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NEAUATPUHECKASA ®APMAKOJIOIUA TOM 22 / N2 2 / 2025
COLAEPHAHUE

OBPALLEHMUE K YUTATENIAM
116 N1.C. HamasoBa-bapaHoBa
OPUTNMHAJIbHAS CTATbSA

117 0.1. KoBTyH, M.A. YcTioxkaHuHa, C.M1. ConogywkuH, J1.B. KoBanbuyk, K.4. 3acnaBckas
3®DPEKTUBHOCTb U BE3OMACHOCTb MPUMEHEHUA NUPATNTYTUAA Y NOAPOCTKOB 12-15 JIET C OXKUPEHUEM:
MPOCMNEKTUBHOE 24-HEAE/IbHOE HABJTIOAATE/IbHOE KOTOPTHOE UCCNNIEAOBAHUE

129 10.C. Boromonosa, I.B. CaHTanosa
K/IMHUKO-3NMUAEMUOIOTMYECKAS XAPAKTEPUCTUKA CKJIEPOJEPMUM Y AETEN CAMAPCKOM OBJIACTHU:
OAHOMOMEHTHOE PETPOCNEKTUBHOE UCCJIEAOBAHUE

OB30P JIMTEPATYPbI

135 A.M. XaBkuH, H.[. OguHaeBa, A.B. Hanetos, E.W. KoHapaTtbeBa, H.A. MapyeHko, A.H. MaubiHuH, E.A. i6nokoBa, K.[l. 3aBpaxHasn
LEJIMAKMS U PACCTPOWCTBA NULLEBOIO NOBEAEHUSA — IBYHANPABJIEHHAS BBAUMOCBSI3b 3AE0JIEBAHUI

141 JN.A. KatapruHa, T.A. MaBnexko, O.B. be3Hoc, H.A. Ocunoga, A.10. NaHoBa
3KCMEPUMEHTAIbHOE MOAE/ITUPOBAHUE B ODTAJIbMOJIOrMU KAK OCHOBA PA3PAEOTKW HOBbIX NMYTEN
NPODUNAKTUKHM CNIENOTbI U CTABOBUAEHUS Y HEAOHOLWEHHbIX AETEN: 0630P JIMTEPATYPbI

KNIWHUHECKUE PEKOMEHAALUU

147 A.A. BapaHos, I.B. BonbiHew, H.H. Bnacos, J1.I. TopsyeBa, M.M. l'ypoBsa, B.A. lpewHsikoBa, A.H. 3aBbsinoBa, H.B. EBgokumoBa,
M.I0. Komuccaposa, J1.C. Hamasosa-bapaHoBa, B.I1. HoBukoBa, E.B. MaBnosckas, H.B. Poro3una, T.B. CtpokoBa, A.H. Cypkos, A.WN. XaBKWH
NPOEKT KIMHUYECKUX PEKOMEHAALMI NO AUATHOCTUKE U NEYEHUIO METABOJIMYECKMN ACCOLlMMPOBAHHOM
YXUPOBOW BOJIE3HU NEYEHW Y JAETEN (HEAJTKOTOJIbHOMN }XUPOBOW BOJIE3HU NEYEHM)

164 H.A. laixec, A.A. BapaHos, 10.B. JTo63uH, J1.C. Hamasosa-bapaHosa, P.C. Koanos, [.. Nonakos, 0.B. KapHeesa,
A.B.Typos, [1.A. Tynynos, C.B. Pa3aHues, T.W. Napawerko, N.A. Kum, U.B. AnapeeBa, M.[l. bakpaase, A.C. NonsKoBa,
E.A. BuwHéaa, J1.P. CenumaaHoBa, B.K. TatoueHko, T.B. KynnyeHko
COBPEMEHHbIE KTUHUYECKUE PEKOMEHJALIUU NO BEAEHUIO NALLUEHTOB C OCTPbIMU TOH3UTJTUTOM U ®APUHTUTOM

KPATKUE COOBLLEHUS

178 H.M. WnmKoBa, M.A. CHerypeHkKo, E. OHKkeBMY, H.B. Knumuna, A.A. Wenuxa, J1.E. lapuHa
IMTAKOTEHO3 IB TUMA B KOMNAYHA-FETEPO3UFOTHOM COCTOSIHUM: KTUHUYECKUI CNTYYAN

184 E.A. KOBaneHKoga, C.A. KQBaneHKOBa, [.C. KpyTvKos ~
KJIMHUYECKWUN CNTYYAU CUHAPOMA PETTA: ONbIT HABJTIOAEHUU 3A PEBEHKOM CTAPLLUEIO JOLWKOJ/IbHOIMO BO3PACTA

189 T.W. Aanunko, E.C. XoxpuHa, 0.K. Kucenesny, A.H. lOcy6oBa
COYETAHHbIW TYBEPKY/E3 FOPTAHU U JIETKUX Y PEBEHKA PAHHEFO BO3PACTA

194 [O.A. Bypnsi, A.1O0. ba6ko, H.®. X paHosckas, 3.C. MpuropsH, A.C. Heyaesa, 0.6. lopaeesa, A.B. lo6poTok
KNIMHUYECKUM CNTYYAN TEMOPPAMMYECKOIO BACKYJIUTA C HETUMUYHBLIM HAYAJIOM 3AEO/IEBAHUA

198 C.A. ParnmoBa, g,.A. CyXOE)yHKVIH, A.1O. LyTKOBA, E._B. Tyw, E.E. AublwnHa, M.A. Cycnosa,_O.B. Xaneukas
KAUHUYECKUN CNYHAU MUTOXOHAPUAZIbHOU MUONATUU, ACCOLMUPOBAHHOU C HEAOCTATOYHOCTbLIO
®EPMEHTA TAMUAWHKUHAS3bI-2 Y PEBEHKA NEPBOI0 rOAA XXU3HU

215 TE3UCblI KOHKYPCA HAYYHbIX PABOT MOJ10bIX YHEHbIX
WHO®OPMALIUA COIO3A NEAUATPOB POCCUU
220  XXVIKOHIPECC NEAWATPOB POCCUU C MEXXAYHAPOAHbIM YHACTUEM «AKTYAJIbHbLIE NPOBJIEMbI NEAUATPUN»
240 PE30/1l041A | BCEPOCCUUCKOU KOHOEPEHLUU <KTUHUYECKAA ®APMAKOJ10rUs B NEAUATPUN»
242 CUMMO3UYM 3ALLMTA OT PECMIUPATOPHbIX UHOEKLIMA HA CTPAXKE COXPAHEHUSI AETCKOIO 310POBbS»

245 CUMMO3UYM <HOBbIE BO3MOHOCTH 3ALUMUTHI MPOTUB MEHUHTOKOKKOBOW UHOEKLIUU
B POCCUNCKON ®EAEPALIUA — UHHOBALIUU B BAKLIUHONPO®UITAKTUKE». HOBASl BAKLIMHA NPOTUB
N. MENINGITIDIS CEPOrPYNMA, C, W, Y, KOHbIOTUPOBAHHAA CO CTOJIBHAYHbIM AHATOKCUHOM, MENACWY-TT

251 ®OKYC HA PAHHIOIO AMATHOCTUKY CAXAPHOIO IMABETA 1 TUMA Y JETEW (CUMMO3UYMbI «BbISIBUTb
WHE YNYCTUTb: B ®OKYCE IETU C UMMYHOOMNOCPEAOBAHHbIMWU 3ABOJIEBAHUAAMU» U <HOBASA IMTABA
B U3YHEHUU CAXAPHOI O AUABETA 1 TUMNA: KYPC HA PAHHIOIO IUATHOCTUKY»)

254 CUMMNO3UYMbI AUCMAHCEPU3ALMA AETEX B POCCUNCKOWN ®EAEPALUMN. HOBLIE AJIFOPUTMbI»
N «CJI0XKHbIA MALMEHT HA MPMEME Y FACTPO3HTEPOJIOTA: IABUPUHT ANATHO30B>

257  CMMMO3UYM LIUGPOBAS 3PA IMATHOCTUKN OP®AHHBIX 3ABONIEBAHWUN B MPAKTUKE NEAUATPA:
KJIMHUHECKUE MPUMEPDI U3 NPAKTUKW»

259 CUMMNO3UYM «CUHAPOM XAHTEPA — HOBbIE BO3MOHOCTU TEPANUU NALMEHTOB C HEUPOMATUYECKON ®OPMOW~

261 PE30J1IOLIUA COBETA 3KCMEPTOB NMULLEBAS AJIJIEPTUA: KAK MOBbICUTb 3®DEKTUBHOCTb
TPAAULUOHHbIX NOAX0A0B K TEPANUU?

265 CUMMNO3UYMbI UHAUBUAYATIbHBIE CTPATErMU IEHEHUS OPU: UHTETPALIMS CUMNTOMATUYECKOM TEPAMUU
U UMMYHOTEPANUKN» U HACTbIE BOMPOCbI O TOH3UNI/TUTAX»

269 CUMMO3UYM JKENE3O0JEPULUTHBIE COCTOSAHUA Y AETEN — CKPbITBIE YIPO3bl U OYEBUAHDIE MPOBJIEMbI»
HOBOCTU NEAUATPUYECKON ®APMAKOJIOrUKN

271 FDA 04OBPU/10 HOBYIO KOMBMHUPOBAHHYIO MEHUHTOKOKKOBYIO BAKLIUHY

271 FDA OZJOEPU/10 HOBbI AHTUBUOTUK A5 JIEYHEHUA UMN

271 FDA OZJ0EPU0 NEPBbIW NPEMAPAT AJ151 IOAEWA C CUHAPOMOM MPAZAEPA - BUJJIU
MNAMATU KONNETU

272 NAMSITU EBFEHUU UBAHOBHbI LUABYHUHOW (22.03.1942-22.02.2025)
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EXPERIMENTAL SIMULATION IN OPHTHALMOLOGY AS A BASIS FOR THE DEVELOPMENT OF NEW WAYS
TO PREVENT BLINDNESS AND LOW VISION IN PREMATURE INFANTS: LITERATURE REVIEW

CLINICAL RECOMMENDATIONS

Alexander A. Baranov, Galina V. Volynets, Nikolay N. Vlasov, Larisa G. Goryacheva, Margarita M. Gurova,

Vera A. Greshnyakova, Anna N. Zaviyalova, Nina V. Evdokimova, Marina Yu. Komissarova, Leyla S. Namazova-Baranova,
Valeriya P. Novikova, Elena V. Pavlovskaya, Natalya V. Rogozina, Tatiana V. Strokova, Andrey N. Surkov, Anatoly I. Havkin
DRAFT CLINICAL GUIDELINES FOR THE DIAGNOSIS AND TREATMENT OF METABOLICALLY ASSOCIATED FATTY LIVER
DISEASE IN CHILDREN (NON-ALCOHOLIC FATTY LIVER DISEASE)

N.A. Dayhes, A.A. Baranoy, Yu.V. Lobzin, L.S. Namazova-Baranova, R.S. Kozlov, D.P. Polyakov, O.V. Karneeva, A.V. Gurov,

D.A. Tulupov, S.V. Ryazantseyv, T.l. Garashchenko, I.A. Kim, |.V. Andreeva, M.D. Bakradze, A.S. Polyakova, E.A. Vishneva, L.R. Selimzyanova,
V.K. Tatochenko, T.V. Kulichenko

MODERN CLINICAL GUIDELINES FOR THE MANAGEMENT OF PATIENTS WITH ACUTE TONSILLITIS AND PHARYNGITIS

SHORT REPORTS

Nikol P. Shimkova, Mariya A. Snegurenko, Eva Yunkevich, Nataliya V. Klimina, Anastasiya A. Shepina, Lyubov E. Larina
GLYCOGEN STORAGE DISEASE TYPE IB IN THE COMPOUND HETEROZYGOUS STATE: CASE REPORT

Ekaterina A. Kovalenkova, Sofya A. Kovalenkova, Dmitry S. Krutikov
CLINICAL CASE OF RETT SYNDROME: THE EXPERIENCE OF OBSERVING OLDER PRESCHOOLER

Tatiana I. Danilko, Ekaterina S. Hohrina, Olga K. Kiselevich, Anna N. Yusubova
COMBINED TUBERCULOSIS OF THE LARYNX AND LUNGS IN A TENDER-AGE INFANT

Denis A. Burlyay, Alexander Yu. Babko, Nadezhda F. Zhdanovskaya, Emma S. Grigoryan, Anna S. Nechaeva, Olga B. Gordeeva, Albina V. Dobrotok
HEMORRHAGIC VASCULITIS WITH ATYPICAL ONSET: CLINICAL CASE

Svetlana A. Ragimova, Danila A. Sukhoruchkin, Alla Yu. Shutkova, Elena V. Tush, Elena E. Yacishina, Marina A. Suslova, Olga V. Khaletskaya
MITOCHONDRIAL MYOPATHY ASSOCIATED WITH THYMIDINE KINASE-2 ENZYME DEFICIENCY IN A CHILD
OF THE FIRST YEAR OF LIFE: CASE REPORT

INFORMATION FROM THE UNION OF PEDIATRICIANS OF RUSSIA

XXVI CONGRESS OF PEDIATRICIANS OF RUSSIA WITH INTERNATIONAL PARTICIPATION "ACTUAL PROBLEMS OF PEDIATRICS”
ALL-RUSSIAN CONFERENCE "CLINICAL PHARMACOLOGY IN PEDIATRICS”

SYMPOSIUM "PROTECTION FROM RESPIRATORY INFECTIONS ON THE PROTECTION OF CHILDREN'S HEALTH”

SYMPOSIUM "NEW POSSIBILITIES OF PROTECTION AGAINST MENINGOCOCCAL INFECTION IN THE RUSSIAN FEDERATION —
INNOVATIONS IN VACCINE PREVENTION”. NEW VACCINE AGAINST N. MENINGITIDIS SEROGROUPS A, C, W, Y, CONJUGATED
WITH TETANIC ANATOXIN, MENACWY-TT

FOCUS ON EARLY DIAGNOSIS OF TYPE 1 DIABETES MELLITUS CHILDREN (SYMPOSIUMS "IDENTIFY AND DO NOT MISS
SYMPOSIA: THE FOCUS IS ON CHILDREN WITH IMMUNE-MEDIATED DISEASES” AND "A NEW CHAPTER IN THE STUDY OF TYPE 1
DIABETES MELLITUS: EARLY DIAGNOSIS COURSE”")

SYMPOSIUMS "MEDICAL PERIODIC HEALTH EXAMINATION OF CHILDREN IN THE RUSSIAN FEDERATION. NEW ALGORITHMS”
AND "A DIFFICULT PATIENT AT A GASTROENTEROLOGIST'S APPOINTMENT: A MAZE OF DIAGNOSES”

SYMPOSIUM "THE DIGITAL ERA OF ORPHAN DISEASE DIAGNOSIS IN PEDIATRICIAN'S PRACTICE:
CLINICAL EXAMPLES FROM PRACTICE”

SYMPOSIUM "HUNTER SYNDROME — NEW TREATMENT OPTIONS FOR PATIENTS WITH NEUROPATHIC FORM”

RESOLUTION OF THE PANEL OF EXPERTS ON FOOD ALLERGY: HOW CAN THE EFFECTIVENESS
OF TRADITIONAL APPROACHES TO THERAPY BE IMPROVED?

SYMPOSIUMS "INDIVIDUAL TREATMENT STRATEGIES FOR ACUTE RESPIRATORY VIRAL INFECTIONS:
INTEGRATION OF SYMPTOMATIC THERAPY AND IMMUNOTHERAPY” AND "FREQUENTLY ASKED QUESTIONS ABOUT TONSILLITIS”

SYMPOSIUM "IRON DEFICIENCY CONDITIONS IN CHILDREN — HIDDEN THREATS AND OBVIOUS PROBLEMS”

NEWS OF PEDIATRIC PHARMACOLOGY

THE FDA HAS APPROVED A NEW COMBINED MENINGOCOCCAL VACCINE

THE FDA HAS APPROVED A NEW ANTIBIOTIC FOR THE TREATMENT OF UTIS

THE FDA HAS APPROVED THE FIRST DRUG FOR PEOPLE WITH PRADER - WILLI SYNDROME IN MEMORY OF A COLLEAGUE
IN MEMORY OF

IN MEMORY OF EVGENIYA I. SHABUNINA (22.03.1942-22.02.2025)



O6paweHue K yutarensam

Loporue apy3bs, yBa)kaemMmble Koaneru!

[naBHbIM COGLITUEM KOHUa deBpand — Havyana mMapTa TeKylero roga, KOHe4yHo, cTtaj Hall
oyepeaHon KoHrpecc negnatposB Poccumn, cobpaBlumnm 6osee 26 TbiCSY Y4aCTHUKOB M3 52 cTpaH.
060 Bcex geTansix Bbl MOXeTe npoyntatb B NOAPOGHOM NMOCTPENN3€E 3TOM0 3HAKOBOIro ANs BCcex
OEeTCKUX Bpa4ven Halewn CTpaHbl (M He TONIbKO, CyAs MO YUCIY MHOCTPaHHbIX y4aCcTHUKOB!) cOObITHUS.

OrpoMHoe KOJIM4eCTBO Hay4HbIX AUCNYTOB U BbICTYMN/IEHUIA HA CaMble aKTyallbHble TeMbl CEroA-
HSILLHEro AETCKOro 34paBOOXPaHEHNs, MaHeNbHble BCTPEYM C IKCNepTaMn U pa3bop KOHKPETHbIX
KIIMHUYECKMX CNyYaeB, IEKLMN MaCTUTbIX aKalEMUKOB W BbICTYNJIEHUS MOJIOAbIX YHEHbIX, coLmalb-
Has negnaTpus U MCUXONOrua-negarornka, ¥apkue crnopbl XMPYproB O HauayylWnx onepaTUBHbIX
noaxogax v npe3eHTauuns camblX COBPEMEHHbIX TEXHONOMMIM — BOT AasIEKO HE MOJIHbIM CMIUCOK TOro,
yem 3anomHunca KoHrpecc. Hy n obuieHnem, 6e3ycnoBHo! Beab exXeroaHbin cnet negmaTpos — 3T0
M MECTO BCTPEYM CTapMHHbIX APY3€EW, U NNOoLWaAKa, FAe MOXHO NO3HAaKOMUTbLCS C HOBbIMU KonJera-
MU, 06CYANTb BOSTHYIOLME TEMbl U HAMETUTb MAaHbl Ha Byayliee, a ¥ NPOCTO NPUATHO U C MONb30W AN Npodeccumn NpoBecTU
Bpems. Ho Tpu gHa nponeTtenu, a B NaMaTh ocTanncb He3abbiBaeMble BNeYaTNeHNUs U KenaHue UATU Aanblie, K BepliMHam
HalweKn yHMKanbHOM Npodeccun. ..

M MOCKONbKY WU3Hb HE CTOWUT Ha MEeCTe, Mbl NMOArOTOBUAN A BAC CBEXYIO MOPLMIO NONE3HON MHPOpMaUMK: Hay4YHble
cTaTbu (MPO HOBbIE NOAXO/bl K BEAEHUIO AETEN C OXXUPEHUEM, LIENTMaKUEN, CKnepoaepmuen, MeTabonM4yeckn accoLuMmpoBaH-
HOWM YKMPOBOW 6ONE3HBIO NEYEHU, OCTPLIMU TOH3UANIUTOM U GAPUHTUTOM, FMIMKOreHO30M, CMHAPOMOM PeTTa, Ty6epKyne3om,
remMopparmieckmMm BacKyIMTOM, MUTOXOHAPWaNbHOW MuonaTuen u ap.), noctpenna KoHrpecca, 3aMeTKM 0 NPOLLEALLnX B ero
paMKax CMMMo3MyMax, HOBOCTU O 3aperMcTpMpoBaHHbIX MpenapaTtax U BaKUUHaX AN1a AeTen U T.4.

HacnaxkganTtecb HOBbIM HOMeEPOM XypHana! U aa, aymante Haa npeanoxeHuamun ans KoHrpecca cnegyrowero roga, sefb
Mbl Y>Ke Ha4aln NoAroToBKY K Hemy!

C yBaXKeHuem,

rnaBHbIA pefAaKTop }KypHana, akagemuK PAH, npodeccop, 3acnyXeHHbIW AeATeNlb HayKu PO,
3aBepgyowan Kadpeapoi pakynbTeTcKoi neguatpum UHCTUTYTa MaTepuHCcTBa U AeTCTBa
®rAoy BO PHUMY um. H.U. NMuporosa Muusapasa Poccuu (MuporoBckuii YHUBEPCUTET),
pykoBoautenb HUU neguatpum n oxpaHbl 340pOBbA AeTeM

HKL, N22 ®IrBHY «PHLUX um. akag. b.B. MeTpoBCcKoro»,

coBeTHUK BO3, uneH 6iopo Ucnonkoma MexxayHapoaHon neguaTtpuyecKon accoumaLmm,
nacTt-npe3uaeHT EBponeickoi neguatpuyeckon accoumnauum (EPA/UNEPSA),

no4YeTHbiX Nnpodeccop YHuBepcuteta ®oaxa (Utanus),

116 noYeTHbIN YieH neguaTpuueckoro ¢pakynbreta KoponeBcKoro Konnepgxa repanestos UpnaHauu
Nlenna CenimypoBHa HamasoBa-bapaHoBa

Dear friends and esteemed colleagues,

The main event at the end of February and beginning of March this year was, of course, our regular Congress of
Pediatricians of Russia, which brought together more than 26,000 participants from 52 countries. You can read all the
details in the full post-release of this landmark event for children’s doctors in our country (and beyond, judging by the
number of international participants).

A huge number of scientific debates and presentations on the most pressing topics of today’s children’s healthcare,
panel meetings with experts and analysis of specific clinical cases, lectures by venerable academics and speeches
by young scientists, social pediatrics and psychology-pedagogy, heated debates between surgeons about the best
operational approaches and the presentation of the most modern technologies — this is just a partial list of what we
will remember about the Congress. And of course, the discussions! After all, the annual meeting of pediatricians is not
only a gathering of old friends but also a platform to meet new colleagues, explore exciting topics, make future plans,
and spend time both enjoyably and productively for the profession. Three days flew by, leaving us with unforgettable
impressions and a renewed drive to reach new heights in our unique profession.

And since life never stands still, we have prepared a new batch of useful information for you: scientific articles
on new approaches to managing children with obesity, celiac disease, scleroderma, metabolically associated fatty
liver disease, acute tonsillitis and pharyngitis, glycogenosis, Rett syndrome, tuberculosis, hemorrhagic vasculitis,
mitochondrial myopathy, and more; the Congress post-release; notes on the symposiums held within its framework;
news about newly registered drugs and vaccines for children — and much more.

Enjoy the new issue of the magazine! And by the way, start thinking about suggestions for next year’'s Congress —
preparations are already underway!

With respect,

Editor-in-Chief, Member of the RAS, Professor, Honoured Scientist of the Russian Federation,

Head of the Department of Faculty Pediatrics at the Institute of Maternity and Childhood

of Pirogov Russian National Research Medical University, Head of Pediatrics and Child Health Research
Institute in Petrovsky National Research Centre of Surgery,

WHO consultant, Member of the International Pediatric Association (IPA) Standing Committee Board,
the Past-President of the European Paediatric Association (EPA/UNEPSA),

Honorary professor of University of Foggia (Italy),

Honorary member of pediatric department of Royal College of Physicians of Ireland

Leyla Namazova-Baranova
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AdbPeKTUBHOCTb U 6€30MNaCHOCTb
nPpUMEeHeHUusa nuparnytuia y nogpocTKoB
12-15 net ¢c 0O XUpPEHUEeM: NPOCNEKTUBHOE
24-HepgenbHoe Ha6AOaaTeNbHOE
KOropTHoe uccnejgoBaHue

ABTOp, OTBETCTBEHHbI 3a Nepenucky:

YcTioxaHnHa Mapraputa AneKcaHApoBHa, KaHAMAAT MEAULMHCKMX HayK, AOLEHT Kadeapbl NoNUKIMHUYecKon neguatpun GrE0Y BO Ypanbckuit
rOCYAAPCTBEHHbIN MEAULIMHCKMI YHUBEPCUTET

Appec: 620028, ExkatepuH6bypr, yn. PenuHa, 4. 3, Ten.: +7 (343) 214-86-52, +7 (922) 218-60-86, e-mail: ustmargarita@mail.ru

0O6ocHoBaHue. [IpobiemMa 0XKUPEHUS Yy AETEN OCTAEeTCsl aKTyaslbHOM /11 COBPEMEHHOIO 3paBooxpaHeHus. Heob6xoammel
3 PEKTUBHbLIE MOAEN IEYEHUSI ITOr0 3a60/1IeBaHUS C BKJIKOYEHMEM HOBbLIX TepaneBTUYECKUX CPEACTB, B TOM YuC/ie aro-
HucToB peuentopoB [TIM-1, Takux Kak nuparnytng (paspeweH ¢ 12 net). OgHako ero 6e30n1acHOCTb U 3(PEKTUBHOCTb
B neguaTpuu noka HegoCcTaTo4HO U3y4YeHbl M TPeByIOT AasibHellero nceaegosaqus. Llenb ncenegoBauns — OLEHUTb
3PPEKTUBHOCTb M 6€30MacHoOCTb aroHucTa peuentopos [TIM-1 nuparnytvaa — pacTBopa A/ MOAKOXKHOro BBEAEHMS
B negnaTtpu4eCcKoOH NMpaKTUKe Npu KOPPEKUUM Macchl Teaa y AeTen C OXUpeHuem B Bo3pacte 12-15 net B coyetaHmnu
C NMepcoHaIn3nMpPoBaHHOM ANETON M pacluMpeHnemM pu3n4ecKon akTuBHoctu. Meroabl. B KoropTHoe uccaegoBaHue, npo-
BegeHHoe Ha 6ase [JKb N2 11 (r. EkatepuHb6ypr) ¢ mapTa o oKTsi6pb 2024 r., BKaoYanmcb getn 12—15 net ¢ 9K30reHHo-
KOHCTUTYLMOHasIbHOM opmoi oxxupeHus (SDS UMT > 2,0) npu noaTBEPKAEHHON HEAPYEKTUBHOCTH KOPPEKLIMN 0bpa3a
XXU3HU B Te4eHune 6osiee roga. [1pogomKnTenbHoCTb HabageHns coctaBuaa 24 Hea v BKaoYana 9 BnantoB. OCHOBHOM
Kputepuit agppeKTnBHocT — uameHeHne SDS UMT K 24-i Hej. bezonacHOCTb oLeHUBasach o 4acToTe U TSXKECTU
HexenatesbHbIX SIBJIEHUM, a TaKXKe 0 BANSHUIO Ha JIMHENHbIN pocCT. Pe3yabTtaTtsl. et rpynn uccaegoBaHms 6biam corno-
CTaBMMbl [10 BCEM XapaKTepuctukam (p > 0,05). OcHoBHO rpynne Ha3Havascs amparnytng — aHasnor ITIM-1 — B gose 3,0
Mr MOAKOXHO exeAHEBHO. B TeyeHne nepBoro mecsiya [03a 6bl/ia TUTPOBaHa 40 MaKCMMasabHOM COr/laCHO MHCTPYKLMH,
3ateM npenapat npumeHsacs ewe 20 Hed. Ha 24-in Hea 3apuKenpoBaHo 3Hadynmoe cHuxeHmne SDS MMT B OCHOBHOM
rpyrnre no cpaBHEHMIO C KOHTpoJieM (TepaneBTndecKkni agpeekr): —0,343 (95% AN: ot —0,501 go —-0,185), p < 0,001.
3akntoyeHune. [Nosy4eHHble pe3ynbTaTbl MOATBEPIKAAIOT MOTeHUMan MPMMEHEHUS AuparayTuaa B cocTaBe KOMMJIEKCHOM
Tepanumny nogpoCTKOB C OXKMPEHMEM M 060CHOBbIBAIOT Li€/1IeCO006pa3HOCTb €ro AajbHENLIEro n3y4eHus B negmaTtpmn4ecKom
MpaKkT1Ke.

KnioyeBble cnoBa: nojpoCTKU, AETHU, OXKMPEHUE, INParyTha, aroOHUCTbl PeLenTopoB toKaroHonog4ob6Horo nentuga-1,
neqyeHne

Ans yntuposaHms: KosTyH O.[., YcTiokaHmHa M.A., ConoaywkuH C.WU., Koanbyyk J1.B., 3acnaBcKkas K.4.
9pPeKTUBHOCTb N 6€30MaCHOCTb MPUMEHEHUSA NparnyTuaa y noagpocTKoB 12-15 neT ¢ OXXMpeHnem: NpocneKkTuBHoe
24-HepenbHoe HabnogaTenbHOe KOropTHoe nuccnegosaxue. lNeguatpuyeckas papmarkonorns. 2025;22(2):117-128.
doi: https://doi.org/10.15690/pf.v22i2.2871

OBOCHOBAHME

MupoBbIM COO6LLECTBOM CUTyaLus C pacrnpocTpaHe-
HMEM [ETCKOro OXWPEHUA paccMmaTpuBaeTcs KaKk ofHa
M3 rNaBHbIX Yrpo3 340pOBbl0 oblecTBa. [JeTckoe OXu-
peHne — XPOHUYECKOE peunauBupylollee 3aboneBaHue,
Tpebytouwee ocobon MeauLMHCKOW MOMOLLM U creunanb-
HbIX CTpaTernv nevyeHus, OoA0BGPEHHbIX OTEYECTBEHHbLIMU
M MEXAYHAPOAHbIMU KIIMHUYECKUMU PYKOBOACTBAMMU
[1-3]. Hanuune oxupeHus y geTen COMPSXeHO He TONbKO
C BbICOKMM PUCKOM €ro CoXxpaHeHus BO B3pOC/I0M BOo3pac-
Te [4], HO M C pa3BUTUEM CEPbEe3HbIX COMYTCTBYIOLMNX 3a60-
JleBaHUM yxe B NOAPOCTKOBOM MNepuoje, BKJOYaa apTe-
puanbHylo rMNepPTEH3MIO, HapyLleHWe NMNUAHOro o6MeHa,
caxapHbli guabeTt 2-ro tuna, opToneanyeckne OCnoXHe-

HUS U NCUXoSIorMyecKkue npobnemsl [2]. 3To Nnog4epKnBaeT
HEo6X0AMMOCTb pPa3paboTKM U BHeApeHUs 3DDEKTUBHbIX
METOA0B IeYEHUS.

HasHayeHne mep, HanpaBfeHHbIX Ha U3MeHeHWe obpa-
3a XM3HM B MNOMb3y 340POBOr0 MUTAHUSA WU pPerynspHow
GM3MYECKON aKTUMBHOCTH, ABJISETCH KJOYEBbIM KOMIMO-
HEHTOM B JIEYEHUU OXKMPEHUHA Yy AeTeW U NoApPOCTKOB [2].
Tem He meHee, addEKT 3TUX BMeLWATENbCTB B OTHOLLIEHWUH
M3MeHeHUs nHaekca maccol Tena (MMT) 1 ero ctaHgapTHO-
ro oTkfoHeHunsa (SDS MMT) ocTaeTcsi NOYTU HE3HAYUMBbIM.
Ans [OCTMXKEHMA 3aMeTHbIX pes3ynbraToB TpebyeTcs ANu-
TeNlbHOE KOMIMJIEKCHOE BO3AencTBue [1], 4TO B YCAOBMSAX
OKa3aHUs NepBUYHON MEeAUKO-CaHWUTapHOM MOMOLLM MOYTH
HUKOrAa He NpeacTaBASETCH BO3MOXKHbIM.
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OPUTMHAJNIbHASA CTATbA

CornacHo AeNnCTBYIOWMM KIMHUYECKUM peEKOMEeHAaLu-
AM MO NEYEHMIO OXKUPEHUS Yy AETEN Ha TeppuTopun Poccuu,
npu He3abPEeKTUBHOCTM MEPONPUATUI, HanpaBfiEHHbIX
Ha n3meHeHne obpasa XWU3HW LeTen, ANTENbHOCTbI0 6olee
1 roga MOXeT ObiTb HasHauyeHa dapmakotepanus [2, 5].
OAHaKo MeMKaMeHTO3HOE NeYeHne OXXUPEHNs y AeTen orpa-
HMYeHHo. OgHUM M3 MpenapaToB, paspelleHHbIX AN 3TOK
LUenn B Halen cTpaHe, SBASETCH arOHUCT peLenTopoB Mto-
KaroHonogo6Horo nentuaa-1 (IFMM-1) nuparnytna [2, 6].
Jlnparnytug cBA3biBaeTcs U akTnusupyet peuentopbl [MIM-1,
ABNASCH PUINONOTMHECKUM PEryNSTOPOM anneTuTa u notpe-
61eHns NUWM [6], a TaKKe CNoCOBCTBYET YBEMYEHNIO YPOBHS
WHCYNWMHa nocne efbl, yMeHblas Npu 3ToOM BblAeNeHne to-
KaroHa v 3aMeanias NpoLecc ONOpPOXHEHUS xenyaKa [7, 8].

9dbdeKTUBHOCTL M 6€30MacHOCTb MPUMEHEHUS nupa-
rnyTMaa y geten ¢ 12 net ¢ OXMPEHWEM M3y4eHa B Tpex
MEXAYHapOAHbIX PaHAOMU3UPOBAHHBIX UCCneaoBaHuaX [5,
9, 10], B TOM ynucne uy aeten ¢ 6 go 12 net [11]. C 2021 .
Ha TeppuTopun Poccumn nuparnytug paspeleH K npume-
HeHWto y aeTen ¢ 12 net [12]. B 2023 r. ctan gocTyneH
oTeYeCTBEHHbIN dapMaLeBTUHECKMI Npenapart anparnyTu-
[1a (nekapcTBeHHOe cpeAcTBO IHAUrpus) [6], umetowmnin 6uo-
3KBUBANEHTHbIM cocTaB [13] ¢ OpUrMHanbHOM MONEKYNoMn
M MONYYEHHbIN C MOMOLLbIO XUMUYECKOIO CUHTE3a.

J710T MeToa obecneyvMBaeT paa NPEUMYLLECTB OTHO-
CUTENbHO NeKapCTBEHHOro npenapaTta, NPOU3BELEHHOrO
OGMOTEXHONOMMYECKUM NyTeM. XMMUYECKUIA CUHTE3 MO3BO-
NSeT NOMYYUTb NPOAYKT BbICOKOWM YMCTOTbI 3a CYET UCKIO-
4YeHus cnyvyamHoW 3ameHbl aMWHOKMCIOT, XapaKTepHOMn
4NS KUBHEAEeATENbHOCTU MUKPOOPraHM3MOB. ITO rapaHTu-
pyeT OTCYTCTBME NIOObLIX NMPUMECEN KNETOK-MPOAYLEHTOB,
TakuX Kak 6enku, depmeHTbl M dparmeHTol AHK n PHK,
4YTO NOBbIWAaeT 6€30MaCHOCTb MPOAYKTA M CHUXKAET PUCK

BO3MOXHOW WMMMYHOIEHHOCTH, YMEHbLUas BEPOSATHOCTb
HeabpeKTuBHON Tepanuu [13].

OaHaKo npuMMeHeHue nuparnytuga B neavaTtpuyeckon
npaxkTMke TpebyeT LOMNOMHWUTENBbHOMO TWAaTeNbHOrO U3y4ye-
HUWS, MOCKOJIbKY MHbOPMaLIMSA 0 ero 6e30nacHOCTU U addeEK-
TUBHOCTM Y AAHHOM BO3PACTHOW rpynmnbl OrpaHuWyeHHa,
noatomy Oblia 060CHOBaHa HEO6GXOAMMOCTb MPOBEAEHMS
HabnogaTeNbHON NporpaMmbl MOHUTOPUHTA 3DPEKTUBHO-
CTM ¥ 6e30MNacHOCTM NPUMEHEHUs nuparnyTuaa y aeTten
C OXMpPEHMEM B KIMHMYECKOW npakTuke. MccnepoBaHue
B peanbHblX YCNOBMAX MOMET MO3BOMIUTbL cobpaTb AaH-
Hble 0 paKTUYECKMX pedynbTaTtax NPUMEHEHUs nuparnyTmaa
B yCnoBuax ambynaTopHOro ueHtpa B Poccuu, BKOYas
€ro B/IMSIHWE Ha CHUXKEHWe Maccbl Tena, U3MeHeHne MeTa-
60IMYECKNX MAapaMeTPOB U HexKenaTteNlbHble peakumu. 310
BaXHO AN dopmupoBaHua 6onee MOoJHbIX pPeKoMeHaa-
LM NO ero npumeHeHuto y geten. Kpome TOoro, MOHMTO-
PUHI MOMOraeT BbIBUTb WHAMBWAYalbHble OCOBGEHHOCTU
OTBETa Ha Tepanuio, 4TO MOXeT Cnoco6CTBOBaTb MepPCo-
HaNM3MPOBaHHOMY NOAXOAY B IEYEHUMN OXKUPEHUS Y AeTEN.
Taknum o6pa3zom, pesynbTaTbl MPOrpamMmmbl CTaHyT OCHOBOW
4NS AanbHERWMX KIMHUYECKUX ncenefoBaHuin u paspaboT-
KW [OOMOSHUTENbHbIX PEKOMEeHAaUWi MO MCNOoNb30BaHUIO
nvparnytuaa B neanatpuu, YTo SABASETCH BaKHbIM Larom
B 60pb6e C AETCKNUM OXUPEHUEM.

Llenb uccnepgoBaHus

OueHUTb apdeKTUBHOCTL U 6e3onacHocTb MM-1 nupa-
rnyTMAa (TeKapcTBEHHOE CPeACTBO JHAUMPUS) — pacTBopa
4N NOAKOXHOro BBEAEHWS B MeauMaTpuyecKon MnpakTuke
npW KOPPEKLMM Macchbl Tena y AeTen C OKMPEHUEM B BO3-
pacte 12-15 neT B cOYeTaHMM C NEPCOHAIM3MPOBAHHOWM
OMEeTON U paclumpeHmem GU3n4ecKom aKTUBHOCTH.
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Efficacy and Safety of Liraglutide
in Adolescents Aged 12-15 Years with Obesity:
a Prospective 24-week Observational

Background. The problem of childhood obesity remains relevant for modern healthcare. Effective treatment models for this
disease are needed with the inclusion of new therapeutic agents, including GLP-1 receptor agonists such as liraglutide (approved
from the age of 12). However, its safety and efficacy in pediatrics have not yet been sufficiently studied and require further research.
The aim of the study is to evaluate the efficacy and safety of the GLP-1 receptor agonist liraglutide, a solution for subcutaneous
administration in pediatric practice for body weight correction in children with obesity aged 12-15 years in combination with a
personalized diet and increased physical activity. Methods. The cohort study conducted on the basis of Children’s City Hospital
No. 11 (Yekaterinburg) from March to October 2024 included children aged 12-15 years with an exogenously constitutional
form of obesity (SDS BMI > 2.0) with confirmed ineffectiveness of lifestyle correction for more than a year. The follow-up period
was 24 weeks and included 9 visits. The main criterion of effectiveness is the change in SDS BMI by the 24th week. Safety was
assessed by the frequency and severity of adverse events, as well as by the effect on linear growth. Results. The children of
the study groups were comparable in all characteristics (p > 0.05). The main group was prescribed liraglutide — an analog of
GLP-1— at a dose of 3.0 mg subcutaneously daily. During the first month, the dose was titrated to the maximum according to
the instructions, then the drug was used for another 20 weeks. At week 24, a significant decrease in SDS BMI was recorded
in the main group compared with the control (therapeutic effect): —0.343 (95% Cl: —0.501 to —0.185), p < 0.001. Conclusion.
The results obtained confirm the potential of usage of the liraglutide as part of complex therapy in adolescents with obesity and
substantiate the expediency of its further study in pediatric practice.
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METO/AbI

Ou3aiH uccnepoBaHusa

[lpoBeEHO OOHOLIEHTPOBOE OTKPbITOe 24-HeaenbHoe
HEeWHTEepPBEHLUMOHHOE (HabnoaaTe/lbHOE) KOropTHOE MNpo-
CMNEeKTMBHOE UccneaoBaHue.

YcnoBus npoBeAeHUs ucciefoBaHus

[Ona npoBefeHus wccneaoBaHWs Gbin OpraHM30BaH
aMbynaTopHbIK LLeHTp Ha 6a3e [JeTCKOro ropoAckoro Kap-
[IMONOTMYECKOro LieHTpa [ocyaapCTBEHHOrO aBTOHOMHOMO
yuypexaeHua 3apaBooxpaHeHns CBepanoBCKOM ob6nactu
«[leTckasa ropoackas KanHu4eckas 6onbHMua N2 11 ropoaa
ExkaTepuH6ypra» (rnaBHbIK Bpady — K.M.H. A.C. CoKonoBa).

MccnegoBaHue 6bi0 BbIMOJHEHO C MapTa MO OKTA6pb
2024 r.

BKntoyeHMe y4yacTHMKOB MNPOAOSIKANOCb B TeyeHue
2 Hea. AnuTenbHOCTb HAGMOAEHUS 3@ KaXAblM NaLUMEHTOM
cocTaBuIa He MeHee 6 mec (24 Hea) v BKoYana 9 BU3UTOB.

Kputepuu cootBeTCcTBUSA

Kputepun BKN110YeHNs NayueHTOB B UCC/IeJOBaHUE:

1) yCTAHOBNEHHbIN AMArHO3 3K30reHHO-KOHCTUTYLMO-
HanbHOro oxupenus (SDS UMT agna paHHOro Bo3pacTa
n nona > 2,0 SDS UMT), kog no MKB: E66.0, macca Tena
6onee 60 Kr n HEaDEKTUBHOCTb MEPOMPUATUIN, HamnpaBs-
JIEHHbIX HA GOpPMHUpPOBaHME 3J0POBOro 06pasa KU3HU, ANn-
TEeNbHOCTb KOTOPLIX COCTaBMNa He MeHee 1 roaa;

2) netv (ManbyYuMKU U OEBOYKM) B Bo3pacte 12-15 net
BKJIIOUYNUTENBHO;

3) Hann4yMe NUCbMEHHOro MHPOPMUPOBAHHOIO cornacus
3aKOHHOro NpeacTaBUTENs NauMeHTa U pebeHkKa (¢ 15 ner);

4) cNnOCOOGHOCTb pOAMTENS MalMeHTa 3anoJHATb
«[JHEBHUK NMaLMeHTa» U AOCTYNHOCTb AN TeNedOHHOro KOH-
TaKTa;

5) BO3MOXHOCTb MPOBEAEHUS MOAKOMXKHbIX WHbEKLMM
B [IOMallHMX YCNIOBUSAX.

Kputepun HeBK04YeHUs1 NayUeHTOB

B MccnegoBaHue:

1) nauMeHTbl ¢ runoTasaMmYecKmMM, aTPOreHHbIM, MOHO-
reHHbIM, CUHPOMaNbHbIM OXXMPEHWUEM, @ TaKKe Npu HeNpo-
3HAOKPUHHbIX 3a60/1eBaHUSAX (TMNEPKOPTULM3ME, TUNOoTHUPE-
03e u ap.);

2) y4acTBYOLWME B UHbIX KIMHUYECKUX UCCNEAOBaHMAX
B Nep1oj npoBeaeHns JaHHOro UcciieoBaHus;

3) MeaynnsipHbli paK WUTOBUAHON enes3bl B CEMENHOM
aHaMHese.

Kputepumn ucknoyeHns naymeHToB

U3 Uccref0BaHNSNA:

1) 0T3bIB MHPOPMUPOBAHHOIO AOOBPOBOSILHOIO COrnacus
3aKOHHOro npeacTaBuTens unun pebeHka ctapuwe 15 nert;

2) pa3BUTME CEPbE3HOr0 HEeXenaTenbHOro SBAEeHUS
(CHK).

CornacHo npoToKoay HabGatoaaTenbHOro uccnegoBa-
HUsA, CHA — cmepTenbHOe UK yrpoXKatolee XU3HN Hexe-
natenbHoe aBnexHue (HA), KoTopoe NpUBOAWT K CTOMKOM
MW 3HAYMMOW HETPYAOCMOCOGHOCTU WM WMHBANUAHOCTH,
COMpOBOXAaeTcs HEO6X0AMMOCTbIO roCNUTanu3aLmm, Npoa-
NIeHWs TEKYLLEen rocnuTann3daunmn nmbo npeactaBnsaeT cobon
BPOXAEHHbIN AedEKT/NOPOK Pa3BUTUS, 3/TIOKA4YECTBEHHOE
HOBOOGpa30BaHWe B pel3ynbTaTe nepeao3npoBKU. [pyrue
3Ha4YUMble C MEAWLIMHCKOM TOYKM 3PEHUS SBNEHUS, KOTO-
pble He MOTYT NPUBECTU K CMEPTH, HE ABASIOTCA YrpoXKato-
LMMU KU3HU U He TpebyloT rocnutann3almm, MoryT 6biTb
npu3HaHbl CHA, ecnn, Ha OCHOBaHMM COOTBETCTBYIOLLEMO
MEAMLMHCKOrO 3aK/OYEHMs, OHM MOryT noJaBepratb nauu-

€HTa UK y4aCTHUKa nccnenoBaHna pUCKyY U MOryT noBjievdb
3a co60M Heob6XOAMMOCTb MEeAMLIMHCKOro MWW XUpypru-
4YeCKoro BmelwartenbCTBa And npepaorBpalleHna oAHOro
13 nepe4vyncnieHHblx Bbllle NCX0O0B.

OnucaHne KpUTEpPUEB COOTBETCTBUS

(AnarHocTuyecKne KpUTepmumn)

AnarHo3 «npoctoe (KOHCTUTYLMOHaNIbHO-3K30reHHOoE)
OXMpEeHMe» yCcTaHaBAMBANCH COMMacHO AMArHOCTUYECKUM
KPUTEPMAM, OMUCAHHLIM B KIMHWYECKUX PEKOMEHAALMNX
«O¥upeHue y getemn», yuutoiBatowmm SDS UMT no Hopmam
BO3 (2009) [2]. Bce yyacTHUKM uccnepoBaHus (40 noa-
POCTKOB) 6bIM pas3feneHbl Ha 2 rpynnbl: 0CHoBHas (n = 20)
n rpynna cpaBHeHus (n = 20).

Mocne nNpoxoxKAeHWUs MNepBUYHOro o6cnefoBaHUs —
B C/ly4ae COOTBETCTBUS KPUTEPUAM BKIOYEHUS M OTCYT-
CTBUS KPUTEPUEB HEBKIIOYEHMS, NPU YCIOBUU NOANUCAHUS
MHDOPMMPOBAHHOIO 4O6POBOILHOIO COrflacua — NauneHTbl
BK/OYanuUcb B HabnogatenoHoe ncenegosanue. Mpu atom
OCHOBHOM rpynne HadHa4vancsa avparnytma (Quanrpus) —
pacTBop ANS MOAKOXKHOro BBeaeHus ¢ 0,6 Mr NOAKOXHO,
NOCTEMEHHO JOXOASA A0 MaKCUMMasibHO MEPEHOCUMOW L03bl
(3,0 Mr NOAKOXKHO), U NPOBOAMNACH aKTUBHAsA MOANDUKaLNS
o6pasa XM3HU (NepcoHann3nMpoBaHHas guetToTepanus, pac-
lwnpeHne GU3NYeCKom aKTUBHOCTH). B KOHTPOJbHYIO rpynny
TaKe 6bl11 BKAtoYeHbl 20 aeten ¢ 12 o 15 net ¢ 0xKMpeHu-
€M, KOTOpbI€ NPOLL/N TaKoe e 06cneoBaHue, HO nosyyanu
B KayecTBe /Jle4eBGHOM TEXHONOrMKM TONbKO AMeToTepanuio
n dusnyeckne Harpysku. lNpu aTom yYactoTa HabnwaeHUs
aeten (KonnMyecTBo BU3MTOB B LLEHTP) Obla O4MHAKOBOW.

Ha3HayeHne npenapaTa npeanaranocb poauTte-
NIM / 3aKOHHbIM MNpPeaCTaBUTENM Ha 3Tane BKIOYEHUS,
NoKa COXPaHSINCb AOCTYMNHbIE MecTa B NporpamMme nexkap-
CTBEHHOrO coMnpoBOXAeHusa. [locne ucyepnaHusa numuta
N0 KONIMYECTBY BKJ/IIOYEHWW B OCHOBHYIO rpynny HOBbIM
yyacTHMKaM npeanaranocb yyactue B nporpamMmme [AuHa-
MWYECKOro HabnofeHUa C TOW e 4acTOTOM BU3WUTOB,
HO 6€3 Ha3Ha4yeHWs NeKapCTBEHHOM Tepanun (KOHTpobHas
rpynna, n = 20).

Mog60op y4yaCTHUKOB B rpynnbi

Mpynnbl uccnegoBaHms (OCHOBHAsA M KOHTPObHAas) cocTa-
BuAn no 20 pgeten ¢ oxupeHunem B Bo3pacTe 12-15 ner.
Kputepun nogbopa nap B MCCNeAOBaHWM HE MCNONb30Ba-
NUCb.

LleneBble noKa3aTenu ucciegoBaHus

OCHOBHOM NoKa3arte/ib uccsiejoBaHus

[epBUYHOM KOHEYHOM TOYKOM BbII0 UBMEHEHUE NOKa3a-
Tenst SDS MMT oT MCXOAHOro YPOBHS Ha 24-1 Hen.

HononHutenbHble NOKa3aTenn ucciesoBaHus
BTOpUYHBIMWU KOHEYHBIMU TOYKAMKN APPEKTUBHOCTH BblSU:
*  n3meHeHne UMT oT ncxogHOro ypoBHS (%);
® MPOLEHT Y4aCTHMUKOB, Yy KOTOPbIX Habno4anocb CHUXe-
HWe UMT He MeHee Yem Ha 5% 1 He MeHee 4YeM Ha 10%;
° abCoNOTHOE M OTHOCUTENbHOE UBMEHEHWE MacChbl TeNa;
° [/IIOKO3a, WHCYIWH, AUNWUAHBIA NPOPUNb, aNaHuH-
aMuHoTpaHcdepasda, acnapratamuMHoTpaHcdepasa,
C-peaKTuBHbI 6enoK, C-peakTUBHbIN 6eNOoK (BbICOKO-
YyBCTBUTENbHbLIN METOA), d-amMmunasa.
KoHeyHble TOYKM 6e30MacHOCTH:
* HA, KoTopble 6blM 3aperncTpMpoBaHbl B NEPUO evye-
HUs (¢ O-1 no 24-10 Hep);
®  3MM304bl TMNOMUKEMUK, OLLEHEHHbIE B 3 payHaax 6uo-
XMMMUYECKOro uccnegoBanua kposu (0-9 — 12-9 —
24-9 Hep);
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OPUTMHAJNIbHASA CTATbA

° U3MEHeHWe MoKasaTens CTaHAapTHOTNO OTKOHEHWs
pOCTa Mo CPABHEHUIO C FPYMMNON KOHTPOSS.

AHanu3 [0MOSHUTENbHBIX MOoKasaTenen UccieaoBaHus
ABNANCA 3aM1aHUPOBAHHbIM (T.€. 3aUKCUPOBAHHbLIM B MPO-
TOKONE MCCNEeAoBaHus elle 10 ero Havasna) U NpoBoaUICS
ANf CPaBHEHWsi Pe3ynbTaToB HACTOALEro MccrienoBaHus
C OpPUTrMHASbHbIM.

MeToabl u3MepeHus yeeBbiX NOKa3aTtesen

B nccnegoBaHum NpUMEHANINCb MPOCNEKTUBHO coOBpaH-
Hble AaHHble.

AHTPOMNOMETPUYECKME XapaKTEPUCTUKN eTeN oLleHBa-
JIMCb C NMOMOLLbI0O OTKaNM6poBaHHOrO 060opyaOBaHUA 00Y-
YeHHbIM nepcoHanoM. PocT u3amepsinicad B caHTMMeTpax,
mMacca Tefna — B Kunorpammax. CTaHaapTU3auus OLEHKM
nameHenusa SDS UMT npoBoaunnach 3a CHeT UCMO/Ib30BaHUSA
YHUOMLMPOBAHHOIO Noaxoaa K oueHke SDS UMT wm ero pac-
yeta [14].

MepemeHHbIe (NpeaUKTOPbI, KOHpayHAEepbI,
moanpukartopbl appeKra)
HenpumeHumo.

CTtaTucTUYECKHKe npoueaypbl

MpuHyMnbl pacyeTa pa3smepa BbIGOPKH

PacueT BbIGOPKK NpeaBapuTesisHo He NPOBOAMIICS, YNC-
110 AeTe, BKIOYEHHbIX B FpynMbl UCCNEAoBaHKs, onpeaens-
N10Cb KO/JIMYECTBOM Mpenaparta, KoTopoe MOMu npeaocTa-
BWTb /19 peannaaluuu HabnoaatesbHoW nporpaMmbl.

CraTncTuyecKne MeTo/bl

[ns aHanusa JaHHbIX UCCNefoBaHWUa NMPUMEHSAN NPO-
rpammHoe o6ecnevyeHne SPSS (IBM SPSS Statistics 20.0,
SPSS Inc., IBM Corp., ApMOHK, Hbto-Mopk, CLLA), 6u6ano-
Teku pandas u matplotlib gna Python, a Takxke 6u6nOTEKY
scipy.

KonuyectBeHHble HeENpPepPbIBHbIE AaHHble ONUCbIBANUCH
KaK cpefHee apudmeTnyecKoe n cTaHaapTHOE OTKIOHEHHE.
[ns AaHHbIX, OTHOCALWMXCSA K MOPSAKOBON U HOMUHANbHOWM
WKanam, ucnonb3oBanuch Yactota (%) U abCONOTHOE KOMK-
4eCTBO NepemMeHHOMN (n).

CraTucTuyecKue TecTbl, NPUMeEHsIEMbIE

AN aHan3a faHHbIX

[ns NpoBEepKW HOPMANbHOCTWU pacnpegeneHns ncxom-
HbIX KOJIMYECTBEHHbIX AaHHbIX B rpynnax Mcnonb3oBascs
0AHOBbLIGOPOYHbIN Kputepu Konmoroposa — CmupHOBa.
[ns Tex NpuM3HaKoB, KoTopble Gblan pacnpeaeneHbl HOp-
ManbHO, CpefHWe B rpynnax CpaBHUMBaNUCb C WMCNOMb-
30BaHueM t-Tecta CTblogeHTa 4N He3aBUCUMMBbIX rpynn.
B npoTMBHOM cnyyae (npy HeHopMalbHOM pacnpefeneHunn
NPU3HAKOB) NPUMEHSANN TeCcT MaHHa — YUTHU. Ana 6uHap-
HbIX NePeMEHHbIX MPU CPaBHEHMM 4aCcTOT B rpynnax uccne-
LOBaHWa NCNONb30Banu TOYHbIN TecT Puepa. s oueHKn
4acToTbl MpM3HaKa B rpynnax, MMetowmnx 6onee aByx rpa-
faunn (ctagua pasBuTus no TaHHepy), CTPOUIUCE Tabnu-
Ubl COMPSAXEHHOCTU W OLLEHWBANCH YPOBEHb 3HAYMMO-
CTM (C nonpaBKaMW AN HOMWMHabHbIX MEPEMEHHbIX @
nV Kpamepa) x2 NMupcoHa.

MepBunyHas runotesda (0 NPEBOCXOACTBE NuparnyTvia
Ha4 HeEMeAMKaMEeHTO3HbIMWU MepaMu BO3AENCTBUSA A5 CHU-
YKEHUS Macchbl Tena 'y Aeten NnogpocTKOBOro Bo3pacTa) 6bina
npoBepeHa C MCNONb30BaHWEM OLHOMEPHOro AUCMEPCH-
OHHOro aHanusa (Moaenb aHanuaa KoBapuauuun, ANCOVA).
[MnoTesa TecTMpoBanachb ¢ y4eToM rpynnbl UCCNeaoBaHMs,
nona, Ha4yanbHOW 6a30BOK MNIMKEMUYECKOW KaTeropuu, cra-
AMW NONOBOro co3peBaHus no TaHHepy B KayecTBe QUK-

CUpoBaHHbIX 3adpdeKToB M HadvanbHoro MMT un Bo3pacTta
B KayecTBe KoBapwuar. [peBOCXOACTBO AENCTBUS nupariy-
TMAQ pe3loMUMpoBann, eCin BEPXHUIM npeaen LOBepUTENb-
Horo uHTepBana (AW) TepaneBTuyecKoro addeKTa 6bin
MeHblwe O. BTOpMYHble KOHEYHble TOYKM 3DPEKTUBHOCTU
aHan3MpoBaINCh TAKUM e METOLOM.

JTnyeckan aKcnepTusa

JIoKanbHbIN HE3ABUCUMBIM 3TUYECKMI KomuTeT [AY3
CO «4rKb N¢ 11» ot 23.01.2024 (BbINMCKa M3 MpPOTOKONA
N2 86) NMpWHSAN K PacCMOTPEHWUIO M yTBEPAMI MPOTOKON
uccnepoBaHus «HabnogatensHas nporpaMmMa MOHUTOPUHIa
3O PEKTUBHOCTU M 6€30MaCHOCTN NMPUMEHEHNSA nparnytTuaa
y AETEN C OKMUPEHUEM B PYTUHHOMN KIIMHUYECKOMN NPaKTUKE».
Bce 3aKoHHble npeacTaBUTENM YYACTHUKOB MCCieA0BaHuMA
noanucbiBanM MHOOPMUPOBAHHOE cornacue W cornacue
Ha 06pabOoTKy NepcoHanbHbIX AaHHbIX.

OnucaHue MeAULIMHCKUX BMeLlaTe/ibCTB

HeMeAUKaMeHTO3HOW NPUpPoabl

Kaxxgomy pebeHKy MHAMBMAYaNnbHO COCTaBASACA MAaH
ynpaBneHns Maccon Tena nytem pacyeta IHepreTM4ecKux
TpaT, KOTOPbIE COCTOSIN U3:

1) oUueHKM OCHOBHOro o6MeHa HaTollak nocne 12-4aco-
BOr0O rofiogaHuns B TeyeHne 15 MUH MEeTOAOM HenpsmMon
KanopumeTtpuu (cuctema Ans  KapauvopecnupatopHoOro
TecTupoBaHus Fitmate, Cosmed, Utanusq);

2) nogcyeTa Konu4yecTBa «CbefeHHbIX Kanopui» MeTo-
[OM OLEHKM AHEBHWMKA NUTaHMs pebeHKa 3a 3 nocnegHux
AHS;

3) NepcoHanM3npoBaHHOM ANETLI, COCTaBNEHHOM NyTeM
MHOMBMAYANbHOIO pacyeTa MUTaHWS C YMEPEHHbIM orpa-
HUYEHUEM KaNlOPUMHOCTU paLMoHa ANa Co3haHua oTpuua-
TeNbHOro 3HepretTnyeckoro 6anaHca (350-400 KKkan/cyT)
M TOYHbIM ONpefeneHneM Heo6XOAMMOro KonuyecTsa
notpe6nsemoro 6enka (r/cyT).

PacwupeHne ¢n3nM4ecKon aKTMBHOCTM npeanonarano
noceleHne pebeHKOM CTPYKTYPUPOBAHHbIX 3aHATUI Neveb-
HOM GU3KYNbTYpPON (3 Kypca no 12 3aHATUI ANUTENbHOCTbIO
no 45 MUWH), a TaKXe KOHTPO/b eXeAHEBHbIX GUIUYECKUX
Harpy3oK yMepeHHOM U BbICOKOM MHTEHCMBHOCTU B OO6LLEN
C/IO}HOCTU He meHee 60 MWH B AeHb [15].

[leT OCHOBHOWM W KOHTPONIbHOW rpynn McClefoBaHms
noceTunn 6 MHAMBUAYaNbHbIX 3aHATUI C MCUXONOTOM, KOTO-
pble 6blIM OpraHn3oBaHbl B Ka4eCTBE MporpamMmmbl peabum-
nnTaunu.

PE3YJIbTATDI

®dopmupoBaHue BbIGOPKN UCCNeA0BaHUSA

OnucaHue nocneaoBaTesisHoCTY GOPMUPOBAHUSA BbIGOP-
KW UCCNeaoBaHus npeacTasieHo Ha puc. 1.

XapaKTepuCTUKMU BbIGOPKHM (rpynn) uccinepoBaHus

CpaBHeHWeE 1L, BKIOYEHHbIX U HE BKJTIOYEHHbIX B UCCliE-
[OoBaHue, He NPOBOAMNOCH MO MPUYMHE OTCYTCTBUS Onuca-
HWS XapaKTEPUCTUK NNL, HE BKIIIOYEHHbIX B UCCIeg0BaHMeE.

McxoaHble xapaKTepPUCTUKM NaLMEHTOB He OTAMYyanucb
B ABYX rpynnax uccnegosanus (p > 0,05) (ta6n. 1).

OCHOBHbIe pe3yabTaTbl UCCIeJ0BaHUA

Bce yyacTHUKM nccneaoBaHus oCHOBHOM rpynnbl (n = 20)
LOCTUIM MaKcumanbHon Jo3bl nnparnytnga 3,0 mr (nexkap-
CTBEHHOE CPEACTBO JHAUIPUS) B TeyeHue nepsbix 4 Hel
nuccnepoBaHus, ganee noaydanu npenapart Ha NPOTIKEHMU
euwe 20 Hepd. Bce yyaCTHMKM uccnefoBaHus (OCHOBHas
M KOHTPOJ/IbHAs rpynnbl) NPOLWAN KOHTPONbHbIE 06CNeaoBa-
HUA Ha 12- 1 24-i Hepd OT Havyana MHULMaLKUK Uccneno-



[eTtn c oxkunpenvem 12-15 net
(SDS UMT > 2,0), cocTosuine
Ha AncnaHcepHOM HabAeHUH,

koa no MKB: E66.0; n = 354
: (" HE OLEHMBANVCb HA NPEAMET ]

v "\ COOTBETCTBMA KPUTEPMSIM n = 231

OueHeHbl Ha cooTBETCTBME
n=123

MUcknioyenbl n = 83
> 1. Hanunuve KpuTepues HeBKIOYEHNUA n = 34
2. CoOTBETCTBYIOT, HO HE BK/tOYEHbI N = 49

Y
Bcero BKo4eHO
n=40

A4

OAHHBIE, AOCTYMHbIE 414 AHAJTN3A:
° AHTponomMeTpus n=40
* buoxmumunyeckune nokasarenu n =40

‘f NOTEPSAHbLI 4719 NOCNEAYIOLEIO
g HABMIOAEHUA n = O

Puc. 1. dopmrpoBaHue BLIGOPKKU UCCeaoBaHUS
Fig. 1. Formation of the survey sample

Ta6nuua 1. CpaBHeHuWe rpynn UccnefjoBaHns MO UCXOLHbIM XapaKTepUCTUKam
Table 1. Comparison of study groups by baseline characteristics
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XapaKTepHCTHKH NaLYHEHTOB OcHOBHaﬂ;pznﬁna (n=20), | Tpynna Ko:;rz(:;m (n =20), p

My>kckon non, n (%) 10 (50) 14 (70) 0,333

BospacTt 13,66 +£1,16 14,20 £ 0,89 0,127

Craaus pa3suTusa no TaHHepy, n (%)

2 5(25) 2(10) 1
3 1(5) 4 (20) 0,207

4 3(15) 6 (30) N
5 11 (55) 8 (40) %
Poct, m 1,67 0,08 1,69+ 0,09 0,342 &
PocT, SDS 1,18+ 1,07 0,96 £ 1,06 0,520 S
Macca Tena, Kr 91,61 +18,18 96,36 + 20,29 0,441 K\,
SDS UMT 2,99+0,58 3,00+£0,73 0,939 §
CucTonuyeckoe Afl, MM pT. CT. 123,50 + 9,70 125,25 + 7,79 0,533 =
[Ounactonunyeckoe A/l, MM pPT. CT. 74,15 £ 7,80 74,45 £ 6,75 0,897 E
[MIoK03a, MMOJb/N 5,46 + 0,52 5,17 0,40 0,061 §
MHcynuH, MME/Mn 22,94 + 14,58 26,34 £12,95 0,174 ‘E‘
MHpekc HOMA 5,58 + 3,64 6,15 £ 3,36 0,341 %
XonectepuH, MMOnb/n 3,93+0,43 4,09 + 0,80 0,142 E
Tpurnuuepuabl, MMONb/N 1,00 +£0,44 1,23+ 0,56 0,114 5
XC-NTNHMN, Mmonb/n 2,79 £ 0,57 2,99+ 0,90 0,134 E
XC-NNBIM, mmonb/n 1,00+ 0,18 1,01+0,18 0,862 E
ANT, En/n 18,80 + 7,96 21,40+ 10,33 E:
ACT, Eg/n 20,25+ 3,32 22,85+6,17 =
CPB, mr/n 2,37 +0,99 2,43+0,85 0,989

CPB (BbICOKOYYBCTBUTENbHBIN MeToA), ME/n 11,40+ 1,76 11,60 £ 1,37 0,414

a-Amunasa, E/n 38,06 £12,53 33,62+ 10,65 0,221

MpumeyaHne. UMT — nHaekc maccbl Tena; AL — aptepuanbHoe gasneHne; HOMA — homeostasis model assessment (MHAEKC MHCYNMHOPe-
3UcTeHTHOCTH); XC-JTMHIM — XxonecTepuH MNONpPoOTEMHOB HU3KOM NNOTHOCTH; XC-JIMBI — xonectepuH AMNONPOTEUHOB BbICOKOM NIOTHOCTH;
ANNT — anaHMHaMuHoTpaHchepasa; ACT — acnaptataMmmnHoTpaHchepasa; CPb — C-peaKkTUBHbIM GEnoK.

Note. BMI — body mass index; ABP —arterial blood pressure; HOMA — homeostasis model assessment; LDL-C — low-density lipoprotein
cholesterol; HDL—C — high-density lipoprotein cholesterol; ALT — alanine aminotransferase; AST — aspartate aminotransferase; CRP —
C-reactive protein.
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BaHua. [InA aHanM3a OCHOBHbIX PE3YNbTaToB aHaluM3unpo-
BaNWCb [aHHble KJMHWKO-NabopaTopHOro obcnefoBaHug,
nosly4YeHHble Ha 24-1 HeJ uccnefoBaHus (puc. 2).

Mcnonb3oBaHue nuparnytua npeBocxoauno abdexT
OT HEMEMKaMEHTO3HbIX METOAOB B OTHOLIEHUN UBMEHEHUS
SDS UMT Ha 24-i Hepj C pacHeTHOM pasHuLEen nedveHus
-0,343 (95% AMN: ot —0,501 po —-0,185 SDS; p < 0,001)
(puc. 2A, Tabn. 2).
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[lononHuTenbHble pe3ynbTaTbl UCC/IEJOBAHUA

B OoCHOBHOW rpynne uccnegoBaHuns ycTaHOBNEHO 60/1b-
lwee oTHocuTenbHoe nameHenne UMT (%), 4eM B KOHTPOSIb-
HOW, C pacyeTHOM pa3HuLen B nedyeHun —8,096 (95% AMN:
oT —-11,149 po -5,042). Ha 24-1 Hen nevyeHus CHUXKeHue
MMT He meHee 4em Ha 5% Habnwpanocb y Bcex AeTew
OCHOBHOW rpynnbl uccnegoBanus (100%) ny 4 (20%) yvact-
HWUKOB KOHTponbHOW rpynnbl. Y 11 aeten (55%) ocHOBHOWM

B OTHocuTenbHoe uameHeHue UMT, %
0-24 Hep (n = 40)
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Puc. 2. U3mMeHeHUs NO CpaBHEHMUIO C UCXOAHBIM YPOBHEM KOHEYHbIX TOYEK 3G PEKTUBHOCTH, CBA3aHHbIX ¢ UMT 1 maccoi Tena
Fig. 2. Changes from baseline in performance endpoints related to BMI and body weight



Ta6nuua 2. I3MeHeHWs No CPaBHEHMIO C UCXOAHBIM YPOBHEM MEPBUYHBIX U BTOPUYHBIX KOHEYHbIX TOYEK 3DDEKTUBHOCTH
Ha 24-1 Hea uccnefoBaHUs y AeTen rpynn nccneaoBaHus (TepaneBTUHeCKUn addeKT)
Table 2. Changes in comparison with the baseline level of primary and secondary efficacy endpoints at the 24th week of the study

in children of the study groups (therapeutic effect)

P GUKCUpPOBaAHHbIX

MMONb/N

JluparnyTua npoTus GEETTES adpdeKkToB
KoHeuHble TOYKH OcHoBHag rpynna | 'pynna KOHTPOASA | TONIbKO U3MEHEHUH ';_ _ BO: - pl=rpynna
uccnegoBaHua (n=20),m*6 (n=20), m*6 oGpasa }K13HHU P ; _ VIICIT p2=non
(95% AN) p<= p3 = aucramKkemus
p4 = ctagusa no TaHHepy
0,000
AGCONIOTHOE UBMEHEHNE -0,343 0,831 0,267
SDS UMT -0,44£0,19 -007£0,14 (-0,501; -0,185) 0,987 0,333
0,957
0,000
OTHOCUTENbHOE -12,369 0,638 0,497
n3meHeHune SDS UMT, % -15,56 £ 7,79 —2,36+4,74 (-18,272; —6,465) 0,222 0,156
0,972
0,000
A6CoNoTHOE U3MEHEHME -2,637 0,741 0,013
WM, Kr/M2 —357 £ 1,07 —055£1,36 (-3,602; ~1,672) 0,648 0,849
0,850
0,000
OTHoCUTeNbHOE -8,096 0,852 0,039
— + — + ’ ’ ’
uamerenme UMT, % 11,01£3,35 L78£416 | 11149;-5042) 0,533 0,658
0,921
0,000
A6CONIOTHOE U3MEHEHME -7,924 0,731 0,168
- + + ’ ’ ’
Macchbl Tena, Kr 7,93+3,35 0814324 (-10,825; -5,023) 0,818 0,739
0,760
OTHOCUTENbHOE 0,000
-8,890 0,529 0,391
— + + ’ ’ ,
::Ir:/laerl/el-me macchbl 8,82+ 3,44 0,74 + 3,33 (-11,896; —5,883) 0337 0,482
e 0,922
0,772
M3meHenne CAL, -0,283 0,178 0,145
MM DT CT. —465£12,37 ~16+1063 (-10,181; 9,615) 0,132 0,194
0,574
0,107
M3meHeHne AL, 6,966 0,014 0,047
MM pT. CT. -5,7+12,07 -84+701 (~0,988; 14,920) 0.100 0,550
0,221
0,138
M3meHeHune HCC, ya./MUH -6,00 + 16,00 -1,80+ 16,48 (_169'22:!'28:3) 83i2 8212
0,016
N3meHeHne 0,007
-0,385 0,008 0,059
;%Hoﬁebj;paum rNIOKO3bI, -0,2+£0,45 0,13+0,38 (~0,617: —0,153) 0,064 0,091
0,757
N3meHeHne 0,199
KOHLLeHTpaLK -0,36 + 0,54 -0,09 + 0,67 0 ;27232302) 8?2; gggi
XonecTepuHa, MMosnb/n o ’ 0’773
N3meHeHne 0,466
-0,306 0,656 0,041
~ + + , , ,
;c')wHoﬁebr};paum XC-nnBnm, 0,26 £ 0,46 0,43+£0,77 (-0,804: 0.192) 0979 0556
0,210
N3meHeHne 0,660
KoHueHTpauuu XC-JIMHIM, -0,11+£0,79 -0,41+0,95 (=0 0%8,95415) 83;? g?gf

0,855
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Ta6nuuya 2. OKkoHYaHKe
Table 2. Ending

P GUKCUPOBaAHHbBIX
JluparnyTua npoTuB apdeKToB
. | p KoBapuat
KoHeuHble TOYKHU OcHoBHas rpynna | Fpynna KOHTPons | TONbKO U3MEHEeHUI pl=rpynna
pl = Bo3pact
uccnegoBaHua (n=20),mt6 (n=20),m* 6 o6Gpa3a }XU3HHU 2 = UMT p2=non
(95% AWN) pz= p3 = AUCIrINKeMua
p4 = ctapusa no TaHHepy

N3meHeHne 0,771
0,135 0,131 0,966

— + — + ’ ’ y
KOHUEHTpaLuu 0,18+0,5 0,25+0,48 (—0,247: 0,518) 0228 0.260

TPUIAULEPUAOB, MMONb/N

0,034
N3meHeHne 0,625
-2,108 0,213 0,426

- + + y ’ ’
;oag;a;;paumm MHCYNIUHA, 0,5+17,84 1,04 +7,44 (-14,161: 9,944) 0.849 0.837
0,188
0,752
M3meHeHWe nHaekca -0,740 0,272 0,497
HOMA -038+4,26 0,29+1,62 (-3,516; 2,037) 0,977 0,724
0,142
0,155
N3meHeHune -0,656 0,562 0,873
KOHUeHTpauun CPB, mr/n —1.42+1,19 -1,01+1,19 (-1,680; 0,368) 0,113 0,548
0,483
N3meHeHune 0,788
KOHUeHTpauun CPb _ . _ . 0,097 0,194 0,778
(BbICOKOYYBCTBUTE/bHbIN 2154273 154+291 (-2,412; 2,607) 0,208 0,069
MeToa), Mr/n 0,608
N3meHeHune 0,037
-10,564 0,470 0,644
z?::jgggilugm/ﬂ -2,056+15,19 9,85+ 17,46 (—23,758; 2,630) 0.518 0,940
PEA 0,818
0,736
N3meHeHne -0,587 0,220 0,203
KoHUeHTpauum ANT, Ea/n —2,20£6,44 0.30+10,21 (~7,190; 6,015) 0,098 0,843
0,029
0,242
N3meHeHne -1,536 0,405 0,143

— + _ + ’ y ,
KOHueHTpauun ACT, Ea/n 3,90+316 200+5,35 (-5,219; 2,146) 0,181 0,287
0,071

MpumevarHmne. UMT — nHaeKe maccbl Tena; CAL — cucTtonuyecKoe aptepuansHoe aasnexue; AL — anacTtonMyeckoe aptepuanbHoe aaB-
nexue; YCC — yvactoTa cepeydHblx cokpalleHuit; XC-JIMHIM — xonecTtepuH AMNONPOTEMHOB HU3KOM nnoTHocTu; XC-JITMBM — xonecTtepwuH
NIMNONPOTEUHOB BbICOKOM NnoTHocTH; HOMA — homeostasis model assessment (MHAEKC MHCYMHOPE3UCTEHTHOCTH); CPB — C-peaKTuBHbIN
6enok; AJ1IT — anaHMHaMuHoTpaHchepasa; ACT — acnapTataMuHoTpaHchepasa.

Note. BMI — body mass index; SBD — systolic blood pressure; DBP — diastolic blood pressure; HR — heart rate; LDL-C — low density
lipoprotein cholesterol; HDL — high density lipoprotein cholesterol; HOMA — homeostasis model assessment; CRP — C-reactive protein;

ALT — alanine aminotransferase; AST — aspartate aminotransferase.

rpynnbl UMT cHu3unca 6onee 4yem Ha 10%, HM oauH pebe-
HOK Trpynnbl KOHTPO/S HE CMOI 4OCTMYb 3TOr0 NoKasaTtens.
B ocHoBHOW rpynne nccnegoBaHua Ha 24-n Hep Habnwoaa-
locb 60/1ee BblpaxKEHHOEe CHWMXeHWe abCoNoTHOM Macchl
Tena: —7,93 + 3,35 Kr B ocHoBHOM rpynne u 0,8 £ 3,24 Kkr
B KOHTPOJIbHOW rpynne ¢ pacyeTHOM pa3HULUEN B JIEHYEHWUU
—7,924 (95% OWN: ot —-10,825 po —5,023). MonHbIM nepe-
YeHb WM3MEHEHWI MO CPaBHEHWMIO C WMCXOAHLIM YPOBHEM
NEPBUYHbBIX U BTOPUYHbIX KOHEYHbIX TOYEK 3PDEKTUBHOCTH
Ha 24-1 Heq nccnegoBaHUa npueeaeH B Tabn. 2.

Bbina ycTaHOBfieHa pa3HuLa MexAay rpynnamu
nccnefoBaHMa MO YPOBHIO FMKEMUU. M3MeHeHUe KOH-
LeHTpauMmM [IOKO3bl HaTolWaK COCTaBWMIO B OCHOBHOM
rpynne —-0,2 £ 0,45 mMmonb/n, a B rpynne KOHTpona —

0,13 £ 0,38 mmonb/n ¢ pasHuuen B cpegHmnx —0,385 (95%
AN: ot -0,617 po —0,153) Mmonb/n.

[MpoueHT aeTen 0OCHOBHOW rpymnnbl, Noay4atolWmnx nupa-
rnytma 3,0 Mr (nekapCTBEHHOE CpPeAcTBO JHAUTpuUS),
COOBWMBLLNX O NOObIX HA ¢ MOMEHTa MHULLMALLMKN IeYeHns
0o 24- Hep neyveHus, coctaBun 85% (17 yenosek). Bce HA
OblIN NIETKOW UN CpeaHEeN CTENEHU TAXKECTU U Bbl/IN CBS-
3aHbl C KeNyAO4YHO-KULEYHbIMW HapyLlweHnamu. Hanbonee
yacTto HA peructpupoBannch B nepsbie 4—5 Hea npuema
fleKapCTBEHHOro npenapaTta, YTo 6bI10 CBA3aHO C NOBbI-
leHneM [o3bl npenapata. CHA He 6bl0 3apeructpu-
pOBaHO HM Yy OAHOro pebeHKa (Tabn. 3). Y peTen rpynn
HabNAeHNS He perucTpupoBannCb 3NWU304bl FMNOMIU-
KemMun npu ob6cnegoBaHuax Ha 12-1 u 24-n Hea. HU oamH



Ta6nuua 3. HexxenaTenbHble peaKkLun, 3aperncTpupoBaHHbie B Xo[le ccnefoBaHns

Table 3. Adverse effects reported during the study

KonuyectBo
CoGbiTHe .
nauueHToB, n (%)
Jlio6ble HexenaTtenbHble peakuum (TOWHOTa, rosloBHas 60/b, pBOTa, AMapes, 60711 B BEPXHEN HYacCTH XXUBOTA) 17 (85)
B TEYEHME HECKOJIbKUX AAHEN MOCNE UHbEKLUK
HexkenatenbHble peakLn CO CTOPOHbI eNyA0YHO-KULLIEYHOr 0 TpaKTa (TOLWHOoTa, CyXOCTb BO PTY, AUCNENCUs, 16 (80)
racTpuT, METEOPU3M, B3AYTHE KMBOTA)
CepbesHble HexxenaTenbHble peakunu 0(0)
HexenatenbHble peaKkumu, KOTopble NPUBENN K NPEKPaLLEHMIO NeYeHuns 0 (0)
Ta6nuua 4. lMokazaTenu pocTta AeTen rpynn nccnegoBaHus
Table 4. Growth indicators of children in the study groups
NMokasarenu pocta OcHoBHasa rpynna (n=20),m* 6 I'pynna KoHtpons (n =20), m+* 6 p
O Hea, m 1,67 +0,08 1,69 + 0,09 0,369
SDS O Hep, SDS 1,18 + 1,07 0,96 + 1,06 0,512
12 Hep, M 1,67 +0,08 1,70+ 0,10 0,445
SDS 12 Hepn, SDS 1,08 +1,03 0,93 +£1,07 0,640
24 Hep, M 1,69 £ 0,08 1,71 £ 0,09 0,314
SDS 24 Hep, SDS 1,11+1,01 0,84 +£0,94 0,383

M3 annsogoB HA He noTpeb6oBan Ha3Ha4YeHUs MeauKa-
MEHTO3HbIX CPE/ICTB.

[eTtun rpynn uccnefoBaHUs UMENU OAUHAKOBbLIN JIMHEN-
HbI pocT, p > 0,05 (Tabn. 4).

OBCYXAEHMUE

Pe3lomMe OCHOBHOrO pe3yjibTata UccriefoBaHua

lMpuMeHeHne nuparnyTnaa Ans KOppeKUMn macchl Tena
y OETEN C OXKMpeHneMm B Bo3pacTe 12-15 neT B coyeTaHum
C MepcoHanM3npoBaHHOW AMETOW M paclwupeHunem Gusn-
YEeCKOW aKTMBHOCTU B NeavaTpuyecKon NpakTUKe NpuUBENO
K 60nblueMY CHUXKeHUIO NnoKasatensd SDS NMT, yem Tonbko
n3meHeHune obpasa Xu3Hu, — —-0,343 SDS UMT (95% [AMN:
o1 —0,501 go -0,185), p < 0,001. Y 85% netewt (17 4yenosek)
OblIM 3aperncTpupoBaHbl HA nerkon unu cpeaHen cteneHu
TAXECTU, HO HU OJHO M3 HUX HE MPUBENO K MPEKpPaLLEHNIO
ncnonb3oBaHua dapmakoTepanuun. CHA He 6bino 3aperu-
CTPMPOBAHO HU Yy OAHOr0 pebeHKa.

OrpaHu4YyeHus ucciepoBaHus

Ha KoHeuHbI pe3ynbTaT ucciefoBaHus Moraa noBiu-
ATb CPaBHUTENBHO HeboJsblliad BbibOpKa. Tak, Hamu OblsIo
YyCTaHOB/IEHO, 4YTO AN8 MOLWHOCTU uccnegoBaHus B 80%
npu yCTaHOBMEHUN MWHUMabHON 3DDEKTUBHOCTU Neye-
HUs (—5% ot ncxogHoro MMT) Ham HYXHO 6bIIO BK/IOHYMTb
He MeHee 79 yyaCcTHUMKOB B rpynnbl. OcTaNbHble YCNOBMS,
CBfI3aHHble C CONOCTAaBMMOCTbIO FPpynMn, OAMHAKOBbIMU METO-
[aMu U3MEpPEHNS UCXOA0B U HabNoAEHUS NaLUEHTOB, Obln
co6t0A€EHbI.

MeankaMeHTO3HOE BMelaTenbCTBO ANMNoCb 24 Hen,
TOrfa KaKk paHee npoBejeHHoe 1uccnegoBaHue 6b110 cBA3a-
HO ¢ 56-HeaenbHOM ANUTENbHOCTLIO MPUMEHEHMS aHasora
[TMN-1y nogpOoCTKOB, NO3TOMY YCTAaHOBIEHWE JONTOCPOYHOM
3GHEKTUBHOCTM M 6€30MacHOCTM Nuparnytnaa B HacTosi-
LeM nccnefoBaHnn n3-3a He6OMbLIOro pa3Mepa BbIGOPKU
N KOPOTKOW NPOAOSIKUTENBHOCTH NEeYEHUsT OrPaHUYEHHO.

Ha ocHOBHOM pe3ynbTaT uccnefoBaHnsg MOrn NOBANATb
HexenaTtesbHble peakuuu Ha nuparnytma B BMAE TOWHOTHI
1 PBOTbI.

MeToaMKON yyeTa MNPUBEPKEHHOCTU JIEYEHUIO CIYKK-
¥ NpoBEepKa AHEBHWMKOB MPOBEAEHWUS MHBEKLUMU WU y4eT
KOJIMYeCTBa M3Pacxo0BaHHbIX LWMNPUL-PYYEK, a HE Kon4ve-
CTBEHHbIV aHann3 onpeaeneHnsa KoOHUEeHTpauun nuparnyTu-
[la B KPOBMW.

He npoBoannoch ocnenneHus ¢ npuMmeHeHnem niauebo,
YTO BaXXHO AN151 OLLEHKM MOBGOYHbIX ABMEHUN, OAHAKO Npeabl-
ayuwme uccnefoBaHua NoaTBepanan GUMO3KBUBANEHTHOCTb
[13] ncnonb3yemMoro eKapCTBEHHOIO CpeacTBa.

CuUnbHOM CTOPOHOW WCCNefoBaHUA SBNSETCA OTCyT-
CTBME MPONYyLWEHHbIX [JaHHbIX, TaK KaK BCe AeTW Npull-
1M Ha KOHTPOJbHbIE OCMOTPbI, UCCNEeA0BaHMA U 3aBepLUn-
M 24-HepenbHblM nepuoa HabnoaeHus. o cpaBHEHUIO
C nNepBUYHbIM uKccnepoBaHnem abdexkTuBHocTn [TIM-1
y NoApPOCTKOB [5], rae 6bi1a NpUMMEHEHa CMeLllaHHas MoJenb
719 NOBTOPHbIX U3MEPEHWUI C LENbl0 YCTAHOBEHUS UCTUH-
Horo adpdeKTa nevyeHnss — Takoro, Kak ecin 6bl BCE y4aCTHU-
KW NpUAEPKMBANUCE HAa3HAYeHHOro fiedeHus [5], BnepBble
B OTEYECTBEHHOW NuTepaType paccyntaH apdeKT nevyeHums
¢ 95% W, 4To N03BONSET NPOBECTM OLEHKY 9O PEKTUBHOCTHU
nuparnytuaa B CpaBHEHUU C paHee NpoBeAEeHHbIMU OPUTKU-
HaNbHbIMW UCCIEA0BAHUAMM.

UHTepnpeTauua pe3ynbTaTtoB UCC/IeOBaHUA

Pa3Huua B cHuxeHun SDS UMT npu Mcnofib3oBaHWK
dapmakoTepanuun nuparnytnaom B gose 3,0 Mr exxeHeBHO
MeXAy rpynnamu uccnefosaHus coctasuna —0,343 SDS
MMT. 3T0T pe3ynbraT 9BASETCH KIMHUYECKM 3HAYMMbIM [16,
17] v npeBocxoAAWwmUM 3GDEKT OT TPAaAULMOHHO UCMOSb3Y-
eMbIX BMelaTenbCcTB B MoAndpUKaLmio o6pasa Xn3Hu. Tak,
B cucTeMaTnyeckom 0630pe MNepBUYHbIX UCCIefOoBaHUM
(KokpenH) 2024 r. ycTaHOBEHO, YTO TO/IbKO ANETa CHUXaeT
SDS UMT Ha —-0,14 (-0,38; 0,10) eauHuupbl, pusnydeckas
AKTMBHOCTb MOXET CcHM3UTb SDS UMT Ha —0,02 (o1 —0,01
no 0,05) eanHuWUbl, KOMOGUHUPOBaHHbIE BMellaTenbCTBa
OKa3blBaloT He3Ha4YuTeNbHOE BIUSAHUE Ha SDS UMT [18].

Mpn cpaBHEHUU IPPEKTUBHOCTU OTEYECTBEHHOIO
nvparnytuaa ¢ pesynbrataMu MPUMEHEeHUs OpUTrMHaibHOM
cybcTaHumm ananora IMIM-1 y NnoApOCTKOB ANS KOPPEKLUMK
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oXupenusa (nccnepoBaHume SCALE Teens [5], roe addeKkT
niMparnytuaa no cpaBHeHMto ¢ nnauebo coctaBun —0,22 SDS
UMT (-0,37; —0,08)), B HacTosLLEM MCCNefoBaHUKU MOKa3aH
60/bWNN 3DDEKT, YTO MOMKET OblTb CBA3AHO C y4acTUeMm
geten 6onee Mnajwero Bo3pacrta B 4aHHOM UCCNeLoBaHUM
(13,66 + 1,16 net npotmB 14,6 + 1,6 neT), T.e. AeTH eLle
npojosiKanu 6blTb B Nepuoae akTMBHOINO pocCTa, a TakxKe
C NPUMEHEHUEM aKTUBHOW MporpamMmbl BO34eNCTBUSA (nep-
COHann3nMpoBaHHasa AueTa, KOHTPOb GU3MYECKOM aKTUB-
HOCTW, MOAAEPKKa ncuxonora). B HegaBHO ony6anKoBaH-
HOM WccnefoBaHWM NuparnyTuaa ANs KOHTPONS OXKUPEHMs
y neten 6-12 net cHukeHme SDS UMT cocTtaBuno —0,4 (—06;
-0,2) [11]. Takum o6pa3oM, BMAHA TEHAEHUMUS K yBennye-
HMIO 3bEKTUBHOCTM NNeyeHuns B 6onee Mnajwem Bo3pacTe,
4YTO MOXKET CBMAETENbCTBOBaTb O MpeuMyLlecTBe Havyana
MeAWKaMEHTO3HOr0 IeYeHUS OXMPEHUSA C MUHUMANBHO pas-
peweHHoro Bo3pacTa (12 neT), npeaynpexgas pasButue
OCNOXHEHUIN OXKMPEHUS UK OTATOLLEHNS €ro CTEMEHM.

MpumedaTenbHo, 4TO B APYroM MWAOTHOM MCChnepoBa-
HUK, NnpoBefieHHOM B Poccuickon ®eaepaumn, aGdEKT CHU-
weHnsa SDS UMT 6bin farke HECKObKO Bbille, YEM MOJTyYeH-
HblM B HacTosIWeM nccnefoBaHuu. Tak, B paboTe ¢ yHacTUem
50 noapocTkoB 12-17 neT, Nofy4yaBLWWUX OPWUIMHANbHYIO
cybctaHumio TTIM-1, 6blN0 3aperucTpMpoBaHO CHUXKEHUE
SDS UMT Ha 0,4 SDS [19], HO NnpuBeAeHa N1LIb ANCKPEeTHas
Toyka 6e3 [N, noaTomy peadynbTaTtbl, CKOpee BCEro, MOryT
ObITb CPaBHUMbI.

B KOHTeKcTe aHanu3a addEKTUBHOCTU MEAMKAMEHTO3-
HOM Tepanuu Npu oxxupeHun y geten lll 1 mopbUaHOM cTe-
neHn obuwenpuHaTas mMetoauMka oueHkn SDS UMT morxkeT
UMeTb HeKoTopble orpaHuydeHuns [20], noatomy 6binn oue-
HeHbl TaKXe napameTpbl, XapakTepuaylowmne abContoTHbIe
N OTHOCUTENIbHble n3MeHeHua MMT n macchl Tena. PasHuua
B 9QODEKTUBHOCTM NeYEeHNs MeXAy rpynnamu HabaloaeHus
coctaBuna —-8,89 (-11,89; —5,88) % oT nepBOHa4anbHOM
mMaccbl Tena u —7,924 (-10,825; —5,023) Kr a6CcoNtoTHOro
CHWXEHUS Macchl Tena, Y4To 60oblue, YeM A NOAPOCTKOB
12-18 net B uccnegoBaHun A.S. Kelly n coaBTt.: —5,01
(=7,63; —2,39) % oT nepBOHa4yanbHOW Macchl Tena u —4,5
(=7,63; —2,39) Kr abCONOTHOrO CHWUMXKEHWUS. ITO COOTBET-
CTBYET pe3ynbrataM iedeHns aHanorom IMIM-1 geten ¢ oxu-
peHnem 6-12 neT, rae pacyetHas pasHULa IGPEKTUBHO-
CTW NleYeHus Mexay rpynnamu «mparnytma» u «nnauebo»
coctaBuna —8,4 (-13,4; —3,3) % oT nepBOHa4abHOW MaccChl
Tena n —6,0 (-9,3; —2,7) Kr NoTepn Maccbl B abBCOIIOTHOM
3HayeHunn [11]. Mo aToMy npu3dHaKy adOEKTUBHOCTb Jeye-
HMS Y MOAPOCTKOB TaKXe MOXHO CpaBHWUTb C B3POCON
nonynsuMen, rage pesynbraT KOpPPeKuuu OXKUpeHus 6bin
mMeHee apdeKTnBeH u coctaBun —5,4% (-5,8; 5,0) oT nepso-
HavanbHOM Macchkl Tena n —5,6 (—6,0; —5,1) Kr abCoNtOTHOro
CHWXXeHWa Maccbl Tena [21], YTO MNOTeHUManbHO MOXKET
6bITb CBA3aAHO ¢ 60/1ee Pa3HOPOAHOW BbIGOPKOMN NaLMeEHTOB
(Hann4mne MopoBUaHbIX GOPM OXKUPEHUSA, caxapHoro anabeTta
M MHbIX CONYTCTBYIOLWMX 3ab0neBaHni, a TakkKe pasnmyus
B couManbHO-gemorpaduyecKkunx xapaktepmucTmkax).

OODEKTUBHOCTb MPUMEHEHUSA OTEYECTBEHHOro nupa-
rnyTMAa OKa3anacb CPaBHWUTENIbHO 6GONEe BbICOKOW, Yem
pesynbTatbl WMCNOAb30BaHWs BTOPOro npenapara, 0fo-
6pEHHOr0 AN MeANMKaMeHTO3HON Tepanuu OXMPEeHUsa Noa-
pocTkoB B Poccuun, — opnnctata. CornacHo metaaHanunay,
HecMOTps Ha 60MbLUYO PAa3HOPOAHOCTb PE3YNbLTAaTOB UCCe-
LOBaHUN, aDDEKTUBHOCTL Tepanuu OpaMCTaToM 3a Kypec
nevyeHus, Kotopbln anunca ot 10 go 24 Hepn, cocTaBuna
-0,82 (-1,66; 0,02) Kr abCOMOTHONO CHUXEHWS MaccChl
Tena n —0,22 (-1,08; 0,64) Kr/M2 aB6COMOTHOrO CHUMEHUS
MMT, 4To cyMTaeTcs He3HaYNMMbIM pe3ynbTaToM, Tak Kak AN
BKJIlOYaAET HyNeBOE 3Ha4yeHue.

B oTnnyve oT pe3ynbTaTtoB OPUrMHANBHOIO UCCneaoBa-
Hus SCALE Teens, HaMu noKasaHo BAWsHWE nuparaytuaa
Ha CHWXKEHMEe KOHLEeHTpaLmm rioKo3bl HaTowak (p = 0,007)
CO CpefHen pasHuuen Mexay OCHOBHOM W KOHTPOJIbHOWM
rpynnamu B —0,385 (-0,617; —0,153) mmonb/n. B HegaBHO
ony6/IMKOBaHHOM OTeYeCTBEHHOM MCCEA0BaHUWU BAUSHUS
nvparnytMaa Ha maccy Tena M nokasaTenu yrneBOAHOro
M KMPOBOro o6MeHa 6b1710 NPOAEMOHCTPUPOBAHO, YTO U3Me-
HEeHWEe KOHUEeHTpauun mMioko3bl (p < 0,001) n UHCcynMHa
(p = 0,004) B KpOBM 3aperncTpupoBaHO TOMbKO y AeTew,
CHU3MBLWMKX Maccy Tena Ha doHe npuema auparaytuia
[22]. N3ameHeHune Bcex ocTanbHbIX MOKa3aTeNien HacTosALWwero
nccneaoBaHus He MOKasaso CyWeCTBEHHbIX Pasfinyni Mex-
4y rpynnamMu uccnegoBaHms, 4To, CKopee Bcero, 6b1/10 CBS-
3aHO C TeM, YTO Y 6ONbLUIMHCTBA AeTeN rpynn nccnenoBaHus
napameTpbl UCXOAHO GbiNW B Npegenax Hopmbl Man BblGOp-
Ka uccrnefoBaHus Oblna CpaBHUTENbHO Hebonblion. Euwe
OAHOWM TMNOTEe30M OTCYTCTBMSA 3HAYUMbIX U3MEHEHUIN Kap-
AMOMEeTab0/IMYECKUX XapaKTEPUCTUK AeTern rpynn nccnego-
BaHMS ABNAETCS TO, YTO, HECMOTPS Ha 3HAYMMOE CHUXKEHUE
aHTPOMOMETPUYECKMX NOKa3aTenewn, B cpeaHeM K 24-i Hel
nccneposaHus SDS MMT B ocHOBHOWM rpynne Bce eLie 6bi
ropasfao Bbile HOPMbI U cocTaBnan 2,55 + 0,66 eanHny, SD
B OCHOBHOM rpynne u 2,92 + 0,71 eanHny, SD B KOHTPObHOM
rpynne (p = 0,060). NpumeyaTenbHbIMK ABNSIOTCA ABa daK-
Ta: NepBbll — OTCYTCTBME 3HAYMMOrO BAUSAHUS nMparnyTuaa
Ha y4alleHue nynbca AeTer, YTo OblI0 NPOAEMOHCTPUPO-
BaHO y B3pociblx [21]. 3TOT daKT 0O6BACHAETCA HaNUyu-
€M NpsMOoro BO34eNCTBMUS NpenapaTa Ha CMHoaTpuasbHbIv
y3el U He 3aBUCWUT OT afpeHEepPruyecKuUx BAUSHUN BHELL-
HUX @aBTOHOMHbIX pedNeKTOpPHbIX MexaHn3moB [23]. BTopow
daKT — CHUXKEHME KOHUEHTpaL MM aMunasbl B rpynne geten,
nonyyatowmnx nuparnytia (p = 0,037). OgHaKo aHann3 BbIs-
BW/T OTCYTCTBME Pas3fM4Mi B CTEMNeHW TepaneBTUYEeCKOro
Bo3aencTeua —10,564 (—23,758; 2,630) Ea/n, 4To MOXKET
ObITb CBSI3aHO C nepeceyvyeHnem 95% [N TepaneBTUYECKUX
3pPEKTOB Y OCHOBHOM M KOHTPONbHOW rpynn. B uccnepo-
BaHMM SCALE Obesity and Prediabetes [21] y B3pochbix
B rpynne nuparnytuga Habnoganocb yBenmyeHme cpenHen
aKTMBHOCTM aMunasbl N0 CPAaBHEHUIO C UCXOAHbBIM YPOBHEM
K 56-1 Hep, 4TO MOXET OblTb CBA3aHO C PUCKOM pa3BUTHA
naHkpeatuTa. B Hawem uccnefoBaHuuM Mbl Habnwoganu
06paTHyt0 TEHAEHLUMIO — B OCHOBHOM rpynne akTUBHOCTb
amMunasbl He TONbKO He NOBbICUIACh, HO AaXKe CTana HUXKe.
9T GaKTbl CBMAETENLCTBYIOT 0 6€30MaCHOCTU NPUMEHEHUS
aHanora [MM-1 y nogpoCTKOB.

YacToTta HA npu npumeHeHun nuparnytuaa, 3apeructpu-
pOBaHHbIX B X0[€e UccnefoBaHus, 6biia BbiICOKOM — 17 geTen
(85%), 4TO COOTBETCTBYET paHee 0ny6IMKOBaAHHbIM AaHHbIM
ana noapoctkoB — 88% [5] n peten — 89% [11]. Takum
o6pa3om, AgaHHasa 4actoTa Oblia NPorHo3vpyema M aaxe
HECKONbKO HUKe. bblnM ycTaHOBAEHbl MauueHTbl, KOTO-
pble nepeHecau npuem nuparnytuga 6e3 HA, yto Tpebyet
JanbHeNWero M3y4yeHns Ana onpeaeneHns KoropTbl geTen,
015 KOTOopbIX iedeHne aHanorom MIM-1 6yaet adpdeKTUBHbIM
1 He CBfI3aHHbIM C pa3BuTHeM H. TaK e KaK 1 B npeablay-
WKMX UCCnefoBaHUsAX, NMparnyTua He OKasblBan BWAHMS
Ha JIMHENHbIA POCT AEeTeN, YTO TaKKe yKal3blBaeT Ha 6e30-
NacHOCTb ero NPUMeHeHUS Yy NOLPOCTKOB.

3AK/IIOYEHHUE

B cnydyae HeadpdDEKTUBHOCTU MEPONPUATUI MO MOAMU-
duKaumm obpasa MKM3HW, COCTABAAOLWMX OCHOBY Neye-
HUSA OXMPEHMS Yy MOAPOCTKOB, BO3MOXHO MNPUMEHEHUE
dapmakoTepanuu, Kotopas B LOMOJHEHWE K U3MEHEHWIO
noBeAeHNss B paHee MPOBEAEHHbIX UCCNefOoBaHUAX Mpu-
BOAMNA K 3Ha4YuTeNbHOMY CHUXeHuto UMT [5, 9, 10]. Tem



HEe MeHee, MeAWKaMEeHTO3Has Tepanusa OXMPeHus y noa-
pocTKoB TpebyeT rny6oKOro U BCECTOPOHHErO U3YYeHUs,
MOCKO/bKY CyllecTBylOWMe AaHHble O ee 6e30MacHOCTU
N 90OEKTUBHOCTM B 3TOM BO3PACTHOW KOropTe ocTatoTcs
OrpaHUYEHHbIMMU.

B HacTosiLeM nccnenoBaHumn 6bl10 MOKa3aHo, YTo Npu-
MeHeHune ananora [MM-1 nuparnytnaa (AHAUrpus), nony-
YEHHOr0 C MOMOLLbIO XMMUYECKOr0 CMHTE3a, AN1 KOPPEKLIMM
Macchl Tena y AeTen ¢ oxupeHvem B Bo3pacte 12-15 net
B COYETaHMMU C NepcoHaIM3MPoOBaHHOM ANETOM M paclmpe-
HMEeM GU3MYEeCKON aKTUBHOCTKU CMNOCOBGCTBOBAIIO 60/bLIEMY
CHUXeHMo nokasatena SDS UMT, yeM TONbKO U3MEeHeHue
o6pa3za #n3Hu (-0,44 + 0,19 SDS UMT npotne —0,07 = 0,14
SDS WMT), TepaneBTuyeckut apdeKT coctaBun —0,343
SDS UMT (95% AN: o1 —0,501 pgo —0,185), p < 0,001.

MonyyeHHble peaynbTatbl UCCAELOBaHUSA 3HAYUTENbHO
paclMpsoT cywecTByoWwyo 6a3y JoKa3aTenbcTB, 060CHO-
BbIBAOLWMX NEKAPCTBEHHYIO TEPANUIO AETCKOrO OXKUPEHUS.
3TW faHHble MOTYT 6bITb UCNOIb30BaHbI HE TONIbKO A1 ONTH-
MU3aLUN MELUKAMEHTO3HOMO NeYEHUs, HO U ANs AaNbHEWN-
wero 0606wWeHns nHdopmaun B BMAE CUCTEMATUYECKUX
0630pOB M MeTaaHann30B, HanpaB/ieHHbIX Ha NpoBeAeHue
CpaBHUTENbHOW OUEHKKU 3PDEKTUBHOCTU M 6Ge3onacHoC-
TU PasNU4YHbIX METOAOB KOPPEKLMU AETCKOro OXMPEHWUS.
Taknum o6pasom, nuparnytug obnagaet 60/blKMM NOTEHUMA-
NIOM ANS ynyyleHns 340p0BbS 4ETEN C OXKUPEHNEM U MOXKET
CylleCTBEHHO MNOBblWaTh 3QDEKTUBHOCTb TPAAULMOHHbIX
METOA0B /IeYEHUS OXKMPEHMS.

OpHako noaTBeEPXAeHUE AONTOCPOYHON 3DDEKTUBHOCTH
M 6e30MacHOCTM nuparnyTuga Ans KOppeKuuu noapocT-
KOBOro OXupeHusa TpebyeT npoBedeHMs MPOCMEKTUBHbIX
NIOHTUTIOAHBIX MCcneaoBaHuni. Ba)KHO He TONbKO BbIABUTb
KPaTKOCPOYHble pe3ynbTaTtbl, HO U OLEHUTb BAWAHWE Tepa-
MUKW Ha KavyecTBO XKM3HMU, NCUXOIMOLMOHANBbHOE COCTOSHME
1M MeTabosiMyecKoe 340p0Bbe NOAPOCTKOB B JONTOCPOYHOM
nepcnexkTuee.

Heo6xoauMmbl pafibHEWIWLME wark, HanpaBieHHble
Ha yrny6neHHoe ndyyeHne MexaHu3MoB LEWCTBUSA nupa-
rnyTuaa (Hanpumep, 4epe3 MOAYAALMIO MUKPOOGMOTHI
KULWEYHUKA), X KOppensauumn ¢ ApyruMmu TepaneBTUYeCcKu-
MW NOAX04aMU (OrpaHnYeHne KanopumHOCTU MU N3MEHe-
HWe cocTaBa paLMoHa), a TaKXKe Ha OLEHKY Pon MeguKa-
MEHTO3HbIX BMeLWAaTeNbCTB B KOMMAEKCHON mporpamme
fle4eHna OXMPEeHUsa y NogpocTKoB. TpebyeTca u dapma-
KO3KOHOMMWYECKMI aHanu3, a TaKXe aHann3 No6o4HbIX
appeKTOB.

Takum o6pas3om, dopmMupoBaHME MHOroPaKTOpPHOro
noaxoAa no NpMMeHeHuo GpapmaKkoTepanuu B NeYeHuun aet-
CKOI0O OXMPEHHWS C y4eTOM UHAMBUAYANbHbBIX 0COBEHHOCTEWM
nauneHToB OTKPbIBAET HOBbIE TOPU30HTbI MO3HAHUSA AaHHON
npo6nembl. CucTeMaTU3aUMSA MONYYEHHbIX AaAHHbIX U WX
MHTErpaumsa B KJAMHWYECKYID NMPaKTUKY NO3BOAMT HE TO/b-
KO MOoBbICUTb 3OPEKTUBHOCTbL NevYeHus, HO M paspabo-
TaTb 6e3o0nacHble U YyCTOMYMBBLIE CTpaTernn Ans 6opbob
C OAHOM M3 caMblX aKTyaNlbHblX MPo6AeM COBPEMEHHOrO
o6LEecTBa — OXUPEHUEM Y AETEN.

BbIPAXXEHME NPU3HATEJ/IbHOCTH

ABTOpbI BbipaxaloT NPU3HaTeIbHOCTb TaBHOMY Bpayy —
KaHAuaaTy MeanLUMHCKKUX HayK AHHe CepreeBHe COKO0BOM,
a TaKe BCeMy KonneKkTuay focyfapCTBEHHOro aBTOHOMHO-
ro yuypexaeHus 3apaBooxpaHeHuns CBepAnoBCKON o6nacTtu
«[leTcKasa ropoackas KinHu4eckas 6onbHmnua N2 11».
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CaMapCKuit rocyaapcTBeHHbIN MeAULIMHCKMI YHUBepcuTeT, Camapa, Poccuiickasa degepalus

KnuHuKo-anuaemuosiornyecKkas
XapaKTepuUCcTUKa CKaepoaepMuu y aeTeu
CamapcKoun oo6nactu: oqHOMOMEHTHOe
peTpocneKTUBHOE UccnepgoBaHue

ABTOp, OTBETCTBEHHbIN 3a NEPENUCKY:

BoromonoBa tOnus CepreeBHa, acnupaHT 1-ro roaa o6y4eHns kadbeapbl GakynbTETCKON NeauaTpum, acCUCTEHT Kadeapbl GaKynbTETCKON neaaTpum
®rb0Y BO «CamapcKuit rocyaapCTBEHHbI MeAULUMHCKUIA YHUBEPCUTET»

Appec: 443099, Camapa, yn. Yanaesckas, A. 89, Ten.: +7 (996) 623-57-94, e-mail: Julikvor26@bk.ru.

0O6ocHoBaHuMe. HOBeHUIbHasi cCKaepoaepMusi npeacTaBasieT coboi ayTOMMMyHHOe 3ab0/eBaHNEe COEANHUTEIbHON TKaHU
y AeTen pa3Horo Bo3pacta. B HacToslee BpeMs HET CTPYKTYPUPOBaHHbIX CBEAEHMI O Te4EeHUU AaHHOro 3abosieBaHus
y aeten CamapcKoy 06/1acTu, 4TO 3aTpyAHSIET peryisapHoe HabngeHne 1 CBOEBPEMEHHYIO KOPPEKLMIO Teparnum 3aboseBa-
Hus. Llenb nccnegoBaHmsa — cosjaHne 061aCTHOMO PErncTpa, a TakKe npoBeAEHNE KIIMHUKO-3MMAEMUO0JI0OMTMYECKOro aHa-
iM3a ckaepogepmnn y geten Camapckon obaactv 3a 2018-2023 rr. MeTtogbl. [lpoBeeHO 0JHOMOMEHTHOE PETPOCHEK-
TMBHOE nccriegoBaHue B nepuog ¢ 2018 no 2023 r., B KoTopoe Bxoauan 60/ibHble 061acTH, Nposied4eHHbie B CamapCKoM
06/1aCTHOM KJIMHUYECKOM KapAMOJIorM4eckom aucriaHcepe um. B.I1. [lonsikoBa, B OTAENEHMM AETCKON KapAnOoXupypruuv
M KapAnopeBMaToJiorum ¢ AMarHo3omM «CKaepogepmus» — 75 yenoBeK. Pe3ynabTartbl. OTMeYaeTcs pPoCT pacrnpoCcTpaHeH-
HOCTH I0BEHU/IbHOM CKAepoaepmmn cpeam geten (0—17 net) 3a nepmnog 2018-2023 rr. B 1,3 pa3sa. B 13% cay4yaeB naymeH-
Tam ycTaHaB/MBasCs HEBEPHbIN ANarHo3, 4To, BEPOSITHO, CBA3aHO C MHOroobpasmem u HecrneLmpuyHOCTbI0 KIIMHNYECKOM
KapTUHbI I0BEHWNIbHON CKaepogepmun. 1o peldynbtataM UccieoBaHns MOXHO OTMETUTb A/IMTE/bHbIN AUarHOCTUYECKUI
rnovnck — 6osiee AByX 71E€T NOTPe6OBasioCk A/51 MOCTAHOBKM BEPHOro AnarHo3a y 17,3%, 4To, BEpPOsiTHEE BCEro, CBsI3aHO
C OTCYTCTBUEM MEXKANCLUMNIMHAPHOIO NoAxoAa K BEAEHUIO IOBEHUIbHOM CKIEPOAEPMUM, @ TaKKe C NO34HMM obpalleHuem
poautenen K Bpady. OC/OKHEHHOE TEYEHME CUCTEMHOM CKAepodepmMmn BecTpeyanoch B 1,3% ciyyaeB v xapakTepu3oBa-
J10Cb TaKUMM COCYAUCTbIMU HaPyLIEHUSIMM, KaK HOFTEBOM OCTEOIN3 ANCTasIbHbIX asiaHr, 4To 6blJ10 CBA3aHO C OLWMGOYHOM
AMarHoCTUKOM Ha ambynaToOpHOM 3Tarne M 3ano3fasibiM HarnpaB/ieHWEM Ha KOHCY/bTauuio peBmatosiora. 3akialyeHue.
lpoBeaeHHoOe nccaes0BaHUE MO3BOJISIET CAEAaTb BbIBO O LI€/1ECO06Pa3HOCTH CO3/1aHHsI PErMOHaIbHOro perucTpa AeTei
CO CKJIepofjiepMunelt, aHan3 KOTOPOro rnoMoXKEeT neamMatTpamM, peBMaTtosioraM Kak aMbyn1aTtopHOro, Tak M CTaLMOHapHOro
3BeHa BOBPEMS pearnpoBatb Ha MMEIOLMECS OTKIOHEHUS] B AMArHOCTUKE U Teparnum CKIepogepMmnn U ONTMMU3UPOBAaTb
noaxoAbl K BeAeHno 60/1bHbIX AaHHOro npoduasd. OrpaHMYeHmnem npeacTaBieHHOro MccaegoBaHus IBaseTcs He60o/bloe
Ko/sim4yecTBO geTen (n = 75). TakxKe MOXHO NpefrnosioxuTb, YTO B UCCIe40BaHMe BOLLIN HE BCE JEeTH PpernoHa, CTpajatoLne
CKepoaepmmedt, yunTbiBas OTCYTCTBME PErncTpa, YT0 3Ha4YUTE/IbHO 3aTPYAHSIET OLIEHKY Te4eHus 3a601eBaHMs.
KnioyeBble cnoBa: 0BEHWIbHAsH CKAEPOAePMUS, INUAEMUOIONMS CKIePOAEePMUU, AETH

Ana untuposanua: boromonosa H0.C., CantanoBa [.B. KnMHMKO-3annaemMmnonornyeckasa xapakTepucTuUKa CKaepodep-
Muun y peten Camapckon o6n1actv: o4HOMOMEHTHOE PETPOCNEKTUBHOE nccnegoBaHue. lleguatpudecKkas papmMaKkoaorus.
2025;22(2):129-134. doi: https://doi.org/10.15690/pf.v22i2.2881

OBOCHOBAHME

lOBeHnNbHaa cKnepoaepmus npeactaBnser coboun
ayTOMMMYHHOe 3aboneBaHue COeAUHUTENbHOW TKaHu
y IETEN pa3HOro Bo3pacTa. BbliaensaT CUCTEMHYIO U floKa-
nn30BaHHyo GopMbl 3aboneBaHus.

HOBeHWNbHasA NOKanM30BaHHasA CKNepoaepMnUs — Hau-
6onee yacTtasa popma 3aboneBaHUs y AeTen, BCTpeyatlla-
fcs B 5—6 pas yalle, HeM CUCTEMHbIN CK1epPO3, U COCTaBNSA-
towasa 1 Ha 100 Tbic. HaceneHusa [1]. PacnpocTpaHeHHOCTb
CUCTEMHOWM CKNepoaepMumn, No AaHHbIM pa3HbiXx aBTOPOB,
coctaBnsaet 0,28-3,1 Ha 100 TbiCc. AETCKOrO HaceneHus,
nepBu4Has 3abonesaemoctb — 0,04-0,6 [2].

3TUONOrnA OBEHUNBLHOW CKNEpoAepPMUM OCTaeTcs
HEW3BECTHOW, OAHAKO O6CYy)KAaeTcsd naToreHeTuyecKas
pOJib FEHOB, KOTOPbIE aCCOLMMPOBaHbI C KOHTPOJIEM BOC-
nanenusa [3], a TakKe GaKTOPOB OKpyxKatwlien cpegbl
(KpemHeseMmHas Nblib, NeKapcTsa) [4].

[o HacToslero BpeMeHn HeT o6LENnPUHATON Knaccu-
duKaLMM NOKaNU30BaHHOM CKIepoAepMun. BoNbLMHCTBO
aBTOPOB BbIAENAIOT CieAylolne KInHuyeckne dpopmbl 3a60-
NieBaHUs: OGNFLIEYHYI0, PacnpoCcTpaHEHHY OGAAWeEYHYIO,
NIMHEWHYI0, 6yNNne3Hyto, rMy6oKytlo CKNepoaepMuIo, NaHCKIe-
POTMYECKYIO, MaMonaTu4eckyto atpobogepmuio MNasuHn —
MbepuHK, Nnporpeccupytollyto remmatTpoduio nuua Mappu —
Pom6epra [5]. [ebioT 60/1€3HM Yalle BCEro npuxoauTcs
Ha 5—8-# rof un3Hu pebeHKa.

Bblgensior cnegylowme KnnHuyeckue Gopmbl CUCTEM-
HOM cKnepojepmuun: auddysHas KoxHasa CKIepoaepmus,
JIMMUTUPOBAHHAA KOXHasl CKIEpPOAEepPMUs, NepeKpecTHble
dopmbl.

[ocTaTo4HO YacTbiM MPU3HAKOM IOBEHWUILHOW CKJle-
poaepMun ABASETCH CUHAPOM PeiHO, KOTOpbIM XapakTe-
peH ana 75% nauueHTOB C CUCTEMHBbIM CKNepo3oMm [2].
[aHHbIN CUMHLPOM MOXeT NpejlecTBOBaTb MPOSABIAEHUIO
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OCHOBHOM CMMNTOMATMKM MpMMEPHO B TevyeHne 1 rofa
npu audody3HOM KOXKHOM CKiepogepmumn, bonee ganTenbHoe
BpeMS — OKONo 7—-8 net — npu IMMUTUPOBAHHOM KOX-
HOW cKknepoaepmun [B]. MopaxkeHne cocyaucTon CUCTEMbI
nNpu IOBEHWIbHOWM CKNepogepMuu 3aTparnBaeT B OCHOB-
HOM apTepuosibl U MUKPOLMPKYNATOPHYIO CUCTEMY, OAHAa-
KO COO06LWanocb U 0 NPSAMOM MW KOCBEHHOM MOPaXKEHUK
6onee KpynHblXx COCyaoB. B ocHOBe nopakeHus cocyancTomn
CTEHKM NexaT Takne NpoLecChl, KaK NOBpeXAeHWe v non-
Has NoTeps Kanuansapos Ha pOHEe XPOHUYECKOM TMMOKCUU
M BO3AENCTBUSA aKTUBHbIX dopM Kucnopoga [7]. B csoto
oyepeab, YPe3MEPHO aKTUBMPYETCS MMMYHHbIN OTBET. 3TO
KacaeTcs, B YaCTHOCTH, BOCMaANUTEbHbIX MPOGUOPOreHHbIX
LUMTOKMHOB M $GaKTOPOB POCTa, YTO MPUBOAMUT K aKTUBALMK
dunbpobnacToB [8], popMUpoBaHUIO GUBPO3HON CTPYKTYPbI
TKaHel 1 B KOHEYHOM UTOre K AOMONHUTENBbHOM ANCHYHKLMUM
OpraHoB, KOTOPYIO HEBO3MOXHO BOCCTaHOBUTb [9].

OCHOBHOM UeNblo Tepanuu CKIepoaepMun sBnseTcs
nogaBfieHUe MMMYHOJIOTUYECKON U GUOPOTUYECKON aKTUB-
HOCTW, NPefoTBPaLLEHNE COCYAUCTLIX HaPYLLEHUN, a TaKkKe
BOCCTaAHOBJ/IEHWE MOPAXKEHHbIX OPraHOB U CUCTEM.

KnvHnyeckne n anMaemMuMonorMyeckne wccneaoBaHus
ONdPY3HbIX 60NEe3HEN COEAMHUTENBHOM TKaHW (CUCTEM-
HOW KpacHOM BOMY@HKW, CUCTEMHOM CKIEPOAEPMUM, tOBe-
HWABHOrO AepMaToMMO3nTa) Y 60/bHbIX JETCKOro Bo3pacTa
CNOXHbl MO NPUYNHE HEGONBLIOIO YMUCNa NALMEHTOB M OTCYT-
CTBUS JOKYMEHTUPOBAHHBIX PACMNOPSAKEHUI NO OTCNEXMBA-
HWIO MCcxodoB 3aboneBaHus. [1oaTomMy co3aaHue peructpa
NO3BO/INT NMOBbLICUTb YPOBEHb AWATHOCTUKU U MOHWUTOPMH-
ra geTen C IOBEHUbHON cKnepogepmuen no Camapckomy
PErMoHy, 4TO MOMOXET NPoBOAUTbL Gonee 3addeKTUBHOE
NevyeHune v yayylWwnTb NPorHo3 3aboneBaHus.

Juliya S. Bogomolova, Galina V. Santalova

Llenb uccnegoBaHua

Llenbto nccnegoBaHus 9Bas0TCA co3gaHMe 061acTHOro
perucTpa, a Take NpoBeeHne KIMHUKO-3NUAeMUOoNornye-
CKOro aHanu3sa ckiaepogepmun y geter CamapcKoro peruo-
Ha 3a 2018-2023 rT.

METOAbI

An3aiH uccnepoBaHua

OOHOMOMEHTHOE pPEeTPOCMNEKTUBHOE WCCef0oBaHMe.
Bbi6opKa nccnegoBaHmi — rocnutanbHble Clyvyau B cpese
c 2018 no 2023 r.

YcnoBus npoBeeHUA UccnefoBaHUsa

[aHHOEe pEeTpOoCrneKTUBHOE uccnegoBaHue 6b10 Mpo-
BeAeHo Ha 6a3e locyaapCcTBEHHOMO GIOAXETHOrO yupexje-
HUA 3OpaBooxpaHeHus «CamapCcKui 06nacTHOM KAMHMYe-
CKMKM Kapauonoruvyeckmmn gucnarncep um. B.I. lMonskosav,
r. Camapa, ¢ 01.01.2018 no 31.12.2023.

Kputepum cooTBeTcTBUA
Kputepumn BKIOYEHHUS:

e BO3pacT nauuneHTta go 17 net 11 mec 1 29 aHen BKIO-
YUTENBHO;

® YCTAHOBJIEHHbIN [AMArHO3 «lOBEHW/bHAs CKepoaep-
MUS» B COOTBETCTBMW C POCCUMCKUMMU KIMHUYECKM-
MW peKkomeHaauusaMmn «CUCTeEMHbIM cKkepo3» (2021),
«PepepanbHble KIMHUYECKME PEKOMEHAALMKN MO Beae-
HUIO BOJIbHBIX TOKAaNNM30BaHHOW cKnepoaepmMmuen» (2015)
[5, 10];

® [MarHo3 CUCTEMHOrO CK/1epo3a, yCTaHOBJ/IEHHbIN cornac-
HO AMarHoCcTM4YecKuM Kputepuam F. Zulian n coaBT.
(2007) [11].

Samara State Medical University, Samara, Russian Federation

Clinical and Epidemiological Characteristics
of Scleroderma in Children of the Samara Region:
a Single-Stage Retrospective Study

Background. Juvenile scleroderma is an autoimmune disease of connective tissue in children of different ages. Currently, there is
no structured information about the course of this disease in children of The Samara Region, which makes it difficult to regularly
monitor and timely correct the treatment of the disease. The aim of the study is to create a regional registry, as well as to conduct
a clinical and epidemiological analysis of scleroderma in children in the Samara region for 2018-2023. Methods. A single-stage
retrospective study was conducted in the period from 2018 to 2023, which included 75 patients treated at the V.P. Polyakov
Samara Regional Clinical Cardiology Dispensary, in the Department of Pediatric Cardiac Surgery and Cardiorheumatology with a
diagnosis of scleroderma. Results. There has been a 1.3-fold increase in the prevalence of juvenile scleroderma among children
(0-17 years old) over the period 2018-2023. In 13% of cases, patients were misdiagnosed, which is probably due to the diversity
and non-specificity of the clinical picture of juvenile scleroderma. According to the results of the study, a long diagnostic search
can be noted — it took more than two years for 17.3% to make a correct diagnosis, which is most likely due to the lack of an
interdisciplinary approach to the management of juvenile scleroderma, as well as the late treatment of parents by a doctor. The
complicated course of systemic scleroderma occurred in 1.3% of cases and was characterized by vascular disorders such as nail
osteolysis of the distal phalanges, which was associated with an erroneous diagnosis at the outpatient stage and a delayed referral
to a rheumatologist. Conclusion. The conducted research allows us to conclude that it is advisable to create a local registry of
children with scleroderma, the analysis of which will help pediatricians and rheumatologists of both outpatient and inpatient levels
to respond in time to existing deviations in the diagnosis and therapy of scleroderma and optimize approaches to the management
of patients with this profile. The limitation of the presented study is the small number of children (n = 75). It can also be assumed
that the study did not include all children in the region suffering from scleroderma, given the lack of a registry, which makes it much

more difficult to assess the course of the disease.

Keywords: juvenile scleroderma, epidemiology of scleroderma, children

For citation: Bogomolova Juliya S., Santalova Galina V. Clinical and Epidemiological Characteristics of Scleroderma in Children
of the Samara Region: a Single-Stage Retrospective Study. Pediatricheskaya farmakologiya — Pediatric pharmacology.
2025;22(2):129-134. (In Russ). doi: https://doi.org/10.15690/pf.v22i2.2881



OnucaHne KpUTEPUEB COOTBETCTBUS

(AMarHoCTU4YEeCKHE KpUTEPUH)

CoOTBETCTBME KPUTEPUAM BKIIIOYEHWUS yCTaHaB/IMBa-
10OCb Ha OCHOBAHMMW [aHHbIX, MOJIYYEHHbIX M3 BTOPMYHbIX
WCTOYHMKOB MHPOPMaLMK (MCTOpUS 6ONESHN).

CtaTucTU4EeCKMue npoueaypbl
lpuHUKMNBI pacyeTa pa3amepa BbiIOGOPKHU
PacueTt o6beMa BbIGOPKK HE MPOBOAMJICS.

dTnyeckan aKkcnepTusa

MpoBeneHne uccneaoBaHUA € 3TUYECKUM KOMMUTETOM
He CornacoBbIBaNoCh, Tak Kak paboTta ¢ MeanLMHCKOM AOKY-
MeHTaLuen NpoBoanNach PETPOCNEKTUBHO.

PE3YJIbTATbI

OCHOBHbIE pe3ynbTaTbl UCC/IeJOBaHUA

AHanu3 [OMHaAMUKKM MNoKasaTtensa pacnpoCcTPaHEeHHOo-
CTW CKNlepoAepMuKn 3a nochieaHne 5 neTt nokasan TeH-
OeHuMIo K ero yBenuyenuto B 1,3 pasa no CamapcKow
obnactn: B 2018r. — 6,9 Ha 100 Tbic. AeTCKOro Hace-
nexumnsa, B 2023 r. — 8,9 Ha 100 Tbic. AETCKOro Hacene-
Hus. NepBuyHasa 3abosieBaeMoCTb 3a nocnegHune 5 netr —
6e3 3HauYuTeNbHbIX U3MeHeHun: B 2018 r. — 2,1 Ha 100 Thic.
[eTcKoro Hacenenus, B 2023 . — 2,4 Ha 100 Tbic. A€TCKOro
Hacenenus [12, 13].

COBOKYMHOCTWU KOMMYECTBEHHbIX NOKa3aTtenen, pacnpe-
[iefleHne KOTOpbIX OTAMYanocb OT HOPMasibHOro, OMUCHI-
Ba/MCb MPW MOMOLIM 3HAYEHUN MeanaHbl. HOMUHaNbHbIE
[laHHble OMUCbIBaNNCh C YKa3daHWeM aBCoOTHbIX 3HA4YEHUI
W MPOLEHTHbIX A0NEN.

MeanaHa Bo3pacTa nNaLMeHTOB Ha MOMEHT uccneno-
BaHUs cocTaBuia 96 mec (8 net). 3 75 geten 44 (58,6%)
pebeHKa O6blin eHcKoro nona, 31 (41,4%) — My»XCKO-
ro nona. Jlokanu3oBaHHas @opmMa AuarHoCTMpOBaHa
y 67 4yenoBek (89,3%), cuctemHaas — y 8 (10,7%) (tabn. 1).
Bcem nauueHTam npoBOAMIOCH KOMMIEKCHOe o6cneno-
BaHWEe B YCNOBMUSIX CMELMaNIM3NPOBaHHOIO PEeBMAaTooru-
yeckoro otgenenna COKKZ wum B.Il. MongkoBa. [narHo3s
CUCTEMHOrO CcKJiepo3a 6blfl YCTAHOBMIEH COMNacHO AWarHo-
cTnyeckum Kputepuam F. Zulian v coaBT. (2007) [11].

C uenbto n3y4yeHus CBOEBPEMEHHOCTHN MOCTAaHOBKM iMa-
rHO3a I0BEHUNbHOW CKNEepoAepMUM paccyuTaH UHTepBan
MeXAy BO3HMKHOBEHMEM NEPBbIX CUMATOMOB M MOCTaHOB-
KOW OuarHosa. Tak, y 58,7% (44 nauueHTa) gnarHo3 Obin
YyCTaHOBJIEH B Te4eHMe nepBbix 6 Mec 3ab6oneBanus, y 13,3%
(10 maumeHTOB) — B Te4veHMe nepBbix 2 mMec. B TeyeHue
12-24 mec gnarHo3 BepuduumpoBaH y 24% (18 naumeH-
TOoB). bonee 2 net notpe6oBanochk A1 NOCTAHOBKM BEPHOIO
anarHosa y 17,3% (13 nauuneHToB). [pn aHanuse guvarHo-
30B, BbICTaB/NeHHbIX B AebioTe 3aboneBaHUs, OTMEYeHo,
4YTO HEBEPHbIM AnarHo3 6bin noctaBneH 13% nauueHToB.
Tak, 8 60/ibHbIM Oblf1 YCTAHOB/IEH AMArHO3 «a@TOMUYECKUM
aepmatut, 1 naumeHTy — «BUTUAUTO», elle 1 pebeHKy —
«POAMMOE MNATHO.

B 1abn. 2 npeactaBneHbl KAWMHUYECKUE MNPOSBAEHUSA
CKJIepoepMun y Habnogaemblx geTen.

M3 Tabnuubl cnepyet, YTO NMopaKeHue KOXu Habnioaa-
nocb B 100% cnyyaeBs, B TOM 4uclie B BUe NPOKCUMaibHOM
CKnepoaepMbl/MHaypaLmn. BoeneyeHre B npoLecc Apyrmx
OpraHoB W CUCTEM OTMEYanocChb MPU CUCTEMHOM CKJiepo3e
M 6bII0 MpeacTaBNeHO CUMHAPOMOM PerHO, nopaKeHuem
KEeNyAOYHO-KMILEYHOro TpaKTa, KOCTHO-CYCTaBHOW cucTe-
Mbl. Takon nabopaTopHbIM NMOKa3aTeNb, KaK aHTUHYKNneap-
HbI GaKTop, HannMyne KoToporo Tpebyet anddepeHumnanb-
HOM AMArHOCTUKK, G6bln BbisBNeH y 11% o6cneaoBaHHbIX
nauueHToB.

Ta6auua 1. PopMbl IOBEHUBHOW CKNEPOAEPMUM Y NALMEHTOB
CamapcKoro pervoHa

Table 1. Forms of juvenile scleroderma in patients of the Samara
Region

KonuuectBo peten, n (%)

®dopma 3a6oneBaHusa (2018-2023)

1) JlokannzoBaHHas cknepogepmus (n = 65)

bnaweyHas 51 (68)
TNnHeitHan 7(9,3)
MaHcKknepoTnyeckas 8(10,7)
Mporpeccupytowasn remmatpodums 1(1,3)

nuua Mappu — Pomb6epra

2) CUCcTeMHbIN cK1epo3 (n = 8)

OnddysHaa KoxHas 2(2,7)
JInMUTUPOBaAHHAsA KOXHaa 5(6,7)
MNMepekpecTHble GopMbI 1(1,3)

Ta6auuya 2. KnuHuyeckas KapTUHa IOBEHWbHOM CKlepoiepMum
Table 2. Clinical picture of juvenile scleroderma

KnuHu4yecKuit cumntom CamapcKui permoH
I0OBEHU/IbHOW CKJlepoaepMuu 2018-2023rr., n (%)
YTonuweHne/ynnoTHEHNE KOXMU 75 (100)
deHomeH PeitHo 5(6,7)
CKnepogaktunms 1(1,3)
OvrutanbHble 93Bbl 1(1,3)
Oucdarus 15 (20)
ApTpuUTBI 7(9,3)

OCNoXHEHHOEe Te4yeHne CUCTEMHOM CKIepoaepMumu
BcTpeyanocb y 1 nauueHTta (1,3%) U xapakTepu3oBanocb
TakKMMKU COCYAWUCTbIMU HapYLIEHUSMU, KaK HOrTEBOW OCTEO-
NIU3 AUCTanbHbIX GanaHr.

B npeacrtaBneHHOM vccnefoBaHUMM MPOBOAMIACE OLEH-
Ka xapaKTepa Te4yeHus 3aboneBaHus. [Npu Bcex ero popmax
npeo6najano NOAOCTPOE TeYeHue: Mpu NoKalM30BaHHOM
dopme — 86%, Npn cMcTeEMHOM cKNiepo3e — 78%. OcTpoe
TeyeHue Hab4anochb B ClyYasnx TOKalU30BaHHOM CKNepo-
nepmun B 4% cnyvaeB, cMCTEMHON — B 6%; XpOHUYECKOE —
B8 10 1 B 16% COOTBETCTBEHHO.

AHanu3 NpoBOAUMOM Tepanuu

basncHaa Tepanusa, KOTOpylo MofAy4anu nauueHThl
nccnegoBaHus, BKAoYana B cebs HECKONbKO npenapatos
(Tabn. 3).

M3 Tabnuubl BUAHO, YTO Ba3ncHasa Tepanug Oblna npea-
CTaBJ/ieHa Yalle BCero npenapartom MeToTpeKcar, 4To corna-
CyeTCsl C KNMHUYECKMMK peKoMeHZaunamm [6].

BTopblM No 4acToTe NpuMeHeHus npenapatoMm O6bin
TMAPOKCUXNOPOXMH (38,6%). MIOKOKOPTUKOUALI MOJyYanu
11 4enoBekK, U3 KOTOpbIX 7 — B KOMOGMHaALMKU C METOTPEK-
catom.

3 NauueHTa ¢ NoKanM30BaHHOM BASLLEYHOM CKaepoaep-
MHWen He nosiydanu 6as3ucHOM Tepanuu — B CBSA3KU C TEM,
YTO Ha MOMEHT HabIOAEHNS NaLMEHTOB POCT 04aroB 1 yBe-
JIMYEHMEe UX KonnmyecTaa OTCyTCTBOBAIO.

MauyneHTbl ¢ cuHapomMom PelHo nonydyanu Hudeau-
MWH, OKasblBaloWmMn cocygopacwmpstowee gencreune [14].
Pe6eHKy 10 neT ¢ CoCyanCTbIMU OCNTIOXKHEHUSIMU B BUAE AUTH-
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OPUTMHAJNIbHASA CTATbA

Ta6nuua 3. CTpyKTypa 6a3MCHOM NPOTMBOBOCNANNTENbHOM Tepanuu

Table 3. The structure of basic anti-inflammatory therapy

. KonunuectBo Jlokanu3oBaHHas CUCTEeMHbIN

Ba3ucHbIN Nnpenapar
60/bHbIX, N (%) dopma, n CKnepos, n

MeToTpekcar 30 (40) 24 6
TMAPOKCUXTOPOXMH 29(38,6) 29 0
[MIOKOKOPTUKOMAbI 11 (14,7) 8 3
A6atauent 2(2,7) 2
bes Tepanuu 3(4) 3 0
Kom6unHupoBaHHasa Tepanus 7(9,3) 4 3
(rNIOKOKOPTUKONUAbI + METOTpeKcar)

TanbHbIX 3B 6blN HAa3Ha4YeH Kypc annpoctaguna no 20 MKr
2 pa3a B fAeHb B TedyeHue 14 AHEN C MONOXKMUTENbHbIM
addeKToM [6].

B 12% (n = 9) cny4yaeB npoucxoanna cMeHa 6a3nucHoOmn
Tepanuu, y 7 (9,3%) nauneHToB Obln OTMEHEH TMAPOKCHUX-
NIOPOXMH M Ha3Ha4yeH meToTpekcaT; y 2 (2,7%) nauuex-
TOB, NMonyyvyallmMx MeToTpeKcaT, HadHavanca abartavuent.
CMeHa Tepanuu npoBoanfiachb B CBA3U ¢ HEIQDEKTUBHO-
CTblO MpeablayLero nevyeHusa: coxpaHsanucb nabopaTop-
Has aKTUBHOCTb, KJIMHUKO-WUHCTPYMEHTaNbHbIE NMPU3HAKMK
3aboneBaHus.

OBCYAEHME

Pe3lome OCHOBHOro pesynbTaTa ucciefoBaHus

Mo pes3ynbTatam NPOBEAEHHOTO KIMHUKO-3MWAEMMUONO-
rMYEeCKOro aHaNiM3a MOXHO chenaTb clieayilolune BbIBO-
abl. OTMedyaeTcs poCcT PacnpoCTPaHEHHOCTU OBEHWbHOWM
cKknepoaepmuun cpeau aeten (0—17 net) 3a nepunoa 2018-
2023 rr.B 1,3 pasa.

OrpaHuMyYeHUs uccieoBaHuUsA

OrpaHunyeHnem npencTaBieHHOro nccaefoBaHus aBas-
eTcs HebOoJblIOoe YUCNO AeTen (n = 75). TaKxKe MOXHO npej-
NONOXMTb, YTO B UCC/IEAOBaHWE BOLIN He BCeE AeTU peru-
OHa, cTpajaloliMe cKnepoaepMuen, y4yuToiBas OTCYTCTBUE
perucTpa, 4YT0 3HaYUTENbHO 3aTPYAHSET OLEHKY TeyeHus
3aboneBaHus.

UHTepnpeTauua pe3ynbTaToB UccnefoBaHus

Mo paHHbIM NpeacTaBNieHHOro uccnefoBanus, B 13%
cllyqyaeB NauueHTam ycTaHaBAMBaACS HEBEPHbLIA AMaArHo3,
4TO, BEPOATHO, CBA3AHO C MHOroo6pasnemM M Hecnewu-
MOUYHOCTBIO KIMHUYECKON KapTWHbl IOBEHWIBHOW CKIe-
poaepmuu. Mmeet MeCTO AAUTENbHbIN AMArHOCTUYECKUI
nouck — 6onee ABYyX neT norpeboBanocb ANA NOCTaHOB-
KW BepHoOro guarHosda y 17,3% nauueHToB, 4TO, BEPOST-
Hee BCero, CBfi3aHO C OTCYTCTBMEM MeEXAUCLMNAUHap-
HOrO MOAXO0A4A K BEAEHMWIO OBEHWIbHOW CKNepoaepMuM,
a TaKXe C no3gHum obpalieHuem poauTenew K Bpady.
MpuBeaeHHbIe cBeLEHMA O NO34HEN AMArHOCTUKE cornacy-
I0TCS C NUTEPaTYPHbLIMU.

Tak, no aaHHbIM P.K. PaynoBa 1 coaBT., OT NepBbIX NpPo-
ABNEeHUN 3ab6oneBaHnsa 40 NOCTAHOBKK AMarHo3a npoxoauT
B cpeaHeM 11-13 mec, a B 20% cnyyaeB — 6onee AByX feT.
B 70% cny4aeB npu nepBM4HOM obpalleHun BbicTaBiseTcs
OWKNBOYHbIM AnarHos (npeobnagaeTr aTonuMyecKun aepma-
™T) [15].

OCNOXHEHHOEe TeYyeHne CUCTEMHOM CKIepoaepMun
B npeacTaBneHHon pab6oTe BcTpeyanocb B 1,3% (n = 1)
cllyYaeB M XapaKTepmn3oBasioCcb TaKUMKU COCYAUCTbIMKU Hapy-
WEeHUSIMWU, KaK HOrTeBOW OCTEeONWU3 AUCTanbHbIX danaHr,

4TO 6bIN0 CBA3AHO C OLWMOOYHOM JMArHOCTMKOM Ha ambyna-
TOPHOM 3Tane u 3ano3fanblM HanpaBfieHWEM Ha KOHCY/b-
Tauuio pesmaTonora. launeHTa 6ecnoKounn ANUTENBHO
He3aXkMBalolMe MOoAHOrTeBble A3BOYKM. [locne pas3BuTMA
[L@HHOTO OCMIOXKHEHMS NpY 06paLLeHMUN K y4aCTKOBOMY Neau-
aTpy, HeCMOTps Ha Haluine OCHOBHOro 3aboneBaHus,
He 6bIN0 3ano403PEHO €ro OC/0XKHEHUSA, U GblN BbiICTaBMEH
[MarHo3 OHMXOMMUKO3a.

B 40% cny4yaeB B KayecTBe 6a3WCHOM Tepanuu nauu-
€HTbl Mony4yanu MeToTpekcaT. [lBa paHALOMW3UPOBAHHbIX
KOHTPOMUPYEMbIX WUCCNEeAOBaHUA W WX MNOBTOPHbIA aHa-
U3 MoKasanu, 4YTO MeToTpeKcaT yayywaeT COCTOSHWe
KOXW npu paHHen andbdy3HoW cknepoaepmun [16, 17].
NcecneposaHune 1994 r. N0 NpUMEHEHUIO IMIOKOKOPTUKONA0B
BHYTPb B Ao3ax 0,5—1 Mr/Kr nokasano, 4To oHM 3D DEKTUB-
Hbl Ha paHHen, BocnanuTenbHown cTagun 3abonesanus [18].
[aHHbIN GaKT oTpaxeH B UCCNefoBaHWUAX, MPOBEAEHHbIX
Ha coBpemMeHHOM 3Tane. TaK, MmeTaaHanna ¢ aHBaps 1996
no man 2017 r. noaTBepaaeT aGOEeKTUBHOCTb COHETaAHUSA
MeTOoTpeKcaTta M MIOKOKOPTUKOMAO0B Y NaLMeHTOB C BbICO-
KUM PUCKOM OCNOXHEHUN [19].

Cnegys TpeboBaHUAM KAMHUYECKMX PeEKOMeHAauun,
nauueHTamM Ha3Havanuch rMIOKOKOPTUKOMALI BHYTPb B A03€
0,3-0,5 Mr/Kr B TeyeHne 3 Mec C nocneaywoulen nocre-
neHHOM OTMEHOM npenapaTa nocfie cTabunnsaunm cocTos-
HUS [6]. [MIOKOKOPTUMKOMAbI Ha3Ha4YanMcb BHYTPb B AebloTe
3a60neBaHus, NpM aKTMBHOM, GbICTpOMpOrpeccupylowem
TevyeHun, AMGOY3HOM NOpPaXKEHUU KOXKM U APYrUX KIWHU-
YEeCKUX NpU3HaKax BOCNaJIUTENbHOW aKTUBHOCTKU (CEPO-
3UT, MUO3UT, pedpaKTePHbIN CUHOBUT U/UIN TEHOCUHOBWT)
B He6onbluMx Ao3ax — Ao 15 mr/cyT [5, 20]. HakonneHHble
[LaHHble y6eanTenbHO CBUAETENbCTBYIOT O TOM, YTO UCMOJb-
30BaHWE MIOKOKOPTUKOMAOB B BbICOKMX LO3ax NOBbIWAET
BEPOSATHOCTb Pa3BMTUA CKNEPOAEPMMUYECKOrO MNOYEYHOro
Kpu3a. B cBA3K ¢ 9TUM NpeBblLEeHNe TepaneBTUYEeCKUX 403,
0COBEHHO NpK OCTPOM Havane anddy3HOn CKeposepmMun
1y 60NbHbIX C HEJABHUM 4e6l0TOM 601e3HU, HECET B cebe
cepbesHyto yrpoay [20].

BTopblM MO 4acToTe Ha3HavyeHMs npenapatom O6bin
rTMAPOKCUXIOPOXMUH. Ero addbeKkTMBHOCTL npeactaBneHa
B XO4Ee PEeTPOCMEKTUBHOrO uccnefoBaHus 84 nauueHToB
B Bo3pacTe oT 4 Ao 77 net ¢ aguarHo3om «mopdes». Y 93%
3TUX NaLMEHTOB HabnoAanCcs NOAHbIA UM HaCTUYHbIV OTBET
Ha neyeHue. B 11,9% cnyyaeB Habnioganucb nobo4Hble
fIBNIeHNs, Hanbonee pacnpoCTpaHeHHbIM O6blna TOLWHO-
Ta [21]. MeanaHa BpemMeHW [OOCTUKEHWS MaKCMMasbHOro
oTBeTa cocTaBuna 12 mec. B nocnegHux pekoMeHzaumsax
no NleYeHUIO IOBEHWNBHOM CKIEPOAEPMUN TUAPOKCUXIIOPO-
XWH He ynoMuHaeTcs [5, 6].

TaKXe MOXHO OTMETUTb, Y4TO y 2 NauneHToB Oblna cMe-
Ha Tepanuu Ha npenapaT abaTauent. CmMeHa NpoBOAM-



nacb y geteun ¢ anddysHon GopMon CUCTEMHOIO CKaeposa
B CBA3W C HEAPODEKTUBHOCTbIO METOTPEKcaTa, Nporpeccu-
poBaHWeM 3aboneBaHus, YTO cornacyeTcs ¢ 4EeNCTBYOWUM
NPOEKTOM K/MHWYECKUX pPeKOMeHAaLuh no CUCTEMHOMY
cKknepoasy [6, 10].

3AK/TIOYEHUE

Takum 06pasom, NpoBeieHHOe WCCeoBaHWe MNo3Bo-
NSeT caenaTb BbIBOA O LIeSecoo06pa3HOCTM co3aHua MecT-
HOTO PerucTpa feTei co CKNepoaepmMueit, aHanna KoToporo
No3BOJMT MeanaTpam, peBmaTofioraMm Kak am6ynaTopHoro,
TaK W cTallMOHapHOro 3BeHa paboTaTb B KOMaHae. Pernctp
NMOMOXET PerysapHo HabaloaaTb 3a nauuMeHTamMmu 1 BoBpe-
M$i pearMpoBaTb Ha MNPOrpeccupoBaHue CKIepoaepMUn
WKW Pa3BUTUE OCMIOKHEHWH U ONTUMWU3MPOBATb MOAXO/bI
K BeEHUI0 60/1bHbIX AaHHOTO NMPOdUS.
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Llennakusa v paccTporicTBa MUIIEBOro MOBEAEHUS SIBJSIIOTCS C/IOXHbIMWU XPOHUYECKUMU 3ab0/1eBaHUAMU, KOTOPbIE
XapaKTepu3yTcs UBMEHEHWEM MaccChl Tesla, HeA0CTaTOYHOCTbIO MUTAHUSI U raCTPOMHTECTUHAbHbIMU CUMITOMaMM.
Tepanusi nayneHToB, cTpadaloWmnx Leamakmen, npoBoAUTCS MyTeM CoBI0AEHUST CTPOron 6e3rntoTeHOBON AUEThI, KOTO-
pasi MOXKeT HernpeaHaMepeHHO crocob6CcTBOBaThL HapyLLEHWIO NULLEBOro noBeaeHusl. U, HA060poT, pacCTPOMCTBa nulle-
BOro rnoBeAeHWs MOryT MacKMpPOoBaTh M OTArolaTh KIMHUYECKME NPOSIBACHNS LiEMAKUM, YTO MPUBOAMNT K NMPOJIOHraLmm
CPOKOB AMarHOCTUKKU 3aboseBaHus u npobiemam C IeHeHNeM TaKux nauumeHToB. Umelolmecss AaHHble yKa3biBaloT
Ha MOoBbILLEHHbIA PUCK PA3BUTHS PACCTPOMCTB NULLEBOro NoBeAeHUs y NaLMeEHTOB C LieJInaKkner 1 Hao60pPOT, YTO FOBOPUT
0 NOTEeHLMabHOM AByHarnpaBAeHHON B3auUMOCBSA3M [aHHbIX 3a601eBaHui. B npeacTtaBieHHoM 0630pe paccmaTpuBa-
I0TCS MEXaHU3Mbl U KIIMHUYECKUE NOCEACTBNS B3aUMOCBS3M LieJIMaKUU 1 pacCTPOMCTB MULLEBOro NoBefleHUs], a TaKKe
npeanararTCcs CTpPaTernm KOMMIEKCHOro CKPUHUHIa U 1IeHeHUs A1 yNyylleHUs Ka4eCcTBa KNU3HMW naLneHToB ¢ 060MMHU
COCTOSIHUSIMM.

Knro4eBble cnoBa: Lie/inakusl, pacCTporcTBa NULLEBOro NoBeAeHu s, Ienpeccus, Tpesora, 6e3rnioTeHoBas agMeTa

Ana ymtupoBaHus: XaBkunH A.W., OouHaeBa H.[., HanetoB A.B., KoHapaTtbeBa E.N., MapuyeHko H.A., MaupblHUH A.H.,
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Llenmakua — uMMMyHOOMOCpefOBaHHOE CUCTEMHOE
3aboneBaHue, BO3HWKalOWee B OTBET Ha ynoTpebne-
HMEe NOTEHA W XapaKTepusyloleecs BocnanuTelbHbIM
nopayKeHMeM TOHKOM KWLIKKM y FeHeTUYecKu npeapac-
MOMOXKEHHbIX NloAen B pes3ynbTaTe HeageKBaTHOro
MMMYHHOTO OTBeTa, onocpefoBaHHoOro T-KneTkamu [1].
PacnpocTpaHeHHOCTb LENWakuM cpeau HaceneHus
B Uenom cocTtaBnaet oT 0,500 2%, 4To npeactaBns-
eT cob6oMn cepbe3Hyto npobnemy Ang 06LLEeCTBEHHOTO
3[1paBoOOXpaHeHns BO BceM mupe [2]. B HacTosee Bpe-
MS €AMHCTBEHHbIM PEKOMEHIYEMbIM METOAOM SeYEeHUs
3ab6051eBaHUa ocTaeTcd co6nAEeHUE CTPOron MOXKM3-
HEeHHOM 6earnTeHoBon aumetbl (BIf), KoTopas 06biy-
HO YyMeHblUAeT BbIPaXXEHHOCTb KJIMHUYECKUX CUMNTOMOB
W ynyyllaeT COCTOAHME CNU3UCTON 060N0UYKN TOHKOM KULL-
Kn [3]. OgHaKo He BCe NaLMeHTbl OXuAaemo pearupy-
0T Ha B[ nonoXuTenbHOW KAMHUYECKO-NnabopaTopHOM
AWHaMWKOW, B OCHOBHOM M3-3a HenpeaHaMepeHHOoro
BO34EeNCTBMSA rtoTeHa [3, 4].

CobntoaeHne npaBua 340P0OBOro NUTaHUA ANS NauneH-
TOB, CTpaJaloLlnX LieIMaknen, ABASETCS CNI0XHOW 3aAaden,
0COBGEHHO Mpu ynoTpebaeHnn NpoayKTOB, MPUrOTOBIEH-
HbIX APYrMMW Nt0AbMW BHE AOMa, FAe JIErKo MOXeT Mnpo-

M30MTM MNonajaHue rnTeHa. [laxe 3epHOBbLIe, HE coaep-
allMe roTeH, MOryT 6biTb MM 3arpsisHeHbl Ha 3aTanax
nocaaku, cbopa ypoxas unum nepepaboTku. Taknum ob6pasom,
nogaepxxaxHune bl aBnaeTca CNoXHOM 3aJayen, HTO MOXKET
4acTO CKa3blBaTbCA Ha MCUXONOMMYECKOM 340POBbE MNaLu-
€HTOB, BbI3blBaTb WM YyCyry6nsaTb CMMMTOMbI AEMPECCUH,
TPEBOrW, COLMANbHON N30MALMKN, @ TAKIKE CHUKATb UX Kaye-
CTBO XM13Hu [5, 6].

Pacctponctea nuueBoro nosegeHus (PMIM) — knacc
NoBeJEHYECKMUX CMHAPOMOB, CBSiI3aHHbLIX C HapyllEeHWAMMU
B npueme nuiim. Hanbonee pacnpoctpaHeHHbiMK Pl aBns-
I0TCS HEPBHAsA aHOPEKCUS, HEPBHAa BynnMMUS, nepeefaHue.

MpuynHbl BO3HMKHOBEHMSA Pl 4OCTAaTOYHO CNOXK-
Hbl M [0 KOHLla He ycTaHoB/eHbl. COCTOSIHME Yalle BCero
BCTPEYaeTcs y AeBOYEK-NOAPOCTKOB U MOMOAbIX XKEHLINH,
B TO BPEMS KaK Y MY)KYMH €ro pacnpoCTPaHEHHOCTb 3Haum-
TeNIbHO MeHbLle. HYacToTa HepPBHOM aHOpPeKcun gocturaet 4%
Y XEHLWMH no cpaBHeHuto ¢ 0,3% y MyXX4nH. HepBHas 6ynu-
MWsi BCTpeYaeTcs y OKON0 3% XEeHLMH, U 0KONI0 1% MYXKUMH
noABeEpPXeHbl AaHHOMY 3abofieBaHuio [7]. 3TM nonosble
OT/IMYMS NpeanonaratT, YTO FEHETUYECKUE U TOPMOHasIbHble
daKTopbl MOryT cnoco6cTBOBaTb MNPeApacnofioXeHHOCTH
K passuTtuio PIM.
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Llenbto cTaTbu BASETCA pacCMOTPEHUE ABYHanpaBeH-
HOM B3auMMOCBA3K Lenmnakuun 1 PIIT ang pacwmpeHus npea-
CTaBJIeHW O ievyeHnn o6omnx 3aboneBaHum.

CoBpeMeHHble AaHHble YKa3blBaloT Ha TO, YTO Y NaLMeEH-
TOB C LilefInaKknen 3HaunTenbHo 60/ee BbICOKMI PUCK Pa3BU-
Tns PIMN, 4eM y 340pOBbIX NIOAEN, U, aHaNOTM4YHbIM 06pa3om,
y ntoaen ¢ PN noBbIlWEH PUCK pa3BuUTUA Lennakuu [8, 9.
3T faHHble O6bliv NOATBEPXKAEHbI B HEAABHO MPOBEAEH-
HoM meTaaHanuse Z. Nikniaz n coaBT. [10]. MiccnepoBartenu
0BHapyXuu, 4To pacnpoctpaHeHHocTb PN y nuy ¢ uenu-
akuen coctaBuna 8,88%, a aHanu3 B noarpynnax BbISBWUI
[laHHbIM NoKasaTtenb B 6,37% y B3pocnbix 1 11,97% y neten.
Mpn atoMm nauueHTbl ¢ PIM nmenn 6onee BbICOKME MOKa-
3aTenu pucka pasBuUTUS Lennakuu. PedynbtaTbl nokasanu
[AByHanpaBJ/ieHHyt0 cBa3b Mexay Pl v uennakuen, nogyep-
KnBas o6Lline naToreHeTu4ecKme 3BeHbsl 3abonesaHuin [10].

PIIM cBsi3aHbl C TAKUMKU NCUXMHECKMMMU pPacCcTponCTBa-
MU, KaK CUHAPOM aedurumnTa BHUMAHWUA U TMNEPAKTUBHOCTH,
TpeBora W pacctponcTtBa HacTpoeHus [5, 11]. Mo pesynb-
TaTaM 06LleHaLMOHaNbHOro UccneaoBaHus, NpoBeaeHHO-
ro B WBeuun, ¢ 1973 no 2016 r. 6bIM o6CnefoBaHbI
19 186 neten c uenvMakuMen, NoATBEpPKAEHHOW Guoncuen.
3a 3 roga Ha6noaeHus y 16,5% aeten ¢ uennakunen 6biam
AMarHoCTMPOBaHbl PasfiMyHble NCUXUYECKME pacCTpoMCTBa.
B rpynne KoHTponsa Takux geten 6bino 14,1%. Llenvakus
B AE€TCKOM BO3pacTe 6blna cBf3aHa C NOBbIWEHWEM PUCKA
pPa3BUTUS NMCUXMYECKMX PacCTPonCTB Ha 19%. [aHHasa TeH-
AeHumns Habnoganacb BO BCEX BO3PACTHbIX rpynnax nawu-
€HTOB neavaTpuyeckoro npoduns, a TakKe Yy B3POCAbIX.
Han6onee BbicoKasa YacTtota pa3suTtus Pl 6blia yctaHoB-
NeHa B NepBbIi rof nocne NoCTaHOBKMU AMarHo3a Lenvakuu.
Mpn aToM cpeau OeTen C uennakuen obHapyrKeH MNOoBbl-
WeEHHbIN PUCK Pa3BUTUS PACCTPONCTB HACTPOEHUS, TPEBOXK-
HbIX paccTtpowncts, PIM, cuHapoma peduumta BHUMaAHMUSA
W TMNEPaKTUBHOCTU, PACCTPONCTB ayTUCTUHECKOrO CneKTpa.
He 6bln10 06GHapyXeHO CTaTUCTUMHECKM 3HAYMMOro YBEW-
YEeHUS PUCKa Pas3BUTUS NCMXO30B, 310yNOTPEBNEHUs MCH-
XOaKTUBHbIMU BELLECTBaMW, NOBEAEHYECKUX PACCTPOMCTB,
pPacCTPOUCTB JIMYHOCTH, MOMbITOK cCaMOybuMUCTBa Yy AeTen

C uenuvakuen. ABTOpblI MCCNeaoBaHWSA [enalT BbIBOA,
4TO HabNoAEHNE 3a NCUXMYECKUM 3A0POBLEM [OIXKHO ObITh
HEOTbEM/IEMOM YacCTblO NEYEHUS MNaLMEeHTOB C LieSIMaKu-
en [6].

B cBoto o4vepeab, B pabote R. Nisihara n coaBT. ycTa-
HOBNEHO, YTO pucK passutusa PII y nauveHToB C Lenua-
Knen He Obln Bbille, Y4eM B KOHTPONIbHOM rpynne. OgHaKko
B 06eux rpynnax onpegensanacb 6onbwasa gons nogen (4o
TPETU PECNOHAEHTOB), MOABEPKEHHbIX PWUCKY pPasBUTUSA
ofHoro 13 sugos PIIMN. Mpu 3ToM aBTOpaMMn YCTaHOBJIEHO,
4YTO Aenpeccusi, TPYAHOCTM B XM3HW MaLMEeHTOoB, cTpaja-
OLLMX LIeNMaKnuen, n HeyaoBNeTBOPEHHOCTb COGCTBEHHOWM
Maccow Tena MMenu npsMylo cBA3b C 60/see BbICOKUMMU
noKasartensiMu no ONpPOCHUKY AMarHocTuKK PIMM, 4To yKasbl-
BaeT Ha 60/blUY0 BEPOATHOCTb PA3BUTUA Y HUX HApPYLIEHNUN
nuuieBoro noseaexHns [12].

CoBpeMeHHble 3HaHUS CBUMAETENbCTBYIOT, YHTO reHeTu4e-
CcKne daKTopbl, GaKTopbl OKpYXKalollen cpefbl, COCTOSHME
UMMYHHOW CUCTEMbI U MUKpPOOGMOMA KMILEYHUKA urpatoT
BaXKHYIO poJib B NaToreHe3e Kak uennakuu, tax PIIM.

Llennakuns 4acto nposiBAseTcs pasBUTUEM racTPOUHTe-
CTMHaNbHbIX CUMNTOMOB, BK/to4as 60/1b U B3AyTUE KUBOTA,
4YyBCTBO NEPENOSIHEHNS NI TAXKECTU B ANUracTPUK, a TaKKe
M3MeHeHua xapaKtepa cTyna. CTporoe co6nioaerHve brj
no3BonseT nauuMeHTam C Uennakuen mnabexaTb pasBu-
TUS AaHHbIX cumnTomMoB. Hanuyune Pl MOXeT OCNOXHUTb
[WarHocTuKy. TaK, NOAM [0 MOCTAaHOBKWM Y HUX AMarHosa
LenMakum MOryT HenpeaHaMepeHHO OrpaHuMyuTb noTpe-
GneHue rMTeHa B paMKax CBOEro paluuoHa 10 obpalleHus
3a MeOMLUMHCKOM nomollblo. [aHHaa npakTuKa B psae
Cc/ly4aeB YMeHbLUAET BblparKeHHOCTb KIMHUYECKNX, MOPGdO-
JIOTMYECKUX W NabopaTopHbIX MPOSIBEHUN 3aboneBaHus,
4YTO MOTEHUMaNbHO NPMBOAMT K MPOJSIOHTaLMKU CPOKOB €ero
[MarHoCTUKK. lMauuneHTbl C Uenaknemnm 4acTto NposBAStOT
NOBbILWEHHbIN KOHTPOMb BO BCEM, YTO CBfAA3aHO C 3abone-
BaHWeM. bANTeNbHOCTb B OTHOLIEHMU MPOAYKTOB MUTaHMKS,
HeobGxoaMMasi ANns noadepxaHus auveTudeckon 6Gesonac-
HOCTH, MOXET MPMBECTU K BGECMOKOWCTBY M HaBSA34YMBbLIM
Mbicngm o ege. PMI y nayMeHToB C UenMakmen crnocobHo
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YCUNNTb TaKOM KOHTPOJIb U TPEBOTY, TEM CaMbIM YCYryouTb
BbIPaXEHHOCTb ManbabcopbL MM NPU HENEeYEHOW LIETMaKuK,
nNeduUnNT NUTaTeNbHbIX BEWECTB U YXYALWTL COCTOSIHUE 310~
poBbs NauneHTa [13].

3arpsizHeHue rnioTeHoM sABAsieTcs Havbonee pacnpo-
CTPAHEHHOW MPUYMHOM MPOAOIKAIOLUMXCSH TaCTPOUHTECTH-
HaNbHbIX CMMMNTOMOB W BOCMaNeHUs KWULWEYHWMKa Yy nauu-
E€HTOB C Lenuakuen. [laxe He3HayuTeNbHOE KOJIMYecTBO
rMioTeEHA B palMOHEe MOXeT CMpoBOLMPOBATb pasBUTUE
KIMHUYECKOW CUMMTOMATHUKM.

Y 6O0NblUMHCTBA NOAEN C LUENNaKuen, HaxoAsluxcs
Ha BIl[l, racTpOMHTECTMHANbHbIE CUMMNTOMbl YCTPaHAOTCS,
M NauUMEHT HaYMHaeT HabMpaTb Maccy Tena, YTo co34aeT Npo-
6nemy ans 60MbHbIX C U30ObITOYHOW Maccon Tena. pu aTom
BIr'l MmoxeT oKa3aTb HeraTMBHOE B/IUSIHWUE HA KA4YeCTBO XKU3-
HUW KaK NaLneHToB C LeInaknen, Tak U 4ieHoB ux cemen [14].

B nccnepoBanum J.F. Ludvigsson v coaBT. ycTaHOBJ/IEHO,
4YTO BOCCTAHOBJIEHWE C/IU3UCTON OOGONOYKM TOHKOW KULLIKK
Ha ¢oHe Bl 6bI10 accouumMpoBaHoO C 60Nee BbICOKUM
PUCKOM Pa3BUTUS TPEBOXHOCTU W [IENPECCHUN Y NALMEHTOB
B Oyaywem. Hopmanusaums MopdpOsIoOrMyeckon KapTuHbl
CIM3UCTOM OBOJIOYKM TOHKOM KWLLKM 4Yalle Habniopanacb
y ntoev ¢ AMarHoCTMPOBAHHOM TPEBOXKHOCTbLIO MK fenpec-
cuen. MNMpu 3TOM TPEBOKHOCTb, AMArHOCTUPOBAHHAA MeXay
[NarHOCTUYECKOM M KOHTPOJSIbHOM GMOMCUAMM MpU Lienma-
KUK Ha ¢oHe BI/l, 6b1a cBA3aHa € NOYTU AEBATUKPATHbLIM
yBe/IMYEHMEM BEPOSATHOCTU 3axKMBNEHUS CIU3UCTON 060-
JIOYKKU. ABTOpPbI NPUXOAAT K BbIBOAY, YTO TpeBOra v agenpec-
CUS Yallle BCTpeYatoTcs Y NauneHTOB C LieIMakuen Ha poHe
3aXKMBIEHUS CTM3UCTON 0600YKM, YTO MOTEHLMASIbHO ONOC-
pefoBaHo 6onee TwaTenbHbiM cobnogeHmem bIrd. JaHHoe
OTKPbITUE BbI3bIBAET 06ECMNOKOEHHOCTb TEM, YTO [OCTUKE-
HWE Lenun 3a*KUBNEHWUS CIU3UCTON 0BONOYKM MOMKET ObiTb
COMPS}KEHO C MOBbILWEHHbIM PUCKOM Pa3BUTUA TPEBOMKHO-
OenpeccuBHbIX paccTponcTs [15].

PacTyuie pacxofbl, orpaHMyeHHasi [OCTYNHOCTb MpO-
NYKTOB 6€3 [MIl0TEHA W CHWMXXEHWE MX BKYCOBbIX KayecTs,
TPYAHOCTM C MUTAHWMEM BHe [oMa WM BO BpeMms nyTelle-
CTBWW, COLMalbHble OrpaHUYEHNs U3-3a Pas3iMynii B nuta-
HWWU BHYTPU CEMbW B COBOKYMHOCTM MOTYT CHUXaTb Kaye-
CTBO XW3HW Ntogen C uenvakmen. B nogaeprKy AaHHOM
TOYKM 3PEHUsT MUCCNefoBaHUs MOKa3anu, YTO HeraTtuBHblE
3MOLMK, TaKME KaK TpeBOora v rHeB, SBASIOTCH HaAEeXHbIMU
npeankTopamu dpopmupoBaxus P [16]. Tak, B uccnegoBa-
HuK R.L. Wolf cpeam naumeHToB, NPosSBASIOWMX Ype3Bblvam-
HYI0 64MUTENbHOCTL B OTHOWEHWK BI], noka3zaTtenu kayecTea
WU3HU BblIM 3HAYMTENBHO HUXKE, YEM Y MeHee BAUTENbHbIX
nauueHToB. [puUroToBfieHWE MWLM IOMa U UCMONb30BaHKe
WHTEPHET-CAaNTOB M MPUSIOXKEHUI BblM PacnpPOCTPaHEHHbI-
MW CTpaTeErMsaMu, KOTOpble MCMNOJIb30BaN NIIOAN C MNOBbILLIEH-
HOW 6AUTENbHOCTbLLO, YTOObI NpuaepKnBaTbes cTporon bri.
0Oco6eHHO Npo6aeMaTUYHbIM Y TaKKUX MaLMEeHTOB ObI10 NUTa-
HWe BHe Aoma. ABTOPbI NPUXOAST K BbIBOAY, HTO Ype3mepHas
NPUBEPIKEHHOCTb CTporon BbI/l MOXXeT MMEeTb HeraTuBHbIE
NCUXONOrM4yecKne nocneacTens. Bpaum OonmKHbI y4UTbIBaTb
Ba)HOCTb OJIHOBPEMEHHOW MPUBEPKEHHOCTU COBNIOAEHNIO
OWETbl U couManbHOMY M 3MOLMOHANbHOMY 61arononyyuio
nauueHToB ¢ LennMakunen [17].

B cuctemartnyeckom o63ope R. Satherley un coaBT. npo-
aHanM3npoBaHoO 8 uccnegoBaHUM, CBA3aHHbIX C U3YYEHUEM
PMM y niopgen ¢ 3abofieBaHUAMU XKeNYyAOYHO-KULWEYHOro
Tpakta (MKKT). ABTOpamMu 0GHAPY)KEHO, YTO YPE3MEPHbIN
KOHTPO/Ib paLMoHa WUAU OrpaHUYeHHbIN BbIGOP MPOAYKTOB
nUTaHUsA MOryT NnpuBecTn K pa3suTuio PIIM. Ctporoe co6nio-
neHne auetotepanuu npu natonormm KT MoxeT 6biTb
CBfI3@aHO KaK C TPEBOXHOCTbIO, TaK U C cMMNTOMaMu 3a60-
JIeBaHUM }KeNnyao4yHO-KULLIEYHOro TPaKTa U NexaTb B OCHOBE

pa3suTtua PII. OgHaKo xapaKTep AaHHbIX CBA3eW MOJHO-
CTblO He yCTaHOBMEH. TPEBOXHOCTb, HEMPaBU/bHblE YOEXK-
OEHUS B OTHOWEHWU ANETLI MU 06pas3a KU3HU, NO-BUAUMOMY,
MHULMKUPYIOT M NOAAEPKMBAIOT BPeAHOE NULLeBOe noseae-
HWEe W Ae3ajanTvBHble U3MEHeHUS B obpa3e XU3HMU, CMo-
cob6ceTBylOWMe cTpeccy [18].

PoauTtenu urpatoT pellatoLlyto poib B COCTaBNEHUU ane-
TUYECKMX aCMeKToB Ans AeTen C uenvakuen, obecneyu-
Bas cobnogeHne npeanncaHHblX peKkomeHgaunm no nuta-
HWIO, OCOBEHHO Yy4YUTbIBasi paHHee Hayano 3aboneBaHus.
Mpn aTOM uMccnefoBaHUs MOKal3anu, 4TO pPoavTenu aeten
C LeNlMaKkunewn TaKxe 4acTo MCMbITbIBAOT MNOBbIWEHHbIR YPO-
BEHb TPEBOMM M AENPECCUU Hapsy CO CHUKEHMEM KavyecTBa
Hn3Hu [19, 20].

B pa6otre M.M. Germone ¥ coaBT. NMPUHANKU y4yacTue
246 neTten ¢ uenMakmen u ux poauTenemn, KOTopble 3amnosHm-
Y WKany oLleHKW KavyecTBa n3Hu aeten (PedsQL) ans poau-
Tenew. YCTaHOBNEHO, YTO AE€TW, CTpajalolwme LennaKkuen,
UMENN CHUXKEHHble NoKasaTenu KayecTBa B CpaBHEHUU CO
30POBbIMU AETbMMU, @ TAKXKe C AETbMU C APYTMMU OpraHunye-
CKUMK 3a6oneBaHnsamu XXKT. Poautenu netemn ¢ Lennakuen
TaKe NnoKasaln CHUXKEHHbIe NoKa3aTenn KayecTBa XU3HU
OTHOCUTENbHO PoaUTENEN 340POBLIX AeTewn [19].

B ob6uweHaunoHanbHOM MONYAALMOHHOM LUBELCKOM
nccneaoBaHnn yyacteoBanu 41 753 poautens («oneky-
Ha») 29 096 nauMeHTOB C Lennaknen n 215 752 oneKyHa
144 522 peten “3 COMOCTaBMMbIX KOHTPOJIbHbIX Fpynm.
YCTaHOBAEHO, 4TO Y ML, OCYLLECTBASIOWMX YXO4 3a pebeH-
KOM, CTpajalowunm LeMakuen, genpeccus BcTpevanach
Ha 11% Yalwe OTHOCUTENbHO TPYMNMbl KOHTPONSA, @ TPEBOX-
HOCTb — Ha 7% 4aue. MNpu 06beaANHEHUN TPEBOKHOCTU
W Aenpeccun B KOMMNEKCHbIW MoKalaTeNb pe3ynbraTtos
Habnganochb CTaTUCTUYECKM 3HAYUMOE YBENNYEHUE PUCKA
pPa3BUTUS aHHbIX PAcCTPONCTB Ha 8%. Hanbonblumi puUck
pPasBUTUS KaK 4eNpeccuu, Tak U TPEBOXHOCTHU Habnoaancs
HenocpeaCTBEHHO Nepej NOCTaHOBKOM AMarHo3a Lenmakum
n yepes 4-8 net nocne Hero. B otanyune ot atoro, 6Gunonsip-
HOEe PacCTPOMCTBO He 6blNo 6osee pacnpocTpaHeHO cpeam
L, yXaX1BaoLWKUX 3a NauneHTamu ¢ uenmakuen [20].

Takas gMHaMWKa MOAYEepKMBAET BaXKHOCTb CO3AaHus
cbanaHcMpoBaHHOW M 6naronpuaTHOM cemMenHoW ob6cCTa-
HOBKM AN19 CHUXKEHWUS NMOTEHUMaNbHbIX PUCKOB HapylleHUs
NULEBOro NOBEAEHMS Y AETEN C LIEIMaKMEN.

KWLWeYHbIN aNUTENNI CNYKUT BaXKHbIM 6apbepomMm, 3aLlm-
LWaLWMM Hall OpraHn3mM OT BO34EeNCTBUS BHEWHMX daKTo-
poB. OgHaKoO Npu NaToNOrM4EeCKUX COCTOSIHUSAX, OCOBEHHO
y nauueHToB ¢ 3ab6oneBaHusamu KT, a TakKe y 60/bHbIX
C MCUXMYECKUMM PacCTPOMCTBAMM, LENIOCTHOCTb MEXKIe-
TOYHbIX MIOTHbLIX KOHTAKTOB BHYTPW KULLEYHOr O anuTennanib-
Horo 6apbepa Hapyluaetcs [21]. 3To NPUBOAUT K MOBbILLIEH-
HOM NapaK/IeTOYHOM NPOHULAEMOCTU, NO3BONSAS BHELIHUM
daKTopam NPoHUKaTb Yepes KUlleyHbl 6apbep. B pesynb-
TaTe aKTMBUPYETCA UMMYHHas CUCTEMA KMLLEYHMKA, YTO eLe
6onble ycyryonser AMCHYHKLMIO anuTennanbHoro Gapbe-
pa. MatoreHe3 UeNWaKMKM TECHO CBSiI3aH C aKTuBauuen
T-"MMPOLMTOB U BbICBOOOXKAEHMEM MefMaToOpOB BoOCna-
neHuns. HapyweHue MMMYHHOWM Perynsiuum TakKe 04eBUAHO
B KOHTeKcTe PIM. CHuxeHHoe KonuyectBo CD8* u NK
W yBeNMYyeHne Konnyectsa HamBHbix CD4* n B-numdountos
OblIM XapaKTepHbl 419 NaLMEHTOB C HEPBHOM aHOPEKCHUEN.
YcTaHoBfieHa obpaTHas Koppensuns mMexay KoaMyecTBOM
CD4*, B-nMMdOLIMTOB M NoKasaTeNieM MHAEKCa Macchl Tena.
[aHHble U3MeHeHUs B noatunax MMPoLMTOB, CBSA3aHHbIE
C noTepen Macchl Tena, NPUBOAAT K OTHOCUTENbHOMY INMM-
dounTosy, HabnwgaemomMy y nauneHTOB C HEPBHOW aHo-
peKcHen, 4To OTparKaeT afanTUBHbIN MEXaHU3M UMMYHHOIO
oTBeTa [22].
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OB30P JINTEPATYPbI

Y NoApPOCTKOB C KOMMNYNbCUBHbBIM NepeeaaHneM ypoBeHb
C-peaKTtnBHOro 6enka (CPB) 6bin 3HA4YMTENbHO Bbille, YEM
y noapocTtkos 6e3 PII. KonnyecTBo 3n1M3010B KOMMY/bCUB-
HOro nepeefaHns UMeNo MPSMY0 MOSIOKMUTENbHYIO CBA3b
¢ ypoBHeM CPB. lNpu 3ToM gaHHasa cBS3b He 6blfla yCTaHOB-
NeHa ana genpeccuun. ABTopbl AenatoT BblBOA, YTO Y MOAPOCT-
KOB C HEpBHOM GyIMMUEN MOXKeT HabnaaTbCs yCUSieHUe
XPOHMYECKOro BOCMANEHUs, YTO MOBbIWAET PUCK Pa3BUTHUSA
HebnaronpuaTHbIX NOCNEACTBUM ANA 340POBbS U MOXKET
nrpaTb Ba)KHYIO POJib B naToreHese oxupenns [23].

MN3mMeHeHnss B MUKPOOMOME KULWEYHUKa U UMMYHHOM
cUCTeME MOFYT He TONbKO MOAAEpPKMBaTbL M YCyrybnsitb
PN, KoTopoe xapaKTepu3yeTcs orpaHUYeHUEM Kanopuin
npu HEPBHOM aHOPEKCUN U KOMMYNbCUBHBIM NepeejaHuem
NP HEPBHOW BYIMMUM, HO U CNYKNTb BUOMapKepamu NoBbI-
leHHoro pucka passutua Pl [24]. HepaBHWe wccnepo-
BaHMS NOKa3blBAlOT, YTO HaApYLIEHWE COCTOSHUS KULLIEYHON
MUKPOOGKUOTbI UrpaeT OnpeAeneHHylo pofib B naToreHese
KaK Lenvakuu, Tak u PIIM [25, 26].

MuKpoburoTa KUllEeYHMKa HeobxoauMa Ana noggeprKa-
HMS UMMYHHOrO romeocTtasda, a U3MeEHEHUS B ee cocTa-
Be M BbipaboTKe MeTabo/IMTOB MOryT M3MEHATb pPeaKkLuio
UMMYHHbIX K/IETOK, CMOCO6CTBYS BOSHUKHOBEHWUIO UMMYHO-
0nocpeaoBaHHbIX BOCNanuUTeNbHbIX 3a60/ieBaHUM, Hanpu-
Mep BOCNanuTeNbHbIx 3a60neBaHni KULWEYHMKA, caxapHoro
avabeTta M peBmMaToMaHOro aptputa [27-29]. U3y4veHue
3bOPEKTUBHOCTU MCMNOAb30BaHMUA NPOOBUOTUYECKUX LUTaM-
MOB §IBNIIETCA aKTya/llbHbIM HanpaBleHWMEM COBPEMEHHOM
Tepanuu uenuakuu. OnpeaeneHHble WTaMmMbl MUKPOOPra-
HM3MOB MOFYT YMeHblWaTb CTeNeHb MOBPEXAEHUS KULLIEY-
HWKa, MOAYNMPYS NMPOHULAEMOCTb 3NUTENMaNbHOro 6apbe-
pa u BAMAS Ha BblpabOTKY LMTOKMHOB, ypaBHOBelWWBas
npoBocnanuTeNbHble U NPOTMBOBOCNANNTENbHbIE CUrHabI
[25, 27-29].

MccnepoBaHns BbISIBUAW MONEKYNSPHYIO Nepeaady cur-
HanoB MeXAay KUWeEeYHbIMU MUKPOGaMW U LeHTpalbHON
HEPBHOW CUCTEMOM, MPU 3TOM BOCMNANEHWE KULWEYHMKA
Npv LeMaknm CHUXKaeT ypOBEHb HE3aMEHUMbIX aMUHOKKUC-
NOT, HEOBXOAMMbBIX AN CUHTE3a CEepPOTOHMHA. CHWKeHue
YPOBHSA CEPOTOHWHA B MO3re CBsi3aHo ¢ passuTuem PIIM,
BKJIlOYas nepeefaHue, UMNYAbCUBHOCTb U TPYAHOCTH C pery-
nMpoBaHueM HacTpoeHus [30].

Ha u3meHeHne macchl Tena, xapakTtepHoe A1 060ux
COCTOSIHUIM, MOXET BAUATb PEryasuus KUWEYHON MUKPO-
61OTbl, KOTOpas yyYacTBYeT B MOAYNSLMM INUreHeTuye-
CKMX daKTopoB, MeTabO/IMYECKMX MyTEN U BO3AENCTBYET
Ha pPaboTy OCU «MUKPOOMOTA — KMUIIEYHUK — Mo3m [31].
bonee Toro, Faecalibacterium prausnitzii, U3BeCcTHas CBO-
UMW @HKCUONUTUYECKUMMU U aHTMAENPECCUBHOMOL0GHbLIMM
adPeKTaMn Ha KMBOTHbIX MOAENsX, cTaNa NoTeHLUManbHbIM
NPO6UOTUKOM HOBOIO MOKOMIEHUS A5 NeYeHns KaK Bocna-
NEeHUS KMWeEeYHUKa, TaK U HEPBHO-NCUXUYECKUX CUMMTOMOB.
Pe3ynbTatbl MccnefoBaHWM NOKa3blBalOT, YTO BBeAeHWe
F. prausnitzii oka3biBaeT npoduiakiuyeckoe 1 Teparnes-
TUYECKOE AeNCTBME Ha Aenpeccuio U TpeBory. Mpo6uoTuKku
MOryT CTaTb MONE3HbIM HOBbIM TepaneBTUYECKUM MOAXO-
LOM K HEBPOJSIOFMYECKMM paccTponcTBam M/unuv BCNOMO-
raTenbHbIM CPEACTBOM MpPU MNCUXMYECKUX pPacCTpomcTBax
[32]. YunTbiBas cxoXkmMe CBOMCTBA MUMKPOOPraHM3ma B OTHO-
WweHun uenmakum 1 PIIM, ucnonb3oBaHne npobuoTUYEeCKo-
ro wrtaMma B Ka4yecTBe AOMONHUTENbHOM Tepanunu MOXeT
cTaTb WMHHOBALMOHHBIM MNOAXOAOM K JIEYEHUIO [AaHHbIX
COCTOSIHMI, noaaep*kmBasn 3goposbe MKT n ncuxmyeckoe
6narononyyue.

[ByHanpaBneHHas B3auMmocBa3b Mexay PIMN v uenu-
aKkuen cosgaet npobnembl AN KAWMHUYECKOro BeAeHUs
n ncecnefoBaHuin. CnoXKHasa CBA3b MEXAY 3TUMKU COCTOSHM-

MM TPeBYET KOMMIEKCHOTO NOAX0AA K CKPUHUHTY, IeYeHUIO
M NOCTOSIHHOMY BELEHMI0, BblAENAS HECKO/IbKO MNOTEHLNab-
HblX 061acTen ANa NoALEPKAHUS KavyecTBa XU3HU U 6naro-
nonyyuns nogen.

J.T. Avila n coaBT. B cBoel paboTe peKoMeHaoBau
npoBefeHNe CKPUHWUHIA Ha HanuMyve ueflMakmm M Bocna-
NUTEeNbHbIX 3abo0neBaHUM KULEeYHUKa cpean NoLpOCTKOB
M MoJioablx ntogen ¢ cumntomamu PIIM, oco6eHHO Npu Hanu-
YUU Y HUX HEOODBSICHMMOM 60K B KMBOTE. pn NOJO3PEHUMU
Ha LeNMaKkuio NepBbiM 3TanoOM CKPUHWHIA peKoMeHayeTcs
nadyyeHue cneundryecKmUx CeposiormyecKmnx TecToB, BKIIO-
4yasa onpeaenieHne aHTUTEN K TKaHEeBOW TpaHcriyTaMuHase,
3HAOMU3UIO M feaMUaMPOBaHHbIM NenTruaam ramaguHa [33].
OagHaKo MHOrMe uccnefoBaHMs MOKa3blBaloT, 4YTO BCEOO6-
WWA CKPUHMHT Ha LEeMaKKIo y BCeX NUL, C NOAO3PEHUEM
Ha Pl He pekoMeHAyeTca U He ABASETCH 9KOHOMMUYECKM
adpdeKkTUBHbIM [34, 35]. HanpoTuB, MHCTPYMEHTbI CKPUHWUH-
ra, cneuunanbHoO pa3paboTaHHble Ans BoiasaeHus PN y auy,
C LefIMaKknemn ¢ Ncnonb3oBaHMeM ONPOCHUKOB, OTHOCUTENb-
HO 39KOHOMWYHbI M NPOCTbI B MUCMONb30BaHUKU. Kpome Toro,
CKPUHUHI BaKeH, MOCKO/NbKY 60/iee paHHAS AMarHOCTUKa
n nedyenue PN cBA3aHbl € yny4YweHMeM MNporHosa 3abo-
NeBaHUs M KayecTBa »KM3HM NaumeHTa. OgHaKo cylwecTBy-
loWwne ONPOCHUKKM ANa CKpUHWHIa PIIM B OCHOBHOM npea-
Ha3Ha4yeHbl ANS WMPOKKX CNOEB HaceneHus u mMoryTt ObiTb
HeaPDEKTUBHBIMK, YYUTbIBAS HIOAHCbl B3aMMOLENCTBMSA
MeXAy NPOBOAMMOM Tepanuen Lennakun u cnelymdnyeckn-
MU HapyweHUIMU NULEBOrO NOBEAEHUS, BKAOYas 6093Hb
rnoTeHa u n3beraHue ero ynotpebneHus. PazpaboTKa cne-
LManbHbIX MHCTPYMEHTOB AN8 CKpUHKWHIa PIIM, cBA3aHHbIX
C LeNMaKnMen, MOXET NO3BONUTL 6o/lee paHHee M TOYHOe
BbISIBieHWE HeaJanTUBHOIo NoBeAeHMS.

Taknum o6pasom, MMelowMnecs AaHHble yKasbiBaloT
Ha TO, 4YTo MexAay uenuakuen u Pl cywecTByeT AOBY-
HanpaB/ieHHass B3aMMOCBA3b, YTO OC/IOXHAET AuarHo-
CTMKY 060oux 3abofneBaHU U HeraTMBHO CKa3blBaeTCsH
Ha BeAeHWM TaKuMx nauueHToB. Ha cerogHs dakTopsl,
y4yacTBylOlWMe B 3TOM B3aMMOCBSA3M, TONIbKO HayuHaloT
pacKkpbiBaTbCs, @ MHOrMe BONPOCHI MatoreHesda ocratoTes
HepelweHHbIMKM A0 cUX nop. M3yyeHne TOoro, Kak gaHHble
3a60neBaHns BAMSIOT APYr Ha Apyra, MOXET NpuBecTu
K pa3paboTke 6onee 3PPEeKTUBHbLIX TepaneBTUYECKUX
cTpaTernn, HanpaBfeHHbIX Ha yCcTpaHeHWe NMpUYMH naTo-
NI0r1K, @ He TONIbKO CUMMNTOMOB.

MynbTUAUCUMNANHAPHBIA KOMaHAHbIM MOAXO4, KOTO-
pbl CYMTaeTca Nyywen npakTUKon npu nedveHun PIIM,
OAWHAKOBO LLEHEH NpPU NeYeHUn Lenmakuun. Tak, naumneH-
Tbl, CTpajalolime Lennakven, He TONbKO CTalKuBaloTcs
C OCNOXHEHUAMM, CBA3AHHBbIMU C UX XPOHUYECKUM 3abo-
NleBaHUEM, HO M UCMbITbIBAIOT YXYALIEHWE COCTOSAHUSA 340-
pPOBbS M KavyecTBa XM3HK B cBA3u ¢ PIIM. CoBmecTHOE pac-
CMOTPEHME KaK MNCUXONOrMYECKUX acnNeKToB Lenakuu,
TakK M puanonorndyeckux nocnenctesum PN moxeT ynyu-
WKWTb pe3ynbTaTbl NeYeHUs AaHHbIX nauneHToB. CTporoe
cobnogeHne b tpebyet npucTtanbHOro BHUMaHUSA 60b-
HOTO K PEXMMY NMUTaHUA. Y HEKOTOPLIX NOAEN C Lennaku-
el MOXEeT pa3BUTbCA CUbHOE G6EeCNOKOWCTBO MO MOBO-
Ly BO34EWCTBUSA INI0TEHa, a MHOrAa U HepeanucTUyHble
npeacTaBNeHUa O pauMoOHEe MUTaHWs M o6pas3e MKU3HM.
Yyactve meanmumMHCKMX paboTHUKOB SBNSETCA pellaowmm
daKTopoM B obieryeHnu npobsemM, CBA3aHHbIX C COOGIO-
neHnem bIl. KnuHuyeckas nogaeprka n obyyeHune nauu-
€HTOB MNoc/se MOCTaHOBKM jJuarHo3a MMeloT 60/bluoe
3HayeHne ana uMx MHPOpPMUpPoOBaHWUA B OTHOlweHus BIrA.
HanpaBneHue npyv HEO6XOAMMOCTHU B CYXKObl MCUXONOTU-
4YeCKOM NOAAEPKKN MOXKET NOMOYb B BbIIBIEHUU U yCTpa-
HEHWW HapyweHWN CaMOYyBCTBUSA M HeaAanTUBHbIX MbIC-



nen 1M NoBeAeHUs, CBA3aHHbIX C e0M. XOTA Npu LieIMakum
He CyllecTByeT Hay4YHO O6GOCHOBAaHHbLIX BMeLIATEeNbCTB,
crneunanbHO HaleNeHHbIX Ha Ae3afanTUBHble YCTaHOBKM
W AMETMYEeCcKoe MNoBefieHne, pacTyllee YUCNo Uccneaosa-
HWIM MO MCUXONOTUYECKOMY NIEYEHUIO APYTUX 3a60/1eBaHK
KT, TakMx Kak CUHAPOM pasapareHHOro KUlIeYHWKa,
MOXET MOCNYXUTb XOPOLIMM MPUMEPOM 15 pas3paboTKu
aHasorMyHbIX CTpaTerui Ans noaen, cTpaalolux Lenu-
aKuen.
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Bbnarogapsi BbICOKOMY YPOBHIO NepuHaTanbHOM U HEeo-
HaTaNbHOM CNyX6, a TakXe pa3paboTKke U BHEAPEHMIO
3DDEKTUBHOM CUCTEMbBI CKPUHMHIA, MOHUTOPUHIA U Nieye-
HUS peTMHoNaTUKM HeJoHOoWeHHbIX (PH) B HacToslwee Bpe-
MS aHaTOMO-dYHKLIMOHA/bHbIE UCXOAbl KNACCUYECKUX ee
$dopm 6naronpusATHbl. OCHOBHOM MPUYMHOM CNENOThI U Cna-
6oBuaeHnsa BcrneactesMe PH gBngioTca TaxKenbie GOpMbl
3aboneBaHns, pa3BuBatowmecs y rnyoboKOHEeAOHOWEH-
HbIX AeTen, pedpaKTepHble K CyLIECTBYIOLIMM MeToaam
fleyeHns u Tpeobylolime AAUTENbHONO pecypco3aTpaTHoro
HabnoaeHns optanbmonorom [1, 2].

YynuTbiBas HeaoCTaTOYHYt0 3PGDEKTUBHOCTL NEeYeHMUS
Takux ¢opm PH, 6onblioe 3HavyeHune, 6€3yCNIOBHO, UMe-
eT npodunakTuka mx pas3Butng. OQHAKO A0 HACTOSLLErO

BPEMEHU 3PDEKTUBHbBIX U JOKA3aHHbIX MEAWKAMEHTO3HbIX
MeToA0B NpeaoTBpalleHma pa3sButng PH uan ymeHblueHus
TSXKECTU €e TEeYEHUsI He CYLIECTBYET, YTO [eNaeT aKTyalb-
HbIM MNPOBEAEeHWE WUCCNeaoBaHWI, MOCBALLEHHbIX JaHHOM
npo6neme. B cBA3M C MOHATHbIM 3TUYECKUM aCMEKTOM,
CBSI3aHHbIM C paboTOM C HEAOHOLWEHHbIMW IETbMU, B pa3pa-
60TKe HOBbIX NOAXOAOB K NpodunakTnke PH Beayllyto ponb
urpatoT dyHaameHTanbHble, B YHaCTHOCTM 3KCNEepPUMEHTab-
Hble, UCCNeAoBaHKS.

MNepBasa aKkcnepumeHTanbHaa moaenb PH 6bina paspa-
6oTaHa Ha KoTaTax ewe B 1954 r. [3]. C Tex nop o6beKTa-
MW UCCNEeA0BaHWUM CTAaHOBUIUCH pPa3Hble BUAbl UBOTHbIX,
COBEPLLIEHCTBOBANUCH CxeMbl MoaenMpoBaHus [4]. B HacTo-
flee BPEMS Cpean CyLLECTBYIOLMX MOAENEN IKCNEPUMEH-
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TanbHon PH (3PH) Han6onee nonynspHbiMKU ABASIOTCS MOAe-
NN Ha rPbI3yHaX — HOBOPOXAEHHbIX MbllaTax U KpbiCATax.
[aHHbIN BUA KMUBOTHbLIX B HOPME POXKAAETCA C HEe3penown,
He [0 KOHLLa BaCKyNnspu3MpoBaHHOM CeTYaTKOM, a NPUHLHK-
Nbl €e BacCKynsipmu3aLmn CXOXM C YenoBevecKnumu. B Kave-
cTBe daKTopa, MHAyUMpyloWwero pasBuTMe peTUMHonaTuu
B 9KCMEpPUMMEHTe, BbICTynaeT BO3AEWCTBME MOBbIWEHHbIX
KOHLIEHTpaUM Kucnopoda WanM mMx KonebaHWUM Ha paHHUX
CpOKax npoLecca 3aBeplleHns BacKynsapu3aLmm cetyaTku,
4YTO Bbl3blBAET U3MEHEHMUS, MOPHONOrM4eckn cxoxme ¢ PH
y aeten [5].

BHMMWL B um. lfenbMronsua 6blia paspaboTtaHa Moesb
3PH [6], B KOTOPOM HOBOPOXAEHHbIX KPbICAT NOpoabl Buctap
BMeCTE C poAUBLUEN UX CAMKOWM Ha 14 cyT NOMELaloT B MHKY-
6atop, rae Kaxable 12 4 KOHLEHTpaUKUs KUCNopOoAa LIMKANY-
HO nameHsetcs ot 60 a0 15%. 3aTeM XMBOTHbIX NepeBoaAsaT
B YCNIOBUSA C HOPMaibHbIM COAEPXKaHUEM KMcnopoaa.

Mo peadynbrataM rMCTONOMMYECKOrO0 M MMMYHOTUCTOXM-
MUYECKOro UccneaoBaHum 6bI10 NMOKa3aHo, YTO B AaHHOM
mMozaenun Ha 10-e CyT y KpbICAT B MOCTIKBATOPUAIbHOM 30HE
CeTYaTKMU OMNpenensioTcs aBacKylsipHble 30Hbl, 4TO CBUAe-
TENbCTBYET O 3afepKKe HOPManbHOro npouecca BacKyns-
pu3aLmm ceTHaTKM B yCnoBusax pa3sutusa 3PH, aHanormyHon
Habngalowencs y HeJoHOWeHHbIX aeten. Ha 14-e cyT, T.e.
B Mepuos OKOHYaHUS BO3AEMCTBUS MEPEMEHHbIX KOHLEH-
Tpauun Kucnopoaa, y kpbicat ¢ APH Ha nepudepuun cetyat-
KW OTMeYaloTCsl M3MEHEHUS, aHanornyHole 1-2-n craguu
aKTMBHOM da3bl PH B KnnMHKKe. Ha 18-e cyT onpegenstorcs
HavyanbHble SBNIEHUS IKCTpapeTUHanbHOW nponndepalmm
KanuanapoB raHrMMO3HOrO /105 CETYATKMU B CTEKIOBUAHOE
Teno, 4To COOTBETCTBYET 3-M CTaauMu akTuBHOM dasbl PH.
28-e cyT COOTBETCTBYIOT Ha4anbHoOMy perpeccy PH [7].

CxoactBo MopdOnornyecknx mameHeHun 3PH u PH
y AeTen Nno3BonseT udyyatb GUOXMMWMYECKME U MUMMYHO-
nornyeckue dakTopbl natoreHesa PH B aKkcnepumeHTe
M NPOBOAMTb MOWUCK CMOCOBGOB BAMSHUSA Ha WX YPOBEHb.
JKcnepuMeHTanbHoe uccnegoBaHue natoreHesa PH npo-
BoaMTCca Ha 6a3e HMWUL I'b wum. lenbmronbua ¢ 2014 r.,
1 0606LLEHNE ero Pe3ynbTaToB Ha AaHHbIN MEPUOA BPEMEHU
npeacTaBnseT 60blWOM HayYHbIM U MPAKTUYECKUIN UHTEpPEC.
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B HacTosillee Bpems OOLLEM3BECTHO, YTO KIIOYEBYIO
pofib B pa3BuTMM PH urpaetr gucbanaHc peryavpylowmx
peTUHanbHbIM aHrMoreHes QGaKkTopoB, pPas3BMBalOWMKICA
BC/MEeACTBME TOro, YTO MPOLLECC BaCKyIsipu3aLnmn ceTHaTKu
npu NpeXLeBPEMEHHOM POXKAEHUN pPebeHKa «BbIHYXAEH»
3aBepwaTtbCcs BO BHEYTPOOHLIX, «arpecCcuBHbIX» ans cebs
YCNOBUSIX.

3Ha4YyeHne YacTu Mpo- M aHTUAHTMOreHHbIX GaKToOpoB
(VEGF-A, IGF-1, HIF-a) B natoreHe3e PH xopolo wn3ydye-
Ho [8-10]. OgHaKo, 6e3ycnoBHO, CMEKTP TakMx GaKTopoB
ropasgo wupe. BHUMaHWe y4eHblX pasHblX CTPaH B JaHHOM
acneKkTe MNpPYMBAEKAW MOHOAMUHbl U KOMMOHEHTbl PEHUH-
aHrnoreHamHoBon cuctembl (PAC), aHrMoreHHble CBOMCTBA
KOTOpbIX 6blIM NPOAEMOHCTPUPOBaHbLI B psae uccneaoBa-
HWW, NOCBSLLEHHbIX APYrMM BasonponndepaTUBHbIM COCTO-
AHuam [11-18]. B unccnegoBanun, nposogumom B HMUL,
' um. lenbmronbla, akLEeHT caeflaH UMEHHO Ha M3Y4YeHUU
JaHHbIX GaKTopoB. B 4acTHOCTH, WMPOKME NEePCneKTUBbLI
4NS nocneaylowero BHeAPEHUS B KIMHUKY NPOAEMOHCTPU-
poBana OLEHKa cofepxaHus MOHOaMWHOB (HopaapeHa-
NMHa, podamuHa U npeawecTBeHHWKa aodamuHa L-3,4-
anrnapokcudenmnananuHa (L-A0PA)) B ceTyaTke 1 nna3me
KPOBM 3KCNEPUMEHTANbHbIX }KUBOTHbIX U OLHOI0 U3 KOMMO-
HeHToB PAC — aHrnoteHauHa Il (AT Il) B ceTyaTke aKcnepu-
MEHTaNbHbIX XMBOTHbIX, NPOBOAMMAsN Ha OCHOBHbIX 3Tanax
naTofiorMyecKoro npotecca.

AHanua cogepxkaHua MOHOAMMHOB B ceTYaTKe nokasan,
4TO Ha 7-€e CyT, COOTBETCTBYIOLWME CYLLECTBOBaHUIO Nnepude-
PUYECKUX PETUHANbHbBIX aBaCKYNSPHbIX 30H, A4OCTOBEPHbIX
pasnnynin No cofepKaHuo KatexonamuHos B rpynne 3PH
M B KOHTPOJSIbHOW rpynne BbIIBAE€HO He Obl1o, HO 6blno
OTMEY€EHO, 4TO ypOBEHb HOpaApeHanuMHa B o6enx rpynnax
Obll 3HAYUTENBHO WU JOCTOBEPHO CHUXEH NO CPaBHEHMUIO
c ypoBHeM L-JODPA, HenocpeaCTBEHHOMO NpeaWweCcTBEHHUKA
nodaMnHa (CM. PUCYHOK).

Ha 14-e cyT, Korga, coriacHo peaynstaTtaM NpoBefeH-
HbIX paHee uccnefoBaHuK, y KpbicaT ¢ OPH BbigBAseTcs
aKcnpeccus aHtureHa PCNA B KneTKax aHAOTeNus, ceuae-
TenbCcTBYytoWas 06 akTUBU3aLMK UX PENJIMKATUBHOIO NOTEH-
umana, cogeprarnune L-A0OPA, nodpammHa U HopaapeHannHa

7-e cyT 14-e cyT

e [10®DA B ONbITHON rpynne

JodamuH B ONbITHOM rpynne

HopaapeHanuH B OMbITHOM rpynne

PUCYHOK. [IMHaM1Ka ypOBHS MOHOGMUHOB B CETHaTKE KPbICAT
Figure. Dynamics of monoamine levels in the retina of infant rats
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B ceTyaTKe OMNbITHOM rpynnbl 66710 JOCTOBEPHO MOBbLILWEHO
Nno CpaBHEHMWIO C KOHTposieM. Mpu aHanuMse gaHHOro atana
3KCMepMMeHTa, Korga B rpynne KpbicaT ¢ OPH ewe Het
BblpakeHHoW Ba3onponundepaumnu, a B KOHTPObHON rpynne
3aBeplaeTcs NPoLEecC BacKynsipusaLunmn ceTyaTku, otMeye-
HO HapacTaHWe YPOBHS HOpaApeHannHa B ONbITHOM rpynne
MO CPaBHEHWUIO C KOHTPOJIbHON, YTO MOXET UMETb BarKHOe
naTtoreHeTMyecKoe 3Ha4yeHue B MHAYKLMM NaTONOrM4eCcKoro
aHrnoreHesa npu 3PH.

Ha 21-23-u cyT, COOTBETCTBYIOLIME MUKY HEOBaCKY-
napusauun B npuMeHsemon mogenn PH, HopaagpeHanuH
B CETHYaTKE KpbICAT 06eunX rpynn He onpeaensnics, B To Bpe-
M Kak L-JOPA 6bi1 1OCTOBEPHO HUKE B CETHATKE KPbICAT
¢ 9PH no cpaBHEHWIO C rpynnon KOHTPONS, a YpPOBEHb
fodamuHa Obll cpaBHUM B 06euX ucciegyemblx rpynnax
n conoctaBumMm ¢ ypoBHem L-JJODPA B KOHTPOMLHOW rpyn-
ne [19, 20].

Ha ocHOBaHWKW AaHHbIX, NOAYYEHHbIX B OTHOLWEHUK Joda-
MUHOBOro obmMeHa Ha yKal3aHHbIXx cCpoKax, 6bino chena-
HO 3aKJ/Il0YEHWE O KPWUTUYECKOM «pacxogoBaHum» L-JODPA
ana cvHTe3da godamuHa B nepuos akKTMBHOro o6pasoBa-
HUSI NaTONOrMYEeCKUX COCYAOB B ceT4aTKe Kpbicat ¢ 3PH
KaK MOMbITKE «TOPMOXEHUS» JaHHOro npouecca. Cneayet
YyNOMSIHYyTb O TOM, 4TO B KpblCMHbIX Mogensix PH natono-
rMYECKU npouecc Bcerja HOCWUT 06paTUMbIA XapaKTep,
focTuras nuuwb 3-1 cTagnu, U AaHHbIM MEXaHW3M MOXET Npu-
HUMaTb HENOCPEACTBEHHOE y4acThe B UHAYKLMM 06paTHOro
pasBUTUS HeoBacKynapusaumu [19, 20].

Ha 30-e cyT, cooTBeTCTBYlOWME Havyany perpecca 9PH
CO CHU)EHWEM COCYAMCTOW aKTUBHOCTW, CoAepiKaHue
n podvamuHa, n L-JODPA B ceTtyatke KpbicaT ¢ IPH 6bin10
CHWMXXEHO MO CpaBHEHUIO C rpynnon KoHTponsa. bonee Toro,
npu oueHKe AMHamuku coaepxaHusa L-JJOPA B ceTyaTke
KpbICAT 06enx rpynn 6bil1a oTMeyeHa 6d6nblas cTeneHb
€ero HapacTaHWsi B KOHTPOJIbHOW rpynne, 4To NO3BOAWIO
caenaTb 3aK/l04eHME 0 TOM, YTO HEOCTATOK AaHHOro KaTe-
X0namMuHa, a 3HayuT, 1 HeJoCTaTOYHOE MPOsIBNEHUE €ero
aHTMaHITMOreHHbIX CBOWCTB BHOCAT BKNaj B pa3Butue 6ec-
KOHTPO/IbHOW HEeOoBacKynsapu3auuMnm ceT4aTku B npouecce
pa3sutma IPH [20].

PeaynbTatbl uccnegoBaHns MOHOaMMHOB B niasme
KpOBM MoKasanu, 4To Ha 14-e cyT codepykaHue Hopaape-
HanuMHa M godamuHa B OMbITHOM rpynne He oTauMyanocb
OT TaKOBOr0 B KOHTPONbHOW. 3TO roBOPUT 0 nNpeobnaja-
HUK perynupylowen GyHKLMM HOopajpeHannHa Ha MecT-
HOM, @ HE CUCTEMHOM YypOBHe. bbli0 BbISBNIEHO AOCTO-
BEpHOe CHWXeHue ypoBHA L-AOPA B onbiTHOW rpynne
(Ha 25%). YuuTbiBas cpaBHMMYIO KOHLUEHTpauuio aoda-
MWHa B ABYX rpynnax, 6bl710 BblICKa3aHo NpeAnonoxeHne
0 Hann4ymm 6onee aKTUBHOMO €ro CUHTE3a U 3aMeaeHun
pacnaga B OMbITHOM rpynne ANs nogaep)KaHus nocTOsH-
HOM KOHLEHTpauun Ha cucteMHom ypoBHe. Kpome Toro,
CHMeHne L-JOPA B cMCTEMHOM KPOBOTOKE MO3BOIUIO
paccMaTpuBaTb €ro Kak noTeHuuanbHbii nabopaTtopHbIn
npeauKTop pasBuTUa Taxenbix opm PH Ha cTaguun paH-
HUX KIWMHWUYECKUX M3MEHEHWN Yy HELOHOLWEHHbIX geTen
M OLHOBPEMEHHO C 3TUM HOPMaaM3aLMIo ero ypoBHA —
KaK HOBbIM MOAX0A K MpodUNaKTUKE Pa3BUTUS TaKuUX
dopmMm.

Ha 21-e cyT B nna3me KpoBM He Obl1I0 BbIABAEHO
[OCTOBEPHbIX pPasfnynuin No CcoAepraHuio HopaapeHanu-
Ha. YpoBeHb L-JOPA nosbiwancs no cpaBHeHWo ¢ 14-mu
CYT 1 OblNl JOCTOBEPHO HWMXKe B nnasme KpbicaT ¢ APH (Ha
43%), NOMUMO 3TOro, NosiBUAACb TEHAEHUMS K CHUMKEHMIO
YypOoBHS godammrHa y KpbicaT ¢ PH. 310 roBopuT 06 nctolle-
HUKM KOMMEHCATOPHbLIX BO3MOXHOCTEW B MOAAEPKAHUM KOH-
LeHTpaumm godamuHa Ha ypOBHE KOHTPONbHbIX 3HAYeHUM

W NO3BONAET NPEANONOKUTL HAMYNE BAUSAHUSA CHUMKEHHOMN
KOHUeHTpauun L-JOPA Ha TeyeHne IPH v BO3HMKalOLLYO
Ha JaHHOM CPOKe HeoBacKynspusaumio.

Ha 30-e cyT B nna3me He 6bI10 BbISIBIEHO JOCTOBEPHbIX
pasnMyMin No CofepKaHuto HU OAHOro U3 KaTexoNlaMUHOB.
Takum o6pa3som, perpecc 3PH conpoBoxaancs Hopmanm3sa-
LIMEN CUCTEMHOIO YPOBHSA KaTeX0NaMUHOB M AOCTUXKEHMEM
MX KOHTPO/bHbIX 3Ha4yeHun [21]. BbiaBNEHHblE CUCTEMHbIE
M3MEHEHMS YPOBHS KaTexolaMMHOB rOBOPSAT O BOBIEYEHUHU
CUCTEMHBIX PErynsiTopHbIX MexaHu3mMoB B natoreHe3 PH,
YTO AO/IKHO Y4UTbIBATLCA NPU NMOUCKE HOBbLIX METOAOB MPO-
duUnNaKTUKK aToro 3aboneBaHua [21].

AHanna cogepxaHug AT |l B ceT4aTKe KPbICAT MPOAEMOH-
CTpUpOBAJ, 4YTO Ha 7-€ CYT AKCNepUMeHTa ypoBEHb AaHHOIO
noKkasaTtens B OnblTHOM rpynne 6bl1 JOCTOBEPHO NOBbIWEH
MO CPaBHEHUID C TaKOBbIM B rpynne KoHTpond. Ha 14-e
n 21-e cyT aKcnepumeHTa ypoBeHb AT Il He umen goctoBep-
HbIX OTAIMYMUIA MeXAy rpynnamu 3a cyeT 3HA4MMOro pocTta
JaHHOro noKaszaTens B KOHTPO/AbHOM rpynne K 14-mcyT
W copa3mMepHoro pocta B o6enx rpynnax K 21-m cyT. Takum
06pa3oM, Ha CPOKe, COOTBETCTBYIOLWEM HaNM4MIO aBac-
KYyNsipHbIX 30H CeT4YaTKM B 06eux MUccnegyemblx rpynnax
MBOTHbIX, ypoBeHb AT |l B ceTyaTke KpbicaT ¢ 9PH gocto-
BEPHO MpeBbllWan TaKoBOW Y KPbICAT KOHTPONbHOW rpynnbl,
YTO MOXET CBMAETENIbCTBOBATb O NaTOreHeTUYeCKon ponu
AaHHOro yyacTtHuka PAC B MHAYKLMM NATONOrMY4ECKON Heo-
BacKynsipusauumn npu 3PH [22].

CnepayeT NOAYEPKHYTh, YTO ANS PeLleHns 3ajadm noncKka
HOBbIX NyTen npodunaktukm PH 0co60 3Ha4YMMbIM SBNSET-
CSl BbIICHEHME MaTOreHeTUYECKOro 3Ha4YeHust M3yyYaemblx
aKTOPOB Ha paHHUX, «QOKJIMHUYECKMUX» CTafUsAX PETUHO-
natMmM — JO Havyana naTonorM4ecKon Backynspusauuun (Ha
CPOKe CYLLeCTBOBaHUS aBacCKy/lsipHbIX 30H) U Ha 3aTane ee
WHAYKUMK. U oaHHble, NonyyYyeHHble B npoBoanMom B HMUNL],
b uMm. enbMronbLa 3KCNepUMeEHTaIbHOM UCCNeAOoBaHuK,
CBUAETENbCTBYIOT 0 BaxkHow ponu L-AODA, HopaapeHanuHa
W AT Il B perynsymm aHrmoreHe3sa MMEHHO Ha AaHHbIX CPOKaXx.
3Tn peaynbratbl CTaanM OCHOBaHWEM ANS NPeanonoXKeHUs
0 TOM, YTO HOpManun3aLmMs YPOBHA AaHHbIX GaKTOPOB NyTem
MeAMKaMEHTO3HOIro BO3AENCTBUSA MOXKET CTaTb HOBbIM NoA-
X04OM K npodunakTnuke passutusa PH.

OgHUM ©3 uccnefoBaHW, MNPOBOAMMBIX B AAHHOM
HanpaBfAeHWMW, B HacTosllee Bpems SBASETCH OLEeHKa
3bGEKTUBHOCTU UHTMOUTOPOB aHMMOTEH3MHNPEBPaLLatoLLe-
ro ¢epmeHTa (AMN®), cHMKatowmux yposeHb AT I, ana npenoT-
BpaleHnsa nosiBneHus npusHakoB IPH y KpbICcAT B 3KC-
nepumeHte. Mo npeaBapuTeNibHbIM AaHHbIM, MPUMEHEHME
WMHrMéuTopa AN aHananpunata HauynMHas ¢ LOKIMHUYECKO-
ro cpoka pa3sutna IPH NpMBOAMIO K CHUKEHUIO aKTUBHO-
¢t PAC y KpbicaT ¢ 9PH Ha KpUTMYECKOM CPOKEe pa3BUTUS
peTvHonatum (Cpoke paebtota 3ab6ofneBaHUs B UCMONb3ye-
MOW 3KcnepumeHTanbHoM Mogenu). OgHaKo MnoKa3aHHas
B paboTe BblCOKas TOKCMYHOCTb dHananpunata cBuaeTeNb-
CTBYET O TOM, 4YTO AaHHbIM Npenapart He TONbKO NojaBnseT
naToNorM4ecKylo HeoBacCKynapuadaumio npu passutun PH,
HO M OKa3blBaeT HeraTMBHOE BNIMSHWE HA HOPMasbHbIM POCT
COCYA0B B APYruX He3penbix opraHax HOBOPOXKAEHHbIX KPbl-
CAT, @ TaKXKe, BEPOSTHO, Bbl3blBaeT 3Ha4MMble, HECOBMECTHU-
Mble C XWM3HblO reMoguMHamuyeckue casurn [23]. B cBasu
C 9TUM NAAHMPYeTCs NPOLOIKUTL PabOoTy M NPOBECTHU KOp-
pPEeKLMIO CPOKOB BBeAeHMs npenapata M ero LO3UPOBKMU
ANa JOCTUXeHUst 6anaHca apPeKTUBHOCTU M 6€30NacHOCTH
NPUMEHEHUS € Lenbio NpodunakTuku passntng PH y geten,
a TaKXXe OLEHWTb 3TW NapaMeTpbl NPy NPUMEHEHWUU APYIrMX
npenapaTos U3 JaHHOW rpynnbl.

[pyrum HanpasfieHWEM WUCCNEef0BaHUN SBNAETCH U3Y-
yeHune BNUAHUA npenapaTta L-JOPA Ha pasButne IPH
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npu BO3LENCTBMM Ha pPaHHUX CTagMsAX NaToNorMyeckoro
npouecca, y4uTbiBas BbIIBNEHHOE CHUXEHUE ero CUCTeM-
HOro YPOBHS.

TaKxKe B CBA3M C NOMYYEHHbIMU AaHHBIMUW O PO Hapac-
TaHUS KOHLEHTpaLUuW HopaapeHannMHa B CeTYaTKe KPbICAT
¢ 9PH Ha cpoKe J0 NaToNorMyecKom BacKynsapmuaaLmm Heco-
MHEHHbIN WHTEpec NpeAcTaBfseT pPacCMOTPEeHWe B Kadye-
cTBe cpeacTts npodunaktuku PH aroHucToB/6n10KaTopoB
[B-aapeHepruyeckux peuentopos (3-AP).

Ha cerogHsiWwHWMN aeHb NpoBeAeH Lenbli pag akcnepwm-
MEeHTaNbHbIX UCCNeL0BaHMIN, MOCBALLEHHbIX JAHHOMY BOMPO-
cy. B ogHoM 13 uccnegoBaHui Ha MblwKWHOM Modenn PH
6b110 MOKa3aHo, 4TO NPUMeEHEHHUe B-a4peHOMUMETUKA U30-
npeHannHa NpuUBOAUIO K CHUXKeHUIo ypoBHA VEGF-A u Top-
MOX€eHMI0 06pa30BaHNs HEOBACKYNAPHbIX Ny4KoB [24]. Ewe
ofiHa rpynna yyeHblX NpuW NPUMEHEHWU aHTaroHucTta B-AP
TMMOJI0N1a B ceTyaTKe KpbicaT ¢ APH Habnogana CHUKeHne
VEGF-A napannenbHO CO CHUXXEHUEM TSAKECTU peTUHona-
Tnm [25].

Ha ocHoBe MHoroo6elalolwmx pedynbratoB AOKAUHM-
YeCKMX uccnefoBaHuMin Obll NpoBefeH psad KIAMHUYECKMX
paboT. Tak, usy4yanucb 3bGPEKTUBHOCTb M 6GE30MacHOCTb
NPUMEHEHNA BHYTPb NponpaHonona y rny6oKoHeLOHOWEH-
HbIX HOBOPOXAEHHbIX ¢ PH ¢ 0o4eHb HW3KOM Maccow Tena
npv poxkaeHuun. Kak nokasanu Yyetblpe HeaBHUX MeTaaHa-
N13a, NpUMEHeEHME NponpaHosiona CBOANT K MUHUMYMY MpPo-
rpeccupoBaHve 3abofieBaHUsA U CHWXKaeT HeobXoAMMOCTb
NPOBeAEeHUs Na3epHON KoarynsaumMm ceT4yaTKu U NpuMeHe-
Hus aHTU-VEGF-npenapartoB [26-29].

BaxkHO oTMeTUTb, 4To ypoBeHb VEGF B nna3sme Hepno-
HOLWEHHbIX AeTel ocTaBancsd HEM3MEHHbBIM Y NaLMEeHToB,
nonyyaswmx nponparHonon [30], noaTBepxaas Habnto-
LEHWS, NONYYEeHHble Ha MblWWHON Mofenu 3abofieBaHus,
a MMEHHO, 4YTO MponpaHonon u3bupaTenbHO MPOTUMBO-
nencteyer VEGF, Bbipa6aTtbiBaeMOMY B TMMOKCUYECKOM
ceTyaTKe, U He BAUSAET Ha ero ypoBeHb B CTPYKTypax,
Haxo4saWMXCca B YCNOBMAX HOPMOKCUMU. ITO sBAsSEeTCH
60/1bLMM NPEUMYLLECTBOM MO CpaBHEHUIO ¢ aHTU-VEGF-
npenapatamu, OCHOBHOM NpPo6/eMOn NPUMEHEHUSA KOTO-
pbIX ABNAETCHA CHUXKEHWUE CUCTEMHOM KOHLeHTpauun VEGF
M CBI3@HHOE C 3TUM MOTeHUuWanbHOe HeraTMBHOE BAU-
AHWEe Ha He3penble OopraHbl HEJOHOWEHHOro pebeHKa.
OfHaKo npuem nponpaHonona BHyTPb, HECOMHEHHO, CBS-
3aH C PUCKOM NOBOYHbIX ABNEHUI, OBYCNOBNIEHHbIX HECE-
NEKTUBHOW 6G10Kajgon P-agpeHopeuenTopoB, a UMEHHO
KapAMOpEeCNMPaToOpPHbIX OCNOXHEHUW, TaKUX Kak 6pagu-
Kapaus, 6pagm/anHog, rMNOTOHKSA, 4TO TpebyeT npepbiBa-
HUSA NeyeHus.

YyutbiBas npobrsembl 6€30MacHOCTH, BO3HUKalOWMe
B pes3ynbTate CUCTEMHOro MNPUMeEHEHUs, Oblo MNPUHSA-
TO peweHue n3yinTtb 3POEeKTUBHOCTb M 6e30MNacHOCTb
MECTHOro npuMMeHeHus nponpaHonona. bbino nokasaHo,
4yto npumeHenne 0,1% rnas3HbIXx MWKpPOKanenb nponpa-
HoJloNa LEMOHCTPUPYET BbICOKMIA npodunb 6e3onacHoc-
TW, HO He npeaoTBpalaeT nporpeccupoBaHua PH [31],
B TO Bpems KaK 0,2% rna3Hble MMKpOKanan nponpaHosiona
CoXpaHsatoT Nnpoduab 6€30MacHOCTM U NPU 3TOM NOKa3blBa-
0T NONIOXKUTENbHbLIN 3PdEKT B NiaHe OCTAHOBKM nporpec-
cupoBaHua PH [32]. B uccnegoBaHum ¢ npumeHeHmnem 0,1%
MUKpOKanenb ux BBEAEHUE UHULMMPOBANU BO 2-1 CTaguu
PH, a B uccnegoBanuu ¢ 0,2% KannsgsMmu nevyeHme HaynHanm
¢ 1-n ctaguu PH, genas ctaBKkW Ha TO, 4To 6o/ee paHHee
neyeHne 6onee addeKkTMBHO. OfHAKO B XO0fe BTOPOro
nccnenoBaHma Obl10 0O6HAPYKEHO, YTO Y HEAOHOLWEHHbIX
aeTen, nonydYaBWwKUX nponpaHoson go passutua PH (no
KapAnonornyecknm nokasaHusm), Habnwoganocb 6onee
arpeccuBHoe TeyeHue PH, 4yTo No3BOAUAO NPEANONOKHUTD,

4yTO NponpaHonon abdeKTMBEH HE B KayecTBe cpeacTBa
NPodUNaKTUKK, a TOSIbKO NPKU ero NpuMeHeHnn B nponnde-
paTuBHyto dasy [32].

beaycnoBHo, TpebyeTca NPOAOCIKEHWE WCCeLOoBaHUN
B JAHHOM HanpaBfiieHnu ¢ Lenbio GopMyInpoBaHns 060CHO-
BaHHbIX BbIBOAOB OTHOCWUTENIbHO CPOKOB Hayana Tepanuu,
a TaKXXe CXeM UHCTUANSLNI.

Taknum 06pas3om, IKCnepumeHTanbHOe MogenMpoBaHue
PH nosBonsieT NnpoBoauTb M3yyeHue natoreHesa AaHHOMO
3a60neBaHMa M BbICTpaMBaTb MNaToreHeTM4ecKu O06OCHO-
BaHHbIN 6a3nc AN pa3paboTKM MeAMKaMeEHTO3HbIX CMo-
co6oB npodunakTtuku PH, B nepcnektMBe nNpuBOASLLMX
K CHWXXEHMWIO MpoLEeHTa MHBANMAHOCTU MO 3PEHUIO Cpeau
HeOHOLUEHHbIX AeTeN.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

HaKoOMNEHWS NIMNUA0B B KNETKax, FAe OHW BCTPEYatoTCs B HOP-
MasfbHbIX YCNOBWSX, NOSBNEHWEM WX Tam, r4e OHWU 06bIYHO
He BCTpeyatoTcsl, M 06pa3oBaHMeM KMPOB HEOOLIYHOTO XUMHU-
4eCKoro coctasa.

MeTa6onmM4yeckn accouuMupoBaHHasa KupoBas
6one3Hb neyeHu (MAXBIT; paHee TEpMUH «<HeaslKorosibHas
¥XUpoBas 60/1e3Hb NeYeHW») NnpeacTaBnsgeT cobomn accouna-
LMIO cTeaTo3a neyvyeHu ¢ n36bITOYHOW Maccon Tena / oxupe-
HMeM n daKTopaMn KapanomMeTaboInyecKoro pucKa.

MeTa601M4ECKM accOLMMPOBaHHbIN cTeaTorenaTut
(MACT; paHee TEpMUH «HeasIKoro/bHbIA cTeaTtorenatum) —
CM. onpejaeneHune HeanKoronabHOro cteatorenatuTa.

HeankoronbHass XupoBass 60Jle3Hb NEYEHH
(HAXKBI) — rpynna 3aboneBaHui, BKJOYaolas B cebs
CcTeaTo3 MeYyeHu M HeaNKorofibHbIM cTeatorenatuT, obuen
XapaKTepPUCTUKOM KOTOPbIX ABNSETCA N36bITOYHOE HaKone-
HWE XM1pa B NEYEHM.

HeankoronbHbin cteatorenatut (HACI) — dop-
Ma HAMBI, rMcTonorn4yeckn xapakTepu3yeTcs Haauyu-
eM cTeaTto3a, N06yNsipHbIM M MOopTalibHbIM BOCMANEHUEM.
bannoHHas guctpodusa renaToumToB, SBASOWancs ob6a3a-
TeNbHbIM TMCTONOMMYECKUM KOMMOHEHTOM CcTeatorenatuTa
y B3pOCAbIX, Y AeTEN MOXKET OTCYTCTBOBATb.

MapameTp KOHTPONIUMPYEMOro 3aTyXaHUs yibTpa3ByKa
(controlled attenuation parameter) — oTHocuTCA K ynbTpa-
3BYKOBOW METO[MKE OLEHKM CTeaTo3a MeyeHW, OCHOBaH
Ha CBOMCTBE YNbTPa3BYKOBbLIX CUTHaNOB «3aTyxaTb» B TKa-
HAX, COAeprKalLMX XMUp (ocnabneHune curHana npoucxoauT
NPONOPLMOHaNbHO CTEMNEHU CTeaTo3a).

MepunaTtpuueckana ¢opma XUPOBOW GONIE3HU Neye-
HU — OOWMN TEePMWH, NOAYEPKMBaKOWMMN OCOBEHHOCTU
3TUOJIONUMN KUPOBOK OGONE3HU MEeYEeHU y feTen C BbICOKOM

4acTOTOM BbIIBNIEHUSI BPOXKAEHHbIX HapylWeHUn / «OWnBOoK

meTabonuamar. BblgenaioT cnegylowme Tunbl neguatpuye-

cKow XKBIT:

e 1-W TN — XMpoBas 60Me3Hb MEYEeHN KaK cneacrave
BPOXAEHHbIX HapyweHun meTabonnama (y B3POCIbIX
nauuMeHToB 3TOMY COCTOSIHMIO COOTBETCTBYET XMpoBas
60/1e3Hb NeYeHn cneyndu4ecKom aTMoONOrnn);

° 2-i TMN — MeTaboNMYeCKM accoLnmpoBaHHas 601e3Hb
neyYeHu;

°  3-I TMN — XupoBas 60/1e3Hb NeYeHN HeyCcTaHOBIEHHON
3TMONOMUKN (Y B3POCAbIX NALMEHTOB — KPUNTOreHHas
*uUpoBas 601e3Hb NeYeHHu).

MpoTOHHAA MNAOTHOCTb XMPOBOW TKAHWU NMEYEeHUn —
onpegensercs nNpu NPoBeAEHUMU MarHUTHO-PE30HAHCHOWM
Tomorpadum (MPT), paccynTbiBaeTcs KaK OTHOLIEHWE Mpo-
TOHHOM MNJIOTHOCTU (KOAMYecTBa MPOTOHOB) MEYEHOYHOrO
Upa K 06LLEen NPOTOHHOM MOTHOCTU NeYeHU (KonnmyecTBy
NPOTOHOB *KMpa U BOAbI).

Ctreato3 neuyeHn — dopma HAXKBI/MAXBI, koraa
NpPY aKKYMYNaLmMK XKupa B Ne4eHn UMeeT MeCTO HaKoneHue
nunuaoB 6onee 4eM B 5% renatounTtoB (https://cr.minzdrav.
gov.ru/preview-cr/748_2). Mpn 3TOM Ha GOHE MaKpOBE3U-
KYNSIPHOTO OTNOXEHMUS MUpa OTCYTCTBYIOT MPU3HAKK Bocna-
NIEHUS UM OTMEeYaeTCsd MUHUMAaIbHO BblpaXKeHHoe no6ynsp-
HOe WK nepunopTasbHoe BocnaneHue.

AUROC — cTaTUCTMYECKMA MeTo[, MCMONb3YIOLNNI-
Cq AN OLEHKM KayecTBa MNPOrHOCTUYECKUX MOAENEN.
MHTepBanbl 3HavyeHns AUROC yKkasbiBatoT Ha YpOBEHb Kaye-
CTBa gnarHoctuyeckon mogenu: ot 0,9 go 1,0 — OTAMYHOE;
ot 0,8 go 0,9 — oyeHb xopouwee; ot 0,7-0,8 — xopoulee;
Huxe 0,7 — yaoBneTBoputenbHoe; Huxe 0,6 — HeyaoBneT-
BOpPUTENbHOE.
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ONPEAENIEHUA

HAXXBI — xpoHunyeckoe 3aboneBaHWE MeYeHU MeTa-
6ONMYECKOr0 reHesa, xapakTepuaytlolleecs M36bITOYHbIM
HaKOM/JIEHWEM KMpa (C BbIIBNEHUEM MaKPOBE3UKYNSAPHOIO
cTeato3a 6onee 4em B 5% renatoumtoB) Mpu MCKOYe-
HUW FrEeHEeTUYecKux 3aboneBaHui, MHOEKLUMI, BO3AENCTBUS
9K30reHHbIX GaKTOpOB (3TaHoMa, NEKAPCTBEHHbIX Npena-
paToB, ronojaHus v T.4.), Bbi3biBalowmx cteato3. HAMBI
BK/IlOYAET ABa NaTO/0OMMYECKMX COCTOSIHWUSA: NPOCTOM cTea-
T03 1 HACT [1].

MNeyeHb ABASETCA K/OYEBbIM OpPraHoM, y4acTBYHOLWMUM
B MeTabo/In3me 1 TpaHcnopTe NMnuaoB. N36bITOYHOE HaKo-
nneHue NMNUAOB M3-3a HapyLIEHUI perynaumm mx metabo-
nm3ma o6yc/nioBAMBaET pa3BuTUE rpynnbl 3aboneBaHui,
BK/IlOYAlOLLE HEaNKOrofibHY0 XMPOBYHD 60/€3Hb nede-
HW (HAXKBIT) n HeanKkoronbHbi cTeaTorenatut (HACK) [2].
HAMXBIl MOXeT B KOHEYHOM WUTOre npuBECTU K LMppo3y
neyvyeHn u renaToLEeNtONAPHON KapuuHome. C MOBbIWEH-
HbiM puckom HAMXKBIT cBA3aHbl MeTabonmyeckas AUCPYHK-
LUMSA, M3ObITOYHbIA BEC / OXKMPEHME W CaxapHbii Ouabert.
B KOHCEHCYCHOM 3asiBNeHUU MEXAYHAPOAHbIX 3KCNEepToB
oT 2020 r. aTt0 3ab6oneBaHne ObII0 ONPeaeseHO Kak MeTa-
601M4YEeCKM accounnpoBaHHasa 6one3Hb nedyeHu (MAFLD)
[3-6].

Mpu meTabonnyeckoM cuHapome y nogasnstowero 60/b-
wuHcetBa peructpupyetca HAXKBI, koTopas npeactaBnser
COOGON LIMPOKUIM CNEKTP MMCTONATOIOMMYECKUX UBMEHEHWN,
BapbupytoLmx oT npoctoro cteato3da Ao HACI ¢ ¢pnbpo3om
nnu 6e3 HEro 1 B KOHEYHOM CYETE LiMppPO3a NeYeHn u rena-
TOLIE/UIIONIAPHON KapUWMHOMbI, B TO BPEMS KaK MpPOCTOM
CTeaTo3 MNeyeHu, Nno-BnaMMoMy, SBNSETCS AOBOSIbHO 6e3-
06GWAHLIM NPOSIBNEHNEM HAKOMNEHNUS B HEN TPUIMMLIEPUIOB.
TeM He MeHee, HaKoMIeHWe BbICOKOTOKCHUYHbLIX CBOGOAHBIX
UPHbIX KUCNOT, Bbl3BaHHOE WX MacCUMBHOW MoO6GWNIM3a-
LMEN M3 KMPOBOW TKAHW, PE3UCTEHTHOCTBLID K MHCYIWHY,
N YBEIMYEHWE CUHTE3A HUPHbIX KUCNOT de Novo B MeYeHu
M3 NIOKO3bl ABMSETCA «NepBbiM GaKTOPOM pUCKa» pasBu-
Tna HAMXKBI. MporpeccupoBanne HAMXKBI, no-snanmomy,
CBSI3aHO C BO3HWKHOBEHWEM «MapannefibHbiX MHOXKECTBEH-
HbIX MOPa*KeHWw», TaKUX KakK AUCOYHKLUMUS MUTOXOHAPWHA,
Bbl3BaHHAs OKWUC/IUTENbHLIM CTPECCOM, CTPECC 3HAOoMNa3-
MaTU4YEeCKOro PETMKYIymMa, Bbi3BaHHbIA 3HJOTOKCMHAMM,
TLR4-3aBucumoe (TLR4 — toll-nogo6Hble peuenTtopbl 4-ro
TMna) BbICBOGOXAEHWE MPOBOCMANUTENbHbBIX LIMTOKMHOB,
neperpy3Kka »ene3oM M MHOrue apyrve. T naToreHHble
daKTopbl OTBETCTBEHHbI 3@ 3aMyCK psijia CUrHabHbIX NPO-
BOCMaNIUTENbHbIX KacKajoB, BeAyLKMX K rMGenn KneTok
1 GMGPO3Y, KOTOPbIE U ABNSIOTCH NPU3HAKaAMM, OT/IMYAIOLLN-
Mu HAXKBM ot HACT [7].

MpocTon cTeaTto3 — COCTOSHME, NMPU KOTOPOM BbisiB-
naeTcs MaKpPOBE3UKYNSAPHOE OT/IOXKEHWE XUpa B renarto-
LMTax Npu oTCyTCTBMM NPU3HAKOB BocnaneHmsa n ¢uéposa
B MEYEeHW MW NPU HaMYUM HEe3HAYUTENbHOro No6ynap-
Horo BocnaneHus. MNpu coxpaHsaowmxcs GakTopax pucka
NPOCTON cTeaTo3 MOXeT npuobpeTaTb MPOrpeccupyto-
liee TeyeHne ¢ pas3ButMeM ¢GubpoO3a, HO CKOPOCTb €ro
NPOrpeccupoBaHMs 3HaAYUTENbHO MEANIEHHEE, YeM
npu MACI/HACT [8].

HACIT — xapakTepu3yeTcs cTeaTo30M, BHYTPUAO/bKO-
BbIM BOCMaseHueMm, GanioHHOM AereHepauunen renaToum-
TOB W MOXET NpoTeKaTb C Pas3BUTMEM MEPULEHTPANBHOIO
U NepucuHycomnaanbHoOro (pexe nopTtanbHoro) ¢ubposa.
[Ons peten, B OTIM4ME OT B3POC/bIX, 6an/IOHHasa AereHepa-
umMs renatounToB HexapakTepHa. HACI aBnaeTca nporpec-
cupytowen dopmon HAMBIT ¢ puckom pasButmus UMppo3a
neyYyeHu, renaToLeNNIIONSPHON KapLUMHOMbI, a TaKKe cepaey-
HO-COCYANCTbIX 3ab60NeBaHUM U UX OCNIOXHEHWUI [1].

OaHaKo faHHble TEPMUHbBI TPYAHO Ha3BaTb YMECTHbIMU
B NeavaTtpun B CBA3M Ka3YUCTUHECKUMMMU Clly4asMu anKko-
rONIbHOTO NOpa*KeHUs nevyeHun. Ncxoasa n3 aToro, NpeanoxKeH
HOBbIM TEPMUH, NOAYEPKMBAIOLLMI 3HAYEHUE B NaToreHese
MeTaboNMYECKMX HapyLWweHnn, — MeTaboIMYeCKN acCoLnn-
poBaHHas XupoBas 60ne3Hb nedeHn (MAXKBN) [9].

MAXBI (cm. HAXKBI) — BapuaHT HAXKBI (B HacTo-
qulee BpeMs CTeaTO3HOW/XUPOBOW OGONE3HU MNEYEHMU),
XpOoHWYecKkoe 3abonieBaHne NeYeHn, xapaktepuaytoLieecs
M36bITOYHBIM HAKOMEHUEM XMpa, CBA3AHHOE C U36bITOY-
HOM Maccon Tena / OXXUPEeHUeM, WMHCYNUHOPESUCTEHTHO-
CTbl0, CaxapHbiM AuabeTom 2-ro Tuna, AUCAUNUAEMUEN
N XPOHUYECKMM HecneumdPpuyeckMM BOCMNaNEHUEM HU3-
KOW CTeneHW aKTUBHOCTW MPU UCKIIOYEHUN FEHETUYECKUX
3ab60sieBaHn, UHOEKLMI, BO3LENCTBUA IK30rEHHbIX dak-
TOPOB (3TaHONa, NeKapCTBEHHbIX NpenapaToB, ronogaHus
W T.4.), Bbi3biBawowWwmnx cteato3d. MAMXBI npeactaBnser
CO60M MevyeHOYHOoe MPOSIBIEHUE CUCTEMHbIX MeTabonu-
YECKUX HapyLeHUN n aBNaeTcs He3aBUCUMbIM baKTopom
pucKka 6onee TAXKENoro Te4yeHus M HebnaronpusaTHOroO
NPOrHo3a cepaeyHo-coCyanCTbIX (M, BEPOSATHO, MOYEYHbIX)
3a60/1eBaHNI KaK BO B3pOC/IOM, TaK M B IETCKOM BO3pacTe
[10, 11]. MAXKBI (cm. HAXKBI) BKkNtovaeT B cebs ABa naTto-
JIOFMYECKMX COCTOSIHUSA: MPOCTOM CTEaTo3 U cTeaTorenaTmT
(MACT — paHee HACI).

OnardHo3 MAXBIT [12] cTaBUTCS Ha OCHOBaHWKU Hanwu-
4Yus cTeaTo3a NeyeHu (BbIABAEHHOro MNo pesynbratam
ynbTpa3ByKkoBoro (Y3W) unu apyroro Bu3yanansunpyrowero
MeToAa uccnegoBaHms NM60 TMCTONIOMMYECKUMM METOAOM)
y NauneHToB C M36bLITKOM MaccChbl Tena / OXUpPEHUeM
npu HanMyiun AByx n 6onee GakTopoB Kapanmometabonu-
4eCKOro puckKa:
® OKPY)KHOCTb }KMBOTa 6onee 90-ro nepueHTUNa Ans BO3-

pacTa, pocTta v nona;

° HapyweHue MeTabonvM3ma YrneBofoB (MtOKO3a HaTo-
wak > 6,1 mMMonb/n, nocTnpaHauanbHas rnKo3a
> 7,8 mmonb/n, HbAlc > 5,7%) nnm caxapHbli auabet
2-ro TMNa;

° MoBblleHWe apTepunanbHoro gasneHunsa (AL)>130/85 mm
pT. CT. unn 6onee 90-ro nepueHTUNs Ans Bo3pacTa,
pocTa v nona;

° Tpurnuuepuabl B naasme > 1,7 MMOJb/1;

®  XOJIECTEPUH NIMNONPOTEMHOB BbICOKOW MnoTHocTu (JIMNBI)
B nna3me < 1,03 MMob/N — KPUTEPUI METABOTMYECKOTO
cuHapoma (MC) y neter no IDF (cootBeTcTBYeT 40 Mr/an).
MACTI — cm. onpenenenue HACT.

3TUOJIOTUA U NATONEHE3

B HacTtoswee Bpema MAXBIl paccmatpuBaet-
Ccl KaK MynbTudaKTopHaa naTtofiorus, pasBuBaloLascs
B peayfnbTate CMOXHOro B3aMMOAENCTBUS IKONOMMYECKMX,
reHeTUYECKMUX U INUreHeTMYecKux paktopos [13].

[okazaHHble daKTopbl pucKa pa3sutnag MAXKBI npea-
cTaBfieHbl B Tab. 1.

CTeaTo3 neyeHu, SBASIOWUNACS KOYEBbIM NPU3HAKOM
MAMBI, pa3zBuBaeTcs B pe3y/nbraTe HapyLlweHHOro 6anaHca
NIMNUAHOIO romeocTasa neyvyeHn BcneacTaue:

1) M36bITOYHOro MNOCTYMNIEHUS JHEPreTUYECKUX Ccyo-
CTpaToB, MPEWMYLECTBEHHO YrNEBOAOB, XMPHbIX KUCNOT
M xonectepuHa. K OCHOBHbIM MCTOYHMKAM CBOGOAHbIX
(HeaCcTEPUDULMPOBAHHbLIX) XMPHbLIX KUCAOT, MOCTyNatoWwmx
B NeYeHb, OTHOCAT UX NOBbILEHHOE BbICBOOOXKAEHWE U3 aan-
nouuMTOB B pesynbrate aMnonusa (0Kkono 60%), KOHBEPCHUIO
yrneBofloB B nevyeHun (nunoreHes de novo — 26%) n n30bi-
TOYHOe noTpebnerHne }upos B nuuy (14%) [14, 15];

2) AWCOYHKUMKM opraHenn renatouMToB, YHaCTBYIOLLMX
B MeTabo/In3mMe (OKMUCNEeHUN) NUMNO0B;
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KJIMHUYECKUE PEKOMEHAALUUU

Ta6auuya 1. ®aktopbl pucka pa3sutua MAXKBI B netckom Bo3pacTe [11, 13]

Table 1. Risk factors for developing MALFD in childhood [11, 13]

daKTopbl pUCKa

OcoGeHHOCTH

CewmeiHble GpaKTopbl

e MAXBIly poautenew
° OXwupeHue y matepu

[MpeHaTanbHble GaKTopbI

e [ecTauMOHHbIM Anabet 6epeMeHHOowM
e My)KCKOM Nofl BHYTPUYTPOGHOro pebeHKa
* Hu3kas Macca Tena peGeHKa Npu poXaeHUK

leHeTu4eckune dpaKTopsbl

BbisiBneHve cnepytowmx reHoB:

o PNPLAS3 (patatin-like phospholipase domain-containing
protein 3) — reH 6enka 3, coaeprkallero natatTMHONo406HbIN
nomeH dpocdonunasbl

TM6SF2 (transmembrane 6 superfamily member) —

reH TpaHcmem6paHHoro 6enka 6 cynepcemeincraa 2

MocTHaTanbHble GaKTopbI

e [pynHOe BCKapManBaHWe MeHee 6 mec
e [luTaHue ¢ 36bITOYHbIM NOTpebneHneM GpPyKTO3bl

MeTabonunyeckue GpaKkTopsbl

o LleHTpanbHoe oxu1peHue
MHCYNMHOPE3NUCTEHTHOCTD
* M3MeHeHMe COCTOAHUA KULLIEYHON MUKPOBHOTbI

lMpumeyarHne. MAXKBI — meTabGonn4yecKn accoLMmpoBaHHas xuposas 601e3Hb NeYeHMu.

Note. MALFD — metabolic-associated fatty liver disease.

3) HapyweHHOro BbiBELEHUSA MMNUA0B U3 renaTtoLmToB
¢ 06pa30BaHUEM JIMNONPOTEMHOB OYEHb HU3KOM MIOTHOCTHU
(INoHM) [6].

B oTBET Ha U36bLITOYHOE HAaKOMJIEHUE NUNUAOB B NEYEHU
NPOUCXOAMT aKTUBaLUSA GaKTOPOB BPOXKAEHHOIO UMMYHUTE-
Ta C y4acTMeM pe3naeHTHbIX Makpodaros (knetoKk Kyndepa),
CUHYCOMJANbHbIX 3HAOTENNANbHbBIX KNETOK C BbipaboTKOM
MeAnaTopoB BOCManNeHUs U Nocneayowmnm npusieveHnem
B NevyeHb HenTpodumnos n Makpodaros [16].

MAXBI1 pa3BuBaeTca B pe3y/nbTaTe KOMMIEKCHO BO3-
LEeNCTBYIOWNX OJHOBPEMEHHO MpPOTEKAIOWMX NaTonoruye-
CKux npoueccoB [11, 16], KoTopble BKIOYaAlOT B ceb4:

1) MHCYNMHOPE3UCTEHTHOCTb (MP) ¢ pa3BUTUEM [JIIOKO-
TOKCUYHOCTH;

2) NUMNOTOKCUYHOCTb, BbI3BaHHY0 WU36bITOYHLIM HaKo-
nfieHuemM TPUMULEPUAOB B renatoumTax BCNeAcTBUE [UC-
6anaHca NPoAYKLMU FOPMOHOB XMPOBOM TKAHU (CHUXEHUE
NPOAYKLMU aJUNOHEKTUHA U YBENMYEHNE CUHTE3A NIENTUHA),
XapaKTePHOro AN1F BUCLEPaNbHOIO OXUPEHNS;

3) HapyweHue GYHKLMOHUPOBAHUSA OCK «MUKPOBUOTa —
KULIEYHUK — NneYvyeHbr. K xapaKTepHbIM UBMEHEHUSAM CO CTO-
POHbI KMLWEYHON MUKPOGMOTHLI Npu MAMBI oTHoCKTCS yBe-
nuM4eHue npenctasutenen Proteobacteria w Bacteroidetes
CO CHUXEHWEM 4YucneHHocTu Firmicutes. NomMMMO cCUHTE3a
psifia renatoTOKCUYEeCKMX cybCcTaHLmMM (@mMmMnaK, deHon, ata-
HOM U T.4.), OCHOBHbIM 6aKTepuasbHbIM NPOLYKTOM, BOBJE-
4yeHHbIM B natoreHe3 MAMBI u MACI, asnsetcs nuvno-
nofiMcaxapu — aKTUBHbIM KOMMOHEHT GaKTepuanbHOro
3HAOTOKCMHA, akTuBupyowmn TLR4 ¢ nocneayowmnm yBenu-
4YeHUeM 3KCNPeccun reHoB, y4acTBYIOLLMX B CUHTE3E BOCNa-
JINTENbHbIX LLUTOKMHOB, TaKUX KaK GaKTop HEKPO3a OMyXo/u
anbda (TNF-a), uHTepnenkuH (IL) 1 n IL-6, 4To cnoco6eTBYET
pPa3BUTUIO MHCYNMHOPE3UCTEHTHOCTH, renatocteartosa, UHK-
LUMUpyeT BocnaneHne n dGnbporeHes B NeveHuy;

4) BAUAHUS reHeTUYecKux GaKTopoB — BbIBIEHUE
BapuauuuM nocneposaTenbHOCTEN (OAHOHYKNEOTUAHBIX
NoAMMOpP®U3MOB) B FrEHETUHECKUX NTIOKYCax reHoB (Tabn. 2).

Hocutenn BapuaHTOoB PNPLA3 1148M w TMG6SF2
E167K nmeloT 60nee BbICOKOE COAEpXKaHWEe Kupa B nede-
HX W NOBbIWEHHbIN pUCK pa3sutus MAMBI. BoigsneHune
nonumoduamon SOD2, IRS1, KLF6 accoummpyeT C PUCKOM
nporpeccupoBaHua dGMbpo3a n pa3BUTUEM cTeaTorenaTuTa
y nauneHToB ¢ MAXKBI1. B HacTosilee BpeMs npexaespe-

MEHHO FOBOPUTb O LUIMPOKOM MPUMEHEHUU FEHOTUNUPOBA-
HWS B PYTUHHOM NpaKTuke [17].

B pesynbrate natoreHe3 MAXBI npeactasnset co6on
KOMMNEKC NaTo/IOrMY4ECKUX MNPOLLECCOB, MNPUBOASALLMUX
K HapylweHWto NMNMAHOro roMeocTtada neyeHu: cBoboa-
Hble XWPHblIE KWUCNOTbl, 06pas3yloWnecs B XMPOBOW TKa-
HW B pes3ynbraTe AunonuMsa W aunoreHesa de novo, npe-
BbILIAOT CMNOCOBOHOCTb MEYEeHU K UX mMeTabonuamy (nytem
[3-okucneHus) u akckpeuun ¢ o6pazosarHrem JINMOHM [16].
CneactBuem ABNAIOTCA OKUCIUTENbHbIM CTPecc, Bocnane-
HWEe HWU3KOM CTeneHW aKTUMBHOCTW, aKTuBauua npodubpo-
TU4ECKMX (aKTOpPOB, OMpeAenslowmnx pasBuTUe renatuta
C BO3MOXHbIM WMCXOAOM B LMPPO3 / renaToLeniiofsapHyto
KapuuHoMmy. BucuepanbHoe oOxupeHue, CyOKInHWYecKoe
BocnanexHve n NP npeactaBnsaoT cobon obuime natoreHe-
TUyeckue 3BeHbs Kak MC, Tak u MAXKBIT, 4To nog4yepkmMBaeT
B3aMMOCBA3b MeX 4y NaToNorMen nevyeHu u Metabonuye-
CKOM Jucperynaunen u aBigeTca OCHOBaHWEM paccma-
TpuBaTb MAMXKBI1 B KayecTBe nposiBfieHns MC He TONbKO
y B3pOC/bIX, HO U B MeAMaTpu4eCcKomn npakTuke [18].

ANUAEMHONIOrusa

MAXBIT B cBS3M C HEYKNOHHbIM pPOCTOM OXUpe-
HUA Yy JeTe BO BCEM MUpe SBASeTcsS OLHOM M3 Haubo-
flee 4acTbIX MPUYUH XPOHUYECKOIO MOPAXKEHUS MNEYEHMU.
PacnpocTpaHeHHOCTb cTeaTo3a MNe4vYeHu, YCTaHOBNEHHOro
no aaHHbIM Y3W, coctaBnsiet 7,4% cpeav aeTen u nogpoCcTKOB
B 06lWen nonynauuu, gocturas 34% y feTen ¢ OXUPEHUEM
n 80% B rpynne mopbuaHoro oxxuperus [19]. MNokasatenu,
nony4eHHble NO pe3ynbTatam ayToncuu B JETCKOM BO3pacTe,
CBMWAETENbCTBYIOT O BbISIBNIEHWM CTeaTo3a neveHun B 4,2-9,6%
cnyvaeB ¢ yBennyeHueM 1o 38% y geten ¢ oxumpeHunem [20].

Yactota MAXBI yBennynsaetca ¢ BO3pacToMm, MOBbI-
wascb ¢ 0,7% y peten 2—-4 net go 17% y nogpocTros [21].
PacnpoctpaHeHHocTb  MAMBIT 3HauMTeNbHO Bbile
y ManbinkoB — 3,4% (71/2,080), yem y geBoyvek — 2,8%
(58/2,061) [22].

C Bospactom MAXBI y peten wnmeeT TeHAEHUMIO
K NPOrpeccupoBaHmnio, B TOM YUCE U 3a CHET KOMOPOUAHON
C OXMpPEHWEeM NaToNoruu, NPUBOASA K CHUMKEHMIO KadyecTBa
U NPOAOSIKMUTENBHOCTU U3HM [10].

Oona MACI B cTpykType MAXKBI coctaBnset ot 12,5
[0 23,4% B 3aBUCUMOCTH OT BbIPaXEHHOCTU OXUpPeHUs [23].



Ta6nuua 2. BnvsaHue ogHOHYKNEOTUAHbIX MOAMMOPGM3MOB Ha pa3BuTHe 1 nporpeccrupoBaHne MAXKBI [16]
Table 2. The influence of single nucleotide polymorphisms on the development and progression of MALFD [16]

MeTta6onuyeckum apdpeKr

Monumopdusm reHa

DYHKUUU reHa

cynepcemeicTa 2)

TM6SF2 (reH TpaHcmMeMb6paHHoro 6enka 6

YyacTtue B dopmupoBarmm JINMOHIM

Perynauuns nunuaHoro
MeTabonnama

PNPLA3 (reH 6enka 3, cogepallero
naTaTMHONOA06HbIN AoMeH docdonmnasbl)

CuHTe3 6esika aIMNoHYTPWHA, PErynpytoLero
AKTUBHOCTb TPMALMITIMLEPONNASHI,
yyacTBylollein B 06MeHe IUNUI0B B renatoLmTax
M agunoumTax

LPINZ1 (reH, KogupyoLWwmn NMnuH-1)

CuHTe3 6enka nunuHa-1, perynvpytouiero
3KCMNPECCHIO FEeHOB, Y4aCTBYIOLLMX B OKUCTEHUN
KUPHbIX KUCNOT

Perynsama oKUCIUTENbHOTO
cTpecca

SOD2 (reH cynepokcuaancmyTasbl 2)

CWHTE3 cynepoKcuaamcmyTassl — hbepMeHTa,
BXOASILLEr0 B CUCTEMY @HTUOKCUAAHTHOM 3alUWTbI
yenoseka

Perynauua nyten nepenayu

CcUrHana uHcyImHa MHCYNKHA)

IRS1 (reH, Koaupylowmi cyécTpat 1 peuenTopa

CuHTe3 curHanbHoro 6enka cyberpar

1 peuenTopa UHCYINHa, y4acTBYIOLWErO

B nepejaye CUrHanoB OT peuentopa UHCYIUHa

M MHCYIMHOMOA06HOro daKTopa 1 BHYTPb KJIETKM

Perynaumna ¢pubporeHesa dbaxTop 6)

KLF6 (reH, kogupytowmi Kruppel-nogo6Hbin

CuHTe3d 6enka Kruppel-nogo6Hbin dakTop 6,
ABAsoWwerocs saepHbiM GakTopom
TPaHCKPUNLMK, PETYUPYIOLUM Pa3fIMiHble
KNEeToYHble MPOLLECChI, BK/OYas NpoLecchl
andodepeHUMpPoBKU 1 NponndepaLnm KneTok

Mpumeyarme. JITOHM — nuNnonpoTenHbl O4EHb HU3KOW NIOTHOCTH.
Note. VLDL — very low density lipoproteins.

OCOBEHHOCTU KOAUPOBAHUSA

Mo MEXAYHAPOJHOW CTATUCTUYECKOM

KJIACCUOUKALIUM BONE3HENW U NPOBJIEM,

CBAA3BAHHbLIX CO 3JOPOBbEM

K75.8 [pyrne yTo4yHeHHble BOcnanuTenbHble 601e3HU
neveHu

K76.0 upoBas nevyeHb (LereHepauuns nevyeHu), He Knac-
cuduumpoBaHHas B pyrux pybpuKkax

KJIACCUDUKALMUA

Bbigensitot ABe ocHOBHble dopmbl MAMKBIT:
° CTeartos;
e MACI.

K/IMHUYECKASA KAPTUHA
KnuHnyeckaa kaptuHa MAMBI y geten HecneunduyHa
n BapuabenbHa, 60/1e3Hb NpPoTEKAeT B GOMbLUMHCTBE Ciy-
YyaeB 6eCCUMMMNTOMHO. B KAMHMYECKOM KapTuHe Ha nepBoe
MECTO BbIXOAAT NPOSABAEHUA MeTaboNUYeCcKUX Hapylle-
HUA — OXMPEHUE, HapyLleHWe TONePaHTHOCTU K [II0KO3e,
apTepuanbHas runepteHsusa. Kak npaBuno, UHTEHCMBHOCTb
npeabaBASEMbIX Xanob y AeTer He KoppenupyeT co cTene-
HbIO NMOPAaXKEHUSA NapeHXMbl NeYEHMN.
OTcyTCTBME NATOrHOMOHUYHBLIX CUMNTOMOB AenaeT Aua-
rHo3 MAMBIT guarHo30M UCKIIIYEHUS.
B KIMHWMYECKON KapTUHE MOTyT NPUCYTCTBOBATbL CNeayto-
e Hecneunduyeckme KNMHUYEeCKUe NPosBAEHUS:
® aCTEHWYECKUA CUHAPOM: NOBbLIWEHHASA YTOMISEMOCTb,
ObicTpag MUCTOWAaeMOCTb, ocnabfieHne BHUMaHUS,
HEeyCTOM4YMBOE HaCTPOEHUEe, CHUXKeHUEe OU3nYecKomn
N MCUXMYECKOWN aKTUBHOCTH;
® AUCNencu4yecKUm CUHAPOM: METEOPU3M, Kawuueobpas-
Hasg KOHCUCTEHLMA CTyNna;
° ©0neBOoW abAOMMWHaNbHbIM CUHAPOM: Tynble, TAHYLIUE
601 U/WUNKN TAXKECTb B NpaBoM noapebdepbe.

Mpu NanbnaunM WM MNEPKYCCUM KMBOTA Y MNaLMUEHTOB
¢ MAXKBIT MmoryT o6HapynTb yMEPEHHOE YBESIMYEHUE Nneye-
HW, 3aKPYIEHHOCTb €€ Kpas, «TeCTOBaTyto» KOHCUCTEHLMIO.
CuHApOM renaToMerannM Co 3HayuUTeNbHbIM YBENUYEHUEM
pa3MepoB neyeHu (6onee 2—-3 cM U3-NMoJ Kpas pebepHon
Y1) U yBeNMYeHUe pa3mMepoB CeNe3eHKU HexapaKTepHb
ans MAXKBM [1, 17].

KnnMHuyeckne nposiBNeHunst, GUOXMMUYECKNE UK BU3Yya-
NIM3aUMOHHbIE METOAbl MCCIeAOBaHNA He MO3BOMAIOT OT/U-
4uTb cTeaTo3 neyveHn ot MACT [17]. B TO e BpeMs CUHAPOM
LMTONU3a MNpPU BbISBNEHUN CTeaTo3a NevyeHM HEWHBa3WB-
HbIMW BM3Yyann3aUMOHHBIMKU MeToAaMM MNPU UCKIYEHUMU
APYrMX BO3MOXKHbIX MPUYMH cTeaTo3a MOXKET YyKalblBaTb
Ha Hanu4ue cTeaTorenaTuTa.

AUATHOCTUKA

Kputepuu yctaHoBneHUa aMarHo3a/CoCcTosiHUA

Ons yctaHoBneHus guarHosa MAMKBIT yuyuTbiBatoTCH
[aHHble, MEPEYNCTIEHHbIE HUKE.

1. OnNUreHeTU4YecKMe PUCKU — Hanuune U306bITOYHOM
Macchbl Tefla / OXXUPEHUS U/UNK caxapHoro avabeTa y maTte-
pu pebeHKa B nepuoa 6epemMeHHocTH [24] n apyrue dakTto-
pbl PUCKa, YKa3aHHble B Tabn. 1.

2. OcobeHHOCTN 06pa3a XU3HM — M306bITOYHAA Kano-
PUMHOCTb pauMoHa 3a CYET M36bITKa HaCbILWEHHbIX XUPOB,
padUHUPOBAHHbLIX YrNeBOAOB, MOACMALLEHHbIX Caxapom
HanWTKOB, BbICOKOE MoTpebsieHne GPyKTO3bl M Manonoa-
BMXXHbIM 06pa3 X13HK [1, 17].

3. ®dusunKanbHoe obcneaoBaHMe — onpeaeneHne aHTpo-
NOMETPUYECKUX NMOKa3aTeNnen (pocT, MHAEKE Macchl Tena (MMT),
OKPY}KHOCTb }MBOTAa) C OLEHKON GU3MNYECKOr0 PasBuUTHS, TMMNa
OXXMPEHUS, BbISBIEHWE KAMHWUYECKMX CMMMTOMOB WHCYAMHO-
PE3UCTEHTHOCTM (YEPHbIM aKaHTO3), BbISB/IEHWE CUMMTOMOB
TPEBOIW, XapaKTepHbIX 415 3ab6oneBaHnii CoO CXOAHOM CUMMNTO-
MaTuKou [25], onpeaeneHne pasmepoB NeYeHn U CENE3EHKM.

PEDIATRIC PHARMACOLOGY. 2025;22(2)
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KJIMHUYECKUE PEKOMEHAALUUU

4. JlabopaTopHoe o06cnegoBaHue, HarnpaBieHHOe
Ha BbISIBNIEHWE LMTONM3a, X0necTa3a, MeTaboNnYeCKnX Hapy-
LEHWM (HapyLLEHWI YINEBOAHOMO U IMMUAHOMO OGMEHOB).

5. MHcTpymeHTanbHOoe obcnefoBaHue, HanpaBieHHoe
Ha BbiaBneHne cteato3a (Y3WU nedvenn, MPT), dubposa
neyeHun (anactorpadus), nposegeHne OUOMNCUU NEYEHMU
B C/IOXHbIX U HEOAHO3HAYHbIX CUTYaLUAX.

B cBS3M c oTCcyTCTBMEM cneundrUyYecKUx CMMNTOMOB
anarHo3 MAXKBIT 6a3upyeTcs Ha BbIIBNEHUU KpUTEPUEB
AMarHoCTUKM (CM. onpejenieHne) u oTCYyTCTBMM CUMNTOMOB
TPEBOrM, Hanau4yme KoTopbix TpebyeT npoBeaeHus aud-
depeHUnanbHOW AMArHOCTUKM € 3aboneBaHUs MK, UMe-
IOWMMK CXOAHble nabopaTopHble U MHCTPYMEHTalbHble
NPOoSIBNEHUS.

CUMNTOMbI TPEBOIU

K cumnTtomam TpeBoru («kpacHblM dnaram») OTHOCATCA
[10, 12] nepeyncneHHble HUKe.

1. PaHHMW BO3pacT NosABIEHUS MNPU3HaKOB CTeaTo3a
nedexu (y aeten mnagwe 10 net). MAXKBI, Kak npaBuno,
He BCTpevaeTca y AeTen mnajwe 3 neT v pefKo BCcTpeyaeTcs
y aeten mnaawe 10 ner.

2. TunnMYHbIR BO3pacT NosIBJEHMSA cTeaTo3a (cTapule
10 neT), xapakTepHblii ang MAXKBI, Ho npu:

1) HanuMyum nabopaTopHbIX/YyNbTPa3BYKOBbLIX M3MEHe-

HWI, KOTOpble HexapaKTepHbl ang MAMBIT;

2) OTCYTCTBWUM NONOXKMUTENBHON AUHAMUKKN HA OHE CHU-

YKEHUs Macchbl Tena.

3. OCOBEHHOCTU KAMHUYECKOW KapTWUHbI, HeExapaKTep-

Hble ang MAXBI, yKasbiBaloume Ha gpyrue 3aboneBa-

HWUS NeYeHu:
® CMMMTOMblI OCTPOM NEYEHOYHOM HEAOCTaTOYHOCTH;

° CMMMTOMbI X0NEeCcTasa;
° BblparKeHHas renatomeranus.

Mpu BbISBAEHUM CMMNTOMOB TPEBOrM HEO6XOAMMO
UCKAoYaTb NaToNoOrMYeCcKMe COCTOSIHWSA, NpPeacTaBieHHble
B Tabn. 3 [12].

Mano6bl U aHamMHe3
C6op »anob M aHaMHe3a HanpaB/leH Ha BbiBAEHWE
3aboneBaHui, accouumpoBaHHblix ¢ MAXBIT, 1 nx ocnoxkHe-

HWUI: N3BBLITOYHOW MaccCbl Tena / OXUpPeHUs, apTepuanbHON
rMNepTeH3nn, caxapHoro guabeta 2-ro tuna, gucauvnuae-
vuun [1, 12, 17].

Mpn nogo3perHnn Ha MAXKBI pekomeHayeTcs:
® U3Yy4YnTb aHaMHe3, BK/OYass CEMENHbIH aHaMHes,

ON9 BbIsiBNeHUa GdaKTopoB puUcKa passutus MAXBIT;
® BbISIBUTb AMUreHETUYECKNE PUCKMU — HaNnyne U36bITou-

HOWM Maccbl Tena / OXXUpeHus U/mnun caxapHoro gunabeta

y mMatepu pebeHKka B nepuoa 6epeMeHHocTn [6, 18].

YpoBeHb y6eauTenbHOCTU peKomeHaauuin — C (ypo-

BEHb OCTOBEPHOCTU fOKa3aTenbCcTB — 5).

Mpy M3y4yeHnn aHamHe3a y naumeHTa ¢ Nojo3peHUeMm
Ha MAXEBIT cnegyet 06patuTb BHUMaHWE Ha Hann4mMe UHAUBU-
[lyanbHbIX U ceEMeNHbIX GaKTOPOB pUcKa (cM. Tabn. 1) [11, 13].

Mpn noposperHnn Ha MAXKBI pekomeHayeTcs npose-
CTW OUEHKY AMETUMYECKMX MNpeanoyTeHun (ynoTpebneHue
BbICOKOKaNOPUIMHbIX MPOAYKTOB, M36bITOYHOE noTpebne-
HME HaCbIWEHHbIX WUPOB, PaPUHUPOBAHHbIX YrNeBOAOB,
noAcnalleHHbIX HanuTKoB, GPYKTO3bl) U OLLEHUTbL YPOBEHb
dusnyeckon aktmBHoctu [1, 17]. YpoBeHb y6eaUTENb-
HOCTU peKomeHpauun — A (ypoBeHb AOCTOBEPHOCTH
AOKa3aTenbcTB — 1).

BbICOKOKanopuinHoe nuTaHne C M36bITOYHLIM YyMnoTpe-
61eHneM GPYKTO3bl HaAPSAYy CO CHUMKEHWEM ABuUratefbHOM
aKTUMBHOCTM crnocobceTByeT nporpeccuposaHuio MAMBI
U IBNSIETCA MULLEHbIO TepaneBTUYECKUX CTpaTerMin y faHHON
rpynnbl nauneHTos [17].

dusuKanbHoe o6cnefoBaHue

PebeHKky ¢ nogospeHnem Ha MAMKBEI pekomeHayeTcs
NPOBOAMTL MOUCK CUMNTOMOB, XapaKTEPHbIX 418 NposBe-
HUI MC [17]. B cBoto o4yepeab, y NaUMEHTOB C U36bLITOYHOM
Maccon Tena / OXUPEHWeM, HapyLEeHUSMWU YrNeBOAHOrO
ob6MeHa / caxapHblM AnabeTtoM 2-ro Tuna, HapylleHusaMu
aMnuaHoroobmeHaHeo6xo0AMMO OLLEeHMBATbL COCTOSIHME NeYe-
HU. YpoBEeHb yoeAUTEIbHOCTU peKoMeHaauun — B (ypo-
BEHb OCTOBEPHOCTU fOKa3aTeNnbCcTB — 2).

MC 1 ero KOMMNOHEHTbI KOPPENUPYIOT C COAEPKAHUEM
Upa B nevyeHu He3aBucnmo oT UMT, Hannune MC yBenunyu-
BaeT pUCK nporpeccupoBaHna MAXBI [1, 11, 17]. K komno-
HeHTam MC oTHoCsTCSA:

Ta6nuuya 3. CocTosiHUS, KOTOPbIE MOTYT CONMPOBOX/AaTbCs CTEaTO30M NeYeHn u/wnu TpaHcammHazemueit [1, 10, 26]
Table 3. Conditions that may be accompanied by liver steatosis and/or transaminasemia [1, 10, 26]

Mpuy4nHbI, CBA3aHHbIE C 0COGEHHOCTAMMU
MUTaHUSA, raCTPOUHTECTUHANIbHON
U Ne4YeHOYHOW naTonorunen

FeHeTHYecKue 3a6oneBaHus
MNMpenapaTtbl ¥ TOKCUYECKUE areHTbl

U MeTtabonuvyeckue pedeKTbl
HapyweHus umkna MoYyeBHHbI dTaHon
HacnenctBeHHas HenepeHoCUMOCTb JKcTasu
GPYKTO3bl / TUPOSUHEMUS / FTalaKTO3EMUS Hudbeannuu
nukoreHossbl, Tmn |, 1, VI, IX Ountnazem
JedeKTbl CUHTE3a KeNUYHbIX KUCNOT KokauH
MykoBucumMao3 PactBoputenu
Jednunt unMTpuHa MecTnunabl
CuHapom LLiBaxmaHa — laimoHAaa [MIOKOKOPTUKOMUAbI
BbonesHb BunbcoHa JCcTporeHsbl
BonesHn HaKoNEeHUs NMMNUA0B Banbnpoat HaTpusa
bonesHb HumaHHa — Muka, Tvn C MeToTpekcaTt
A6eTa-/runobeTanmnonpoTenHemMus AMMWOAaPOH
[edeKTbl a- U B-OKUCNEHUS KUPHbIX KUCNOT | TeTpaunKInH
HapyweHns obmeHa 6enKoB L-acnaparnHasa
BbonesHb WepeweBcKkoro — TepHepa AcnupuH
Jedununt al-aHTMTpMNCKHa AHTUMCUXOTUKM
Jiunogmnctpodusa AHTMAEenpeccaHTbl
CemeiHas runepavnonpoTenHemus AHTMPETPOBUPYCHbIE Npenaparhbl
[Mo3aHaa KoXXHasa nopodupus ButamuH E
[TopTOCUCTEMHDbIN WYHT
OTaenbHble MMONaTUYeCcKMe paccTponcTea

Llennakus

BocnanutenbHble 3a60/ieBaHNs KULWEYHUKA
KuweyHasa HeloCcTaTo4YHOCTb

Ancéunos

BupycHble renatutbl (HCV, HBV)
AYTOMMMYHHbIE renatuTbl
KBalumMopKop/ronogaxHve

HepBHas aHOpeKcus

BbicTpoe CHMKeHWe macchl Tena
MapeHTepanbHOE NUTaHMe

OXunpeHue

CUHAPOM NOMMKUCTOBHbIX IMHHUKOB
CUHAPOM OBCTPYKTUBHOIO anHoa cHa
MnoTtnpeos
MnoTanamo-runodusapHble HapyLeHUs
[Owna6et 1-ro TMna

Cencuc




®  OKPYXHOCTb MBOTa 60nee 90-ro nepueHTUns ans Bo3-
pacTa, pocTta v nona;

° HapyweHue MeTabonuama yrneBofoB (M/lOKO3a HaTo-
wak > 6,1 mMMonb/n, noctnpaHauvanbHas rNKo3a
> 7,8 mmonb/n, HbAlc > 5,7%) nnn caxapHoii auabet
2-ro TMna;

° nosbleHne AL > 130/85 mm pT. CT. unn 6onee 90-ro
nepueHTMNa 4ng Bo3pacTa, pocta v nona;

® ypOBEHb TPUIMMULEPUIOB B Nnazme > 1,7 MMONb/1;

° ypoBeHb xonectepuHa JIMNBI B nnasme < 1,03 mmonb/n.
Pe6eHKy ¢ BbISIBNEHHbIM CTEAaTO30M MeYeHn Npu oTCyT-

CTBMW XapaKTepHbix npossiaeHun MAMBI HeobxoaMmo

WCKloYaTb BPOXKAEHHbIE AedeKTbl meTabonuama (1-m Tun

neguatpudeckon bBI), cBA3aHHbIE C yrneBOAHbIM, BENKOo-

BbIM M IMNUAHBIM OGMEHOM, MUTOXOHAPMaNbHblEe Hapylle-

HUSA U HapylweHus aMmuHoauun-TPHK-cuHTeTasbl [12, 27].

YpoBeHb y6eaUTEeNIbHOCTU peKomMmeHgauun — B (ypo-

BEHb JOCTOBEPHOCTU fOKa3aTeNbCTB — 2).

B cBa3K ¢ oTcyTCTBMEM MATOrHOMOHKUYHbIX ans MAMBI
CMMNTOMOB criegyet 06paTtuTb BHUMaHWe Ha CUMNTOMbI Tpe-
BOMM, HanM4ymMe CUHAPOMAasbHbIX MPOSBAEHUI, Y4TO TpebyeT
nposeaeHns auddepeHuManbHOW ANMArHOCTUKKU C ApYru-
MW NaTONOrMYECKUMKU COCTOSAHUAMM, UMEIOLMUMU CXOLHYIO
¢ MAXKBI cumnTomatuKky, npexge BCEro ¢ BPOXKAEHHbI-
MU MeTabonnm4yeckumu 3aboneBaHnaMn (CM. «KnnHuyeckas
KapTuHa»; Tabn. 3).

Bcewm getsm gns onpegeneHus Hannyus, CTeneHun n tuna
OXMPEHUA PEKOMEHAYeTCs NMPOBOAUTbL M3MEPEHWE pocTa,
mMaccol Tena ¢ pacyetom UMT c onpeaeneHnem ctaHaapT-
HbIX OTK/JIOHEHWI (SDS) aTMx NokasaTenen u nocneayowen
WMHTepnpeTaumen. CornacHo deaepanbHbiM KAMHUYECKUM
peKkoMeHaaumusaMm, ¢ y4eToM pekomeHgaunn BO3 oxupeHue
y 4eten v nogpocTtkos oT O Ao 19 net cneayet onpeaensitb
KaKk MT, paBHbIt unun 6onee +2,0 SDS VMT, a 36bITOYHYIO
mMaccy Tena — ot +1,0 go +2,0 SDS MUMT. HopmanbHas mac-
Ca Tena guvarHocTupyeTtcs npu 3HavyeHusax MMT B npegenax
+1,0 SDS UMT. AunarHo3 a6a0MUHANbHOIO OXUPEHUS CBSI-
3aH C MoKasaTefieM OKPYKHOCTHU xuBoTa (> 90-ro nepLeHTH-
N15) NPU CpaBHEHWMM C BO3PacTHOM HOPMOW Noka3aTens [28].
YpoBeHb y6eAUTENIbHOCTU peKomeHaauunm — A (ypo-
BEHb JOCTOBEPHOCTU fJOKa3aTeNnbCcTB — 1).

[N AMarHoCTUKM M36bITOYHOM MacChbl Tena 1 OXKMPEHMS
y AeTen AONKHbI MPUMEHATLCA NporpaMmHble cpeactea BO3
Anthro (ana Bo3pacta 0-5 net) n AnthroPlus (ans Bo3pacTta
5-19 neT) AN nepcoHanbHbIX KOMMbIOTEPOB. YBENN4eHne
3HaYEHUM OKPYIKHOCTHU KMBOTa ABASETCS NPU3HaKom abao-
MMUHaNbHOIO OXMPEHUS, ABASOWErocs KomnoHeHTom MC.

Bcewm getsam c nogo3peHnem Ha MAXKBI pekomeHayeTcs
NPOBOAMTL NafbNaLnio U NEPKycCcuio (Npu HEOBX0AUMOCTH)
KMBOTa ANA onpefeneHns pa3MepoB NeYeHn U Cene3eHKu.
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEHb JOCTOBEPHOCTU fJOKa3aTeNbCTB — 5).

Y nauuneHtoB ¢ MAMBI 6e3 npu3HakoB BblparKEHHO-
ro ¢vMbpo3za MOXKeT oTMevaTbCs YMepeHHOe yBeSM4yeHue
pas3MepoB MeyeHW, Kpaw NeyeHu 3aKpyrieH, KOHCUCTEH-
UM He n3MeHeHa. 3HayuTeNbHOe YBeNnyeHne pasmepos
neyvYeHn n ceneseHkn (renaTocnyieHoOMeranus) HexapakTep-
Hbl ans MAMKBI 1 oTHOCcATCS K cMMNTOMam TPEBOIU (CM.
«KnuHnyeckas KapTuHa») [10, 12].

Bcem getsam c nogo3peHnem Ha MAXKBI pekomeHayeTcs
nposoauTb namepeHue A[. lMosbilweHHoe A duKcupyeT-
csl Npu 3HavyeHusax > 130/85 mm pT. cT. uam 6onee 90-ro
nepueHTMNa Ang Bo3pacTa, pocTa M nosa. YpoBeHb yo6e-
AUTENbHOCTU peKomeHaauun — B (ypoBeHb focTOBEp-
HOCTHU AOKa3aTe/IbCTB — 2).

MoBbiweHHoe A/l aBnsetcs KomnoHeHTom MC “ noBblI-
WwaeT puck nporpeccuposanHnsg MAXBIT [17].

JlTaGopaTopHble AUarHoCTU4eCKue uccresoBaHus

PekomeHaoBaHO npoBedeHMe 06uero (KJIMHUYECKOrO)
aHanM3a KPoBM Pa3BEPHYTOr0 A5 OLIEHKM YPOBHS reMorioou-
Ha, TPOMOOLMTOB, IEMKOLIMTOB C LIENIbI0 MCKIIIOYEHUS MHDEK-
LLMOHHOM MPUPOAbI CUMNTOMOB M BbISIBIEHWNS COMYTCTBYHOLLMX
COCTOSIHWUM / OCNIOXKHEHWN, XapaKTEPHbIX AN CUHAPOMaJsIbHbIX
NPOSIBNEHUIA BPOXAEHHbIX HapyweHuin metabonuama [1, 17].
YpoBeHb y6eanuTeNbHOCTU peKoMmeHaauun — C (ypoBeHb
AOCTOBEPHOCTH JOKa3aTenbCTB — 4).

Ona MAXBIT oTK/IOHEHMS B 06LEM (KITMHUYECKOM) aHa-
/IU3€ KPOBW Pa3BEPHYTOM HeXapaKTepHbI.

PexkomeHgoBaHo Bcem naumeHtam ¢ MAXKBI ans oueH-
KW COCTOSIHMSI MevyeHu (BbIIBEHWMS MPU3HAKOB Bocnane-
HUS, XxonecTasa, HapyLlweHnn 6eIKOBO-CUHTETUYECKON PYHK-
UuM) npoBeAeHUe aHanM3a KpPoBU OUOXMMUYECKOIO
o6LieTepaneBTUYECKOr0, BK/IOYAIOLLErO Takne nokasaTtenu,
KaK anaHuHamuHoTpaHcdepasa (AJIT), acnapTaTamMuHO-
TpaHcdepasa (ACT), wenoyHas docdartasa (LLUP), ramma-
rnyTamuntpaHcdepasa (ITT), obwnn 6uUnnpybuH, npsiMmon
o6unnpybuH, obwmn 6enokK, anbbymuH [1, 29]. YpoBeHb
y6eauTeNIbHOCTU peKoMmeHaauun — B (ypoBeHb gocTto-
BEPHOCTHU JOKa3aTenbCTB — 2).

B 6MOXMMMYECKOM aHann3e KpPoBM MOXET OoTMevaTbCs
MOBbIWEHNE aKTUBHOCTU CbIBOPOTOYHbIX TPaHcamuHas (AJTT
nACT), I'TT, LD n ypoBHS 6unnpy6urHa. Mpu MAXKBI akTmBe-
HOCTb TPaHCaMMWHa3 B CbIBOPOTKE KPOBM 06bIYHO HE MPEBbI-
LIAET BEPXHIOO rpaHuLLy HOpMaJsibHbIX 3Ha4YeHUn 6onee 4em
B 4-5 pas.

e QOueHKka nokazatend AJIT pgo/mKHa OCHOBbIBATbCA
Ha BEPXHWX FpaHuLLax HOpMbl, cneumMdUYHbIX ANs AETCKO-
ro Bo3pacTta B 3aBMCUMOCTM OT nona (22 Ea/n onsa aeso-
YyeK 1 26 En/n ons ManbyYnMKoB), @ HE Ha BEPXHUX FPaHu-
Llax HOpMbl OTAENbHbIX NabopaTopuK [1].

e [locTosiHHOe (> 3 mec) noBblweHne yposHa AJIT 6onee
4yeM B [1Ba pas3a MO CPaBHEHWIO C BEPXHEW IpaHULIEN
HOpMbl TpebyeT obcnepoBaHua Ha npeametr MAXKBI
WKW APYruX NPUYMH XpOHMYeCcKoro renatumTa [1].

e [lpun ypoBHe AJ/IT > 80 EA/n Heo6XoAMMO WMCKOYaTb
MACT wnu gpyrue npuynHbl XPOHUYECKMX 3abosieBa-
HUIM MevyeHun, Tpebytolme CBOEBPEMEHHOIO NPOBEAEHNUS
[JOMONMHUTENbHbBIX MCCNeAOBaHUI, BKO4as GMOMCUIO
neyenu [1].

* YBenuyeHue cooTHolleHuss ACT/ANIT 6onee 1 xapakTtep-
Ho ana MAXKBI [27].

e AKTMBHOCTb ITT y mauneHToB MOXET OblTb NOBbILEHA,
HO, KaK npaBuo, He 6onee 4eM B 2—3 pasa, a y HEKOTO-
PbIX U3 HUX 3TO MOXET B6blTb €AMHCTBEHHbIM OTKJIOHEHMU-
eM B GMOXMMMUYECKOM aHanu3e.

e AKTMBHOCTb LLI® noBbilaeTcsa pexke u 06bI4HO HE NPEBbI-
lwaeT pedepeHCHbIX 3Ha4YeHun 6onee 4em B 2 pasa [30].
1. PeKOMEeHAOBaHO ANS BbIIBAEHUSA HapylWeHWn yrie-

BOAHOroO obmMeHa u WP onpepeneHne ypoBHA [OKO3bI,

WMHCY/IMHA KPOBM (Mna3Mbl) HATOWaK ANS pacyeTa MHAEKca

MHCynnMHopesuncteHTHocTM (HOMA-IR) [11]. YpoBeHb yGe-

AUTENIbHOCTU peKoMeHaauun — B (ypoBeHb focToBep-

HOCTMU JOKa3aTenbCTB — 2).

CornacHo Kputepuam MAMBI, HapylweHusa yrneBogHO-
ro o6MeHa AMarHOCTUPYIOTCS MpPU YPOBHE [OKO3bl HATO-
wak > 6,1 Mmonb/n, NOCTNPaHAManbHOM YPOBHE M1OKO3bI
> 7,8 mmonb/n, HbAlc > 5,7%.

HOMA-IR gaBnsetca cypporaTHbiM noKa3atenem WP
M MOXET 6blTb PEKOMEHAOBAH A1 BbISIBJEHUS MaLMEHTOB
¢ puckom pa3sutns MACI, KapaMomeTabonM4ecKMMN pUCKa-
MuU. HOMA-IR paccuutbiBaetcs no ¢opmyne: HOMA-IR = nHcy-
NWH na3Mbl HaTowaKk (MKed/mMna) X T[OKO3a Mja3Mbl
HaTtowak (mmonb/n) / 22,5. 3HayeHne HOMA-IR > 2,5
yKa3blBaeT Ha Hanunyme WP [17, 31].

PEDIATRIC PHARMACOLOGY. 2025;22(2)

3

NEANWATPUYECKAA ®APMAKOJIOIUA / 2025 / TOM 22 / N2 2



CLINICAL RECOMMENDATIONS

=Y

54

KJIMHUYECKUE PEKOMEHAALUUU

PekomeHfoBaHO onpeaeneHne nokasaTenen NMNUEHOro
obMeHa (06wWwmn xonectepuH, xonectepud JIMHI (nMnonpo-
TEUHOB HW3KOW MNNOTHOCTH), xonectepuH JIMBI, Tpurnuue-
puabl) nauymeHtam ¢ MAXKBI gns BbIIBNEHUS HapyLllEeHWR
meTabonmMama AMNMLOB, OLLEHKM KapAMOMeTabOoNInyeCcKux
daKkTopoB pucka [17, 31]. YpoBeHb y6ejuUTe/IbHOCTHU
peKomMmeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbCcTB — 2).

Ona MAXBIT xapakTepHO yBeIMYEHWE YPOBHSA TPUMULE-
puaoB B nna3me > 1,7 MMOJb/N, CHUKEHUE YPOBHSA XonecTe-
puHa JINBM B nna3me < 1,03 mmonb/n [9].

PekomeHaoBaHO nccnegoBaHue obwero (KIMHUYeCKOoro)
aHanu3a mo4u naumeHTam ¢ MAXKBIT Ha nto6on ctagnmn 3a60-
NneBaHus € NONYKOIMYECTBEHHBLIM OMNpeaeneHnemM anbbymu-
Ha/6eflka B MOYe B LIeSIAX CKPUHUHIA XPOHUYECKON 6ONE3HM
noyeK, ANS MCK/OYEHWS NaToNorMM MOYEBbIAENUTENBHON
cuctembl [29]. YpoBeHb y6eauTeNbHOCTU pEeKoMeHpa-
uuh — B (ypoBeHb JOCTOBEPHOCTHU JOKa3aTeNbCTB — 2).

UHCTpyMeHTaNbHbIe AUarHocTUYecKue

uccnepoBaHus

AnarHocTnKa crearosa

PekomeHgoBaHo npoBegeHne Y3W opraHoB 6ptoll-
HOM NMONOCTU (KOMMNEKCHOE) nNpu nogo3peHnn Ha MAXKBI
KaK MHCTPYMEHTa NepBON IMHUKU ANS BbISIBAEHWUS cTeaTo3a
B KJIMHWYECKON npakTuKe [32]. YpoBeHb y6eAUTENbHOCTH
peKomMmeHaauuin — A (YpoBeHb JOCTOBEPHOCTU AAOKa3a-
TenbcTB — 1).

[ns BbiABNEHMSA cTeaTo3a NevyeHn NPUMEHSETCS TpaHC-
abaomuHanbHoe Y3M KaK WMPOKOAOCTYMHbIN U 9bPEeKTUB-
HbIM MeToa. B meTaaHannse 34 nccnegoBaHWin COBOKYMNHas
4YyBCTBUTENBHOCTb M cneundunyHocTb Y3U B BbiBNEHUHU
cTteatos3a cocTtaBunin 85% (c kKonebaHuamu ot 60 go 96%;
95% [ON: 80-89%) 1 94% (84-100%; 95% AN: 87-97%)
COOTBETCTBEHHO (CpaBHEHME NPOBOAMNOCH C pe3dynbTataMu
6uorncum neyvexn) [17].

OCHOBHble OrpaHuyeHus metoda Y3M 3akntoyatoTcs
B BbISIB/IEHWM CTeaTO3a TONbKO MPU HAKOMNEHUN KX1pa Bbllle
12,5-20%. YyBCTBUTENBHOCTb M cneunMdUYHOCTb MOBbILIA-
0TCA C YyBENMYEHUEM THKECTU CTeaTo3a M B onpeseneHHOoN
mMepe 3aBUCAT OT OnblTa Bpaya, NPOBOASLWLEro Uccneaosa-
Hue [33].

K ynbTpasBykoBbiM Npu3Hakam MAMXKBI1 oTHocATcs:

o anddy3Has rMNepaxoreHHoCTb MapeHXUMbl MNeyvYeHu

M HEOAHOPOAHOCTb €€ CTPYKTYpbl;
® HeYyeTKOCTb W/MAM MNOAYEPKHYTOCTb COCYAWUCTOrO

PUCYHKa;

° JucTaNnbHOE 3aTyxaHuwe axocurHana [34].

Y3M no3BonsieT UCKAYUTb ApyrMe natonornyeckue
M3MEHEHUS CO CTOPOHbI MEYEHU W KENYHOro ny3blps —
KUCTbI, BPOXAEHHbIE aHAaTOMUYECKME HapyLeHNs n 06paso-
BaHuga [11, 17].

PeKkomeHfoBaHa oLeHKa napameTpa KOHTPOIMPYEMOro
3aTtyxaHus (controlled attenuation parameter) ynsTpasByKa
B KayecTBe WMHCTPYMEHTa BTOPOM NWMHUM ANS MOATBEPHK-
[LeHUs cTeato3a Ne4vyeHn B Crneunanu3npoBaHHbIX eyeb-
HO-NMpodUNakTUYeckmx yupexkaeHuax (JIMY) npu goctynHo-
CTW AaHHoOro metoaa [35, 36]. YpoBeHb y6eaAUTeNIbHOCTHU
peKomMmeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AAOKa3a-
TenbCcTB — 2).

BO3MOXHOCTb KONMYECTBEHHOW OLIEHKM CTeaTo3a NyTem
M3MepeHns 3aTyxaHUs YNbTPa3BYKOBOW 3XOBOJHbI 6Gblna
peanu3oBaHa Ha ycTponcTBe FibroScan («PubpocKaH»).
MeTton o6nagaeT BbICOKOW YYyBCTBWUTENbHOCTbIO WM Creuu-
GUYHOCTBIO NpY BbISIBAEHWM CTEaTO3a MUHUMAsbHON U yme-
PEHHON CTENEeHW Bblpa)KeHHOCTW. MeTaaHanns, NpoBeaeH-
HbIM NO pe3ynbTaTaM UCcnefoBaHuii Y B3POC/bIX NaLMEeHTOB

B CPaBHEHWWU C AaHHbIMW GMOMCUM, NMOKa3an YyBCTBUTESb-
HocTb MeToaa 0,790 u cneuynduyHocTb 0,740 [36]. Y neten
onpegeneHne KOHTPOIMPYEMOro 3aTyXaHus yAbTPa3ByKOBOM
BOJIHbI ANl AMArHOCTUKM cTeaTo3a nevyeHn npesocxoant Y3U
OopraHoB GpPIOLWHON NONoCTH (KomnneKcHoe). O Hanuyuu cte-
aTo3a neyeHu CBUAETENLCTBYIOT 3HAYEeHUs, NpeBblLlaowmne
249 nb/m, ¢ yyBcTBUTENBHOCTLIO 0,72 U CneundUYHOCTbIO
0,98-1,00 [35]. MeTo OrpaH1yeH B NPUMEHEHWM NS OLLEH-
KM cTeneHnu cTeatosa y geteit ¢ UMT > 30 kr/m?2 [37].

PeKomMeH40BaHO OLLEHUTb NMPOTOHHYO MJIOTHOCTb XMPO-
BOM TKaHWM neyeHun (proton density fat fraction; PDFF)
¢ nomoubto MPT (MPT-PDFF) B Ka4ecTBe MHCTPYMEHTa BTO-
pPOW NMHWUK ANs NOATBEPIKAEHUS cTeaTo3a NeYveHu, a Takke
€ro KOJIMYECTBEHHOM OLEHKM NauueHTaM C nogo3peHueM
Ha MAXBIT B cneunanuaupoBaHHbix JIMY npu OOCTYNHO-
CTW YyKasaHHoro metoga [38]. YpoBeHb y6eaAUTEeNIbHOCTHU
peKkomeHpauuin — C (ypoBeHb JOCTOBEPHOCTU fOKa3a-
TeNnbCcTB — 2).

Metoa MPT-PDFF nossonsetr Haubonee TO4YHO pac-
CYMTaTb KONMYECTBEHHOE M 06bEMHOE COoAepKaHue Xupa
B NeyeHu (MUHUMabHbIA NOPOr ONpPeAe/ieHNs HaKoMIeHns
upa coctaBnsetr 5%). ConoctaBneHne ahpdOeKTUBHOCTH
MPT-PDFF ¢ rucTtonorM4eckum uccnejoBaHMeM B BbIIB-
NIeHUN cTeaTo3a y B3POC/blX MauMEHTOB, MO pe3yibraTam
MeTaaHannada, NnoKasano cregyloune cpefHue 3HayeHus
AUROC B 3aBMCMMOCTM OT KONMYECTBa MWPOBOM TKaHW
B neyeHun: 0,98 (KOMYECTBO KMUPOBOMN TKaHN 5-33%), 0,91
(33-66%) 1 0,9 (> 66%). CymmapHasa 4yBCTBUTENbHOCTb
n cneumduyHocTb coctaBnnm 93 n 94%, 74 n 90%, 74 n 87%
COOTBETCTBEHHO [39].

B neauaTpuyeckom npakTMKe mMoKa3aHa Xxopolas
Koppenauus B BbiBNeHUW cTeaTo3a metogom MPT-PDFF
W rucrtonornyecknum metogom. CpeaHune 3HadeHus AUROC
49 nauneHToB 6e3 cTeaTo3a M CO CTeaTO30M JierKowm
ctenenn (5-33%) BapbupoBanu ot 0,69 go 0,82. O6ulas
TOYHOCTb MPOrHO3MPOBAHMUS TUCTONIOTMYECKON CTEMEHM
cTeato3a npu npumeHeHun MPT-PDFF coctaBuna 56%.
[narHocTnyeckas TO4YHOCTb CHUXKANacb NPU HaNU4YnK Bblpa-
YEHHbIX GUBPOTUYECKNX M3MEHEHMN [38].

lMpUMeHeHne B KAMHMYECKOM MNPaKTUKE OrpaHuyeHHO
B CBSI3W C BbICOKOM CTOMMOCTbIO M HELWMPOKOW AOCTYMHO-
CTbto MeToAa.

AnarHocTuka cTtearorenatura

PekomeHaoBaHO npoBeaeHWe MNyHKUWMOHHOM 6GMOMNCUK
neyYyeHun c NocneayoLmMm NnaTonoroaHaTOMMYEeCKUM UCcneno-
BaHWeM 6MOMNCUUHOro (onepaumMoHHOro) Martepuana nauu-
eHTaM ¢ MAXKBI npu nogo3peHun Ha MACT, npu nporpec-
cupylolem Gubpose U B MAarHOCTUHECKM HEACHbIX Ciay4Yasnx
ana npoBefeHna auddepeHumanbHoOM guarHocTuku [17, 31,
39]. YpoBeHb y6eauTeNnbHOCTU peKomeHaauun — A (ypo-
BEHb JOCTOBEPHOCTU fOKa3aTenbCcTB — 2).

buoncua neyvyeHn He pekomeHayetcsa npu MAMXKBI
B popMe cTeaTo3a, BbIABAEHHLIM MPU MHCTPYMEHTabHOM
o6cnefoBaHnK, B cnyyae OTCYTCTBMS MPU3HAKOB MU CUM-
NTOMOB MeYyeHOYHOro 3aboneBaHns, HopMasbHbIX GUOXK-
MUYECKMX MOKa3aTeNsax u OTCYTCTBMM NPU3HAKOB Nporpec-
cupytowero Te4eHus (Gnbposa) No AaHHbIM HEMHBA3UBHbIX
MeToaoB (6uomMapKepbl, anactorpadusa). K noteHuuanb-
HbIM KJIMHUYECKMM MpU3HaAKaM pUCKa NporpeccupoBaHms
dunbposay geter ¢ MAXBI oTHocaTea [1, 17]:
e yposeHb AJIT > 80 Ex/n;
° chnneHomeranus;
e cooTHolweHune ACT/ANT > 1;
® caxapHbli anabeT 2-ro Tuna.

Mpu ™Mopdonornyeckom wuccaegjoBaHun 6GuontaTa
nevyeHn oLueHMBaOTCA HaIN4YMe U CTEMEHD BbIPaXKEHHOCTH



cTeaTtosa, BocnaneHus, 6anioHHON gucTpodumn renatoum-

TOB 1 GUbpo3a. buoncusa neyeHu B psge cnyvyaeB Nno3Bo-

NA€eT BbIABUTb/UCKIOYUTL APYrME MPUYMHBI MOpaxKeHus

neYyeHu.

BbipaxkeHHOCTb cTeaTto3a oueHuBaeTcs no gone (%)
renaTtoumMToB, COAEpPXKALWMX XMPOBble MaKPOBE3UKYIbI
NpPU OKpacKe remMaToKCUAIMHOM M 303MHOM: O cTeneHb —
< 5%; 1-9 cteneHb — 5-33%; 2-9 cTeneHb — 34-66%
n 3-9 cTeneHb — > 66% [40].

Mopdonormyeckas KapThHa cTeatorenaTuTa
npu MAXKBI y geten xapaktepuayeTcs cneaylowmmm name-
HEHUAMMU:

e BOCMNaneH1We HOCWUT MNPEUMYLLECTBEHHO MOpPTabHbIV
xapakKrtep;

® CTeaTo3 MOXET MMETb NepunopTanbHOe pacnpocTpaHe-
HWe, NOKanuM3yeTcs B auMHapHOM 30He 3 uUnWM naHauu-
HapHO;

e OGannoHHas gucTpodusa BcTpevaeTcsa peako [41];

° Mpu NporpeccupoBaHuMM cTeatorenatuTa nosiBnseTcs
MHTPanobynspHOe BOCnaseHne ¢ NoBpexaeHnem rena-
TOUMTOB B BMAE BanioHHOW ANCTPODUN.
buoncus neyeHn B HacTosilee Bpemsi OocTaeTcs 3Ta-

JIOHHbIM CcTaHAapToM Ans auarHocTukn MACT y 60MbHbIX

MAMBIN. B oTcyTCcTBME TMCTONOMMYECKOro MUccnefoBaHus

TKaHW Ne4vyeHu, HO ybeauTeNbHbIX AaHHbIX HEMHBa3UBHbIX

TEeCTOB O Mporpeccupylolem Te4eHnun 3aboneBaHus (Hanpwm-

Mep, NOBbIWEHWE CypporaTHbiX MapKepoB BOCNaNeHUs —

TpaHCamMuHa3s, AaHHble HeWHBa3MBHbIX METOAO0B, CBMAe-

TenbcTByOWMUX 0 Gnbpo3e 1 T.M.) LONYCTUMO, MO MHEHUIO

9KCMEePTOB, paboTaloLLMX CO B3POCAbIMU NaLMEHTaMK, yCTa-

HaBAMBATb AMarHos: «<BepoaTtHbii MACH [29].

CylLecTBYIOT pasnnMyns B TUCTONOrMYECKOM KapTuHe
MAMBINy aeTen 4OWKOBHOMO, PaHHEro WKO/bHOIo Bo3pac-
Ta M y NOAPOCTKOB/B3pPOCAbIX. B nepBom cnyvae Hexapak-
TepHa 6annoHHas gereHepauus renatouMToB, OTMEYaTes
npeo6najgaHne NOpTanbHOro, a He 40/IbKOBOIr0 BOCManeHms
W MeaneHHoe nporpeccupoBaHne 3ab6oseBaHns ¢ pa3BUTH-
eM ¢pubposza [10].

AmnarHoctuka puoposa

Y neter MAXKBEI B dopme npocToro creato3a Xxapak-
TepuayeTcs MeaseHHONPOrPeECCUPYIOWNM TeYeHeM ¢ Anu-
TeNbHbIM OTCYTCTBMEM NpU3HaKoB Gnbpo3a. YcTaHOoBNEHME
cTtagmm Gubpos3a akTyanbHo Ans nauneHToB ¢ MACT 1 1-m
TUNOM NeanaTpU4YecKonm CTeaTO3HOW/KMPOBON 6GONE3HMU
nevexu [12, 41].

PekomeHgoBaHO NpoBeAeHWe TpPaH3UEHTHON anacTorpa-
dun nevyeHun ana yctaHoBneHus ctagun Gpubposa, BbigBie-
HUSA/UCKIOYEHNS BblpaxeHHoro ¢ubposa/unpposa neve-
HM B cneunanuaupoBaHHbIX MEAWLMHCKUX OpraHuM3aumax
Npu 4OCTYNHOCTK YKa3aHHoro metoaa [5, 10]. YpoBeHb y6e-
AUTENbHOCTU peKoMeHaauun — A (ypoBeHb AOCTOBEp-
HOCTHU JOKa3aTe/NIbCTB — 2).

TpaH3neHTHaa anactorpadus — Haubonee LWUPOKO
npMMeHsieMoe WccneaoBaHMe ANs OnNpeaeneHus KecT-
KOCTM MEeYeHOYHOW TKaHW, BbLINOMHSAETCA Ha annaparte
«PubpocKaH». MeToa OCHOBaH Ha CpPaBHUTENIbHOM OLIEH-
Ke YKeCTKOCTM HOpPManbHOM M NaTONOrMY4EeCKN M3MEHEHHON
TKaHu opraHa. lNpu conocTaBneHnn nokasaTenen anactuy-
HOCTU MEeYeHW NO AaHHbIM TpPaH3WEHTHOW anacTtorpadum
C pesynbrataMn Mop@ON0rMyecKomn OLLeHKU cTeneHn Gunbpo-
3a no wKane METAVIR 6bina nony4yeHa cnegytou,as oLeHou-
Has wKana [42]:

° uHTepBan 5,9-7,2 kMa — cragua ¢éunbpo3a F1 (nerkun
$1n6po3);
° uHTepBan 7,3-9,5 klMa — ctaaus pnbpo3a F2 (ymepeH-

HbIM GUOPO3);

* uHTepBan 9,6-12,5 klMa — ctaausa ¢ubpo3a F3 (Bbipa-

YEHHbIN GUBpPO3);

* nokaszaTenu 6onee 12,5 KlMa — crtagua Gubpoza F4

(urppoa3).

YyBCTBUTENBHOCTL U CNeundUYHOCTb MeToda MOBbI-
LalTecs No Mepe yBennvyeHuns ctenenn ¢ubpoasa. Mpu cta-
amn eubposa F3 4yBCTBUTENbHOCTb M CNEeUUdUYHOCTb
npuénuxatotca K 90% [17, 42]. Ha pe3ynbTat TpaH3MEHT-
HOM anactorpadun MOoXKeT BAUATb aKTUBHOCTb BOcnane-
HWUA — pe3ynbTaT HEAOCTOBEPEH MPU BbICOKOM YpPOBHE
ANT.

PekomeHaoBaHo naumeHTam ¢ MAXKBIT ¢ Lenbio OLEHKKU
KECTKOCTU TKaHM NeYeHn NPUMEHNATb YIbTPa3BYKOBYIO 3na-
cTtorpaduio c4BMIroBOM BOSTHOM NPW AOCTYNMHOCTH YKa3aHHO-
ro MeToga B MeAMLIMHCKON opraHu3aunn u HeAoCTynHOCTH
TpaH3ueHTHOM 3anacTtorpadun [43]. YpoBeHb y6eauTeb-
HOCTU peKomMeHaauum — A (ypoBeHb JOCTOBEPHOCTU
AOKasaTenbCcTB — 2).

Pe3ynbTaTbl M3MEpPEeHUs KEeCTKOCTM TKaHW neye-
HWM NOCPEACTBOM METOAMK CABUIOBOM BOJIHbI, KOTOPbIMU
pacnonaraloT COBPEMEHHbIE YNbTPa3BYKOBble annaparthl,
COMOCTaBMMbl MO CBOEN TOYHOCTHU C TPAH3WEHTHOW 3nacTo-
rpaduen, ogHaKo AaHHble no nauyuveHtam ¢ MAMXKEBI orpa-
HUYEHHbI [17].

Camble To4YHble pe3ynbTaTbl ONpPeAeneHUs KEeCTKOCTH
TKaHW nonyvyaloT MeTo4OM MarHWMTHO-pe30HaHCHOW ana-
ctorpaduun, HO 3TOT METOA MMEET BbICOKYD CTOMMOCTb,
OrpaHWYeHHYI0 AOCTYMHOCTb B MeauaTpUYyecKOn NpaKTuKe
M UCNONb3YeTCs NPEeUMYLLECTBEHHO B KJIMHUYECKUX MUCChe-
foBaHusax [29].

Apyrne metoabl AuarHOCTUKKU puopoOo3a
HenHBa3nBHbIE HE3anNaTeHTOBaHHbIE TECTbI NaLUMeHTam
¢ MAXKBI1 ¢ uenbilo UCKIOYEHUS BblpaXKeHHoro ¢ubpo3a

M LUMppO3a UCMNOoNb3YIOTCS NPEUMYLLECTBEHHO BO B3POC/ON

NpPaKkTUKe U He BannuanpoBaHbl B neanatpum [43].

Y neTten gna nporHo3uMpoBaHus cteneHn ¢ubposa 6biIn

npeanoxeHbl TECTbI, NPUBEAEHHbIE HUXKE [44].

e [MepunaTpuyeckun uHaekc ¢uo6posa npu HAXKBN
(Pediatric NAFLD Fibrosis Index; PNFI), ans pac4yeTta
KOTOPOro MCNONb3YIOTCH creaylolme nokasartenu: BO3-
pacT, OKPYXHOCTb TaiuW W YpPOBEHb TPUIIULEPWULOB.
PNFlI = 9 n 6onee yka3biBaeT Ha ¢$MOBPO3 nevyeHun co
cpeaHumu 3HaveHmnamm AUROC 0,74 [45].

e LWkana oueHkun ¢uoposa npu HAXKBIN y perten
(Pediatric NAFLD Fibrosis Score; PNFS). O6nanaet 6onee
BbICOKOM YYBCTBUTENbHOCTbIO AN AMArHOCTUKKM Bblpa-
YEHHOoro, nporpeccupytowero ¢nbposa. na pacyeTa
oueHuBatoTca Bo3pact, UMT, AJIT, ACT, KonuyecTtBo
TPOMOOUMTOB, YpoBEHb anbbymuHa [44]. Ana ynob6cTBa
pacyeta OLEHKM GUOPO3a PEeKOMEHYeTCs MCMonb30-
BaTb OHNanH-kanbkynatop (https://www.pediatriconcall.
com/calculators/nafld-fibrosis-score).

B HacTosiulee BpeMsi OTCYTCTBYIOT y6eauTeNnbHble AaH-

Hble 06 apdeKTnBHOCTM PNFI n PNFS B KNIMHU4YEeCKOM nNpaK-

TuKe [46].

UHble guarHocTtuyeckue uccaesoBaHus

PekomeHayeTca No nokasaHuMaM (MpU  BbIBEHUMU
npu3HaKoB cTeaTo3a MeyeHW y MauMeHToB B BO3pac-
Te 0o 10 neT) KOoHcynbTauus reHeTuka C NpoBeAeHUEM
nccnenoBaHUin aAna BbISBNEHUA reHeTUYEeCKUX AedeKToB —
BPOX/JEHHbIX 3abofeBaHW Oo6MeHa BellecTB (geduuuta
al-aHTUTPUNCUHA, MYKOBMUCLIMAO3a@, ranakTo3eMun, TUPO-
3MHEMWUN 1-ro TuNna, FMKOreHO30B, HapyLWeHUN MepoKCH-
COMasiIbHOro OKWUcneHus, 6one3Hn BunbcoHa, abetanuno-
NPOTEUHEMUK, TMNOGETaNnUNONPOTEUMHEMMUU, BPOXKAEHHON
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KJIMHUYECKUE PEKOMEHAALUUU

MNOAUCTPODUK, CEMENHOW runepaunuaeMuun, geduuuta
JIN30COMHOW KWUCNOW nunasbl, geduunta KUCIon COUHro-
Muenasbl, UMTPYSIMHEMUU 2-TO TMNa U T.4.) [47]. YpoBeHb
y6eauTenbHOCTU pekoMmeHaauun — C (ypoBeHb AOCTO-
BEPHOCTU JOKa3aTenbCTB — 5).

JIEYMEHME
K ocHoBHbIM Lienam Tepanun HAXBI oTHocsATeS:

1) npodunakTMKa nporpeccrpoBaHuns 3aboneBaHus neve-
HW WM perpecc umeloweroca creatosa, creaTorenatuta
n Gnbposa;

2) CHUXKeHue KapaumomeTabonumyecknx GaKTopoB pUCKa
(KOppeKLUMns M36bITOYHOM Macchl Tena ANs yayyleHus
nokazatenen AUCAUNUAEMUU, PESUCTEHTHOCTU K UHCY-
nuHy, ALl), KoTopble TecHo cBA3aHbl ¢ MAXKBI [13, 17].
Neyvenne MAMBI BKoYyaeT B cebd HeMeaMKaMeHTO3-

Hble MeToabl (AMETY U GU3UYECKUE Harpy3KHM), aBnsioLmecs

OCHOBHbIMU, U bapmaKkoTepanuto [27].

HemeaukameHTO3Haa Tepanusa

B KayectBe Tepanuu nepBou nuHuM getam ¢ MAMKBI
PEKOMEHAYETCSH M3MEHUTb 006pa3s KWM3HW, MpPUAEPHKUBATb-
csl HOpPM c6anaHCMpPOBaHHOIO MWUTaHWUSA C y4eTOM BoO3pacT-
HbIX OCOBGEHHOCTEW W YBENUYUTb DU3MYECKYID aKTUBHOCTb
[4, 11, 16, 17]. YpoBeHb y6eauTe/bHOCTU pPeKoOMeHAa-
uuii — B (ypoBeHb A,OCTOBEPHOCTU JOKa3aTeNnbCcTB — 1).

OCHOBHbIM HanpaBfieHWeM Tepanuu ABASETCA CHUXKe-
HUEe unu ctabunmnsauunsa nokalzarensa UMT ¢ nomoulblo ane-
ToTEpPaAnUU U PU3NYECKMUX ynpaxHeHun [1, 17]. CoyeTaHue
GU3NYECKMX Harpy30K C guetoTepanmen NpUBOAMUT K 3HAUU-
MOMY CHUMEHMIO MOLKOXHOIO U BHYTPUMNEYEHOYHOI0 XHnpa,
CHUXEHMIO ypOoBHSA AJIT 1 yny4lEeHUIo T’MCTONIOrMYECKON Kap-
TUHbI NeYeHun y Aeten n noapocTkoB ¢ MAXKBI [25].

[MocKonbKy poauTenn aBngTCcA Ana pebeHka obpas-
LOM ANS noAparkaHusl, U3MeHeHne obpasa *KU3HWU JONKHO
3aTPOHYTb HEe TONbKO MaUMEHTOB, HO W WX GAMKaWwee
OKPYXKEHNE — YNEeHOB MX CEMbM. BaXKHO y4nTbiBaTb paLMoH
NUTaHUS U ypoBeHb GU3MYECKOW aKTUBHOCTM poauTenen
4NS KOMNIEKCHON paboTbl C AETbMU Y NOAPOCTKAMMU.

dusnyecKkas akTUBHOCTb

MauymeHtam ¢ MAMKBI 1 KomopbuaHon nartonornen
4NS YMEHbLUEHUS COAEPKAHUS MUpa B NEYEHN PEKOMEHAY-
eTcs perynspHas Guandeckas akTMBHOCTb B BUAE ad9POOBHbIX
yNpaxHeHUN U CUNOBbIX TPEHMPOBOK [48]. YpoBeHb y6eau-
TEe/NIbHOCTU peKkomeHaauun — A (YypoBeHb JOCTOBEPHO-
CTHU fOKa3aTtenbcTB — 1).

K yMeHbLUEHNIO BUCLEPaNbHOMO XMUpa U K1Upa B NeYeHu
NPUBOAAT a3pobHble GU3UMYECKME HArpy3Ku U CuUIOBble
TPEHUPOBKMU CpefHEN U BbICOKON MHTEHCUBHOCTU HE MeHee
60 MUH B aeHb 3 pa3a B Hegento [11, 48].

dusnyeckas akKTUBHOCTb YMEPEHHOW WMHTEHCWMBHOCTHM
XapaKTepusyeTcs yBelMYeHUeM 4acToTbl cepaeyHblX COKpa-
WeEeHUA, NPU 3TOM COXPaHAETCS BO3SMOXHOCTb KOM®OPTHO
BecTn 6eceny. lNpumepsbl: 6bicTpas xoabba, TaHubl, pabo-
Ta B cagy, pabota No AOMY U XO3SMCTBY, aKTUBHbIE UIpPbI
M CMOPTUBHbIE 3aHATUA C AETbMW, NPOTYJIKM C AOMALIHUMMU
KMBOTHbBIMM U T.1M.

dusnyeckas aKTUBHOCTb BbICOKOW WMHTEHCUMBHOCTHM
3HAYUTENIbHO MOBbLIWAET YacTOTy CEPAEYHbIX COKpaLLEeHWUN,
4acToTy AblXaTe/bHbIX ABUXKEHUIN W Bbi3blBAeT NOTOOTAENE-
Hue. MNMpumepsbl: 6er, aapobuKa, 6uicTpas e3ha Ha Benocune-
[le, noabeM B ropy v T.n. [49].

PekomeHgaunn no ¢Gu3MHECKOM aKTMBHOCTWM LOJKHbI
y4uTbiBaTh MHAMBUAYaANbHbIE OCOOEHHOCTM NauueHTa (BO3-
pacT, GU3M4ECKYIO NOATOTOBKY) U KOMOPOUAHbLIE COCTOSAHMS.
[eTam v nogpocTkaMm, BefylMM ManonoaBWMKHbIM 06pas

KW3HW, PEKOMEHAYETCA HayuMHaTb C HU3KUX DUIUYECKMX
Harpy30K 1 NOCTENEHHO YBENNYMBATL UX YACTOTY, UHTEHCHB-
HOCTb M MPOAOMIKUTENBHOCTL. B cuctemaTnyeckmnx o63opax
YCTa@HOBJIEHO, YTO YMNPa)XHEHWs C OTArOWEHUAMM (CUNo-
Bbl€ TPEHUPOBKM) MOryT 6bITb NPeAnoYTUTENbHEE a3POBHbIX
ynpaxHeHun y nauneHToB ¢ MAXKBI 1 HU3KOW KapauoTtpe-
HMPOBAHHOCTbIO UMM Y TEX MALMEHTOB, KTO M0X0 NEPEHOCUT
a3po6Hble ynpaxkHeHus [50].

PekomeHgyeTcs BcemM JeTsM M NOAPOCTKaM COKpPaTUTb
BpeMms, MPOBOAMMOE 3a 3KpaHaMu ragXKeToB, — MeHee
2 4acoB B AeHb [51]. YpoBeHb y6eaUTENbHOCTU PEKO-
mMeHaauMn — B (ypoBeHb JOCTOBEPHOCTU [AOKa3a-
TenbcTB — 1).

CHUWKEHMEe 3KPaHHOro BPEMEHW Yy AeTen HanpaBaeHo
Ha KOPPEKLMIO ManonoABUKHOro obpasda XM3HU U MOBbI-
lweHne dGnsnyeckom akTuBHoCTH [B51].

AueTta

[OuneTtoTepanus 9BaseTca OgHUM U3 IPDEKTUBHBIX HEME-
OWKaMEHTO3HbIX CpPeACTB JieyeHuss He Tonbko MAMKBIN,
HO M M36bITOYHOM Macchl Tena / oxuperusa [1, 17].

[etam n nogpoctkam ¢ MAXKBI pekomeHgoBaHa AMeTo-
Tepanus C Leblo CHUXKEHUS U nocneaytoLen ctTabunmsauum
Maccbl Tena, HopManu3aunm 06MeHHbIX MPOLLECCOB U MPOo-
PUNaKTUKK KapamomeTabonnyeckmx puckos [52]. YpoBeHb
y6eauTeNnbHOCTU peKoMmeHaauun — B (ypoBeHb foCTO-
BEPHOCTU AOKa3aTenbCcTB — 1).

B HacTosiLee Bpems OTCYTCTBYIOT y6eauTenbHble aH-
Hble, NOATBEpKAallWmMe NpeumyllecTBa onpeaesieHHON
onetbl B nedyeHun MAXKBI (Hanpumep, AMETbl C HUBKUM
rMUKEMUYECKUM MHAEKCOM MM C HU3KMM COAEpKaHWEM
*npos). OCHOBHbIM TpeboBaHWEM K AMETUHECKUM PEKO-
MeHJauuaMm aBnseTca cobogeHne BO3pacTHbIX GU3MO-
JIOFUYECKUX NOTPEOHOCTEN OEeTeENn B MaKpo- U MUKPO-
HYyTpUeHTax, 4To6bl n3bexatb pPas3BUTUA AePULMTHBIX
COCTOSAHMM [1].

K 06WmM npuHUMnam gnetotepanum OTHOCATCS:

° perynsgpHbin npuvem nuwu, 4-5-pa3oBoe MNuTaHue,
cocTosiee U3 3 OCHOBHbIX NpMemMoB nuwum 1 1-2 nepe-
KyCOB;

° BBeJeHWE B paLMOH OBOLLEN (4N9 AeTel Mnajwero BO3-
pacta — 300 r/cyT, nogpocTkoB — 400 r/cyT, UCKtoYas
13 3aToro o6bema Kaptodenb), MULLEBbIX BOJIOKOH, Liefb-
HO3epPHOBbIX NMPOAYKTOB;

* ¢dopmMHUpoBaHME NPABUIbBHOMO MULLEBOro NoBeaeHnUs —
NPUEM MULLKN HE «Ha XOAY», MeaneHHo, 6e3 Ucnonb3oBa-
HUSI NEKTPOHHbIX ragXeToB, OTB/IEKAOWMX BHUMaHKE
OT npouecca ynotpebneHuns nuum [53].

MauyneHtam ¢ MAXKBI pekomeHgoBaHO u3beraTb yno-
TpebneHnsa NPoAyKTOB WM HaMWTKOB, cOoAepxKalwux gobas-
NEHHYI0 GPYKTO3Y, ANS YMEHbLUEHUS HaKOMIEHUs Xupa
B neyeHun [54-56]. YpoBeHb y6eauUTEeNbHOCTU PEKO-
mMeHpauun — A (ypoBeHb [AOCTOBEPHOCTU [OKa3a-
TenbcTB — 1).

MeTaaHanu3bl KOHTPOAMPYEMbIX MCCNedOBaHWUN NOKa-
3bIBaloT, YTO NoTpebneHne nobaBneHHOW GPYyKTO3bl (Npea-
cTaB/leHa MPEUMYLLECTBEHHO B MOACNALEHHbIX HanWTKax)
NPUBOAMUT K 3HAYUTENIbHOMY YBENMYEHUIO KONIMYECTBA Kupa
B nevyeHu v nosbiweHunto AJIT. HeratusHbi addeKT fob6aB-
JIEHHOW PPYKTO3bI BbI3BaH:

1) yBenMYeHUEM KalOPUMHOCTU MUTaHUS;

2) 0CO6GEHHOCTIMU MeTabonn3ma GpPyKTO3bl.

B oTanyune oT rnokosbl, GpyKTO3a nerye npespawiaet-
CSl B XWMpHble KWUCNOTbl Gnarofaps MOBbIWEHUIO 3KCMNpec-
CUM NIUNOTEeHHbIX depMeHTOB B ne4veHun [55, 57]. Y peten
¢ MAXKBI1 1y 300poBbIX AeTen ¢ HOpMalbHOM Maccon Tena
MeTabonmamM GpyKkTo3bl pasnundaetcs: getn ¢ MAXKBI nme-



0T NOBbIWEHHYI0 abcopbLmo GPYKTO3bl U 6ONEE BblparKeH-
Hble MeTabo/IMYeCKMe CABUIM B OTBET Ha ee NoCTynneHue
c nuwen [55]. EcTecTBEHHbIE MCTOYHUKKM GPYKTO3bl (Me[d,
GPYKTbI, CyXODPYKThI) NpU YCNOBUKU COBGNOAEHUA afeKBaT-
HOM 3HEepProLeHHOCTU paLMoHa OTpULATENbHOIO BAWUAHWUS
Ha TedyeHne MAXKBIT He oka3biBaloT [57]. KpomMe Toro, Bax-
HO orpaHunyeHue nob6aBneHHOro caxapa [56, 58].

MeaukameHTo3Hana tepanus HAXKBI

B HacTosillee Bpemsl, HECMOTPS Ha nporpecc, KoTo-
pbl JOCTUIHYT B MOHMMaHWUK NaTtoreHesa, 0CO6EHHOCTEN
KNMHUYEeCKoro TevyeHus n nporHoda MAMKBI, nokasaHus
4Na NpUMeHeHns dapMakoTepanun NPOAOKAKT 06CYK-
fatbcs. Kpome Toro, nekapcTBeHHas Tepanus MOXeT npu-
MEHATLCSH B KOMMJIEKCHOM fle4eHUN KOMOPOUAHbIX COCTO-
AHUN.

He pekomeHayeTcs pyTUHHOE Ha3dHa4YeHe MefuKaMeH-
TO3HOW Tepanuu (leKapCTBeHHble npenapatbl U 6UMONoru-
yecKne gob6aBKM K nuwe) getam ¢ MAMXKBI ns-3a oTcyT-
CTBUSA yb6eauTesnbHbIX AoKa3aTenbCTB adpdeKTuBHoCcTM [1].
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEHb OCTOBEPHOCTU fJOKa3aTeNbCTB — 2).

PesynbtaTbl 60/bWKWHCTBA MMEIOLLMXCS UCCNeaoBaHUM
noJly4eHbl Ha HeGONbLUMX Fpynnax NauuMeHToB U UMEIOT NPo-
TUBOpPEYMBbIE N HeybeauTeNbHble BbIBOAbI, TaK KaK OLleHKa
3bdPEeKTUBHOCTM MNpenapaTtoB OCHOBbIBanacb npeumylle-
CTBEHHO Ha onpegeneHuvn anHamuku yposHs AJIT nocne
KpaTKOCPOYHOro BMellatenbcTea [1].

PekomeHfoBaHO coyeTaTb Hal3HavyeHue MepuKa-
MeHTo3HOoM Tepanun MAMKBI (Mpy HanMyuuM nNoKalaHWK)
C UBMEHEHUEM obpasa KU3HU (GUBNYECKOM aKTUBHOCTbIO
n auetotepanuen) [59]. YpoBeHb y6eaUTEIbHOCTU PEKO-
mMeHaauun — B (ypoBeHb [AOCTOBEPHOCTU [JOKa3a-
TeNnbcTB — 2).

BO3MOXHOCTb Ha3HayeHus NneKapCcTBEHHOW Tepanwuu,
0CO6EHHO MpY KOMOPOWMAHOM MaToNoruMu, npeaycmMoTpeHa
B C/ly4yae HefoCTaTO4YHOM 3bdEKTUBHOCTHU TOSIbLKO U3MeEHEe-
HUSi o6pasa KU3HWU U/UAK NPU NPOrPECCUPYIOLLEM TEYEHUM
3a60neBaHns. JTO CBA3AHO C TeM, 4YTO 3DPEKTUBHOCTb
M3MeHeHns obpasa KMU3HW ocTaeTcst HM3KOW. o AaHHbIM
uccnepgosaruit, meHee 10% NaUMEHTOB LOCTUIalOT CHUXKE-
HWSi Maccbl Tena B Te4YeHue roga, U3 HMUX MeHee NOoNOBUHbI
YAEPKMBAIOT AOCTUIHYTLIN pe3dynbTaT B TeyeHue NATU net
[38]. Kpome TOro, mMetaaHanM3bl NocneaHux net ceBuae-
TeNbCTBYIOT O HEOMNPEeAENEeHHOCTU BAUSHUS BMeLlaTeNbCcTB
B 06pas xu3Hu nauyueHtoB ¢ MAMBIT Ha OONTOCPOYHbIN
NPOrHO3 M Ucxofbl 3aboneBaHns B CBA3U C OTHOCUTENbHO
KOPOTKMMU (He 6onee 2 NeT) CpoKkaMu NPoBeAEHHbIX Uccne-
[OBaHWIM U X HeoHopoaHocTbto [20, 38].

PeKkomeHayeTcst Ha3HayeHne omera-3 NoMHEHacChILWEeH-
HbIX UpHbIX Kncnot (MHXKK) (kog ATX: C10AX06) ageTsam
n noapoctkam npu MAXKBI [60]. YpoBeHb yGepuTeb-
HOCTH peKoMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AoKasaTtenbcTB — 3).

Owmera-3 MHXK (3ko3aneHTaeHoBas M [JOKo3arekca-
eHoBas (ArK) »WMpHble KUCNOTbI) yny4ylwalT MeTaboan3m
NIMNUAOB B Ne4YeHun, a Takxe obnagatoT NpoTMBOBOCNANM-
TenbHbIM 3apdeKTom [61]. B ABOMHOM cnenom paHaoOMMU3u-
poBaHHOM NnaLebo-KOHTPONMPYEMOM UCCNELOBAHUN BbINO
nokasaHo, 4yto npuem ArK B cytouyHon gose 250 n 500 mr
B Te4eHne 6 Mec y aeTen ¢ M36bITOHHOM MacCcon Tena v OXu-
pPEHMEM NPUBOAMN K YMEHbLUEHWIO NPOSBAEHUI cTeaTo3a
B MNeYyeHun, CHWKeHuto ypoBHS AJIT u Tpurnnuepuaos [59].
B paHZoOMW3MpOBaHHOM ABOMHOM cinenom niauebo-KoHTPOo-
nupyeMmom nccnegoBarHunmn npumerHenune Ak (500 mr) ¢ Buta-
MuHom D (800 ME) y neten ¢ 0OXXMPEHUEM M TMCTOSIOMMYECKHU
noareepxaeHHon MAMBIT cnoco6cTBOBaN0 YMEHbLUEHWUIO

cofepraHua GUOPUANAPHOro KoanareHa B napeHxume
nevyeHn [60]. Takum o6pa3om, HEOOGXOAMMO [AalnbHewnllee
n3y4yeHne BO3MOXHOCTM ucnonb3oBaHua omera-3 MHXK
y aeten ¢ HAXKBIT.

PekomeHayemas nMpoAO/KUTENbHOCTb JieyeHua —
He MeHee 6 mec.

He peKomeHayeTca Tepanus TUNOrMUKEMUYECKUMMU
cpeacteamu y geten n nogpoctkos ¢ MAXKBIT [1]. YpoBeHb
y6eauTenbHOCTU pekoMmeHpauuin — C (ypoBeHb AOCTO-
BEPHOCTU AOKA3aTe/NIbCTB — 2).

HecmoTpss Ha 3HayeHue WP B passutun MAXKBI,
B KPYNHOM MHOFOLEHTPOBOM PaHAOMU3NPOBAHHOM KJIMHU-
yeckom nccnegosaHmum TONIC npuem metdopmuHa 500 mr
[Ba pa3a B [eHb HEe COMPOBOXKAaICA CHUXEHUEM YPOBHS
AT, HOMA-IR # npaKTU4YEeCKM He BAWUAN Ha rMCTONoruye-
CKYIO KapTHHY neyexu [62]. Henb3sa UCKNOYUTb, 4TO NOBbI-
weHne Jo3bl METHOPMUHA MOMKET MPMBECTU K MOBbIWE-
HWIO YYBCTBUTENBHOCTU K UHCYNIMHY W YNYYLIEHUIO TEYEHUS
MAXKBI.

PekomeHayeTca Tepanusa npobuoTukamu Lactobacillus
rhamnosus wtamm GG wmAM MynbTUNPOGUOTUKAMHU, UMe-
IOWMMKU B cocTaBe KOMOUHaAUMIO NakTobaKkTepun, 6udu-
foGaKTepun U CTpenToOKOKKa (Lactobacillus acidophilus,
Lactobacillus plantarum, Lactobacillus caseiv Lactobacillus
delbrueckii subsp. bulgaricus, Bifidobacterium breve,
Bifidobacterium longum, Bifidobacterium infantis,
Streptococcus salivarius subsp. thermophilus — VSL#3)
B KOMMneKcHon Tepanun MAXBI [63, 64]. YpoBeHb y6e-
AUTENbHOCTU peKomeHaauuin — C (ypoBeHb JOCTOBEP-
HOCTM flOKa3aTeNbCTB — 2).

Bbll0 NpoBefeHO HECKONbKO pPaHAOMW3MPOBAH-
HbIX KJWMHWMYECKUX UCCNefoBaHWi, OLEHMBAIOWMX BAKUS-
HWEe MyNbTUNPOOGUOTMKE M3 8 MPOBUMOTUYECKUX LITAaMMOB
(VSL#3) Ha PyHKUMOHANbHOE COCTOSIHWE NMeYeHu y aeTten
¢ MAXBI. Ha ¢oHe npnema npobmnoTuKa 6bI0 BbiIBEHO
CHWeHne UMT un Y3U-npusHakoB cTeato3a MNpu OTCyT-
CTBWM CYLLECTBEHHbBIX UBMEHEHUN CO CTOPOHbI TUMUAHOIO
CMEeKTpa M YPOBHS TpaHCaMWHa3 N0 CPaBHEHUIO C TPynnom
nnaue6o [65].

B 4pyrom 4BOMHOM CNenom KAMHUYECKOM NCCnefoBaHuN
Tepanus NpobuoTUKOM, cofepxalnm wrtamm Lactobacillus
rhamnosus GG, npuBoaMna K CHUXeHWo ypoBHS AJlT
Nno cpaBHEHWIO ¢ rpynnow nnaue6o [66, 67]. 3Tn pe3ynbTaThl
YKa3blBaloT Ha TepaneBTUYECKY0 aKTUBHOCTb NPOBGMOTUKOB
B nievyeHmn MAXKBI.

He pekomeHayeTcs NpUMEHeHWe ypcoae30KCUMX0NeBOon
kucnotbl (YAXK) B Tepanun MAXKBI y aeten [68]. YpoBeHb
y6eauTenbHOCTU pekoMmeHpauun — C (ypoBeHb AOCTO-
BEPHOCTU AOKa3aTe/NbCTB — 3).

YOAXK (kog ATX AO5AA02) aBnaeTcs OAHUM U3 Hanbo-
niee WKUPOKO MCNONb3yeMblX LLUTONPOTEKTOPHbLIX U @HTU-
OKCMAAHTHbIX CPEACTB, CNOCOOBHbLIX 3aluMaTb renaTtoum-
Tbl OT MOBPEXAEHNS MUTOXOHAPWM, BbIBBAHHOIO CONSIMM
KENYHbIX KUCNOT, @ TaKXe aKTUBMPOBaATb aHTMANONTOTU-
YEeCKUEe CUTHa/bHble MyTW, BbINONHAA Pa3MyHble UMMY-
HoOMoAynupyowme GYHKUUKU U CTabunn3npys KneTouyHble
MeM6paHbl y naunveHToB ¢ MACI. Umetowmecs nceneno-
BaHua apdperktnuBHoctn YOXK B Tepanun MAXKBI y neten
NPOAEMOHCTPUPOBAAN MPOTUBOPEYUBLIE pe3ynbTaTbl
C OTCYTCTBMEM MONOXKUTENBHOIO addPeKTa OT NpumeHe-
HMS KaK MOHOTepanuu, Tak W codveTaHus YOAXK ¢ aue-
TOW. Pe3dynbTaTthbl, NONy4YEHHbIE Y B3POC/bIX, MOKa3blBalOT,
yT10 YOXK CcHuXKaeT ypoBeHb AJIT, HO He OKa3blBaeT cylle-
CTBEHHOIO BAUAHUSA Ha FMCTONOMMYECKYIO KapTUHY nede-
HUK [69]. Takum o6pa3om, noTeHumnan YOXK B ycTpaHeHnu
nospexaeHun nedyeHun npu MAXBI y neten TpebyeT aasb-
HEeNLWero n3y4yeHus.

PEDIATRIC PHARMACOLOGY. 2025;22(2)
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He pekomeHayeTCcs MpUMEHEHUE BbICOKMX J03 TOKobde-
ponay aeten n nogpocTtkoB ¢ HAXKBI [8]. YpoBeHb y6eau-
TEeNbHOCTU peKoMeHpauuin — C (ypoBeHb LOCTOBEPHO-
CTU fO0Ka3aTtenbcTB — 3).

OKWCAUTENBHBIN CTPECC CYMUTaAETCH MYyCKOBbIM GaKTo-
POM MEPEKUCHOI0 OKUCNEHUSA NUMNAOB M NOCAEeAYIoLLEero
nospexaeHua renatoumto npu MAMBIL. MMpumeHeHne
Tokodepona (BMTamuHa E) B BbicOKMx pgo3ax (400-
1200 ME/cyT) HanpaBfieHO Ha CHUXEHWEe YPOBHS TpPaHC-
aMuUHa3 B KPOBW BHE 3aBUMCUMMOCTU OT nameHeHun UMT
M 3XOreHHOCTU neyeHun npu Y3WU. OgHaKo uccnenoBaHue
TONIC nokasano, 4To BUTamMuH E He npeBoCXoaMT nnaue-
60 B JOCTUXEHMUU OCHOBHOIO pe3ynbrata — yCTOMYMBOrO
CHWMXeHus ypoBHA AJIT y naumeHToB ¢ HAXKBI B geTckom
Bo3pacTe [8].

EcTb fJaHHble, CBMAETENbCTBYOWME O CBA3KM npuema
60nblMX JO3 BUTaMMHa E ¢ pucKom passutua Hebnaro-
NPUATHBIX CEPAEYHO-COCYAUCTbIX COObITUMA U NOBbLILEHHON
cmepTHocTh [70, 71]. HecmoTps Ha To, 4TO y AeTen, nony-
YaBLWMKX BbICOKME [03bl BUTaMuHa E, He 6bi10 OTMEeYeHOo
3HAYUTENBHOIO YBENIMYEHUS PUCKa HexenaTenbHbIX sBfe-
HWW, 4ONITOCPOYHbIE MPEUMYLLECTBA M PUCKM OCTAIOTCH HENS-
BeCTHbIMU [56, 62].

MauneHtam ¢ MAMXKBIT 1 oupeHnem peKkoMeHaoBaHOo
NPUMEHEHWE aroHUCTOB PeLenTopoB MIOKaroHonog06HOro
nentuga 1 (FMM-1) ¢ uenblo CHUXKEHUS MaccChl Tena, yMeHb-
WeEeHUS MHCYIMHOPE3UCTEHTHOCTHU, NPU3HAKOB BOCManeHus
M NoBpeXAeHus neyeHn [66]. YpoBeHb y6eaUTENbHOCTH
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU lOKa3a-
TenbCcTB — 2).

O6UWKMM nonoxuTenbHbiM adpdekTom aronmucTtos [MM-1
ABNAETCS 3HAYUTENIbHOE CHUXKEHWE MaccCbl Tena, 4YTo Cno-
COBCTBYET YMEHbLUEHUIO NoBpexaeHns nedeHn npu MAXKBI
N CHWUXKaET PUCKM pa3BUTHUS CePaEYHO-COCYANCTbIX COObITUI
M MOYEYHbIX OCMIOXKHEHNH.

BO3MOXHO NpUMeHeHWe MNOAKOMHbIX WMHBEKLMA aro-
HucTta MMN-1 nuparnytnaa (Koa ATX 10BJ02) 1,8 mr exe-
nHeBHo y aeter ¢ MAXKBI ¢ 12 neT. B MHOroueHTpoBOM
ABOMHOM C/NenoM paHAOMWU3MpOBaHHOM MniaLebo-KoH-
TPOAMPYEMOM MUCCNELOBaHWM NUparnyTuh nokasan CBOI
6e30nacHOCTb U 3dbEKTUBHOCTL B nedyeHun MACIT [72].
BaxHO noAyYyepKHyTb, YTO, COMMacCHO KAWHWYECKUM PEKO-
MeHaaumam 2024 1. N0 OXWPEHUIO Yy AeTen, nuparnytug
MOXKeT 6bITb Ha3dHayeH «Npu HeAPDEKTUBHOCTU MEPOMNPUSA-
TUI, HanpaBfeHHbIX Ha GopMUpOBaHMe 340POBOro o6pasa
MW3HW, ANUTENbHOCTb KOTOPbIX COCTaBnsina He MeHee
1 roga». ITOT TE3UC aKTyaNeH U B KOHTEKCTE paccMmaTtpu-
Baemon natonoruun [73].

Cpean Apyrux aKTMBHO M3yYaloWwMxcs CpeacTs
ona Tepanun MAMKBIT y geten ¢ HEM3MEHEHHbIM YpPOB-
Hem AJ[l — aHTaroHWCTbl peuenTopa aHrvoTeH3unHa Il.
Mpenapat nosaptaH B Ao3e 50 Mr B AeHb NepopalbHO
B TeyeHne 6-8 Hea CHWXKaeT MNPOAYKLMIO MHrMGMTOpa
aKTMBaTopa nnasmuHoreHa-1 (PAl-1) — 6enka ocTpou
dasbl, ypoBEHb KOTOPOrO MOBLIWEH Yy AETEN C XMPOBbIM
renato3oM W KOppenupyeT ¢ BblpaxkeHHocTbio MP 1 npo-
rpeccMpoBaHueM GUOPOTUHECKUX UBMEHEHWUIH B MEYEeHMU.
bnoknpoBaHne aKTMBHOCTM PEHUH-AHTMOTEH3WH-aNbAo-
cTepoHoBoM cuctembl (PAAC) NPUBOAUT K CHUXKEHUIO IKC-
npeccun PAI-1 B nevyeHu n ymeHbwaet UP. B umetowmnxcs
nccnegoBaHusax 66110 06HaPYKEHO, YTO N03apTaH XOpoLLOo
nepeHocutcsa getomu ¢ MAXKBI, HecMoTps Ha HOpMalib-
Hble 3HavyeHunsa AL [74].

XupypruuecKkoe neyeHume
bapuaTtpuyeckas xvpyprua He peKoMeHayeTcs B Kave-
ctBe cneundunyeckon tepanum MAMKBI n3-3a oTCyTCTBUSA

[JaHHbIX O JONrOCPOYHbIX pelynbTatax onepaTMBHOro BMe-
lwaTtenbcTBa y NoApoCTKOB [75]. YpoBEeHb yoeAUTENbHOCTHU
peKomMmeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AAOKa3a-
TenbcTB — 1).

bapuatpuyeckas xvpyprusa MoxeT OblTb paccMoTpeHa
B KayecTBe meToda Tepanuu AN OTAeNbHbIX NOAPOCTKOB
¢ UMT > 35 Kr/m2, y KoTopblix BbisiBneHbl MAXKBI 6e3 Bepu-
GUUMPOBAHHOrO LMPPO3a U Apyrue cepbe3dHble CONyTCTBYIO-
e 3aboneBaHus (Hanpumep, caxapHbl anabeT 2-ro Tmna,
TSKenoe anHod BO CHe, MaMonatMyecKas BHyTpu4yepen-
Hasi rMNepTeH3us), CO CTOPOHbI KOTOPbIX, BEPOSATHO, ByaeT
HabnaaTbCs ynyylweH1e nocne NpoBeaeHUs onepaTtMBHOroO
BMellaTenbcTBa [76].

lNMokasaHua M MeTo4 GapuaTpUyYeCcKOro BmellaTeb-
CTBa AO/KHbI ONpeAensaTbcs B UHANBUAYANBbHOM NOpPsSAKe
MYNbTUAMCLUMNANHAPHON KOMaHAOM, BK/tOYaloLen Bpada-
Xxupypra.

MEQULIMHCKASA PEABU/IMTALIUA

U CAHATOPHO-KYPOPTHOE JIEHEHME

Cneunduryeckne Mepbl peabunutauum nNauMeH-
T0B ¢ MAMBIT oTcyTcTBYlOT. MOXET OblTb PEKOMEH-
[OBaHO CaHaTOPHO-KYpPOPTHOE JedyeHue no npoduiio
«[acTpoaHTEPONOrKsA» C NPUMEHEHUeM du3noTepanesTm-
YeCKMX MpoLeayp, perynsipHon GU3n4ecKom aKTUBHOCTbIO,
nporynkamuv Ha cBexeM Bo3ayxe. [loKazaHO neyeHue
Ha 6anbHEONOrMYECKUX U rPA3EBbIX KYpopTax B CO4eTaHMK
C NUTbEBbIMW MUHEpPaNbHbIMW BogaMK. MeaguLmMHCKas pea-
OuUAnTaLmMa B CTaLMOHAPHbIX YCI0BMUAX NPOBOAMTCS B MHO-
ronpodUNbHbIX OTAENEHUAX MEAULMHCKON peabunutauuu
UK OTAENEHMAX MELULMHCKOM peabunutaumu ana geten
C COMaTM4eCKOoMn naTonornen.

NMPO®UNTIAKTUKA

U QUCNAHCEPHOE HABJIIOAEHUE

MpodunakTnyeckme meponpuatna npu MAXKBIN Hanpas-
NeHbl Ha:

° npodunakTnky dopmmposaHua MAXKBIT;
° cBoeBpemeHHoe BbiiBneHne MAXKBIT n MACT;
° npodunakTuky nporpeccupoBanna MAXKBIN/MACI

00 uMppo3sa neyenu [1, 17].

Ana npodunnaktnkun passutus MAXKBI pekomeHgoBaHbI
MEepPOoNpPUATUS, HanpaBeHHble Ha GopMUPOBaHMeE 340POBO-
ro o6pasa XM3HU, KOPPEKLMIO NULLEBLIX NPUBLIYEK, GU3K-
YecKylo aKTuBHocTb [49, 53, 59]. YpoBeHb y6eauTeib-
HOCTU peKomMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTeNnbCcTB — 5).

Oetam ¢ MAMBI 6e3 npusHakoB (nabopaTopHbIX
MAN  WUHCTPYMEHTaNbHbIX) MPOrpeccupylollero Teye-
HUS / dnbpo3a, 6e3 KIMHUYECKUX MPOSABNEHUN MeTa-
60/1MYECKOro CUHAPOMa PEeKoOMeHAyeTcs AucnaHcepHoe
HabnogeHne 1 pa3 B 2 roga ¢ OLEHKOW CKPUHUHIOBbIX
OUOXMMHUYECKNX NOKa3aTenien KpoBu (AJIT), a TaKxKe MeTo-
nos Bu3yanusaunn (Y3U, MPT) U HeMHBA3WBHbIX UHAEKCOB
dGubpo3a AN CBOEBPEMEHHOIO BbISBIEHUA MPOrpeccuu
3ab60sieBaHua (N0 nokasaHuam) [1]. YpoBeHb yo6eauTeb-
HOCTU peKomeHpauun — C (ypoBeHb AOCTOBEPHOCTHU
AOKa3aTenbCTB — 5).

Mo gaHHbIM MeTaaHann3a KAMHUYECKUX UCCefoBaHuM,
COMPOBOXAABLUMXCH NAPHbIMKU BUOMNCUAMM, Y TPETHU NaLUEH-
ToB ¢ MAXKBI Habnogaetcsa nporpeccupoBaHme ¢ubposa,
npu aTom nporpeccupoBaHune ¢unbpos3a oT ctaguun FO go F1
npPoOMCXoanT B cpefHem 3a 14,3 roga npu UCXOAHOM Mpo-
cToM cTeato3e 1 3a 7,1 roga npu HACI [77]. OnTumanbHas
YyacToTa AMcnaHCepHoro HabnlaeHus He ycTaHOBEHa,
HO, COrNMacHO MHEHWUI0 EBPONENCKUX IKCNEPTOB, NaLUEHTHI
¢ MAXKBI1 6e3 nabopaTopHbIX UKW MHCTPYMEHTAJIbHbIX MNPU-



3HaKOB NPOrpPECcCHUpPYIOLLEro TEYEHUS LOMKHbI HabnoaaTbCs
1 pa3B2rogal[l, 11].

MaumeHtam ¢ MAXKBIT ¢ npegnabetom, caxapHbiM Ana-
6eToM 2-ro TMna u 6onee 4yem ABYMS GaKTopamMu Kapauo-
MeTaboNMYEeCKOro pMUCKa PEKOMEHAyeTcs AucnaHcepHoe
HabnoaeHne 1 pas B rof ¢ OLLEHKOW HEMHBA3MUBHbIX UHAEK-
coB ¢nbpo3a AN CBOEBPEMEHHOIO BbISIBIEHUS NPOrpeccu-
pylowero te4yeHns 3abonesaHus [1]. YpoBeHb yoeaUTE b-
HOCTH peKoMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTtenbCcTB — 5).

PekomeHgoBaHO Habnwaatb AeTel C  OXUPEHUEM
M NpU3HaKaMn MeTaboNnyecKoro CUHApoOMa MynbTUAMC-
LUMNIMHAPHON KOMaHAoW cneuuanncToB AN CBOEBPEMEH-
Horo BbiBneHns MAMKBIT ¢ OLEeHKOM CKPUHUHIOBbIX G6UO-
XMMUYECKUX NOoKazaTtenen kKposu (AJ1T), a TakKKe METoA0B
Bu3yanusauun (Y3WU, MPT) n HeuHBa3WBHbIX WUHAEKCOB
dnbpo3a ANs CBOEBPEMEHHOrO BbiiBAEHUSA 3aboneBa-
HMA (No noka3aHusam) [30]. YpoBeHb y6eauTesibHOCTU
peKomeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TeNnbcTB — 2).

PekomeHA0OBaHO MPOBOAWUTb CKPUHWHI ANS BblfiBhe-
HMa MAMBI y Bcex geten ¢ 9-11 neT ¢ OXUPEHHEM
(MUMT >95-ro nepueHTUNs), C M36bLITOYHOM Maccon Tena
(UMT > 85-r0 U < 94-ro NnepueHTUNS), C AONOHUTENbHbIMU
daKTopamMu puUCKa (LEeHTpanbHOE OXMPEHWUE, PE3UCTEHT-
HOCTb K WHCYNuHY, npeaavabeTr vnu guabeT, gucaunuae-
MUS, anHO3 BO CHE UM CEMENHbIN aHaMHe3, OTArOLEeHHbIN
no MAXBIN/MACI) [1, 17]. YpoBeHb y6eauTesibHOCTH
peKomeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AAOKa3a-
TeNnbcTB — 2).

CaxapHblt AuabeT 2-ro TMnNa u apyrune Gaktopbl Kap-
anomeTabonnyecKoro pucka cnocob6CTBYIOT NPOrpeccupy-
touiemy TedyeHuto MAXKBI u passutnio MACT. MpumepHo
y 4yeTBepTU nauuneHtoB co chopmupoBaBwmnmcs MACT
3aboseBaHWe NPorpeccmupyeT 4o LMppo3a c PUCKOM pas3Bu-
TUS renaTtouennioNapHon KapumnHomsl [8, 78, 79]. Mo MHe-
HUWIO IKCNEPTOB, Y NaLMEHTOB € caxapHbiM gMabeTom 2-ro
TMNa WA HECKONbKMMKU daKTopamu KapauomeTtabonuye-
CKOro puCKa OLleHKa BO3MOXHOro pasBuTUS/nNporpeccu-
poBaHua dnbpo3a AoMKHaA BbINONHATLCA 1 pa3 B 1-2 roaa
[25, 31].

HOetam ¢ MAXKEBI Tak)Xe noKazaHo n3MeHeHne obpasa
KMU3HU (KOPPEKLIMS MUTAHUS C UCKIIOYEHUEM Caxapocoaep-
KalKnX HanWTKOB, yBenunyeHne GU3NYECKON aKTUBHOCTH
C YMEHbLUEHWMEM 3KPaHHOr0 BpeMeHH) ANna npobunakTnkm
nporpeccupoBanus HAXKBI, B TOM 4yucne ¢ Ucnosb3oBa-
HWEM CEMENHbIX NPorpamMmmM peabunuTaumm u ncuxonoruye-
CKOM Koppekuuu [1, 25, 59]. YpoBeHb y6e[UTeIbHOCTHU
pekomeHaauun — B (ypoBeHb JOCTOBEPHOCTHU JOKa3a-
TenbCcTB — 2).

Mepbl N0 M3MEHEHUID obpas3a KWU3HW, NOAPOBHO pac-
CMOTpEeHHble B pasgene «HemeauMKameHTO3Hasa Tepanus»,
He TonbKo cnyxat ang nedyenns MAMBI, HO M OTHOCAT-
cA K Hanbosnee adpdeKTUBHON Mepe ee npeaoTBpalleHns
M NPOrpeccupoBaHus, a TakKe NO3MTUBHO BAMSIOT Ha 60/b-
LLIMHCTBO KOMOPBUAHBIX COCTOAAHWUI [49, 59].

MauneHtam ¢ MAMXBIT pekomeHayeTcs MeauKaMeH-
TO3Has W HeMeAMKaMeHTO3Has KOoppeKuus KomMopoua-
HbIX COCTOSIHMM ANA NPOPUAaKTUKKM MPOrpeccupytollero
Teyenns MAXKBI [35, 41]. YpoBeHb y6eaAUTENbHOCTHU
pekomeHaauuin — C (ypoBeHb JOCTOBEPHOCTHU AOKa3a-
TenbCTB — 5).

MAMXBI n mMHOrMe Komop6uaHble 3abofieBaHUSA OTSH-
rowialoT TeyeHue Apyr Apyra. 9To MNo3BONSET cyuTaTb,
YTO KOPPEKLMSA KOMOPOUAHbIX 3a601€BaHNIN MOXKET OKa3aTb
NoNIOXKUTENbHOE BO3AENCTBME Ha NpeaoTBpalleHne Hebna-
ronpuaTHoro tedeHns MAXBI [17].

OPFrAHU3ALIUSAA OKA3AHUA
MEJWULIMHCKOMW NOMOLLH
BonbwurHcTBO NnauneHtoB ¢ MAMXKBI nognexar Habno-

[EHUIO M NIeYEHNIO B aMOByNaTOPHbIX YCOBUSIX.
lMoKasaHWSMK K NNaHOBOW rocnutanmMaaumm nalumeHToB

¢ MAXKBI cnyxar:

e oTcyTcTBME addeKTa OT nevyeHnss Ha aMbynaTopHOM 3Ta-
ne UAn HETUNMYHoe TeyeHne 3aboneBaHus;

*  Heob6X0AMMOCTb MPOBEAEHUS AMArHOCTUYECKUX MpoLe-
Zlyp, KOTOpble HEe MOTYT GbITb BbIMO/HEHbI B amGynaTop-
HOM nopsiiKe (Hanpumep, MeToabl BU3yanusalmu ¢ npu-
MEHEeHWEM aHecTe3MO/I0rMYecKoro nocobusa y aetew
Mnajllero Bo3pacTta, 61Morncus neyeHu);

°  HeobXoAMMOCTb NpoBeaeHUs AnddepeHLManbHO-ANarHo-
CTUYECKMX MEPONPUATUIA ANS UCKIOYEHUS APYTMX MPUYMH
NopaeHUs NeYeHn, KOTopble HE MOTYT GbiTb BbIMO/HEHbI
B ambynaTopHOM MopsiaKe (Hanpumep, MeToabl BU3yasu-
3aUun ¢ NMPUMEHEHUEM aHECTEe3MONOrM4ecKoro nocobus
y AeTen mnajwero Bo3pacta, 6MONcus nevyeHn);

* coyeTaHne MAXKBI ¢ nposBneHUIMM MeTaboNMYECKOro
CUHAPOMA, OCNOMHALWMMKN Te4YeHe 3abosieBaHus, Tpe-
6ytollee MynbTUAUCLMNIMHAPHOIO BEAEHWUS MalueHTa
W/WUNKN KPYr0CyTOYHOro HabntoaeHus.
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MpunokeHuna

LKanbl OLLeHKKU, BOMPOCHUKHU U Apyruve oueHo4YHbie UHCTPYMEeHTbl COCTOAHUA NaLlUueHTa,
npuBeaeHHble B KIMHUYEeCKUX peKoMeHJauuax

Mpunoxenue 1. likana NAS (NAFLD activity score) [71]

Supplement 1. NAFLD activity score [71]

Ha3BaHue Ha pyccKkoM a3blke: LLkana oueHkn aktnBHoct HAMKBI

McTouHuK: KoHceHcyc akecnepTtoB-mopdonoroB CRN (Clinical Research Network), 2005 1.

HasHauveHue: ans NoayKoaMyecTBEHHOM OLLEeHKMU TsxecTu u ctagmum HAXKBI

CopaepxkaHue (wabnoH): Likana oueHUBaeT cteneHb MOPdON0OrMYecKknx nameHeHum B 6annax (ot O oo 8): BbipaxKEHHOCTb
cTeato3a neyeHu, BHYyTPMAONIbKOBOTO (106yNsipHOro) BocnaneHus, 6anioHHOW AUCTpodum renatoumnToB u ctaguio Gnubposa

Crearto3, %

JloGynsapHoe BocnajieHue*

BannoHHas guctpodusa
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dnbpo3 neveHu (ctagmm)
3: dn6pPO3HbIE CENTHI

2: 30Ha 3 auuMHyca + nopTtanbHbli/nepunopTanbHbii GUbpPo3

4: NOXKHble A0NbKK, HapyLWEHWE apXMTEKTOHMKM TKaHU NeYeHu (LMppoa)

MpumeyaHue. <*> — Hanuyme CKONNEHU KNEeTOK BoCNanuTenbHOro nidunstpaTa npu ysennyenunm 20.

Note. <*> — the presence of clusters of inflammatory infiltrate cells with an increase of 20.

Knioy (MHTepnpeTauus):
e NAS 0-2 — amnarHo3 HACI/MACI manoBeposiTeH;

e NAS 3-4 — «cepasi 30Ha», BO3MOXHO Hannyme HACI/MACT y naumeHTa;

e NAS >5 — BeposATHbIM agnarHo3 HACI/MACT.

MpunoxxeHue 2. likana SAF (Steatosis, activity, and fibrosis) [2]

Supplement 2. Steatosis, activity, and fibrosis [2]

HazBaHu1e Ha pyccKoMm a3blKe: LLKkana ang nonykonn4yectBeHHom oueHKu Tsectr HAMXKBI

McTouHuK: FLIP pathology consortium, 2014 r.

HazHayeHue: Ang nosiyKosIM4eCTBEHHOM OLLEeHKU TsxecTn HAMBI
CopeprkaHue (wabnoH): Lkana BKAOYaeT B cebsl Takne rucrtonormyeckme xapaktepuctukn HAXKBI, Kak BbipaxeH-
HOCTb cTeaTo3a (S, steatosis), 6annoHHasn agucTpodusa n nobynspHoe BocnaneHue (A, activity) u ctagusa d¢nbpo3a neyveHu

(F, fibrosis)
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a
MpumeyaHue. <*> — Hanunuue (cy6)ToTasbHOro cTeaTo3a NevYeHn y Moobix NaLlueHToB, 0COGEHHO 63 NPU3HAKOB METAG0/IMYECKOTO CHUH- u

poMa, TpeByeT OLlEHKM aKTUBHOCTM JIM30COMHOW KUCION NMNasbl 4S9 UCKOYEHUS 60/1€3HM HaKoMeHUs 3GUPOB XonecTepuHa / 60ne3Hu
BonbmMaHa nnu o6cnegoBaHmsa naumeHTa Ha npeamet 6one3Hn BunbcoHa. bonee pekon NpUYMHOM MOXET 6bITb HOCUTENLCTBO PeLLeCCUB-
HbIX MyTauui POLG, DGUOK nnn MPV17, xapaKTepHbIX 4719 MUTOXOHAPUWabHbIX 3a601eBaHUN.

Note. <*> — the presence of (sub)total liver steatosis in young patients, especially without signs of metabolic syndrome, requires an
assessment of lysosomal acid lipase activity to exclude cholesterol ester accumulation disease / Wolman disease or examination of the
patient for Wilson disease. A rarer cause may be the carriage of recessive mutations POLG, DGUOK or MPV17, characteristic of mitochondrial
disease.
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ONPEAEJIEHME

OcTpbit ToH3MANodapuHrnuT (OTP) — ocTpoe UHOEK-
LLMOHHOE BOCMNasieHne CIM3UCTON 060N0UYKN U NTnMbaThye-
CKUX CTPYKTYP POTOINOTKK (HEOHblE MUHAANWHBI, IMMO-

MECTO BocnajsieHMe o6eunx oKannsaunn (3a UCKIOYEHUEM
dapuHruTa y naumeHTa, nepeHecLlero TOH3UMN3KTOMKUIO) [1].

3TUONOINA U NATOFEHE3

naHble GONNUKybl 3aHEN CTEHKMU rMOTKKM). Cam TepMuH
OTd aBnsercsd 06bEAUHAOWNM AN OCTPOro BocnaneHus
HeOGHbIX MUHAANMH (OCTPbIM TOH3UAIUT) U OCTPOro Bocna-
NleHUs 3aHeN U GOKOBOWM CTEHOK MOTKU (OCTPbIN dapuH-
rMT), MOCKOMbKY B NoAaBnslowemM 60MbLIMHCTBE ClyYaes,
0COGEHHO NpPW BWUPYCHOWM 3TWMOMOrMK Mpouecca, UMeeT

Han6onee 4acTtbiMn BO36yauTenamu OTD asnstoTcs
pecnupaTtopHble BUPYCbl (@AeHOBMPYC, BMPYC JAnwTenHa —
bapp (B3b), Bupyc naparpunna, pecnnmpatopHO-CUHLUTU-
allbHbI BUPYC, PUHOBUPYC, BOKaBMpyC, MeTanHEBMOBKPYC).
BoamoxHa ponb aHTepoBupycoB (Kokcaku B) [2]. HoBas
KOpOHaBMpycHasa uHdeKuusa (BbidaBaHHas Bupycom SARS-



CoV-2) 4acTo conpoBOXKAaETCA BblpaXXeHHOW 60blo B rop-
ne, ABNEHUSIMU OCTPOro ToH3unnodapuHrmuta [3-5].

Cpean 6aKTepuasibHbiXx BO36yaMUTENEN NEPBOCTENEHHOE
3Ha4YeHne umeeT 6eTa-reMoIMTUYECKMI CTPENTOKOKK rpyn-
nbl A (BI'CA, unu Streptococcus pyogenes). Bce wrtammbl
NMUOrEHHOr0 CTPENTOKOKKA 4YYBCTBMUTE/IbHbI K MEHWULMANN-
HY M KO BCeM [Apyrum 6eTa-nakTamMHbIM aHTMOWOTUKaM.
B Poccuickon deaepaumm TakxKe OTMevaeTcs BblaeNleHune
wTamMmoB S. pyogenes, YyCTOMYMBBLIX K MaKponuaam (npw-
MEPHO Y KaXKAoro NaToro n3osnsata) U TeTpauuKkianHam (y 22%
WTaMMOB OT B3pOC/bIX MauueHtoB U y 13% wn3014T0B,
BblJENIEHHbIX Y AETEeN, eCTb MeXaHW3Mbl PE3UCTEHTHOCTHU
K TeTpauuKanHam). JIMnHKo3aMubl, B YaCTHOCTU KIUHAAMU-
LMH, COXPaHSAIOT BbICOKYID aKTMBHOCTb npotuB BICA (ypo-
BEHb ycTonynsoctn — 3-4%) [6].

Pan aBTOpOB yKasbiBaloT Ha ONPEAENIEHHYIO POb ApY-
rnx GaKTepuanbHbiX BO36GYAMTENEN, TaKMX KaK CTPenTo-
Kokku rpynn C u G, Arcanobacterium haemolyticum v ap.
BbiaeneHue papyrux MuKpoopraHuamoB (Staphylococcus
aureus, Streptococcus pneumoniae v gp.) ¢ 3aflHEW CTEHKMK
FMOTKK / MUHAANWH Y MNALMEHTOB € KNMHMKoW OT® pacueHu-
BAETCA KaK KONOHU3aLUWsa U He TpebyeT Ha3HaYeHUs aHTu-
MWKpPOGHOM Tepanuu (AMT).

Ewe 6onee pefkue 6axkTepuanbHble BO36YAMTENN OCTPbIX
TOH3UNNUMTOB — CNUMPOXeTbl (aHrMHa CUMaHOBCKOro —
Mnayta — BeHcaHa), aHaapo6bbl. Henb3s 3abbiBaTb, HTO OCTPbIN
TOH3WINUT ABNSIETCS OAHUM U3 BO3MOMXHbIX CUMNTOMOB TaKMX
3aboneBaHui, Kak audtepus (Corynebacterium diphtheriae)
n roHopes (Neisseria gonorrhoeae) [7, 8].

SANMUAEMHUONIOrUA

OT® oTHOCMTCA K Haubonee pacnpoCTpaHEHHbIM
COCTOSIHMAIM B aMbBynaTOpPHOW NpaKTUKe y JeTel n B3pocC-
nbix. C BI'CA cBa3aHo ot 5 go 15% cnyvyaeB OT®P Bo B3pocC-
non nonynaumn u 15-37% — y peten [9-12]. Y peten
no 3 net OT® yauie BCero UMeeT BUPYCHYIO 3TUONOIULO,
npu atom BepoATHOCTb BICA-TOH3UNNMTA B 3TOM BO3-
pacte MUHMManbHa (3%). Hanbonee BbICOKMI YPOBEHb
3ab6onesaemoctn OT®, BhizBaHHbIM BICA, oTmevaeTcs
y neTten B Bo3pacTte 5-15 net [13]. Y nauneHTOB cTaplie
45 net BEpOATHOCTb CTPENTOKOKKOBOM 3TMONOIMKU CcTa-
HOBUTCA MWHUManbHou [7, 10]. Ans OTP, BbI3BAHHOrO
BI'CA, xapaKTepHa Ce30HHOCTb (KOHel, 3UMbl — pPaHHAA
BecHa) [14].

OCOBEHHOCTU KOAUPOBAHHUA

no MEXXAYHAPOJHOM CTATUCTUYECKOM

KNACCUDUKALIUM BONIE3HEH U NMPOBJIEM,

CBSAIBAHHbIX CO 3JOPOBbLEM

JO2 OcTpbit dapUHTUT

J02.0 CTpenToKOKKOBbIN GapuHIUT

J02.8 OcTpbit GapUHTKT, BbI3BBAHHbIN APYTMMWU YTOUHEH-
HbIMW BO36YAWUTENSIMU

J02.9 OcTpblt GapUHIUT HEYTOYHEHHbIM

JO3 OcTpbIft TOH3UAAUT

J03.0 CTpenToKOKKOBbIN TOH3UNNUT

J03.8 OCTpbIVi TOH3UANNT, BbI3BAHHbINA APYTMMU YTOHHEH-
HbIMW BO36YAUTENSIMU

J03.9 OcTpbIf TOH3UNNUT HEYTOYHEHHbIN
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KJIMHUYECKUE PEKOMEHAALUUU

K/NIACCUDUKALIUA

Mo nokanusauuu: oCTPbi TOHIUIIUT, OCTPbIN PaPUH-
FUT, OCTPbIN TOH3UNNO0DAPUHIUT (MOCTAaHOBKA U KOAMPOBKA
[IMarHo3a MOXeT 6a3MpoBaThCA Ha onpeaeneHuun npeobna-
[laH1sl BbIPaXXEHHOCTU BOCMNANIeHUs TOro MKW MHOTO oTaena
POTOMNOTKM).

Mo 3TUONOruK: CTPENTOKOKKOBbLIN, HECTPENTOKOKKOBLIM
(M BUPYCHbIN). pu 3aTOM 3TMONOrMYecKas AuarHOCTUKa
3a60/1eBaHUs UMEET MEPBOCTENEHHOE 3HAYeHWe B MjaHe
Bbl6Opa TaKTUKMU NIEYEHNS W [anbHENIEero BeAeHns naum-
€HTOB.

K/NIMHUYECKASA KAPTUHA
Ana OTP no6oM 3TMONOrNK XapaKTEPHbI:

® OCTpOE Hayano;

°* ¢debpunbHaga nuxopaaka (> 38 °C, pexxe OT® npoTtekaeTt
C HOpMasnbHOW Unn cy6debpunbHOM TemnepaTypown);

e auckomdopT u/mnn 60nb B ropne, ycuausatoumecs
npw rNoTaHMKn, BO3MOXHa Mppaanaums B yxo;

® BO3MOXHO ABYCTOPOHHEe yBenuyeHue, 601€3HEHHOCTb
permoHapHbIX TMMdaTUYECKMX Y3/10B;

°* B paHHEeM AEeTCKOM BO3pacTe BO3MOXEH OTKa3 OT efbl
(oT npornartbiBaHMs M0G0 NMULLK, AAXKE KUIKOW);

® COCTOSIHWE YAOBNIETBOPUTENILHOE MU CPELIHEN TAKECTH.

OAUATHOCTUKA

Kputepuu yctaHoBNeHUA AUarHo3a/CoCTOSHUA

[narHo3 CcTaBUTCA Ha OCHOBaHWMKU anob 60/IbHOro
Ha BblpaKeHHy 60/b B ropsie, yCUAMBatOLLyOCS NpU rno-
TaHuu (ognHodarus), AaHHbIX GU3NKanbHOro 06¢cneaoBaHus
(runepemus, MHPUAbTPALMS, OTEYHOCTb HEOHbIX MUHAAJMH,
yBENNYEHUE PEMMOHAPHBIX TUMBATUYECKNX Y3/10B) U pe3yib-
Tatax aKkcnpecc-tectupoBaHusa Ha BICA / mukpobuonoru-
4YEeCKOro uccnefoBaHUs Ans MOATBEPKAEHWUS/UCKIIOYEHUS
CTPENTOKOKKOBOM aTMoniornn OTO.

XANOBbl U AHAMHE3

OcHoBHbIMU XKanobamu npu OTO asnstoTcs 60/1b B ropne,
ycuanBatoLasics Npu rmoTaHnu, U nimxopaka. Npu Heocnox-
HEHHOM TeYeHUU, KaK NpPaBmno, 60Jib UMEET CUMMETPUYHbIN
xapaktep. B paHHem geTckom Bo3pacTe, Npu HEBO3MOXK-
HOCTM Bep6anu3oBaTb WM MNPaBUILHO onucaTb GoneBble
oulyuieHms, obpauialoT Ha cebsl BHUMaHWe OTKa3 pebeHKa
OT e/lbl UM OT NPOornaTbiBaHUS NULLK, NPEANoYTEHUE TOMO-
FEHHOWM WUIN XXUOKOMN MULLIN.

Cneunduryecknn aHamHes, KaK NnpaBuio, OTCYTCTBYET,
3a UCKJIIOYEHMEM 3MWUIEMUONONMYECKUX AaHHbIX 06 ovare
OCTPOW CTPENTOKOKKOBOW MHMEKLNKN (OAHAKO B nocneaHee
BPEeMS BCMbILLIKW OCTPOro CTPENTOKOKKOBOro TOH3unnoda-
PUHTUTa AOCTATOYHO PEAKH).

®U3UKAJIBHOE OBC/IEAOBAHUE

PekomeHgyeTcsa BceM naumeHtam ¢ OTP npuem (ocmoTp,
KOHCYNbTalMsa) Bpaya-0TOPUHOMIAPUHIONOra MnepBUYHbIN,
n/Mnn npuem (OCMOTP, KOHCynbTauus) Bpava-neguatpa
nepBUYHbIA, W/WaKM NpUEeM (OCMOTP, KOHCynbTauus) Bpaya
0o6llEen MpaKTUKKM (CEMEMHOro Bpaya) NMEPBUYHbLIN, U/WMn
npuem (0CMOTP, KOHCYyNbTauus) Bpaya-TepaneBTa NepBuY-
HbI C Le/bl0 OLEHKM COCTOSIHWS MauMeHTa, AMarHOCTMKM
n Bbl6opa neyebHoOM TakTUKK [1, 15, 16]. YpoBeHb y6eamn-
TE€NIbHOCTU peKoMeHpauun — C (ypoBeHb JOCTOBEPHO-
CTU fJOKa3artenbCcTB — 5).

Mpn dapuHrockonun — HeOHbIE MUHAANWHbI runepe-
MWUPOBaHbl, MHOUABTPUPOBAHLI, OTEYHbI, BO3SMOXHO MOSB-
JleHWe 3KccyaaTta (HanoxeHuin) 6enoro, rpsizHo-6enoro
WK KENTOoro LBeTa, 3afHAs CTEHKA MMOTKU TMNepemMumpo-
BaHa, 3bI4OK (uvula) oTeYHbin. MuHAANNHBLI, 0COOGEHHO

y OeTel, MOryT yBefnnMynBaTbCs B pa3mMepax. YBenunyeHue
MuUHZannH npu OTP HOCUT CUMMETPUYHbLIA XapaKTep,
4yTo nossonset guddeperHunporatb OTP oT napaToH3uUn-
napHoro aécuecca.

[0 KNMHMYECKOW KapTuHe 0gHO3Ha4YHO aAnddepeHumnpo-
BaTb BUPYCHbIN U 6aKTepuanbHbii OTP He npeacTtaBnsercs
BO3MOHbIM.

Ona OT®P, BbizBaHHOro BICA, xapaKTepHbl yBenu4ye-
HWe NOAYENOCTHBIX U/WUNK NepesHeLlenHbIX TMMdaTUYEeCKUX
y3noB, ¢ebpunbHaa nuxopaaka (BICA-ToH3MNNObaPUHIUT
peaKo npoTteKaeTr ¢ cy6debpusibHOM MAKM HOPMasbHOM
TemnepaTypow Tena), octpas 60/b B ropne, M3MeHeHUs
npu GapuHroCcKONuK (SpKas runepemus, «nblnatoLini 3eB»,
Hanuyue (B 60NbLIMHCTBE CNy4yaes) aKccyaata Ha MUHAANN-
Hax), OTCYTCTBUE KaTapasbHbIX ABEHUNA.

[losBneHMe netexvn Ha MATKOM Hebe BO3MOXHO
npu OT®, BbIzBaHHOM Kak BI'CA, Tak 1 B3b.

Kak npaBwuno, OT® BUPYCHOM 3TUONOrMM COMPOBOXKAAET-
csl APYrMMK KatapanbHbIMW CUMOTOMaMK (PUHUT, KOHBIOHK-
TUBMUT, Kallenb).

Mpu OT®, BbI3BaHHOM B3B, BO3MOXHbI reHepan3oBaH-
Has nuMdageHonaTns, a TaKKe Hepegko renaTomeranus
W CnjeHoMeranus, 4To MOXET NOMOYb NPW NPOBEAEHMU
onoddepeHuManbHOW AnarHoCTUKN.

Ana  aguddepeHuManbHOWM AMArHOCTUKKM  BUPYCHO-
ro U CTPenToOKOKKoBOro OT® no KAMHMYECKOW KapTuHe
HECKONbKMMMK MNPaKTUYECKUMU PEKOMEHAAUMUSAMU U PYKO-
BOACTBaMW PEKOMEHAYETCS MCMOb30BaHue WKan LleHTopa,
Mak-Anzeka unm FeverPAIN (tabn. 1-3) [8, 9, 17-19].

OueHKa No OPMEHTUPOBOYHbBIM LKanam nomoraeTt UaeH-
TMdMLMPOBATL NALMEHTOB, Y KOTOPbIX BbICOKA BEPOATHOCTb
BI'CA-uHbEeKLUNN, OAHAKO He MO3BONSET YCTAHOBUTb AuWa-
rHO3 ¢ aBCONMOTHOM TOYHOCTbIO [20-22].

MosicHeHus

CHayana peKoMeHyeTCs OLEeHUTb CUMNTOMbI Y MauneHTa
¢ 60/1bt0 B ropse no 6annbHOM WKasne (tabn. 1) [17], oueHUTb
BEpPOSATHOCTb Hanuuus BI'CA, a 3aTeM OTBETUTb Ha BOMPOC,
Ha3Ha4yaTb aHTMOMOTUKOTEPMUIO UK HeT (Tabn. 2) [18].

JlTaGopaTopHble AuarHocTU4ECKHNE UCCefoBaHUS

PekomeHayetca Bcem nauuneHtam ¢ OTP npoBoauTb
anddepeHunanbHyl0 AUarHOCTUKY MeXAy CTPENTOKOKKO-
BOM W BWPYCHOM 3TWonoruen 3aboneBanus [1, 15, 16].
YpoBeHb y6eauTeNnbHOCTU peKomeHaauun — C (ypo-
BEHb AOCTOBEPHOCTU fOKa3aTenbcTB — 5).

Ta6nuua 1. MognduumpoBaHHas WKana oueHkn LleHTopa
(Centor score). bannbHas oueHKka CMMNTOMOB MauueHTa ¢ 60/bio
B ropne [17]

Table 1. Modified Centor score. Symptoms score for a patient with
sore throat [17]

OueHKa
CHUMNTOMbI OCTPOro TOH3UANO0(papUHruTa
B 6annax
TemnepaTtypa Tena > 38 °C 1 6ann
OTeYHOCTb M rMnepemMmnsa MUHAaAH, HanoXeHus 1 6ann
Ha 3aHel CTeHKe MOTKW U MUHAANNHAaX
OTcyTCTBME KaTapasbHblX SBNEHUI U Kaluns 1 6ann
MepeaHewenHbln U/mnm NoA4EeNtOCTHOM
numdaneHnT (yBennyeHHble u 60n1e3HeHHbIe 1 6ann
nMmMdoy3nbl)
5-14 net 1 6ann
BospacTt 15-44 ropa 0 6annos
> 45 net -1 6ann




Ta6nuua 2. LLikana Mak-Ai3eKa (Mclsaac score): TaKTMKa BeleHUs NauueHTa B 3aBUCUMOCTHM OT 6a/ibHOM oLeHKK npu OT® [18]
Table 2. Mclsaac score: patient management according to the score of acute tonsillopharyngitis [18]

BannbHas BepoATHOCTb HAIMYUA CTPENTOKOKKOBOM UHPEKLUU
Mpeanaraemas TaKTUKa BeleHUA NauueHTa
OLleHKa MaumneHnTobl > 15 net, % MauuneHTbl 3-14 net, %

0 Gannos 7 8 OTCyTCTBME NOKa3aHMit K 6aKTePUONOrMiecKoMy
1 6ann 12 14 “ccnefoBaHuIo M/UNK Ha3HaYeHMI0 aHTUBUOTHUKOB
2 Ganna 21 23 HasHaueHune ABT no pesynsTaTam SKCnpecc-TecTa
3 6anna a8 37 /WK GaKTePHUOOrMYECKOro UCCNEA0BaHMS
4 6anna 57 55 HasHayeHne ABT Ha OCHOBaHWK KIIMHUYECKOM KapTUHbI

lMpumeyaHne. ABT — aHTUBHOTHMKOTEPANUS.
Note. AT (ABT) — antibiotic therapy.

Ta6nuua 3. MognduumpoBaHHas WKana oueHkn FeverPAIN.
BannbHas oueHKa cMMNTOMOB NauueHTa ¢ 60/bio B rope [19]
Table 3. Modified FeverPAIN score. Symptoms score for a patient
with sore throat [19]

KnuHuyeckui npusHak Bannbl
JlnxopaaKa B Te4yeHue nocnegHux 24 y +1
HanoxeHus Ha MMHAanuHax +1
O6palleHne K Bpady B TeyeHue nocneaHux 3 aHedn 1
B CBAA3M C BbIP@XKEHHOCTbIO CUMNTOMOB
BblparkeHHast runepemMus u oTeK HeOHbIX MMHAANNH +1
OTCyTCTBME Kalnsa Uan puUHUTa +1

MHTepnpeTauuns (BeposTHocTb OTD, BbI3BaHHOro 6eTa-
reMoNUTUYECKUMM CTPENTOKOKKamu rpynn A, C, G):

e 0-2 6anna — 16% BepoatHocTb BIC A/C/G;

e 3 6anna — 43% BepositHocTb BIC A/C/G;

e 4-5 6annoB — 63% BeposiTHOoCTb BIC A/C/G

PekomeHayetca naumeHtam ¢ OT® B Bo3pacTe cTapue
3 neT onpeaeneHuWe aHTUreHa CTPENTOKOKKa rpynnbl A
(S. pyogenes) B oTAENIEMOM BEPXHUX AbIXaTesbHbIX MyTen
C Uenblo NOATBEPKAEHUSA/UCKMOYEHNS CTPENTOKOKKOBOM
3aTMonorun 3aboneBanud [8, 9, 23, 24]. YpoBeHb y6eam-
Te/IbHOCTU peKoMeHaauun — A (YpoBeHb JOCTOBEPHO-
CTU fOKa3aTenbCcTB — 1).

JKcnpecc-TecTMpoBaHWe OCHOBAHO Ha METOAe UMMYHO-
GepMeHTHOro aHanmaa uan MMMyHoxpomaTtorpadum, npea-
nonaraet nojsyyeHue pesynbrata «y NOCTeNn 6O0JIbHOro»
B TeyeHue 5-15 MUH. AHanu3 He TpebyeT Halniuga cneum-
anbHon na6opatopuun. CpeaHue cneuuPUyHOCTb U YyB-
CTBUTENIbHOCTb COBPEMEHHbIX TECT-CUCTEM COCTaBnaoT 94
1M 97% COOTBETCTBEHHO.

[Mpr NONOXKUTENBHBIX pe3ynbTaTax 3KCNpecc-TecTa Hele-
niecoobpa3Ho MpPoOBOAMTb KyJbTypasbHOe WcclefoBaHue
(6aKkTepuonorvyeckoe nccnegoBaHne oTAeNSIEMOro U3 3eBa
Ha CTpPenToKOKK rpynnbl A (Streptococcus gr. A)) mn3-3a
BbICOKOM CneunMPpUYHOCTU IKcnpecc-anarHoctmkun BICA-
nHdeKumnu [9, 16].

Mpn oTpuuaTenbHbiXx pe3ynbTaTax 3JKcnpecc-Tecta
y B3pOCAbiXx MNaUMEHTOB Helenecoobpa3HO MNPOBOAUTL
KynbTypanbHOE WCCNefoBaHWe B CBA3M C HU3KOW YacTo-
Ton BcTpevaemoctTu BICA-ToH3unnopapuHruta U HU3KUM
PUCKOM MOCNeayloLllero pa3BuTUS pPeEBMaATUYECKOM JIUXO-
pajKku y aHHOW KaTteropuu naumeHTtoB [9]. OTpuuaTenbHbIn
pe3ynbTaT 3Kcnpecc-Tecta y AeTen u NOAPOCTKOB C MOAo0-
3peHneM Ha OTD, BbizBaHHbIM BI'CA, cnegyeTt noagTBepanTb
KynbTypanbHbiM UMccnefgoBaHueM (6aKTepuonormyeckoe
nccnenoBaHue OTAENSEMOro U3 3eBa Ha CTPENTOKOKK rpyn-
nbl A (Streptococcus gr. A)) [9].

He cnepyeT pyTMHHO NPOBOAUTbL 3KCMpecc-TecT y AeTen
[0 3 neT u3-3a peakon sctpedaemocty OT®, BbISBBAHHOIO
BICA, B gaHHOoW Bo3pacTHoM rpynne. UckaoyeHnem aBns-
eTca Hannyne dpakTopoB pucka BICA-ToH3unnmTa y pebeh-
Ka ao 3 net (Hanpumep, 3abofieBaHWe cTapliero 6pata
nnun cectpbl OTP, BbiI3BaHHbIM BI'CA, T.e. coOTBETCTBYIOLEE
3NUAEMUONOrNYECKOE OKpYKeHue) [9].

PekomeHayeTcs nauveHTam cTaplie 3 fieT, KOTOpbIM
He NPOBOAMIOCH ONpeaeneHne aHTureHa S. pyogenes B otae-
NIIEMOM BEPXHUX AbIXaTeNbHbIX NyTEN UKW NPU OTpULLaTE b-
HOM €ero pesynbraTte, nposBeaeHUe 6aKTEPUOIOrM4EeCKOro
uccnenoBaHua oTAENAEMOro U3 3eBa Ha Streptococcus gr.
A C uenblo NOATBEPHKAEHNS/UCKIOYEHNA CTPENTOKOKKOBOWM
3aTMonoruun 3abonesanus [9, 25, 26]. YpoBeHb yoeauTenb-
HOCTU peKomeHpauuhn — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTenbcTB — 5).

TONbKO KAMHUYECKME AaHHble He ABNASIOTCA HaAEXHbl-
MW KpuTepusmun B anddepeHumnanbHon amarHoctuke OTO,
BbI3BaHHOro bI'CA u Bupycamu.

YyBCTBUTENBHOCTb M CNEUMDUYHOCTb MUKPOOMOOrK-
YeCKOro (KynbTypanbHOro) nccneaoBaHus npu cobalogeHnm
BCEX YC/I0BMI 3abopa maTepuana, TPaHCNOPTUPOBKU U UHKY-
6aunn oLeHuBalTCa Kak 6nmM3kue K 100%. HepoctaTtkom
Ky/IbTYpanbHOIr0 UCCnefoBaHUS ABNSETCA ANUTENbHOE Bpe-
MS IO NONy4YeHUs pesynbraTa (40 72 u).

YuuTbiBasi cTabunbHO 61aronpuaTHYIO 3NUAEMUONOIU-
YeCKylo 06CTaHOBKY B OTHOLIEHWM 3ab601eBaeMocTu And-
Tepuen B Poccun, MUKPOBUONOTUYECKOE (KyNbTypasbHOE)
nccnenoBaHue CAM3u U MAEHOK C MMHAANWH Ha nanoyky
andtepun (Corynebacterium diphtheriae) nauneHtam ¢ OT®
LienecoobpasHo NPOBOAMTL NMLIb B C/lyvyae AaHHbIX 0 Hebna-
rONPUSATHOM 3MUAEMMUONIOTMYECKOM, BaKLUMHANbHOM aHam-
He3e 1/ XxapaKTePHOM KIIMHUYECKON CUMNTOMaTUKK [27].

PekomeHayeTca npoBOAWTb MOfyYyeHWe wmaTtepuana
ans 6aKTepMONOrMYEeCcKOro MuccnefoBaHUsa OTAENaeMoro
13 3eBa Ha Streptococcus gr. A nnv onpegeneHne aHTureHa
S. pyogenes B OTAENSEMOM BEPXHMX [AblXaTe/bHbIX NyTewn
npu cobnoaeHnn cnegyowmux ycnosun [9, 28, 291:

° [0 Hayana aHTMbGaKTepuasbHOW Tepanuu;
° [OYTPEHHEero TyaneTanosiocTu pTa, HaTollaK Uan yepes 2

4 nocne ensbl;
® 04 KOHTPOJieM OpodapUHIOCKOMNNM;

e cnenyet n3beraTb KOHTaKTa ¢ 3y6amu 1 A3bIKOM;
° MaTepwuan noay4yatoT U3 yCTbeB KPUNT HEOHbIX MUHAANNH

W 3aHEN CTEHKU TNOTKMU.

He peKkomeHayeTcs pYTUHHOE UCCneoBaHUe MapKepoB
BOCMNaneHns (MccnegoBaHne ypoBHSA C-peaKTMBHOIO 6enKka
(CPB) B CbIBOPOTKE KPOBM, MCCiefOBaHWE YPOBHSA Mpo-
KanbuutoHuHa (MKT) B KpoBH) naumeHTam ¢ OTP Ha amby-
NlaTOPHOM 3Tane fevyeHus B CBSA3M C HEeAOCTaTOYHOCTbIO
3Ha4YMmocTu B anddepeHumaLnm BUPYCHOro n 6aktepualib-

PEDIATRIC PHARMACOLOGY. 2025;22(2)

o~
ol
z
Ny
3
N
=
o
=
~
Te]
IS
o
3%
~
[
=
=
o
=
o
x
<
=
[
<
e
[+
<
x
[$]
w
T
=
=
<
=
=3
w
=



CLINICAL RECOMMENDATIONS

[EY

68

KJIMHUYECKUE PEKOMEHAALUUU

HOro BOCMNaneHus C LLenbto ONTUMU3aLLMK ANarHoCcTuKK [8, 9l.
YpoBeHb y6eauUTeNIbHOCTU peKomeHpauun — C (ypo-
BEHb OCTOBEPHOCTU JOKa3aTenbcTB — 5).

Mpn HecobNOAEHUN ONUCAHHbIX Bblle YyCI0BUN UHPOP-
MaTUBHOCTb [AMArHOCTUYECKMX METOAOB CHWKaeTcs.
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEHb AOCTOBEPHOCTU JOKa3aTenbCcTB — 5).

Bo MHOrMx oTe4ecTBEHHbIX U 3apybeXKHblX paboTax Oblna
NPOAEMOHCTPUMPOBaAHa KpanHe HW3Kas MHOOPMaATUBHOCTb
YPOBHS MapKepoB BOCNaieHUs (NENKOLMTO3, HENTpodUnes,
COBWI BNIEBO, CKOPOCTb oceaaHus aputpountoB (CO3I), CPB,
MKT) [7, 11]. HecMoTpsa Ha TO, YTO BbICOKMI YPOBEHbL Map-
KepoB BOCNaseHNs HECKO/IbKO Yalle oTMevaeTcs npu 6ak-
TepnanbHom OT®D, oH BO3MOXKEH U MPU BUPYCHOM MNpPOMC-
XOXAEHWM BOCNaneHUs, B TO BPEMS KaK HU3KUE UX YPOBHM
HW B KOEM Cllydae He MCKIoYaloT CTPENTOKOKKOBYO 3THO-
noruio. BoisicHeHne e aTnonorun 3abonesaHus aBaseTcs
BelyLMM B OnpeaeneHnn TakTUKK Tepanuu.

Tem He meHee, onpegeneHne CPB nonKHO 6bITb NpoBe-
[EeHO npu rocnutTann3aunu B ctaumoHap, NMKT — no nokasa-
HUAM Y TSXKENbIX NALMEHTOB B CTaLMOHape C Liefblo AuarHo-
CTUKM M KOHTPOAIA BocnaneHus u apdOeKTUBHOCTM Tepanuu.

He peKkomeHAoBaHO pyTMHHOE MNpoBefeHue obLuLero
(KNMMHMYECKOro) aHanu3a KPOoBW pa3BEpHYTOro nauueHtam
¢ OT® Ha ambynaTopHOM 3Tane ¢ Lenbio ONTUMU3aLUnn gua-
rHoCTMKM [21, 31].

YpoBeHb y6eauTenbHOCTU peKomeHaauun — C (ypo-
BEHb JOCTOBEPHOCTU fOKa3aTenbcTB — 5).

NccnepoBaHne MOXeT ObiTb MPOBELEHO MpPU HEOOXO-
AMMOCTW, B TOM 4uCne Npu rocnutanu3aumm B cTauumo-
Hap u/van B paMKax auddepeHunanbHOn AUarHOCTUKM
C MHOEKLMOHHBIM MOHOHYKNE030M.

He pekomeHayeTcs BceM nauueHTam ¢ OTP pyTuHHOE
onpeaeneHne aHtuctpentonnadmHa O (ACJ1-O) B CcbiIBOPOTKE
KPOBM C LieNbio ONTUMU3aLnKM AMarHocTuKm [9].

He pekomeHayeTcs pyTMHHOE NpoBedeHUEe KOHTPOSb-
Horo o6cnepgoBaHna Ha BI'CA (6akTepuonorvyeckoe uccne-
[OBaHWe oTgensemMoro u3 3eBa Ha Streptococcus gr. A)
W/WUNKN 3KCNpecc-TeCTUPOBAHMA AN OLEHKU U31€YEHHOCTH
peKkoHBanecueHTaM OTD, He OTHOCALWMMCS K Fpynne BbiCO-
KOro puUCKa pas3BUTUS OCTPOW PEBMATUYECKOM NIMXOPaaKM
/WA He UMEIOLLMM PEeLMNAMBUPYIOWMX CUMNTOMOB, CXOA-
Hbix ¢ BICA-OT®, ¢ uenbto onTUMM3aumm guarHocTukm [8, 9.
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEHb OCTOBEPHOCTU fOKa3aTenbCcTB — 5).

NcenepoBanue ypoBHs ACJT1-O CbiIBOPOTKM KPOBUW SIBNSA-
€TCH MHCTPYMEHTOM AN PETPOCNEKTUBHOM AMArHOCTUKM,
TaK KaK OH NoBbIWAaEeTCs NUWb Ha 7—9-% AeHb CTPENTOKOK-
KOBOM MHPEKLMK, a TaKIKE MOXKET OTparkaTb paHee nepeHe-
CEeHHble 3a601eBaHMA UM XPOHUYECKYO nHpeKumto [9, 32].

Kpome Toro, AC/1-O cneayeT onpeaensitb y NaLuMeHToB
C NOAO3pPEHMEM Ha OCNOXKHEHWS, CBSI3@HHbIE C UMMY-
HOMAaTONOrMYECKMMK NpoLieccamun, Hanpumep, Npu nocT-
CTPENTOKOKKOBOM rfiomepynoHedpuTe, peBmMaTUyecKomn
nuxopaake un PANDAS-cuHapome (CM. COOTBETCTBYIOLLNE
KIMHWYEeCKMe peKomeHaauuun). YpoBeHb y6eauTenbHO-
CTU peKomeHpauuin — C (ypoBeHb AOCTOBEPHOCTHU
AOKa3saTtenbCTB — 5).

UHble gnarHocTuyecKue uccnepoBaHus

AndpdepeHymnanbHas guarHocTuka

PexkomeHayetca y aetent ¢ OT® cTaplie 3 net o6patuTb
BHMMaHWE Ha Hanu4yuMe KaTapaibHbIX SBMEHWMI (HACMOPK,
Kawenb, OXPUMNIOCTb, KOHBIOHKTUBUT), XapaKTepHbIX
0N pecnupaTtopHOrW BUPYCHOW WHGEKLMU, MpOoTEKaloLLEN
C TOH3MNNnodapuHrMToM (Takas KapTuHa Habnopaetcs
He6oneevyeMy10%nauneHToBc bl CA-TOH3WNNODAPUHTUTOM

nNpyv HanMyYnm BUPYCHOM KOUHDEKLMM), C Lenbio NoBblwe-

HMS TOYHOCTU anddepeHLnanbHOM ANAarHOCTUKKU BUPYCHOMO

n 6aktepuanbHoro OT® [15]. YpoBeHb y6eaUTEeNbHOCTH

peKkomeHpauuin — C (ypoBeHb JOCTOBEPHOCTU fOKa3a-

TenbcTB — 5).

Takxke ¢ npudHakamun OT® MoryT npoTeKkaTb cneayowme
3aboneBaHus:

® WHOEKUMOHHbIN MOHOHYKNE€03 — BUPYCHas MWHOEK-
LuMs, npoTeKawwas ¢ KaMHukon OT®, yawe BcTpeyva-
eTCcs Yy NOAPOCTKOB M MonoAbix B3pocibix (4o 30 ner).
[Ons HPEKLMOHHOro MOHOHYK/IE03a TaKKe XapaKTepHbl
cnaboctb, nMmdageHonaTus ¢ BOBIEYEHUEM LUERHBIX
W Hepeako Apyrux rpynn aMmdaTtuyecKux y3noB, rena-
Tocn/ieHoOMeranus, XapaKkTepHble remaTofiorMyeckue
nokasarenu (MMmeouunTapHbIi TEMKOLMUTO3, NosiBeHUE
LWUMPOKONIA3MEHHbIX TMMPOLUTOB — aTUMUYHbBIX MOHO-
HykneapoB) [33]. O6HapyxeHne AHK B3b B Mma3ke
C 3a[lHEN CTEHKM MMOTKMU (CNIOHE) U/UN KPOBU METOAOM
nofMMepasHon LEMHOMW peaKkuuMu W Ceponornyeckue
MeToAbl (Hanuyune IgM K KancuaHoOMy aHTUreHHOMY KOM-
nnexkcy BAb) no3BonsOT YCTAaHOBWUTb ANArHo3 MHOEKL K-
OHHOI0 MOHOHYK/1€033;

® 9JHTEPOBWPYCHbIN BE3WUKYISPHbLIA CTOMATUT (CUHAPOM
pyKa — Hora — porT, aHrn. hand, foot, and mouth disease)
XapaKTepeH ang geten mnajwero Bospacrta (4o 5 ner),
06bl4YHO BO3HMKAeT B JleTHUE Mecsubl M npoTeKkaeT
C YMEPEHHO BbIPaXEHHOM JIMXOPaAKOM, BE3UKYNSAPHbI-
MU BbICbIM@aHUAMMW B POTOBOW MOAOCTM MPU OTCYTCTBUU
HaNOXeHW Ha MWHAANMHaxX, a TakKKe C 3K3aHTEMOM
Ha pyKax u ctonax;

° aHrmHa CumaHoBcKoro — [lnayta — BeHcaHa (BO36y-
ouTens — Fusobacterium necrophorum) npoTeKaet
C OLHOCTOPOHHUM HEKPOTUYECKUM U3 bA3BNEHNEM MUH-
[LanuHbl, MHOTAA TaKKe Heba 1 CAM3UCTON 060/104KKM pTa
C XapaKTepHbIM FHUNOCTHBIM 3anaxoMm;

° andTepus 3eBa, KOTopas 06ycnoBAMBAET NIOTHbIE HaNo-
KeHUs (NeHKKM) Ha MUHAANMHaXxX, CHUMatowuecs ¢ Tpy-
[IOM, OCTaB/IAS KPOBOTOYALLYIO NOBEPXHOCTb;

e cuHapom Mapwanna, unu PFAPA (periodic fever,
aphtous stomatitis, pharingitis, adenitis — nepuogu-
yeckas nuxopagka, apTo3HbIM CTOMaATUT, GapUHIUT
W WwenHbln numdaneHnT). CuHapom Maplwanna OTHO-
CUTCH K rpynne nepuoanYecKnx IMXopagoK v xapaKTte-
pu3yeTcsa BONHOOGPa3HbIM TEHEHMEM C YETKOWM NEpUo-
AMYHOCTbIO, MPUCTYN HAaYNHAETCS C BbICOKOM IMXOPaKM
(0o 39-40 °C), conpoBoXatoLencs cMMNToMaMn TOH-
3unnuta mnu dapuHruta (6onb B ropne, runepemus
MUHAaNMH), abTO3HOro cToMaTuTa (A3Bbl B MOSOCTH
pTa) U yBENWYEHUEM LIENHBIX NTUMbATUYECKUX Y310B.
TakXXe MoOryt otmedatbcq 6014 B cycTaBax, 601u
B ¥MBOTE, r0O/I0BHbIE 601N U CUMNTOMbI OBLEN UHTOK-
CcuKauuu. MpucTyn AANTCH HECKONBbKO AHEN, PeLnanBbI
HabnogaoTcs Kaxable 1-2 mec. BospacTt 3a6ones-
LWKMX cocTaBnseT B cpeaHem 5 neT, n K 10 rogam getw,
KaK npaBuno, Bbi340OpPaBAMBalOT, XOTA Yy psja nauueH-
TOB CMMNTOMbI COXPaHSAOTCA M BO B3POCIOM BO3pacTe.
JlabopaTopHO PEerucTpupyroTca NenKoLMUTO3, BbiCOKas
CO3, a Take nosblilleHne ypoBHA CPB. XapaKTepHo
ObICTPOE KynupoBaHWe NpUCTyna npenapatoM rpynnbl
«[NIOKOKOPTUKOMAbI (CUCTEMHOTO AencTBuS)» [34].

JIEMEHME

KoHcepBaTUBHOE leyeHune

Mpn BUPYCHOM MHOEKLMWU aHTUOAKTEpPUalbHble Npena-
paTbl CUCTEMHOIO AENCTBMSA HE pEKOMEHAOBaHbl. CucTeMHas
aHTub6aKTepunanbHasa Tepanus HeadpdeKTUBHA B OTHOLWEHMH
BUPYCHbIX TOH3UNNO0bAPUHIUTOB M He nNpefoTBpalLaeT 6ak-



TepuanbHoOW cynepuHdekumm [2, 35]. YpoBeHb y6eauTeb-
HOCTH peKoMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTtenbCcTB — 5).

PeKkomeHayeTcs Ha3HadvaTb aHTWbGaKTepuanbHble npe-
napatbl CUCTEMHOrO AENCTBUSA TONbKO B CllyYae AOKal3aH-
HOoM [8, 9, 25] WAM BbICOKOBEPOSATHOM CTPENTOKOKKOBOWM
atnonorun OTP [2, 8, 9]. YpoBeHb y6eaUTEeNIbHOCTHU
pekomeHpauui — C (ypoBeHb AOCTOBEPHOCTU AOKa3a-
TenbCcTB — 5).

C yyetom 100% 4yBCTBUTENBHOCTH S. pyogenes K 6eTa-
NaKkTaMHbIM aHTMGaKTepHanbHbIM NpenapaTtaMm NeHULUNn-
HaM B KayecTBe npenaparta Bbibopa npu bI'CA-ToH3uNMTax
pekoMeHayeTcs aHTMbGaKTepuasbHbIi npenapaT CUCTEMHO-
ro AeNCTBUS aMOKCULMNAKH [6, 9, 36—42]. YpoBeHb y6e-
AUTENIbHOCTU peKomeHaauun — C (ypoBeHb Jo0CTOBEP-
HOCTHU fiOKa3aTtenbCcTB — 5).

[Jo3npoBKK amokeuumnnnmnHa: 500 mr x 2—-3 pasa B cyT-
KW y B3pocnbix U 50 Mr/Kr/cyT B 2 npuema, HO He 6onee
1000 mr/cyT BHYTpb y AeTen, B TedeHne 10 aHen (Tabn. 4).

B HacTosillee Bpemsi B KayeCTBe MPaKTUHECKU €aMH-
CTBEHHOrO MNOKal3aHWs K Hal3HayeHWto aHTubaKTepuasb-
HbIX MpenapaToB CUCTEMHOIO AEWCTBMA Y MMMYHOKOMMe-
TEHTHbIX Nny, paccmaTtpuBaetca BICA-atnonornsa OTP (3a
UCK/IOYEHNEM KparHe peakux ciyyvaeB AudTepun, roHo-
KOKKOBOIFO TOH3MAIWUTA, S3BEHHO-HEKPOTUMYECKOM aHMUHbI
CumaHoBcKoro — lNnayTta — BeHcaHa).

LlenaMu HasHavyeHus aHTMGaKTepuanbHblX NpenapaTtos
CUCTEMHOr0 AEeNCTBMUS MPU OCTPOM CTPEMTOKOKKOBOM TOH-
3unnodapuHruTe ABNSIOTCS:

* 3paauKkauma Bo3obyautens (bICA);
°  npodunakTUKa OCNOXKHEHUN («paHHMUX» THOMHbIX U «N03[-

HUX» aYTOUMMYHHbIX);
® oOrpaHuyeHue oyvara MHOEKLUU (CHUKEHWE KOHTarmos-

HOCTW);
®  K/IMHUYECKOE Bbl3A0POBNEHHUE.

Heo6xoaMMO MOMHWUTL, 4TO NPU UHPEKLMOHHOM MOHO-
HYK/1e03€e BO3MOXHO pa3BUTHUE TaK Ha3blBAEMOW amMnULmnI-
JIMHOBOW WMAM @aMOKCULMANMHOBOM cCbinn. OgHAKO AaHHble
nccnegoBaHuii NOKasbiBatoT, YTO Cbifb MPW MOHOHYKNE03€e
MOXeT BO3HMKaTb Ha GOoHe npuema Apyrux aHTubaKkTe-
puanbHblX nNpenapatoB Al CUCTEMHOIO MPUMEHEHUs —
W Jaxe ecnn nauueHT He MpMMeEHsn npenapatbl AaHHOM
rpynnbl. C Lenbld MUHUMU3ALMK BEPOSTHOCTU MOSIBNEHUS
CbilMK MPU MOHOHYKNIE03€e cneayeT msberaTb HaszHa4YyeHWUs
No6bIX aHTMBaKTepUanbHbIX NpenapaTtoB CUCTEMHOIO Aew-
ctBus [43, 44].

PekomeHayeTca npuv  peuuauMBupylolleM TeveHuu
OCTPbIX CTPEMNTOKOKKOBBIX TOH3UNNOMAPUHIUTOB C LIENbIO
npPeoaoNeHnss MexaHu3MoB, OOYCNOBAMBAIOWMX MUKPO-
6uonormyeckyto HeaddeKTUBHOCTb MNpeawecTByOWeEro
neYyeHunss, Ha3HavyeHne aMOKCUUMAIMHA + [KnaBynaHoBas
Kucnotal unn KnMHaamuumHa (getam ctaplie 3 eT) Kypcom
Ha 10 aHen [9, 39, 42, 45, 46]. YpoBeHb y6e4UTeIbHOCTH
peKomMeHaauun — B (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbcTB — 2).

Mpu peunanBax OTP HeobxoaMMa KOHCyNbTauMs Bpa-
Ya-0TOpUHONApUHIronora Ans NoATBEPKAEHNUS/UCKIOYEHNS
XPOHUYECKOro TOH3MANUTA, @ B psde clyyYyaeB, 0COGEHHO

Ta6nuua 4. CuctemHas aHTMOaKTepuanbHas Tepanus NpyM OCTPOM CTPENTOKOKKOBOM TOH3UNIUTE (MepopasibHO)
Table 4. Systemic antibiotic therapy for acute streptococcal tonsillitis (oral)

AHTUGaKTepUanbHbIA [o3za
CBA3b C NpUemMom AnutenbHoCTb
npenapat CUCTEMHOIr0
. nuLK Kypca
AEUcTBuA B3pocnblie AeTtn
CrapToBas Tepanus
1,5 r/cyT B 3 npuema .
1 _
AMOKCULMANUH win 1,0 1/cyT B 2 NpHema 50 Mr/Kr/cyT B 2—3 npuema HezaBucrumo 10 gHen
ANlbTEPHATUBHbIN BapnaHT
Y naumeHTOB cTapuwe 12 nert:
BeH3aTuHa
> 2,4 MNH ea B/M npu m < 27 kr 600 TbiC. en, HenpumeHumo OaHoKpaTHO
6EeH3UNNEHULMUANNH
npum > 27 Kr 1,2 MAH €4 B/M
[etam ot 3 o 10 neT:
B3pocnble n getu TO/IbKO B IEKAPCTBEHHOWM
ctapwe 10 net: dopme «TabneTku, NoKpbITHIe .
Uedanercun 500-1000 mr/cyT NAE€HOYHON 060104YKON» — Hesasucumo 10 Anen
B 2 npuema 25-50 mr/Kr/cyT B 4 npuema,
HO He 6onee 1000 mr/cyT
Mpun peuymanBupyroLLem TeYEHUU U/UIN KITMHUYECKON HE3IGEKTUBHOCTHU Teparnm aMoOKCULNITINHOM
AMOKCULIUANUH + 1700 Mr (MO @MOKCULUANINHY) 50 mr/kr/cyt (no .
13 aMOKCULMANNHY) B 2—3 Bo Bpems eabl 10 gHen
[knaBynaHoBas kucnotal™ B 2 npuema
npuema
[pu HETSXKEbIX annepruiecKux peaKkumsax Ha NeHULUMIIMHbI B aHaMHe3e
Lledypokcum 1,0 r/cyT B 2 npuema 20 mMr/Kr/cyT B 2 npuema Cpa3sy nocne egbl 10 gHen
Ledbunkeum 400 mr/cyT B 1 unu 2 npuema | 8 Mr/Kkr/cyT B 1 unu 2 npuema HesaBucumo 10 aHen
LledbamtopeH 400 mr/cyT B 2 npuema 400 mr/cyT 8 2 npuema Mocne eabl 10 aHen
(c 12 ner)
Lednogokecunm 200 mr/cyT B 2 npuema 200 Mr(/(;:igsn;l;pmema Bo Bpems eabl 10 gHen
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Ta6nuua 4. OKoHYaHue
Table 4. Ending

Mpu anneprim Ha LiedanocnopuHsl BTOPOro U TDETLEro MOKONEHUS 1/Un NPU TAXKEbIX aA1ePruiecKux peakumsx®
Ha ntobble npenapartsl rpynsl «beTa-nakTaMHble aHTMbaKTepuasbHble npenapartbl: NeEHUUNUIINHBI» B aHaMHe3e
500-1000 mr/cyT .
6
KnaputpomuumH B 2 npuema 15 mr/Kr/cyT B 2 npuema HeszaBucumo 10 gHen
[)xo3amuumH 1,0 r/cyT B 2 npuema 40-50 mr/Kr/cyT B 2 npuema Memml/_l:immemamm 10 gHen
AsnTpomnumnHS: 78 500 Mr/cyT B 1 npuem 20 Mr/Kr/cyT B 1 npuem 3a 14 p10eabl 3 aua (5 aHen)®
Y peteint ctapuwe 3 net: .
MuaekamuumH 1,2 r/cyT B 3 npuema 50 Mr/Kr/cyT B 2 npuema 3al4p0eabl 10 gHen
Y netewn ctapue 6 net:
CnupamMuumH 6 maH ME/cyT B 2 npuema npu m > 20 Kr 300 TbiC. HezaBucumo 10 gHen
ME/Kr/cyT B 2 npuema
Knuxaamuumn® 0,6 r/cyT B 4 npuema 20 Mr/Kr/cyT B 3 npuema C Gonbuwmm 10 aHen
' 06beMOM BOJAbI

MpumeyaHme. <1> — ¢ 0CTOPOKHOCTHIO NPY NOJO3PEHNN Ha UHDEKLIMOHHbIN MOHOHYKNEO3; <2 — Lienecoo6pa3Ho Ha3HavaTb NpH: a) COMHMU-
TENbHOM KOMMNAEHTHOCTH (MCMONMHUTENBHOCTH) NaLMEHTa B OTHOLWEHWM NEPOPAbHOro NpuemMa aHTubaKTepurasbHbiX NPenapaToB CUCTEM-
HOro AencTsus; 6) HanMYnun peBMaTU4YeCKOW NMXopaaKu B aHaMHe3e Y 60/1bHOro Uan Ganxanwmnx poACTBEHHUKOB; B) HE61AronpUATHbIX
couManbHO-6bITOBbIX YCNOBUAX; ) BCNblwWKax BICA-MHOEKUNN B 3aMKHYTbIX KONEKTUBaX (AETCKMX AOLWKOJbHbBIX YYpEXAEHUaX, WKoNax,
MHTEPHAaTaX, YYUINLLAX, BOMHCKMX Y4acTax W T.M.); <3 — no3a KnaBynaHOBOW KUCNOTbI He A0MKHa NpeBbilwaTh 10 Mr/Kr/cyT BO n3bexaHne
MOBbILIEHNA PUCKA HEXENnaTeNbHbIX ABNEHWA (qruapen); <4 — K TAXENbIM annepruiecknm peakLnsmM OTHOCATCS aHadUIaKTUYECKUIA LOK,
aHrMooTeK ropTanu (oTek KBuHKe), TAXKenas KpanuBHULA; <6 — Hy»HO MOMHMTb O BO3MOXHO pe3ncTeHTHocTH BICA Kk makponuraam. Mpu
3TOM PE3UCTEHTHOCTb K 14- (3pUTPOMULMH, KNapUTPOMULMH, POKCUTPOMULMH) U 15-4NeHHbIM (@3UTPOMULIMH) MaKponuaam MOXET OblTb
HECKOJIbKO Bblle, YeM K 16-41eHHbIM (AXX03aMULUMH, CIMPaMULMH, MUAEKaMULMH), 3@ CHET LWTaMMOB € M-PpeHOTUNOM pe3nUCTEHTHOCTH [65];
<7> _ 4yBCTBUTENbHOCTL S. pyogenes K asuTpoMuLnHy B Poccuitckoin deaepauumn coctaBnaet 80 u 78% y B3POC/bIX U I€TEN COOTBETCTBEH-
HO [B]; <8 — B HEKOTOPbIX MyBAMKALMAX OTMeYeHa 64nbluas 3GPEKTUBHOCTb 5-AHEBHOIO Kypca a3UTPOMULIMHA MO CPAaBHEHMIO C 3-AHeB-
HbIM [66, 67], 0OAHAKO MHCTPYKLUM NO MEAULMHCKOMY NPUMEHEHMIO 3aperncTpnupoBaHHbix B Poccun Gopm a3utpomuLmMHa onycKatoT b
3-AHEBHbIV Kypc y nauneHToB ¢ OTD, 4To TpebyeT 060CHOBAHMS UCMOIb30BaHUS 6oee 3PHEKTUBHOIO Kypca BHE MHCTPYKLMK M Bpa4yeBGHOro
KOHCUANMYMHOro cornacoBaHus. 10-AHEBHbIN KypC Tepanuu KnapuTpoMULMHOM OKa3ancs 6onee apdeKTUBHbIM ANS 3pagnKaLnmn cTpenTo-
KOKKOB rpynnbl Ay B3pOC/blIX, 4eM 5-AHEBHbIN Kypc Tepanuu azautpoMmuumnHoM B 4o3e 500 mr 1 pas B CyTKM B NepBbIv AeHb eYeHuns, 3aTem
no 250 mr 1 pa3 B CyTKM B nocneayowme 4 gHs [68]; <9 — ¢ npMeMom NMHKO3aMNU40B Hanbonee 4acTo acCoLMMPOBaHO Pa3BUTHE MCeB-
nomemMbpaHo3HOro Konuta; npu MLSB-peHoTHne pe3ncTeHTHOCTM oTMeYaeTcs OAHOBPEMEHHOE OTCYTCTBUE HYBCTBUTENbHOCTU KO BCEM
MaKpoanaam u IMHKo3aMuaam.

Note. <1 — with caution at suspicion on infectious mononucleosis; <2> — advisable to prescribe in cases of: a) questionable patient
compliance to oral administration of systemic antibiotics; b) history of rheumatic fever in the patient or relatives; ¢) unfavorable social and
living conditions; d) outbreaks of GABHS infection in closed groups (preschool, schools, boarding schools, specialized schools, military
units, etc.); <3> — the dose of clavulanic acid should not exceed 10 mg/kg/day to avoid increased risk of adverse events (diarrhea); <4> —
severe allergic responses include anaphylactic shock, laryngeal angioedema (Quincke’s edema), severe urticaria; <6> — it is crucial to
take into account possible resistance of GABHS to macrolides. Resistance to 14-member(erythromycin, clarithromycin, roxithromycin)
and 15-member macrolides (azithromycin) may be slightly higher than to 16-member (josamycin, spiramycin, midecamycin) due to strains
with M-phenotype resistance [65]; </> — sensitivity of S. pyogenes to azithromycin in Russian Federation is 80 and 78% in adults and
children, respectively [6]; <8~ — some publications have noted greater efficacy of 5-day course of azithromycin compared to 3-day course
[66, 67], however, azithromycin instructions registered in Russia allow only 3-day course in patients with acute tonsillopharyngitis, thus
it requires justification for more effective off-label course and case conference. 10-day course of clarithromycin was more effective
for group A streptococci eradication in adults than 5-day course of azithromycin at a dose of 500 mg once per day on the first day of
therapy and 250 mg once per day on the next 4 days [68]; <9> — pseudomembranous colitis development is commonly associated with
lincosamides administration; MLSB-phenotype resistance shows simultaneous absence of sensitivity to all macrolides and lincosamides.

y leTel, NPy HanMyYuMmn COOTBETCTBYIOLLEN KIIMHUYECKOMN Kap-
TUHbI — MPOBeCTU AnddepeHLnanbHy0 ANarHOCTUKY C CUH-
apomom Mapuwanna (PFAPA).

[l031POBKM aMOKCULMANMHA + [KNaBynaHOBas KMCNoTa):
B3pOC/bIM U aeTam 12 neT v cTaple uan ¢ Maccon Tena
40 Kr n 6onee B go3e 875/125 Mr x 2 pasa B AeHb (414
feten 0o 12 net 40 Mr/Kr/cyT N0 aMOKCULMUINHY).

[lO31POBKM KNMHAAMULMHA: B3POC/bIM M AeTam 12 net
n ctapwe 300 Mr 2 pasa B CyTKM, AeTam oT 3 4o Ao 12 net —
20-30 mr/Kr/cyT B 3 npuema (cm. Tabn. 4).

PekomeHaOBaHO Mpu  OTCYTCTBUMU MOJIOXKUTENBLHON
LVHaMUKN (COXpaHeHWe nuxopagKku M 60/1eBOro CMHAPOMA)
B TeyeHue 48-72 4 OT MOMeEHTa Havyana aHTubaKTepuasib-
HOM Tepanuu MNepecMoTPeTb AWarHo3 (BepoATHOE Tede-
Hue OPBW, MHdeKLMOHHOrOo MOHOHYKneosza) [9, 15, 38].

YpoBeHb y6eauTeNnbHOCTU peKomeHaauun — C (ypo-

BEHb JOCTOBEPHOCTU fJOKa3aTenbcTB — 5).
PekomeHayeTca nNpu HanuMyMM B aHamHe3e anfiepru-

YECKOM peaKLMMU (3a WUCKIIYEHUEM TAXenblx annepruye-

CKMX peaKuui: aHabUNaKTUHECKUI LWOK, aHrMOOTEK ropTa-

HW (0TeK KBWHKe), TaxKenas annepruyeckass KpanuvBHULA)

Ha 6eTa-NakTaMHble aHTubaKTepmnanbHble Nnpenapatbl NeHM-

LUMNAUHBI NpuMeHeHne LedanocnopMHOB BTOPOro MoKose-

HUSA ¥ LedanocnopuHOB TpeTbero nokonenus [9, 11, 471:

* uedypokcum 250 Mr 2 pasa B CYTKM BHYTPb y B3POC-
nbix 1 20 Mr/Kkr/cyT, Ho He 6onee 500 mr/cyT, pasae-
NleHHble Ha 2 npuema, y aeten. [AnuTenbHOCTb Tepa-
nun — 10 aHewn [9, 11, 32]. YpoBeHb y6eaAUTeIbHOCTHU
peKkomeHpauuii — C (ypoBeHb JOCTOBEPHOCTHU AOKa-
3artenbcTB — 5);



e uedunkeum 200 Mr 2 pasa B cyTKM uan 400 mr 1 pas
B CYTKM BHYTPb Y B3pPOCAbIX U 8 MI/KI/CYT, HO He 6onee
400 mr/cyT, pasgeneHHble Ha 1 unun 2 npuema, y AeTen.
OnutenbHocTb Tepanun — 10 aHen [9, 11, 39]. YpoBeHb
y6eauTeNnbHOCTU peKomeHpauun — C (ypoBeHb
AOCTOBEPHOCTU AOKa3aTtenbCTB — 5) B [E€TCKOM
npakTuke. YpoBeHb YG6eAMUTENIbHOCTU PEKOMEH-
Aauun — B (ypoBeHb J[OCTOBEPHOCTM [JOKa3a-
TenbCTB — 1) BO B3POCJ/ION NPpaKTUKeE;

e uedpauTopeH — B3pocible U geTu cTapwe 12 net
200 Mr 2 pas3a B CYTKM BHYTPb. AAUTENbHOCTb Tepa-
nun — 10 aHew [48]. YpoBeHb y6eaUTe/IbHOCTU PEeKo-
MeHaauuin — C (ypoBeHb AOCTOBEPHOCTU fOKa3a-
TeNnbcTB — 2);

° uednoAoOKCMM — B3pOCNble M AeTu cTapwe 12 net
no 100 mr 2 pasa B CyTKM BHYTpb. NUTENbHOCTb TEpPa-
nun — 10 aHen. [47, 49]. YpoBeHb y6eAUTEIbHOCTHU
peKomMmeHaauun — B (ypoBeHb JOCTOBEPHOCTHU OKa-
3aTenbCcTB — 2).

BeposaTHOCTb NEepPeKPECTHbIX anepruyecknx peaxuum

C npenapaTamu rpynnbl «beTa-nakTamHble aHTUMOaKTEpPU-

asnbHble nNpenapatbl: NEHULWUANINHBI» cOCTaBNseT MeHee 2%

n meHee 1% ana uedanocnopuHoB BTOPOro U TpeTbero

NMOKOJIEHNS COOTBETCTBEHHO [9, 47, 50-58].
PeKkomeHayeTcs B ciyyae Haanyus B aHaMHe3e runep-

YyBCTBUTENBHOCTM K UedanocnopuHam W/wmam TaKeblx

annepruyeckux peakumm (aHadunakTMYeCKmn LWOK, aHrMoo-

TEeK ropTaHu (0Tek KBMHKe), TAxenas KpanuBHULA) K Nlo60My

npenapaty rpynn «beTa-nakTamHble aHTMGaKTepuasnbHble

npenapaTbl: NEeHUUUAAUHBI K «[pyrue 6GeTa-nakTaMHble
aHTMbaKTepuanbHble npenapaTbl» Tepanus Makponvaamu

WKW NMHKo3amuaamu [9, 21, 59-62]. YpoBeHb y6eaurtesb-

HOCTH peKoMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU

AOKasaTtenbCcTB — 5).

Ona apuTpoMMULMHA XapaKTepHO Haubonee 4vacrtoe

No CPaBHEHWIO C APYrMMU MaKpPOIMLaMu pa3BUTUE HEXKe-

naTenbHbIX peakLMhn, 0COGEHHO CO CTOPOHbI XeNnygo4yHO-

KULEeYHOro TpakTa [63, 64].

Hy»XHO MOMHWTb O BO3MOXHOW pe3ucTeHTHocTu BICA

K Makponugam. lpu 3ToM pe3nucTeHTHoCTb K 14- (apu-

TPOMWUMH, KNAapUTPOMULIMH, POKCUTPOMULMH) U 15-4neH-

HbIM (@3UTPOMULIMH) MaKponngam MoxeT 6biTb HECKONbKO

Bble, YeM K 16-4neHHbIM (AX03aMWULUMH, CIMpaMULMH,

MUAEKaMULIMH), 3a cYeT WTaMmMoB ¢ M-peHOTUNOM pes3u-

CTEHTHOCTM [65].

YyBCTBUTENBHOCTb S. pyogenes K a3uTPOMULMUHY

B Poccuitickon Pepepaunn coctansetr 80 n 78% y B3poc-

NbIX U [1eTeN COOTBETCTBEHHO [6]. B HEKOTOPbIX ceBepo-

aMEePUKAHCKMUX CcornacuTenbHblX [AOKYMeHTax YyKa3aHo

Ha 646nbwylo 3GDPEKTUBHOCTM H5-AHEBHOIO Kypca asuTpo-

MuUMHa B ao3e 500 mr 1 pa3 B CyTKM B TeuyeHune 5 aHen

y B3poChblx U 12 MI/Kr/cyT B TedyeHne 5 OHen y aetew

Nno CpaBHEHWIO C 3-AHEBHbIM [66, 67]. OQHAKO WMHCTPYK-

LMW NO MEAULMHCKOMY NPUMEHEHMIO 3aPEernCTPMPOBaHHbIX

B Poccuitckon depepaummn dopm a3uTpoMuULMHaA AONYyCKa-

10T NUWb 3-AHEBHbIN Kypc y nauueHToB ¢ OTP. MoaTomy

peweHne Bpaya 06 MCNONb30BaHMA NOTEHLManbHO 6onee
3pDEKTUBHOIO Kypca BHE MHCTPYKLMK TpebyeT ybeanTeb-

HbIX O60OCHOBAHWM W 3aKJlOYeHUA Bpa4yebHOM KOMMUCCUMU,

3aperncTpMpoBaHHOro B MEAULMHCKOM LOKYMEHTE.
10-AHEBHbIN KypC Tepanuu KNaputpoMULIMHOM OKa3zai-

ca 6onee aGPEKTUBHBLIM AN5 IpagnKaLMM CTPENTOKOKKOB
rpynnbl A y B3pOChbIX, YemM S5-AHEBHbIN KYypC Tepanuu asu-

TpomMuULMHOM [68].

C npveMoM NMHKO3amMMAOB Haubosnee 4acTo accoLmu-

poBaHO pa3BUTME NceBAOMEMOBPaAHO3HOro Konuta [69, 70];

npu MLSB-deHOTUMNE pPe3nCTEHTHOCTM OTMEeYaeTcss OAHO-

BpPEeMEHHOe OTCYTCTBME YYBCTBUTENIbHOCTU KO BCEM MaKpO-
nuaam U TMHKo3amuaam [65].

PekomeHayeTcs Mpu OCTPOM CTPEMNTOKOKKOBOM TOH3WUI-
nodapuHrute cobnogaTtb AIMTENbHOCTb Kypca CUCTEMHOM
aHTMbaKTepunanbHOM Tepanun, HeOOXOAMMOW ANs IpaanKa-
umn BIrCA[11, 15, 31, 32, 39, 40, 66]. YpoBeHb y6egurte b-
HOCTU peKomeHpauuhn — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTenbCcTB — 5).

AnnTenbHOCTb 3pafMKaLMOHHOIO Kypca aHTubaKkTepw-
anbHOWM Tepanuu npenapatamu rpynn «beTa-nakTamHble
aHTub6aKTepuanbHble npenapaTbl: NEHULMIIUHbBD (@MUHO-
neHuumnanHamm), «Apyrue 6eta-naktamHbole aHTUGaAKTEPU-
anbHble npenapartbl» (LedanocnopMHamu NeEPBOro, BTOPOro
W TPeTbero MOKOMIEHUS), IMHKO3aMUAaMN U MaKponMaamu
(3a UCKNoYeHUEM asuTpomuLMHa) cocTaBnseT 10 aHen [2,
8,9, 71] (cm. Tabn. 4).

PekomeHayeTcs npumeHeHne 6eH3aTuHa GeH3UNNEeHU-
LMASIMHA TONBKO NPU HaNMYMKM COMHEHWI B KOMMNIAEHTHOCTH
nauMeHToB B Ka4yeCcTBe aflbTEPHaTMBLI KYpCy nepopanbHom
aHTMbGaKTepuanbHon Tepanuu [9]. YpoBeHb yGeauTeNb-
HOCTU peKomeHpauun — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTenbCcTB — 5).

[Jo3a 6eH3aTvHa 6eH3unneHuunnnmMHa: < 27 Kr —
600 Ttbic. EQl ogHOKpaTHO B/M; > 27 Kr — 1200 Tbic. EJ
O[HOKpPaTHO B/M.

Mpn HEBO3MOXKHOCTH/OTKa3e OT NpuemMa aHTubaKTepwm-
anbHOro npenapaTta CUCTEMHOrO AENCTBMSA BHYTPb Ha3Ha-
YaeTcs napeHTepanbHOe BBeAeHuWe (B/B MM B/M) OO CTa-
6MNM3aLmmM COCTOSHMA MauMeHTa W/WUAn BOCCTaHOBNEHUS
BO3MOXHOCTK Npuema npenapaTta BHYTPb C LEeNblo apaau-
Kaumu BI'CA (Tabn. 5).

He pekomeHpoBaHO npodunakTU4ecKoe Ha3HavyeHue
aHTMGaKTepuanbHbIX NpenapaToB CUCTEMHOrO AEWCTBUSA
npu BupycHom OT® [9, 11, 15, 72, 73]. YpoBeHb y6enu-
TEeNbHOCTU peKomMmeHpaauun — A (YypoBeHb AOCTOBEPHO-
CTU flOKa3artenbcTB — 1).

PekomeHayeTcs npoBejeHne CcUMNTOMaTUM4YeCKON
CUCTEMHON Tepanuu AN KynupoBaHUS IMXOPaAKU u/wmau
601eBOro cuHapoma. Bo3MOXKHO MUCnonb30BaHWE CUCTEM-
HbIX MpenapatoB M3 rpynn «HecTepouiHble NPOTMBOBOC-
nanuTenbHble W NPOTMBOpPEBMATUYECKME npenapatbl»
(méynpodeH) n/mnn «Apyrune aHanbreTuku U aHTUNUPETH-
Ku» (NapauetamMon u/uan auetuncanuuunoBas Kucnota
(y naumeHToB ctapwe 15 ner)) [1, 8, 9, 74, 75]. He peko-
MeHAYeTCs PYyTUHHOE UCMONb30BaHWE MIOKOKOPTUKOMAOB
(cucteMHoro pencrteus) npu 6onn B ropne [9, 76, 77].
YpoBeHb y6eauTeNbHOCTU peKomMmeHpauun — C (ypo-
BEHb JJOCTOBEPHOCTHU AoKa3aTenbCcTB — 5). 3a UCKNIO-
YyeHMeM 0COoO6biX CUTyauuin (Bblpa)KeHHbIM ANUCKOMOPT,
yrposa acpuKcuu, Hanpumep, Npu UHOEKLMOHHOM MOHO-
HYK/1e03€) — B TaKMX cay4asax pa3oBo NepopanbHO MOXKET
Ha3HavyaTbCs AeKkcameTa3oH B fo3e 0,3 nnu 0,6 mMr/Kr nn6o
npeaHusonoH 1 mr/kr [76-80]. YpoBeHb y6eputenb-
HOCTU peKoMeHpauun — B (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTtenbcTB — 1).

OpHoKpaTHaa [fo3a npenaparta rpynnbl «[NIOKOKOPTH-
KOuabl (CMCTEMHOro [AEeNCTBMA)» He Bbl3blBAeT Cepbes-
HbIX HebnaronpuaTHbIX peakuun. Mpu 3TOM B HacToslee
BpemMs HeAoCTaToOYHO MccnefoBaHUMM BbICOKOrO KavyecTBa
ANS OAHO3HAYHOW peKoMeHAaLMK No NPUMEHEHUIO AaHHbIX
npenapaTtos nNpu 6011 B ropsie, a Takxe No ANUTeNbHOCTH
Mx npuvema. bbicTpbln addeKT aHTMbaKTepuanbHbIX npe-
napaTtoB cuctemHoro aenctausa npu BICA-OT® n BO3MOXK-
HOCTb Pa3BUTUSA MNOGOYHbLIX IGDEKTOB IOKOKOPTUKOUL0B
(CUCTEMHOrO 4EeNCTBMUS) — aprymMeHTbl MPOTUB MCMO/b30-
BaHWS NIOKOKOPTUKOMAOB AN CMCTEMHOIO MPUMEHEHUS
B JaHHOW KIMHUYECKOM CUTYaLUK.
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Ta6nuua 5. MapeHTtepanbHas AMT OTd, BbiaBaHHoro BICAL
Table 5. Parenteral AT for GABHS-induced acute tonsillopharyngitis®

AHTUGAKTEepUanbHblii npenapar Aosuposanue, nyTb BBEACHHS

CUCTEMHOro feicTBUA

fetn B3pocnble

lpenapatbl Bbi6Opa

[o 1 ropa: 100 mr/Kr/cyT; 1-4 roga:
100-150 mr/Kr/cyT; oT 4 neT: 1-2 r/cyT;
B 4 BBeeHus B/B WU B/M

B3pocnble n getu ¢ maccon Tena 6onee
40 kr: 250-500 Mr Kaxkable 6 4 B/B
Wnn B/M

AMOULNANWH

[eTv cTtaplwe 12 net v B3pochble:

AMOKCUUMAKH + [KNaBynaHoBas KMCNoTa) 1,21 B/B Kayble 8 4

90 mr/Kr/cyT B 3 BBEAeHWS B/B

[etn no 12 net (wnv ¢ maccon Tena < 40 Kr):

AMIMUMAIMK + [cynbGaKTam] 150 mr/Kkr/cyT B 3—4 BBEAEeHWS B/B WU B/M

1,5-3 r Kaxable 6-8 4 B/B Uin B/M

[etv ot 1 mec go 18 net: 25-50 mr/Kr/cyT

LledazonuH (B TAXKenbIx cnyydaax 100 Mr/Kr/cyT) B3pocnbie: 2,0 r Kaxkable 8 4 B/B UK B/M
B 3—4 BBeAeHWs B/B WU B/M
[etn po 12 net: 20—80NMF/KI'/CyT 1 pas Bapocible i A6TH cTaplue 12 neT:
LledTpmakcoH B CYTKM (AeTam ¢ maccon Tena > 50 Kr — 211 pas B GyTKN B/B MK B/M
[0 2 r/cyT) B/B UK B/M P y
[etv no 12 net: 100-150 mr/Kr/cyT
B 2—4 BBeAeHWA NapeHTepanbHo, B3pocnble u aetv ctaple 12 net
LedoTtakcum netv ctapwe 12 net — 1 r 2 pa3a B CyTKH, (nnu c maccoi Tena > 50 Kr):
B TSXKENbIX cnyvYasx — 3—4 r/cyT pa3aenvtb 1-2r Kakable 6-8 4 B/B U1K B/M
Ha 3—4 BBeAeHus B/B UK B/M
AnbTepHaTUBHbIE npenaparsl (MU HeNnepeHoCUMMOCTH b6eTa-1aKTaMHbIX aHTUGaKTepuasbHbIX penapaTos
MNEeHUUMATMHOB U/UNN APYrrX 6eTa-NaKTaMHbIX aHTMOaKTepuasbHbIX Npenaparos)
KnnHaamuumH 20-40 mr/kr/cyT B 3-4 BBeaeHus B/B unu B/m | 0,4-0,6 r Kaxkable 6-8 4 B/B U1K B/M

Mpumeyarune. <1> — npu ctabunnsaumnm COCTOAHUA NaLuUeHTa clefyeT NepexoanTb Ha NPUeM aHTMGaKTepuanbHOro npenapara CUCTEMHOIO
LeiCTBUA BHYTPb C Leblo MUHUMU3ALUUKU MHBA3UBHbIX MaHUMNYNALWI (NepedyeHb NpenapaToB A5 NpUeMa BHYTPb U PEXMMbl JO3MPOBa-
HUSA — CM. Tabn. 4) ¥ MUHUMK3aLMK NPUYMHEHMS 60U NaLMeHTam NpU COXpPaHHOM 3GPEeKTUBHOCTH.

Note. <¥> — it is necessary to switch to oral administration of systemic antibiotics (when the patient’s condition stabilizes) to minimize the
number of invasive manipulations and to minimize pain while maintaining efficacy (list of drugs for oral administration and their dosages are

presented in Table 4).

CnepyeT npepocTepedyb OT HEOOBOCHOBAHHOMO Mpw-
eMa npenapatoB, OKa3blBaloOWMX KaponoHuKatowmne gen-
CTBME: 340POBbLIM AETAM CTaple 3 Mec cieayeT HasHavyaTb
B CNy4ae, ecnu TemnepaTypa Tena y pebeHKka npeBbllaeT
39,0 °C (n3mepeHHasn peKTanbHo) nn6o 38,5 °C (M3mepeH-
Haa cyGaKCUANAPHO) U/WAKN NPU JIOMSALWKUX 6ONAX B MblLL-
uax u ronosHomn 6onun [81, 82]. Heo6ocHoBaHHOE MeauKa-
MEHTO3HOE KYyNUpOBaHWE IMXOPaAKM MOXKEeT 3aTpyaHUTb
OOGBHEKTUBHYID OLEHKY 3ddeKTUBHOCTM HadaTon AMT
npu cTpenTokokkoBoM OT®. B negmMaTtpuyeckon npakTuke
cneayeT orpaHnMYnUTbLCS NPUMEHEHMEM NapaueTamona u/unu
néynpodeHa.

[o3bl néynpodeHa: 200-400 mMry B3pocCbIX U 7,5 MI/Kr
y AeTen Kaxable 6-6-8 4 (MakcnumanbHo 30 Mr/Kr/cyT).

Josbl napauetamona: 500-1000 wmr y B3poc-
nbix 1 10-15 Mr/Kr y aeten Kaxkgble 6 4 (MakcumanbHO
60 Mr/Kr/cyT).

[03bl aueTuncanMuMnoBOn KUCNOTbl: Y AeTen cTaplue
15 net n B3pocnbix 0,5-1 1 (He 6onee 3 1 B CyTKN)*.

[o3sbl KeTonpodeHa: 100 mr 1-2 pasa B CyTKM BHYTPb
W/WNN peKTanbHO Yy B3POC/bIX 1 AeTen cTapwe 15 net*.

[o3bl KeTonpodeHa (B BMAE IM3UHOBOW CONK, NeKap-
CTBeHHasi dopMa «rpaHynbl Ans NPUroToBAEHUS pacTBopa
ansg npuema BHyTpb»): 80 Mr 2-3 pasa B CyTKM BHYTPb
y B3pochbIx U geTen ctapwe 15 net*, 40 mr 2—3 pasa B CyT-

KW BHYTpb Yy AeTen oT 6 o 15 net. YpoBeHb y6eauTteb-
HOCTU peKomeHaauun — B (ypoBeHb JOCTOBEPHOCTHU
AOoKa3aTenbcTB — 1).

PekomeHayetca nauuveHtam ¢ OT® npu BbiparKeHHOM
6011 B ropse ¢ y4eToM Heob6XxoAMMOCTHU, MEPEHOCHMMOCTH
M BO3pacTa nauueHTa NpUMEHEHWe TOMUYECKUX npenapa-
TOB MECTHbIX aHECTETMKOB W HEeCTepOWHbIX MPOTUBOBOC-
nanuTenbHbIX CPEACTB B BMAE MOHOMPENnapaToB UK B OUK-
CUPOBAHHbIX KOMOUHALUAX.

PeKkomeHayeTcs npuMMeHeHWe npenapaToB pacTUTENb-
HOro MPOUCXOXAEHWS, OKa3biBalOLUMX KOMMIEKCHOE AeW-
CTBME Ha KJloYEeBble 3BeHbs natoreHesa OTP, B KayecTBe
NOMOJIHUTENbHOro neyvyeHuss npu OTP, BKAOYaa peumau-
BMPYIOLLMA TOH3UANTOPAPUHIUT, KypcaMn B MeEXpeuuanB-
HbIV Mepuoj ¢ Lenbio NPObUNaKTUKU PeLnanBOB OCTPOro
ToH3unnuTa [83-85]. YpoBeHb y6eAUTENIbHOCTU PeKo-
meHpauun — C (ypoBeHb JAOCTOBEPHOCTU [JOKa3a-
TenbcTB — 5).

Ong  nonyyeHnss MNPOrHO3MPyeMoro KJIMHUYECKO-
ro apPeKTa U MUHUMUIALIMKM HEXenaTesbHbIX SABMEHWUN
MCNoNb3ylTCa npenapaTtbl, MMellmne B CBOEM COCTaBe
KOpEeHb anTes, LLBETKM POMALLKKW anTeYHOM, TpaBy Thica4ye-
JIMCTHMKA, Kopy Ay6a, TpaBy XBoLlla, TNCTbS FPELKOro ope-
Xa M TpaBy NeKapCTBEHHOro oayBaH4MKa. KomnaeKkcHoe
[lefCTBUE BKJ/IIOYAET MPOTMBOBOCMNANUTENbHOE, UMMYHO-

* [pMBEAEHO B COOTBETCTBMM C MHCTPYKLMEN K 3aperMcTpMpoBaHHOMY npenapaty, OAHaKo, Kak 6Gblfo yKasaHo Bblllie, y AeTed creayer

1CMoNb30BaTb TOMLKO NMpenapaTbl Napaueramona u/unm néynpodeHa.



Moaynupytowee, aHTMb6aKTepuanbHoe, NPOTUBOBUPYCHOE.

CnegyeT npuaepmMBaTbCs PEKOMEHA0BAHHbIX JO3MPOBOK,

KPaTHOCTW, ANWUTENbHOCTU MpuemMa, BO3PACTHbIX OrpaHu-

YeHUN:

e ©eH3unjaMuH (NPOTUMBOMNOKa3aH aetam maagwe 3 ner);

® OEH30KauH + XNOPreKCUAuMH (48 nauMeHTOoB cTaplie
4 ner);

° amMunamMeTakpeson + AUXNop6eH3nNoBbIN CNUPT + NUAo-
KauH (ana nauueHToB cTapuwe 12 net); NMAOKaWH +
IM30UMM + LETUANUPUAMHUSA XNopua (418 NauueHToB
ctapuwe 18 ner);

®  OEH30KCOHMSA XN0pna + NnAoKaunH (4Ns NnaumneHToB cTap-
we 4 ner);

e dbnypbunpodeH (ana nauneHToB ctapuwe 12 ner); dnyp-
ounpodeH + UETUNNUPUAMHUSA Xnopua (ANS nauueH-
TOB cTapwe 18 neTt); 6eH3UNAUMETUN-MUPUCTONTAMMU-
HO-MponuIaMmMoHnn + daypbunpodeH (4ng nauneHToB
cTtapuwe 18 ner);

e KeTonpodeH (NpoTMBOMOKa3aH AeTaM mnaglwe 12 ner)
n ap. [74, 75, 86-88]. YpoBeHb y6eAUTENbHOCTHU
peKomeHaauuin — C (ypoBeHb JOCTOBEPHOCTH A0Ka-
3arenbcTB — 5).

MecTHoe neyeHue OTD umeeT uUenbld MaKCUManbHO

ObICTPO 06NErYnUTb CUMMTOMbI 3a60/1EBAHUS.

Tonnyeckue nekapCTBEHHbIE NpenapaThl BbiNycKatoTcs

B BMAe CMpeeB, paCTBOPOB A5 NONOCKaHUA unn TabneTok

ANa paccacbiBaHus. Y geten npu OTCYyTCTBMM HaBblKOB

NoNOCKaHUs ropaa n onacHoOCTM acnupawmu npu paccacol-

BaHMK TabnetoK npegnoytutenbHa dopma cnpes. Beuay

pUCKa peaKTUBHOMO NapuMHrocnasma npenapaTbl 419 neye-

HUs 3a6oneBaHuni ropna (TonMYecKmMe) Ha3HavyalTcs ¢ BO3-

pacta 3-4 net. He cneayet npu 60nuM B ropae pPyTUHHO

MCNONb30BaTb MECTHble CPeAcTBa B BUAE «BTUPAHUS»,

«CMas3blBaHWUS» MUHAANUH, @ TaKXe MeXaHUYeCKu yaanaTb

HaNoXeHNs.

CnegyeT NMOMHUTb, YTO MECTHOE NeYeHWe He MOXKeT
3aMeHUTb Ha3HayeHus aHTMbaKTepuanbHblX NpenapaTtosB

cucteMHoro genctausa npun OTP, BbizBaHHom BICA [9].

AuetoTtepanusa

PekomeHgoBaHO BceM nauueHTam, ctpagatownm OTd,
orpaHu4yeHune pasapaxkatoLemn nuwm (ocTpoe, Kucnoe, cone-
Hoe, ropsiyee, xonogHoe M T.4.), MpYM 3TOM NULA LOMKHA
UMETb MATKYID KOHcucTeHuuio [89, 90]. YpoBeHb y6enu-
TeNIbHOCTU peKoMeHAaauuin — C (ypoBeHb AOCTOBEPHO-
CTU AOKa3aTenbCTB — 5).

Xupypruyeckoe neyeHue

He pekomeHayeTcs XMpypruyeckoe nevyeHue npu Heoc-
NoXHeHHoMm TeveHun OTP [9, 36, 88, 91]. YpoBeHb yoeau-
TeNIbHOCTU peKoMeHAaauuin — C (ypoBeHb AOCTOBEPHO-
CTU AOKa3aTenbCTB — 5).

NMPOPUJIAKTUKA U AUCNAHCEPHOE

HABJTIIOAEHUE

MpodunakTuka

Cneundunyeckorn npodpunaktukm BICA-OTP He cyuie-
CTBYET.

PekomeHayeTcs orpaHuM4yeHne KOHTAKTOB O6O0/bHbIX
OT® ana npodmnakTMKM BO3AYLWHO-KaNeabHOro nyTu pac-
npocTpaHeHus MHoekumn [5]. YpoBeHb y6eaUTENIbHOCTHU
pekomeHpauui — C (ypoBeHb JOCTOBEPHOCTHU fOKa3a-
TenbCcTB — 5).

PekomeHayeTcs M30n9UMs OT OpraHW30BaHHbIX KO-
NIEKTUBOB 6O0JIbHbIX OCTPbLIM CTPEMNTOKOKKOBbLIM TOH3MUNO-
dapnHrMToM BO M36eXKaHue BCMblleK CTPENTOKOKKOBOWM
MHPEKLMU (CKapnaTUHbl — Mpu 3abosieBaHnK, 06YCNOBNEH-

HOM TOKCUTreHHbIMK WTammamu BICA) [5]. YpoBeHb y6eau-
TeNbHOCTU peKoMmeHAaauuin — C (ypoBeHb AOCTOBEPHO-
CTU fOKa3aTtenbCcTB — 5).

PekomeHgyeTcs npodunakTMyeckoe Has3HayeHue aHTu-
6aKTepuanbHbIX NpenapaTtoB CUCTEMHOIO LENUCTBUS onpe-
JeNeHHbIM KaTeropusm nauuMeHTOB MNpu TECHOM ObITOBOM
KOHTaKTe ¢ nauneHTom ¢ BI'CA-uHbeKLMen ¢ uenbto npeay-
npexaeHus 3aboneBaHns y 0060 ya3BUMOro KOHTUHIEeHTa
ANS NpeaynpeXaeHns passBuTusa MHBa3nBHbIX GOPM MHPEK-
umn, Bbi3BaHHOM BICA [92]. YpoBeHb y6eauTenbHOCTU
peKomeHaauuin — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbCcTB — 5).

BbITOBOM KOHTAKT — ANUTENbHbIM KOHTAKT C NaLMeHTOM
B AOMALLHUX YCNOBUAX B TeYeHue 7 JHEeN A0 MOSiBNEHUs
CUMMNTOMOB W/WAM B TevyeHue nepsBbix 24 4 nocne Hava-
na aHTMGaKTepuanbHOM Tepanuu npu amarHoctuke BICA-
MHOEKLMU. AHTUOBMOTUKONPODUNAKTUKA NOCSIE TECHOIO KOH-
TaKTa noKasaHa:

° GepeMEeHHbIM XKeHLKUHaM CO CPOKOM rectaummn > 37 Hep;
® HOBOPOXAEHHbIM W MKEHLWWHamM B TeyeHue MepBbIX

28 gHen nocne poaos;

°  MNOXWNbIM NauueHTam (= 75 ner).

PekomeHayeTcsa nauuMeHTamM C  peunauBuUpyloLLmn-
Mn dopmamum OTD ¢ uenbio NPOPUIAKTUKM PeLnanBOB,
a TaKXe BOCCTaHOBNEHWUS HOPMOOBWOTbI CAM3UCTON 060-
JIOYKM POTOMNOTKM MNocfie nepeHeceHHOro 3abofieBaHus
npuMmeHeHne GMONOrMYECKN aKTUBHbIX AO06ABOK, coaep-
alux B CBOEM COCTaBE MMWKPOOPraHW3Mmbl, OTHOCSH-
wmecs K MHAUreHHbIM GaKTepusm CAM3UCTON 060M04YKK
poTornoTkn [93-95]. YpoBeHb y6eaUTEeIbHOCTU PEKo-
MeHpauuin — C (ypoBeHb [OCTOBEPHOCTM [JOKa3a-
TenbCcTB — 4).

K Takum cpeactBam OTHOCMUTCS COAEPKaLMN B CBOEM
cocTtaBe S. salivarius wtamm K12, npoayumpyowmi UHIru-
6upytouime BeulectBa (BLIS) — aHTMMUKpOGHbIE nNenTuabl
[93-95].

PekomeHayeTcs naumMeHTam ¢ peuuaneupyowmmmn dop-
Mamu OT® ¢ uenbto NPodUNaKTUKK PELMANBOB Ha3HavYeHne
npenapaTtoB U3 rpynnbl «Jpyrne MMMyHOCTUMYNSTOPbI» (M3
rpynnbl nM3aTtoB 6akTepuin) [96, 97]. YpoBeHb y6eauTesb-
HOCTU peKomMeHjauui — B (ypoBeHb JOCTOBEPHOCTHU
AoKasaTenbcTB — 3).

AucnaHcepHoe HaGnwaeHue
AuncnaHcepHoe HabnoaeHne OCyLLEeCTBASETCS NPK HEOB-

XxoaMmMocTu B cootBeTcTBUM ¢ CIM 3.1.2.3149-13 [98]:

° nocne BbIMUCKM M3 cTaunoHapa (Bbl3JOPOBNEHUS)
¢ BICA-OT® pekomeHayeTcsi yCTaHOBUTb AMCNAHCEP-
HOoe HabngeHWe B TeyeHMe OAHOro Mecsua C KOH-
Tponem obuwero (KNMHUYECKOro) aHann3a KpPoBMU pas-
BEPHYTOro M 06Lero (KIMHMYECKOro) aHaan3a Mo4u
yeped 7-10 aHen n Yyeped 3 Hep, NpY HANUYKK Kanob
NN KIMHUYECKMX MPOSBAEHWUI OCNOXHEHUI (MM NoJ4O-
3PEHNUS Ha HWUX) CO CTOPOHbI CEpPAEeYHO-COCYAUCTOWM
CUCTEMbl — [JOMOHUTENBHO 3NEKTPOKapamorpadus;

® MpW OTCYTCTBMM OTKNOHEHUN NauMeHTbl CHUMatoTCS
C AgMcnaHcepHoro yyeta 4yepes 1 mec;

° [JeTaM nocfie BbIMUCKU M3 cTauuoHapa ¢ BICA-OT®
NpW BbISIBJEHWWU OTKJIOHEHUI NpU GU3MKaNbHOM OCMO-
Tpe, B peaynbratax n1abopatopHbIX M/UAN UHCTPYMEH-
TalbHbIX MCCNeAOBaHWMMA NPOBOAATCA KOHCyNbTauus
W/mnu HabnogeHne COOTBETCTBYKOLWEro cneunanucta
(MpU U3MeHeHUsX B obweM (KIMHUYECKOM) aHannse
MOYN — Bpava-Hedposiora, KNIMHUYECKUX U/Un nabopa-
TOPHbIX NMPU3HaKax peBMaTUYEeCKOM INXOpaaKkn — Bpa-
Ya-peBmaTonora, npu3Hakax BOBAEYEHWUS CepaevHOo-
COCYAMCTOM CUCTEMbI — Bpayva-Kapanoaora 4eTCKoro).
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KJIMHUYECKUE PEKOMEHAALUUU

OPrAHU3ALIUAl OKA3AHUAI MEAMLIMHCKOM

NMOMOLLUU, NOKA3AHUSA K TOCMUTAJIU3ALIUUN

U BbINUCKE

JleyeHne B GONbLIMHCTBE CNy4YaeB OCYLIECTBASETCS
ambynatopHO — BpayoM-MeaMaTpoM, Ui BpayvoM obuien
NPaKTUKKU (CEMENHBIM Bpa4voM), UK BpavyoM-TepaneBToM,
UM BPa4oM-UHPEKLIMOHUCTOM.

YnyyweHue  cocToaHMa  nocne  Hadana AMT
npyM OCTPOM TOH3WANUTE, BbidaBaHHOM BICA, HabnopaeTcs
ye dyeped 12-24 4. MNauneHT He 0693aH HaxoanTbCca AoMa
B TeYeHMe BCero BpemMeHu npuema aHtmbunotmka (10 gHen).
CornacHo MY 3.1.1885-04 «3nuaHaa3op v npodunakTuka
CTPENTOKOKKOBOW (rpynnbl A) MHbeKuun»: «Jonyck B Aet-
CKME y4ypexKaeHns — nocse NosHOro KIMHUMYECKOro Bbi3A0-
poBneHus» [99].

locnuTanusauun B MHOEKLIMOHHOE OTAENEeHMe, MPU ero
OTCYTCTBMM — B GOKCUPOBAHHOE neauMaTpuyeckoe otaene-
HWe TPEeBYIOT NaLMEeHTbl B TAXKENOM COCTOSIHUM, Npu Heob6-
XOAUMOCTU MHPY3MOHHOW Tepanuu BBMAY OTKa3a pebeHKa
OT e/ibl U }KUAKOCTH.

HeapdEeKTUBHOCTb /IeYEeHUd, NMOAO3PEHNE Ha THOW-
HOE OC/IOXHeHWe (NapaTOH3WANAPHbIKM, napadapuH-
reanbHbln, peTpodapuHreanbHbin abCcLECC, THOWHbIN
numdbaneHnT), atunuyHaa GapuHrocKkonuMyeckas Kap-
TMHa (NOJO3peHMe Ha HOBOOOGpPas3oBaHWe), HeobXxoawu-
MOCTb XMPYPrMY4ECKOro BMellaTenbCTBa (ApEeHMPOBaHNE
abcuecca, 6uoncua, TOH3UIIIKTOMMUS) ABAAIOTCA NOKa-
3aHWEeM AN5 KOHCyNbTalWW Bpava-oTOPMHONAPUHIonaora
M rocnuTanuM3auum B COOTBETCTBYIOLLEE XMPYypPruyecKoe
oTaeneHue.

Bbinucka U3 cTalMoHapa OCylecTBASETCS MpU YCTOM-
4YMBOM KYyNMpPOBaHWUM MNPOSIBAEHWUIA GONE3HU U OTCYTCTBUM
Yrpo3bl }MU3HW U 3J0POBbLIO NaLMEHTA.

OONO/IHUTE/IbHAAA UHOOPMALIUA

MporHo3 OT® B 601bWKMHCTBE Cly4YaeB 61aronpUATHbIN.

PUCK pa3BUTUSA THOWHbIX OC/NOXHEHWW MNOBbIWIAET-
cl Ha GOHEe MEepPBUYHbLIX U NMPUOBPETEHHbLIX MMMYHO/E-
PUUNTHBIX COCTOSAHUN (BPOXAEHHbIN MMMYHOAEPUUMHT,
npMemM MMMYHOCYMPECCUBHOW U LLMTOCTATUYECKOMN Tepa-
nun, BUY-uHdeKkuns). PUCK pa3BUTUA ayTOMMMYHHbIX
OC/IOXKHEHUI MOBbLIWAETCH Y NaLWMEHTOB C OCTPON peB-
MaTUM4YEeCKOW NnXopafKOW B aHaMHe3e U Yy GauKanlwux
PO/ICTBEHHUKOB.

OcnoXXHeHusA
OTCyTCTBME Nl€YEeHWUS MM HealeKBaTHOE JeyeHue
CTPENTOKOKKOBOIO TOH3M//IMTa YpeBaToO BbICOKOW BEpPO-
ATHOCTbIO PA3BUTUS C€Pbe3HbIX FHOMHbIX OC/IOXKHEHUM,
TaKUX KakK:
° MapaToH3WNNAPHbIK, napadapuHreanbHbl, peTpoda-
pUHreasnbHbIM abCcLecchl;
®  THOWHbIM NMMbaAEHWT;
a TaK)Xe HerHOMHbIX, TaKMX KakK:
° OCTpas peBMaTuyecKas NMxopaaKa;
° peBMaTUyeckue 60ne3HU cepaLa;
® MOCTCTPENTOKOKKOBbIV TOMEPYIOHEDPUT;
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H.M. lumkoBal, M.A. CHerypeHKol, E. IOHKeBMul, H.B. Knumuna?, A.A. llenuna?, J1.E. Jlapunat

1Poccuitckuit HaumMoHanbHbIN UCCnefoBaTeNbCKUI MEAULIMHCKMIA yHUBepeuTeT um. H.WU. Muporosa
(MnporoscKkni YHnBepcuTeT), MockBa, Poccuiickas ®enepaums
2Mopo3oBcKas AeTcKas ropofcKas KMHUYecKas 6onbHuLa, MockBa, Poccuiickas depepalins

rMukoreHo3 |lb Tna B KoMmnayHA-
reTepo3urotTHOM COCTOSIHUM:
KJIMHUYECKUHU cnyvyaK

ABTOp, OTBETCTBEHHbIN 3@ NEPENUCKY:

LlinmKoBa Hukosnb 1aBioBHa, CTyLEHTKa POCCUIICKOro HaLMOHaIbHOMO UCCEA0BaTENBCKOr0 MeANULIMHCKOro yHuBepcuteta M. H.U. Muporosa
(MuporoBcKuit YHUBEpCUTET)

Appec: 117997, MockBa, yn. OCcTpoBUTAHOBA, A. 1, CTp. 7, Ten.: +7 (937) 190-52-79, e-mail: shimkova.nikol@mail.ru

O6ocHoBaHue. [nnKkoreHos Ib tnna (Flb) — 310 HacneACcTBEHHOE ayTOCOMHO-peLeccUuBHoe oppaHHoe 3aboeBaHue,
CcBsI3aHHOE C JePULMTOM TPaHCNOPTHOro 6esika TPaHC/1I0Ka3bl [71I0K030-6-pocaTta 1 npuBoasLLee K n36bITOYHOMY HaKo-
MJIEHNIO [/IMKOreHa B rnevYyeHu u apyrmx opraHax. [lb BcTpevyaetcs npumepHo y 20% naumeHToB C /IMKOreHo3om | tuna
N XxapaKTepusyeTcsi pa3Hoobpa3uem nposiBAEHUH, YTO 3aTpyAHSET AUArHoCcTuky. OnucaHune KJIMHUYECKOro cy4as.
lMpeacTaBaeH KIMHUYECKUHI NPUMEP PaHHEN AnarHoCcTmku b y 5-mecss4HOro mMmasibymKa ¢ OTAroueHHbIM nepuHaTalbHbIM
aHamHe3oMm. 3aboseBaHne 6bl10 3anoA03PEHO B CBSI3M C Ha/lMuymem y pebeHKa nepcrucTUpyoLmx HENTPONEHNN U TMIOMIN-
KemMuu, a TaKxe peunanBupyolmnx 6aktepuanbHbIX MHOEKUNI. [lpoBeAeHO MOJHOIK30MHOE CEKBEHMPOBAHUE, HA OCHO-
BaHMM KOTOPOro rnoctassieH auarHo3s: «[1b, 06ycioBneHHbIN BapnaHTamu B reHe SLC37A4: ¢.1108_1109delCT p.Leu370fs
n ¢.85A>G p.Lys29Glu B KomnayHA-retepo3uroTHOM COCTOSIHUM». 3aKnto4eHune. [lpecTaBaEHHbIN KIMHUYECKUI CayYan
rog4yepKmMBaeT HE0O6X0ANMOCTb paHHen AuarHocTuKM lb. 3To No3BOIMT CBOEBPEMEHHO HadyaTb CrieyupuyecKyto Teparnmio
W yNyYLWmnTb NPOrHO3 A4/151 NaUUEHTOB C AaHHbIM 3a60/1€BaHUEM.

Knr4eBbie cnoBa: KIMHUYECKNI C1yYal, rMUMKOreHo3 Ib Tnna, paHHas AnarHOCTMKa, HENTPOMNEHUS, TMIOMTIMKEMUS, peLn-
AnBupyouine baktepuasbHble MHOEKLMN

Ana uymtupoBanuns: Linmkosa H.I., CHerypeHko M.A., HOHKkeBu4 E., KnumuHa H.B., llenunHa A.A., JlapuHa J1.E.
[MuKkoreHo3 Ib TMNa B KOMNayHA-reTepo3UroTHOM COCTOSIHWMU: KIMHUYECKUW cnyyawn. lNegmnatpudecKass papmMaKoaorus.

2025;22(2):178-183. doi: https://doi.org/10.15690/pf.v22i2.2894

OBOCHOBAHME N XxapaKTepuayeTcs pa3Hoo6pasnemM KAMHUYECKMX M Nnabo-
MukoreHo3s Ib Tuna (Flb) — 3T0 HacneaCTBEHHOE ayTo- paToOpHbIX NPOSBNEHUN, TaKMUX KaK peuuaMBupylome 6akx-
COMHO-peLeccnBHoe opdaHHOe 3abosieBaHWe, CBSA3aH- TepuasnbHble MHPEKLNK, 3aeprKa GU3NYECKOro pa3BuTHS,
Hoe C¢ AedMUMTOM TpaHCMOPTHOro 6enKa TpaHC/IoKa3bl renatoMeranus, BocnanutenbHble 3a60N1eBaHNs KULWEYHU-
rMIOKO30-6-docdaTta 1 npuBoasLLee K M36bITOHHOMY HAKO- Ka, ayTOMMMYHHblE MOPaKeHWUs LWMUTOBUAHOMN Xenesdbl, Hen-
NAEHUIO MUKOreHa B NeYeHun n apyrux oprarax. b Bctpe- TPONEHUS, TUMNOMMMKEMUS, NaKTaTauMaos, rmnepypukemums,

yaeTcsa npumepHo y 20% nauueHTOoB C IMMKOreHo3oM | Tuna runepavnuaemms [1-3]. Mpn 3TOM UHOEKUMOHHbIE OCNIOXK-

Nikol P. Shimkova?l, Mariya A. Snegurenko?, Eva Yunkevich?, Nataliya V. Klimina2,
Anastasiya A. Shepina2, Lyubov E. Larinat

1 pirogov Russian National Research Medical University, Moscow, Russian Federation
2 Morozov Children’s City Clinical Hospital, Moscow, Russian Federation

Glycogen Storage Disease Type Ib in the Compound
Heterozygous State: Case Report

Background. Glycogen Storage Disease Type Ib (GSDIb) is an inherited autosomal recessive orphan disease associated with a
deficiency of the glucose—6-phosphate translocase transport protein and leading to excessive accumulation of glycogen in the liver
and other organs. GSDIb occurs in about 20% of patients with type | glycogenosis and is characterized by a variety of manifestations,
which makes diagnosis difficult. Case report: A clinical example of early diagnosis of GSDIb in a 5-month-old boy with a burdened
perinatal history is presented. The disease was suspected due to the presence of persistent neutropenia and hypoglycemia in the
child, as well as recurrent bacterial infections. Whole-exome sequencing was performed, on the basis of which the diagnosis was
made: “GSDIb caused by variants in the SLC37A4 gene: ¢.1108_1109delCT p.Leu370fs u ¢.85A>G p.Lys29Glu in a compound
heterozygous state”. Conclusion. The presented case report highlights the need for early diagnosis of GSDIb. This will allow timely
initiation of specific therapy and improve the prognosis for patients with this disease.

Keywords: case report, glycogen storage disease type Ib, early diagnosis, neutropenia, hypoglycemia, recurrent bacterial infections
For citation: Shimkova Nikol P., Snegurenko Mariya A., Yunkevich Eva, Klimina Nataliya V., Shepina Anastasiya A., Larina Lyubov E.

Glycogen Storage Disease Type Ib in the Compound Heterozygous State: Case Report. Pediatricheskaya farmakologiya — Pediatric
pharmacology. 2025;22(2):178-183. (In Russ). doi: https://doi.org/10.15690/pf.v22i2.2894



HeHusa y nauneHToB ¢ b He ToNbKO ABNAIOTCS CNefCTBUEM
HENTPONEHUU, HO U accounnpoBaHbl ¢ GYHKLUOHAIbHBIMM
nedektamMm HENTPODUIOB M MOHOLMTOB: CHUMKEHHEM MX
ABUraTenbHOM CNOCOBHOCTU M aKTUBHOCTH [1, 2].

YyuTbiBad Bbl3blBaeMble TAXeNble KAWHUYECKUe
n nabopartopHble u3MeHeHus, b aBnsetca Tem 3abone-
BaHMEM, KOTOPOE 4acTo NPOoTEeKaeT C HeYy0BNETBOPUTESb-
HbIM NporHo3om [1, 4]. MoaTomy oAHa U3 3afiad, BCTalowmx
nepej coBpeMEHHON MELULIMHON, — 3TO NOBbIWEHWE OCBE-
[OMJIEHHOCTU O MUKOreHOBOM 60/1IE3HU, €€ MaKCUMallbHO
paHHAA AMarHOCTMKa M Ha4vano nevyeHusd. MMeHHO 3aTu
MeponpuaTua 6yayT cnocoO6CTBOBATb CHUMXKEHUIO CMepPT-
HOCTM nauueHToB ¢ [lb. [JokadaHo, 4TO MpW AOCTUKE-
HUW HOPMaJIbHOTO YPOBHS IOKO3bl COCTOSAHUE NaLUEHTOB
M X nabopaTtopHble NoKasaTenn 3Ha4YUTEsIbHO YyydliatoT-
CSl, @ TaKXXE CHUXaeTCHd PUCK Pa3BUTUA TAXKENbIX OCNOX-
HEHWN, HanNpUMep OCTPOW MOYEeYHOW U MEeYEeHOYHOW HeLo-
cTtatoqHoCTH [1].

KJIMHUYECKHUHA NPUMEP

0 nauueHTe

lMpeactaBneH KAMHUYECKMW npumep nauueHta T.,
Manb4uK.

31.08.2024 (5 mec) noctynun B MOPO30BCKYIO AETCKYIO
rOPOACKYI0 KAnHM4YecKyto 6onbHuUy (MAMKB) ¢ xanobamu
Ha MOKpacHeHME W OTeK BepxHen rybbl. bbino nposeaeHo
BCKpbITUE M ApeHupoBaHue abcuecca. 01.09.2024 nossu-
nMcb nuxopagka Ao 39 °C, CHWXeHWe annetuTta, anu3oabl
runornnkemMuu. B knnHunyeckom aHanmse kposu (OAK) BbisiB-
JIEH arpaHynoumnTos.

M3 aHamHe3a M3BECTHO, 4TO pebeHOK OT nepBon 6epe-
MEHHOCTH, MPOTEKaBLWEN C Yyrpo3on nNpexaeBpeMeHHbIX
pogoB Bo Il TpumecTtpe. OT poauTenem ¢ HEOTArOLLEHHOM
HacneacTBeHHOCTbIO. Poabl Ha 40-n Hep nyTem Kecapesa
CeYyeHus No MpPUYMHE XPOHWUYECKOM deTanbHOM TUMOKCUMK,
OKONonNnoAHble BOAbl 3efeHble. Macca npu poXaeHUn —
3810, panHa tena — 53 cm. Mo wrkane APGAR — 8/9 6an-
noB. [lnarHocTnpoBaHa BPOXKAEHHAsh MHEBMOHMUS.

Ha 2-e cyT *n3HuM nepeBefeH B OTAeNleHWe peaHumaumm
W MHTEHCMBHOM Tepanuu HoBopoxaeHHbix (OPUTH) n3-3a
HapacTalowen AbixaTenbHOW HegoCTaTOYHOCTWU, MHTYOMPO-
BaH. C uenblo KynupoBaHWS MHEBMOHUM MpPOBEAEH KypcC
aHTMOaKTepUanbHOW Tepanuun (@MNUUWUINKH + cynbbGaKkTam,
70 Mr/Kr/; reHTamuumH, 4 ™mr/kr/cyT). Ha 4-e cyT aKc-
TyéupoBaH, Ha 5-e cyT nepeBegeH M3 OPUTH B HeoHaTo-
JlorMyecKkoe oTaeneHne AN NpoAoKeHus nedeHus. Kypc
aHTMOaKTepUanbHOM Tepanuu 3aBepLleH Ha 9-e CyT U3HU.
Mmena mecTo npexoaswas HeoHaTalbHas FMNOMMKEMMUS.
B aHannsax KpoBM OTMEYanCb HapacTatowasa HeMTpPoneHus
(oT 672 o 530 x 109/n 3a Bpems rocnuTanusaLmm), runo-
rnnKemus. BoinucaH Ha 15-e CyT *MU3HU C peKoOMeHAaLUnsaIMu
npoBefeHna OAK ana KoHTpons nenkouuTapHon GopMybl
yepe3 5-7 OHen ¢ onpeaeneHnem [AanbHeNIIen TaKTUKK
BeAeHUs No pe3dynbTaTtam o6cneaoBaHus.

B Bo3pacTte 1 mec B KOHTposibHOM OAK: HenTponeHus
¢ HapacTaHuem (447 x 109/n), B CBA3M C 4eM MOBTOP-
HO roCnMUTanM3nMpoBaH B HEOHATO/IOrMYEeCKoe OTAeNeHne
MArKB.

[pyaHoe BCckapmnunBaHue no TpeboBaHuio. Npu HexBaT-
Ke rpyaHoOro Mosioka AoOKopM 6e31aKTO3HOM aganTUpoBaH-
HOM MOJI04YHOM cMecbkio 40 100 mn 5-6 pas B CYTKH.

dusukanbHaa AMarHocTUKa

Ha MoMeHT nocnegHen rocnutanmMaauuu: AnMHa Tena —
68 cMm, macca Tena — 8,3 kr, UMT — 17,9, nnoliaab noBepx-
HocTH Tena — 0,4 M2. duanyecKoe pa3BUTHE COOTBETCTBYET
BO3pPAcCTY.

Mpun ocmoTpe ob6pallanm Ha cebd BHUMaHKE:

®  GNEeHOCTb KOXHbIX MOKPOBOB;

° noBsi3Ka Ha BepxHeW ryée c remopparm4ecKkMm nNponuThbl-
BaHMEM (Moc/e BCKPbITUA U APEHNPOBaHMA abeuecca);

® 0Genbli HaNEeT Ha A3bIKE;

® yBeJIMYEHHbIW, BbICTYNAOWMNN XMBOT, MATKUA U 6e360-
NEe3HEHHbIV NpKY Nanbnaunu;

® e4yeHb, BbICTynawwas M3-noa Kpas pebepHon ayru
Ha 2,5 cM, cene3eHKa He nanbnuMpoBanaco;

® CTyn nonyo®bOpMNEHHbIN, Pa3MKUKEHHbIA, CO CNNU3blO,
NPOXWUNKaMUN KPOBMU, KENTbIN.

AmnarHocTrnyeckue npoueaypbl

KNnHUYEeCKnn aHanns KpoBu (2—5-e CyT KMU3HU) — OTMe-
Yyanacb HEWTPONEHMS C TEHAEHLUMEN K HapacTaHUIO (HEMTPO-
dunbl 0,672-0,604-0,530 x 10%/n).

locnutanmn3saunsa B HeOHaTo/1I0rM4ecKoe oTgesieHue

B Bo3pacTte 1 mec

KNWHUYECKMIA aHann3 KPOBW: COXpaHsAnacb HewTpone-
HUs (HenTpodunbl 0,447 x 10°2/n). Muenorpamma: 6nacThbil
a0 3,4%. lpaHynoumMTonoa3 U3MeEHeEH: cyxeHue o 25,5%,
3aJeprKKa co3peBaHUs HeUTpoduaoB. JIMMbOLMTONOI3
U3MEHEH: KNneTku numbomaHoro psiga coctaBunm 61,6%.
pPUTPOLIMTOMNOI3 COXPAHEH. APUTPONO33 HOPMOBNACTHbIN.
3ajepKKa co3peBaHUsa 3PUTPOKAPMOLIMTOB Ha 6a30bub-
HbIX dopmax. MerakapuouuTtbl B npegenax pedepeHCcHbIX
3HaA4YeHU, WHYpPOBKa TPOMOOLMTOB coxpaHeHa. KneTku
3/10Ka4eCTBEHHbIX HOBOO6Pa30BaHW HE HAWEHbI.

Y3W opraHoBs 6ptolHon nonoctu (OBIM): npu3Haku Bbipa-
HEHHbIX ANDDY3HbIX UIBMEHEHMI NAPEHXUMbI MEYEHU C yBE-
NIMYEHMEM €€ JIMHENHbIX Pa3MepPOB.

KoHcynbTaums MMmyHonora: npoBeaeHo obcnegoBaHme
MMMYHOJIOTMYECKOro cTatyca — YpOBEHb O6LWMX UMMYHO-
rnoéynuHoB A, M, G U KNeTO4HOro UMMyHUTETa B npegenax
pedepeHcHbix 3Ha4YeHun, KREC u TREC B Hopme.

KoHcynbTaums reHeTMka: Ha OCHOBaHWK KIMHUKO-aHaM-
HECTUYECKUX AaHHbIX, Pe3yNbTaToB 1abopaTopHbIX U MHCTPY-
MEHTaNbHbIX MccnegoBaHun anddepeHuManbHas auva-
rHOCTMKa MNPOBOAMUTCH CPean BPOXKAEHHbIX HENTPOMEHUHN.
PekomeH0BaHO: NONHOE CEKBEHMPOBAHWE 3K30Ma.

MoneKkynspHo-reHeTM4ecKoe uccnegoBaHMe — Mof-
HOE CEeKBEHMpPOBaHME 3K30Ma: BbIABNEHbI BapuaH-
Tl B reHe SLC37A4: ¢.1108_1109delCT p.Leu370fs,
c.85A>G  p.Lys29Glu B KOMMayHA-retepo3unroT-
HOM COCTOSIHMM. Y MaTepu pebeHKa BbIIBAEH BapuaHT
11-119025270-CAG-C (ENSTO0000357590:¢.1108_1109
delCT, p.Leu370fs)B reHe SLC37A4 B reTepoO3nroTHOM COCTO-
AHMW. Y oTua pebeHKa BbigB/iEH BapuaHT 11-119029285-
T-C (ENSTO0000357590:¢c.85A>G, p.Lys29Glu) B reHe
SLC37A4 B retepo3nroTHOM COCTOSIHUMM. TaKuM 06pa3zom,
NOATBEPXAEH AMarHos: «nukoreHo3 Tun Ib B KoMnayHa-
reTepo3nroTHOM COCTOSTHUM».

locnutanm3aymnsa B Bo3pacrte 5 mec

KAMH1YecKnit aHanna Kposu: HeiTponenus (0,58 x 109/n),
ammdoumnTtos (9,56 x 109/n), moHoumTos (1,99 x 109/n)
TpombouunTosd (528 X 109/n), anu3og runornMkemuun (3,3
MMOJb/N).

Y3W opraHoB 6pIOWHON NONOCTH: NPU3HAKKN YBENUYEHNS
JIMHENHbIX PAa3MEPOB NEYEHU U CENEIEHKN, YMEPEHHO BbIpa-
HEHHbIX AN DY3HbIX UBMEHEHWUI MAPEHXUMbI MEYEHMU.

Y3W nouek, 33T, OxoKI: natonormm He BbISBIEHO.

’

KnuHuyeckuit guarHos
OcHoBHOW anarHo3d: E74.0 MukoreHos tTmn Ib, o6ycnos-
NIEHHbIN BapunaHTamun B reHe SLC37A4: ¢.1108_1109delCT
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p.Leu370fs, c.85A>G p.Lys29GIu B KOMNayH/-reTepo3nroT-
HOM COCTOSIHMM.

ConyTcTBylowme 3abonesaHus: L02.0 Abcuecc BepxHen
ry6ol. D70 ArpaHynoumTos.

AnddepeHymanbHas gUuarHocTuKa

OnddepeHumanbHas aMarHoCcTMKa nNpoBoaMnach cpeau
3a60oneBaHui, AN KOTOPbIX XapaKTepHa BPOXAEHHAA Hen-
TponeHus. B Kpyr anddepeHumanbHbiX AMarHO30B TaKKe
BKJ/IIOYEHbI HACNeACTBEHHble CUHAPOMbI, KOTOPbIM CBOM-
CTBEHHA HENTPOMNeEHUs (B TOM 4ucie aHemus bnekdbaHa —
[JavmoHpa, cuHgpombl LLBaxmaHa — [danmoHaa, lNupcoHa
n ap.). OoHAKO KAMHUYECKMUX AaHHbIX NS NOCTAHOBKW AuWa-
rHo3a Ha MOMEHT OCMOTPa HeAOCTAaTOYHO, B CBA3M C YEM
reHeTUKOM O6blI0 PEKOMEH/I0BAHO BbINONHEHWE TEHETU-
4YecKOro naHenbHOro wuccneaoBaHWs, O4HAKO B MNepuopj
HabntoaeHns pebeHKa ero NnpoBeaeHne He NPeacTaBAaNoCh
BO3MOXHbIM. B Bo3pacte 1 mMec 6bi10 BbIMNOJHEHO MON-
HOe CEKBEHWPOBAHME 3K30Ma, MO pe3ynbrataM KOoTOopOoro
BbICTaB/IEH OKOHYaTE/bHbIM ANArHo3.

MeauuMHCKHUE BMeLwnaTenbCcTBa

B Bo3pacTe 1 mec 6bin rocnMTann3nMpoBaH B HeEOHaTO-
norudeckoe otaeneHne MAIKB ¢ coxpaHstouwencs HenTpo-
NeHWeN Npu KOHTPONbHbIX N1abopaTopHbIX MCCNefoBaHMUAX
(HenTpodunbl 0,447 x 10%/n o1 22.04.2024).

Bblna Havyata CTUMyNsALMS NerKonoasa rpaHylouuTap-
HbIM KOoNloHMecTumynupytowmm daktopom (-KCP). 3a Bpe-
MSl HaXOXAEHUS B OTAENEHUN CTUMYNALMSA NEMKON033a Npo-
Boaunacb 6 pas B fo3e 5—10 MKr/Kr 6e3 sBHOro addekTa.
[JVHaMMKa ypoOBHS HENTPOOUNOB Ha GOHE CTUMYNALMM
[-KC® oTpaxkeHa Ha puc. 1. YunTbiBasa arpaHynounTos, 6eina
nposeAeHa Tepanus BHYTPUBEHHBIM WUMMYHOMTOBYIMHOM
1,5 r/Kr.

B Bo3pacTe 5 mec pebeHok noctynun B MAIKB ¢ »ano-
6aMn Ha MOKpacCHeHWe U OTEK BepxHen ryobl. bbino npo-
BeEHO BCKPbITME M ApeHnpoBaHue abclecca. HasHadveHa
aHTMbGaKTepuanbHasa Tepanua (uedbTpruakcoH 50 Mr/Kr/cyT,
KnuHaamuumH 10 Mr/Kr/cyT).

YpoBeHb HeitTpodunos (x 10%/n)

1,8
1,6
1,4

1,2

0,8
0,6
0,4

0,2

MpoBeaeHbl MHbeKumn -KCP 80 mkr 31.08, 01.09
1 6.09 ¢ NonontenbHbiM aHEKTOM, YPOBHU HENTPODKUNIOB
npeAacTaBfieHbl B TabnuLe.

[na KoppeKuun runornmKkeMumn NpoBoanMIachk MHGY3MOH-
Hasa Tepanua 10% pacTBOPOM AEKCTPO3bl.

MporxHos

[MporHo3 6naronpuUaTHbIM, NMOCKOMIbKY BEPHbIM AMarHo3
Obl/1 NOCTaB/EH B MaKCMManbHO paHHWE CPOKHK, YTO NO3BO-
SN0 Ha4vaTb cneumdnyecKyto Tepanuio.

BpemeHHas wKana
XPOHOMIOrMS KIloYEBbIX COBLITUI NPEACTaBNEHA Ha PUC. 2.

OBCYXAEHHUE

I'lb o6ycnoBneH myTtauuen reHa SLC17A4, koaupytouie-
ro0 MWKPOCOMaSbHbIA TPAHCMOPTHbIM 6EeNoK TpaHCnoKasy
rNoKo30-6-pocdaTasdy (T1), n cB3aH ¢ N3BbITOYHBLIM HaKO-
nieHUeM rMmMKoreHa HopMasibHOM CTPYKTYPbl B MEYEHU, NOY-
Kax 1 ciM3ncTomn 060104Ke KnweyHuka [1, 5]. Bce cybeTpathl
M NPOAYKTbl peakuun, Katanuaupyemble T1, AOMKHbI NPO-
XOAWUTb 4epel3 JHAOMNA3MaTUYECKUA PETUKYNIYM, MOCKOMb-
Ky TaM pacnofioXeH aKTUBHbIM LEHTP AaHHOro depmeHTa.
HenTponeHua v HapylweHue GyHKUMM HEUTPODUSIOB OTHO-
caTca K cneumduyeckum npoasneHusam b, CornacHo ncTou-
HWKaM, HeOCTaTO4YHOCTb HENTPODUIOB MOXKET BblTb Chea-
CTBMEM HapyLWeHWs TpaHCcnopTa MIOKO3bl Yeped KIETOYHYIO
MeM6paHy NoNMMOPPHOSAEPHbBIX NENKOLMTOB, MOCKObKY
TpaHCNoOPT MOKO30-6-docdaTta UrpaeT CyWeCcTBEHHYIO PONb
B NpoLeccax aHTUOKCUAAHTHON 3aLnThbI [6, 7].

MauneHTbl € HeuTponeHwen HaxoaaTcs B rpynne
pUCKa TAXKeNblX MHOEKLMOHHbIX OCMOXHEHMI MO MPUYK-
HE MMMYHHOW aucoyHKuMW. Ona geten ¢ b xapaKTepHbl
peunanBupyoWMe OTUTbl, TUHIMBUTBI U abCLLECChl KOXM
[8]. Cneundunyeckum NposiBAEHUEM TaKKe SBASIOTCH BOC-
nanutenbHole 3abo0neBaHNA KUWeEYHUKa (KPOHOMOAOOHbIN
KOMNT), MaLUMEHTbI XXanyloTcs Ha Anapeto, IMxopaaky 1 a3Bbl
Ha CNM3KCTbIX 060104Kax [5, 9]. B HEKOTOPbLIX ClyYasax Taxe-
/I0r0 NopaKeHus neyvyeHn (afeHombl, renaTouennoNsapHble

Crumynauuma M-KCo:
«  25.04 (5 mKr/Kr)

« 03.05 (10 mkr/kr)
+ 04.05 ( 5 mkr/kr)

« 06.05 (10 mkr/kr)
+ 10.05 (10 MKr/kr)
«  13.05 (10 mKr/kr)

24,04 25.04 26.04 27.04 28.04 29.04 30.04 1.05 2.05 305 4.05 505 6.05 7.05 8.05 9.05 10.05 11.05 12.05 13.05 14.05 15.05 16.05 17.05

Puc. 1. BpemeHHas WwWKana ypoBHsa HenTpodunos npu ctumynsaummn I-KCP B Bo3pacte 1 mec
lMpumeyarme. I-KCPH — rpaHynounTapHbIA KONTOHUECTUMYUPYIOLWKIA daKTop.

Fig. 1. Timeline of neutrophil levels during G-CSF stimulation at the age of 1 month

Note. G-CSF (I-KC®) — granulocyte colony-stimulating factor.



Ta6nuua. BpemeHHas WKana ypoBHSA HenTpodumnos npu ctumynauun -KCP B sospacte 5 mec

Table. Timeline of neutrophil levels during G-CSF stimulation at the age of 5 months

Aara [o3a -KC® (MKr/Kr) YpoBeHb HeliTpoduios
31.08.2024 10 4,7% 0,58
01.09.2024 10 - 0,58
02.09.2024 - 13,5% 2,32
05.09.2024 - 2.9% 0,25
06.09.2024 10 -
07.09.2024 - 7,4% 0,75

MpumeyaHue. -KCD — rpaHynounTapHbIi KONOHUECTUMYAUPYIOLWMIA daKTop.

Note. G-CSF (I-KC®) — granulocyte colony-stimulating factor.

BnepBble BbiiB/eHa
HeWTponeHus
B OAK HenTponeHus

Noctynun B MANKB
C coxpaHsiouiencs

Moctynun 8 MAIKB
Cxano6amu Ha NoKpacHeHue
N OTEK BEPXHEW TYy6bl.

~ HEWTPONeHnen .
C TEHAEHLUMEN K HapacTaHUio B OAK HenTponeHus
2 CYT }XU3HU 1 mec 5 mec
MpoBeaeHo nonHoe BbicTaBneH MpoBeaeHbl MHbeKLUK

CEeKBEeHUpoBaHue
9K30Ma

OKOHYaTe/ibHbI AUArHo3:
muKoreHos |b Tnna

[KC-® ¢ nonoxutenbHbIM
apdpeKTom

Puc. 2. lMaymeHT T.: XpOHOSI0rMA TeHEHNST 6ONE3HMU, KNIOHYEBBIE COOLITUS M NMPOrHO3
MpumeyaHme. OAK — o6uwmit aHanus kposu; MATKBE — Mopo3oBcKas feTcKas ropojcKkas KnnHudeckas 6onbHuua; KCPH —

rpaHynoLMTapHbI KOTOHUECTUMYIUPYIOLWKUIA GaKTop.

Fig. 2. Patient T.: chronology of the course of the disease, key events and prognosis
Note. CBC (OAK) — complete blood count; MCCCH (MAI'KB) — Morozov Children’s City Clinical Hospital, G-CSF (I-KC®) — granulocyte

colony-stimulating factor.

KapLUWHOMBI, LMPPO3) 60J/IbHBIM TpebyeTcs opToTonnyecKas
TpaHcnnaHTaumsa NnevyeHn, U XoTa Nnociae 3Toro BO3MOXHO
ynydleHne 6UOXMMUYECKUX NOKa3aTenen Kposu, npobaemy
HENTpPONEeHun TpaHcnnaHTauus He paspewaet [10, 11].

MNepBon nuHuen Tepanuun b aBngeTca guetorepanus.
MpKn KOppeKunn NuTaHng HeoOX0ANMO UCKKOUYUTb U3 paLm-
OHa MULLEBON caxap, TaK KaK ero ynotpebneHue ycyryout
NnakTtaTaunpos. PekomeHayeTcs CHWU3UTL ynoTpebieHue
MPOB B CYTOYHOM paLMOHEe AN KOPPEeKLMU aucannuie-
MUK, a TaKKe nzberatb AJIMHHbIX MHTEPBANOB MEXAY Npu-
eMaMu MUK ANa NPefoTBpaLLeHns runornukemmm [1].

Ha cerofHAWHWA AeHb AN KOPPEKTUPOBKU HeWTpone-
HUM U CHUXKEHUS PUCKa PeLnamMBOB MHOEKLMOHHBIX 3a60-
NleBaHUM nauMeHTaM Ha3HayalT PpeKoOMOWHaHTHbIN [-KCP
[12, 13]. 370 NO3BOASAET YNy4LWUTb NPOrHO3 3ab0/iEBaHUS,
CHU3KUB MeTabo/IMYECKME HapyLLEHNS U PeLNaMBbI BOCManu-
TeNbHbIX Npoueccos [2, 12].

Ha faHHbIM MOMEHT ony6nMKoBaHbl pe3ynbTaThl ycneL-
HOro NPUMEHEHUS amnarnndno3nHa — UHrMbUTopa HaTPUm-
3aBMCMMOro NepeHocYmKa rMiKo3bl 2-ro Tuna. B pesynsrate
Yy MHOTMX NaLMUEHTOB CHUXKanoCb KONMYECTBO HENTPODUIOB
M ypexanucb 3anu304bl FMNOrMUKeEMUU. [MONOXKMUTENbHbIN
3ddEeKT AaHHOro npenaparta y B3pOC/blX U AeTen NO3BONSAN
ymeHbwaTtb o3y FKC®P, 4yto cnoco6CTBOBANO YNyylIEHHUIO
KJIMHUYECKON KapTuHbl [14, 15].

OpHako gaHHOMY nauueHTy aMnarnMdno3nMH He Ha3Ha-
Yyancs, U rMnorinkeMms KoppeKkTupoBanachb TONIbKO NyTeM

UHby3noHHOM Tepanum 10% AEeKCTPO3bl, BO3MOXHO, 3TO
CcTano nNpuYMHOM 6Gonee MNO3AHEro HacTynjaeHus ynydwe-
HUS. B npeactaBneHHOM K/MHUMYECKOM ciy4vae y pebeHKa
C BblpaXeHHOM HapacTatoLwen HENTPONEHUEN NNeYeHne Obl1o
HanpaB/IEHO Ha KynupoBaHWe MHGOEKLMOHHOro npolecca
N cTumynsaumio nemkonoasda -KCP B gose ao 10 MKr/Kr
MHOrOKpaTHO, YAOBNETBOPUTENbHbIE Pe3yNbTaTbl HACTYNUIN
nocsie 5 Mec X13Hu.

OnucaHbl BO3MOXHOCTH Tepanuu I'lb ¢ nomouwbio npu-
MEHEHMS afeHOoacCoLMUMPOBaAHHbLIX BUPYCHbIX BEKTOPOB
N9 BBEAEHUS TpaHC/IOKa3bl MOK030-6-dpocdarta 1 TpaHe-
nnaHTauun renatounToB ANa ynydleHUs MeTaboM4yeCcKux
nokasatenew [16]. lNpeaBapuTenbHble pe3ynbTatbl UCMbI-
TaHWM Ha XMUBOTHbIX OKasaliuCb MHOroobelaloLlmnmu,
YTO nMpeanofaraeT UCMob30BaHWe reHHOW Tepanuu B nep-
CMEKTUBE Y N0JEN.

3AK/TIOYEHUE

b — Ta)enaa reHetTMyeckas naTtonorus, umetowas
BapnabenbHOCTb B KIMHUYECKUX MPOABAEHUAX. TPYAHOCTH
MOJIEKYNAPHO-FTEHETUYECKOW AMArHOCTUKKU AaHHOro 3ab6o-
neBaHusa, a Takxe anddepeHUManbHON AMArHOCTUKM
MeXAay TUMamu rUMKOreHoBOW 6O0JIE3HW MOBbLIWAT PUCK
[ONylUEeHNss OWNBKM B OLEHKE MPOrHo3a M Ha3HaydeHuwu
fanbHenwen tepanun. CBOeBpeMEHHOE M ONTUMalbHO
noaxogsuiee neyeHne no3BoauT nauueHtam c b coxpa-
HUTb KQ4€CTBO XU3HM.

PEDIATRIC PHARMACOLOGY. 2025;22(2)
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UWHOOPMUPOBAHHOE COIJIACHE

Mpu nocTynneHun B cTauuoHap Mama pebeHKka nop-
nucana MHGOPMUPOBAHHOE COrNacue Ha WCMNosib30BaHWe
nepcoHanbHbIX AaHHbIX. B JaHHOW cTaTbe AaHHble pebeHKa
MaKCUMasibHO [1eNepPCOoHaIN3MPOBaHbI.

INFORMED CONSENT

Upon admission to the hospital, the child’s mother
signed an informed consent to the use of personal data. The
child’s data is maximally depersonalized.
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E.A. KoBaneHkoBa, C.A. KoBaneHKoBa, [1.C. Kpytukos

CMONEHCKMI rocy1apCTBEHHbIM MEAULIMHCKUIA YHUBEPCUTET, CMoNeHCK, Poccuninickasa deaepalmsa

KnuHu4yecKun cnyyam cuHgpoma PeTTa:
OMNbIT HAONIOAEHUN 3a PEOEHKOM
cTapliero AOLWKOJIbHOIo Bo3pacTa

ABTOp, OTBETCTBEHHbII 32 NEPenucKy:

KoBaneHkoBa Cogbs AHApeeBHa, CTyeHTKa 5-ro Kypca nearatpuyeckoro dakynsreta ro0Y BO CMoONeHCKUI rocyaapcTBEHHbIA MEAULIMHCKMI
YHVUBEpPCHUTET

Appec: 214019, CmoneHck, yn. Kpynckoit, a. 28, Ten.: +7 (915) 633-06-03, e-mail: kovalenkova.sofya@mail.ru

O6ocHoBaHMne. CUHAPOM PeTTa — peAKoe HeNporicuxmyecKoe HapylleHne, KoTopoe CBA3aHO CO CriopaanuyecKkumMmu MyTa-
uusimu X-cuenaeHHoro reHa metua-CpG-cBsidbiBatolyero 6eska 2 (MECP2). YunTbiBasi BbICOKYO 3Ha41MMOCTb PpaHHEN ana-
FHOCTMKU, HEOBXOAMMOCTb B MY/IbTUANCLMITIMHAPHOM MOAXOAE K JIEYEHMIO U MNOAAEPIKKE TaKUX AeTen, UCCAEA0BaHNE KIn-
HUYECKMX C/ly4aeB cuHapoma PeTTta umeet ocoboe 3Ha4YeHne A5 MOBbILEHMS OCBEAOMIEHHOCTHU U YYYLIEHMS KadyecTBa
KM3HU NayneHToB U ux cemen. OnucaHne KIMHMYECKOro ciay4as. B ctatbe onucaHa KAMHMYeCKas KapTMHa CMHApoOMa
Petta y geBo4ku [1., poauBLueiCcs OT BTOPbIX €CTECTBEHHbIX poAoB Ha 40-1n Heg ¢ maccou Tena npu poxgeHmmn 3200 r.
/Jlo peb6iota 3abosieBaHUsI OTKIOHEHUI B QOPMMUPOBaHUN MCUXOMOTOPHbIX HAGBbIKOB Yy pebeHKa He oTMmedasnoch. OgHaKo
K ABYM roam Hadasim nposiB/siTbCS XapaKTepHble CUMATOMbI: MOTEPS PEYM, CTEPEOTUMNHbIE ABUKEHUS, IKBUHYCHAaS NOX04-
Ka, 6pyKcu3m, obujeHune B3risgom. AnarHo3 cuHapoma PetTa 6bii NoATBEPKAEH NPU MOJEKY/ISIPHO-FreHETMYECKOM nccsie-
A0BaHmu: BbisiBeHa MyTaumns X-cLuernieHHoro reHa metna-CpG-cBsa3biBatoujero 6eska 2 (MECP2). 3akato4deHune. [aHHbin
KJIMHUYECKUI Calydal eMOHCTPUPYET HEO6X0AUMOCTb MHOOPMUPOBAHHOCTM Bpayek A4/ CBOEBPEMEHHOIO BbIsIBJIEHUS
3ab60/1€BaHNs U MYJILTUANCLMITIMHAPHOIO MoAxo4a K ero AnarHOCTMKe M Koppekumu. Mcnonb3oBaHne [HK-cKpuHuHra
/15 paHHEro BbIsIBIEHMS 3a60/1€BaHUIN 3HAYUTEJIbHO MOBbILIAET LAHChl Ha 3POEKTUBHOE JIEYEHNE U peabuauTaLmio.
Knrw4eBbie cnoBa: cMHAPOM PeTTa, cTapluni OLWKObHbIM BO3PACT, HEAPOMNCUXUYECKOE HapyLLeHne, MyTayns

Ana ynTtupoBaHusa: KosaneHnkoa E.A., KoBaneHkoBa C.A., KpytnkoB [.C. KnuHuyecKkut cnyyan cuHgpoma PetTa: onbIT
HabntoaeHU 3a pebeHKoM CTapllero AOLWKONbHOro Bo3pacTa. lleguatpuyeckas papmarkonorus. 2025;22(2):184-188.

doi: https://doi.org/10.15690/pf.v22i2.2872

OBOCHOBAHME TaKWX KaK 3aMejsieHne pocTa OKPYXKHOCTU rofioBbl, Hapy-

CuHapom PeTTa aBnsercs opdaHHbIM NPOrpeccupyto- LeHMS NOXOAKK, MOTeps LienieHanpaBieHHbIX ABUKEHUN PYK,
UMM FEHETUYECKMM HEMPOMNCUXMYECKUM 3a60NeBaHUEM. KOTOpbl€ HYacTO 3aMEHSIOTCS CTEPEOTUMHBIMU ABUKEHUAMMU,
YacTtota cuHapoma PeTTa, MO AaHHbIM WCCNeaOBaHWUN, a TaKXXe NoTeps peyun U HapylleHns abixaHusa [2].
cocTtaBnsieT npumepHo ot 5 ao 10 cnyyaeB Ha 100 ThiC. CuHapom PeTTa KnaccuduumMpyeTcs Ha TUMUYHYI0, aTu-
AeBoYeK rno scemy Mupy [1]. 310 3ab6oneBaH1e, Kak NnpaBu- NMUYHYIO WU BapuaTMBHYO GOPMbI, YTO CBUAETENbCTBYET

110, NposiBNsieTcs B Bo3pacTe oT 6 Ao 18 mec, Korga y aeten 0 cnoXHoMm heHoTHnne 3aboneBaHns, npumepHo B 90% 3ape-
OoTMeYaloTcs perpecc paHee NPUOBGPETEHHbIX HaBbIKOB FMCTPUPOBAHHBIX Cny4YaeB 60/1€3Hb Bbi3biBAeTCA MyTaLus-
W pasBUTME MHOXECTBa crneuuPpruyecKnx CUMMNTOMOB, MU B reHe meTun-CpG-cBasbiBatowero 6enka 2 (MECP2) [2].

Ekaterina A. Kovalenkova, Sofya A. Kovalenkova, Dmitry S. Krutikov

Smolensk State Medical University, Smolensk, Russian Federation

Clinical Case of Rett Syndrome: the Experience of Observing
Older Preschooler

Background. Rett syndrome is a rare neuropsychiatric disorder associated with sporadic mutations in the X-linked methyl-CpG
binding protein 2 (MECP2) gene. Considering the cruciality of early diagnosis, the necessity of multidisciplinary approach in the
management and support of such children, the study of Rett syndrome clinical cases is essential to raise awareness and improve
the patients and their families’ quality of life. Clinical case description. This article describes the clinical picture of Rett syndrome
in girl P., born from second natural delivery at the 40th week of gestation, weight at birth — 3200 g. There were no deviations in
psychomotor skills development before disease onset. However, classic manifestations have appeared by the age of two: alalia, motor
stereotypy, equinus gait, bruxism, communication via sight. The Rett syndrome was confirmed via molecular genetic study: mutation in
the X-linked methyl-CpG binding protein 2 (MECP2) gene was revealed. Conclusion. This clinical case demonstrates the importance
to inform doctors about timely disease detection and multidisciplinary approach to its diagnosis and management. The use of DNA
screening for early disease detection greatly improves the chances of effective treatment and rehabilitation.

Keywords: Rett syndrome, older preschool age, psychoneurological disorders, mutation

For citation: Kovalenkova Ekaterina A., Kovalenkova Sofya A., Krutikov Dmitry S. Clinical Case of Rett Syndrome: the Experience
of Observing Older Preschooler. Pediatricheskaya farmakologiya — Pediatric pharmacology. 2025;22(2):184-188. (In Russ).
doi: https://doi.org/10.15690/pf.v22i2.2872



MyTaumMmM NPUBOAAT K HapyLEHUIO PasBUTUS HENMPOHOB
M 06pa30BaHUI0 aKCOAEHAPUTHbIX CBSA3EN, 4YTO OObACHAET
LUIMPOKMIN CNEKTP HEBPOSOrMYECKUX M HEHEBPONOIrMYECKUX
NPOSIBNEHUN, BKIOYAs aHOMalWW [AblxaTeNbHOW, cephey-
HO-COCYAMCTON, MULWEBAPUTENbHOW, CKENeTHOW W APYrux
cuctem [3].

lNepBoe onucaHve mo3ra npu cuHapome PeTTa 6bi110 cae-
naHo K. xxennuurepom (K. Jellinger) n ®. 3antens6eprepom
(F. Seitelberger) B 1986 r. OHM OTMETWUAMU, 4TO MOS3I Obla
MafeHbKUM M YTO B KOMMAKTHOM YacTW YEepHOM cybCTaHumm
6bl1/10 MEHbLLE MeflaHMHa, YEM B MO3re 340pOoBbIX ntoaew [4, 5].

XOoTs TPaAMLMOHHO CYMTaNoCb, 4YTO 3TO 3aboneBaHue
nopaaeT TO/IbKO AeBOYEK, B HacToslee Bpems 3ape-
TMCTPUMPOBaHbI Cay4Yan nNposBAeHMs cuHApoMa PeTtTta
My ManbyuMKOB, Y KOTOPbIX OGHaPYXMUBAIOT Te e MyTaLuu,
YTO M y [OEBOYEK, OLHAKO OHU COBMECTUMbI C YMW3HbIO
npu yCNoBMKU MO3auLM3Ma XPOMOCOMHOIro Habopa npu CuH-
npome KnanHoenbstepa (kapnotunn 47,XXY/46,XY) unu coma-
TMYecKoro Mosaunuuama no MECP2-myTtauuu [6, 7].

Mpu cnHapome PeTTa BO3HMKAET HEOOXOAUMOCTb B MEXK-
OMCUMNIMHAPHOM MOAXOAE K NleYeHuto, TaK Kak 60ne3Hb
3aTparMBaet QYHKUMM He TONbKO HEPBHOW CUCTEMDI,
HO M APYrMx OpraHoB, YTO TPebyeT BHUMaHUSA CO CTOPOHbI
crneunanncToB pasHbix npodunen. BaxkHbl paHHee BbisBe-
HUE M KOMMNMEeKCcHas peabunutaums, 4ToObl MaKCUMManbHO
YAYHLWNTb KAa4E€CTBO XXU3HU MaLMEHTOB U UX CEMEN.

YHUKaNbHOCTb NPEACTaBASEMOro B CTaTbe K/AMHMUYE-
CKOro c/y4yas 3ak/loyaeTcs B CBOEBPEMEHHON AMArHOCTH-
Ke 3abofieBaHnsa y NaumeHTa co 3HauYnTebHOM perpeccuen
HaBbIKOB. Llenb onncaHmMa — npoaHann3uMpoBaTtb Te4eHue
cuHapoma PeTTa n oueHnTb 9O DEKTUBHOCTb peabunmntaum-
OHHbIX MEPONPUATHUI.

KJIMHUYECKUIA NPUMEP

O nauueHTe

NauneHtka M., 5 net. Jata poxaeHus: 29.03.2018.
M3 aHamMHe3a M3BEeCTHO, YTO peBGeHOK POoAMSICS OT BTOPbIX
CBOEBPEMEHHbIX POJIOB, OLeHKa no wKane APGAR — 9/9.
Macca Tena npu poxaeHun coctaBuna 3200 r, AnnMHaA —
50 cwm. pyaHoe BcKapMavMBaHWe MpoAosXKanocb A0 roga.
B TeueHne nepBbix 12 MeC KMU3HW [1eBOYKa pas3BuBanacb
no Bo3pacTy: cuaena ¢ 6 mec, xoamna c 1 roga 1 mec, npons-
HOCWNa NepBble NPOCTble 0CO3HaHHbIE cnoBa (Mama, nana,
6ab6a) U aKTUBHO c/lylwana YTeHue.

OpHako K 1,5 rogam y nauMeHTKM Hayanca perpecc
B pa3BUTMW: OHa MepecTana MNPOW3HOCUTbL C/IoBa, Chy-
WwaTb YTeHWe, BblOMpaTb WUIPYWKU M cobupaTb NMUPaMUAKY.
YBneyeHne orpaHnyMnoChb TONbKO MPOCMOTPOM MYNbTGUIb-
MOB. B Bo3pacTe 2 net AeBoyKa 6blnia HanpaBieHa K HeBPO-
JIOTy B CBfI3M C 3a€PKKOM HEPBHO-NCUXMYECKOTrO Pa3BUTHS.
MepBoOHa4YanbHO 6bINI0 3aN0A03PEHO PACCTPONCTBO ayTUCTH-
4YeCKOro crneKkTpa, 0OAHaKO Nocsie KOHCYNbTalMK C reHETUKOM
1 caayvn aHanu3oB Obli NOATBEPXKAEH CMHAPOM PeTTa.

dusukanbHana gUarHoCcTUKa

Mpun o6cnenoBaHnK y AEBOYKKM Habnoaanuch cneayouine
CUMMNTOMbI: MOTEPS PEYM M HaBbLIKOB OOLLEHUS, CTEPEOTUN-
Hble ABUXEHWUS PYK, 3KBWHYCHas noxofka, GPyKCWU3M; MNcu-
XOMOTOPHOE pa3BUTUE 3HAYWUTENIbHO OTCTaBaso OT HOPMBbI.
1o ocTanbHbIM OpraHam 1 cuctemam — 6e3 0COOEHHOCTEN.

MpeaBapuTenbHbli AUArHO3
CuHapom PetTa.

OuarHocTuyecKkue npoueaypbl
B Bospacte 2 neT neauatp o6patui  BHUMaHWe
Ha 3a/1ePXKKy HEPBHO-NICUXMYECKOro PAa3BUTUSA U HaNpPaBu

AEeBOYKY K HeBposiory. Hesponor 3anogo3pun paccTpou-
CTBO ayTUCTMYECKOro CNeKTpa, HanpaBui Ha KOHCYNbTaLuio
K reHeTuKy. leHeTUK Npeanonoxun cuHapom PeTta v Hanpa-
BWN Ha reHeTuyecKku aHanma. Npu MONEeKynsapHo-reHeTm-
YECKOM MCCnefoBaHUK BbiiBNEeHa MyTaumsa X-CLenaeHHoro
reHa MECP2 — wmyTtaums ¢.468C>G (p.D156E) B retepo-
3UFOTHOM COCTOSIHWM, YTO MO3BOJIMIO YCTAHOBUTL AMArHO3
cuHApoma PetTa.

20.10.2022 (B BO3pacTte 4 net) Gblna npoBeaeHa
aneKkTpoaHuedanorpadpua (33) B COCTOAHUM HOYHOIO
cHa. BbifiBneHo HapacTaHue anunenTMGOpPMHON aKTUB-
HOCTM Ha HavanbHOM cTaguu cHa. HabnwopgaloTcs napok-
CU3Mbl, COMpPOBOXAAOWMECH MNOBTOPAIOWMUMUCSA ABUra-
TeNbHbIMW CTEPEOTUNMUAMM U MNAYeM, KOTOpble TPaKTYyTCA
KaK doKanbHble aNUNenTU4yecKne NpucTynbl.

Mpn o6cnepoBaHnn Ha geduumt ButamumHa D 6bin caaH
aHanu3 Ha ypoBeHb 25-(0H)D, 3HayeHus B npeaenax HopMel.

KnuHunyeckum guarHos

CuHapoMm PeTTa, cBfA3aHHbIN CO CropagMyecKumMu MyTa-
umMsamMu X-cuenieHHoro reHa metun-CpG-cBsA3biBatoLWEro
6enka 2 (MECP2).

AunddepeHymanbHas guarHocTuKa

B AMarHocTM4yecKom acrnekTe Ba)XHO MPOBOAMTL Tlia-
TenbHyto AnddepeHLmManbHyio AMarHoCTUKY cuHapoma PetTa
W OPYrux paccTpoOWCTB, TaKMX KaK CUHAPOM AHresbmaHa,
ayTuM3M, [OEeTCKWW LepebpanbHblii napanuy, BPOXKAEHHbIe
HapylleHUs o6MeHa BELLECTB, TAXKeNbIN MHTENNEeKTyalbHbIN
neduunT 1M anunencus, oCo6eHHO NPU HaMUyuuM anunen-
TUYECKMUX MPUCTYNOB W CTEPEOTUMHbIX ABWMXKEHUH [8, 9.
TaKke cneayeT y4uTbiBaTb BO3MOXHOCTb HaNN4YMa BapuaH-
TOB B reHe VAMP2 y nauMeHTOB C MOXOXUMU KIIMHUYECKUMMU
NPOABAEHUAMM, YTO MOXKET OblTb 3HAYUMbIM AN YTOYHEHUSA
avarHosa [10].

MeauuMHCKHUE BMeLwlaTebCcTBa

MauneHTKa nony4yaeT cneayowyo Tepanuio, HasHayeH-
HYI0O HEBPONOroM: pUCNEPUAOH 1% — KpaTKOCPOYHOE CUM-
nToMaTMYecKoe NleYeHne Henpekpallalowenca arpeccuu
no 0,5 mn 2 paza B feHb Ans cTabuamsaunm NncMxm4ecKoro
COCTOSIHWS; ToNnepu3oH 50 mr 1/2 Tabnetkn npu Bo36yau-
MOCTM W MbllEYHbIX Cna3max; MaKporon no Heo6Xxo4MMo-
CTM — NpY BO3HMKHOBEHMM 3anopa.

MpoBefeHbl 3aHATMA ¢ foronegom, GuanotTepanesToMm,
Ha3Ha4yeHbl Kypcbl Maccarka. PeabunutalmMoHHble MePONpH-
ATMA NPOBOAMNUCE 3 pas3a B Hefesto B TeyeHne 6 Mec.

AuHamuKa u ucxogbl

Ha MoMeHT o6cnegoBaHMa Yy MaUMEHTKM oTMedvaeTcs
rpy6as 3afieprkka ncuxopeyeBoro pa3sutus. Mocne perpec-
ca HaBblKOB, npou3oluealwero B 1,5 roga, Habnwopaetcs
nosiHas yTpaTta peyn ¢ coxpaHeHnem HeBepbanbHbIX GOpM
KOMMYHWKaUMK (3MOLMOHANbHbIE peaKuuu, 3pUTENbHbIN
KOHTaKT). KOrHUTUBHbIE QYHKLIMKU XapaKTEPU3YIOTCH YacTUY-
HbIM MOHUMaHWEM MPOCTbIX GbITOBbIX MHCTPYKLMIA, CNOCO6-
HOCTbIO y3HaBaTb G/IM3KMX U MPOABAATb K HUM MPUBA3AH-
HOCTb, OIHAKO LieNieHanpaBneHHas Urposas AesTeNlbHOCTb
NMOSIHOCTbIO OTCYTCTBYET.

Ha ¢oHe KoMMNNeKCHOW Tepanuu AOCTUIHYTbl MONOXMK-
TeNbHble M3MeHeHUs. B HeBposormyeckom cratyce oTme-
YaloTcsl yNnyylleHWe KOOopAWHALUMK [ABWKEHWIA, NPOSABASIO-
ueecss B 6onee yBepeHHOM 3axBaTe MNpeamMeToB, a TaKxke
CHWXXEHWEe 4acToTbl CTEPEOTMMHbIX ABUXEHUN B nepuoabl
6oapcTBoBaHuMA. Mo gaHHbiM 33l yaanocb AOGUTLCS KOH-
TPONA 3ANUNENTUYECKOM aKTUBHOCTHU, KOTOpas B HacTosilee
BPEMS PErncTpupyeTcs TOIbKO B Ha4yafibHOM CTajuu CHa.

PEDIATRIC PHARMACOLOGY. 2025;22(2)

5

NEANWATPUYECKAA ®APMAKOJIOIUA / 2025 / TOM 22 / N2 2



SHORT REPORTS

Y

86

KPATKUE COOBLUEHUSA

B amouunoHanbHO-noBegeH4YecKkon cdepe Habnwgaercs
YMEHbLUEHWE 3MWU3040B Pa3parKUTENbHOCTU WU arpeccum,
4TO CBA3aHO ¢ apdPEeKTOM pucnepuaoHa.

OfHaKO COXpaHATCS HEBPOJSIOrMYECKNE CUMMNTOMbI: CTE-
PEOTUMHbIE ABUKEHWS PYK, IKBUMHYCHAsA NOX0AKa, 6PYKCHU3M.
MpoaonkaoT oTMevaTbCsl (GOKaNbHble 3NUAenTUYecKne
npUcTynbl BO cHe. KOrHWTMBHbIE DYHKLMK OCTalOTCA 3Ha-
YUTENbHO CHUXEHHbIMU, XOTS COXPaAHAIOTCH 3N1eMeHTapHble
GOpMbl KOMMYHUKaLMK.

OvHamnKa Ha doHe NpPoBOAUMON Tepanuu LEMOHCTPU-
pyeT NONOXMUTENbHYIO TeHAaeHuulo. CumnToMaTuyeckoe
fle4yeHne B coyeTaHun ¢ peabunuTalMOHHbIMW Meponpus-
TUAMM NO3BONIUIO A0OUTLCA YNy4lleHUS MOTOPUKKU U CTa-
6UNM3aLnn 3MOLIMOHANBHOrO cocTosiHMA. B xoae 6-mecsy-
HOW peabunUTaLMOHHOW NPOorpaMmMbl OTMeYeHa cleaytolas
[MHaMKKa: B NepBble 2 Mec Habnaanncb yCuneHue ctepeo-
TUNUA U 3IMOLMOHaNbHaA NabubHOCTb KaK MNposiBNeHUe
ajlanTauMoOHHOro nepuoaa, ofIHaKo K 3-My Mec yny4lunach
KOOpAMHaALUMA M CHU3UNACcb YacToTa CTEPEOTUMHbIX ABUXKE-
HUW.

MepcneKkTuBbl AanbHenlwero HabnlAeHUs BKOYalOT
B ce6s Npojo/mKeHne MeauKaMeHTO3HOW Tepanuu c pery-
NApHbIM 33M-MOHUTOPMHIOM W KOMMJEKca peadbunuTauu-
OHHbIX MEPOMNPUATUI B COOTBETCTBUM C MHAMBUAYANbHbIMU
NoTPe6HOCTAMM NaALMUEHTKU.

MporxHos

MporHo3 Ans nauMeHTKU ¢ CMHAPOMOM PeTTa 3aBUCHT
OT HECKONbKMX GaKTopoB. B acnekTe 340p0BbS BarKHbIMU
aBnsaoTca GaKTopbl PUCKa, TakKMe KakK BO3pacT Hadvana
peabunuMTauMmn K cTeneHb perpeccun. PaHHee Bmela-
TEeNbCTBO MOXKET YIYy4WHTb UCXOAbI, B TO BPEMS KaK 6onee
Bblpa)eHHble HapyLleHWUs MOryT 3aTpyAHWTb BOCCTaHOB-
nenve. dakTopbl 671aronpUATHOrO MPOrHO3a BKJOYalOT
B cebs aKTMBHOE y4yacTne B peabuinTaLnoHHbIX Nporpam-
Max 1 NOAAEPIKKY CEMbM, YTO MOKET CNOCOBCTBOBATD YyY-
WEeHWI0O MOTOPHbIX U peYyeBblX HaBbIKOB. B acnekTe couu-
anbHOW ajanTauuu TaKXKe MMEelTCs CBOM OCOBEHHOCTH.
daKTopbl pUCKa BKIKOYAOT B ce65 coLmnanbHyo U30M9LMI0
1 BO3MOXHbl€ MCMX03IMOLMOHAbHbIE PAacCTPOMCTBA, KOTO-
pble MOTyT HeraTMBHO CKal3aTbCA Ha CoLMabHbIX HaBbl-
Kax. B 7o e Bpemsa dpakTopbl 61aronpmuaTHOr0 NpPorHo3a,
TakMe KaK yyacTue B MHKI/I03UBHbIX 06pa3oBaTtesibHbIX
nporpamMmmax u rpynnosas tTepanus, MoryT cnoco6¢cTsoBaTh
Pa3BMUTUIO COLMaNbHbIX HABbIKOB U YAYyYLEHWIO O6LLEeHHMS.
MMpPOrHo3 B acneKTe XU3HM NaLMEHTKN BapbupyeT — TaKxe
B 3aBMCMMOCTM OT pa3nyHbix GakTopoB. B faHHOM cnyyae

K daKTopaM pUCKa OTHOCHATCS CONYTCTBYIOLIME MEAULIMH-
CKMe npobnembl U ypoBeHb NOAAEPIKKM, TaK KaK Hepdo-
cTato4yHas nojaepKa co CTOPOHbl CEMbU Y MEAULIMHCKMUX
PabOTHUKOB MOXET CHU3WUTb KavyeCTBO XWM3HWU. PaKTopbl
6NaronpuMaTHOro MNpPOrHo3a BK/lOYaloT B cebs JocTyn
K cneunann3vpoBaHHOM MOMOLLM U MOSUTUBHYIO AUHAMUKY
B peabunuTauuu, 4TO MOMKET YNyYWWUTb Ka4yeCTBO KU3HMU
M yBEPEHHOCTb B ByayLLEM.

Takum 06pas3om, MPOrHo3 Ans MauMEHTKU C CUHAPO-
MOM PeTTa ocTaeTcs HeonpegeneHHbiM. BaxKHO y4nTbiBaTh
KaK PUCKOBble, TaK M 6GnaronpuaTHble MPEeAUKTOPbI, YTO-
Obl MaKcuUMasibHO 3PPEKTUBHO MNaHUPOBATb [AalibHEWN-
lwMne warn B peabunutaumMmM v couManbHOM ajanTauuu.
PerynapHbi#n MOHWUTOPUHI COCTOSIHMSA W ajanTtauusa npo-
rpaMM nevyeHns NOMOryT YNyULWKUTb Ka4eCTBO XU3HU Nauu-
EHTKM U ee UHTerpaumio B o6LwecTBO.

BpemMeHHas wKana
XpOHONornga Te4eHus 6one3Hu naumeHTku I. u ee Ko-
4yeBble COObITUA NPeACcTaBNEHbl Ha PUCYHKE.

OBCYXAEHME

KAMHMYeCKni cnyyan ¢ nauMeHTKOW, cTpaaatowen CuH-
npoMoM PeTTa, MMEeT HEeCKONbKO KJYeBbIX OCOBGEHHO-
cTein. MonoxutenbHble pesynbTaThl BeAeHWs NauueHTa
BKJ/IOYAlOT B cebs BMellaTeNbCTBO, KOTOPOE CNoco6CTBO-
BaJ0 YNYyYlIEHWNIO MOTOPHbIX M PEYEBbLIX HABbIKOB, a TaKXe
MHTEHCUBHYIO peabunutaumto, 6narogaps KOTOPOW AOCTUT-
HyTa MOJIOXKWUTENbHAA AMHAMMKA B Pa3BUTUKM MALMEHTKM,
B TOM 4YuC/le YacTM4YHOEe BOCCTAaHOBEHWE peyvyeBbIX HaBbI-
KOB. Ba)XHbIM acnekToM aBNsfeTca MnoAaepxKa CeMbM,
KoTopas nomorfia nauMeHTKe aganTMpoBaTbCs K YCI0BUAM
peabunanTauuu.

OfHaKoO MMelTCa M HeaoCTaTKM OKa3aHHOW MeaWLMH-
CKOW nomouwu. Bo-nepBblXx, Nporpamma peabunutauuu
He Bceraa 6blna UHAMBKUAYyannM3npoBaHa, YTo MOrno 3ame[-
NUTb Nporpecc. Bo-BTopbIX, OrpaHnYeHHble pecypchl B pea-
OUNUTALUMOHHOM LIEHTPE CHUMXKaNW A0CTYN K HEO6XOANMbIM
MeToaam JfiedyeHus. B-TpeTbux, HabnwoganmMcb TPYAHOCTH
B yNpaBieHWN 3MOLMOHANbHbIMU pPeaKLMAMU NaLMUEHTKM,
4yTO TPE6OBASO AOMNONHUTENBHOM NOAAEPHKKM.

O6cyaasa pesynbTaTbl, MOXHO OTMETWUTb, 4TO MONO-
YUTENbHblE UBMEHEHUA 0OBACHATCSH MeXaHU3MaMn Hen-
ponnacTMYHOCTM M ajanTauMum Mo3ra, aKTUBUPYEMbIMMU
npu paHHem BMmellaTenbcTBe. MccnegoBaHMsa Noka3biBatoT,
4YTO MHTEHCUBHAsA peabunuTaLuns MOXKeT cnocobCTBOBaTb
YAYYIIEHUIO MOTOPHbIX M KOTHUTUBHbIX GYHKLWI Yy aeTen

15-18 mec 2ropa 2ropa 4 ropga 5 ner 5,5 net
Hesponor [MpoBeaeHa
MNonoxutenbHas
3anoao3pun HOYHas UHAMUKE
PAC 9ar A
Perpecc [eHeTuKOMm Havano

B Pa3BUTUM.
3agepka HIMP

«CuHapom PetTa»

YCTaHOBJ/IEH ANArHO3:

KOMMIEKCHOM
peabunuTaunu

PucyHoK. MNMauneHTKa l.: XxpoHon0rMa TeyeHns 601e3Hu, KtoyeBble COObITUSA
lMpumeyarme. HMNP — HepBHO-Ncuxmyeckoe pa3Butue; PAC — paccTpoMCTBO ayTUCTUHECKOro cnekTpa; A3 — aneKTpoaHuedanorpadus.

Figure. Patient P.: disease course and key events

Note. NPD (HIMP) — neuropsychic development; ASD (PAC) — autism spectrum disorder; EEG (33I') — electroencephalography.



¢ cuHapomom PeTtTa [11]. OaHaKO HEAOCTATKM B OKa3aHHOM
nomouwmM noAa4YepKMBaOT HEOOXOAMMOCTb WMHAWMBWAYaASb-
HOro noaxoaa, 4To NoATBepKAaeTcs AaHHbIMW Habnoaa-
TeNbHbIX UCCNeA0BaHUN, rae ycnelHble pe3ynbTaTbl 6bilIn
CBfi3aHbl C aganTtauunen NnporpaMmm Noj KOHKPETHbIE HY XK bl
naLuueHToB.

3AK/IIOYEHHME

CuHgpom PetTta TpebyeT MynbTUMAMCLUMIMHAPHOIO
noaxoAa K Nle4yeHuto, BKAoYaLlwero paboty HEBPOOroB,
ncuxuaTpoB, noronefos n GU3noTepaneBToOB, YTO NO3BO-
naet 6onee 3PpOEKTUBHO KOHTPOAMPOBATb CUMMNTOMbI
W ynydwaTtb KayecTBO )KM3HM MNauueHToB. YTO Kacaetcs
peKomMeHAaUni, MOXHO BblAeNNTb HEOOXOAUMOCTb UHAMU-
BMAyanusaumMm peabuMTaLMOHHbIX NPOrpaMm C y4yeTom
YHWKaNbHbIX NOTPEOGHOCTEN KaxAoro nauueHTa, yBeu-
YeHUs pecypcoB Ans obecnevyeHuns JocTyna K cneuunanmu-
3UMPOBaHHbIM MeToAaM fleYeHUsl, BHEAPEHUS nporpamMmm
NCUXO3MOLMOHANIbHON MOAAEPKKM ANS NALUMEHTOB M UX
cemen, a TaKxe noBblWeHnss MIHOOPMUPOBAHHOCTU Mean-
LIMHCKOro nepcoHana B 061acT AUarHOCTUKK U NleveHuns
cuHagpoma PetTa.

Kpome Toro, no npu4mHe OoTCyTCTBUA cneunduyecko-
ro NeYeHns peKoMeHAoBaHbl cMMMATOMaTUYecKasn Tepa-
nus, a Takke KomnneKkcHasa peabunutauuna: gedexronor,
6accenH, ne4yebHas GU3KyNbTypa, Maccaxk, unnorepa-
nus.

BayXHO OTMETHTb, YTO BbIBOAbI, KOTOPbIE MOXHO cAenatb,
Onupasicb Ha [AaHHbIN KIAWMHWYECKUIA CciydYal, He cnegyet
9KCTpanonMpoBaTh Ha BCeX NaUMeHToB — 6e3 yyeTa UHAK-
BUAYaNbHbIX OCOGEHHOCTEN M KOHTEKCTa. Kaxaoe KauHu-
YyecKoe HabnogeHne AOMKHO OblTb PACCMOTPEHO B paMKax
6onee WWPOKUX UccneaoBaHUn AN NONyYeHus JOCToBep-
HbIX 1 060CHOBAHHbIX PEKOMEHAALIMM.

WHOOPMUPOBAHHOE COIJIACUE

OT pogutenen nony4eHo NMCbMEHHOEe MHPOPMUPOBAH-
Hoe A06POBONbLHOE cornacve Ha nybauKauuilo onucaHus
KJIMHMUYEeCKoro cny4yas (aata noanucanua: 12.01.2025).
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CoyeTaHHbIU TYOEpPKYNe3 roptaHu
U IerKkux y pe6eHkKa paHHero so3pacTra

ABTOp, OTBETCTBEHHbI! 32 NEPENUCKY:
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O6ocHoBaHue. TybepKynes y feTel paHHero Bo3pacTta 0CTaeTCsl CepPbe3HOM M aKTyaslbHON Npo6aeMoi B CUTy HE3PEeso-
CTU UMMYHHOM CUCTEMbI, OTCYTCTBUS CNELIMPUIECKON KIMHUYECKON KapTUHbI Ha PaHHWUX CTaausIX NPOTeKaHUs MHpeKLMH,
C/I0HOCTEN B AnpdepeHLmanbHON AUarHOCTUKE PEHTIEHOIOMMYECKNX NPU3HaKoB 3ab60/1eBaHns U aHaToMO-(PU3N0J10-
rMyecKmx ocobeHHoCTeN opraHnama. BaxHo, 4To AeTn 13 rpynrbl TECHOro 6aunIIPHOIO0 KOHTaKTa MMeKT 60/1ee BbICO-
KU pUCK pa3BuUTHSI 3ab60/1eBaHMs B TEYEHME MEPBbIX JET KU3HU, OCOBEHHO MPU OTCYTCTBMM MPEBEHTUBHOIO J1€4EHUS
U AMHaMU4YecKoro HabawgeHns. OnucaHne KIMHUYEeCKoro caydyas. [lpeactaBieH KIMHUYECKUI Cllydan COYeTaHHOro
Ty6epKyne3a ropTaHu u 1erkux y pebeHKa, PoXKAeHHOro ot 60/1bHOM TY6EepKyne30M MaTepu U He MoJyYaBLIEro NpeBeH-
TUBHOM Tepanuu. Ha npoTsKeHun nepBoOro roga »KM3HW nauneHT HEOAHOKPATHO 1e4nsicss B MHQEKLUMOHHOM OTAEeNeHUMN
ropockou 60/1bHULIbI ¢ AnarHo30oM: «[1oCBSA304HbIN TaPUHIUT, CTEHO3 ropTaHu» — 6e3 yay4lleHusl. Ha ocHoBaHun 6e3-
pPEe3YbTaTUBHOCTH MPOBOAMMOro JI€YEHUS M YXYALWEHMS COCTOSHUSI NaymneHTy 6blio npoBeAeHo ob6cie[0BaHNE OpPraHoB
rPYAHON KIETKU. BbimosHeHa MUKPOIapUHIOCKOMNUSI ropTaHu, B Matepuasax uorntata MeTogoM noumMepasHom LiernHom
peaxumnmn obHapyxeHbl JHK Mycobacterium tuberculosis complex. 1o gaHHbIM MPOBEAEHHbIX UCCe0BaHMIi B BO3pac-
Te 1 roga 3 mec 6bin NnocTaB/ieH AMarHo3: «Ty6epKyne3 MHOXECTBEHHbIX JIOKaIM3aLmni: MUINaPHbIA Ty6epKyne3 Nerkmx.
Ty6epKyne3 BHYTPUIrPYAHbIX TMMpATUYECKNX y3/10B BCEX rPYymr cieBa, napatpaxeasbHON rpynnbl cnpaBa, 6udypKalm-
OHHOW rpynmnbl, asa MHOUABTPaLNN C I1eMEHTaMM KaibUnHauun. Ty6epKyne3 roptaHu. bes BbigeneHnss MUKoOGaKTepui
Ty6epKynesa». [lpoBeAeH MoJHbIN KYPC MPOTUBOTYOEPKY/IE€3HOM Tepanuu. 3aKkaodeHne. [1peacTaBieHHbIN KIMHUYECKMM
c/lyqai Harnis4Ho noKkasas OTCYyTCTBME MPOBEAEHNS MPOPUIAKTUYECKMX MPOTUBOTYBEPKYIE3HbLIX MEPOMPHUATHI, KOTOPOE
MPUBEJIO K MHPULUMPOBAHMIO 1 MOCAEAYIOLLEN MO34HEN AUarHOCTUKE pacrpoCTPaHEHHOro Ty6epKynesa y pebeHKa paHHe-
ro Bospacra.

KnioyeBble cnoBa: Ty6epKynes, 4eTH paHHero Bo3pacta, KIMHUYECKNI Caydan

Ana uyutuposaHusa: [anunko T.U., XoxpuHa E.C., Kucenesmy O.K., KOcy6oBa A.H. CoyeTaHHbI# TybGepKy-
ie3 roptaHn M nerkux y pebeHka paHHero Bo3pacTa. [leguatpuyecKkas ¢apmaxonorus. 2025;22(2):189-193.
doi: https://doi.org/10.15690/pf.v22i2.2870

Tatiana I. Danilko?l, Ekaterina S. Hohrina?, Olga K. Kiselevich?:2, Anna N. Yusubova!

1 Pirogov Russian National Research Medical University, Moscow, Russian Federation
2 Scientific and Clinical Antituberculosis Center of Moscow Government Health Department

Combined Tuberculosis of the Larynx and Lungs
in a Tender-age Infant

Background. Tuberculosis in tender-age infants remains a serious and urgent problem due to the immaturity of the immune
system, the lack of a specific clinical picture in the early stages of infection, difficulties in the differential diagnosis of X-ray signs
of the disease and anatomical and physiological characteristics of the body. It is important that children from the group of close
bacillary contact have a higher risk of developing the disease during the first years of life, especially in the absence of preventive
treatment and dynamic monitoring. Case report. A case report of combined tuberculosis of the larynx and lungs in a child born to
a mother with tuberculosis and who did not receive preventive therapy is presented. During the first year of life, the patient was
repeatedly treated in the infectious diseases department of the city hospital with the diagnosis: “Sublingular laryngitis, laryngeal
stenosis” — without improvement. Based on the ineffectiveness of the treatment and the deterioration of the patient’s condition,
a chest examination was performed. Laryngeal microlaryngoscopy was performed, Mycobacterium tuberculosis complex DNA
was detected in the biopsy materials by polymerase chain reaction. According to the conducted studies, at the age of 1 year
and 3 months, a diagnosis was made: “Tuberculosis of multiple localizations: miliary tuberculosis of the lungs. Tuberculosis of
the intrathoracic lymph nodes of all groups on the left, paratracheal group on the right, bifurcation group, infiltration phase
with calcification elements. Tuberculosis of the larynx. Without isolation of Mycobacterium tuberculosis”. A full course of
anti-tuberculosis therapy was performed. Conclusion. The presented case report clearly showed the lack of preventive anti-
tuberculosis measures, which led to infection and subsequent late diagnosis of widespread tuberculosis in a tender-age infant.
Keywords: tuberculosis, tender-age infants, case report

For citation: Danilko Tatiana |., Hohrina Ekaterina S., Kiselevich Olga K., Yusubova Anna N. Combined Tuberculosis of the Larynx
and Lungs in a Tender-age Infant. Pediatricheskaya farmakologiya — Pediatric pharmacology. 2025;22(2):189-193. (In Russ).
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OBOCHOBAHME

Ty6epKynesa — xpoHunyeckoe nHPeKLuMoHHoe 3aboneBa-
HWe, pa3BuBalolleecs Mpu nonagaHnun B OPraHM3M MWKO-
6aKTepun Ty6epkynesa (MBT), KoTopble Bbi3biBalOT Cneuu-
$unyeckoe BocnaneHme. HoBOpPOXKAEHHbIE U AETU paHHEero
BO3pacTa HaxoAsaTcs B 30He 0C060ro pucKa. Kak npaswuio,
370 06YCNOBJIEHO HECKONbKMMU daKTopamn. B nepsBbie
rofbl XXM3HW OEeTU U3 AaHHbIX BO3PACTHbIX FPyMnmn TECHO B3a-
MMOJENCTBYIOT C YEeHaMK CEMbM, YTO YBEIMYMBAET BEPOAT-
HOCTb @3poreHHoro 3apaxeHuns MBT oT 60/bHbIX TYy6EpPKY-
N1e30M poauTtenen Unm 6nM3KUx POACTBEHHUKOB, OCOBEHHO
B OTCYTCTBUE NMPEBEHTUBHOIO JleyeHus [1]. He3penocTb 3Be-
HbeB WMMYHWUTETa, GPOHXOSIEr0YHOro annapaTa, LeHTpa
TEPMOPErynaumn, a TakKe Halmine 60MblIoro Konmyectsa
aHacTOMO30B MexAay nMMmbaTMyecKumMu y3namu cpegocte-
HUS U Cpean KPOBEHOCHbIX COCYA0B CMOCOGCTBYET ObICTPO-
My pacrnpocTpaHeHuio BO36yauTens B AETCKOM OpraHusme
1 006yCNOB/IMBAET TAXeNoe TevyeHne Tybepkynesa [2].

KnunHu4yecKas KapTuHa JaHHOro 3aboneBaHus y aeten
paHHero BO3pacTa COMPOBOXAAETCH OTCYTCTBMEM Chneuu-
duyeckunx 4ept. MMeHHO NO3TOMYy TyOGepKynes 4acTto npo-
TeKaeT 6eCcCMMMNTOMHO MM NO4 MacKoW OCTPOW pecnupa-
TOpPHOW BMpYyCHOW MHOeKLKn (OPBU), 6poHXMTa, MHEBMOHUMU.
Ta)ecTb Te4eHU MHPEKLUMU XapaKTeprU3yeTcs nopaxKeHmem
MMbaTUYECKON CUCTEMBI, CKJIOHHOCTBIO K reHepanuMaaunm
npouecca ¢ NPeMMyLLeCcTBEHHbIM pacrnpocTpaHeHMeM BO3-
6yautena numdoreMaTtoreHHoiM nyTem, a Takxe ¢ obpa-
30BaHMEM BHeseroyHolx o4varoB [3]. PacnpoctpaHeHue
TY6EpPKYe3HOro npouecca 3a4acTyld MOXET MPUBECTH
K Ty6epKynesy JIOP-opraHoB, Npu KOTOPOM HEPEAKO BCTpe-
YyaeTcs nopaxeHue roptaHu. OTcyTcTBME cneunduyecKon
K/IMHUYECKOW KapTUHbI U CTepToe TedeHue Ty6epKyne3Horo
npouecca 4acto HaBOAAT CNeuuasucToB Ha OWMOOYHbIN
avarHo3. o gaHHbIM PEeTPOCNEeKTUBHbIX UCCefoBaHWM,
Ty6epKyne3 ropTaHu pacueHuBanM Kak flapuHrodapuHre-
anbHbIM pedntoKe (35,3%), nerkonnakuio (29,4%), anurnot-
THT (23,5%), B €AMHUYHBIX Cly4asaX — KaK OCTPbIK NTapUHIUT
W NapuHrokapuunHomy [4].

KJAUHUYECKWUN NPUMEP

O nayueHTe

Peb6eHOK OT nepBon GEpPeMEHHOCTU, POoAbl B CpPOK,
MaTb — loHaa nepsopoaswan (16 net), 60nbHa Ty6ep-
Kynesom. Macca Tena npu poxAaeHuu — 3 KI, AIMHa —
54 cm. OueHKka no wkane APGAR — 8 6annos. Ha 9-e cyT

Puc. 1. 06unbHasg nenkouMTapHas MHGUAbTPaLUS

B FMCTONOrMYECKOM MaTepuane 6uontata ropTaHu

Fig. 1. Abundant leucocytic infiltration in the histological material
of the laryngeal biopsy

nepesBefeH B OTAENEHWE NaToNOrMKM HOBOPOXKAEHHbIX, rae
Haxogunca ¢ guarHodom: «CoyeTaHHas poaoBas TpaBma,
noJoCTpbIM nepuod. PacTskeHne LWenHoro otgena no3eo-
HOYHUWKa, KebanorematoMa NpaBoON TEMEHHOM KOCTHK B CTa-
Ann paccacbiBaHud. [unepTeH3MoHHO-ruapoLedanbHbIn
cuHapom». C 5-ro Mec mn3Hu pebeHoK Haxoanncs B obLe-
comMaTMYecKoM cTauuoHape c AuarHosdom: «f[locneacTeus
nopaKeHus LeHTPanbHOW HEPBHOM CUCTEMbl CMELUAHHO-
ro reHesa, ruapouedanbHbii CUHAPOM, 3afepxKa MNCHUxo-
MOTOPHOIO W nNpeapeyeBoro pas3BuTua. OBGCTPYKTUBHLIN
OPOHXUT. PaxuT, nNogocTpoe TeyeHue, nepuon pasrapa.
ATONMUYECKUIM lepMaTHT.

N3 dTH3MaTpmyecKoro aHamHesda M3BECTHO, YTO Nauu-
eHT 6bln BakuuHUpoBaH BCG B poaaome, pybely — 4 MM.
KoHTaKT ¢ 601bHOM TYGEPKYNEe30M MaTepblo C POXKAEHUS,
0AHaKo &TU3MaTpoM He Habnogancsd M MNPEeBEHTUBHOrO
ne4vyeHuns He nonyyan. B 6 mec npoBeaeHa BHYTPUKOXKHas
npo6a c Ty6epKyne3HbIM annepreHoM ¢ ABYMS Ty6epKyu-
HOBbIMM eanHULaMu (Npoba MaHTy ¢ 2 TE), anameTp nanynbl
cocTaBun 7 MM, 4YTO CBMAETENLCTBYET O HaNUYUM NONOXKMU-
TeNbHOW peaKLmun, OgHaKo OHa Oblfla pacueHeHa neguaTpom
KaK nocTBaKUWHanbHasa anneprus. Pe6eHOK HeOHOKPaTHO
neymncsa B MHOEKLMOHHOM OTAENEHUU FTOPOACKON KIIMHUYE-
CKOM 60NbHULBI C AnarHO30M: «[oACBA30YHbLIN NAPUHIUT,
CTEHO3 roptaHu» — 6e3 ynyduweHus. B 1 rog 2 mec 6bin
rocnuTanuM3npoBaH ¢ AMarHo3om: «CTEeHO3UPYIOLWMI NapuH-
roTpPaxeobpPOHXUT HESICHOrO reHesa. JIEBOCTOPOHHASA HUXK-
HefoneBas o4yarosas MHEBMOHWs». B pesynbrate npose-
[EHHON Tepanuu NHEBMOHKUS pa3pelunnacb, HO OCUNNOCTb
ronoca v WyMHOE [blXaHWe COXPaHSINUCh.

Yepes Hepento nocne BbIMUCKM MNaLMEHT NOCTynui
B oTopuHonapuHronormvyeckoe (JIOP) otaeneHne nevyebHo-
ro yypexaeHus ¢ guvarHosom: «flanunnomaTto3 ropTaHu».
BbinofHeHbl NpsiMas MUMKPONApUHIOCKONUSA, BEPXHAS Tpa-
XEOCKOMUS, a TaKXe yaaneHue nanuinom roptaHu W Tpa-
Xeu c nocnegyowmum rucToNorM4ecKUM MUccnefoBaHUeEM
(puc. 1, 2). No aaHHbIM 3aKNtoYeHUs, B HOBOOGPa30BaHUAX
onpeaensinnucb Menkue pparMeHTbl rpaHyNaLUMOHHON TKaHU
6€3 NMOKPOBHOIO 3ANUTENNS, OKPYIKEHHbIE THOMHO-HEKPOTH-
YECKMUM UHOUNBbTPaTOM.

Mpu panbHenwem HabNOAEHUN COXPAHANNUCH EXXeQHEB-
Hble noabeMbl TemnepaTypbl Tena A0 GebpuibHbIX 3Ha-
YeHUIN, NpoBOAMNachb Tepanus aHTUOMOTUKaAMMK LUMPOKOro
CNeKTpa AencTBUA. Y4uTbiBas OTCYTCTBME MOOXKUTENbHOM
OVWHaMUKK, Gblna npoBefeHa KomnbloTepHas ToMorpadus

Puc. 2. KnucnotoyctonymBble 6aKTepUn B rpaHynsiLLMOHHON TKaHK
Fig. 2. Acid-resistant bacteria in granulation tissue



(KT) nerkmx un cpeaocTeHus, no pedynbtaTam KOTOpow 3ano-
[03peH Ty6epKyne3 Nerknx U BHYTPUTPYAHbIX numdaTtu-
YeCKux y3noB. llocne KoHcynbTauun dTudmatpa pebeHoK
B Bo3pacTe 1 roga 3 Mec nepeBejeH B AETCKOe OTaeNeHne
peaHuMaLun u UHTeHcuBHOW Tepanuu (AOPUT) cneunanu-
3UPOBAHHOIO YYpPEKAEHUS.

B cTtauMoHape BbINOMHEHbI AWMArHOCTUYECKME ucche-
noBaHus: npo6a Manty 2 TE MMA-J1 — oTpuuaTtenbHbIn
pesynbrtat, npoba ¢ annepreHom TyOepKyne3HbIM PeKOM-
6UHaHTHbIM (ATP) — oTpuuaTenbHbIM pedynbTaT. B matepu-
anax 6uonTtaTta roptaHu obHapyxeHbl AHK Mycobacterium
tuberculosis complex. KoHcynbtauusa JIOP-Bpaya — TyGep-
Kynea ropTaHu.

BbinonHeHa npsiMas NapuMHrocKonus, no pesynbratam
OonucaH XPOHUYECKUIH NAapPUHIUT C BOCNanuUTeNbHbIM CTEHO-
30M W OpraHW4YecKMM LIMPKYNSPHbIM CTEHO30M anacTuye-
CKOro KOHyca NofCBA304YHOI0 MPOCTPaHCTBA ropTaHu.

Mo paHHbIM 06cCnefoBaHMsa Gbin NOCTaBMIEH AMArHOS3:
«Ty6epKyne3 MHOXEeCTBEHHbIX JlIoKaau3dauun: MuamnapHbim
Ty6epKynes nerkunx. Tybepkynes BHYTPUIPYAHbIX TumdaTu-
yeckux yanos (TBIJ1Y) Bcex rpynn cneBa, napatpaxeanbHOM
rpynnbl cnpaBa, 6UdypKaLMOHHOW rpynnbl, dada UHOUIb-
TpaLMK C afeMeHTamMmn KanbuuHaumu. Ty6epKynes roptaHu.
bes BbigeneHns mmkobakTepum Tyéepkynesa (MBT (—))».

dusukanbHana AUarHoCTUKa

Mpu noctynneHnn B JOPUT B 1 rog 3 mec: cocTosiHue
pebGeHKa Taxenoe, 06YCNOB/EHHOE TeYEeHWeM reHepasnu-
30BaHHOr0 TyGEpPKYNe3HOro npouecca U BblparKeHHbIMK
CUMNTOMaMM MHTOKCUKaLMK. MauneHT B co3HaHuK. Macca
Tena — 8800 r. TemnepaTtypa Tena — 38,1 °C. YacToTa cep-
NeYHbIX coKpalweHun — 140 ya./mMuH, YacToTa AblXxaTebHbIX
OBUXKEHUN — 44 /MUH.

LIBET KOXHbIX MOKPOBOB O6NefdHbIM, OTMevancs nepu-
OopasbHbI LMaHO3. Bblpa)xkeHHa ocuMnaoCTb rofioca BMAOTb
no adboHuU. B aKTe AbixaHWs yyacTBOBana BCromorartesb-
Has MyCKynaTypa, 3KCKYPCUS TPYAHON KNETKU CUMMETPUY-
Hasl. AYCKynbTaTMBHO BbICNYLIMBANIOCh }KECTKOE [blXxaHue,
NPOBOAMNOCH BO BCE OTAEbl NIEFTKUX PABHOMEPHO, XPUIbI
He BbiCNylWMBannch. TOHbI cepaua NpUraylweHbl, PUTMUYHbI,
WwyMbl oTcyTcTBoBanu. lNepudepnyeckme numbartmyeckue
y3nbl nanbnupoBanuck B VI rpynnax, guametpom Ao 1 cwm,
MSIFKO-3/1TaCTUYECKON KOHCUCTEHLMWU, MNOABUKHblE, 6e3-
60ne3HeHHble. MBOT MATKUK, 6€360/1€3HEHHbIN. [levyeHb
nanbnupoBanachb Ha 2,5 cM HUXKe Kpasi pebepHon ayru.

AnarHocTuyeckue npoueaypbl

B KNMHWYECKOM aHanuM3e KPpoBK BbISIBNEHbI aHEMMUS Ner-
KOW cTeneHu TsecTn (remornobud — 102 r/n), noBbllWeHNe
CO3 (18 mm/).

MccnepoBaHne nukBopa: uuto3 — 11/3; peakuus
MaHan oTpuuatenbHas, rnokosa — 1,97 MMOb/N, XN0pu-
nbl — 123 mmonb/n, 6enok — 0,10 r/n.

B 6MOXMMHYECKOM aHann3e KpoBM NPUCYTCTBYET MOBbI-
LEeHWe TpaHcaMKHas: alaHMHamuHoTpaHchepasza (AJIT) —
100 epn/n, acnaptatamumHoTpaHcdepasa (ACT) — 96 ea/n.

MBT mMeTogoM NIOMUHECLLEHTHOM MUKPOCKOMUKU HE Han-
[€EHbl.

[Mpo6a ¢ ATP oTpuuaTtenbHas (NofHOe OTCYTCTBME Nanysbl).

[ucTonornyeckne npenapaTbl noclieonepaLMoHHOro
MaTepuana roptaHu NMOBTOPHO MccnefoBaHbl natomopdo-
floraMmmn NpoOTUBOTYOEPKYNE3HOro yyperkaeHus. Mo gaHHbIM
KOHCynbTauuun: dparmMeHT npeacTaBfiieH rpaHynsaLMOHHON
TKaHblO C OGUAMEM NENKOLMTOB, €AUHUYHBIMU KneTKa-
MW TUMNa 3NUTENNOUAHBIX, HE GOPMUPYIOLLMX TPaHyleMm.
Mpun oKpacke no Uunio — HunbCceHy BbIBAEHbI KUCNOTO-
ycTonynBble 6aKTepun B Konnyectse 1-3 B none 3peHus.

Puc. 3. 0630pHas peHTreHorpaMma opraHoB rpyaHoOMn

K/IETKM B NPSIMOM NPOEKLIMM HA MOMEHT MOCTYNAeHus

B creunann3npoBaHHoe yupexaeHne

Fig. 3. An overview chest X-ray in direct projection at the time
of admission to a special care institution

3aKknoyeHune: cneumduyeckasa TybepKynesHas rpaHynsuu-
OHHas TKaHb.

PeHTreHoTOMOrpadunyeckoe uccnegoBaHMe OpraHoB
rPYAHON KNETKM (pUc. 3): N0 BCEM NeroYHbIM NoNsm onpeae-
NAOTCA MHOXECTBEHHbIE CUMMETPUYHbBIE OKPYINon GopMbl
MEeJIKMe o4yaroBble TEHW A0 2 MM B anameTpe. KopHu ner-
KUX YeTKO He anddepeHunpytotca. OTMevaeTca cMmeleHne
Tpaxeu BNpaBo, €e MPOCBET, MPOCBETLI MMaBHbIX GPOHXOB,
BEPXHELO0NEBOro crnpasa npocnexuBatotcs. B npoekumu
napaTtpaxeanbHOW rpynmnbl IMM@OY3/I0B C ABYX CTOPOH onpe-
pensatoTtca KanbuuHatel 0,5 X 0,9 cM, napaaopTanbHO aHa-
nornyHble KanbumHatbl 0,5 x 0,7 cm, B 1eBOM GPOHXOMY/b-
MOHaNbHOW rpynne — eAuMHWYHas TeHb OKpyrnon Gopmbl,
CpeaHEN UHTEHCUBHOCTMU.

MpsiMas NapuUHroOCKONWUSA: CKAAAKW OTeYHble, YTOMLWEH-
Hble. [TpOCBET roNoCoBON WENN CYXKEH, 3ano/IHEH BA3KUM
enToBaTblM CEKPETOM. [laxke nocne acnmMpalumm KaTteTepom
CEeKpeT MnosiBASeTCHS B MPOCBETE ropTaHu. [oacBa304Hoe
NPOCTPAHCTBO CYXEHO U TaKKe 3amnofIHEHO BA3KUM CeKpe-
TOM. ONTUYECKUIM NApPUHIOCKOMN AMAMETPOM 2 MM He Mpo-
XOAWUT B MPOCBET TPaxeu, rae TaKxe BU3yalbHO OTMEYEHO
CKOMJIEHWE MNaTONIOMMYECKOro CeKpeTa. 3aK/lyeHne: Xpo-
HUYECKUIM NTAaPUHTUT C BOCMANMTE/bHLIM CTEHO30M M Opra-
HUYECKUM LIMPKYNSAPHBbIM CTEHO30M 3/1aCTUHECKOrO KOHyca
NoACBSA304HOI0 NPOCTPAHCTBA ropTaHMu.

dunbponapuHrockonua: pybuLOBbIM CTEHO3 Ha4yalb-
HOro oTaena ropTtaHu. [aHHbiX 3@ POCT rpaHynsauun
B MONOCTU ropTaHu HeT. MNoacKNago4yHoe NPOCTPaHCTBO
HEe OCMOTpPEHO.

KnuHu4yeckum guarHos

OcHoBHOWM anarHo3: «Ty6epKy/ie3 MHOXXeCTBEHHbIX JIOKa-
nu3auum: MUnMapHbin Ty6epkynes nerkmx. TBIJ1Y Bcex
rpynn cnesa, napatpaxeanbHOM rpynnbl cnpasa, 6udyp-
KauMOHHOW rpynnbl, ¢aza MHPUALTPaUUKM C dNeMeHTaMu
KanbunHauuun. TybepKynes roptaHn. MBT (—)».

ConyTcTBylowne 3aboneBaHus: «3agepKa ncuxopede-
BOr0O pa3BUTUS».

OuddepeHunanbHas gUarHocTuKa

B NaHHOM KIMHWMYECKOM Cllyyae, YYUTbiBasi BblParKeH-
HOCTb AbIXaTeNbHOW HEeAOCTATOYHOCTU, TAKECTb UHTOKCH-
KalUMOHHOIro CMHApPOMA M Hannyue OTArOWEHHOro aHam-
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KPATKUE COOBLUEHUSA

Puc. 4. 0630pHasl peHTreHorpaMma opraHoB rpyaHon

KJIETKM B MPAMOM NPOEKLIMMU HA MOMEHT BbIMUCKU U3
crnewumann3mpoBaHHOro y4pexaeHns

Fig. 4. An overview chest X-ray in direct projection at the time of
discharge from a special care institution

He3a, aAnddepeHunanbHaa AuMarHoCTMKa NpoBOAMIAChb
C MHPEKLUMOHHbIM GPOHXO0AAEHUTOM M O4aroBOW MHEBMO-
HUEN.

MeauuMHCKHUE BMeLlaTeNnbCcTBa

[poBeaeHa NpPoTMBOTY6EPKYNE3Has Tepanus: No 1 pexu-
MY, MHTEHCUBHas dasa, KoMOGUHauuMsa U3 4 npenapartos (M30-
HWa3ug 15 Mr/kr, nupasnHamug 25 Mr/Kr, pudamnuumH
12 mr/Kr, ctpentomuumH 20 mr/kr — 90 1o3).

B cBAA3M ¢ 3ameaNneHHON AMHAMWKON UHTEHCUBHYIO pasy
Nle4YeHUss peleHo GblI0 NPOANUTbL B KOMOGWMHALMK: M3OHU-
asuga (per 0s) 15 Mr/Kr, nupasuHamug 25 mr/Kr, pudamnu-
UMH 12 Mr/Kr, napa-ammHocanuuunoBasa kucnota ([MACK)
200 mr/Kkr — 158 pos.

Mepexon Ha dazdy NpoAoMKEHUS nevyeHns 3 npenapa-
Tamu: u3oHuasua 15 mr/kr, nupasmHammng 25 mr/kr, NMACK
200 mr/kr — Bcero 100 pos.

Kom6uHaumsa u3 2 npenapaTtoB: M3oHWasug 15 Mmr/Kr,
nupasunHamug 25 mr/kr — 90 go3.

MMony4yan HECKONbKO KypCOB FOPMOHaNbHOM Tepanuu
(NnpeaHM30noH 1 Mr/Kr — no 3 Hed C NOCTEeNeHHbIM CHMU-
KEeHWeM [03bl), yGuNInH, GeKNoMeTas3oH, BUTaMUH Bg,
NOAMBUTAMMHbI.

3a Bpems neyeHus yacto nepeHocun OPBU ¢ o6CTpyK-
TMBHbLIM CMHAPOMOM, MOAy4Yan CUMNTOMAaTUYECKYIO, aHTU-
6aKTepuanbHyto Tepanuio.

[AMHaMHuKa 1 ucxopbl

Yepes 6 Mec OT Havyana neyveHns 6oina oTMeYeHa 3Hauu-
TeNbHas MNOMOXKUTENbHAA PEHTreHoNorMyeckas AMHaMuUKa
B BWAE MCYE3HOBEHUS O4YaroB AMCCEMMHALMM U YMEHbLUe-
HUS pa3mMepoB KallbLMHATOB B MPOEKLUU BHYTPUIPYAHbLIX
nmmdaTMyecKux y3n0B napatpaxeanbHOW rpynnbl ¢ ABYX
CTOPOH, NapaaopTalbHON U IeBOM BGPOHXOMY/IbMOHaJIbHOM
rpynn (puc. 4); KNMHMYecKas — B BUAE YMEHbLIEHUS CUM-
NTOMOB MHTOKCUKaLuK, pebeHOoK npubaBun B Macce 2 Kr.
OfHaKo coxpaHunacb OCWMMAOCTb ronoca, Npu Harpyske
1 6€CNOKOMCTBE BO3HUKANM LWYMHOE AblXaHWe, a TaKKe Npu-
3HaKM AblxaTeNbHOM HEAOCTaTOYHOCTH.

B cBA3M C OKOHYaHWEM OCHOBHOIO Kypca Tepanuu naum-
€HT 6bln BbINMCaAH U3 CTalMoHapa B YAOBIETBOPUTEbHOM
COCTOSIHUM C AnarHo3oM: «CoCTosiHMe nocne nepeHeceHHoro
reHepanuM3oBaHHOro TyéepKynesa. MunmMapHboln Ty6epkynes
nerkux, ¢asa paccacbiBaHuga. TBITJ1Y Bcex rpynn cnesa,
napatpaxeasbHblx rpynn cnpasa, 6udypKaLMOHHON rpynmnbl
B dase paccacbiBaHua U KanbUnHauun. Tybepkynes ropta-
HUW, dasa pybueBaHusa. MBT (-). bixaTenbHasa HegocTaTou-
HOCTb O—1-1 CT.n.

MporxHos

[MporHo3 6GnaronpuATHbIA NMPU TWaTelbHOM Habnae-
HUM GTU3MATPOM B MPOTUBOTYOEPKYNE3HOM AMCnaHcepe
N0 MECTY MUTENbCTBA, NPOXOXAEHUU NPOTUBOPELMANBHbIX
KYpCOB.

BpemeHHasn wKana
XpoHonorus Te4eHuns 601e3HM NaLneHTa 1 ee KNyeBble
cob6bITUS NpuBEAEHbI Ha puc. 5.

OBCYXAEHME
OTCYTCTBUE HEOBXOANMbIX MPOGUIAKTUYECKMUX NPOTUBO-
TY6EpKyNe3HbIX MepOonpuATUiA Yy JaHHOro nauueHTa npu-

JleyeHune ¢ gnarHo3om:

MpoBeaeHa KT nerkunx

BbinucaH
13 cTaunoHapa nog
HabnoaeHne Bpadven
no MECTY XXUTenbCcTBa

«CTeHo3upytoWwni n cpepocTeHus. 3anoao3peH
NlapUHroTpaxeo6poHXMT Ty6epKynes Nerkux u BHyTPUrpyaHbIX
HEsICHOro reHesa. nMMdaTUYECKUX y310B.
J1eBOCTOPOHHSASA MpoKoHCcyNbTUPOBaH GTU3UATPOM.
HWXXHeponeBas oyarosas HasHauyeHa Tepanus: n3oHnasug,
NHEBMOHMUS» TaBaHWK, aTambyTon
1ropa 2 mec 1rop 2 mec 1rop 3 mec

Moctynun B JIOP-oTAenexue
C AMarHo3om:
«Mannnnomatos roptaHm»

Puc. 5. MNaymeHT A.: XxpOHONOrMa Te4eHnss 601e3HHU, KtoveBble COObITHUS

1rop 3 mec

MNepeBeaeH B JOPUT
A5 NTPOBEAEHUst OCHOBHOI0O
Kypca neyeHus

2ropa 1 mec

lMpumeyarHne. KT — KoMnbloTepHas Tomorpadus; JIOP-otaeneHne — oTopuHonapuHronornyeckoe otaenexve; JOPUT — getckoe

oTAeNneHne peaHMMaLun U UHTEHCUBHOM Tepanuu.
Fig. 5. Patient A.: chronology of the course of the disease, key events

Note. CT (KT) — computed tomography; ENT-department (JIOP-otaenenue) — otorhinolaryngology department; CICU (AOPWUT) — children’s

intensive care unit.



BEN0 K PasBUTUIO FEHEpanuM30BaHHOro Ty6epKyne3Horo
npouecca C Mopa)eHWem ropTaHu. Y4uTbiBas XapakTep-
HblM Ana TyGepKyne3a ANUTENbHbIM NaTeHTHbIK Nepuoa,
BeAYLWMMHN KIMHUYECKMMM NposiBAEeHUAMU 3abosieBaHums
Obl/I CTEHO3 rOPTaHM C XPOHUYECKUM NapuHrnTom. Ha npo-
TSXKEHUM 1-r0 rofa XU3HU PeBGEeHOK pPeryaspHo npoxoaun
neyeHue B UHOEKLMOHHOM OTAENIEHNUN FTOPOACKOM 60NbHULLbI
C COXpaHEeHWEeM OCWMMNOCTM rojsioca M MPOrpeccupoBaHm-
eM [blXxaTelbHOM HeaoCTaTOYHOCTU. HecmoTpsa Ha Hanu-
yne Ty6epKyne3Horo KoHtakta, KT opraHoB rpyaHow Knet-
KW, MO3BONMBLIAA 3anofo3puTb Ty6epKynes nerkux, obiia
BNepBble NpoBefjeHa AulWb B Bo3pacte 1 roga 3 mec,
YTO CBMAETENLCTBYET O MO34HEM BbISIBIEHUMMN 3a60neBaHus.

3AK/IIOYEHHME

Pe6eHOK, pOoXKAEHHbIM OT OO0/bHOW aKTUBHbIM TyOGEpKY-
ne3oM mMatepu ¢ 6aKTepuoBblAeNeHNEM, JOMIKEH ObiTb U30-
IMPOBaH OT Hee Ha CPOK He MeHee 2 mMec ans Gopmuposa-
HMS MMMyHUTETa MNOCne BaKUMHauuuM NpoTvB TybGepKynesa
W nony4yaTb NPEBEHTUBHOE NeYeHne, HanpaBieHHoe Ha Npo-
dnnaKkTUKy pasBuTUsa MHOEKLMOHHOMO npouecca. B gaHHOM
K/IMHWYECKOM cnyyYae pebeHOoK ANUTeNbHOE BPEMS Haxo4u-
CA B KOHTaKTE C WCTOYHWKOM Tyb6epKyne3How WHOEKUMH,
YTO B KOHEYHOM CYeTe MPUBENO K Pa3BUTHIO 3ab6oNeBaHus.
[etn n3 61M3KoPOACTBEHHOMO 6aLMANAPHOrO KOHTaKTa OTHO-
CATCA K rpynne ocoboro pucka n Tpebytot 6onee TwaTtebHOro
HabNo4eHNA U NPOBEAEHNS AMArHOCTUYECKUX UCCNIEeA0BaHNUM.

WHOOPMUPOBAHHOE COIJIACUE

OT maTepu pebeHKa 6b1/10 NoAy4eHO MHPOPMUPOBAHHOE
[06poBObHOE cornacue. JaHHble nauneHTa o6e3anyeHsi.

INFORMED CONSENT

Informed voluntary consent was obtained from the
child’s mother. The patient’s data is anonymized.

BbIPAXXEHUE NPU3HATE/IbHOCTH

ABTOpbI BbIpayKaloT NPMU3HATENbHOCTb KOMIEKTUBY Neya-
wmx Bpadven T/IMO N'BY3 MHIL, 60pb6bi ¢ Ty6epKyne3om A3M.
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KNuHU4YeCcKuUun cnyyau
reMmopparv4ecKoro BacKyaura
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060cHOBaHMe. [eMopPParniyecKuit BacKyaMT, OTHOCSALLMICS K AepMasibHbIM BacKyauTam 1 NposiBASIOUMACS Hecneymnou-
YECKMUM BOCMaNeHNeM CTEHOK KPOBEHOCHbIX COCYA0B Pa3HOro Kaanbpa B pe3y/bTate OT/I0MEeHNS MMMYHHbIX KOMITIEKCOB
B NepUBACKY/NSPHON TKaHMW, SBASETCS Haubosnee PacrpoCTPaHEHHbIM CUCTEMHbIM BAaCKY/JIMTOM B [ETCKOM BO3pacTe.
OnuncaHne KNMHUYecKoro cayydas. [lpe/icTaBiaeH KIMHUYECKMI cayYai (y Manbynka 13 n1eT) pa3BuThs reMopparnyeckoro
BaCKy/nMTa ¢ 1a60pPaToPHO HE YyCTaHOBIEHHOM 3TUOJIOrMEN, OTCYTCTBUEM KIACCUYECKOro Pas3BuTHUs HadYana 3a60/1eBaHus
W aHamHe3a, XapaKTepPHOro A5 AaHHOM natoaoruy. 3akmodeHmne. OCO6EHHOCTLIO NPEACTaBIEHHOIr0 KIMHUYECKOro CI1y-
yasi ABIAETCS HETUIMMYHOE MPOSIBIEHNE KOXHOI0 CUHAPOMA B 1e6loTe 3a60/1eBaHus, YTO MOAYEPKUBAET BaXHOCTb CBOEB-
PEMEHHO IMarHOCTUKU reMoppParnyecKoro BacKyamTa.

KnioyeBble cioBa: 1eTH, reMopparniyecKuil BacKyuT, Chiflb, nyprypa

AnaumtnpoBanns: bypnan [1.A., babko A.10., KgaHoBckasa H.®., [puropsiH 3.C., Hevaea A.C., lopaeeBa 0.b., [lo6poToK A.B.
KnnMHWYecKni cnyvya reMopparMyecKoro BacKyimTa ¢ HETUNMYHbIM HavYanoM 3aboneBaHus. legnatpuydecKkas papmako-
norus. 2025;22(2):194-197. doi: https://doi.org/10.15690/pf.v22i2.2877

BBE[AEHUE

Backynut, accouuuMpoBaHHbIn ¢ IgA, paHee u3BecCT-
HbI KaK nypnypa LWéHnenHa — leHoxa, — 3TO CJIOXKHbIN
MMMYHOOMOCPEAOBAHHbIA BaCKY/INUT, XapaKTepU3yoLnics
nopaKeHMeM MeNKUX KPOBEHOCHbIX COCYA0B B Pa3NUYHbIX
cuctemax opraHoB. BacKynuTt, accoummpoBaHHbIn C IgA,
B NepBYyl0 o4yepeab, NopaxaeT MefKue cocyabl CycTaBoB,
NOYeK, KeNyao4HO-KMILEYHOro TpaKTa, KOXK, a B PeAKMX
Cnyyasax — LEeHTpaNbHYl0 HEPBHYID CUCTEMY W flerkue.
B pesynbrate y nauMeHTOB 4acTo HabnwaaloTcs pasnuy-
Hble KJIMHWYECKME MPOSIBAEHMS, B TOM YUCNE KENYAOUHO-
KWLWeYHble paccTpowncTBa, BMAMMAs nypnypa, apTpanruu
M nopakeHue noyek [1-4].

Mypnypa LWWéHneiHa — leHoxa Ha3BaHa B YeCTb HEMEL-
Koro Bpaya MoraHHa LLUE€HnenHa n ero yyeHuka dpyapaa
[eHoxa. LUEHNEeNH 06HapyKMn CBS3b MeX Ay 60/bto B CcycTa-
Bax W Nypnypow, a NeHOoX BbISBU MOPaXKeHUEe XenyLoyHo-
KULWWIEYHOro TpakTa M novyek. Xota nypnypa LUéHnenHa —
[eHoxa Ha3BaHa B 4eCTb YKa3aHHbLIX HEMELKUX Yy4eHblX,
nepBbiM 370 3aboneBaHne B Hadane 1800-x rr. onucan
aHMMMACKMIK Bpay Yunbam XebepaeH. B HacTosiuiee Bpe-
MS NPeanoYTUTENIbHbIM TEPMUHOM sBASeTCs «|gA-BacKynum
M3-3a TEHOEHUMM K MUCMNOJIb30BaAHUIO 3TUONOTMYECKOMN,
a He 3MOHUMMUYEeCKON HOMeHKNaTypbl [5].

Bo Bcem mupe npumepHo 90% cnyvaeB IgA-Backynuta
NpUXoanTCS Ha JeTen B Bo3pacTte oT 3 Ao 15 neT, B cpegHem
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Hemorrhagic Vasculitis with Atypical Onset: Clinical Case

Background. Hemorrhagic vasculitis, related to dermal vasculitis and manifested by non-specific inflammation of blood vessels walls
(of different caliber) due to immune complexes deposition in perivascular tissue, is the most common systemic vasculitis in children.
Clinical case description. Clinical case (in a 13-year-old boy) of hemorrhagic vasculitis with laboratory unknown etiology, with no
classical onset and anamnesis typical for this pathology is presented. Conclusion. The specific feature of the presented clinical
case is atypical manifestation of skin syndrome at the disease onset emphasizing the importance of hemorrhagic vasculitis timely
diagnosis.
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Puc. 1. lMauneHT H.: nanyna ¢ MyTHbIM COAEPKUMbIM Ha nepeaHen
NOBEPXHOCTH GPIOLLHOM CTEHKM (CeHTA6Pb 2024 1.)

Fig. 1. Patient N.: papule with opaque content on the anterior
surface of abdominal wall (September 2024)

Ha 6 NIeT, pexxe BCTpevaeTcs y B3pocnbix. BacKynut, accouu-
MpOBaHHbIN C IgA, aBnseTca Hanbonee pacnpoCTpaHeHHbIM
CUCTEMHbIM BaCKy/IUTOM, U, NO oleHKaMm, B 2019 r. ero pac-
NPOCTPaHEHHOCTb B MUpe cocTaBiana oT 3 4o 27 cnyvyaes
Ha 100 Tbic. [1]. B 2015 1. cpegHun Bo3pacT Havana IgA-
BacCKynuTa y B3pocnbix coctaBnan 50 net, n 3abonesaHune
Yale BCTPeYanoch Y MyX4UMH, HEM Y XKEeHLKH [6].

3TMONOrMsa remopparM4ecKoro BacKyauta B HacTosLee
BpeMS M3y4YeHa He A0 KOoHLa. B ocHOBe matoreHesa nexuT
reHepaaM3oBaHHOE MMMYHOKOMIJIEKCHOE MNOBpeXAeHue
COCYA0B MUKPOUMPKYISTOPHOrO pycna ¢ OT/IOXKEHUEM rpa-
HYNSpHbIX IgA-Aeno3nToB M MNocNeaylolen aKTuBauuen
CUCTEM KOMMJIEMEHTA, reMocTasa. IT0 NPUBOAUT K yxyalle-
HWIO PEONIOTMYECKMUX CBOMUCTB KPOBW, B COCYAUCTON CTEHKE
BO3HMKAIOT acenTMyeckoe BocnaneHne, 4eCTPyKLMS, TPOM-
603 MWKPOCOCYAOB M pa3pbiB KanuanspoB, 4YTO COMPOBO-
¥OaeTcs remopparmyecknum cuHapomom [5, 7-91.

KJAUHUYECKHUHA NPUMEP

O naumeHTe

Manbumk, 13 net, obpaTuaca K neguaTpy no Mecty
UTENbCTBA C }anobaMun Ha BbiCbiNaHUs MaKyno-nanynes-
HOro XapaKTepa Ha Aroauuax, HUXKHUX KOHEYHOCTSX, 60K
B 06/1aCTM NPaBOro roJ€HOCTOMHOro M NPaBoOro JIOKTEBOrO
CYyCTaBOB, a TaKe Ha 60Me3HEeHHbIe OlyLeHNs B 061acT1
rMOTKM W MOBblWeHWe TemnepaTypbl A0 cy6dpebpubHbIX
3Ha4YeHun.

Puc. 2. NauuneHT H.: MaKyno-nanynes3Has Cbifb B 061aCTH Ar0AML,
1 3aHeN NnoBepxHocTH 6eaep (ceHTA6pb 2024 1.)

Fig. 2. Patient N.: maculopapular rash on the buttocks and thighs’
back surfaces (September 2024)

N3 aHamHe3a 3aboneBaHUs M3BECTHO, YTO B Hayane
ceHTabpa 2024 r. pebeHOK nepeHec BUPYCHYD WHPEK-
LMIO HeyCTaHOBJ/IEHHOM 3TMONOMMK, COMPOBOXKAABLUYIOCSH
noBbiWeHWeM TemnepaTypbl A0 GebpUabHbIX 3HAYEHUH,
YMEPEHHbIMW KaTapaibHbiMW CUMOTOMaMu, AucnenTuye-
CKMMK nposiBieHuamMu. Yepeld 3 Hed NOSBUAUCH €AMHMY-
Hble BE3UKYN0-MNanyfe3Hble 3IEMEHTbI C MYyTHbIM COAEPKU-
MbIM C BEHYMKOM rMNepemuun, NoKalnM30BaHHbIE Ha KOXKe
6enep, Ha nepegHen GplOWHON cTeHKe, cybdebpunbHas
TemnepaTtypa (puc. 1). He o6cnepgoBanca. Cnycta 4 aHA
NOSIBUINCL MaKyno-nanyne3dHble 3/eMeHTbl Heremopparu-
4YeCKOro xapakTtepa B o6nacTv 3agHen NoBEepPXHOCTH 6eaep.
KoHcynbTMpoBaH gepmatonoroM. Cneunanmuctom 6bia 3ano-
LO3PEH «KOXHbIN BacKynuT unu napancopuasd?». Lanee
KOHCY/NbTMPOBAH PeBMaTONOroM. [JaHHbIX 3a ayTOMMMYH-
HYI0 MaToNOrMIO BbISIBJEHO He 6bino. Yeped 3 cyT naumeHT
o6paTuiaca K neamatpy c xanobamu Ha 60/b U OTEYHOCTb
Ny4e3ansiCTHbIX, FrOIEHOCTOMHbIX CYyCTaBOB, CTOM, MEPUOAN-
YecCKyto 60/1b B }KMBOTE, 60/1b B MbILILAX BEPXHUX U HUMKHMX
KOHEYHOCTEN, NOSBIEHWE HOBbLIX 3NIEMEHTOB ChiNW Hapsay
C COXPaHSAOWUMUCS NPEXHUMKU BbICbiNAHUSMK, CNabOCTb,
cy6debpunbHyto Temnepatypy, 601b B rope.

dusnkanbHas AUarHocTuKa

Mpn NepBUYHOM OCMOTPE COCTOSIHWE CPEAHEN TAXKECTH,
KOTOpOE conpoBoXAaanocb cy6hebpunbHOM TemMnepaTypon,
nMMmdageHonatMen WenHon rpynnbl, rMnepemMmen HebHbIX
LYXKEK VM 3aHeN CTEHKM MOTKK, OTEYHOCTbIO FOIEHOCTOMHbIX
M Ny4ye3ansicTHbIX CycTaBoB, 60NE€3HEHHOCTbIO NPU Nasb-
nauun Mol KoHeyHocTen. Ocob6oe BHMMaHue obpalian
Ha cebs NaToNorMYyecKM NpPoLecc Ha KOoxe, KOTopblr Obln
npeacTaBieH MHOMECTBEHHbIMU FreMopparnyecknmn ane-
MEHTaMu: MaKyno-nanynesHas cbifb, 6€3 CANAHUSA, eAnHNY-
Hble reMopparnyeckne KOpo4kn B 061acTv aroauu, 3agHemn
NnoBEPXHOCTH Gedep, B 061aCTU roNeHOCTOMHbIX CYCTaBOB
n cTon (puc. 2, 3). OTMeYanochb, YTO NaUMEHT WaAUT NeBYIO
HUXKHIOK KOHEYHOCTb Npu Xoabbe.

Jla6opaTopHoe uccnepoBaHue nayueHTa

B KIMHWYECKOM aHanu3e KPOBMW BbiIBNEH NIEMKOLM-
T03 — 9,11 x 109/n (pedepeHcHblit HTepBan (PU) 4,5—
8 x 109/n), numdountos — 4,01 x 10%/n (PN 0,97-3,33
x 109/n), noBblweHne CO3 — 20 MMm/y (PU 1-10 mMm/4).
B Koarynorpamme o6HapyeHo 3Ha4YMTeNbHOE NOBbIWEHNE
D-opumepa — 2,67 (PN 0-0,5 MKr/mn) u pubpuHoreHa —
5,32 (PN 2—4 r/n). B KNMHWYECKOM aHaNn3e Mo4Yu BbisiBle-
Hbl YMepeHHasa rematypus (3putpountbl 250/MKN) U Npo-
TenHypua (mo 0,3 r/n). MeTogomM NoAMMeEpPa3HOW LenHON

Puc. 3. MNauneHT H.: remopparunyecKkas cbinb Ha 3ajHen
NOBEPXHOCTU ronieHen (ceHTa6pb 2024 r.)

Fig. 3. Patient N.: hemorrhagic rash on the lower legs’ back
surfaces (September 2024)
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Puc. 4. MNauuneHT H.: remopparunyeckas cbifb Ha rofieHax B ctaguu
paspelleHuns (oKkTa6pb 2024 r.)

Fig. 4. Patient N.: resolving hemorrhagic rash on the lower legs
(October 2024)

peaKkumMn (COCKOG M3 POTOMNOTKU U C/toHA) OBHapyKeHa
OHK Bupyca repreca VI Tuna. PeKoMmeHaoBaHa KOHCY/b-
Tauua Bpaya-uHbekunoHucTa. Mo faHHbIM ynbTPa3BYKO-
Boro wuccnegoBaHusa (Y3WN) opraHoB OpIOWHOW MOMOCTH
BbISIBNEHbl NMPU3HAKW HE3HAUYUTENbHOIO YBENUYEHNS pas-
MEpOB CENe3eHKM M MOAKeNyA04YHON Keneabl. 1o pesynb-
TaTam Y3UM noyek AaHHbIX 3@ CTPYKTYPHYIO NaTONOrMUI0 HeT.
Mpn nccnegoBaHUKM rONEHOCTOMHbLIX CYyCTaBOB onpenens-
€TCS He3Ha4yuTeNbHbIM BbINOT B 06/1aCTU rOAE€HOCTOMNHOIO
cycTaBa, LEeNOCTHOCTb KOCTHbIX CTPYKTYpP He HapyleHa.
9xoKkapanorpadusa 6e3 naTonorum.

KnuHunyeckum guarHos

Ha ocHOBaHWKM KNMHUKO-aHaMHeCTUYeCKux, nabopaTop-
HbIX U MHCTPYMEHTabHbIX pe3ynbTaToB 06Cne0BaHUsA Obin
BbICTaB/leH OCHOBHOM AnarHo3s: «D69.0 Annepruyeckas nyp-
nypa (6onesHb LLIEHNENHa — [eHoXa), aKTUBHOCTL |l cTenexu,
cMellaHHasa dopMa (KOXKHbI, CycTaBHOM, aB0OMUHaNbHbIN,
NMOYEeYHbI CUHAPOMbI), CPEeAHEN TAKECTU, OCTPOE TEHEHUEY;
ConyTCTBYOLWMIA aAnarHo3: «BO0.8 [Apyrue popmbl repnetu-
YECKMUX MHDEKLNIN»,

NleyeHue

Bo BpeMs Haxox[eHUs B cTalMoHape NauneHT noay4van
natoreHeTUYeCKylo Tepanuio: aantenapuH HaTpua 4000
aHTM-XA ME 2 pa3sa B CyTKM 7 AHEeN, MeTUNNpeaHU30/10H
750 mr 3 gHa, aunupuaamon 50 mr 3 pasa B CyTKU 7 AHEWN.

[AMHamMuKa 1 ucxopbl

Ha ¢oHe NpoBOAMMOro nevyeHns oTMevanochb ynydue-
HWE COCTOSIHMUA C MONOXKUTENbHON AUHAMUKON — KOXHbIN,
cycTaBHOM, abAOMUHaNbHbIA, MOYEYHbIM CUHAPOMbI KYMK-
poBanuch. [Mpn ocMoTpe B AMHaMKUKe Yyepes 2 Hed y nauu-
€HTa BblIiB/IEHbl €AWHWYHbIE 3N1EMEHTbI Nypnypbl B cTaguu
paspelleHns Ha 6egpax u B 06nacTU rOAEHOCTOMHbIX
cyctaBoB (puc. 4, 5). Co cnoB nauneHTa, oTMe4yaeTcs NosiB-
NeHne eaMHUYHbIX remopparnyecKkmx 3NeMeHToB B obna-
CTW TONIEHOCTOMHbIX CYCTaBOB M CTOM MNpU PU3NYECKOM
Harpyske. B AgMHamMuKe — ynyyweHWe COCTOSHWUS, Kynu-
pOBaHWEe KAWHWYECKOM CUMMNTOMATUKM M HOpManusauus
nabopaTtopHbIXx NoKazaTenen. MauneHT B TeyeHune 2 Hej
NPOAOIKMUA Tepanuio HU3KOMONEKYIAPHbIM renapuHOM
W AMNMpuaamMonom.

Puc. 5. MNauueHT H.: remopparnyecKkas Ccbiflb Ha roneHsx

1 B 0611aCTH rONIEHOCTOMHbIX CYCTaBOB B CTaAUK paspeLlleHns
(oKkT6pb 2024 T1.)

Fig. 5. Patient N.: resolving hemorrhagic rash on the lower legs
and ankle joints (October 2024)

OBCYXAEHHUE

BocnanutesibHble NoparKeHWs COCYLOB KOXW U MOLKOX-
HOW K/eT4YaTKU (aHMMUTbI/BaCKyIUTbl) 3aHUMalOT BarKHoe
MeCTO cpeau LepMaTo30B. IgA-accouMnpOBaHHbIA BacKyIuT
OTHOCMUTCA K MOBEPXHOCTHLIM annepruyecKkum BacKyIuTam
U NPOSABNSAETCA MOPaXEHNEM 3HLOTENINSA COCYLOB HE TOJIbKO
KOXW, HO M BHYTPEHHMX OpraHoB. B agaHHOM cny4ae, BeposT-
HO, MHbEKLMS, Bbi3BaHHaa BupycoMm reprieca VI tuna, aBu-
flacb TPUITEPOM pa3BUTUS remMopparnyeckoro BacKyuTa
[6,10-12]. CnenyeT TaKe y4uTbiBaTb MPOABIEHUA W30/U-
POBaHHOIO KOXHOMO JIEMKOLIUTOKNACTUYECKOTO BacKynuta
6e3 NPU3HaKOB CUCTEMHOI0 BaCKY/IUTA, HTO YC/IOXKHAET NpoBe-
neHne gndodepeHumanbHoOn AnarHoCTUKKU. femopparnyeckui
BaCKY/IUT $BJIS€TCH WMMYHOKOMIIEKCHON Ba3onatuen
U xapaKTepusyetcs NonMMopdU3MOM KIIMHUYECKUX NPOosBIe-
HWI, @ YacTble UHTEPKYPPEHTHbIE 3a60/ieBaHUsA CNoCOOCTBY-
tOT BbICOKOMY PUCKY Pa3BUTUSA JaHHOW naTtonoruu [3—5].

3AKJ/TIOMEHUE

TakuM 06pa30M, AaHHbIA KJIMHUYECKUI CyYyan NoKa3bl-
BaeT BaXXHOCTb:

1) cBOEBPEMEHHON [AMArHOCTUKKM remMopparuyeckoro
BaCKy/MTa, 0COGEHHO C OTCPOYEHHBIMU KOXKHbIMKU NPOABE-
HUAMK B Aeb6toTe 60/1E3HY;

2) MyNbTUAMCLUNAMHAPHOIO Mnoaxofa K AMarHOCTUKe
N IeYEeHUI0 JaHHOW NaToNormnu;

3) KAMHUYECKOW HACTOPOXKEHHOCTHK B npouecce andde-
peHLUMaNbHOM AMArHOCTUKM pPasnnyHbiXx GOpPM BaCKYy/IUTOB
y AeTen.

WHOOPMUPOBAHHOE COIJIACHUE

OT poauTens nawuueHTa noay4eHo NUCbMeHHoe MHbOoP-
MUpPOBaHHOEe [O6POBOJIbLHOE cornacue Ha ny6anKauuio
peaynbTaTtoB ero 06cnef0BaHUSA U IeYEHUS.

INFORMED CONSENT

Patient’s parent has signed informed voluntary consent
on publication of diagnosis and treatment results.
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KPATKUE COOBLUEHUSA

KpatKkue coobLweHus

https://doi.org/10.15690/pf.v22i2.2896 M) Check for updates
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2 [leTckast ropoAckas KnnHuyeckas 6onbHMua N2 1, HukHuit HoBropoga, Poccuiickas degepauns

KNUHUYeCKUHN ciyyan MUTOXOHAPUAJIbBHOMU
MuUonaTtum, acCoLMUpPOBaAHHOM

C HeAoCTaTO4YHOCTbIO hpepMeHTa
TUMUAUMHKUHA3bI-2 Y peObeHKa

nepBoro rola Xu3Hu

ABTOp, OTBETCTBEHHbIA 32 NePenucKy:

LllytkoBa Anna KOpbeBHa, KaHAMAAT MEAULIMHCKUX HayK, AOLEHT, AOLEeHT Kadeapbl rocnuTanbHON neauaTpum

[PUBOMKCKOro MCcCnefoBaTENbCKOr0 MEAULIMHCKOrO YHUBEPCHTETA

Appec: 603024, HuxHuin Hosropog, nn. MuHuHa v Moxapckoro, 4. 10/1, Ten. pa6.: +7 (831) 465-66-72, Ten. Mmo6.: +7 (951) 912-24-38,
e-mail: a_shutkova@mail.ru

0O6ocHoBaHue. MuUToXxoHApnaabHasi MmonaTus, 06yC/0BEHHas MyTauMsMU B reHe, KOAMPYLWeEM MUTOXOHAPMa bHbI
pepMeHT TUMUAMHKUHA3Y-2, pacrnosioeHHoM Ha 16-i xpomocome B Jiokyce 16q21 (ganee TK2-accouumpoBaHHas
MUTOXOHApPHanbHast muonatus, OMIM: #609560), — 3710 peavaiiuas ayToOCOMHO-peLeCCUBHas FreHeTMYeCcKas naTosorus,
XapaKTepusyroujasics HapylleHUeM perinkaLmm MUTOXOHAPHaIbHON 4e30KCMPUBOHYKIeMHOBONU KucioTbl (MTAHK) ¢ pas-
BUTUEM CMEKTPA KIMHMUYECKUX POSBAEHMI, C BEAYLUNM B KIIMHUKE MMONATMYECKUM CUHAPOMOM. BaxHa paHHss AnarHo-
CTMKa 3ab60/1eBaHUsi BBMAY HaINYUsi MaTOreHEeTUYECKOro e4eHuns: gotaumm crneymann3npoBaHHbIX MPOAYKTOB NUTaHMS,
cofepKalunx Je30KCMHYK1e03nabl. OnncaHue KIMHMYECKOro ciy4vas. B ctatbe npeacraB/ieHa KIMHMYECKas KapTuHa
maaaeH4yeckon ¢popmbl TK2-accoumMmMpoBaHHON MUTOXOHAPMAbHOM MuonaTumn y AeBoYyku M., 7,5 mec, HabawoaatoLencs
B 'bY3 HO «/[leTckas ropoacKas KnnHndeckas 6oabHnua N2 1» r. HuxxkHero HoBropoga. Pe6eHoOK OT TpeTbel 6epeMeHHOCTH,
BTOPbIX AOMALIHUX POAOB. [0 2 Mec MeANLUMHCKMMHM crielnanncTamm JeBoYKa He Haboganack. [Jo 5 mec ncuxomotopHoe
pa3BuTHE COOTBETCTBOBAJIO BO3PAaCTHbIM HopMaTnBaMm. 3abosieBaHme 4e6i0TMPOBasio ¢ 5 Mec ¢ HapylueHUI BCKapM/nBa-
HuMs, noTepu B Macce Tena, GopMmMpoBaHM1sl MbILLEYHOM c1aboCTH, NOTEPHU BO3PACTHbIX HaBbIKOB. layneHTKa rocnutanim-
3upoBaHa B BO3pacTe 7,5 Mec B TAKEeJIOM COCTOSIHUN: agnHamus, apedaeKcus, aToHus, optaabmonapes, 4aCTU4HbIA NT03,
KAMHUKa 6ynb6apHOro 1 nceshobynbb6apHoro CMHAPOMOB, renarocnieHoMeraiuns, NCMXOMOTOPHbIE HaBblKM OTCYTCTBYIOT.
0O6cnegoBaHme BbISIBMIO BblpaxKeHHbIE NPU3HaKN CUHAPOMa LUMTOAN3a M pabgoMMoIn3a, NPeXoasLyyto runepaakTateMumio,
KapAnOMUONaTHIo, MPM3HaKM aTpoduu Kopbl roJ10BHOro Mo3ara. [narHo3 TK2-accoynmpoBaHHOM MUTOXOHAPHUAIbHOM MUO-
natum noATBEPKAEH MONEKYNSAPHO-reHETUYECKUM MCCe[0BaHUEM: BbiSiB/IEHbI ABE MaToOreHHble MyTauuu B KOMMNayHA-
reTepo3nroTHOM COCTOSIHMM B 9K30Hax 2 n 6 reHa TK2 (c.144_145delGA, p.(Lys50llefsTer99) u ¢.416C>T, p.(Ala139Val)
COOTBETCTBEHHO), aCCOLMMPOBAHHbIE C pa3BUTUEM AaHHOro 3aboneBaHus. MyTauuu BaauampoBaHbl C MOMOLbIO CEK-
BeHupoBaHus no CeHrepy «1puo». B 8 mec pebeHKy Ha3HadyeHa crneumann3mpoBaHHas AneTa C MoBbILLEHHbIM COAep-
KaHnem Ae30KCUHYKNeo3naoB (TMMUAMH, AE30KCULMUTHAMH), Ha (GOHEe KOTOPOK OTMevyeHa cTabuan3aunsi COCTOSHMS.
3akntoyeHmne. OCO6EHHOCTbLIO JaHHOIO KJIMHMYECKOro cayyas sBAseTcs 3anosganas AuarHoctTmka 3aboseBaHns B CBA3U
C N034HUM 06palleHneM poanTenen pebeHKa 3a MeAULIMHCKOM MOMOLLbIO OT MOMeEHTa AebtoTa 3ab60/1eBaHMs, 4TO OTCPO-
YMI0 Ha3HaYeHUe naToreHeTMYecKon Tepanuun. NayneHTKe NnoKalaHo NOXM3HEHHOEe NPUMEeHEeHUe crneunann3npoBaHHomM
Aaunetsl. [IporHo3 npm gaHHOM 3a60/1eBaHMM CEPbESHbIN BBUAY BbICOKON BEPOSATHOCTM Pa3BUTHS AblXaTe/bHbIX HapyLUEHWU.
Heobxoamma HaCTOPOXXEHHOCTb NeAMaTPOB B N1aHe paHHEero BbiIBAEHUS 0p@aHHOM NaTonornm npu Haamdyum cuHapoma
«BSI/IOro pebeHKan.

KnioyeBble cnoBa: JeTU, KIMHMYECKUI ciyqan, reH TK2, TK2-accounmnpoBaHHash MMTOXOHAPMa bHas MMonaTus, MaageH-
yeckasi popma, Tepanms AE30KCUHYKIe03naamm

Ansa ymtupoBanmnsa: Parmmoa C.A., CyxopyydkuH [A.A., WyTtkoBa A.10., Tyw E.B., AubiwmHa E.E., CycnoBa M.A,
Xaneukas 0.B. KnnHuyecknn cnyvyam MUTOXOHAPUANbHOW MMOMaTMW, acCOLMMPOBAHHOW C HEAOCTATO4YHOCTbIO dep-
MEeHTa TUMUAMHKMHA3bI-2 ¥y pebeHKa NepBoro roga XusHwu. lNegunatpnyeckas gapmakonorms. 2025;22(2):198-214.

doi: https://doi.org/10.15690/pf.v22i2.2896

OBOCHOBAHME TUMUAMHKKMHA3bI-2 (TK2). deduunt paHHoro depmeHTa
MuToXxoHApHanbHaa MMUoOMaTus, acCoLMMpPOBaH- NPMBOANT K HapylleHWto 06pa30BaHUA MUTOXOHAPUASb-
Has ¢ MyTauusiMKM reHa TUMWAWMHKUMHa3bI-2 (oanee TK2- HOW OEe30KCUPUBOHYKNEenHoBoW Kucnotbl (MTAHK) ¢ nocne-
accoumMnpoBaHHass MUTOXoHApuanbHas muonatusa, OMIM: ayouwmm passutrem uctoweHusa MTAHK w/unu geneunn
#609560) — 9TO0 ayTOCOMHO-PELECCMBHOE MOHOrEeHHOoEe MTAHK ¥ MynbTUCUCTEMHBIM MOPaX}EeHWEM OpPraHoB U TKa-

3a6oneBaHue, 06YyCNOBAEHHOE MyTauMsMU B SAEPHOM HEN C BeAyLWMM B KIMHUKE MWOMNATUYECKUM CWUHAPOMOM.
reHome B reHe TK2, Koaupylolwem CcuUHTe3 depMmeHTa TK2-accounnpoBaHHas MWTOXOHAPUWaAbHaaA MuonaTUsa —



3T0 €eJMHCTBEHHOe MWTOXOHApPWanbHoe 3aboneBaHue,
npu KOTOPOM CyLIECTBYET NaToreHeTu4ecKas Tepanus.
MoTeHunanbHaa KypabenbHoCcTb TK2-accounnpoBaHHOM
MUTOXOHAPWaNbHOM MuonaTum obycnoBnnBaeT Heobxoau-
MOCTb 3HaKoOMCTBa NeaMaTpoB C JaHHbIM 3a6oneBaHWEM
N5 CBOEBPEMEHHOI0 BbIiIBieHMS naTonoruu [1-3].

UcTopuyeckas cnpaBKa

[lepBoe ynomuHaHue B HayydHOW nuTepatype o TK2-
acCOLMMPOBAHHON MWUTOXOHAPWANIbHOM MMOMATUKM OTHO-
cutesa K 2001 r., korga B ctatbe A. Saad u coaBT. 6bl/K
npeactaBneHbl 4 pebeHKa W3 pas3HblIX CEMEN, Tpoe
M3 KOTOPbIX OTHOCWIIUCL K apabam-mycylbMaHam, a OAuH
— K eBpesiM-alllkeHasn. Y Bcex nauueHToB 3ab6oneBaHue
nebTMpoBano B Bo3pacTte OT 6 40 36 MeC U3HU U NPOSB-
NIAN0Chb TAXKENbIM MPOrpeccupyoLiMM MMONaTUYECKUM CHUH-
[IPOMOM C NOCAeAYLNM Pa3BUTUEM aguHAMKK, NPU 3TOM
B MaTO/IONMYECKUIM Npouecc He GbliM BOBJIEYEHDI Apyrue
opraHbl n cuctemsbl [4, 5]. JlabopaTopHO AaHHasA KAUMHUKA
COMpoBOXAanacb MNOBblWEHMEM KpeaTUHPOCHOKUHA3DI
(KPK) B 6-13 pa3 OTHOCUTENbHO HOPMbl U HOPMasbHbIM
WNW cnerka noBbllEHHbIM YPOBHEM NaKTata Kposu. [iBoe
nauMeHToB norn6nam B Bo3pacte 1,5 n 4 net npum Hapac-
TaHMM CUMNTOMOB [JbIXaTe/bHOW HEJOCTAaTOYHOCTH, a IBYM
neTam notpeboBanacb UCKYCCTBEHHAA BEHTUNALMSA NETKUX
B BO3pacTe 3 neT. B MbllEeYHOM TKaHW y NnaumeHToB 6bi10
06HapYXeHO CHWKeHne depMeHTaTMBHOW aKTUBHOCTH |,
I, IV 1 V KOMNNEKCOB AblXxaTeNbHOW LENU MUTOXOHAPWUH,
Koanpyembix MTAHK. Y 60/bHbIX OTCYTCTBOBaAM MyTaLWu

B MWTOXOHAPMWANbLHOM FeHome, HO Gbln HalAEeHbl FrOMO-
3UrOTHbIE MyTalUMK B S1EPHOM FEHOME B reHe, KoaAupyto-
uem cuHTes pepmeHTa TK2. AKTUBHOCTb 3TOro GepMeHTa
y NauMeHTOB 6blfla Pe3Ko CHUKeHa (A0 14-45%) oTHOCH-
TeNbHO ero cpeiHero ypoBHS y 340POBbIX 1t01eN KOHTPO/b-
HOW rpynnbl [4].

B nocnegywoume rogbl NpoBOAWIMCH MCCNELOBaHMS,
nocesillleHHble TK2-accoumnpoBaHHOM Muonatuun. bbinun
npoaHann3MpoBaHbl CTPYKTYpa M GYHKUMM MWUTOXOHIPW-
anbHoro ¢epmeHTa TK2, ero ponb B pOPMMUPOBAHUU CUH-
apoma uctowenns MTAHK. Bbinv onucaHbl HOBble Chy-
yau TK2-accoumMmpoBaHHOW MUTOXOHAPWANbHOM MUOMaTUK
C pas3nuyHbiM BpemeHeM [febtoTa 3a6oneBaHus, onpe-
AeneH crnekTp GEeHOTUMUYECKUX NPOSBAEHUH NaTONOrMUM
y MauueHToB pas3Horo Bo3pacTta [5-7]. B 2019 r. 6bina
ony6nnKkoBaHa paboTa UCNaHCKKUX uccneaoBaTenei ¢ npea-
CTaB/IEHNEM KJIMHUKO-TEHETUYECKNX OCOBGEHHOCTEN Teye-
HMa TK2-accoumMmMpoBaHHOM MUTOXOHAPMANbHOW MUOMNaTUK
€ NO3[IHMM Ha4vanom y 18 nauneHToB U NpoaHaIn3MpPoOBaHbI
[laHHble NMTepaTypbl C ONUCAHWEM MOAOGHbIX KIMHUYECKUX
cnyyaes [8].

B Poccun nepBoe ynoMuHaHWe B MeAWUMHCKOW nuTe-
paType 0 nauueHtax ¢ TK2-accouMMpoBaHHOM MWUTOXOH-
ApuanbHOM muonatven oTHocuTca K 2019 r. [2]. Bbiun
npeacTaB/eHbl KIMHWYECKWE, NabopaTopHble, MONEKYNsap-
HO-TEHETUMYECKME OCOBEHHOCTM TeyeHus 3abonieBaHus,
a Takke audodepeHuUManbHO-AMAarHOCTUYECKUE OTINYNS
3TON MUTOXOHAPUANbHOW NATOIOrMK OT CMIMHANBHON MblLLEY-
Houn aTpodumm (CMA) [2, 6].

Svetlana A. Ragimova?, Danila A. Sukhoruchkin?, Alla Yu. Shutkova?' 2, Elena V. Tush?: 2,
Elena E. Yacishinal’ 2, Marina A. Suslova?l' 2, Olga V. Khaletskayal’ 2

1 Privolzhsky Research Medical University, Nizhny Novgorod, Russian Federation
2 Children’s Municipal Clinical Hospital N2 1, Nizhny Novgorod, Russian Federation

Mitochondrial Myopathy Associated
with Thymidine Kinase-2 Enzyme Deficiency
in a Child of the First Year of Life: Case Report
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Background. Mitochondrial myopathy caused by mutations in the gene encoding the mitochondrial enzyme thymidine kinase-2,
located on chromosome 16 at locus 16q21 (hereinafter TK2-associated mitochondrial myopathy, OMIM: #609560), is a rare
autosomal recessive genetic pathology characterized by impaired replication of mitochondrial deoxyribonucleic acid (mtDNA) with
the development of the range of clinical manifestations, with the leading myopathic syndrome. Early diagnosis of the disease is
important because there is a pathogenetic treatment in the form of the use of specialized foods containing deoxynucleosides.
Case report. The article presents the clinical features of the infantile form of TK2-associated mitochondrial myopathy in a
7.5-month-old girl. This girl M. is being observed at the Children’s Municipal Clinical Hospital N° 1 in Nizhny Novgorod. The child
was born from the fourth pregnancy and the third home birth. The girl was not observed by medical specialists for up to 2 months.
The girl’s psychomotor development corresponded to age standards up to the age of 5 months. The disease debuted at 5 months
of age with breastfeeding disorders, weight loss, muscle weakness, and loss of age-related skills. The patient was hospitalized
at the age of 7.5 months in a severe condition: adynamia, areflexia, atony, ophthalmoparesis, partial ptosis, clinic of bulbar and
pseudobulbar syndromes, hepatosplenomegaly, no psychomotor skills. The examination revealed syndromes such as severe
cytolysis and rhabdomyolysis, transient hyperlactatemia, cardiomyopathy, and signs of cerebral cortex atrophy. The diagnosis of
TK2-associated mitochondrial myopathy was confirmed by a molecular genetic study. Two pathogenic mutations in the compound
heterozygous state were identified in exons 2 and 6 of the TK2 gene (c.144_145delGA, p.(Lys50IllefsTer99) and c¢.416C>T,
p.(Ala139Val), respectively) associated with this disease. The mutations were validated using Sanger “trio” sequencing. The child
was prescribed a specialized diet with a high content of deoxynucleosides (thymidine, deoxycytidine) at the age of 8 months,
against which background the condition stabilization was noted. Conclusion. The delayed disease diagnosis due to the late
parents’ appeal for medical help from the moment of the disease onset with the belated appointment of pathogenetic therapy as
the result, makes this clinical case special. The patient is prescribed lifelong use of a specialized diet. Due to the high probability
of developing respiratory disorders the prognosis for this disease is doubtful. Pediatricians need to be vigilant in early detection
of orphan pathology terms in the presence of “floppy infant syndrome*.

Keywords: children, case report, TK2 gene, TK2-associated mitochondrial myopathy, infantile form, deoxynucleoside therapy

NEANWATPUYECKAA ®APMAKOJIOIUA / 2025 / TOM 22 / N2 2

For citation: Ragimova Svetlana A., Sukhoruchkin Danila A., Shutkova Alla Yu., Tush Elena V., Yacishina Elena E., Suslova
Marina A., Khaletskaya Olga V. Mitochondrial Myopathy Associated with Thymidine Kinase-2 Enzyme Deficiency in a Child of
the First Year of Life: Case Report. Pediatricheskaya farmakologiya — Pediatric pharmacology. 2025;22(2):198-214. (In Russ).
doi: https://doi.org/10.15690/pf.v22i2.2896



g SHORT REPORTS

KPATKUE COOBLUEHUA

Anuagemuonorua

TK2-accoumnpoBaHHass MUTOXOHAPUaNbHas MuonaTus
ABNAETCS peaKkum 3ab6oneBaHWemM — TOYHas pacrnpocTpa-
HEHHOCTb B Mupe U B Poccumn HemsBecTHa. Bcero B mupe
onucaHo okono 120-150 cny4yaeB gaHHOM natonoruu [2, 5].
B Poccun, no ceepgeHnam PrBHY «Megunko-reHeTMyecKkuni
Hay4HbIW LeHTp (MIMHL) nm. akaa. H.MN. boykoBa» Ha 2024 T,
M3BECTHO 06 11 HEPOACTBEHHLIX CEMbSX, B KOTOPbIX €CTb
nauueHTbl ¢ TK2-accouMMpOBaHHOM MMUTOXOHApPWATbHOM
MWOMNAaTMEN, a BCErO B HalllEW CTPaHe HacYUTbIBAETCs OKO0
20 60nbHbIX ¢ gaHHOW naTtonormen [2]. OgHako aHanmn3 6a3
[JaHHbIX Pe3ynbTaToB MO/HO3K30MHOIO0 CEKBEHMPOBaHUSA
150 nauMeHToB C HENPOMbIWEYHLIMW, HEBPOOrMYECKH-
MW 3a60/IEBAHNSIMM U MATONOrMEN CKeneTa, NPOBEAEHHbIN
B 2024 r. B ®IrBHY «MI'HL, um. akaa. H.MN. BoykoBa», BbIf-
BMN 9 reTepo3nroTHblX HOCUTENEW NAaTOreHHbIX U BeponT-
HO-NaTOreHHbIX MyTauui B reHe TK2, a pacyeTHasa YactoTa
3aboneBaHus coctaBuna 1: 563 900 [2]. Paa uccnenosate-
Ne CKNOHSIOTCS K TOMY, YTO MCTMHHAs YacToTa BCTpeYyaemo-
cTn TK2-accoummpoBaHHOM MWTOXOHAPMANbHOM MUOMaTUM
ocTaeTcsl HeJOOLLEHEHHON, TaK KaK ntoau ¢ AebtoToM 3ab0-
fleBaHns B NoJPOCTKOBOM M B3POC/IOM BO3pacTe, KaK npa-
BWJ10, UMEIOT 6o/1ee nnerkoe TeyeHne 3aboneBaHus, U JaHHas
naTosorns MoxeT O6biTb HE AnarHocTupoBaHa [5]. CTpagatb
3TOM 60/1€3HbI0 MOTYT JIOAM NOO6OM HAaLMOHaNbHOCTH [7].

dtMonorus M  nartoreHes. Pazgutne TK2-
accoLUMMPOBaAHHOW MUTOXOHAPUANbHOW MUONatum 06ycnoB-
NIeHO MyTauuaMK B SAEPHOM reHe TUMUAMHKMHA3bI-2 (FreH
TK2), pacnonoxeHHoM Ha 16- xpoMmocoMe B NloKyce 16921
[2, 9, 10]. TeH TK2 cocTtouT 13 10 3k30HOB 1 42 410 nap
HYK/IEOTUAHbIX OCHOBaHMWMW. [laToreHHble MyTauuu MOryT
6bITb HanMAeHbl B Nt060M 13 3TMx 10 3K30HOB, HO Yalwe —
B 9K30Hax 5 1 8. HacnepgosaHue 3aboneBaHns — ayTOCOM-
Ho-peueccuBHoOe [2, 3, 7]. K HacTosAweMy MOMEHTY OnucaHbl
6onee 70 matoreHHbIX MyTauumn reHa TK2, accoummpoBaH-
HbIX C pa3BUTUEM paccMmaTpmMBaeMon natonorum. Hanbonee
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4acTo 3TO MUCCEHC-MyTaLWW, pexe — Aeneluun, BCTaBKM,
npMBOASLWME K HapyWeEHUIO PaMKKU CYMTbIBAHWUS, HOHCEHC-
MyTaLWKU UK HapyLeHns cnaancuira [2].

[aHHbIN reH KoanpyeT cuHTe3 pepmeHTa TK2, Heobxoau-
MOro Ans HopmasnbHOW pennunkauun MTAHK. 3TO0T depmeHT
docdopunmpyet npespalleHne HyKNeOo3nLOB [LEe30KCUTU-
MuauHa (dThd) n gesokcnumtuamHa (dCtd) B 4€30KCUTUMMU-
anHMoHodocdaT (dTMP) u gesokcuumTnagmHmoHodocodaTt
(dCMP) cooTBeTCTBEHHO. [TonyyYeHHble 1e30KCUHYKNEe03una-
MoHodocdaTtel (ANMP) pganee nocneposatesibHO ¢ocdo-
puaMpyloTcs 40 06pa3oBaHUs AEe30KCUHYKIE03naTpudoc-
daTtoB (dNTP), KoTOpble 3aTem BcTpauBatoTcs B MTAHK.
MpKU CHUXKEHUM aKTUBHOCTU MK OTCYTCTBMU depmeHTa TK2
npouecc GocPopuanpoBaHna HYKEO3NLOB HapyllaeTcs,
4yTo NpuBOAMT K pedektam pennukaumm MTAHK B Buae
PE3KOro YMeHbLUEHNS ee KOnYecTBa B MUTOXOHAPUSAX (CUH-
npom uctouwexnna MTAHK) n/unn dopmmpoBaHMa OWKNBOK
penanKkauum (MHoxecTBeHHble aeneunn mTAHK) [2, 3, B].

MHTepecHo, 4TO ANs MauMeHToB C paHHMM [ebloToMm
3a60n1eBaHMA Ha MNepBOM roAy MWU3HWM W Bonee Taxe-
NbIM TeYeHWeM XapaKTepeH CUMHAPOM ucToweHns MTOHK,
a npv no3gHem geb6loTe B NOAPOCTKOBOM M B3POC/IOM BO3-
pacTey nauMeHToB ¢ 6051ee «MArkum» GeHOTUNOM Yalle ana-
rFHOCTUPYIOTCSH MHOXeCTBeHHble aeneunn MTAHK [8, 9, 11].
Pesynbtratom gedekra pennukaumm MTOHK aBnsetca Hapy-
WweHne paboTbl AblXaTeNbHON Lenn MUTOXOHAPUI U CUHTE3a
3HEpPrun B KNETKe C nocheaylowen aerpagaunent TKaHewn
OopraHoB-MuLIeHeN (puc. 1).

KnunHuyeckue nposiBieHus

depmeHT TK2 npucyTcTBYET BO BCEX TKAHAX OpraHmM3ma,
HO Hanbonee pK1e n3aMmeHeHus npu TK2-accounnpoBaHHON
MUTOXOHAPMANbHOM MMONaTUM NPOMUCXOAAT B MOMEPEYHO-
nosocaton MyckynaType ¢ opmMmuMpoBaHNUeEM MUONaTUHECKO-
ro cuHapoma [1, 11, 12]. B MeHblueln cTeNeHn B naTonorunye-
CKMI npoLecc MOryT BOBeKaTbCA APYrue TKaHU U opraHbl,
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Puc. 1. MNaTtoreHes3 TK2-accounMmpoBaHHOM MUTOXOHAPHUANTBHON MUOMATUK

Mpumevarnne. MTAHK — mutoxoHapuanbHasa AHK; dThd — ge3okcutumunant; dCtd — gesokenuntnamy; dTMP —
ne3oKkcutummanHMmoHodocodat; dCMP — gesokcunumntnanHmoHodocdat; dTDP — gesokeutumuanHandocodar; dCDP —
nesokeuuntuanHandocodart; dTTP — aesokecutummanHtpudocdat; dCTP — aesokenuntuamHtpudocdart; TK2 — TMMUAMHKUMHA3a-2;
NMPK — HykneotngmoHodocdaTkmHasza; NDPK — HykneotuaandocbhatknHasa.

Fig. 1. Pathogenesis of TK2-associated mitochondrial myopathy

Note. mtDNA (MTAHK) — mitochondrial deoxyribonucleic acid; dThd — deoxythymidine; dCtd — deoxycytidine; dTMP — deoxythymidine
monophosphate; dCMP — deoxycytidine monophosphate; dTDP — thymidine diphosphate; dCDP — 2°-Deoxycytidine 5’-diphosphate
sodium salt; dTTP — deoxythymidine triphosphate, dCTP — deoxycytidine triphosphate; TK2 — thymidine kinase-2; NMPK — nucleotide

monophosphate kinase; NDPK — nucleotide diphosphate kinase.



TaKune KaK HepBHas cuctema, cepfLe, nevyeHb, Novku. Jebiot
3a60/1eBaHNsA MOXKeET 6blTb B 11060M BO3pacTe — OT NepBbIX
MecsILEeB XM3HW 10 B3pOcnoro Bo3pacTta [5, 12].

C yyeToM BpemeHu aebloTa Bbiaensitor 3 dopmbl TK2-
acCoLMMPOBAHHOM MUTOXOHAPUANbHON MUONaTUN: MNageH-
YeCKYI0 (MHOaHTUNbHYIO), AETCKYIO (OBEHW/IbHYIO), B3POCNYIO
[1-3, 6, 11-13]. OaMHaKOBO YacTo BCTPeYanTCa MaageHye-
CKasl n getckas opmbl 60ne3HU. Ha KaxKaylo M3 HUX Npu-
xoanTesa no 40-43% oT Bcex nauneHToB. Bapocnasa dopma
cunTaetcs 6onee peakon u amarHocTupyetca B 14-19%
clyyaeB gaHHoOM naTonoruun [6-8, 12].

MnageHyeckaa dopma xapakTepuadyetcsa MaHudecTa-
UMeNn KIAMHWKWM Ha NepBOM oAy XM3HU W ObICTPbIM MpPO-
rpeccuMpoBaHneM cMMNTOMOB. [epBbiMK NpU3HaKamm 3a6o-
NeBaHus ABNAIOTCSA Kanobbl Ha CpbirMBaHWe, TPYAHOCTH
BCKapM/IMBaHMA, OTKa3 OT eAbl, NOTEPIO B Macce Tena, 9Bns-
lowmecsa cnegcrtemem GOpPMUPYIOLLErOCH MUOMATUHECKOro
cvHapoMa. B ganbHenweM cTaHOBATCA 3aMeTHbIMUM Hapac-
Talwasa MblleyHas TMNOTOHWUS, CHUXKEeHWe obbema CMoH-
TaHHOW ABWUraTeNlbHOM aKTUBHOCTH, YTHETEHUE CYXOXMUIIbHbIX
pedneKkcoB, NOTePs MMEIOLLMXCA BO3PACTHbIX ABUraTeNbHbIX
HaBblKOB. 10 Mepe nporpeccupoBaHus 601e3HM pa3BuBa-
I0TCS TMNOMUMUS, NTO3, OPpTanbMonapes, HapyLlweHue rnoTa-
HUS U GoHauMK (THycaBbl OTTEHOK ronoca, c/labbli KPUK).
Ha nosgHux ctaguax Ha ¢GOHe BblpaXKEHHOM MbllUEeYHOH
cna6octn GopmupytoTca aguHamus, apednekcus, nporpec-
CUPYIOT KMHKMKa Oynb6apHOro cuMHApoMma, Tsxenas Hepo-
CTATOYHOCTb HYTPUTUBHOTO cTaTyca, cnaboCTb AbIXxaTeNbHOM
MYCKynaTtypbl. Takue Aetu ObiCTPO npuobpeTalT naniu-
aTMBHbIM CcTaTyC W TPeOBYIOT MOCTOSIHHOM pPecnuMpaTopHOm
noaaepKu. JleTanbHbl UCX04 HAcTynaeT Yepesd HECKOJIbKO
MecsueB OT aeblota 3aboneBaHus Ha GoHe AblxaTenbHOoMn
HepgocTaTtoyHocTH [1, 2, 7]. YKasbiBaeTcs, 4YTO MeauaHa
BbI)KMBAEMOCTU NpPW MAageH4Yeckon dopme cocTaBnser
ot 1 no 2 net[3, 12].

Hapsay ¢ KIMHWKOM MMonaTMYeCcKoro CMHAPOMa Npu Maa-
aeH4yeckon dopMe 3ab60oneBaHns B HETBEPTU CllyHaeB MOXKeET
pPasBMUTbCA MOparKeHWe LEeHTpaibHOM HEPBHOM CUCTEMbI
B BMAE 3MUNENTUYECKMX NPUCTYNOB, 3a4EPKKM Ncuxopeye-
BOro pa3BUTKS, HEMPOCEHCOPHON Tyroyxoctu [1, 3]. bonee
peaKUM HEBPOSIOrMYECKUM HapyLeHWeM MOXKET BbiTb MOn-
Henponatus [12]. OKono TpeTn 60MbHbIX MOTYT UMETb Kap-
AMOMMONaTUIO, HapylleHne putMa cepgua, HedbponaTtuio,
renatoMerasnuio, Ne4eHoYHyl0 HeJoCTaToO4YHOCTb. B peakux
cny4yasax y nauMeHToB 06HapYKMBAKOTCS TaKKe MOPOKK pas-
BUTWA LLeHTPaNbHOM HEPBHOM CUCTEMbI, TAKME KaK JIMCCIH-
uedanusa, Mukpouedanus [1, 3, 12].

Hetckaa ¢opma TK2-accoumMMpoBaHHOM MUTOXOHAPMW-
anbHOM MMoNaTUM xapakTepusyetca Aeb6ioTom ¢ 1 roga
0o 12 net v otAan4aeTca oT MaaeHYeckon GopMbl MeHbLIEN
CKOPOCTbIO HapacTaHWs CUMNTOMOB. MblweyHas cnabocTb
pasBMBaeTCs NPeMMyLecTBEHHO B aKcuanbHOW MyCKyna-
TYp€e W NPOKCMManbHbIX OTAeNax KoOHe4YyHocTeN. TUNMUYHBIMM
npU3HaKamu TaKkKe ABASIOTCA HapyHas odTanbMonierus,
6ynbbapHbIN CUHAPOM, Aucdarus, noparkKeHune abixaTebHOM
MycKynaTypbl [1, 3, 5]. B HeKOTopbIX Ciyyasx pa3BuBa-
I0TCS1 KOTHUTUBHBIN AeduumnT, cyaoporu, nepudepunyeckas
NoJIMHENPONaTUs, CHUXEHWE Cnyxa, Nepenombl KocTen [3,
6, 12]. ny6okas uHBanuMan3auusa n HEBO3MOXKHOCTb Nnepe-
asuratbcs GOpMUPYIOTCH Y NaLMEHTOB C AETCKOM GOpMONn
3ab6oneBaHuns B TeyeHne 10 neT oT MOMeHTa gebioTa CuM-
nTomos [13].

Ona B3pocnon dopmbl TK2-accoUMMPOBAHHON MUTO-
XOHAPHUaNbHOW MUONATUM XapaKTEPHO MOSBAEHUE KIIMHUKK
B O4€Hb LUMPOKOM BO3PaCcTHOM Anana3oHe — ¢ 12 o 72 net
[5, 8, 12] co cpeaHum BpeMeHeMm faebiota okono 30 net
[1, 3]. 9Ta dopma 3a6oneBaHus cinTaeTcs Hanbonee 6naro-

NPUATHOM, TaK Kak cNnabocCTb B MbllLaX Anua, Wen 1 NpoK-
CMManbHbIX OTAENax KOHEYHOCTEN pa3BMBaAETCA MeANEHHO.
TeM He MeHee, Mopa)KeHue [AblxaTeNbHOW MyCKynaTypbl
dopmupyeTcs b6bicTpee U MOXKeT ObiTb 6osiee TaKenbiM
N0 CPaBHEHMIO C MOPaXKeEHNEM MbILUL, KOHEYHOCTEN, YTO CMO-
CO6GCTBYET Pa3BUTUIO PECTPUKTMBHbLIX HapyWeHWUN Nerkux
N HEO6XOAMMOCTU NMPUMEHEHUS UX HEMHBA3MBHOW BEHTU-
naumm [3]. Y nATon YacTu naumMeHToB B xo4e 3aboneBaHus
dopmupytoTca 06e34BUKEHHOCTb U HapyLEHWe NoTaHUs.
Taxkenas gucdarus aBaseTCa NOKas3aHUEM AN NOCTaHOBKM
racTpoCTOMbl Yy TaKMX 60MbHbIX. YacTblMM U B HEKOTOPbIX
cnyyasax eavHCTBEHHbIMU MPOSIBNEHUSMKU GONE3HU MOTyT
OblTb MTO3 M XPOHMYECKas Mporpeccupyowas HapyxHas
odTanbmonnerns. Peaknmm npnusHakamu B3pocnon Gopmel
CYMTalOTCH CEHCOPHAsa aKkCcoHabHas NoANHeNponaTus, Hen-
poceHcopHas TYroyxocTb M Kapanomuonatua [3, 5, 8, 13].
Mpn no6on dopMe XapaKTepPHbl 4YacTble pecrnupaTopHble
nHbeKumnm [1].

Heo6xoauMMO MNOAYEPKHYTb, 4TO MO Mepe HaKonne-
HUS Hay4HbIX AaHHbIXx O TK2-accouMMpPOBaAHHOW MWTO-
XOHApWanbHOW MMONaTMKM UcCcnefoBaTenn YyKasbiBaloT
Ha TO, YTO HE CYyWEeCTBYET CTPOroM 3aBUCMMOCTU MeXKAy
BpemeHeM aebiota 3ab6oneBaHUs U TAKECTbIO CUMITOMaTH-
Kn. OnucbiBatloTCs «<Msrkme» dopmbl TK2-accounnpoBaHHoOM
MWTOXOHAPUANbHOM MUOMATUM Yy MaUMEHTOB C PaHHUM
4e6l0TOM U, HanpoTMB, TAXKEeNoe TeYeHne C 6bICTPbIM NpPo-
rpeccMpoBaHneEM CUMNTOMOB U MOJIMOPraHHOCTbIO Nopaxe-
HUS — Yy B0JIbHbIX C 4€6I0TOM BO B3pOC/I0OM Bo3pacTe [14].

MeToAbl AMAarHOCTUKKN

JTabopaTopHbIM MNPU3HAKOM pa3pylweHns MWOLMTOB
npu TK2-accounnpoBaHHOW MMUTOXOHAPWANbHOWM MWoNa-
TUK 9BASeTCs noBblilleHne ypoBHS obwen KPK — o6bl4HO
6onee 4yem B 5 pa3 oT Hopmbl [1] (vam > 1000 Ea/n) [3],
a npy BOBNEYEHMM B NATONOMMYECKUM MPOLLECC MbIWLbl
cepaua — noBblweHne cepaedHon dpakumnn KOK (KPK-MB).
Hapsay ¢ aTum pabLoMnUONn3 CONPOBOXAAETCA TaKKe NOBbI-
lWeHneM naktataernagporeHasol (JIA), a B Taxenbix crny4a-
AX — MWOrNo6uHypuen. M’mbenb KIEeTOK opraHOB-MULIEHEN
nposiBnsieTcs nabopaTtopHbIM CUHAPOMOM LMTONN3a B BUae
yBenu4yeHus acnaptaTaMmmHoTpaHcdepasbl (ACT), anaHu-
HamuHoTpaHcdepasbl (ANT), NI4T MNMpu3HakoM HapylweHus
KNEeTOYHOro o6MeHa TaKXe SBASEeTCS NOBbIWEHWE NaKTaTa
CbIBOPOTKM KPOBM B COYETaHMMU C aumnao3om. Jlaktataumaos
MOXET BbIABNATbCA He y Bcex 60nbHbIX. Hanbonee Bbipa-
KEHHble OTK/OHEHWS [aHHbIX NoKal3aTtenew oTMevaloTcs
npu MNageH4YeCKomn U AeTCKon dopmMax U MOTyT 6bITb HE3HA-
YUTENbHBIMU UKW AaXKe OTCYTCTBOBATL NPU B3pocon dopme
3a6oneBanua [1, 3, 7, 11]. MNpy MnageHYecKon U OeTCKoMn
dopmax MOXKeT perncTtpupoBaTbCs MOBblLEHWE OUAMPY-
6uHa 1 weno4vyHon docdaTasbl (LLIP) Kak pesynbrar nopa-
eHus renatoumToB [3]. Tem He MeHee, aBTOPbI OTMEYaloT,
4YTO HOpMasbHble 3HayeHnsa KPK He ucKaoyaloT Hanuyus
TK2-accounnpoBaHHOM MUTOXOHApPWaAnbHOM muonatumn [3],
a noBbllweHne KOK n naktata B CbIBOPOTKE He ABASIOTCSH
NaToOrHOMOHMYHbBIMU TONBLKO ANS JaHHOro 3abonesaHus [2].

lMcTonornyeckoe wuccnegoBaHne O6GMONTATOB  MbIWL,
npu TK2-accoumnpoBaHHOW MUTOXOHAPWANbHOWM MWoNa-
TUW, KaK M Npu APYyrux MWUTOXOHAPUWANbHbIX 3aboneBaHu-
AX, BbISIBNSET B MWOLMUTaX CKOMNEHWe nponudepupyomx
MUTOXOHAPWI, 4YTO onpeaensetca Kak GeHOMEH «pBaHblX
KpPacCHbIX BOJIOKOH», U/WIXM BOMOKHA C AeDULMTOM LMKIO-
OKcureHasbl-1 [7, 11]. TakXe npu gaHHOM 3aboneBaHuu
XapaKTepPHbIMW U3MEHEHUSIMU B MblLUEYHbIX KNEeTKax aBns-
I0TCS HaKoMNeHMe capKonna3MaTUYeCKUX BaKyonew, Auc-
Tpodusa, HEKPO3, HapyLleHWe CTPYKTYpbl U BapuabenbHble
pasMepbl MbllEYHbIX BOSIOKOH, @ KPOME TOro, pereHepauus
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MUOLIMTOB C TMMNEPIKCMNPECCHUEN HEeOHaTalbHOr0O MWO3M-
a [11]. AucTpodUYEeCKN M3MEHEHHbIE MMWOLMUTbLI nornoda-
0T M 3aMEHSIOTCH KMPOBOW W COEAMHUTENbHON TKaHbIO.
CTeneHb M pacnpocTpaHeHHOCTb aTPObUU MbIWL, MOXHO
OLLEHMTb C NOMOLLbIO MArHUTHO-PE30HaHCHOW Tomorpadum
(MPT) [3, 8].

Ha ynbTpacTpyKTypHOM YpOBHE Npu MaageH4yeckon dop-
Me 3a6oneBaHus B 60MblUeN CTENEHU, YEM MPU OCTasbHbIX
dopmax, obHapyxKuatoTca auddysHas BocnanuTesbHas
peakuus B 3HAOMMU3UU WU MEPUMMU3UN U CHUMKEHWUE KOMU-
yecTBa Konun MTAHK. MNpu getckon n B3pocnon dpopmax
yMeHblUeHne Konnyectsa Konun MTAHK MoXeT coyeTtatbes
C HanM4Ynem MHoXecTBeHHbIX aeneunn MTAHK, a npu B3poc-
non popme 3aboneBaHus geneumn MTAHK B Knetkax npe-
obnapgatot [2, 11, 12]. Y YacT1 NaUMEHTOB BbIABNSETCS CHU-
KEHMEe aKTUBHOCTU OAHOM0 WMAM HECKONIbKUX KOMMNEKCOB
[blXaTeNbHON LEenu MUTOXoHAPWUA [8].

Mpu BOBNEYEHUN B NATONOIrMYECKUI NPOLECC LieHTpasb-
HOW HEPBHOW CUCTEMbI MPU HEWpOBU3yan3aLnKM OOHa-
PYXMBAIOTCA MPU3HAKKM aTpodMM KOpbl FONOBHOMO MO3ra,
MO3KeYKa, HapylweHne MUennMHu3aunm, auddysHasa nemKko-
3HuedanonaTus [3].

B psge nybnukauun yKasbiBaeTcsi Ha HEO6XOAMMOCTb
MaKCUMasibHO paHHero BbifBAeHns TK2-accounmpoBaHHON
MUTOXOHAPWANbHOM MUOMaTUK, TakK Kak nNpu gaHHOM 3ab0-
NeBaHUN BO3MOXHO NPUMEHEHWE NaTOreHETUHECKOro neve-
HUS AE30KCUHYKNeo3naamu. MMeHHO No3ToMy B HacTosi-
WMA MOMEHT BefeTCs MOUCK GUOXMMMYECKMX MapKepos,
C MOMOLLbI0O KOTOPbIX C BbICOKOM BEPOSATHOCTBHID MOXHO
6bIn10 O6bl ONpefesiMTb HaauvymMe LaHHOW NnaTosiorun W/wmau
OLEHUTb 3DGDEKTUBHOCTL Tepanuu. Y nauueHToB ¢ TK2-
accoLMMPOBAHHOM MWUTOXOHAPWANbHOW MUONATUEN MOKa-
3aHO NoBblWeHWEe ypoBHA dakTopa aAnddepeHLUpPOoBKHU
pocTa 15 (growth differentiation factor 15; GDF-15) un dak-
Topa pocta dubpobnactos 21 (fibroblast growth factor 21;
FGF-21) no cpaBHeHWIO CO 340pOBbLIMK NtoabMu [3, 8, 11].
Ha d¢oHe nevyeHns [e30KCHMHYKeOo3nhamu BbIIBAEHO
6o51ee 3HaYNMMOE CHUKeHUe ypoBHs GDF-15 no cpaBHeHMUIO
¢ FGF-21, 410, BO3MOXHO, MO3BOJIUT B Ja/IbHENLLEM UCTOJIb-
30BaTtb GDF-15 ans oueHKn addeKTUBHOCTM Tepanun 3a6o-
neBaxus [3, 8].

[ns noaTBEpXAEHMA AnarHo3a o6sa3aTenbHO nposeje-
HWE MONEKYNSAPHO-rEHETUYECKOrO MCCNefoBaHUsA (CeKBe-
HMpoBaHua no CeHrepy) C Lenbio NOMCKa NaToNoOrM4eCcKux
MyTauun B nokyce 16921 B reHe TK2. Ans yCTaHOBAEHUS
AnarHo3a Heob6Xx0AMMO BbISIBUTb [ABE MNaToreHHble MyTa-
UMM B KOMMAyHA-reTepo3uUroTHOM COCTOSIHUM WAW OAMH
BapuWaHT B rOMO3UIOTHOM COCTOSIHUWU. B HEKOTOPLIX chyya-
AX — MPU COMHEHMM B AuarHose unu audbdepeHunanbHom
AWarHoCTUKe ¢ Apyrumu 3aboneBaHnsa My, NPoTEKaloWmMMu
C MWOMATUYECKUM CUHAPOMOM, — MOKal3aHO MpOBeAeHue
MacCOBOro napanienbHOro CEKBEHMPOBAHWUSA C aHaNIM30M
HYKNEOTUAHbIX NOcCneAoBaTeNlbHOCTEN FEHOB, acCOLMMPO-
BaHHbIX C MUTOXOHAPWaNbHbIMKU 60NE3HAMM, BPOXKAEHHbI-
MU MMOMNATUSMK, MOSAICHO-KOHEYHOCTHBIMU MHoNaTUsaMu [2].
Bonee noagBeprkeHbl MyTaUMaM 3K30HbI 5 M 8 reHa TK2 [2,
12, 13]. Mpn o6HapyKEeHUM Y NaLUMeHTa NaToreHHbIX MyTa-
LR, XapaKTepHbIx s TK2-accoumMmpoBaHHOM MUTOXOHAPK-
anbHON MMOMATUK, NPOBOAUTCS NOUCK ITUX MyTaLMI Y POAK-
Tenewn pebeHKa MeTOAOM CeKBeHMpoBaHus no CeHrepy
«TPHO».

Tepanua

llocne nepBOro onucaHWs B Hay4YHOW JnuTepaTtype
TK2-accounMMpoBaHHOM MUTOXOHAPWANbHOW MUOMNATUM
AKTUMBHO M3y4aloTCs He TOSIbKO 0COBEHHOCTU heHOoTUNUYe-
CKMUX MpPOABNEHUI 6GONE3HU Y OOGHAPYXKEHHbIX MaLWEHTOB,

HO Y BO3MOXHOCTM NOTEHLMANbHON Tepanuu 3ToOM NaTono-
rmn. MogennpoBaHue 3a60/1eBaH1s Ha Mblllax ¢ AgebrunTom
TK2, npoBeaeHHoe B 2008 r. rpynnow yyeHbix (H.0. Akman
M coaBT., X. Zhou 1 coaBT.), MO3BOJINIO U3YYUTb XapaKTep
NMOpa)KeHUs pasfiMyHbIX OPraHoB W TKaHew npu geduunte
NaHHoro dbepMeHTa, a TaKKe Mnokasano, 4To depmeHT TK2
UrpaeT BaKHENLWy ponb B CUMHTE3E AE30KCUMHYKNEOTUA0B
ana mTAHK, B TO Bpems Kak apyrue nyTv CMHTE3a HE MOTyT
KOMMeHcMpoBaTb noTtepto atoro ¢pepmeHTta [3, 15, 16].
Bblf0 NoKazaHo, 4TO CHUXKeHWe akTuBHOCTM TK2 npuBoaut
K YMEHbLIEHUIO KonnyecTBa Ae30KCUTUMUAMHTpUdocdaTta
(dTTP) u pesokcnumtuanHTpndocodarta (dCTP), 4To aBnseTcs
OCHOBOW HapyuweHus cuHTe3a MTAHK n nedekTta akTMBHO-
CTH AblXaTeNbHOM LLenu MUTOXOHAPUW.

Mcnonb3ys pesynbraTbl MOAeNMpoBaHus 3aboneBaHums
Ha Mblwax, C. Garone u coaBT. (2014) paspaboTanu Tepa-
N0 NULLEBbIMX A06aBKaMu, COAEPKALLMMKU AEBOKCUTUMMU-
anHMoHodocdaT (dTMP) u gesokcuunTnamHmoHodocodaTt
(dCMP) [3, 17]. WccnenoBatenu nokasanu, YTO NPUMeEHe-
HWe AaHHOM Tepanuu nepopanbHO MO3BOMSAN0 OTOABUHYTb
ne61loT 3a6onieBaHng Ha 60Jiee NO34HUM Nepruoa U yBENUYU-
Bano MPOAOSIKUTENBHOCTb XW3HU NOAOMBITHbLIX *MUBOTHbIX
B 2-3 pa3a B 3aBWCMMOCTM OT [03bl NuueBon pobas-
K. OQHOBPEMEHHO C 3TUM Oblna BbiiBNEeHa 0CO6EHHOCTb
B Buae 6bicTporo pacnaga dTMP n dCMP o ne30KCUHY-
Kneo3naos Ae3okcutumunaunHa (dThd) n gesokcuumtuanHa
(dCtd), 4To NO3BOAMIO NPEAMNONOKNUTb, HTO UMEHHO AE30K-
CUHYKJ1E03UAbl MOTYT 6bITh 60J1e€ 3P PEKTUBHBLIMU MPU KOP-
peKuuu HegocTtaTovyHoCTH TK2.

Ha »XMBOTHbIX 6blna NPOAEMOHCTPUMPOBAHa pasnnyHas
aKTMBHOCTb depmMeHTa TK2 B pasHbix TKaHsX, M3y4anacb
addeKTMBHOCTL Tepanun aeduumnta TK2 MMEHHO Oe30K-
CUHYKNeo3ngamun [3]. Bbino o6HapyKeHo, 4YTO MNosiBfieHWe
KJIMHWUKKM U CTEMEHb TAKECTU U3MEHEHUIN B OpraHax-mMmule-
HAX, @ Takxe 3QPEKTUBHOCTb Tepanuu Ae30KCUHYKeo-
3naamMn 3aBUCAT OT YPOBHA APYyrMX GEPMEHTOB KIETKM,
HaxoAsWMXca B uUUTOMNasmMe, — TUMUAMHKMHA3bI-1 (TK1)
M 0e30KCMUMTUAMHKKMHAa3bl (dCk). Tak, 6bln0 MokasaHo,
YTO NPU CHUKEHUN aKTUBHOCTM TKL apdeKT OT npnumeHeHus
[E30KCUHYKNEeO3nL0B TaKe cHuancs. lpu coxpaHHowM
akTMBHOCTM TK1 cywecTtBylowmnn aedpuumnt TK2 He nposis-
nanca Boo6ule (B. Dorado u coaBT., 2010). Oco6eHHOCTH
B3aWMHOI0 BJIMSHUSA PA3/MYHbIX LUTO30JIbHbIX U MUTOXOH-
ApvanbHbiXx GepMEHTOB ApYr Ha Apyra M posb 3TUX npouec-
coB B peanusauun deHotnna npu TK2-accounmmpoBaHHOM
MUTOXOHAPMANbHOM MUOMaTUK Yy YenoBeKa TpebyloT Aalb-
Henwero madyyenusa [3, 18, 19]. Ha MbllWKHbIX MOAensx
TaKe 6bl710 NoKa3aHo, YTo BBeAeHWe TonbKko dCtd He Bnu-
SeT Ha MPOAOIKMTENBHOCTb XU3HM NOAOMBITHbIX XXUBOTHbIX,
TOorja Kak u3onupoBaHHOe ucnosib3oBaHue dThd ee gocto-
BEPHO YBENMYMBAET, TaK e KaK 1 COBMECTHOE NMPUMEHEHUE
[1e30KcHHYKneo3unaos [20].

Pa6oTbl, NOCBAWEHHbIE MPUMEHEHUIO AE30KCUHYKIE-
o3uaoB y noaen ¢ TK2-accoummnpoBaHHOM MUTOXOHAPU-
aNnbHOM mMuonaTtuen, oTHocaTes K 2019 r. Tepanus gaHHOro
3aboneBaHus npeacTaBnaseTr cobow nepopanbHOE MCNOsb-
30BaHue crneunduryeckoro ne4yebHOro nuTaHMa B BUAE
OAHOBPEMEHHOr0 npuemMa [ABYX AE30KCUMHYKEe03naoB —
[LE30KCUTUMUAMHA W [OEe30KCUUMTUAMHA — B A03UMPOBKe
no 400 mr/Kkr/cyT Kaxporo. Mo604YHbIM AEeWCTBUEM MNPU-
MEHEHUs [Ee30KCUHYKNEeO03n40B MOryT ObiTb MOBblLEHWE
neyeHOYHbIX GepMeHTOB U anapes. bblina nokasaHa adpdekK-
TUBHOCTb NPUMEHEHUSI AE30KCUMHYKNE03n40B B BUAE CTa-
6MAn3aLmn 1 ynyyweHusa aBuratenbHblx GYHKUMKI, Hapac-
TaHUS MbIWEYHOW CUNbl y psga nauneHToB. YacTb 60/bHbIX
NoAYYUIN BO3MOXHOCTb XOAWUTb, Y YacTU NaLMEHTOB Oblau
OTMeY€eHbl CHU¥KEeHME NOTPEBHOCTU B UCKYCCTBEHHOW BEHTU-



NAUMM NETKKUX U NPeKpalleHne 30HA0BOro nutaHua [13, 21].
OaHaKo Ha AaHHbIN MOMEHT Hefb351 FOBOPUTb O MOTHOM KOH-
Tpone Hag 3aboneBaHWeM, Tak KaK HeT JaHHbIX O ANUTeNb-
HOM NPUMEHEHWUM AneToTepanunmn Ae30KCUHYKIE03naamu.

B HacToswmin mMoMeHT Bedytca pa3paboTKU reHHoM
Tepanuu TK2-accoumMmMpoBaHHOM MUTOXOHAPHUANBHON MUO-
natun. B 2021 r. BnepBble NpefcTaBfieHbl pe3ynbraThl
reHHon Tepanuu 3aboneBaHMA Ha OCHOBE ajeHoacco-
LMUPOBaAHHbIX BUPYCHbIX BEKTOPOB Ha MbIWWHbLIX MoAe-
nax (C. Lopez-Gomez u coaBT., 2021). B akcnepumeHTe
MCMNONb30BaINCh aeH0acCcoLMMpPOBaHHbIE BUPYCbl 9-ro
W 2-ro cepoTmnoB. lNp1M NPUMEHEHUN FreHHON Tepanuun 6bin0
06Hapy>KeHO BOCCTAHOBNEHME aKTUBHOCTH dpepMeHTa TK2
B MO3re, NevyeHu, Mblllax XMBOTHbIX, @ B MOYKax BOC-
CTaHOB/IEHUA aKTUBHOCTM depMeHTa He MPOMUCXOAMNO.
CpaBHeHne 3OPEKTUBHOCTM COBMECTHOrO MPUMEHEHMS
rEHHOM Tepanuu 1 Tepanuu Hykneo3umgamun U addeKTmB-
HOCTWM Kax[oro metofa OTAEe/bHO MPOAEMOHCTPUPOBA-
10, 4TO MaKcuUMalnbHbIi 3GPEKT B BUAE 3HAYMTENbHOMO
yBenuyeHuns konun MTAHK B TKaHAX, yBenuveHua pocTa
M MNPOAOIKMUTENBHOCTU KU3HU Mblen Obll NoKasaH
npuv OAHOBPEMEHHOM WCNONb30BAHWM TEHHOW Tepanuu
M NepopanbHOro BBEAEHUS 4E30KCUHYKNe03n40B (4e30K-
CUTUMWUANHA M Ae30KCUUMTUAKHA) [3, 22].

MpoAoMKUTENbHOCTb }XU3HU

MpoAoMKNTENBHOCTL XN3HU Npu TK2-accounnpoBaHHOM
MWUTOXOHAPUWANBHON MWOMaTUKM OnpeaenseTcs BO3pacTom
neblota U TeyeHnem 3aboneBaHus. MNauueHTbl ¢ MNageH-
yeckon ¢opmon 06bl4HO norubatoT B paHHEM BoO3pac-
Te. OCHOBHOM MPUYMHOM NEeTanbHOr0 MCXO4a 4alle BCero
ABNSETCA AEeKOMMeHcauua AblXxaTenbHOW AesATeNbHOCTH.
MaumeHTbl ¢ AEeTCKOW (loBEHWNbHOW) GOPMON U TAXKENbIM
ncroweHnem MTAHK umeloT 6onee ANMTENbHYIO BbIXKU-
BaemocTb (6onee 13 net). bonbHble ¢ Aeb6lOTOM nocne
12 neT U MefneHHbIM MPOrpeccupoBaHMEM XapaKTepusy-
I0TCS CPEeAHUM BO3PaCTOM BbIXKMBaAeMOCTM OKono 50 neT.
CnepyeTt OTMETUTb, 4TO CTPOrov KOpPEeNaLMM MeXay Bo3pac-
ToM AebloTa M CKOPOCTbo NPorpeccupoBaHns 3aboneBaHus
W, cnepoBaTesibHO, MPOAOSIKUTENBHOCTBIO XWU3HWU MOXKET
He OblTb. Tak, B nuTepaType npeactaBfieH cnydan TK2-
acCcouMMPOBaHHOM MUTOXOHAPHANBHON MMONATHK C NosBe-
HMEM NepBblX CUMMNTOMOB 3aboneBaHus B getctee (c 8 ner)
N «MATKUM» TE4EHMEM C OTCYTCTBMUEM AblXaTesbHbIX HapyLle-
HWUI K Bo3pacTy 55 net [13].

KJIMHUYECKHUIA NPUMEP

O nauueHTe

B [eTcKon ropoAcKoOW KJAWHMYEeCKOW 6o0nbHuue N2 1
(AFKB N¢ 1) r. HwkHero HoBropoaga ¢ Bo3pacTta 7,5 mec
HabnogaeTcs nauneHTka M., 2023 roga poxaeHus. M3 aky-
LIepPCKO-6MONIOrM4ecKoro aHaMmHe3a U3BECTHO, YTO AEBOY-
Ka-npobaHa poxaeHa OT TpeTbel caMoCTosiTeNlbHOM Gepe-
MEHHOCTU. Y maTepu nepBas 6€peMeHHOCTb 3aKOHYMIach
pOXKAEHMEM 340POBOro MasibilMKa, KOTOPOMY B HACTOSLLMUM
MOMEHT 5 neT, BTopas 6epeMeHHOCTb — BbIKW/bILL HA CPOKe
6-8 Hepa. Mo MaTepuHCKOM IMHUK reHeanornyecKku aHam-
He3 OTArolleH HanMynem ciyyaeB CMepTW AeTer paHHero
BO3pacTa (NpU4MHa CMEepPTU HEMI3BECTHA).

Ta6nuua 1. Npu6aBkK NnauynmeHTKM M. B macce Tena
Table 1. Patient M.’s weight gain

Bo Bpems HacTosilen 6epeMeHHOCTM MaTb B XEHCKOM
KOHCy/nbTalmun Habnoganacb ¢ 26 Hea, HeperynsapHo. Poabl
JomMalwHune Ha 41-h Heg 6epeMEeHHOCTH, AJUTENbHOCTbIO
oKono 36 Y. MapameTpbl GUIMYECKOro pa3BuTUs pebeHKa
1 oueHka no APGAR HeM3BECTHbI, TaK KaK MeAULMUHCKUMMU
paboTHMKaMMU OH He ocMaTpuBascs, 3aKkpu4yan cpasy, K rpy-
an 6bin npunoxeH. Co cnoB matepu, macca Tena AeBOYKHM
npu poxxaexHun coctasuna 4200 r. Poautenu nocne poxae-
HUS pebeHKa B MeANLMHCKME yYpeXaeHna He obpallanmce.
HeoHaTtanbHbIN CKPUHUHT He NpoBoauacs. Jlnwb B Bo3pacTte
2 mec pebeHOK BNepBble 0CMOTPEH y4aCTKOBbLIM NeanaTtpom
M Y3KMMW cneuuannuctamum AeTCKOW MONUKAUMHWUKK. Bbinun
nceneaoBaHbl YPOBHU MMMYHOPEAKTUBHOIO TPUNCUHOTEHa,
deHnnanaHmHa, ranaktosbl obulen, 17-rmgpoKkecunporecTe-
pOHa, TMPEOTPONHOIro ropMoHa, NPoBeAeHbl 06U aHann3
KPOBM M MOYM, yNbTpa3ByKoBoe nccnegoaHue (Y3WM) opra-
HOB OPIOWHOM MONOCTH, MOYEK, cepaua, Tas3obelpeHHbIX
cycTaBoB, HenpocoHorpadusa (HCI). OTKNOHEeHW No pe3yib-
TaTaM [aHHbIX WUccnefoBaHUM OOGHapyXeHo He 6bino.
[leBOYKa He BaKLMHMpOBanacb B CBA3WM C KATErOPUYECKUM
OTKa30M poauTenen OT NpPoBeAeHUs NPOoPUIaKTUYECKUX
NPUBUBOK.

Pe6eHOK BcKapmiauBancsd no TpeboBaHWIO, TPyAHbIM
MOJIOKOM, C MPOMEKYTKOM MeXAay KopMneHusamu ot 40 MuH
40 3 4, nuTaHue ygepxusan. KoHTponb o6bema rpygHoro
MOSIOKa He npoBoawncs. BeegeHve NpUMKOPMOB MPOBOAM-
NIOCb C HapyLWweHWeM CPOKOB, KpaTHOCTU. K Bo3pacTy 7,5 mec
pebeHKy 6bln BBELEHbI OBOLLHbIE U MSCHbIE MOpe B 06bemMe
110 4—5 YalHbIX NTOXKeK 3 pa3a B CyTKW. Kaluun B nuTaHue BBe-
[leHbl He 6binn. o aebioTa 3aboneBaHus B Bo3pacTte ¢ 3 A0
5 Mec oTMedanucb HU3KMe nNpubaBKkM macchl. Tak, B 3 mec
Macca Tena pebeHka coctaBuna 5930, B 4 mec — 6300 T,
¢ 4 0o 5 mec npubaBKK Macchl OTCyTCTBOBaNu (Tabn. 1).

o 5,5 mec B NCMXOMOTOPHOM pPasBUTUM MaLMUEHTKHU
OTK/IOHEHUM He OTMeyvanocb. B 1 Mec pebeHOK yaepru-
Ba/a rofioBy B BEPTUMKaNbHOM MONOXEHMM, ynblGancs, 4YeT-
KO pearnpoBan Ha 3BYyK, C 3 MeC ryaua, npocnexusan
3a npegmetamu, K 4 mMec Havyan nepeBopayvuMBaTbCa CO
CMWHbI Ha }KMBOT, 3axBaTbiBaTb UrpylWwKK. B 5 mec geBoyka
nof3ana Ha ¥XuWBOTe, akTMBHO NepeBopayYMBanach, BCTaBa-
Nla Ha YeTBEePEeHbKKU, MaHUNynMpoBana Urpylwkamu, Ha4yana
nenetarb.

3aboneBaHue geboTMpoBano ¢ 5 mec, Koraa NosSBUAUCH
CHUXEeHWe anneTuta, u3bupaTenbHOCTb B efe, cnabocTb
W BANOCTb NPU COCaHWW, YMEHbLUEHUE MHTEpeca K WUrpyLl-
KaMm, CHUXeHMe oO6beMa aKTUBHbIX ABWKEHUN B KOHEeY-
HocTsx. C 5,5 Mec geBo4Ka cTana MeHee aMOLMOHaNbHOW,
Xy)Xe 3axBaTblBaNla WIpyLKW, pexe nepeBopayvuBanach,
nepectana rynutb 1 nenetatb. B 6 Mec nosBManCb runoam-
Hamusl, HapyweHne duKcalumu B3rnaga, ctanm YeTKo 3aMeT-
HbIMW MOTEPS BO3PACTHbIX NCUXOMOTOPHbIX HaBbIKOB M 3Ha-
YUTENIbHOE CHUXKEHWE ABUraTENIbHON aKTUBHOCTY.

Mo mepe nporpeccupoBaHns cumntomoB ¢ 5,5 mec
TaKXe peructTpupoBanncb HU3KMe nNpubaBKM Macchbl Tena,
Kotopasa B 5 mec coctaBuna 6300 r, B 6 mec — 6100 r,
B 7 mec — 5660 r (cMm. Tabn. 1). B 7 mec Ha ¢doHe ocTpon
pecnupaTopHOM BMPYCHOM MHDEKUMKN Y NaLMEHTKN OTMeYa-
NIMCb pe3Koe HapacTaHue BANOoCTH, cnabocTu, 0TKas oT efbl,
nosiHas NOTepPs BCEX BO3PACTHbIX HABbIKOB, B CBA3K C Yem

Bo3pacTt, mec 3 4 5 6 7
dakTnyeckas macca Tena, r 5930 6300 6300 6100 5660
[omKkeHcTByOWasa macca Tena, r 6400 7150 7890 8500 9100
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E SHORT REPORTS

KPATKUE COOBLLEHUA

6puragon CKoOpow NomouM pebeHOoK Obll rocnutTannsu-
poBaH B cTauuMoHap MO MecTy xutenbctBa. [locne Kynwu-
poBaHMA CUMMTOMOB OCTPOW PeCcnMpaTopHOM BUPYCHOM
MHbEKUMM NaumeHTKa 6bina nepeseaeHa Ana ob6cneaosa-
Husa B ANKB N 1.

dusuKanbHaa AUarHocTuka
Mpn 06bLEKTUBHOM OCMOTPE Ha MOMEHT rocnuTanusa-
LMK B BO3pacTe 7 MecC COCTOsiHWE pebeHKa O4YeHb TSXenoe.

ComaTu4ecKui cTatyc

Bec — 5470 r (Z-score — —3), pocT — 63 cm (Z-score —
-2,2). Aedunuunt Bec coctaBmn 20,5% OT 4oMKHOr0. KoXHble
NOKPOBbI 6/1eHble, C CEPOBaTLIM OTTEHKOM, Cyxue. Buanmole
CNM3ncTble 060/104KK GnefHble, YyncTble. KopoTKas y3aeyka
A3blKa. [MOBbIWEHHOE CAOHOOTAENEHME, B POTOBOM MOO-
CTW cNloHa ny3blpuTcs. HocoBoe AbixaHWe He 3aTpygHeHo.
Typrop TKaHen CHUXKeH. MoAKOXHO-KMPOBOW CION yMepeH-
HO UCTOHYEH Ha TyNoBULLE, KOHEYHOCTSX. [epudepunyeckme
nmmdoy3anbl nanbnupoBanucb BO Bcex rpynnax. LenHble,
noamblleYHble, 3aTbl1I04YHbIe AMMOY3/bl BblIM pa3mepom
no 0,2 cm; naxoBble — A0 0,7 cM B AMaMeTpe, NOABUIKHbIE,
6e360/1e3HEHHbIE, HE CMasiHbl C OKPYXKAOWWMKU TKAHAMM.
Mo xoay pebep paxuTnieckne «4eTku». Mpn NepKyccumn 3ByK
Ha4 NErkMMu SICHbIM NeroyHbii. Mpu ayckynbTaumm Abixa-
HUWe KeCcTKoe, NPOBOANTCA BO BCe OTAENbI, C 06eNX CTOPOH
BbICNyLWMBAIOTCS rpybble NPOBOAHbIE XPUMbl, YacToTa Ablxa-
TenbHblX ABweHun (4A44) — 32/mMuH. Catypauusa — 95%.
[MepKyTOpPHO rpaHuLbl OTHOCWUTENbHOM TYNoCTW cepaua:
BepxHas — 2-e pebpo, npaBas — Mo NpaBoW napacTtep-
HanbHOW NWHWUKU, neBasg — Ha 0,5 CM KHapyXW OT NeBon
COCKOBOW IMHMU. TOHbI cEpALA ACHbIE, PUTMUYHbIE, CUCTONN-
YECKMM LWYM Ha BepXxyLlKe. YacToTa cepaeyHblX COKpaLleHum
(4CC) — 132 ya./MuH. KMBOT MArKUN, 6€3601Ee3HEHHbIN,
focTyneH rny6oKown ManbnauuuM BO Bcex otgenax. [eyeHb

+3,5 cM 13-nog Kpas pebGepHoW Ayrn no npaBov cpefHe-
KJIIOYUYHOM NIUHUKM, NanbnNUMpPyeTcs HUXHWMI Nontoc cene-
3eHKK. Moyenonosble opraHbl cGOPMUPOBaHbI MPaBUbLHO,
Mo YXEHCKOMY TuMy, MoynTca cBo604HO. CTyn Ma3eBUAHbIN,
enTtbit, 1 pas B 3 gHS.

HeBponornyeckui ctatyc

Bblpa)keHHass BANOCTb, CMNOHTaHHaa [ABuratenbHas
aKTUBHOCTb MUHUMasbHas. [leBO4YKa NEXNT B N03e JIAryLl-
Ku» (puc. 2), cama He coceT, He rnotaeT. KpuKk cpeaHewn
CWbl, MOHOTOHHbIN, HE3AMOLIMOHaNbHbIW. BOo3pacTHbIe HaBbl-
KM MOMHOCTbIO OTCYTCTBYIOT: FO/I0BY HE YAEPKMUBAET, B3NS4
He GMKCUpPYET, He NepeBOpPaYMBaETCs, HE CUAUT, Ha UrPyL-
Ky He pearupyeT, He FynuT, He nenevet. Peakuuns Ha 3BYK
B BMAE KPATKOBPEMEHHbIX €4WHUYHbIX MOBOPOTOB rON0BbI,
a He NOBOPOTOB Nas. [NasHble Weln CUMMETPUYHbIE, ABU-
EHUA TNasHblXx A6/10K B CTOPOHbI OTCYTCTBYIOT, B3rNaj
NPSIMO, YaCTUYHbIN ABYCTOPOHHUI NTO3 BEK, HENOCTOSIHHOE
cxopsilleecs Kocornasve cnpaBa. 3payku y3kue, npsmas
M COAPYKECTBEHHAs peaKLMs 3payKoB Ha CBET COXPaHeHbl.
Hocory6Hble CKMagKn CUMMETPUYHbIE, SI3blK PACMONOMKEH
no cpegHew NMHUKU, MATKOoe HeGO HEeNOABWIKHO, 3N1EeMEHTHI
TpU3Ma YentcTen, KpMBoLEN HET. B HOCOrNOTKe cKanimBea-
eTCH CNU3b. MbIWEYHbIM TOHYC CUMMETPUYHbBIA, AUDDY3HO
CHWXEH no BceM otgenam. CyxoxunbHble 1 6plolHble ped-
NleKcbl He BbI3blBalOTCs. PeKkypBaLmsa B KPyMnHbIX cycTaBax.
Onopa Ha HOrM OTCYTCTBYET. B NOMOXEHWM Ha KMBOTE
KpaTKOBPEMEHHbIM NOAbEM r00Bbl. 3aWnTHbIN pedneKkc
BbI3blBAETCH HE NOCTOSIHHO. lNpu TpaKuum 3a pyKn pebeHoK
He rpynnupyeTcs, rolosa cBUcaeT Hasag (CM. puc. 2).

MpeaBapuTenbHbIi AMarHo3

Ha ocHOBaHWM AaHHbLIX aHaMHe3a, 06bEKTUBHOMO cTaTy-
ca npw NocTynieHWn y pebeHKa Gblfl MPEANooKeH CUHAPO-
MaslbHbIi IMarHos.

Puc. 2. doTo nauneHTkM M., 7 mec: A — nosa JIArylKku»; b — npo6a Ha TpaKLM1IO 3a PyKH
lNpumeyarme. Ny6ANKyeTCS C UHGOPMUPOBAHHOIO COrNlacus poanTenen.

McTounuk: LWyTKoBa A.10., 2024.

Fig. 2. Photo of patient M., 7 months old: A — “floppy baby”; B — hand traction test

Note. Photo is published with the informed consent of the parents.
Source: Shutkova A.Yu., 2024.



OCHOBHOM AMarHo3: «JHuedbanoMmonaTns HeyTOYHEH-
HOrO reHe3a, ¢ MMOMATUYECKUMM CUHAPOMOM, HapPYXKHOM
odTanbmonnerven, 6ynbbapHbiM M nNceBaobynb6apHbIM
CUHAPOMaMM, CUHAPOMOM rpy6oWM 3afepPKKK B MCUXOMOTOP-
HOM W MpeapeYeBOM Pa3BUTUM».

ConyTcTBYIOWMIA AHMarHo3: «benkoBo-aHepreTnyeckas
HEe0CTaTOYHOCTb XPOHUYECKas, CPeAHEN CTEMEHM TAKECTH».

AuarHocTuyeckue npoueaypbl

PebeHKy 6bi1 NnpoBeaeH psij nabopaTtopHO-UHCTPYMEH-
TanbHbIX 06Ccnef0BaHUN.

B 06uiem aHannse KpoBu, KonporpaMmme, o6WemM aHannse
MOYM Ha MPOTSKEHUM BCEr0 CPOKa rocnutanmsaunn oTKo-
HEeHWM He oTMeYvanocs. [pu nccnegoBaHMM KUCIOTHO-LLENOY-
HOMO COCTOSIHUSI KPOBW BbISIBJIEHO OAHOKPATHOE MOBbILLEHME
YPOBHSA naKkrtata (4o 2,9 MmMonb/n) nNpu NOCTynaeHuu.

B 6MOXMMMYECKOM aHaiM3e KPOBW AMArHOCTMPOBAHO
ctonkoe 5-10-kpaTHoe noBbiweHue ACT n AJIT B coyeTa-
HWUWU CO 3Ha4YMTEeNbHbIM MOBbIWEHWEM YPOBHSA obuen J14I
C HapacTaHWeM B AMHAMWKE M MaKCMMaslbHbIM 3HAa4YEHWEM
no 2742,2 Ea/n. 3T OaHHble CBMAETENbCTBOBANAM O Hau-
YMW BbIPAXKEHHOrO LMTOMTUYECKOrO cuHApOMa. Hanuuue
TAXKENOro MOBPEXAEHNUS CKENIETHOW MycKynaTtypbl 6bino
NOATBEPKAEHO OGHapPYXEHWEM 3HAYUTENbHOrO MOBbILIE-

Ta6auuya 2. [laHHble 6UOXMMMUYECKOr0 aHannsa KpoBuM NaumeHTkm M.*

Table 2. The biochemical blood test data of patient M.*

HUS ypoBHSA obuen KPK npu noctynnernunn (oo 2271 En/n)
C MaKCMMabHbIM HapacTaHveMm B AnHamuKke (ao 4485 En/n)
B COYETaHMU C BbICOKMM YPOBHEM MWOrnobuHa (778,3—
1430 MKr/n).

MapKkepoM MNoBpPeXAEHUS MWOKaPAMOLMTOB SIBASIOCH
nosblilweHne KOK-MB (makcumansHo go 375 Ea/n) u Tpo-
noHnHa (go 401 Ep/n) (tabn. 2). HopmanbHble 3Ha4YeHuUA
raMma-rnytamuntpaHcdepasbl 1 LLIP ykasbiBanu Ha oTCyT-
CTBME Y MaUMEHTKM NabopaToOpHOro cMHApPOMa Xxofectasa.
KNnMHMKO-nabopaTopHbIX MPM3HAKOB HapylleHus xonecTe-
PUHOBOIO, 3NEKTPOSMTHOrO 06MEHa BbISIBNEHO He BblO.

MccnepoBaHne KpoBM METOAOM MMMYHOMEPMEHTHOIO
aHanusa (MPA) Ha Hannume aHTUTEN K XTaMUAUSAM, MUKO-
nnasmam, refibMMHTaM, LMTOMEranoBumpycy, BUpycy repneca
1-ro, 2-ro TMNOB, BMpPYCYy AnwTenHa — bapp BbISBMIO HaNlU-
Yyune BbICOKOABMHbIX aHTUTEN TONBbKO K BMUpYCYy repneca 1-ro,
2-ro TMNoB 6€3 HapacTaHWs UX TUTPa B AMHAMMUKE.

PeBmatonaHbii daKkTop coctaBun MeHee 8 ME/mn
(Hopma meHee 8 ME/mn), ypoBeHb anbda-dperonporerHa
(A®I) — 10,5 ME/mn (Hopma meHee 9,96 Me/mn). YpoBeHb
rFOPMOHOB LWWTOBUAHOM »Kene3bl (TMPEOTPOMHbLIA TOPMOH,
CBOGOAHbIA TUPOKCUH, CBOOOAHbBIN TPUNOATUPOHMH) TaKKe
Obln B Npegenax pedepeHcHbIX 3HaYEHUI, aHTUTeNna K TMpeo-
nepokcuase oTCyTCTBOBAMN.

[HM rocnutTanusauum
MapameTpbl HopmaTtuBbl

1-n 7-i 10-i 14-i 21-i 28-i1
06wwmn 6UANPYOGUH, MKMOJb/N 0o 20,5 13,0 - - 6,7 5,0 6,1
Mpamon 6UAnpy6uH, MKMOJb/N - 2,6 - - 2,2 0,5 1,5
ACT, Ea/n 0-48 284 363 428 390 205 207
ANT, En/n 0-39 164 187 228 246 162 125
NAr o6was, Ea/n 80-160 1963,5 2481 2742,2 2398,4 1355 1095,1
ITT,Ea/n 0-43 20 16 17,3 17,3 25,7 23,4
Lo, Ea/n 54-390 51 60 59 - 73 92
KpeaTuHwWH, MMOb/N 40-115 42,5 46,3 36,1 36,6 24,8 30,8
MouyeBuHa, MMONb/N 0-8,3 3,6 3,1 2,7 1,9 2,5 4,2
[nioKo3a, MMoJib/n 3,3-6,1 5,5 5,4 4,3 5,9 5,0 4.8
06wWwni 6enok, r/n 60-80 64,6 71,2 - - 63,8 66,1
AnbBYMUHbI, /N 30-54 37,2 39,8 - - 42,2 40,6
KoK, Ea/n 0-270 2271 - 4485 3421 1720 1590
K®K-MB, Ea/n 0-25 333 - 375 318 252 233
TPONOHWH, HF/N 0 20 Hr/n 401 - 295 317 276 271,0
Munorno6uH, MKr/n 0-70 - 778,3 1430 1231,5 399 343,4
AMMMaK, MKMONb/N 0-60 23,5 - 23,6 - 23,5 27,1
Anbda-1-AT, r/n 0,9-2,0 - - 2,0 - - -
CPB, mr/n no 6,0 14,3 13,9 23,7 - 5,7 -
MpoKanbLUTOHWH, HI/MI <0,05 0,050 - - - - -

lMpumeyaHne. <*> — nokasaTtenu, BbIXOASALME 3a npefenbl pedepeHCHbIX 3HaYeHUI, BblAeneHbl }XUPHbIM WpndToM. ACT — acnaptatamu-
HoTpaHcdepasa; AJIT — anaHMHamuHoTpaHchepasa; JIAI — nakTataermaporeHasa; T — ramma-rnytamuntpaHcdepasa; P — wenoy-
Hasa ¢ocdartasza; KOPK — kpeatnHpochoknHaza; KOPK-MB — kpeaTuHdochokmHaza-MB; anbda-1-AT — anbda-l-aHTutpuncun; CPb —

C-peaKTUBHbIN 6ENOK.

Note. <*> — indicators that go beyond the reference values are shown in bold. AAT (ACT) — aspartate aminotransferase; ALT (AJIT) — alanine
aminotransferase; LDH (J14I') — lactate dehydrogenase; GGT (I'TT) — gamma-glutamyltransferase; AP (LLld) — alkaline phosphatase; CP
(K®PK) — creatine phosphokinase; CP-MV (KPK-MB) — creatine phosphokinase-MV; alpha-1-AT (anbda-1-AT) — alpha-1-antitrypsin; CRP

(CPB) —C-reactive protein.
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E SHORT REPORTS

KPATKUE COOBLUEHUA

PeHTreH rpyaHon KaeTku: 6e3 o4aroBbix U UHOUABTPaA-
TUBHbIX UBMEHEHWM, NErOYHbIN PUCYHOK YCUIIEH, COCYANCTO-
ro XapakTepa, C MHTePCTULMANbHbIM KOMMOHEHTOM, CryLeH
B MPUKOPHEBLIX 30HaX, CNpaBa KOPeHb NErkoro TAKUCTbIN,
YCWAEH, rpaHuLbl cepala He paclumpeHsbl.

Y31 opraHoB 6GpPIOLIHOM [O/I0CTH, MOYEK M MOYEBOIO
ny3bIps, LUMTOBUAHOMN Ke1e3bl: NaTON0MM1 He BbISIBJEHO.

Y3U cepaua: OTKPbITOE OBanbHOE OKHO C YMEPEHHbIM
neBo-npaBblM cOPOCOM, AMaroHanbHas Tpabekyna B nNono-
CTWU NEeBOro Kenyaoyka, HeAoCTaTOYHOCTb TPMKyCnuAanb-
Horo KnanaHa O-1-M cTeneHn, MUHUMalNbHOE KONMYEeCTBO
MAKOCTM NO NeBbIM OTAeNaM 40 2 MM.

aneKkTpokapanorpapus (3KIM): cuHycoBas TaxmKkapaua
¢ aputmuen, HCC — 120-152 ya./MWH, BepTUKaNbHOE
NONOXEHME INEKTPUYECKON OCU cepaLa.

dubporacTpoayoaeHOCKONMs: NPU3HaKN aTpodPpuyecKo-
ro ractTpogyogeHura.

KowmnbtoTepHas Tomorpagus (KT) ronoBHOro Mosra: ova-
roBbIX U 06bEMHbIX UBMEHEHUI BELLECTBA MOJIOBHOrO MO3ra
He onpegensercs.

HCT: axorpaduyeckue napameTpbl 6OKOBbIX }KeNya04KOB
Ha BEPXHEN rpaHuLLe HOPMBbI.

MPT rosnoBHoro mo3ara: Ha ToMOrpammax roj0BHOIo
MO3ra B Tpex B3auMMHO MEPrneHAMKYNAPHbIX NPOEKLMAX
B pexkume T4, T2, BU 1 FLAIR nonyyeHbl n3o6paxkeHuns cy6-
W cynpaTeHTopUabHbIX CTPYKTYP FONOBHOIO Mo3ra. Ha poHe
He3aBepLWEHHON MUENWHU3aLMKM 04aroB MNaTONOMMYECKH
nameHeHHoro MP-curHana B BelecTBe 60/blUMX Moaywa-
pWi rOIOBHOIO MO3ra, CTBOMA M MO3XKe4yKa He onpeaenseT-
cs. QuddepeHunpoBKa ceporo U 6enoro BewecTsa Mosra
yaoBneTBoputenbHas. CpeaunHHble CTPYKTYpbl 6e3 AMCno-
Kauumun. TpeTuh xenyaoyek no cpegHen JIMHUK, WMPUHOWN
3 MM, 60KOBbIE }KENYA04KN CUMMETPUYHbIE, HE3HAYUTENBHO
paclUMpeHbl Ha YypoBHe Ten 40 14 MM, YeTBEPThIN KenyaoveK
006bI4HbIX pa3mepoB M dopmbl. CynpacennapHas obnacTb
6e3 0COOEHHOCTEN. XMa3ma U 3puUTeNibHble HEPBbLI HE pac-
WKMPEHbI, oTMeYaeTcs NoAo60n04EeYHbIN OTEK 3PUTESNBHbIX
HepBoB Ha T2 BW. CurHan ot runodursa, pacnosioKeHHOro
B MOSIOCTM TypeuKoro cegna, anddepeHumpoBaH, pasme-
pbl He yBenuyeHbl. CynpacennsipHas UUCTepHa He pac-
wunpeHa. BHyTpeHHWe cnyxoBble MPOXOAbl CMMMETPUYHBI,
He pacliMpeHbl, BECTUOYNOKOX1eapHble HEPBbl HE U3MeEHe-
Hbl. KopTMKanbHble 60po34bl 601bWKMX NOAyWapuin BU3yanu-
3UpYLOTCA OTYETNMBO. KOHBEKCUTanbHble cybapaxHouaanb-
Hble NPOCTPaHCTBa HEPaBHOMEPHO pacluMpeHbl (40 4 MMm),
He aedopMrpoBaHbl. MUHAANMHBI MO3XKEYKa PacmnoioXeHbl
Ha ypoBHE 60MbLIOro 3aTblIOYHOIO0 OTBEPCTUSA, CUMMETPHUY-
Hbl, BepTebpobasunspHoln nepexonq 6e3 0COBEHHOCTEW.
3aK/loyeHne: JaHHbIX 3a o4arosble U Anddy3Hble U3MeHe-
HWS, 06BEMHOE NOPaXKeHMe rolI0BHOMO MO3ra He BbISIB/IEHO,
MMeeT MecTO 3Tan MWEeNMHU3aLMKM BeLlecTBa roN0BHOMO
MO3ra, KOCBEHHbIE MPU3HAKW BHYTPUYEPENHOW FMMNEpPTEH-
31K, NPUBHAKN HaPYXKHOWM 3amecTuTenbHon rugpouedanvm
Ha doHe KopTUKanbHON aTpoduUm.

anekTpoaHuyepanorpapus (33l): peructpupyertcs
3amejsieHne KOPKOBOM PUTMMKM OTHOCUTENIbHO BO3pacTa,
30HalIbHblEe Pa3/IMyYns CrarKeHbl, COH cnabo MoaynMpoBaH
no dasam u crtagusaMm, GU3MONOrMyecKne naTTepHbl CHa
PErUCTPUPYIOTCA CHUMKEHHBbIM WHAEKCOM, 3nunentTudopm-
Has aKTMUBHOCTb He 3aperncTpupoBaHa.

aneKkTpoHenpomuorpapumnsa (AHMF): BbiISBNEHbl Npu-
3HaKW HEe3HayuTeNbHOW aKcoHonaTUM NpPaBoro W NIEBOro
6onbliebepLoBbix HepBOB. MNPU3HAKOB HapyLeHWs NPOBO-
AMMOCTHM MO NpaBoMYy W IEBOMY Mafnio6epLOBbIM U NpaBomy
CpeanMHHOMY HEpPBaM He BbISIBIEHO.

KoHcynbraumnsi okynncta. [nasHble 96J10KU CMOKOWHbIE,
ONTUYECKME cpefbl NPo3paYvHble, AUCKKU 3PUTENbHbIX HEPBOB

61efHble, C YETKUMU rpaHuLLaMK, NMPSIMOV BbIXOA COCYAUCTO-
ro nyyka, Xo4 peTUHaNbHbIX COCYA0B HE M3MEHEH, cocyabl
y3Kkue, A: B =1:2, B MakynsapHow 30He pedneKchbl Nnpocma-
TpuBatoTcs, GOH ceTyaTKun 6nefHbli. 3aKyeHne: npusHa-
KW aHrMonaTum ceT4aTku 060mX rnas.

KoHcynbTaumsa kapguosora. Y4uToiBas HopMaibHble pas-
Mepbl cepaua, HopMmasbHble TFpaHuubl cepaua Mo peHT-
reHorpadum rpyaHON KAETKM U OTCYTCTBUE W3MEHEHUN
CTPYKTYpbl MWMOKapaa v cepaua no Y3U cepaua (bpakuns
Bbl6poCca — HOpMa), OTCYyTCTBME MNPU3HAKOB CepaevHON
HeJOoCTaTO4YHOCTM Ha GOHEe NOBbIWEHUS MapPKEPOB MblLIEY-
HOro pacnaja, Henb3s UCKIYUTb HeMpoMblleyHoe 3ab0-
NeBaHue ¢ MMoONaTU4eCKUM CUHAPOMOM.

KoHcynbtauyms Hesposaora. o pesynbraTam KAWHM-
KO-n1abopaTopHOro M MHCTPYMEHTaNIbHOro MccaefoBaHus
y pebeHKa Beaywum B KAMHMYECKOM KapTuHe sBaseTcs
nporpeccupyloLiee nopaxeHne Mblle4YHoM CUCTEMBI (None-
pe4yHo-nosocaTas MycKynaTypa, MWOKapa). BbipaxkeHHas
MblleYHas cnabocTb ABASETCA OCHOBHOM MPUYMHON Hapy-
WEeHW BCKapM/IMBAHMSA C NOCNeAyoWUM pa3BUTUEM Hedo-
CTaTO4YHOCTM HYTPUTUBHOIO CTaTyca, perpecca BO3pacTHbIX
NMCUXOMOTOPHbIX HABbIKOB, GOPMUPOBAHNS KIIMHUKKU HapyXK-
HOW odTanbmonneruun, 6ynb6apHoro cuHapoma. C yyetom
HanmMynsa atpodu4eCcKMx BMeHeHUn no gaHHoiM MPT B cove-
TaHWK ¢ nceBgobyNb6apPHbIM CUHAPOMOM (TPMU3M YentoCcTen)
He MCKJ/lo4aeTcs BOBieYEHMS B NATONOMMYECKUI npouecc
M LEeHTpaNbHOW HEPBHOW CUCTEMbI. TakXe y MnauueHTKM
MMEeeTCs K/MHWKA 3KCTPaMbIWEYHOro NopaxeHus B Buae
renaTtonueHanbHoOro cMHapoma. Takum o6pasom, y pebeHka
umMeeT MecTo 3HuedanoMmMonaTns HeyTOYHEHHOro reHesa
C MWOMATUYECKUM CMHAPOMOM, HapyxKHon odTanbmonne-
rnen, O6ynbb6apHbIM M NceBAOBYyNbOAPHLIM CUHAPOMAaMMU,
CUHAPOMOM rpy6oW 3a4ePKKM B MCMXOMOTOPHOM U Npeape-
4eBOM pa3BuTuu. C yyeTom dpeHoTuna pebeHKa u Hanbonee
BEPOATHOM MPUYMHBI MbllEeYHOW cnabocTn B pesynbrate
NOpPa)KeHUs MbIWEYHON CUCTEMbI NO AaHHbIM NlabopaTop-
Horo o6cnenoBaHnsa andodepeHumanbHO-AUMarHoOCTUYECKUI
NMOUCK [AOSIKEH MNPOBOAMTLCH MEXAY HacneACTBEHHbIMU
60ne3HAMN OOMeHa, NpOoTeKalWUMKU C MUOMNATUYECKUM
CUHAPOMOM (TM30COMHbIE 6ONE3HN HaKONIeHU — 60Ne3Hb
Momne), MWTOXOHAPMWANbHbIMK 3SHUedanoMnonaTUIMK,
HacneaCTBEHHbIMM U NPUOGPETEHHBIMU MHUonaTuamu, CMA.
TpebyeTca UCKNOYEHWE ONYXONEBOrO Npouecca pasinyHon
noKanusaumnu, MHOEKLMOHHbIX, SHAOKPUHHbIX 3a60neBaHUM
KaK NPUYUHbI BTOPMHHOIO MMONATUYECKOro CUHAPOMA.

OTcyTCTBME 0OYaroBbIX M OO6BbEMHbIX U3MEHEHWUIH coma-
TUYECKMX OpPraHoB W FONOBHOIMO MO3ra Mo AaHHbIM 00b-
E€KTMBHOrO0 OCMOTPa W WMHCTPYMEHTasIbHbIX UCCeaoBaHum
B COYETaHMU C He3HayuTeNbHbIM MOBbILEHWEM YPOBHS
ADIT N03BOANAO UCKAOYNUTL Yy pebeHKa Hannyne onyxone-
BbIX NMPOLECCOB KaK MPUYUHbI MMOMATUYECKOro CUHAPOMA.
Ha ocHoBaHWM OTCYTCTBUS KJIMHUKKU OBLENHDEKLMOHHOIO
CUHAPOMa, BOCNANUTENbHbIX UBMEHEHWI B O6LLEM aHanuse
KPOBM, MPU3HAKOB aKTMBHOIO MHGOEKLMOHHOIO npoLecca
no AaHHbIM MDA, HOpManbHbIX 3HAYEHUH NMPOKaNbLUTOHM-
Ha M HEe3Ha4yuUTeNbHOro NoBbllweHns C-peakTUBHOrO 6enka
(CPB) 6bIIM UCKOYEHDBI CUCTEMHbIE GaKTepuabHble MPO-
Liecchbl, BMPYCHble M MNapa3uTapHble MHPEeKuun. KnmHuko-
NnabopaTopHO y pebeHKa 6blN0 TaKKe OTBEPrHyTO Hanuyue
rMNOTUPEO3a KaK NPUYMHbI reHepasn3oBaHHOM MbllLEeYHON
cnabocTu.

Mo pe3ynbtatam AHMI gaHHbIX 3a Nopa)keHune nepude-
pUYeCcKoro MOTOHEMpPOHa NM6GO HanuMyMe nonvHenponaTuu
KaK BO3MOXHOW NPUYMUHBI MMOMATUMYEeCKOro CUHAPOMa NoNy-
4yeHO He 6b110. Mo AaHHbIM HEWMPOBU3yanu3aunn rpyodbix
CTPYKTYPHbIX M3MEHEHWUI TONOBHOIMO MO3ra He HaWgeHo.
OpHako Hanuyme MPT-npn3HaKoB KOPKOBOW aTpodurm roBo-



pUIo B NOMb3Y BO3MOXHOIO Hac/leACTBEHHOrO HapyLlleHns
obMeHa BellecTB.

lonMopraHHOCTb MoOpaeHus (reHepann3oBaHHas
MblleYHas ¢nabocTb, renatofiMeHanbHbli CUHAPOM, CWH-
OPOM 3afepXKnU B NCUXOMOTOPHOM M GU3MYECKOM pPas3Bu-
TUM), NPOTrPEANEHTHOCTb TeyeHus 3aboneBaHus, Hanudue
«CBETNIOrO» NPOMEXKYTKA C OTCYTCTBUEM KJIMHWKW B nep-
Bble MecCsUbl XXW3HU YKa3blBaiu Ha Hanuyue y naumeHTKU
HacneLCTBEHHOro HapyLeHns o6MeHa BELLECTB, B TOM YUC-
/1€ U MUTOXOHAPUWANbHON NaToNOrMK.

Ha 6a3e ®IrEHY «MIHLL um. akaga. H.IN. BoykoBa» B na6o-
paTopuKn CENEKTUBHOIO CKPMHUHIA NPOBEAEH paj nccneno-
BaHWM C Lenblo BepudburKauumn guarHosa.

MeToaom cneKkTpodayopuMeTpun nposefeHa 3H3MMO-
OWarHoCcTMKa ¢ onpeaeneHnemM aKTMBHOCTU NIM30COMHbIX
depmMeHTOB (Tabn. 3), a TaKKe KOHLUEHTpaLUun NM30CPUHIo-
nMNUAoB (Tabn. 4) B NsTHaX BbICYLWEHHOW KPOBW. HMKaKKUX
OTKJIOHEHWN aAKTUBHOCTU MUCCNEAO0BaHHbIX JIM30COMHBbIX
GEepMEHTOB M KOHLEHTpauUnn nn30CHUHronnnmuaos obHa-
PYXEHO He 6blN0, YTO MCK/OYMIO Halnyue y nauueHTKU
6one3Hen Kpabbe, MNomne, ®abpw, Mowe, HUMaHHa — lMnKa
(wn A/B, tvn C), mykononucaxapugosa 1-ro tuna, GM1-,
GM2-ranrnmo3naosos. C yyetom deHoTMna pebeHKa 1 oco-
6EHHOCTEN KJIMHUYECKOW KapTUHbl Haubosiee 3Ha4yMMbIM
SABUNIOCb UCKOYeHWe 6onesHu Momne, 4ng KOTOPOM Xxapak-
TEPHO Hannyune TAKENOro MMoNaTU4eCcKoro CMHApoma.

MeTtogom TaHaemMHoM Mmacc-cnekTpomeTtpun (TMC)
npu UCCNefoBaHMUM CyXmUX NATEH KPOBM AaHHbIX 3@ Hanu4yme
aMuHoauuaonaTui, OpraHUMYecKuUx auuaypun v Hapyuwe-
HUA MUTOXOHAPWMANBHOIO 6eTa-OKUCNEHUS XMUPHbIX KUCAOT

HanaeHo He 6bIn10. MoCKoNbKY NaToNOrMa MUTOXOHAPWANb-
HOro o6MeHa He orpaHuMYMBaeTCs TONbKO 3a60/ieBaHUSIMMU
C HapylleHneM 6eTa-OKUCNEHNUS HUPHbIX KUCIOT, MONyYeH-
Hble pe3ynbTatbl TMC He npoTMBOpeYaT NpPeanonoXeHuo
0 TOM, 4YTO y pebeHKa MMeeT MecTo MWTOXOHAPMWanbHas
naTonorus.

Mpn nccnefoBaHUMM KOHLIEHTPALIMKW OPraHUYEeCKUX KUC-
noT B o6pasuax MoYM METoAOM ra3oBOM XxpomaTorpaduu
(MOYa Ha opraHM4yecKne KMCnoTbl) 6bIN0 BbIIBAEHO NOBbILIE-
HMWE KOHLEHTpauUuKn psaaa mMeTabonuntoB (2-rMapoKCcUn3oby-
TUpar, 3-rapoKcucebeLnHoBas, rmMKoneBas, roMOBaHWUIN-
HoBas, cy6epuHOBaAs KUCNOTbl, CYKLMHAT, 3TUIMaNoHOBas
Kucnota). [JaHHble U3MEHEHUS MOryT HOCWUTb BTOPUYHbIN
XxapaKkTep nM60 O6biTb 06YCNOBAEHHBIMWM PAAOM Hacnea-
CTBEHHbIX 3a60neBaHWiA, B YaCTHOCTU MMUTOXOHApPWanbHOM
WU MEPOKCUCOMHOM NaToNOTMEN.

Ha 20- feHb rocnuTann3auunun npoBeaeH TenemMeauLnH-
CKWW KOHCUNIMYM C 3aBeaylolen otaeNieHnem MeanLMHCKOM
reHetnkn POAKB PrAOy BO PHUMY wum. H.W. MNMuporosa
MunsgpaBa Poccun C.B. MuxannoBon — BpavyoM-HEBPO-
norom, npodeccopom, AOKTOPOM MEAULMHCKUX HayK.
Mo 3aKlYeHMI0 KOHCUAMYMa, Ha OCHOBAHWMU KJIMHWKO-
aHaMHEeCTUYECKUX [aHHbIX, XapakTepa TeyeHus 3abone-
BaHWS, [JaHHbIX HEMPOBU3yanu3aLuK HeNb3s UCKIYUTb
3aboneBaHue U3 rpynrbl HacNeACcTBEHHbIX 60/1e3HEN 06Me-
Ha BelecTB, B TOM 4YMUCNe MUTOXOHApWanbHbIX 3HLeda-
nomuonaTtuin. Ona yTOYHEHWs auMarHo3a MoKal3aHo npo-
BeleHUe MONEeKYNapHO-TeHETUYECKOro WCCneaoBaHuUA
no naHensm «HacneacTBeHHble 601€3HN 06MEHa BELECTB,
«MeTabonuyeckne muonatum». Mpu OTCYTCTBUM OTKJIOHEHUM

Ta6nuua 3. Pe3ynbtathl UCCNeLOBaHUSA aKTUBHOCTHU IM30COMHbIX GepMeHTOB (nabopaTopus CENEKTUBHOMO CKpUHUHIa, PrEHY «MITHL,

M. akag. H.MN. boykoBa»)

Table 3. Results of the study of lysosomal enzyme activity (Laboratory of Selective Screening, N.P. Bochkov Moscow State Medical

University)
ot | Pegopenoue | S,

lanakTouepebpo3ngasa BbonesHb Kpabbe 3,74 0,7-10 MKM/n/4
Anbda-rnoko3unaasa BonesHb Momne 8,8 1-25 MKM/n/4
Anbda-ranakrosmgasa BonesHb Pabpu 13,76 0,8-15 MKM/n/4
beta-rniokouepebpo3ungasa BbonesHb lowe 12,95 1,5-25 MKM/n/4
CduHrommnenmHasa BbonesHb HumanHa — lNuka, Tun A/B 13 1,5-25 MKM/n/4
Anbda-naypoHunaasa MyKononucaxapuaos 1-ro Tuna 9,68 1-25 MKM/n/4
[ekco3amuHupasa (TotanbHas) BonesHb Tess — Cakca, CaHaxodda 448,4 50-453 HM/Mn /4
Beta-D-ranaktosunaasa GM1-raHrnMo3naos 88,6 6,3-175,7 HM/Mn /4
[ekco3amuHuaasa A BonesHb Tes — Cakca 34,3 17-187 HM/Mn /4

Ta6nuua 4. Pe3synbraTbl MCCNEA0BaHUSA KOHLUEHTPaLUKU TM30CHUHIONUMNUAOB (TabopaTtopust CENEKTUBHOIO CKpUHUHIra, ®reHY «MIHL,

MM. akag. H.l. boykoBa»)

Table 4. Results of the lysosphingolipid concentration study (Laboratory of Selective Screening, N.P. Bochkov Moscow State Medical

University)
Depment Hozonorns AKTUBHOCTb PedepeHcHble EanHULbI
depmeHTa 3HavYeHus U3MepeHus
JInsorno6oTprnasnncGuHrosnH BonesHb ®abpu 0,32 0,05-3,0 HI/MN
JIn3ocOUHroMmenmH BbonesHb HumaHHa — Muka, Tin A/B 2,55 0,2-15 HI/MN
JM30CHUHrOMUENNH-509 Bonestb H”Ma::r?gn"'“a' ™n A/B, 0,91 0,15-3,7 MOM
[ekcanncPpuHrosunH Bonesne fouwe, 7,03 0,2-10 HI/MN
60ne3Hb Kpabbe ’ !
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KPATKUE COOBLUEHUA

no pesynbratam AaHHbIX UcCnegoBaHMm TpebyeTcs nposeae-
HWEe MONHOrEeHOMHOro CeKkBeHMpoBaHus. CKOppurMpoBaHa
HernpomMeTabonmMyecKas Tepanus (CM. HUXKe).

Ha 27-1 aeHb rocnutanu3aumu 6bi1n NonyYyeHbl pesysb-
TaTbl MCCNeaoBaHMsa No naHensam «HacnencTBeHHble 601e3-
HW obmeHa BeuwecTB» U «MeTabonn4yeckue muonaTun»,
BbIMNOJIHEHHOrO B pamKax nporpammbl «OPUT HBO», npoBo-
ammon PreHyY «MIMHL, mm. akag. H.M. BoykoBa», meToaom
MacCOBOro NapanfienbHOro CEKBEHNPOBAHMS.

Mo naHenn «HacneactBeHHble 60ne3HNM o06MeHa
BelecTB» Ha npuoope Nextseq (lllumina) npoBegeH aHanua
HYKNEeOTUAHbIX nocnegoBaTenbHocTen 71 reHa, KOTopble
accouMMpoBaHbl ¢ pa3BUTMEM HaCNeACTBEHHbIX 60ne3HeN
obMeHa BellecTB, a UMeHHo: ABCD4, ACAT1, ACSF3, AMT,
ARG1, ASL, ASS1, BCKDHA, BCKDHB, BTD, CA5A, CD320,
CPS1, D2HGDH, DBT, DLD, DNAJC12, ETFA, ETFB, ETFDH,
ETHE1, FAH, FLAD1, GCDH, GCH1, GCSH, GLDC, HCFC1,
HLCS, HMGCL, IDH2, IVD, L2HGDH, LMBRD1, MCCC1,
MCCC2, MCEE, MLYCD, MMAA, MMAB, MMACHC, MMADHC,
MMUT, MTHFD1, MTHFR, MTR, MTRR, NAGS, OAT, OTC, PAH,
PCBD1, PCCA, PCCB, PPM1K, PRDX1, PTS, QDPR, SLC25A1,
SLC25A15, SLC25A32, SLC52A1, SLC52A2, SLC52A3, SPR,
SUCLA2, SUCLG1, SUCLG2, SUGCT, TAT, TCN2. MNMaToreHHbIx
M BEPOSATHO-MATOrEHHbIX HYKNEOTUAHbIX BapUaHTOB B 3TUX
reHax y nauneHTKM BbISIBJEHO He 6blfo.

Mo naHenn «MeTabonuyeckune mMuonaTun» Ha npuobo-
pe GenolLab M (GeneMind Biosciences) npoBeaeH aHa-
/I3 TeHOB, aCCOLMMPOBAHHbIX C Pa3BUTMEM HaCNeACTBEH-
HOM muonaTun. B 3Kk3oHe 2 reHa TK2 (NM_004614.5)
BbIIBIEH OMWCaHHbIN paHee Kak nartoreHHbln (HGMD_ID
CD1812385) Bap1aHT HYK/1e0TUAHOW NocneaoBaTeNbHOCTH
chr16:66582891TTC>T B reTepo3nUroTHOM COCTOSIHUK, NPU-
BOASALWMN K CABUTY PaMKW CUMTbiBaHUS c.144_145delGA,
p.(Lys50llefsTer99). BbiiBNEHHbIA BapuvaHT HYKJI€0TUAHOWM
nocnefoBaTeNbHOCTM 3aperucTpupoBaH B KOHTPOJSIbHOM
Bbl6opKe Genome Aggregation Database (gnomAD v. 3.1.2)
¢ annenbHow 4vactoton 0,000710%. MMy6GuHa NOKPbLITUS
Toykn x237. CornacHo Kputepmsam ACMG, BbISIBIEHHbIV
BapuaHT sBNSeTca natoreHHbiM. B aKk3oHe 6 reHa TK2
(NM_004614.5) BbiiBNEeH OMNUCaHHbIN paHee Kak naTo-
reHHoin (HGMD_ID CM065488) BapuaHT HYKNeOoTUAHOWM
nocneaoBaTtenbHocTH chr16:66562930G>A B reTepo3nroT-
HOM COCTOSIHWUM, MPUBOAALLNIA K MUCCEHC-3aMeHe ¢.416C>T,
p.(Ala139Val). BbisBNEHHbIV BapuaHT HYKNeoTUAHOW nocne-
[LOBaTeNbHOCTU 3aperucTpupoBaH B KOHTPOJbHOM BbIGOP-
ke gnomAD v. 3.1.2 ¢ annenbHon Yactoton 0,002830%.
[ny6uHa nNoOKpbITUA To4ykKM %X271. CornacHo KpuUTepuam
ACMG, BbISIBJIEHHbI BapuaHT SBNSETCA NaTOreHHbIM.

BapuaHTbl B reHe TK2 (16-a xpomocoma, lokyc 16g21)
B FOMO3UIOTHOM M KOMMayHA-reTePO3UroTHOM COCTOSIHUM
onucaHbl y nauueHToB ¢ TK2-accouMMpoOBaHHOM MUTO-
XOHAPHUanbHOW MUonatuen (CMHAPOMOM MCTOLLEHUS MMTO-
xoHapuanbHon OHK, accouumpoBaHHbIM C reHom TK2 —
mitochondrial DNA depletion syndrome 2 (myopathic type),
OMIM: #609560) nn6o ¢ pas3BUTMEM MNpPOrpeccupytoLLemn
HapyXHON odTanbmonnernm c geneumsamum MUTOXOHAPHU-
anbHon JHK, ayTOoCOMHO-peLeccuBHbIM TUN 3 (progressive
external ophthalmoplegia with mitochondrial DNA deletions,
autosomal recessive 3, OMIM: #617069).

Pe6eHOK KOHCynbTMpOBaH reHeTukoMm. C y4yeTom BO3-
pacTa gebioTa M TAKECTM TeyeHus 3aboneBaHus, Hanwu-
YUS TAKENOro 6bICTPONPOrPECCHUPYIOLLErO MMONATUYECKOro
CUHAPOMa B COYETAHUW C HapyXKHoW odTanbmonaernen,
6ynbb6apHbIM, NceBaobynbb6apHbIM CUHAPOMaMK, BOBeYe-
HMEM B NaTONOMMYECKMI MPOLLECC COMaTUYECKMX OPraHoB
(renaTonneHanbHbIM CUHAPOM, KapauomuonaTtus) y nauu-
E€HTKM umeeT MecTo TK2-accouummMpoBaHHas MWTOXOHAPU-

anbHas muonatus, mMiageHyeckas (MHaHTunbHasa) ¢op-
mMa. loKka3aHo NpoBeaeHne cekBeHupoBaHus no CeHrepy
«TPUO» ANSt NOATBEPIKAEHUS HANMYNS BbISBAEHHbIX MyTaLWN,
XapaKTepa Mx HacnefoBaHUs U onpefeneHns reHeTM4ecKo-
ro cratyca pogutenen u cuécea.

C uenbio BanMaaunmn Mytauuin, o6HapyKeHHbIX y pebGeH-
Ka, NpoBefeHO ceKkBeHMpoBaHWe no CeHrepy «Tpuo». bbinu
obcnegoBaHbl geBo4yKa-npobaHi, ee MaTb, OTeL M cUBC
(6paT 5 net). Y AeBOYKM MOATBEPXKAEHO HanyMe paHee
yKa3aHHbIX NaToreHHbIX MyTauui B reHe TK2 B KomMnayHa-
reTepo3nroTHOM COCTOSIHMM. MaTb NauMeHTKM OKal3anacb
HOCUTENbHMLIEN NATOreHHON MyTalUuMK B 3K30He 6 reHa TK2
(c.416C>T, p.(Ala139Val)), a oTey, — B 3K30HEe 2 AaHHOro
reHa (c.144_145del, p.(Lys50llefsTer99)). Cubc He yHac-
nepoBan natonorMYyeckux MyTauumm oT poauTenen. Takum
06pa3om, HannM4ymMe ayToCOMHO-PELLECCUBHOMO Hacneosa-
HWS MyTauuKn 6b1710 NOATBEPKAEHO.

KnuHuyeckuin guarHos

Ha ocHOBaHWKW AaHHbIX aHaMHe3a, 06 bEKTUBHOIO CTaTy-
ca, pe3ynbTaToB 1abopaTOPHO-UHCTPYMEHTANbLHOIO U Mose-
KyNnsipHO-reHEeTUYECKOro MccneaoBaHmMa pebeHKy BbiCTaB-
JIeH AnarHoa.

OcHOBHOM gmMarHo3: «TK2-accoummpoBaHHas MUTOXOH-
apuanbHas Muonatus, MaageHvyeckas (MHpaHTuIbHas) dop-
Ma (CMHAPOM MCTOLLEHUS MUTOXoHApuanbHon AHK, tvn 2,
MWUOMATUYECKUI TUM): MMOMATUYECKUM CUHAPOM, MPOrpec-
cupylowaa HapyxHaa odbTanbmonnerus, aHuedbanonartus
C CMHAPOMOM rpy6oi 3a4epKKU B NCUXOMOTOPHOM W npea-
peyeBOM pa3BUTUMU, NceBA0OYNbOaPHbIN, ByNbOapPHbIN CUH-
[IPOMbI, KapaMoMKuonaTus, renatoMeHanbHblM CUHAPOM».

ConyTcTBYyOLWMI AUarHo3: «benkoBo-aHepreTMyeckas
HeAO0CTaTOYHOCTb XPOHWYECKas CpeaHen CTENEHN TAKECTH.
AHrvonatusa cetyaTku ob6owux rna3. Manas aHoManus pas-
BMTUS cepaua: OTKPbITOE OBajibHOE OKHO, AuaroHasbHas
TpabeKyna B NONOCTM NEBOrO }enyao4yka, HeoCTaTO4HOCTb
TpUKycnunaanbHoro KnanaHa 0—1-1 cteneHm».

AnddepeHynanbHas gUuarHocTuka

Y pebeHKa BegyLUM CUMMNTOMOM B KJIMHUYECKOM Kap-
TUHe 3aboeBaHna ABASETCA MblleyHas cnabocTb. C TOYKM
3PEHMS TOMUKU MOPAXKEHUS JaHHbIN CUMITOM MOXKeT dop-
MUPOBATLCA MPU MOPArKEHUU Pa3AUYHbIX HEPBHO-MbILIEY-
HbIX CTPYKTYP: Ha YpOBHEe nepnudepru4ecKoro MOTOHEPOHa,
nepudepmnyecKkoro Hepsa, HEPBHO-MbIWEYHOrO CuHanca
NMB0 HENOCPEACTBEHHO Ha YPOBHE MblLLEYHOrO BOJIOKHA.

TUAWYHBIM NPUMEPOM MopaxKeHus nepudepmnyecKo-
ro MOTOHEMpOHa B [JeTCcKom Bo3pacTe aABnserca CMA.
Kak wunaBecTHO, passute CMA cBfI3aHO C MyTauusMu
reHa BbIXMBAemMoCTW MOTOHenpoHoB SMN1, 4To NpMBOAUT
K rméenn anbda-MOTOHEMPOHOB CMMHHOMO MO3ra C pas-
BUTUEM CUMMETPUYHOM MblWeYHOW cnabocTtn. PeHoTUMbI
MnageHyeckon dopmbl TK2-accouUMMPOBAHHOM MWUTOXOH-
npuanbHon mnonatum 1 CMA 5q ¢ ne6toTom Ha nepBom rogy
YU3HW 04eHb CXOXM [6]. Ansa o60mx 3ab6oneBaHUi xapaKTep-
Hbl NOSIBNEHUE CUMNTOMOB B NEPBbIE MECSLLbl XXU3HU, Hapy-
WeHWne BCKapM/MBaHUSA, perpecc MOTOPHOro pasBuTHS,
nporpeccupylouas CMMMETpPUYHasa MblllevyHas cnabocTb
c nocneaytouwen atpoduen MblllL, yracaHMeM CYXOXUNbHbIX
pedbnekcoB, GopmMUpoOBaHMEM [AblXaTeNbHbIX HapyLlEeHWN
Ha No3HUX cTaaunsax 3aboneBaHus. Tem He meHee, ans CMA
KIMHUYECKM XapaKTepHbl 60nee Bblpa)XeHHOe Mopaxe-
HWEe aKCManbHOM MYCKynaTypbl M MPOKCHMMalbHbIX OTAENOB
KOHEYHOCTEN, Hannyne GpacumKynauMn Mblll, B pedynbrate
WX AEeHEepPBaLIMK U OTCYTCTBME 3a4EPKKM NCUXMYECKOrO pas-
BUTUA [23, 24]. Y Hallen nauMeHTKU Mbl BUAUM pasBUTUE
ONOOY3HON MbIWEYHOM TUMNOTOHUU, OTCYyTCTBME dacuuKy-



NAUMRA, pa3BUTUE KIMHWKK 3HUedanonatuun, BOBMeYEHUE
B NaTO/I0rMYECKMI npoLiecc nevyeHu, cepaua. JaHHble IHMI
(oTcyTCTBME M3MEHeHUs F-BonHbI, xapaKTepHble ans CMA)
1M nabopaTopHble MPU3HAKKM BbiparKEHHOro pabaoMuonnaa
TaKke onpoBepratoT guarHo3 CMA.

MNMopaxeHne nepudepmnyecknx HepBoB B BUAE MOTOPHOM
NoJIMHENPONaTUK XapaKTepu3yeTcs MblleYHON cnabocTbio,
NPEUMYLLECTBEHHO B AMCTalbHbIX OTAENax KOHEYHOCTeW,
¢ popmMMpoOBaHMEM B AMHAMUKE BOCXOASLLEro xapakTepa
ABWrateNbHblX HapyweHun. [laHHble CUMNTOMbI HeXapaKTep-
Hbl ANS NPeACTaBAEHHOI0 KIMHMYECKOro cilyyas, 4To N03BO-
NFeT UCKYUTb 3TOT YPOBEHb MOPa)KeHUs u 3abonesa-
HUS, NpOTEKaloLWMe ¢ NopaKeHneM ABuraTeNbHblX BONOKOH
nepndepryecKkmx HepBOB.

MNopaxeHne HeEPBHO-MbILLEYHOI O CUHAMNCca JIEXUT B OCHO-
BE psja BPOXKAEHHbIX U MPUOBPETEHHbIX NATONOMMMI, TaKMUX
KaK MMaCTEeHUS, BPOXKAEHHbIE MUACTEHUYECKME CUHAPOMbI.
Mpn MMacTeHnn pesynstTaTtoM BblpaBOTKM aHTUTEN K aLeTu-
XONWHY U/WUNK pasnnyHbiM 6e1KamM MMOLMTOB aBaseTcs op-
MUPOBaHWEe HEPBHO-MbILLEYHOr 0 6/10Ka Ha YpoBHE cMHanca.
3aboneBaHne MoxeT fgebloTupoBaTtb B t060M Bo3pacTe,
B TOM YMClie U MNafeH4YecKoM. B ocHOBe BpPOXAEHHbIX MUa-
CTEHMYECKMUX CHHLPOMOB JfexaT pasfnyHble ayTOCOMHO-
peLeccuBHblE WKW AyTOCOMHO-AOMUHAHTHbIE MyTauuu,
npUBoOASALLME K HapYLUEHUIO CUHTE3a GENKOB, ABSIOLLMXCS
MOHHBLIMW KaHanamu, depmeHTamMu 60 CTPYKTYPHbLIMU,
CUrHaNbHBIMU MW TPAHCMOPTHLIMKU MONeKynamu, GopmMupy-
IOWMMKU paboTy cuHanca. [e6ioT 3abosieBaHNsd MOXKET ObITb
C poxaeHus. KNMHUYECKN AN MUACTEHMW U BPOXKAEHHbLIX
MUaCTEHUYECKNX CUHAPOMOB XapaKTepHbl Natofiornyeckas
YTOMASEMOCTb MbIWL, M Mbllle4yHas cnabocTb pasnnyHOM
CTENeHU BbIPaXKEHHOCTU B NIMLIEBOM, rMasHon, 6ynb6apHom
MYCKynaType, akcuasnbHbIX, AblXxaTebHbIX MbIWLAX U Mbl-
Lax KoHeyHocTewn. MNpu BPOXKAEHHbBIX MMACTEHUYECKUX CUH-
ApOMaXx TaKe onucaHbl KOrHUTUBHbIE HapyLeHWs, AUCMOp-
dun3m, HeBponaTus unu anunencus [25, 26].

B otnnune ot TK2-accoummpoBaHHOW MWUTOXOHAPMU-
anbHOW MMOMaTUKU, AN MUMACTEHMM U BPOXKAEHHbLIX MWa-
CTEHMYECKUX CUHLPOMOB XapaKTepHbl M36UpaTenbHOCTb
nopaKeHns OTAENbHbIX MbIWeYHbIX rpynn, NabunbHOCTb
KIMHUYECKMUX CUMNTOMOB C YMEHbLEHNEM MbILLIEYHOW cNa-
60CTH Nocne OTAbIXa AU NPUMEHEHUS @aHTUXONMHACTEPA3-
HbIX NpenapaToB W YCUIEHUEM NOC/IE MbILLEYHON Harpy3KHK.
Mpu3HaKkK HapyweHns paboTbl CMHANCa Ha CTUMYAALMUOH-
HoM QHMI (M3meHeHWe xapaKTepa M-oTBeTa) momoratoT
BepudunuUMpPOBaTb YPOBEHb MOPAXEHUS W MPUYUHY ABU-
ratenbHbIX HapyweHwn. [aHHble KNuHu4yeckue u IHMI-
NPU3HaKK OTCYTCTBYIOT Y HalLeN NauMeHTKH, 4TO NO3BONsET
UCKIOYUTb MUACTEHUIO U BPOXKAEHHbIE MWACTEHUYECKMe
CUHApPOMBI [26, 27].

MpuinHamn pas3BuUTUS ABUraTeNbHbIX HapyWweHUN
C CUMNTOMaMM MbILEYHOM CNabOoCTU MOTyT 6GblTb NEPBUYHO-
MbllEeYHas NaTon0rmMs nam cCO6CTBEHHO MUONATHUK, NPU KOTO-
pbiX pas3BuBaeTcd (PYyHKUMOHANbHbIA WU/UNN CTPYKTYPHbIN
nedeKT paboTbl MbIWEYHOrOo BOMOKHA, NPOSBASIOWMICA
KJIMHUKOM MMONAaTUYECKOro cMHApPOMa. ITO O4YeHb 06Wwup-
Has U reTeporeHHas no atMonatoreHesy rpynna 3abonesa-
HWI. B 3aBUCUMOCTH OT ATUONOINMM MMOMNATMKN MOXKHO pa3ae-
NIUTb Ha ABE OCHOBHbIE IPYyNMNbl — NEPBUYHbIE U BTOPUYHbIE.
lepBUYHbIE MMONATUM — 3TO FEHETUYECKU AETEPMUHUPO-
BaHHble 3a601eBaHUs C Pa3IMYHbIM TUMOM HaceLoBaHUS.
PasnuyHble reHeTMyeckue mMyTauuun B SAEPHOM MAWU MUTO-
XOHAPHUaNbHOM reHoMe MOryT MPUBECTU K AedeKTaM paboThbl
Pa3NMYHbIX CTPYKTYPHbIX KOMMOHEHTOB MbIWL, — pPeLenTo-
poB, PepPMEHTOB, MOHHbIX KaHanoB, 6eNKOB-NEePEHOCHUKOB,
CTPYKTYPHbIX 6€KOB, HapyLWeHWO CUHTE3a MK YyTUAN3aLUK
pasnunyHbIX Cy6CTPaTOB B KNIETKE U T.4.

MocKonbKyy pebeHKa UMenn MecTo CUCTEMHOCTb M NONK-
OpPraHHOCTb MOPaXKeHUs ¢ BOBAEYEHMEM B MATONOMMYECKUM
npouecc Hapsigy C MbllIEYHOM CUCTEMOWM ele M comaTwu-
YECKMX OpraHoB (MeyeHb, cepdle, LeHTpanbHas HepBHas
cucTemMa), mporpeccupylollee TedyeHue 3aboneBaHus, 370
rOBOPMIO B NOMb3Y HACNELCTBEHHOIO XapaKTepa natono-
rmu. Hapagy ¢ aTum nocteneHHoe HapacTaHue CMMMNTOMOB,
OTCYTCTBME KPUIOBOro Te4eHUst 60/1e3HN MOIIN YKa3biBaTb
Ha Hanuuve y pebeHka naTtonoruu w3 rpynnbl TM30COM-
HbIXx 6O0Ne3Hel HaKomnieHus, a MMeHHO 60ne3Hu [lomne.
OTa natonoruna cesizaHa ¢ AedULUTOM NMM30COMHON KUCNON
anbda-rnoKosngasbl U NPenMyLEeCTBEHHbIM HaKOMNIeHeM
rIMKOreHa B MblliLax, cepaue, nevyeHun, Mo3re.

Ons mHbaHTUNbHON dopMbl 60n1e3HU lomne, Tak xe
KaK ¥ ans mnageHyeckon popmbl TK2-accoummpoBaHHOM
MWUTOXOHAPHUANBbHON MMONATUKU, XapaKTepHa reHepannso-
BaHHas MblleyHas cnabocTb, B TOM YUCNE U AblXxaTeNbHON
MYCKynaTypbl C pa3BUTUEM AblXaTeNbHON HEL4OCTATOYHOCTH,
B COYeTaHuu C KapaMomuonaTuewn, renatoMerannen, Hewm-
poaereHepauven. Ho He06X0ANMMO NOAYEPKHYTb, YTO CTe-
neHb NopakeHus cepgua M nevyeHn npu 6onesHun Momne
OOMKHbI 6biTb 3HAYUTENbHO OGONblIE, HEeXenu y Hawewn
naumMeHTKkn. Ana 6ones3Hn lNomne xapaKTepHO pa3BuTUE
TXeNon runeptTpodPpryeckon KapamoMmmonaTum ¢ 6bICTPbIM
npPUCOeaUHEHUEM XPOHUYECKON CePAEYHON HELOCTATOYHO-
CTH, 6onee BblpaxeHHOW renaTtoMeranuu, 4ero HeT B Npea-
CTaBNEHHOM K/MHUYECKOM ciay4vae. [JOnoNHUTENbHbIMU
npU3HaKamu, onpoBeprawwnumm agnarHo3 6onesnu lNomne,
ABNSAOTCA OTCYTCTBME MAKPOrI0CCUM U HOPMasibHble 3Ha-
YeHus Kucnow anbda-rnoKko3naasbl No JaHHbIM GepMeH-
TOAMATrHOCTUKM.

Moa BTOPMYHBIMM MMOMATUAMM MOHMMAIOT CTpajaHue
MbILL, KaK CUMMNTOM, PE3BUBLLUMIACSA HA GOHE KaKOro-1m6o
nepeBuyHoro 3aboneBaHuns. B cBA3KM C 3TUM BTOPHYHbIE
MuonaTuM AendaT Ha BOCnanuTeNnbHble, napaHeonnactu-
YecKue, NeKapCTBEHHO-UHAYLMPOBAHHbIE, 3HAOKPUHHbIE,
MeTabonuyeckue. Npumepamun BocnanutebHbIXx MMONaTum
MOFYT OblTb MOPaXKEHUS MbILWEYHON CUCTEMbI Npu 6ones-
HAX COEAMHUTENbHOW TKaHW (A4epMaToOMWO3MUT, NOAUMMUO-
3UT), NPU MHOEKLMOHHbBIX 3a60/1ieBaHUsAX (6akTepuasbHble,
BMPYCHblE, Napa3uTapHble). [lnga BocnanutenbHbIX MUona-
TUN B KJIMHUKE XapaKTepeH 60/1eBON CUHAPOM, KOTOpPbIH
OTCYTCTBYET y Hallen NauMeHTKW Ha MNPOTSAXKEHUU BCero
nepuoaa HabnwogeHusa. Hapsagy ¢ atum y pebeHKka OTCyT-
CTBYIOT XapaKTepHble Ans 60/e3HeNn coeanHUTEeNbHOM TKa-
HW KIIMHUYECKME MPU3HAKK (FreNMoTPOonHas Cbifb, CUMMNTOM
[OTTpOHa, KanbLMHO3, CyCTaBHOM CUHAPOM), BOCNANUTENb-
Hble U3BMEHEHUS CO CTOPOHbI KPOBM, YTO NO3BO/ISIET UCKIO-
YuTb 3Ty rpynny 3abonesaHuh. OTCyTCTBME W3MEHEHUMN
B 3MNWAEMMWONOrMYECKOM aHaMHe3e, OTCYTCTBME KAWHWMKK
06WeEeNHDEKLMOHHOIO CUHAPOMa U BOCNANUTENbHbIX U3Me-
HEHWWN B aHanM3e KPOBW, HOPMaibHble 3HavyeHus CPb
M NPOKa/bLMUTOHMHA, @ TaKXKe oTpuLaTenbHble peadynbraTbl
o6cnefoBaHni Ha rpynny onMnOpPTYHUCTUYECKUX U Napasu-
TapHbIX MHOEKLMUM NO3BONAIOT UCKIOYNTb MHOEKLMOHHbIN
reHe3 muonaTtuu.

OTCcyTCTBME OO6BEMHbIX M 04AroBbIX UBMEHEHWUI BHYTPEH-
HUX OpPraHoB M rONOBHOIMO MO3ra B COYETaHWM C HOpPMaib-
HbIMKW 3Ha4veHusaMKn ADI cBuaeTenbcTBYIOT 06 OTCYTCTBUMU
napaHeonnacTM4eCKOM NPUPOLbl MbIlEYHOW CnabocTu.
HopmanbHble NokasaTenn ropMoHanbHOro cratyca (ropMo-
Hbl LWWTOBUAHOM Kenesbl), OTCYTCTBME M3MEHEHUN Ha Y3U
LWMTOBUAHON Kene3bl, BHYTPEHHUX OPraHoB MUCKOYatoT
Hanuiune rmno-, runepdyHKLUMN LWUTOBULHON XKenesbl, ayTo-
UMMYHHbIA TUPEOUAUT KaK NPUYUHY MrMonaTuu. Mo gaHHbIM
aHamMHe3a Yy AEBOYKM TaKKe MOXHO WCKIYUTb neKap-
CTBEHHO-MHAYLMPOBaHHbIE BapnaHTbl MMONaTUM.
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MeauuMHCKHUEe BMeLlaTebcTBa

C y4yeToM TSXKECTU COCTOSIHUS, HaNMuMs BblPaXKEHHOIO
MUOMaTUYECKOro cuHapoma, 6ynb6apHOro u ncesaobynb-
6apHOro CMHAPOMOB C MOMEHTA NOCTYMN/IEHUS B CTaLMOHAp
6bII0 HA4yaTo KOpMJieHWe pebeHKa yepel3 HasoracTpalib-
HbI 30HA a4anTMPOBAHHOM MOJIOYHOW CMeCblo «HyTpunak»
no 95 mn Kaxable 3 4, 7 pa3 B CyTKW. [leBOYKe NpoBOAMK-
JINCb MOHUTOPWHT XU3HEHHO-BaXHbIX GyHKumMK (HCC, 444,
caTypaums KUCNopoaa), KOHTPOsb y4eTa NMTaHus, NpubaBoK
macchl Tena. C Lenbio KOppPeKLMM HYTPUTUBHOrO craTyca
C NepBOro AHs rocnuTann3almm Havata MHPYy3MoHHas Tepa-
NMs BHYTPMBEHHO KamnefnbHO [OKO30-COMEBLIMM PACTBO-
pamu ¢ y4yeToM GU3MONOrMY4EeCcKon NoTpebHOCTM M NaTono-
rMYECKMX NOTEPD.

C nepBbIXx AHEW rocnutanmM3auum C renatonpoTeKTop-
HOM LeNblo BBOAWNACb YPCOAE30KCMXOneBas KuchoTa
(YpcodanbK) B poze 20 MI/Kr/CyT BHYTPpb B 2 npuema
Ha NPOTAXKEHUU BCeNn rocnutanmnsdaumm. C HempomeTabonum-
4YEeCKOMW Lie/iblo HavyaTa Tepanus KOMMIEKCHbIM NpenapaTtom
B BMOE CMECU WMHO3WMHA, HUKOTMHamMuaa, pubodraBuHa,
SHTapHOM Kucnotbl (LUnutodnasuH) no 5,0 mn B/B KanenbHO
(1 mn/Kr/cyT) B TeyeHne 23 gHen ¢ nocneayouwmm gobasne-
HMeMm Ha 20-e cyT rocnutann3aumm NUPUAOKCUHA TMapPOX-
nopuaa 5% (BUTaMuH Bg) no 1,0 Ma BHYTPUBEHHO CTPYHHO
Ne 14,

[locne WCKAKYEHWUS HapPYyLWEHWUW OKWUCNEHUS XKUPHbIX
KMCNoT N 06MeHa KapHUTUHa no AdaHHbiM TMC ang ynydwe-
HUA MeTabonM3aMa M aHeproobecnevyeHus TKaHen B neve-
HWe 6blN BBEAEH NIEBOKAPHUTUH (AnbKap) B CYTOYHOW J03e
100 Mr/Kr ¢ 4-1 Heg rocnuTanusaumm.

MNocne yctaHoBNeHUs aguarHo3a TK2-accoummnpoBaHHOM
MUTOXOHAPUWANbHOM MHWOMATUM C LENblo OnpeaeneHus
JanbHeNIWeNn TaKTUKKM BeAEHUS MaUMEHTKM M MOy4eHus
paspeleHns Ha NpPUMEHEHWe naToreHeTMYecKon Tepa-
MU NPOBEAEH TeNemMeauUMHCKUI KoHcunnym ¢ Prby
«HaumnoHanbHbIM MEAULIMHCKUN UCCNeaoBaTeNIbCKUIN LIEHTP
uMm. B.A. AnmazoBa» MuH3agpaBa Poccun. YuuTbiBas narto-
reHes3 gaHHoro 3ab6ofieBaHus, Ans NpeaoTBpaLleHnss UCTO-
weHnsa MTAOHK, Hopmanu3auumn ee penauvKauuu, ynys-
WEeHWA MPOrHo3a AN9 WM3HM U 300p0Bbs pebeHKy Oblna
WHWLMMPOBaAHa NaToreHeTM4yecKkas Tepanus B BuAe [oTa-
UMM cneunanM3npoBaHHOroO MULLEBOro MNPOAyKTa nuTa-
HUS «QHEepreTM4ecKknin mMoaynb «TMMUAWH» TOPrOBOW MapKu
«OP®PAHUK» 1 cneunanMsanpoBaHHOrO NULLEBOIO NPOAyKTa
nUTaHns «3HepreTM4ecKknn moaysb «Ae30KCULUTUANH» TOP-
roBon Mapku «OPPAHUK». [aHHaa Tepanua Ha3HavyeHa
MO ¥XM3HEHHbIM NOKa3aHWaM Kak 6e3anbTepHaTUBHOE fleye-
HWe B JaHHOM KJIMHWYECKOM Cclyyae.

YKa3aHHble cneuuann3mpoBaHHble MPOoAYKTbl MUTaHMA
BbINycKatoTc poccuickon komnaHuen OO0 «[TpomuKe».
[eBOYKOM HayaT NpuMeM [daHHbIX IHEePreTMYecKUx Moay-
nen Ha 38-# geHb OT MOMEHTa rocnutannsauuu Cc A03bl
«duMuanHar» n «JesokcnuumtnanHar» no 35 Mr/Kr/cyT ¢ nocre-
NeHHbIM NOBbIWEHWEM A03bl KaXA0ro NULEBOro NpoayKTa
10 400 Mr/Kr/cyT.

[AMHaMHuKa 1 ucxopbl

Ha ¢doHe KoppeKumnn obbema KOPMJIEHUS, NpoBeaAeHUs
MHPY3MOHHOW, HENMpOoMEeTabonMyeCcKon Tepanum umenacbh
HeKoTopas MONoXWTeNbHas AMHaMWKa B BUAE yBennye-
HUS CUMbl KPWKa, MOSIBNIEHUS KPATKOBPEMEHHOW YNbIOKH,
TEM He MeHee, BblpaXKEHHOCTb ABUraTesfibHblX HapyLleHWH
ocTaBanacb MPEXHEeW, COXpaHANUCb MPU3HaKW LMTONU3a
n pabgomunonusa. Yepes 2 Hep nocne MHULMALMK Tepanuu
cneunanmMsanpoBaHHbIMM NPOAYKTaMKU MUTAHUSA «TUMUAWUH»
n «JdesoKkenuntnanH» 400 Mr/Kr/cyT oTMevyeHo nosiBie-
HME NOMbITOK cocaTb CamMOCTOATENIbHO W3 OYThIIOYKM
no 10-20 mn, ymeHblWWnncb nabopaTtopHble MNPU3HAKK
uMTONM3a U pabgommounsa. luHammka nabopaTopHbIX NOKa-
3arteneun npeacraBieHa B Taba. 5.

Ons panbHenwero HabnlOAEHUA U KOpPpPeKUWUU Tepa-
nuM pebeHoK B Bo3pacte 9 mMec nepeBeneH B PrbY
«HauMoHanbHbIM MEAUMUMHCKUA UCCNefoBaTe/IbCKUN LEHTP
uMm. B.A. AnmasoBa» MuHasgpaBa Poccun. B ganbHewnwem
Ha 6a3e JaHHOro YYperKaeHUs naLmMeHTKa nonyyana noBTop-
HbIM Kypc fiedyeHns B Bo3pacTe 1 roga 4 mec.

Jo 1 roga 4 wmMec [deBOYKa BCKapmavMBanach
yepes HaszoracTpasbHblM 30HA4. Ha doHe coxpaHstolencs
BblpaKEHHOW MbllEeYHON cnaboCcTh MMeN MECTO XPOHMYe-
CKMI acnupaumoHHbIi cuHapom. B Bo3pacTe 9 mec 1 1 roga
3 Mec nauMeHTKa nepeHecna acnupaunoHHble MHEBMOHKUH.
Mpu AMHaMM4yecKoM HabnoaeHun No AaHHbIM 330darora-
cTpoayofeHorpadumm AMarHocTMpoBaHa rpbixa NuLeBOAHO-
ro oTBepcTMa anadparmol. B CBA3KU ¢ HANMYMEM NOCTOSHHON
acnvpaumm 1 BbICOKOrO prCKa NOBTOPHbLIX aCNMPaLMOHHbIX
NMHEBMOHWI ObII0 MPUHATO pelleHne YCTaHOBWUTb racTpo-
CTOMY AN9 aHTMpedloKCHOW 3awuThl. B Bo3pacTte 1 roga
4 mec Oblna nNpoBeAeHa NanapocKonuyeckas naacTuka
NUWEBOAHOrO OTBEpPCTMA AnadparMbl ¢ aHTUPEPIOKCHON
3alWMTON nuLeBoAa KPYrion CBSA3KOM Ne4vyeHu, BbiBeaeHa
racTpocToma, NpeKpalleHo 30H40BOE NUTaHKE.

Ha HacTosiwui momeHT nauumeHTke M. 1 rog 6 wmec.
CocTosiHMe no 3abofeBaHUIO OCTaeTCs TSKesbiM, coxpa-
HAIOTCA BblparKeHHas Anddpy3Hasa MbllevyHas FMNOTOHMS,
apedneKkcus, runognHaMms, rMNOMUMUS, KIMHWKa NceBao-
6ynbb6apHOro u 6ynb6apHOro CMHAPOMOB. TeM He MeHee,

Ta6auuya 5. [lnHamuKa MapKepoB LuuToNM3a 1 pabgommonusa y naumeHTkn M. Ha doHe naToreHeTUYeCcKon Tepanuu
Table 5. Dynamics of cytolysis and rhabdomyolysis markers in patient M. against the background of pathogenetic therapy

MokasaTtenb MakcumanbHoe 3Ha4YeHue 3HauyeHue yepes 2 Hep Tepanuu PedepeHcHble 3HaYeHus
ACT, Eq/n 428 123 0-48
ANT, Ea/n 246 100 0-39
K®K, Ea/n 4485 1113 0-270
K®PK-MB, Ea/n 375 170 0-25
NAr, Ea/n 2742 1473 80-160
Muorno6uH, MKr/n 1430 343 7-80
TpONOHWH, Hr/N 401 271 0-20

MNpumeyarnne. ACT — acnaptatamumHoTpaHcdhepasa; AJIT — anaHuHamuHoTpaHcdepasa; KPK — kpeaTnHdochokmHaza; KOPK-MB —

KpeaTuHdocdhokuHaza-MB; JIAI — naKtatgerngporeHasa.

Note. AAT (ACT) — aspartate aminotransferase; ALT (AJ1T) — alanine aminotransferase; CP-MV (K®PK-MB) — creatine phosphokinase-MV;

LDH (nAr) — lactate dehydrogenase.



MmMeeTcs TEHAEHLUMS K YBENUYEHNI0O 06beMa aKTUBHbIX ABU-
KEHUM B KOHEYHOCTAX, YNy4LIMACH 3MOLMOHaNbHBIM TOHYC,
yMeHbLIKNIAach BblparKEHHOCTb NTO3a BeK. PeGeHOK camo-
CTOSITENIbHO NepeBOopaYnMBaEeTCs CO CMUHbI Ha GOK, KpaTKo-
BPEMEHHO ynblbaeTcs u rynuT, pearupyeT Ha rosaoc Matepu,
npu BEpPTUKaNN3aLmK B TEHEHNE HECKONIbKMX CEKYHA yaep-
}KMBaAET rofioBy, NOSBUINCH PEAKMUE CMOHTaHHbIE ABUKEHUS
B pyKax v Horax. B nonoxeHnu Ha *MBOTE OTMeYatoTes ane-
MEHTbl MogbeMa nneyeBoro nosica. OctanbHble BO3pacTHble
HaBbIKW OTCYTCTBYIOT.

[eBo4yKe NpoBOAATCSH KOHTPO/b caTypauun Kucnopoaa,
perynspHas caHauus BEPXHUX AbIXxaTeNbHbIX MyTeW, exe-
[HEBHas AblxaTeNbHas rTMMHAcCTUKa MelwKoM AMOY, UCMONb-
3yeTcs OTKalwunBartenb. B aguHamMunke oTMeyeHo nepuoanye-
CKOE CHUXKEeHWe caTypauuun kucnopoga Lo 92% Bo Bpems
CHa, 4YTO TpebyeT perynapHoro MCrnonb3oBaHWs annaparta
HEVHBa3MBHOW BEHTUNIALMMN NETKMX B HOYHOE BPEMS.

B neyeHun pebGeHOK MNpofoKaeT nonyvyaTb AOTaLMIO
cneunann3MpoBaHHbIX MULLEBbLIX MPOAYKTOB NUTaHWa —
«QHepretTMyeckoro moayna «TMMUAWH» TOPrOBOW MapKwu
«OP®AHUK» B po3e 400 Mr/Kr/cyT n «3HEpPretTMyeckoro
Moayns «Je30KCUUMTUAMH» ToproBon MapKku «OPPAHUK»
B TOM e fo3e. Ha ¢oHe anetoTepanuun coxpaHsatoTcs Hop-
MasbHble 3HAYeHWs NEeYEHOYHbIX TPAaHCaMMHa3 WU Mbllley-
HbIX GEPMEHTOB.

MporHos

MporHo3 npu MnageH4yeckon dopme TK2-accoummpoBaH-
HOW MMWTOXOHAPWANbHOM MWOMaTUKM Yy pebeHKa sABnseTcs
HebGNaronpuATHBIM BBUAY COXPaHSAIOWErocs BbICOKOIO
pUCKa pa3BUTUA AbiXxaTeNbHbIX HapyLIEeHWH U HU3KOro pea-
OMANTALMOHHOIO NoTeHUMana B niaHe noaHoOro BOCCTaHOB-
fIEHNs BO3pPacTHbIX HaBblKOB. B ¢BA3W C rpybbiMu ABUra-
TeNbHbIMW HaPYLWEHNAMMU NaLMeHTKa MMeeT naaMaTUBHbIN
cTatyc. TeM He MeHee, NpUMeHeHKe cneunanM3npoBaHHOM
aveToTepanuu ¢ JoTaumen HyK1eo3unaoB No3BoMI0 CoXpa-
HUTb KM3Hb NaUMEHTKe M CcTabunuaupoBaTb MNOKasaTenu
KNIeTOYHOro o6MmeHa.

BpemeHHas wKana
XpoHoJsiorus pasButus 60Me3HM naumeHTKn M. npeg-
CTaB/ieHa Ha pwc. 3.

MHeHue nauueHTa
HenpumeHumo.

OBCYXAEHME

B npvBegeHHOM K/MHWYECKOM cry4yae npeacTaB-
fleHa TUMWYHag KapTuHa MnageH4Yeckon ¢opmbl TK2-
acCcoLMMPOBaHHOM MUTOXOHAPWANbHON MUONaTUK, MOCKOSb-
Ky UMeIOT MecTo AebtoT 3aboneBaHua B MepBble Mecslbl
M3HM MALUMEHTKM C PA3BUTUEM TSKENOro MMONATUYECKOIO
CMHAPOMA W BOBJIEYEHMEM B MNATONOMMYECKUM MpoLecc
neyeHu, cepaua, LeHTpanbHOM HEPBHOM CUCTEMBI, ObICTPOE
nporpeccupoBaHne CUMNTOMATUKKU. ITU MPU3HAKKM corna-
CylOTCS CO CBeAeHWsIMM O AaHHOM 3abofieBaHuM, npea-
CTaBfIeHHbIMX B HayyHOW nutepatype [1-3, 7]. AunarHos
TK2-accoumMmnpoBaHHOM MWTOXOHAPUANbLHOW MWOMNATUM
6bl/1 BepUPULMPOBaAH AOCTATOYHO ObICTPO — Ha 27-N AEHb
rocnutanusaunmn pebeHka.

Mpu aHanuse nutepaTypbl ObINO HaWgeHoO onuca-
HWE KJIMHMYECKOro cnyyas nauueHTkn 14 mec ¢ TK2-
accoLUMMPOBaHHON MUTOXOHAPMUANbHON MMONaTUEN, Bbi3BaH-
HOWM TaKOW e MmyTauuen BreHe TK2, Kak uy npeacTaB/IeHHON
nauueHTku (c.416C>T, p.(Alal39Val)), HO B TOMO3UIOTHOM
coctosHun [14]. Ana atoro pebeHKa XapaKTepPHbIM Oblsio
noBbllleHne TpaHcammHas U KOK, koTopoe 6bio BbisiBE-
HO Cciy4avHbiM 06pa3om npu NpoduiakTU4ECKOM obChe-
[0BaHMWU. M3MEHEHUS CO CTOPOHblI MbIWIEYHON CUCTEMBbI
N COMaTMYECKMX OPraHoB OTCYTCTBOBaNAW. JIMwb K 3 rogam
pe6eHOK MCMbITbiBaN HEKOTOPble TPYAHOCTM Npu Xoabbe,
K 4 rogam pasBuiacb CUMMETPUYHAS MbllleYHas cnabocCTb.
OaHaKo aBTOpbI 3TOWM CTaTbM YKa3bIBALOT, YTO B UTEpaType
UMEIOTCS CBEAEHUS O «TSKeNoM» GeHoTMne y nauueHToB,
UMEIOLMX Ty e myTauuto. HecoMHeHHO, TpebyeTcs Aanb-
HeWlee HaKOoMJeHWe HayyHbIX AaHHbIX O GEHOTUMUYECKMUX
nposiBneHnax TK2-accouuMMpoBaHHOW MUTOXOHAPUANbHOM
MUONaTUK M KOPPENSLMM reHoTMna 1 GpeHoTmna npu JaHHoMm
3aboneBaHuun [5]. CBegeHnn o6 ocobeHHOCTSAX deHoTuna
npu co4vyetaHmn AByX myTauun (c.416C>T, p.(Ala139Val)
n c.144_145del, p.(Lys50llefsTer99)) B KOMnayHA-retepo-
3UrOTHOM BapmaHTe, KaK y Hallen NauneHTKM, Mbl HE HaLLW.

OCO6EHHOCTbIO AaHHOIO KJIMHMYECKOTO Cly4as ABMI0Ch
nosgHee noctynieHve pebeHKa B cTauMOHap OT MOMEH-
Ta nosiBNeHus nepBbix cMuMnToMoB TK2-accounnpoBaHHOM
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Puc. 3. MNauuneHTka M.: XxpoHONOrMsa pa3BuTns 60n1e3Hu
Fig. 3. Patient M.: chronology of the disease development

TK2-accouyuupoBaHHas
MUTOXOHAPUANbHasA MUoONaTUA

3

TUMUIAUH
AE30KCULUUTUAUH

NHdy3nMoHHasa Tepanus (rioK030-CoeBbIe P-pbl)
YpcopesokcuxoneBas kucnota 50 mn 2 p/aeHb, per os

UuntodnaBuH 1 Ma/Kr B/B KanenbHo
MupnaoKcuH 5% 1 mn B/B CTPYMHO

JleBoKapHUTUH 150 mr/Kr/cyT, per 0s
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MUTOXOHAPHWANbHOM Muonatuun. 3aboneBaHue Aeb6IOTUPO-
BaNO C HapyleHUs BCKapM/MBAHMSA, CHUKEHUS anneTuTa,
n3bupatenbHocTM B efe. [aHHble CMMMTOMbI ABASOTCA
HecneunmdrUYeCKUMU U MOryT BCTpeYaTbCs Npu 60/bLoMm
yucne 3aboneBaHU HEPBHOW, MbILLEYHOW, CEPAEYHO-COCY-
AWCTOW, 9HOOKPWUHHOW CUCTEM, KEeNYAO4HO-KULIEYHOro
TpaKTa, HacneacTBeHHOM OO6MeHHOW naTonoruu. TofbKo
TWaTenbHbI CO0P aHamMHe3a, aHanu3 xapakTepa BCKapM/iu-
BaHWS, CPOKOB, BPEMEHM, KPAaTHOCTH BBELEHUSA MPUKOPMOB,
OLleHKa peaKuni pebeHKa Ha TOT UM MHOM MPOAYKT MOMO-
ryT Bpady anddepeHumpoBaTb GYHKLMOHANbHbIE HapyLle-
HMSI OT OpraHWYecKMx M pacno3HaTb opdaHHyl naTono-
rmio. «KpacHbiMu dnaramu» gns neguatpa LOMKHbI GblTb
NPOrpPEeCcCUpyIOLLMI XapaKTep HapyLWeHUN BCKapMaMBaHUS,
npucoeanHeHne HapyLEeHWI roTaHns, NoTepst Macchl Tena,
dopmupoBaHne 3aaepKK1M GU3NYECKOT0 Pa3BUTHUS, a TaKKe
coyeTaHMe 3TUX CMMMTOMOB C OTKJIOHEHMSIMW B HEPBHO-
NCUMXMYECKOM pa3BuTMU. K coxkaneHuio, Ha AaHHOM 3Tane
opdaHHoe 3aboneBaHne pacno3HaeTcs ganeKko He Bceraa.

KnnHn4yeckMMm npusHakom opdaHHOW MUTOXOHAPWasb-
HOWM NaTONOrMKU MOXET ObiTb CUHAPOM «BSANOro pebeHkar»
(floppy infant syndrome). 3T0 CMMNTOMOKOMMEKC, XapakK-
Tepuayolmnnca audadysHom MbllEYHON FTMMNOTOHUEN BMNIOTb
[0 aTOHWK, pa3BUBaIOLWENCS MOCTENEHHO MU UMeloLencs
C poxAaeHus. CuHApOM «BSANOro pebeHKa» MOXKeT OblTb
NPOSIBIEHUEM HECKONbKUX AECATKOB pas/iMyHbiXx 601e3-
Hew, B TOM YMUC/e U HACNeLCTBEHHbIX, MUMEIOLWMX NPenMy-
LLEeCTBEHHO HebNaronpuaTHbIM NpPorHo3 [28]. 3Ha4YnuMbIM
4NS neguaTpa ABASeTCs BbIIBNEHWE NaTONOrMYecKux nos
M 0COBEHHOCTEN ABUraTe/IbHOM aKTUBHOCTU pebeHKa, roBo-
PALLMX O MbILLEYHON TMNOTOHUM.

KnnMHM4yecKn cuHapoMm «Banoro pebeHKa» nposiBiseTcs
peKkypBauuen U runepMobunbHOCTbIO B CycTaBax, Mo30M
JIATYLWKW», KOTFAa HOMM LIMPOKO pa3BefeHbl M COrHyTbl
B CycTaBax, a CTOMbl pa3BepHyTbl APYr K Apyry NOAOWBEH-
HOWM CTOPOHOW. [NpU3HaKaMM MbILLEYHOW TMMIOTOHUKN ABASIOT-
€5l HEBO3MOXHOCTb pebeHKa rpynnuMpoBaTtbCs Npu TPaKLmu
3a pyKu M6GO cBUCAHME KOHEYHOCTEM W rofoBbl NpU MNoA-
LepKe pebeHKa 3a TynosuLle N1MLoM BHM3 (Mpoba Ha BEH-
TpanbHyl0 MOAAEPIKKY), NpoBUCaHME pebeHKa Npu B3SATUM
nojg nieyu v psg apyrux.

OyeHb BaKHa OUEHKa COoMyTCTBYIOWMUX FTMMNOTOHUN CUM-
NTOMOB W WX AWMHAMWKK. HebnaronpusTHbIMM CUMNTOMa-
MU, FTOBOPSLLMMKU O BO3MOXKHOM [ebloTe HacneaCTBEHHON
naTosiornu, ABASIOTCS NPOrpeccMpoBaHne MbllEYHOM rmno-
TOHWW, COYETAHUE CUHAPOMA «BANOro pebeHKa» C 3ajepiK-
KOM NMCMXOMOTOPHOIO Pa3BUTHSA, USMEHEHUEM CYXOXMIIbHbIX
pednekcos, opraHomMmerasamen, ocCobeHHOCTIMU GeHoTUNa.
B npeactaBneHHOM K/AMHMYECKOM Cciyvyae umena mecto
nocTeneHHas yTpata BO3pacTHbIX ABUraTE/bHbIX U NCUXMYE-
CKMX HaBblKOB MO Mepe HapacTaHWs MbIWEYHON FTMMNOTOHWUH,
4yTO TPe6OBaNO He3aMeaNTENbHOM rocnuTanmM3aunm B cTa-
LMOHap Ha 6onee paHHeln cTaauy pa3BuUTUS 3ab6oeBaHUs.

CteneHb apbEKTUBHOCTU Tepanmm 4E30KCUMHYKE03na-
MU, HECOMHEHHO, 3aBUCHUT OT GOopMbl 3aboieBaHna 1 Bpe-
MeHW Havana aguetotepanuu. OTCPOYEHHOE Ha3HayveHue
naTtoreHeTM4YeCKoM Tepanuu yxyawaeT nporHo3 601e3Hu.

Ha HacToAwmnin MmomeHT TpebyeTcs NPOAOIKEHNE ANHA-
MUYECKOro HabnaeHns 3a pe6eHKOM C OLEHKOMN CTEMEHU
BbIPaXXEHHOCTM MaTONOMMYECKUX M3MEHEHWUIH CO CTOPOHbI
OpraHoB-MuLLEeHeN, ¢ nposegeHnem MPT ronoBHOro mMosra,
93T, Y3U cepaua v IKI, KOHTPONEM NEYEHOUYHbIX U MbllLey-
HbIX depMeHToB. [TOCKONbKY nNpu MiageHdYeckon dopme
TK2-accoumMmpoBaHHOM MUTOXOHAPWANbHOM MUONATUKN BO3-
MOXHO BOB/ieYeHne nepnudepmnyecknx HepBoB, HEOOXOANMO
noBTopHoe nposefeHne IHMI ¢ Lenblo UCKAYEHNUs pas-
BUTUS NONUHERpONaTUu.

HeobxoamMmoTaKKeynoMsiHyTb 0 npobrieme obecneyeHuns
cneuvanM3MpoBaHHbIMKM NPOAYKTaMU NUTAHWUA «TUMUAUH»
n «1e30KcMunTUanH» 6onbHbIX ¢ TK2-accouumMpoBaHHOWM
MWTOXOHApPWaNbHOM MWoNaTuen. [aHHoe 3aboneBaHue
noka He BCXOAWT CNUCOK opdaHHOM naTtonoruu, obecne-
ynBaemown OGecnnaTtHbIMWM MeAMKaMeHTaMu W crneuuanu-
3MPOBaHHLIMW MpPOAYKTaMW MNUTaHMA. TaKMM NauMeHTam
TpebyeTcs NOMCK CMOHCOPCKMX CPEeACTB ANS MPOAOIKEHUS
naToreHeTM4ecKom Tepanuu.

3AK/TIOYEHHUE

[JaHHbIK KIWMHWUYECKUMM Cclly4an OEMOHCTPUPYET TUMKUY-
HOoe TeyeHWe mnajeH4yeckon dopmbl TK2-accoumMmMpoBaHHOM
MUTOXOHAPWANBbHON MUONaTUK. MNauneHTKa UMEET «TSXKeNbl»
deHoTMN 3aboneBaHusa ¢ GOpPMUMPOBaHMEM NaNIMaTUBHOIO
cTaTtyca 4yepe3 4 mec OT MOMeHTa Aebtota. PebeHKy TpebyeT-
CSl MOXM3HEHHOE MPUMEHEHWE MaTOreHeTU4YecKow Tepanuu
[Le30KCHHyKneo3ngamu. OcsegoMneHHOCTb NeanaTpos o TK2-
acCoOLMMPOBAHHOM MMUTOXOHAPWANBLHON MUOMATUM MO3BOAUT
CBOEBPEMEHHO BbISIBAATL MALMEHTOB C 3TUM MOTEHUMasb-
HO KypabenbHbIM COCTOSIHUEM, MOMOXET PacMPUTb 3HAHKSA
06 3TOVM NaToIOMMKU U COBEPLLEHCTBOBATL METOAbI €€ TEParuM.

WHOOPMUPOBAHHOE COIJIACHUE

OT poauTens nauueHTa Noay4eHo MUCbMEHHoe MHbOoP-
MUPOBaHHOE A06POBONLHOE Cornacue Ha nNyeanKaLmio onu-
CaHWA KIMHWMYECKOro cny4yas, pe3ynbratoB ob6cnefoBaHUs
W nevyeHuns nauuneHTa (aata nognucanus: 09.04.2024).

OT poauTens nauueHTa Noay4eHo MUCbMEHHoe MHbOoP-
MUpOBaHHOE [06POBO/SbLHOE cornacve Ha nybanKauuio
€ero u3obpakeHn B MEAULMHCKOM XypHasne, BKAoYas ero
3NEeKTPOHHYIO Bepcuto (Aata noanucanus: 09.04.2024).

INFORMED CONSENT

A written informed voluntary consent was received from
the patient’s parent to publish the description of the case
report, the results of the examination and treatment of the
patient (date of signing: 04.09.2024).

A written informed voluntary consent has been received
from the patient’s parent to publish his images in a medical
journal, including its electronic version (date of signature:
04.09.2024).
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J1.A. bakyHoBoOM, 3aBefyollen MEANKO-FEHETUYECKON KOH-
cynbtaumnen Y3 HO «Hukeropogckass o6bnactHas pet-
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X.®. AKcsiHoBOW.
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Topuen E.FO. 3axapoBoM.
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HYIO MOMOLLb NPV BEAEHUU NALMEHTKM 3aBeaylolen oTae-
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‘W) Check for updates

Te3ucbl KOHKypca
Hay4HbIX Pa6oT MONOAbIX YYEHbIX

28 ¢peBpans — 2 mapta 2025 r. B MocKkBe ¢ orpoMHbIM ycriexom rpouien XXVI KoHrpecc neanatpoB
Poccumn ¢ mexkayHapoaHbIM y4acTUeM «AKTyasbHble npobsiemMsbl negmatpum». B pamkax KoHrpecca
COCTOSJICA y)Ke CTaBLUMi Tpagnumnen KOHKypC Hay4HbIX paboT MOJI0AbIX yYeHbIX, B KOTOPOM MPUHSIN
y4actne 50 4yesioBeK (CTYAEHTbl, OpAMHAaTOPbI, aCriMpaHThbl, aCCUCTEHTbI, Hay4YHble COTPYAHUKU, BPAYM)
n3 21 ropoaga Poccum (Bcero 66110 nogaHo 44 3asaBKu). peactaBsisemM BalleMy BHUMaHWIO TE3UCHI,

3aHsABLUINe Mpnu30BbLIE MECTa.

Nooeautenn KoHKypca
Hay4YHbIX paboT MmonoabiX y4eHbix 2025

OnuTenbHOCTb 3KPAHHOIro BpeMeHU U NcuxocoLuuanabHoe
GnaronoJjlyuyve WKOJIbHUKOB NOAPOCTKOBOI0 Bo3pacTta

AHucumoBa A.O.

Hay4yHbIM LLeHTp NpobnemM 340p0BbS CEMbU U PeENPOAYKLMK YenoBeKa, MpKyTck, Poccuickasa deaepaums

AKTyanbHOCTb. bnarogaps TexHM4eckomy nporpeccy
peKOMEHAYEMbIX HOPM 3KpPaHHOro BpeMeHu (3B) npuaepu-
BaeTca BCe MeHblwe fgeTer. MHOroYncneHHble uccneaosa-
HWSi CBUAETENBCTBYIOT O HEFATUBHOM BAUSHUMW NPEBbILEHMS
HopM 3B Ha pa3nuyHble chepbl KU3HU NOLPOCTKOB.

Llenb uccnepoBaHua. Onpeaenntb 3Ha4yMMble acco-
LMaummn AAMTeNbHOCTU 3KPAHHOIO BPEMEHU C HEKOTOPbLIMU
daKTopamMun COLManbHOro M MCUXMYECKOro 6aarononyyuns
y FOPOACKMX NOAPOCTKOB.

MauueHTbl U MeToAbl. [laHHble cobpaHbl B Xo4e uccne-
foBaHus «[loBefeHWe feTen WKOoNbHOro Bo3pacTa B OTHOLWe-
HUKM 300pOBbS» B 2021-2022 rr. 1226 WwKonbHMKOB (50,6%
Masnb4ymkoB) 11-15 neT pasaeneHsl Ha rpynnbl B 3aBUCUMOCTH
OT cyMMapHoro 3B B cyTKU. [epeMeHHble MHTepeca: coluanb-
Hble daKTopbl (O6LLEHNE B ceMbe, MOALEPIKKa CBEPCTHUKOB
M OTHOLIEHMS C HUMM) M NCUXMYECKOe Bnarononyyue (YyaoBnet-
BOPEHHOCTb XM3HbIO, TPEBOXKHOCTB). MICcNonb30Basncsa Kpute-
pui xu-kBagpart, pasnuuus p < 0,05 npu nonapHom cpaBHe-
HWU FPYNN CYUTANIUCh CTAaTUCTUHECKM 3HAYUMBIMU.

Pe3ynbrartbl. PeKOMeHAOBaHHOM AnuTenbHocTH 3B (He
6onee 2 4 B CyTKW) npuaepxuBanucb 9,1% nNoapoCTKOB.

MpoBoaunun y akpaHoB 2—-5 4 B AeHb 21,1% aeten, 6onee
54 — 69,7%. MNoapoCTKM ¢ HanMbonblUeN ANUTENBHOCTbIO
3B (6onee 5 4 B IEHDb) pexe NpoBOANIN BPEMS C POAUTENS-
Mu (p < 0,001), yauie McnbITbiBanu TPyAHOCTU B O6GLLEHNUU
¢ Mamon 1 nanou (p < 0,001) no cpaBHEHMIO C NOAPOCT-
KaMu, KoTopble npuaepxumBanucb HopMm 3B. OHM MeHb-
e 4yBCTBOBaIM MOAAEPXKKY ApPy3eh U OOHOKNACCHWKOB
(p <0,01), noapocTKM € YpeamMepHbIM 3B MeHblUe yaoBneT-
BOPEHbI }KU3HbtO (p = 0,0009), y HUX Yalle BO3HWKaNo 4yB-
CTBO TPEBOIM, yTpaTbl KOHTPONSA Haj *u3Hbto (p < 0,001)
No CpaBHEHMWIO C MOAPOCTKaMM, He NPEBbILALWMMU HOPMY
OB B CyTKM.

3aknyeHue. YBenvyeHue BpPEMEHMU, MPOBEAEeHHOro
y 3KpaHa, y NOAPOCTKOB MOXET OTpULLaTENbHO CKa3blBaTbCH
Ha OTHOLWEHUSAX C CeMbEN U CO CBEPCTHMKaMM, yCyrybutb
npo6sieMbl Ncuxuyeckoro Gnarononyyus. C Apyrom cTopo-
Hbl, COBMECTHbIM AOCYT C CEMbEN, APY3bSIMU MOXKET BUTbCS
NPoGUNaKTUKON YBNEYEHUST IKPaHaMW, a TaKKe rmnoau-
HaMuu, 41O ByaeT cnocob6CTBOBaTb MPOPUNAKTUKE XPOHU-
YECKMX HEeUMHPEKUMOHHbIX 3ab0neBaHUM U MNCUXUYECKOMY
6narononyyuio B 6yayuiem.

BbifgBnemMocTb NO34HEN reMmopparu4ecKom 60s1e3Hu
HOBOPOXAEHHbIX B POCTOBCKOM 06/1aCTH

FlonosuHa E.M.

O6nacTHas geTckas KiMHMYeckasa 6onbHULA, PocToB-Ha-[oHy, Poccuiickas ®enepauus

AKTyanbHOCTb. 3a60/1eBaeMoCTb remMopparm4yeckom
60/1e3HbI0 HOBOPOXKAEHHbIX (IpBH) 3Ha4YnTENbHO CHM3KMNAach
B CTpaHax, rae npodunakTMKa NpoOBOAMUTCA Npenapatamu

BuTamuHa K,. B Poccun ans npodunaktuku ncnonbayetcs
BUTaMUH I-(3, O[HAaKO CYLIECTBYIOT COMHEHMS B ero apdek-
TUBHOCTW.
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Llenb uccnegosaHus. [IpoBecTv aHann3 BbIABASEMO-
cTn no3gHen pBH cpean 340pOBbIX AOHOLLEHHbIX AETEN
nepBbiX 6 MEC XM3HU, poaMBLLMXCS B POCTOBCKOM 06nacTu
B 2019-2022 rr. 1 nony4MBLWNX NPOdUNaKTUYECKOE BBEE-
Hue BuTamuHa K.

MaumeHTbl M mMeToabl. [lpoBeaeH pPETPOCMNEKTUB-
HblM aHanu3 2882 ucTopun 6GONE3HW HOBOPOMKAEHHbIX
W neten nepBbix 6 MEC W3HW, POAMBLUNXCS HA TEPPUTOPUN
PoctoBckon o6nactm u NpPoOXoAMBLUMX NIEYEHME B CMeuu-
anM3npoBaHHbIX CTaumoHapax r. PoctoBa-Ha-[loHy B 2019—-
2022 rr. Kputepmamu BKIOYEHNS ABUINCD YCTAHOB/IEHHbIN
anarHos «no3aHas pbH», paHee npoBeneHHas npodunak-
TMKa npenapaTtoM BuTamuHa K;, NOHOWEHHOCTb M OTCYT-
cTBMe 3aboneBaHUM WAM COCTOSHWK, CaMOCTOATENbHO
ABJISOLUMXCS MPUYMHON KPOBOTEYEHUIN UM MPUOBPETEHHOM
KoarynonaTtuu.

Pe3ynbtatbl. 3a 4 rofa gvarHo3 «no3aHas pbH» 6bin
ycTaHOBNIeH 25 [JeTdAM, OTHOCMBLUMMCS K rpynne 340po-
BbIX [JOHOLWEHHbIX HOBOPOMXKAEHHbIX, MOAYYMUBLINX NPODHU-
NaKTU4YecKkoe BBeJeHWe BUTaMWHa K3. Takum o6pasowm,
BbisBAsemMocTb no3aHen [pbH B PocTtoBcKkoM o6nactu
B 2019-2022 rr. cpean AeTen, OTHOCSALWMXCS K AaHHOM
rpynne nauueHTtoB, cocTtaBuna ot 13,25 go 33 cnyyaes

Ha 100 TbiC. HOBOPOX/AEHHbIX. MWHMMaNbHbLIW BO3pacT
cocTaBun 8 cyT, MaKCUMalbHbll — 47 CyT KU3HW. KOXKHbIN
remMopparMyeckuin cuHapom otmeydancs y 33% naumeHTos,
npu aTom y 15% nauMeHTOB C KOXHbIM reMopparMyecknm
CUHAPOMOM He WMMeNocb APYrux reMopparMyeckux npo-
fABneHnn. KpoBoTe4YeHns M3 BEPXHUX U HUKHUX OTAENOB
KEeNyLOYHO-KMLWEYHOro TpakTa BcTpedanucb B 15% cny-
yaeB. B 52% cnyyaeB y nauMeHTOB UMENUCH KPOBOMU3MHU-
AHUA B LEHTpanbHyto HepBHyt0 cuctemy (LHC), npuyem
B 37% cny4aeB OHW HE CONPOBOXAANUCh FreMopparM4yecKm-
MU MPOSIBNEHUAMWU APYrMX Nokanusauun. OauvH nauueHT
¢ KpoBouanuaHuem B LUHC norun6, a eue 4 nmetot rpybole
HEBPOIOrMYECKUE OCNTIOKHEHUS, 3HAYUTENBHO CHUXKatoLWw e
KayecTBO XMU3HW.

3aknueHue. MNpodunnaktmyeckoe BBeaeHUE MeHa-
AMOHa HaTpua 6ucynbduta — npenapata BUTaMuHa
K3, BEposATHO, HEe MMeeT AOCTaTO4HOU 3PPEKTUBHOCTH
B OTHOWeHUM no3aHen MpbH, NoCKonbKy npeacTtaBieH-
Haa HamMu BbIABNSAEMOCTb AAHHOrO 3abofeBaHns cpeau
340POBbIX AeTeln NepBblX MECALEB W3HW, MONYYMB-
Wwnx npobunakTMyecKkoe BBeAeHWe JaHHOro npenapaTa,
COOTBETCTBYET TAaKOBOW A0 BHEAPEHWS MacCOBOW MNpo-
dUNaKTUKMK.

B3aumocBsA3b MeTa60/IM4EeCKMX MapKepoB
M UHEKCOB MHCY/IMHOPE3UCTEHTHOCTHU Y NOAPOCTKOB

C pa3/IM4HOM Maccou Tena
Oxenapos H.[.

CnOMPCKNIN rocyaapCTBEHHbIN MEAMLIMHCKMI YHUBEpcHTeT, ToMCK, Poccmninckasa Peaepaumsa

AKTyanbHoOCTb. OXMpeHue Crnoco6CTBYET pPa3BUTUIO
WMHCYSIMHOPE3UCTEHTHOCTU (UP), ANS OLLEHKU KOTOPOM COo3a-
Hbl MHAEKCbI. OHaKO yHMBepcanbHOro nokasarens UP Her,
a CyLLEeCTBYOUME MHAEKChI CIOXKHO NPUMEHSTL B NeanaTpum
M3-3a HEXBATKMW AaHHbIX 06 MX MPOrHO3UPYIOLLEN LIEHHOCTH.

Lienb uccnepoBaHuns. M3y4nTb B3anMOCBA3b MHAEKCOB
NP ¢ meTabonnM4yecKkMMm MapKepamu y NoLpoCTKOB, cTpaja-
IOLLMX OXKMPEHMEM.

MauyueHTbl M meToabl. MccnegoBaHue o0A06peEHO
ITnuyecknum Komutetom Preoy BO CubIrMY MwuH3gpaBa
Poccun (N2 8459/2 ot 28.10.2020). B Hero BKJOYEHbI
nogpoctkn 10-17 net: rpynna oxwupeHus (n = 40; SDS
NUMT > 2,0), KOHTpONbHasa rpynna 340pOBbiIX NOLPOCTKOB
C HopmasnbHOM Maccow Tena (n = 25). SDS UMT paccyuTaH
yepe3 WHO AnthroPlus. OuennBanuch nHaekeol P HOMA-IR,
TyG n SPICE. MccnepoBanuch nokasatenu rioKo3bl, TMNMA0-
rpaMmma, pe3ucTuH, roKaroHonoaobHole nentuabl (MMM 1
M 2 B CbIBOPOTKE KPOBU. [laHHble 06paboTaHbl NporpaMmmMmon
IBM SPSS Statistics. Pa6ota npoBefeHa npu noaaeprkke
Poccuickoro HayyHoro doHga no npoekty N2 23-75-01034
«Mcnonb3oBaHne Npodbunen IMNUMAOMUKK AN CO3AaHUS NPO-
FHOCTUYECKOW MoJenn peanu3aumm deHoTUna OXMMpeHUs
y oeten 1 nogpocTkoB» (Cornawexue ot 14.08.2023).

Pesynbratbl. [pynnbl CTaTUCTUYECKM 3HAYMMO HE pas-
iM4anmMcb NO BO3pacTy M nony. B rpynne uccnegoBaHus

BbiiBNIEHbl 60/lee BbICOKWE YPOBHW TpPUALMUATAMLEPO-
nos — 0,8 mmonb/n [0,6; 1,1] (p = 0,004), nHCcynMHa —
22,6 mkEa/mn [15,4; 28,4] (p = 0,015), 60nee HU3KUIM ypo-
BEHb JIMMOMNPOTENHOB BbICOKOW MIOTHOCTUM — 1,4 MMOJb/N
[0,9; 2,8] (p =0,005). 3HaYMMbIX pasnuyui B ypOBHE
rNOKO3bl He BbiaBNeHo. KoHueHTpauus [MMM-2 6bina Bbiwe
B rpynne KoHTpona — 618,1 nr/mn [339,8; 666,6], 4em
B rpynne uccnegosanua — 162,6 nr/mn [108,6; 429,4]
(p <0,001). YpoBHu [TM-1 He paznnyanucb. Pe3ncTuH
y NOAPOCTKOB C OXMPEHUEM Obln 601ee HU3KUM (8,5 HI/Mn
[3,4; 24,6]) N0 CpaBHEHUIO C KOHTposieM — 24,6 Hr/mn
[24,6; 25,2] (p = 0,003). MNokazaTtenn HOMA-IR — 4,6 [3,1;
6,1] n TyG — 8,0 [7,7; 8,3] 6binu Bbie B Uccnegyemomn
rpynne, 4em B KOHTponbHon: HOMA-IR — 2,1 [2,0; 2,4]
(b = 0,019), TYyG — 7,6 [7,5; 8,1] (p = 0,041). ¥ noapocT-
KoB c¢ oxupeHueMm mHaekc SPICE coctasun 5,8 [4,8; 7,9],
4TO GbINIO CTATUCTUHECKM 3HAYUMO HUKE, YEM B FPYMNMe KOH-
Tpona — 11,2 [9,6; 12,4] (p = 0,027). KoppensaunoHHbIN
aHanu3 BbISBU MOJNIOXKMUTENbHYIO B3aMMOCBSA3b WMHAEKCA
SPICE c yposHamu ITIM-2 (r = 0,551, p = 0,001) 1 pe3uncTu-
Ha (r = 0,367, p = 0,022).

3aknioveHune. Cpean M3yHeHHbIX MHAEKCOB WHCYIUHO-
pe3ncTeHTHOCTU nHaeKc SPICE, BeposaATHO, SBNSETCs Hau-
6oJiee peneBaHTHbIM, TaK Kak AEMOHCTPUPYET B3aMMOCBS3b
C METAB0IMYECKNUMU MapKepPaMMU.



HoBble BO3MOXHOCTU UHCTPYMEHTAJ/IbHOW AMArHOCTUKU AUAOETUYECKOMN
noJiMHeMponaTum y feTem ¢ caxapHbiMm auadeTtom 1-ro Tuna

KayaHnoB [1.A., Xmenéa E.|N.

CHOMPCKNI rocyaapCTBEHHbIM MEANLIMHCKUI yHUBEpPCUTET, TOMCK, Poccuiickas ®enepauus

AKTyanbHOCTb. [MOMCK HOBbIX METOAOB OLIEHKW Mepw-
depuyeckmnx HepBOB MNpu AMabeTMYecKOW nonrMHenpona-
Tin (AMH) aBnseTca akTyanbHOM 3ajavyen. HemHBa3nBHbIE
WMHCTPYMEHTasIbHble MCCNEeNOBaHMUA OTKPbIBAOT AOMOMHM-
TeNbHble BO3MOXHOCTWM [MArHOCTUKU AETEW C CaxapHbiM
anabetom 1-ro tuna (CA1).

Llenb uccnepgoBanusa. OLEHUTb NOTEHLMAN UCMONb30-
BaHWSA MHCTPYMEHTasbHbIX WCCNEeA0oBaHUI (YNbTPa3BYKO-
Boro (Y3W) n marHuTHO-pe3doHaHcHoM Tomorpadumn (MPT))
B anarHocTtuke AMH y geten ¢ CA1.

MauuneHTbI U MeToAbl. B nccnegoBaHme Gbiiv BKOYE-
Hbl 50 pgeten 13-17 net ¢ gnarHo3om CA1L (> 2 neT), rMUKo-
3UIMPOBAHHbLIM remornobuHom 7,6-10,4%. HabniogeHue
NPOBOAUIN B TEYEHUE rOAA C OLLEHKOM LIKanbl HeMponaTu-
yeckux HapyweHun (NIS-LL), Y3 nepudepuryecknx HepeoB
HUXHMX KoHevHocTen (MMHHK) ¢ ncnonb3oBaHuem cepolu-
KaNbHOro pexuma, gonnaeporpaduu, anactorpadum caBu-
roBOM BOJIHbI — 2 pa3a B rod. 20 nauymeHTam 6b1s10 NpoBe-
neHo MPT cefanvuiHOro HepBa ¢ NPMMEHEHUMEM METOA0B
AN DY3MOHHO-TEH30PHON TpaKTorpadun M nepdy3noHHO-
ro Metoja.

Pe3ynbTrartbl. AHaNM3 M3MEHEHUI YNPYro3nacTUYECKmX
CBOWMCTB HEPBOB, MNosy4YeHHbIX npu Y3 MNMHHK B agnHamuke,
nauuneHToB ¢ AHI no wkane NIS-LL nokasan Hanuvyne TeH-
OEHUMI NOBbIWEHUA KO3PdULMEHTA yIbTPa3BYKOBOW OLIEH-
Kn nepudepuyeckoro Hepsa (YIMH), ymeHblueHe pa3MepoB
HepBa MPU HEW3MEHEHHbIX MOKa3aTensx yAbTPa3BYKOBOM

FeHeTUYeCcKUe acrneKTbl pacCTPOMCTBA

AdYTUCTUYECKOrIo CrneKTpay AeTeﬁ
JNNo6aHoB M.E.

eCTKOCTU. [Ina BepuduKaunm pesynbtatoB 6Gbina BbINOA-
HeHa MPT cepanuwHoro HepBa B cpefHen TpeTn Genpa.
OueHKka KonuyecTBa BOJIOKOH (DTI) BbiiBUNa yMeHblUeHue
BOJIOKOH (12-82 ep npu Hopme > 100). OueHKa MUKpO-
LUMPKYNSaLUMM C MOCTPOEHWEM KapT CKOPOCTM KPOBOTOKA
nokasana pacnpegeneHne KoadouumeHTa nepdysmnm (ASL)
41-108%, 4TO AeMOoHcTpupyeT Y 33% OeTen MOHUMKEHHYIO
nepoysunto (< 65%). CpaBHUTENbHbIM aHanM3 AaHHbIX Y3U
n MPT (1-rpynna — ASL meHee 65%, 2-a rpynna — 6onee
65%) NoKasan cTaTUCTUYECKN 3HAYMMOE NOBLILLEHWE KEeCT-
KOCTWM HEepBOB Yy NauMeHToB 2-1 rpynnbl. KoppensaunoHHbIn
aHann3 BbIIBU CTaTUCTUYECKM 3HAYMMYIO MPSAMO NPOMnop-
LIMOHa/bHYI0O B3aWMOCBS3b MOKa3aTeflel BbICOKOM CWbl,
4YTO MOATBEPXKAAET CBA3b MOBbIWEHUS nepdy3nn HepBOB
y oeten ¢ CA11 ¢ NOBbILEHNEM KECTKOCTU N KO3 DULMEHTA
YIMNH cepanuuHoro 1 6onblebepLoBOro HEPBOB.

3aknoyeHue. MonyvyeHHble AaHHble CBUAETENLCTBYIOT
0 MEePCNeKTUBHOCTU NpuMeHeHus Y3 ¢ ncnonb3oBaHuem
KoadoduumeHta YIMH ana AMarHOCTUKM M AMHAMUYECKOro
HabNAEeHNS COCTOAHNA nepudepruyecKkMx HepBOB y Naum-
eHToB ¢ CA1 B AeTckoM Bo3pacTe. KOMMIEKCHbIM Noaxon
(Y3U, MPT) no3BoASIET xapaKTepmu3oBaTb Nepdy3nto U BHY-
TpUHEBpanbHOe [aBleHWe cefaMlHbIX HEPBOB y AeTen
¢ CA1. YcuneHne MP-nepdy3mn cepanuilHbiX HEpPBOB
COMPOBOXAAETCS NOBbIWEHWEM YNbTPA3BYKOBOW YKECTKO-
CTH, KO3 DULMEHTa YIbTPa3BYKOBOW OLIEHKU nepudepunye-
CKWX HEPBOB.

CapaToBCKui rocygapCTBEHHbIN MeAULMHCKKUIA YyHUBepcuTeT uM. B.1. PasymoBcKoro,

CapatoB, Poccuickasa depepaumns

AKTyanbHOCTb. PaccTponcTBO ayTUCTUHECKOIO CNEeKTPa
(PAC) — cocCTOSiHME C HapylleHMsIMM B COLManbHOM B3a-
UMOJENCTBUN M noBeaeHun. MoneKkynspHo-reHeTMyeckas
[MarHOCTMKa BbISIBASET reHETUYECKME M3MEHEHUS, NO3BO-
NAs8 TapretMpoBaTth Jie4eHMe U NPOrHo3vpoBaTbh TeYeHue
3a60/1eBaHuUs.

Llenb uccnepoBaHus. M3yintb MONEKYNSAPHO-TEHETU-
YyeCKne OCOBEHHOCTH, fieXaline B OCHOBE pPacCTPOMCTB
ayTUCTUYECKOrO CNeKTpa y AeTen.

MauuneHTbl U MeToAabl. [poBeaeHbl o6cnenoBaHue
W aHann3 pesynbTaToB MOJHOrEHOMHOIo CEKBEHWPOBAHUSA
32 nauneHToB B Bo3pacTte oT 4 o 18 net (cpeaHuin BO3-
pact — 8,5 = 3,5 roga) ¢ avarHosom F84, oTHocAwWwMMECS
K PAC. Bce naumeHTbl NpoLwv npoueaypy NoaHOro CEKBEHU-
poBaHusa reHoma. N3 32 o6¢cnefoBaHHbix AeTer ManbYMKoB
661510 69% (n = 22), geBoyvek — 31% (n = 10), 410 cooTBeT-
CTBYET COOTHOLWEHKI0 2 : 1.

Pe3ynbTatbl. Y BCEX NaUMEHTOB HaboAaNNCh 3a4epiK-
Ka pe4yeBOoro pasBuTms 1 nuueson aucmopodunam. HapyeHus

couMalbHbiX B3aMMOAENCTBUMIM oTMedvanucb y 78%, cTepe-
OTUMNHblEe ABWXeHnss — y 63%. ArpeccuBHoe noBefeHue
BCTpeyanocb B 19%, runepakTMBHOCTb — B 28%, amouuo-
HanbHas NabunbHOCTb — B 6% cny4aeB. HapylweHusa nuuie-
BOro nosegexus: y 44% — nonndarua, y 10% — nukauusm.
CynopoxHble npucTynbl BbiiBfeHbl y 10%, paccTponcTsa
cHa — y 3%. Np1 NONHOreHOMHOM CeKBeHupoBaHun y 60%
(n = 19) nauMeHTOB BbIIBNIEHbl MATOFEHHbIE BapuWaHTbl
B cneayouwunx reHax: ASXL3, CTNNB1, SHANK3, ARID1A,
ARID1B, MYH3, ELN, MAGEL2, ANKRD11, SETD1B, TNRC6B,
MED13L, NCOA1, MOSPD2, NBEA, UBE3A, CLCN4, ALDOB,
ARID2, KMT2D, HDAC8, NONO, CDK13, TRRAP.Y 6% (n = 2)
obHapy}eHa TaHAemHasa Aaynaukauusa Ha 10-m Xpomoco-
mMe. Jetn ¢ PAC B 68% cny4yaeB UMenu masble aHoMaauu
pa3Butna (MAP): HMXHUX KOHe4yHocTen — 24% (n = 16),
rnas3 — 22% (n = 15), Hoca — 15% (n = 10), ywen — 13%
(n =9), pta— 9% (n = 6). Hanbonee yacto BCTpPEYaI1Cb
caHganesuagHasa wenb — 11% (n = 7), COCKOBbIN runep-
Tenopusm — 9% (n = 6), oTTONbIPEHHbIE YLK, Tpeaybew,
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W rnas3Hon runeptenopuam — no 7% (n = 5), BaabrycHas
ycTaHoBKa cTon — 6% (n = 4).

3aknw4yeHue. B 6onee yem nonosBuHe ob6cneno-
BaHHbIX cfiydaeB PAC MMenu reHeTU4YecKyt 3TMOJOruIo,
4YTO NOAYEPKMBAET BaXHOCTb MOJIEKYNSPHO-TeHeTUYe-
CKOW [OMarHoCTUKKM 3aboneBaHus. PaHHee BbiIB/iEHUE

reHeTUYEeCKUX M3MEHEHWH cnocob6CTBYET MpaBM/bHOM
MapLpyTU3aL M1 NaLMeHToB, Ha3HaYeHUIo NepcoHann3u-
pPOBaHHOM Tepanuu U peabunuTaLuu, NPOrHO3UPOBAHUIO
TeyeHunsa 3a60/1eBaHna, a TaKKe NIaHUPOBaHMIO JaNbHen-
Wero JeTOPOXK/AEeHUS B CEMbSIX, 1€ BOCNUTLIBAIOTCS AETH
c PAC.

BausiHue nocnepoaoBou Aenpeccum Ha pa3BuTue
PYHKLUOHA/bHbIX }XEeNYyAO4YHO-KULUEYHbIX PACCTPOUCTB Yy ieTen

Meposa A.I10.

CaMapCKui rocyaapCTBEHHbI MEAULIMHCKUI YHUBEPCUTET,

Camapa, Poccuitckasa deaepaumns

AKTyanbHocTb. [Tocnepogosas genpeccua (MPA) Hera-
TMBHO B/MSIET HA CaMO4YyBCTBME U IMOLIMOHANbHOE COCTO-
AHWEe MaTepu, a TaKkxe Ha 6narononyyne pebeHKka — ero
3MOLMOHANIbHOE U KOTHUTUBHOE 3[40P0OBbLE, NOBbIWas pPUCK
pa3BUTUA LeNPEeCCUBHbIX, CyMLMAANbHbBIX COCTOSHUI B ByAy-
wem y aeten.

Llenb uccnepoBaHus. OueHKa B3aMMOCBA3U MexAay
cumntoMamu MNP y matepew, GyHKLMOHANbHBIMU XKenyaou-
HO-KMLIEYHbIMX PacCTPOMCTBaAMMU Y HOBOPOXKAEHHbIX AeTen
W PasnnUYHbIMU NCUXOCOLMaNbHLIMU MEPEMEHHBLIMM.

MauneHTbl U MeToAbl. OMOLMOHANbHOE COCTOAHMKE
mMaTepu oueHuBanocb 4yepe3 1 MecC NOCNE BbIMUCKMU
M3 poaaoma c nomollbio onpocHuka CES-D (lWkana
genpeccun LeHTpa 23nuMAeMUONOrMY4ecKUXx Uccne-
foBaHWN). BbinofHeH aHanu3 amO6ynaTopHbiX KapT
Ha 6a3e NbBY3 CO «CamapcKkasa ropoackas NOAUKIUHMK-
ka N2 3». B nccnegoBaHuu npuHanu yvyactue 42 napobl
«MaTb — pebeHOK», KOTOopble ObinnM pacnpepeneHsl
no rpynnam: nepsas — MaTepu C npu3Hakamu [P
(no wKane onpocHMKka — 6onee 18 6annos.), BTopasg —
matepu 6e3 npusHakos P/ (No WwKane onpocHUKa —
MeHee 18 6annos.).

Pe3ynbTatbl. B X04e nccnefoBaHus BbiiB/eHa NOOXMU-
TeNbHas CcBA3b Mexay cumntomamu MNPy matepewn n GyHK-
LMOHaNbHBIMU KEeNyAOYHO-KULWEYHbIMU PacCcTPOMNCTBaMM
(cpbIrMBaHus, MnageH4YecKas AUCXe3ns) y HOBOPOXKAEHHbIX
(r = 0,87). O6HapyeHa 3HayMMas NoNoXuTenbHas CBA3b
mexagy cumntoMamu MPL v Hanuynem KoMK B BoO3pacTe
1 mec Xu3Hu y geten (r = 0,98), npu atom 6ann no wKane
Obl/1 3HAaYUTENBHO Bhille Y MaTepen, Ybn MajeHubl cTpaja-
M MNajeH4YeCcKUMU Konnkamu (25,2 £ 6,0), 4yem y maTepen
MnageHueB 6e3 Konuk (10,3 £ 4,0). Ha ocHoBaHKK aHanusa
aKyLepCKOro aHamMHe3a BbIB/EHO: y MaTepen nepsow
rpynnbl 6epeEMEHHOCTb Yalle npoTeKana C OCNOXHEHUAMMU
W paspelwanacb onepatuBHbiM nytem (p < 0,05), ux getu
Yalle 6bin1 nepBbiMU B cembe — 70% (p < 0,05).

3aknoyeHne. Takum o06pa3om, 3MOLMOHaNbHOE
COCTOSIHWE MaTepu MOXKeT crnocobCTBOBaTb BO3HWKHOBE-
HUIO bYHKUMOHANbHBIX KULLEYHbIX PacCTPOMCTB Yy [eTen.
CBoeBpeMeHHasi JMarHoCTMKa CMMMTOMOB MOC/AEPOA0BOM
[Lenpeccun y XeHlWuH B nepuol 6epemMeHHOCTM U nocne
poOB MO3BOMUT creumannucTtam oKasdblBaTb HEOOXOAUMYIO
KOMMNEKCHYI0 MeANKO-MCUXON0rMYecKyto nomolb u chop-
MUpOBaTb 340POBbLE B AMaje «<MaTb — PEOEHOK».

Mo cnepam XUBOTHDbIX: KAK MOJeJibHble OPraHUu3Mbl

ABUraloT HayKy B neguaTpuu
Emveyn f1.U., Bopo6bena I.J1.

PoccHMCKMI HaydHbIN LIEHTP XMpYyprun um. akag. b.B. leTpoBcKkoro,

MockBa, Poccuitickas ®enepaums

AKTyaNbHOCTb. MccnegoBaHUA Ha XMBOTHbIX Bcerga
O6bINIM UCTOYHUKOM LIEHHbIX 3HAHWIM A9 MeauLmMHbL. B coBpe-
MEHHOW MpPaKTUKe OTMEeYaeTCs CHUXEHUE Yncaa NoAoGHbIX
3KCMEPUMEHTOB 3a CYeT yBeln4yeHus obLlern CTOMMOCTHU
paboT M 3aMeHbl Ha MoAenu in vitro WA KommnbloTePHOE
MOAennpoBaHue.

Llenb uccnepoBaHus. Ha ocHoBe nnTepaTypHbIX UCTOY-
HUKOB BbIIBUTb M OLEHUTb 3Ha4YeHne paboT ¢ MoAeNbHbIMK
MBOTHbIMW B neanaTpumn Kak B Poccuickon denepauum,
TaK 1 3a py6exom.

MauneHTbl U MeToAbl. Mcnonb30BaHHble cTaTbh Obln
cobpaHbl nyTeM noucka ny6nuvkauunm B Google Scholar,
PubMed, eLibrary 3a nepnog 2002-2024 rr. B pa6ote npu-
MeHEHbl AUCKPUNTUBHbIN M AUAXPOHUYECKNI METO/bl BbI6O-
pa v aHanu3a matepuana.

Pesynbtatbl. [TOUCK AaHHbIX OCYLWECTBAANCA MO KIto-
4yeBbIM cnoBam: model animals, vaccines, genetic research,
mucopolysaccharidosis, medicine. B utore npu aHanuse
25 cTaten, NOCBSLLEHHbBIX NEPEAOBbLIM OTKPLITUAM B Neau-
aTpuK, BbigBUIACh cneaylolwas TeHAEHUMSA UCNOIb30BaHUS
MOJAENbHbIX WUBOTHbIX: TPbI3YyHbl, @ TaKxe 6eCno3BOHOY-
Hble JOMWHMPOBaNM B nyb6ankauusax (48 n 32% cooTseT-
CTBEHHO). Bbi6bop opraHn3mMoB 06YC/IOBJ/IEH Pa3/iN4yHbIMHU
daKTopamu. MPbI3yHbl U 6ECMNO3BOHOYHbIE UMEIOT BbICTPbLIN
U3HEHHbIW LMK, NO3BONSIOWMI NPOBOAUTL UCCNEea0Ba-
HUS Ha HECKOIbKMX NOKOSIEHUAX, U OTHOCUTE/IbHO NPOCThle
reHOMbI, YTO AaeT BO3MOXHOCTb KOHTPO/IMPYEMO Bbl3BaTb
reHeTM4yecKMe MyTauuun B ycnoBuax nabopatopmn. KoLwku
n cobakm (10%), a TakxKe 06e3bsiHbl (10%) o6nagatot 60/b-
WMM CXOACTBOM OU3UONOMMYECKUX CUCTEM C HENOBEKOM,



OHAKO CNIOXKHbIN YXOA4 W BblCOKAsk CTOMMOCTb KMBOTHbIX
OrpaHM4YMBAIOT MX UCMOb30BaHWe B HayKe. [IpoBeeHHble
3KCMEPUMEHTbI U WX pe3ynbTaTbl MO3BOAMIW MONYYUTb
BaKUMWHbI (NPOTUB MOMMOMWENNUTa, KOKJoLWa, renatuta B,
anodtepun, SARS-CoV-2), y3HaTb Gofblie O naToreHese
M NOBbICUTb 3G PEKTUBHOCTb NEYEHUST MyKOMoancaxapuao-
30B W ApYyrux 60se3Hein HakonaeHus.

3aknyveHue. [lpoBeAeHHbIN aHanu3 nuTepaTypbl
NMoKasas BbICOKYI0 3HAYMMOCTb MCCNELOBaHWIA Ha XWBOT-

HbIX HEe TOMbKO ANS HAKOMNJEHWUS TEOPETUMYECKUX 3HaHWW,
HO M ANA KNMHUYECKOM NeanaTtpuyeckon npakTuku. OgHako
npu1 NOUCKe NnTepaTtypbl 06paTnn Ha ceba BHUMaHue aKT
Manoro KonuyecTBa OTEYECTBEHHbIX Ny6AMKauMW Ha AaH-
Hylo TeMy (3 n3 25 0603peBaeMblx cTaten). M3 aTOro MoOXHoO
cfenatb BbIBOJ, H4TO B Hallen cTpaHe He06X0ANMO He TONbKO
pasBuBaTb cdhepy UcCnefoBaHUM Ha KMBOTHBIX, HO U, BO3-
MOYHO, NOBbIWaTb YPOBEHb NYGAMKALMOHHON aKTMBHOCTHU
pesynbrTatoB 9KCMNEPUMEHTOB.
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Uudopmauuna Coro3a neguartp

https://doi.org/10.15690/pf.v22i2.2885

‘W) Check for updates

XXVI KoHrpecc neguaTtpoB Poccuu
C MeXAYHapoAHbIM y4YacTUuem
«AKTyaJibHble Npoo6JsieMbl neguaTpun»

28 ¢deBpang no 2 mapta 2025 r. B MOCKBe B COOTBET-

ctBun ¢ NHdopmaumMOHHBIM nNUcbMOM MuHKUCTEpPCTBA
3apaBooxpaHeHust Poccumckon depepaummn NG 15-2/1/2-1996
ot 07.02.2025 ¢ orpomMHbiM ycrnexom npowen XXVI
KoHrpecc negnatpoB Poccum ¢ MeXAYHAPOAHbIM y4acTH-
em «AKTyallbHble Npo6aeMbl neguaTpum».

B ero pamkax coctosinuce:

°  MexayHapoaHbin Popym «leguaTpbl MMpa — 3a 3[40pO-
Bbe, pa3BuTHE 1 Bnarononyyve getemn»,

e | Bcepoccuiickas KoHdepeHuus «KnnHunyeckas dapmako-
NIOTMs B negnatpuny;

e |l PoccuicKo-apabekuin popym neamaTpos;

e |ll Pabo4yee coBellaHne OETCKMX CypAO0roB-0TOPUHONA-
PUHIONOrOB M NeanaTpoB;

* |V POCCMNCKO-KNTAMCKMI CUMMO3UNYM;

e |VKoHrpeccneagunatpoB BocTto4Hon EBponbl v LieHTpanbHOM
Asnu;

e |V BcepoccuicKas BaKuUMHanbHaa Accambnes «3alimuias
NMOKONEHUS;

e 'V Bcepoccuinckasi KOHGEpPeHUMst ¢ MeXAYHapoaHbIM yya-
ctueM «[1puopuTeTbl M 3adayn pPas3BUTMA COLMabHOW
neguatpun;

eV dopym ang poauTenen nauneHTos;

e VI CaMMUT MeAMLIMHCKMX CNELIMannCcToB U OPraHnM3aTopoB
34paBOOXpaHeHUst «<HYyTPUTUBHbIE KOMMOHEHTbI Nporpam-
MUPOBaHWs 300POBbSI»;

* VI BcepoccuiicKasi KOHPEepPEHLMS AETCKMUX 1ePMaTO/OroB;

e VIl Bcepoccuickunin popym «BonoHTtepbl — getam Poccumy,;

e VIl 3acegaHne KoopauHaunoHHoro coBeta PAH n PAO
«300p0OBbe M 06pa30oBaHME AETEN, MOAPOCTKOB U MOJO-
LeXn»;

e XIV EBpasuiickuin popym no peakum 601e3HsaMm;

e XV ®opyM AETCKMX MEAMLIMHCKMX cecTep;

e XVIII MexayHapoaHbin GopyM AETCKUX XMPYpPros, yposo-
roB-aHAPOIOroB M TPABMaTO/I0rOB-OPTONEA0B.

Opranusartopamu XXVI Konrpecca neguartpoB
Poccuu Gbinum:

e MUHUCTEPCTBO  3ApaBOOXpPaHeEHUS Poccuickon
denepaumnu;
* MWHWUCTEPCTBO HaAyKM W BbicWero o6pasoBaHua

Poccuiickon depepaumu;

°*  MuHUCTEPCTBO NpocBelleHnsa Poccuiickon ®eaepaumu;

o depepanbHasg cnyxba no Haalopy B chepe 34paBOOX-
paHeHus;

o depepanbHas cnyxb6a no Hag3opy B cbhepe 3aliuThl
npaB noTpeéuTenen 1 6naronoslyyns 4enoBeKa;

e depaepanbHbin GOHO 00693aTENBHOINO0 MEAULIMHCKOro
CTpaxoBaHus;

* Poccuinckas akagemusa Hayk;

* Poccuiickaa akagemusa o6pa3oBaHus;

e [lenapTameHT 3apaBOOXpaHeHns ropoga MOCKBbI;

e Cot3 negunatpos Poccuy;

e EBponencKasa negnatpmnyeckas accounaums EPA/UNEPSA;

° 23 npodeccroHanbHble accoumaLmm;

° 14 yHMBEPCUTETOB;

e 27 Hay4yHo-UccnegoBaTtenbCcKux ueHtpos, HUM n HMULL.

310 MacwTabHoe MeponpuatTve obbeauHuno 6onee
25 000 yyacTHMKOB, cpeau KoTopbix cBbilwe 3300 gene-
raToB MPUHSAM y4acTue B O4YHOM dopmaTe, a TaKxKe
cBbllwe 260 3apybexHbix cneumnanuctoB M3 52 cTpaH
(A3epbangxaH, ApreHtunHa, Apmenus, benapycb, Bonrapus,
lpeumns, Tpysusa, Erunet, M3paunb, NHansa, WNopapanus,
Wtanug, Kanapa, KasaxctaH, Kutan, Kysent, Kbiprbi3cTaH,
NnBua, Mapokko, OA3, MNanectuHa, Cepbusa, CLUA, Typuus,
Y36eKkuctaH, ddmonunsa m ap.), YTO NOATBEPMAAET Henoa-
[OeNbHbIM MHTEPEC MMPOBOro MEAMLMHCKOro coobliecTtBa
K AOCTMXKEHMAM POCCUMCKOro AETCKOro 34paBOOXpPaHeEHMS.

HayyHaa nporpamma XXVI KoHrpecca neguatpoB
Poccun akkpeagutoBaHa KoopAMHAUMOHHBIM COBETOM
no HENPEepPbIBHOMY MEAULIMHCKOMY M dapMaLLeBTUYECKOMY
obpasoBaHuio MuH3apaBa Poccun, NO3TOMY BCE YHaCTHU-
Kn KoHrpecca no peaynbtatam paboTbl (MocelweHne cooT-
BETCTBYIOLWMX CUMMNO3UYMOB) UMENN BO3MOXKHOCTb MOY-
ynTb CBMaetennscTBo KoopanHaunoHHoro coseta no HMO
C HayMcneHnem 12 KpeauTHbIX eAMHWLL, NO CieayoUInMm cne-
LManbHOCTAM: NeauaTtpus, neguaTpus (mocne cneyuanute-
Ta), anneprosiorns U MUMMYHOJIOTUS, FacTPO3HTEPOSOrHUS,
reHeTuKa, [1epMaTOBEHEPOSIOrus, [AeTcKas Kapauonorus,
[IeTCKas XUPYPrusl, AMEeToNorns, MHOEKLMOHHbIE 60/1E3HMU,
HeoHaTonorus, Hedbponorus, obuwasa BpadyebHas NpakTUka
(cemenHas meauumHa), opraHusauums 34paBOOXpaHeHus
M obuecTBEHHOE 340POBbE, MYyIbMOHOMNOMUSA, 3NUAEMUO-
niorus.

Mo TpaguuuMyM TOPKECTBEHHYIO LIEPEMOHUIO OTKPbI-
™ma XXVI KoHrpecca neaguaTtpoB Poccum Bena npe-
3upeHT Cow3a nepuarpoB Poccum akagemuk PAH
J1.C. HamazoBa-bapaHoBa.

C NpMBETCTBEHHbLIM CNOBOM K y4acTHWKaM oGpaTunacb
Mpepcepatenn CoBeta ®depepauuun depepanbHOro
Co6panua Poccuiickon ®epepauuun B.U. MaTBueHKo,
KoTopasi oTMEeTMNa, 4YTO 3a npolejwne roabl KOHrpecc
3apeKoMeHaoBan ceba Kak aBTOpUTeTHas naouiajgka
[N KOHCTPYKTUBHOTIO [iManora OTEYECTBEHHbIX U 3apybe-
HbIX CneuManucToB B chepe AEeTCKOro 3apaBoOXpaHeHus,
YYeHbIX, 3KCMNEepPTOB, MPeACTaBWUTENE OpPraHoB rocyaap-
CTBEHHOW BNacTW, M MOAYEPKHYNa, YTO B paMKax Mpoxo-
nawero B Poccuirickon depepauum [ecatunetuss aeTcTBa
M peann3auuun HauMoHalbHbIX NMPOEKTOB «JemMorpadus»,
«3paBooxXpaHeHuner», «Cembsi», «06pa3oBaHMe» MPOBOANUTCH
cucTeMHas pa6oTa, HanpaB/ieHHas Ha 0XpaHy U YKpenneHue
30POBbA AeTen, co3aHne COBPEMEHHON MHOPACTPYKTYPbI
0N OKa3aHWsa UM MeauUMHCKoM nomoum. B.N. MaTBneHKO
Bblpa3uia yBepPEeHHOCTb, YTO KOHrpecc nponaeT Ha BbICO-
KOM YypOBHe 1 6yaeT cnocob¢cTBOBaTb NPodeCCUOHaNbHOMY
M Hay4YHOMY B3aMMOJENCTBMUIO, BHECET BECOMbIM BKNaj
B COBEPLUIEHCTBOBaHME CUCTEMbI AETCKOro 3paBooxXpaHe-
HWUS, YKPErnieHne MexayHapoaHOro CoTpyaHUYEeCTBa.

BbnarogapHocTbio Mpepcepatens CoBeTa
depgepauun depepanbHoro Cob6paHua PoccuiCKOM
®depgepaummn «3a 60nbLIOA BKAA[ B pa3BUTUE [JETCKO-
ro 3apaBoOXpPaHEHUs, peann3aluio rocygapcTtBeHHOn
NMOJIMTUKU B MHTEepecax AeTeil U MHOIoJIeTHIO A06po-
COBEeCTHOl0 pab6oTty» 6binn HarpaxkaeHbl JI.A. BanbikoBa



HarpaxaeHnue J1.A. banbikoBow

(MpopeKTop MO WMHHOBALMOHHOW [edaATeNbHOCTM B cdepe
6uoTexHonorum 1 MeauunHbl Pre0y BO «HaumoHanbHbIM
nccnegoBatenbCKMn MOPAOBCKUMIM rOCyAapCTBEHHbIN YHU-
Bepcutet uMm. H.M. Orapésa»), E.I. KoTtoBa (3amecTtuTenb

Harpaxaenue E.I. MNpuesxeson

HarpaxaeHnue E.I. KotoBon

MWHUCTPa 3/[paBooxpaHeHns Poccuiickon deaepaum),
E.I. MpuesxeBa (3amMecTUTENb MWHUCTPA MPOMbIWAEHHO-
ctumnToprosnu Poccuiickon Pepepaunn) u K.E. ddeHnauneBa
(3aMecTuTENb PYKOBOAMTENS MO MEMKAYHAPOAHbLIM CBA3AM

i >

o

HarpaxaeHue K.E. 9beHaneBon
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MpusetctBMe M.A. Mypaluko

n obpasoBartenbHOM aestenbHocTn HUU negnatpum n oxpa-
Hbl 340pOBbs AeTen Hay4yHo-KnnHuYecKoro LeHTpa N°2
OIBHY «POCCUMICKWUIA Hay4YHbIA LIEHTP XMPYPrun MM. akaf.
b.B. lNeTpoBcKoro»). HarpaxaeHne nposena npeacepa-
Tenb Komutera CoBeta ®depepauuu no couumaibHOM
nonutuke E.A. NepmuHoBa.

B uUepeMOHMM OTKPLITUA JIMYHOE Yy4vacTue MpPUHAN
MUHUCTP 3apaBooxpaHeHusa Poccuiickon Pepepauum
M.A. MypaluKo, KOTOpbIM OTMETU 3HayuMble [AOCTUIKE-
HUS OETCKOro 34paBOOXpPaHeHMs M 0603Ha4Ma MpUopw-
TETHble HanpaBfieHUs pa3BuTuga oTpaciau. M.A. MypalwkKo
0c060€e BHUMaHWE yaenun 3Ha4ynuTeIbHOMY CHUXKEHMIO MOKa-
3atenen MnajeH4YecKom M OEeTCKOM CMEPTHOCTW, noa4vep-
KHYB, YTO 3TOT pe3ynbraT — 3aciyra CUCTEMHOM pPaboThl
MEAMLMHCKMX CNeLunanmcToB no Bcen ctpaHe. OH TaKxke
BblAENN CHUXKEHWEe AETCKOM CMEPTHOCTM B pesynbrate
[OPOXKHO-TPAHCMOPTHbIX MpoucllecTBMi 6osee 4eM Ha 10%,
HEecCMOoTps Ha o6LWKMK pocT TpaBMaTnama. MUHUCTP nogyep-
KHYN 3P PEKTUBHOCTb TENIeMeAULIMHbI, HETKOM MapLlipyT13a-
UMW NALMEHTOB U BHEAPEHMSA COBPEMEHHbIX OPraHM3aLMoH-
HbIX noaxoaos. Ocob6oe BHMUMaHUe 6bIN0 yaeneHo ycrnelHon
peanu3auum NPOEKTOB MO OCMOTPY AETEN B HOBbIX CYyOb-
eKkTax Poccuiickon depepaummn n 3a pyGbeoM — B 4acT-
HOCTK, B ABxa3uu, rae yxe ocmoTtpeHo 6onee 2000 geTen.
Takxe M.A. MypalwKo coobumn o0 3anycke OrMbITHO-MPo-
MbILLJIEHHOTO NMpPOM3BOACTBa Ha 6asze PrAOY BO PHUMY
um. H.U.TMwnporosa MwuH3gpaBa Poccun (MMporoBcKui
YHUBEPCUTET), KOTOPOE MO3BOJIUT YCKOPWUTb BHeApeHue
Hay4HbIX pa3paboToK B NPaKTUKY, BKAOYas HOBble npena-
paTbl Ans nevyeHuss opdaHHbIX 3abosieBaHUM M CaxapHOro
onabeta 1-ro Tvna.

BaKHOW 4acTblo BbICTYM/IEHUSA CTaflla TeMa pacliMpeH-
HOro HeoOHaTas/lbHOr0 CKPUHWHIA, KOTOPbIM B Hallen cTpaHe
oxBaTblBaeT 6onee 40 3a6oneBaHuin. bnarogapsa noagaep-
Ke ¢oHaa «Kpyr gobpa» cTaso BO3MOXKHbIM GbICTPOE Hava-
N0 NeYyeHus BbISIBIEHHbIX NATONOMMW M NpeaoTBpalleHne
WHBaNMan3aumMm aeten. MuWHWUCTP nNpu3Ban MefuLMHCKoe
coob6LWecTBO yaensaTb 60/blle BHMMaHWMA BOMpOcaM Mpo-
GUNaKTUKN MHBANMOHOCTU, peabunutaumn n noaaeprkke
ceMbn. OTAenbHO OH MOAYEpPKHYN pofib Bpayen-neanaTpos
B GOopMMpPOBaHUM PAAOCTH MAaTEPUHCTBA M MOTUBALMK XKEH-
WWH K POXAEHUIO IeTEN, a TaKKe B NPOABUKEHUMN LLEHHOCTH
310POBOro M aKTUBHOIO 06pa3a XU3HM.

B 3aBepweHre M.A. MypallKO aKLeHTUpPOBan Ba*KHOCTb
dopmMpoBaHNS LLENOCTHOIO NOAX0AA K 340POBbI0 Ha NPOTA-
KEHUU BCEN XM3HM YeNOoBEKA, HAYMHaAs C JeTCTBa U 3aKaH-
4yMBasa MNOXuabiM Bo3pacToM. OH NoAYepKHYN 3HAYMMOCTb
BOCMWUTaAHMA MpPUBbIYEK, CMOCOBGCTBYIOWMX AONTONETUIO,
W Bblpasui yBEPEHHOCTb, YTO COBMECTHLIMU YCUIUAMU BO3-

Harpaxaenwue J1.C. HamasoBoi-bapaHoBoi

MOXHO NOCTPOEeHWE 06LLECTBA, B KOTOPOM 340POBbE CTaHET
HaLUMOHaNbHOW LLEHHOCTbIO.

M.A. MypawKko NMYHO Harpaagun Mepanbio UMEHHM
Hukonas AneKcaHaposuya Cemawko J1.C. Hama3sosy-
BapaHoBy (3aBeayouas kabenpon daKynbTeTCKOW negua-
Tpun UHCTUTYTa MaTepuHcTBa 1 agetctBa PrAOY BO PHUMY
um. H.W. TMuporosa MwuH3gpaBa Poccumn (MnporoBCcKui
YHusepcuteT)), B.K0. AnbGULKOIO (rNaBHbIM HayYHbIM COTPYA-
HUK HUW neamnaTtpum n oxpaHbl 3g0poBbs geten HKL, N2
SIrBHY «PHUX M. akag. b.B. MeTpoBcKoro»), JI.A. BanblkoBy
(MpopeKTop MO WMHHOBALMOHHOW [eATeNbHOCTM B cdepe
6unoTexHonormn u meaunundol GreOy BO «HaumoHanbHbIM
nccnegoBaTelbCKMM MOPOOBCKUIM roCydapCTBEHHbIA YHU-
BepcuteT um. H.M. Orapéra»), E.M. KamanTtblHOBY (npo-
deccop Kadeapbl GaKynbTETCKOW NeamuaTpun ¢ Kypcom get-
CKMX 6onesHen nevyebHoro dakynsreta PreQy BO CublrMy
MuH3gpaBa Poccuu), O.M. KoBTyH (pektop PIrbOY BO
YIMY MuHu3sgpasa Poccun), C.I. MMIMCKYHOBY (rnaBHbIM Bpay
'BY PO «OOKB») n K.C. MexupoBa (CTapwuni HayYHbIK
coTpyaHuK ®rey «HMWL, TMM» Munsapasa Poccum); noyeT-
Has rpamorta «3a MHOroJIeTHUH U BJOGPOCOBECTHbIN
Tpya» BpydyeHa H.[. Bawakmapgse (npodeccop Kadeapbl
daKynbTeTCKOM Negnatpum MHCTUTYTa MaTepuHCTBaA U AeT-
ctBa ®IAQY BO PHUMY um. H.U. MuporoBa MuH3apaBa
Poccun (Muporosckun YHuUBEpPCUTET)), GnaropapHoCTb
MUHUCTPA 3apaBooxpaHeHus Poccuiickon Pepepauumn
«3a Xopowuh U [OGPOCOBECTHbIA TPyA» 0O6bsABAEHa
coTpyaHukam HUW negmatpumn v oxpaHbl 340pOBbS AeTeM
HKLL N°2 &®rbHY «PHUX wm. akap. b.B. lNeTpoBcKoro»
M.10. AcTBauatypoBoii, A.M. CenbBsiH v B.B. TONCTYXUHY,
a 6naropapcTBeHHOE NMUCbMO MMHUCTpa 3apaBooOXpa-
HeHua Poccuiickoin ®egepauumn «3a 3acnyru B 061actu
3paBOOXpPaHEHUs U JOOGPOCOBECTHbIW TPYA» BPYyYEHO
N.10. daTeeBoM (rMaBHOMY BHELWTATHOMY CMeLWanucTy
neavaTtpy, rmaBHOMY BHeWTaTHOMY [AETCKOMY creuunanu-
CTy No npodunakTMyeckon meamumHe MuHsgpaBa Poccuun
B [lanbHEBOCTOYHOM deaepanbHOM OKpYre).

MMUHUCTP HayKm U BbiclWwwero oGpa3oBaHuUA
Poccuiickoin ®egepauunun B.H. DanbKoB B cBoeM obpallle-
HUKM OTMeTUN, 4To KoHrpecc TpaanuMOHHO cobupaeT MOo-
[bIX YY4€HbIX, HaYMHAaIOLWMX CreLnanMcToB, CTaBSALLMX CBOEN
LleNblo NPOABUKEHNE HayYHbIX MOEN N pa3paboToK, a TaKxe
npodeccopoB, PYKOBOAMUTENEN HAYUHbIX LWKOA U MPU3HAHHbIX
aBTOpPUTETOB B NpPOdPECCUOHaNbHOM Hay4YHOM coobllecTBe
M BHOCWUT CBOW BKNaj B peann3alumnto 3agad, NoCTaBAEHHbIX
Mpe3unaeHTom Poccuiickon ®eaepaumm B.B. MyTUHbBIM B pam-
Kax HaluMOHasbHbIX MPOEKToB «HayKa», «3apaB0oOOXpaHeHUE»,
«Jemorpadusa», «Cembs» n «O6pasoBaHMe». B.H. ®anbkoB
noxkenan yvyactHukam HKoHrpecca nnogoTBOpPHOM paboThl



HarpaxaeHue O.T1. KoBTyH

B 06CYXJeHMN BOMPOCOB MeaMaTPUYEeCcKOn HayKu U camblxX
OCTpbIX Npo6sieM [ETCKOro 34paBOOXPaHEeHWs, pelleHue
KOTOPbIX UTPAET BaXHYIO PO/b B COXPAHEHUU U YKPENIEHUN
3[0POBbS AETEN.

BepgomcTBeHHble Harpagbl MuHUcCTEepcTBa HayKu
U Bbicwero o6pasoBaHua Poccuiickonn Pepepauyuun
OblIn  BpyYeHbl 3aMecTUTeNleM MUHUCTPA HaAYKH
U Bbicwero o6pasoBaHua Poccuiickon Pepepauyuun
A.B. MblwHbIM coTpyaHukam HWUW neguatpum u oxpa-
Hbl 3a0poBba aeten HKL, N°2 ®IBHY «PHLX wm. akaa.
B.B. NMeTpoBckoro». Mepganb «3a 6e3ynpeyHbld Tpya
U otanume» nonyymnnu A.A. bapaHos, H.[]l. Bawakvapgse,
E.A. BuwHéBa, lNA. Kapkawapa3e; no4YeTHyl rpamo-

HarpaxaeHwue C.I. lTuckyHoBOM

Ty — M.A. Ba6a#kuHa, H.B. XypkoBa, a OGnaropgap-
HocTb — A.WU. PoiKyHOBa, J1.M. AubIK.

B cBoeM MNpUBETCTBEHHOM C/lOBE MNpPe3UfeHT
Poccuinickonn akapemum Hayk LSl. KpacHuKoB oTmeTun,
yto KoHrpecc neamatpoB Poccum — npeactaBUTENbHbIN

$hopyM, MPU3BaHHbIA NPOAEMOHCTPUPOBATbL OCHOBHbIE HAyY-
HO-UCCNefoBaTeNbCK1e AOCTUMKEHUS B 061acTM AETCKOro
3/10p0BbSA, CHOPMMUPOBATL NaHbl MO UX BHEAPEHUIO B K/U-
HUYECKYI0 MPaKTUKy, a TaKxe 3amevaTtesbHas njolanka
NS BbIABUKEHWUS HOBbIX, NMPOPbLIBHbIX HAYYHbIX UAEW U KX
peanusauuu. [lanee oH NOAYEPKHYN, YTO ANA JOCTUMKEHMWS
3HAYUMbIX PE3yNLTaToB HEeo6X0AUMbl MPObECCUOHANU3M,
HenpepbIBHOCTb UCCeoBaTENbCKOro npolecca, npeem-

HarpaxaeHnue H.[. Bawakmaase

HarpaxaeHue B.B. TonctyxuHa
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HarpaxaeHve A.A. bapaHoBa

CTBEHHOCTb, 6€PEKHOE OTHOLIEHNE K CTIOXKMBLUMMCS TPaaK-
LUMSM, M 04eHb BaXHO, YTO Ha KoHrpecce co3aaHbl ycnoBums
4Nns o6MeHa 3HaHWSMK, KOTopble MNO3BOAAT YYaCTHWKaM
M3 pasHblX CTpaH OLLEHUTb NOTEHLMAN POCCUMCKOM neaua-
TPMYECKON HayKM M paccKasaTb O HAKOMJIEHHOM OfbITeE.
Buue-npesunaeHT PoccuiCKOM aKagemMuu Hayk
M.A. NMupapos Harpaaun noYeTHOM rpamoTtom
PoccuilcKo aKaaeMuUu HayK «3a 3HauYuTeNIbHbIA BKNapj
B COBEpLUIEHCTBOBaHME Pa6GoThbl MO YKPENnIeHUIo 340pP0-
Bbfl AeTEN, a TaK)e Hay4YHbIX U MPaKTUYECKUX achnekK-
TOB pa3BUTUA NeauaTPUU, BHOCSALLUX BECOMbIA BKAaj
B pelleHue aKTyalibHbIX Npo6sieM AeTCKOro 3apaso-
OXpaHeHUs U nejguaTpuyeckon Hayku» J1.B. PbluKoBy
(cekpeTapb Komuccuu HayyHoro coseTa no neavatpuu
CEKLMU KNMHMYECKON MeauLMHbl OTaeneHns MeanuMHCKMX
Hayk PAH), A.H. CypKoBa (npeaceaatenb CoBeTta MONOAbIX
YYEeHbIX CEKLIMU KIIMHMYECKON MeauunHbl OTaeneHns Meau-

HarpaxaeHue E.A. BuwHEBOM

uMHCKMX HayK PAH) n K.E. 3deHauneBy (y4eHbl CeEKpeTapb
KoopanHaunoHHoro coseta PAH n PAO «3g0poBbe 1 o0b6pa-
30BaHue geten, NOAPOCTKOB U MONOAEKM»).

B cBoeM nNpuWBETCTBEHHOM C/lOBE PYKOBOAUTENDb
depepanbHoOi cnyX6bl N0 Hag3opy B chepe 3auwm-
Tbl NpaB noTpe6GuTenen M Gnaronosyyus 4ejoBeKa
A.10. MonoBa noAyYepKHyna, 4YTO COXpaHeHWe 340POBbS
noJipacTalollero MOKOJIEHUS, OCYLIECTBAEHUE O6LLECTBEH-
HOM MPOdUNAKTUKM M NpoBeAeHWe Mep Mo npeaoTBpalle-
HUIO MacCOoBbIx 3ab60neBaHU cpean OETCKOro HaceneHus
B HacTosllee BpeMs HaxoAdaTCcs B LIEHTPE BHUMaHWUS rocy-
NapCTBEHHOM MOJIMTUKM CTPaHbl, @ POCCUICKaa neanaTpus
BCerja oTMyanacb CBOEW CUIbHOW NO3ULMEN — npodunakx-
TUYECKOM COCTaBNAIOWEN, OAHUM U3 TNaBHbIX MHCTPYMEH-
TOB KOTOpPOW SIBNSETCHA BaKUMHOMpodUNaKTMKa — camoe
3QPEKTUBHOE U IKOHOMMYECKN BbIFOAHOE MpodUNaKTmye-
CKOe MeponpusaTMe, U3BECTHOE COBPEMEHHOW MeAMLMHE.
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HarpaxpaeHue A.WN. PoikyHOBOWM

HarpaxaeHve M.A. babankuHon



HarpaxaeHwue J1.B. PblukoBo#

A.10. MonoBa noa4YepKHya, 4To 06bsIBNEHHOE [Tpe3naeHTom
cTpaHbl [ecatunetve getctea (2018-2027 rr.) no3Bonget
Ha MeXBeAOMCTBEHHOM YPOBHE pellaTb BOMNPOCHI MO CO3-
[aHWI0 YCNOBUI ANs 3L0POBOro pa3BUTUA KaxKaoro pebeH-
Ka C poxaeHus, GOPMUPOBAHUIO HaBbIKOB W MPUHLMNOB
3[0POBOr0 MUTaHWUS, Pa3BMUTUIO MNOAPOCTKOBON MeAULMHbI,
4yTo 6yAeT cnoco6CTBOBaTb COXPaAHEHWIO 340POBbS MOJO-
[10ro NOKOMEeHNA 1 TeM caMblM o6ecneynBaTb AajbHellee
pasBuUTHE CTpaHbl. B 3aKkno4yeHMe oHa Bbipasduia yBepeH-
HOCTb, Y4TO KOHrpecc NpoAoMKUT TpaaULMIO 06beAUHEHUS
YCUAUI yYeHblX, NPaKTUYECKUX Bpayvyen U o6LEeCTBEHHbIX
opraHuM3aumit B LIeNsiX COBEPLEHCTBOBAHUSA MEAULMHCKOMN
NOMOLLKW, MNPODOUNAKTUKM WHODEKLUMOHHBLIX 3aboneBaHuin
y OeTel, u noxenana opraHMsatopam W y4yaCTHUKAM KOH-
rpecca naoAoTBOPHOM pPaboThl, KPEMKOro 340p0Bbs, TBOP-
YECKMX YCNEXOB U AOCTUMKEHUA BO UMS KU3HU U 340POBbLSA
neten.

Mpe3ugeHt Cor3a «HaumoHanbHas MepauuMuHCKas
Manata» npodeccop J1.M. Powanb B BUACONPUBETCTBUMN
o6paTia BHUMaHWE Ha OOGLIMPHYID HayyHylo nporpammy
KoHrpecca, BceCTOpoHHee o6CyxAeHWe Haunbonee aKTy-
a/bHbIX BONPOCOB NeavaTpuu 1 noxkenan BCEM y4acTHUKaM
340p0Bbs, 61aronoay41s U MyapocTy.

B cBoem o6palleHnn K yyacTHMKam KoHrpecca npe-
3upeHT EBponelcKon neguaTtpuyecKon accouumauuu
(EPA/UNEPSA) Maccumo [beTtoanno-MaHTOBaHMU

)
[K'\E_UROPEA_N
ASSOCIATION @]

FProf. Massima Pettoello- Manteva
President, European Pediatric
Uniom of Naticnal Eurepaan

and Assockation |EPA-UNEPSA)

Buageonpusetcteue M. MNbeToanno-MaHToBaHM

HarpaxaeHue A.H. CypkoBa

(UTanua) no6narogapun npe3upaeHta Cows3a neaua-
TpoB Poccuu, nacT-npe3vieHTa U 4YieHa NnpaBJ/ieHus
EPA/UNEPSA J1.C. HamasoBy-bapaHoBy 3a npurnaweHue
NPUHATL y4acTMe B CTOSIb BaXHOM A1 MWPOBOro neawu-
aTpMyeckoro coob6liecTBa MeponpuUsaTUM, HamnpaB/ieHHOM
Ha YKpenneHue ayxa eauHCTBa, APY*KObl U COTPYyAHMYECTBA
MEeXay €BPONenCKMMM cTpaHamu B 06nacTu neguvatpuu,
KOTOPbIN JO/MKEH CTaTb 06LLEN NYTEBOAHOM 3BE3/0M BO UMS
6naronoflyyns Aeten BCEro mupa, Y4To ABNSETCH HEU3MEH-
HbIM MPUOPUTETOM NEAMaTPOB, a TaKXKe MOoXenan BCEeM
y4yaCTHMKaM NIo40TBOPHOM paboThl.

Mpe3ugeHr MexayHapoaHon neauvarTpuye-
ckou accoumauum (IPA) HaBuH Takep (UHpus) nuu-
HO NpUBETCTBOBaN y4yacTHMKOB KoHrpecca u oTmeTun,
yTo IPA — eauHCTBEHHaAsa opraHu3auus, o6beanHsaoas
6onee MuUNIMOHa negvaTtpoB Bcero mupa. U HecmoTpsa
Ha TO, YTO €€ YJieHbl TOBOPAT Ha Pa3HbiX A3blKaX U KUBYT
B pasHblX YacTax cBeTa, OHU €IMHbl B JOCTUKEHUN CBOEWN
MUCCUU — 3ab0Tbl 0 AeTaX. OH NOAYEPKHYS, YTO ero yya-
cTne B KoHrpecce cBS3aHO C MOAAEPKKONM POCCUUCKUX
neanatpoB BO rnaee ¢ [lpe3ngeHtom Coto3a neanaTpos
Poccun J1.C. HamazoBon-bapaHoBOW B MpeKpacHOM MHU-
unatuBe 06beAMHEHUSA YCUNMWA BCex neanaTpoB Mupa,
HeB3Wpas Ha BCe reonoIMTUYECKUe CNOXHOCTH, AN AOCTHU-
eHUs 61aropoiHON Lenn COXpaHeHUs U yKpenneHus 340-
pPOBbS 1IETEN, B TOM YMUC/IE C UCMOb30BAHUEM HaUYYLLMX

MpueeTcTBKe H. Takepa
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MUPOBbIX MPaKTUK, HanpumMep, POCCUMMCKOW neguaTtpuu,
KOTOPOW eCTb YeM ropAUTbLCS.

Ha Top>KeCTBEHHOM LLepeEMOHMM OTKPbITUS TPaAULIUOHHO
NyYWMM SETCKMM BpavaM, AETCKUM MEAULMHCKUM cecTpam,
MEAMLUMHCKMM M 06pas3oBaTefibHbiM OpraHu3auusam neau-
aTpuyeckoro npoduas, a TakKe y4eHbIM, rocyfapCTBEeH-
HbIM M OOLLECTBEHHBIM AEATENAM, BHECLIMM 3HAYUTENbHbIN
BKJlaj B OXpaHy 340p0Bbs AeTeM, Obliv BpyyYeHbl NOYETHbIE
Harpagbl Cotlo3a negnatpoB Poccuu.

Bobicwen Harpaabl Coto3a negnatpos Poccun — mepa-
nm «3a Bblaalouwmecs 3acjyru B OXpaHe 340pOBbS
AeTeNn», NOCBALWEHHON BEMKOMY POCCUMCKOMY AETCKOMY
Bpa4vy aKkagemuKy leopruio HectopoBuyy CnepaHcKomy
n yupexaeHHon B 2013 r., — yaoctoeH U.U. BanaGonKuH
(co3patenb KpynHOM OTEYECTBEHHOW LWKOMbI NeauaTpoB-
anneprosoroB, AOKTOP MEAMLMHCKMX HayK, npodeccop,
yneH-KoppecnoHaeHT PAH).

MoyeTHon Harpaabl Coto3a neavatpoB Poccun —
Mepanu «3a Bblaatlowmecsa ycnexm B cnaceHum AeTCKux
XU3HeWh», NOCBSLEHHON OCHOBOMOJIOXHUKY POCCUUCKOM
KNnHU4eckon neanatpum Huny degoposuyy dunatosy
(yuypexpaeHa B 2022 r.), — ynocTtoeHbl B.B. FopeB (rnaBHbIl
Bpay bBY3 «Mopo3oBcKkas AeTcKas ropojckas KiuHuye-
CKasa 6onbHMLa [lenapTaMeHTa 34paBoOOXpaHeHUs roposa
MOCKBbI», FaBHbIA BHELWTATHbIA CNeuManucT HeoHaTonor
[denapTameHTa 34paBooxpaHeHns ropoga MOCKBbI, KaH-
ampat MeamuuHCKuX Hayk); C.U. BnoxuHa (ocHoBaTesb
«Hay4yHO-nNpaKTU4ecKoro o6befnHEHUA MeAMKO-coumalb-
HOW peabunutauuMn geTen U NoAPOCTKOB C BPOXKAEHHOWM
YeNCTHO-NNLEBON NATONOTMEN U TAXKENBIMU HapPYLIEHUS-
MU peyn «boHym», npodeccop Kabepbl CTOMATONOMMK AET-
CKOro Bo3pacTta v opToaoHTUn ®re0yY BO «YpanbCKum rocy-
LapCTBEHHbIN MEAULMHCKUI yHuBepcuTeT™ MuH3apaBa
Poccuu, LOKTOP MeANLMHCKUX HayK, Npodeccop, 3aCnyKeH-
Hbl Bpay Poccuickon Pepepauun); A.l0. PasymoBCKU#
(3aBeayoLWmnm oTaeNeHMeM ETCKON TOpaKaibHON XUPYypPrum
FBY3 «[eTckaa ropofcKas KnMHuyecKkas 6onbHMLUa N2 13
um. H.®. dunatosa A3M», 3aBeaylowmnin Kadpegpon aet-
CKOWM XMpypruu nm. akag. H0.d. McakoBa NHcTUTyTa MaTte-

puHcTBa U getctBa PrAOY BO PHUMY um. H.U. Muporosa
MwuHzgpaBa Poccun ([TMpOroBCKUM YHUBEPCUTET), npe-
3naeHT PoccuincKkom accoumnalmm JETCKMX XMPYProBs, AOK-
TOP MEAULUMHCKMX HayK, npodeccop, YNeH-KOpPeCcnoHAEeHT
PAH, 3acnyxeHHbin Bpay Poccuickon DPenepaumn)
n FA. CamcbirmHa (B 1986-1990 rr. — pgekaH neaua-
Tpuyeckoro dakynbteta POCCUICKOro rocyaapCTBEHHOrO
MeAMLUMHCKOro yHuBepcuTeTa, ¢ 1994 no 2010 r. — 3aBe-
aywouas Kadeagpon daKynbTeTCKOW nNeguatpuu negua-
Tpuyeckoro dakrynobteta PIMY (HbiHe ®FAQY BO PHUMY
um. H.U. Muporosa MwuH3gpaBa Poccun (MMMporoBckui
YHUBEpPCUTET)), AOKTOP MeAULMHCKUX HayK, npodeccop,
3acnyXeHHbin Bpay Poccuiickon ®eaepaviunm).

Ounnombl Coto3a neguatpoB Poccun «3a 3acny-
rm B oxpaHe 3a0poBbA aeteii Poccumn» Gbiin BpyyeHbl
B.B. 3BepeBy (Hay4yHblt pyKoBoautenb PIrBHY «Hay4yHo-
nccnefoBaTenlbCKMM MHCTUTYT BaKUMH W CbIBOPOTOK WM.
N.U. MeyHunKoBa», AOKTOpP 6GMONOrMYecKUx Hayk, npodec-
cop, akagemuk PAH) n P.C. KosnoBy (pektop ®I60Y BO
«CMONEHCKUI roCyaapCTBEHHbIM MEAMLMHCKUIA YHUBEP-
cute™ MwuHsgpaBa Poccuun, gupexktop HUMN aHTUMUKPOG-
HOM xumunoTepanun Grb0y BO CrMY MuHsapasa Poccum,
npe3uaeHtT MexpernoHanbHOM accoumaumm no KiauvHu4ye-
CKOW MUKPOOMONOrMU U aHTUMMKPOBHOM XMMMOTEpanuu
(MAKMAX), rnaBHbI# BHeLTaTHbIA CNEeLManucT No KaMHuye-
CKOM MWKPOOMONOrMU U aHTUMUKPOOHON PE3UCTEHTHOCTH
MwuH3apaBa Poccuu, LOKTOP MEAMUMHCKMX HayK, npodec-
cop, YeH-KoppecnoHaeHT PAH, 3acnyKeHHbIN AeaTeNb Hay-
Kn Poccuinckon ®enepaumn).

MoyeTHbiMM uneHamu Colo3a neaunatpoB Poccuu
ctann C.U. ManaBckasa (3aBeayowas kadpeapon neaua-
Tpun ®rb0Y BO «CeBepHbI rocyaapCTBEHHbIN MeaMLMH-
CKUK yHuBepcuTeT» MuH3gpaBa Poccuun (r. ApxaHrenbck),
npesnaeHT ApxaHrefllbCKoro 061acTHOr0 perMoHanbHoOro
oTaenenuns Coto3a negmaTpoB Poccun, LOKTOP MEANLMHCKMUX
HayK, npodeccop) n B.M. NMNoa30n1KOB (3aMeCTUTESNb AUPEK-
Topa HUCCX nm. A.H. BakyneBa no Hay4How pa6oTe, naypeart
[ocynapctBeHHon npemun CCCP, 3acny)KeHHbln aesTenb
HayKn Poccuickon ®epepaumm, akagemuk PAH).
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HarpaxaeHue A.HO. PasymoBcKoro

Harpaxaenue B.B. lopeBa



Harpaxaenue P.C. Kosnosa

Harpagy B o6nactu 61aroTtBoOpUTE/IbHOCTHU, YUPEXK-
neHHyto Coto3om neguatpoB Poccun B 2022 1., nonyyun
BbnarorBopuTenbHbii GOHA MOMOLUU HELOHOLUEHHbIM
aetam «[lpaBo Ha 4yypo» (r. MocKBa) «3a BKnaj B coxpaHe-
HWEe W YKpenaeHne 340p0BbS AeTeN».

NaypeaTtamu exxerogHoro KoHkypca Coto3a neguatpoB
Poccun «[leTckuit Bpa4y» no ntoram 2024 r. ctanu:
°* B HOMMHauuum «3aBejywlwaa oTaeneHnem» —

WU.B. BaKkynuHa (3aBejyolas peBMaToNOrM4eCKUM

otaeneHnem IbBY3 «[leH3eHcKas obnacTHas AeTcKas

6onbHuua MM, H.®. dunatosar, Bbiclwasa KBannduKaLlu-

OHHas Kateropwus, r. [leH3a);

° B HOMMHauuun «Bpay-neamaTp Bble3aHOW Opuragbl» —
H.B. EpmoxuHa (Bpay-neguatp cneuvann3npoBaH-
HOW neauaTpuyeckon BblesgHow 6Gpuragabl CMIT 'BY
«CTaHLUMS CKOPOW U HEOTIOXHOW MEAULIMHCKOW MOMOLLIN
um. A.C. lyyKoBa», BbiCWas KBanndrKaLMOHHasA KaTero-
pus, r. MockBa);

°* B HOMMHauuum «3aBejywlwasa oTaeneHnem» —
C.B. KoHOHMHa (3aBeaytouasn neguaTpuyecknum otaene-

HarpaxaeHue C.1. MansiBcKow

Huem BY3 fApocnaBckon o6nactu «fopoackas 60nbHULA
N¢ 2 um. H.W. Mnporosa», Bbiclias KBaanduKaunoHHas
KaTteropus, r. PbIGUHCK);

°® B HOMMHauuK «Bpay aHecTe3nonor-peaHumaTonon —
U.B. PymaHueBa (Bpa4y aHecTe3nonor-peaHumatonor
FAY3 «[leTckas pecnybanKaHcKasa KNnHMYecKas 60/bHU-
ua MuH3gpasa Pecny6nunkun TatapcTaH», Bbicllas KBau-
duKaumMoHHasa KaTeropus, r. KasaHb);

e B HOMWHauuu «[legmnaTtp-uccnegosatenb» —
K.A. llanoBanoB (Bpay MeTOAMYECKOrO0 KabuHeTa
FBY3 Pecnybnmkn Komu «CbIKTbIBKapcKaa AeTtcKas
nonuMknnHuka N2 3», Bbicwas KBannduKaunmoHHas KaTe-
ropus, r. CbIKTbIBKap);

°* B HOMMHauwmn «3a BepHoCTb Npodeccun» — U.M. Wynak
(Bpay-nybMOHOMOr AETCKOr0 KOHCYNbTaTUMBHO-AMA-
rHocTuyeckoro ueHtpa FAY3 CBepanoBcKkon obnactu
«06nacTHag getckas KanHu4yecKas 60nbHULa», BbiCLIAs
KBanndbuKaunoHHas Kateropus, r. EkKatepuHoéypr).

B KoHKypce Coto3a negnaTtpoB Poccum «[leTcKkana meau-

UMHCKas cecTpa 2024 ropa» nobeannu:

No6eanTtenu KoHKypca «JeTckuit Bpay 2024 roga»

-—‘____..-!

N

MNo6eanTtenu KoHkypca «[leTckas meanumnHcKas cectpa 2024 roga»
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No6eantenn KoHKkypca «MeaguumHcKas opraHusaumns
neanatpuyeckoro npooduna 2024 roga»

°* B HOMMHauuu «CTapwas MeauuMHCKas cecTpa AeTCKoMn
NONUKNMHUKN» — H.H. ATaBUHa (CTapluas MeanLmMHCcKas
cecTpa [OeTCcKoM NonuKAnHuKK TAY3 «KpaeBas 60/b-
Huua N2 4», BbicWwas KBanMdWUKaLMOHHaASA KaTeropwus,
r. KpacHoKaMeHcCK);

°* B HOMMHauun «CTapwass MeauuMHCKas cecTtpa UHEK-
uMoHHoro otaeneHus» — H.H. KopoG6eiHuKoBa (ctap-
lwas MeauunHcKas cecTpa Y3 «KpaeBas KavHU4yeckas
MHPEKLUMOHHaa 60/bHULA», BbiClias KBanuPUKaLMOH-
Hasa KaTeropwus, r. Yuta);

* B HOMMHauuu «CTapwaa MeauLMHCKaa cecTpa aeT-
CKOrO KOHCYNbTaTUBHO-AMArHOCTUYECKOTO LLEH-
Tpa» — H.B. ®PeknuHoBa (cTapwas MeauLUHCKas
cecTpa [eTCKOro KOHCYnbTaTUBHO-AMArHOCTUYECKO-
ro ueHtpa OBY3 «[opoacKas KAuMHUYecKas 60/bHU-
ua N2 4», Bbicwasa KBanndUKaUMOHHAA KaTeropus,
r. NBaHOBO);

Mo6eantens KoHkypca «O6pa3oBaTenbHOE yUpeaeHne BbiCLIErO
o6pasoBaHua negnatpuyeckoro npoouna 2024 roga»

® B HOMMHauum «3a BepHOCTb npodeccun» —
WU.0. BbicTpoBa (MeanLMHCKan cecTpa KabuHeTa Bpaya
TpaBmaTosiora-optonega bBY XMAO — HOrpbl «CypryTcKas
ropoAcKas KfuMHM4ecKas MOoAuKAMHMKa NC 2», Bbicwas
KBanuduKaLMoHHas Kateropus, r. CypryT).

Naypeatamn Konkypca Coto3a neauaTtpos Poccuu
«MeauUMHCKaa opraHusauus neguaTpuyecKkoro npo-
¢duna 2024 ropa» ctanu Cankt-NMertepb6yprckoe FbY3
«fopopcKaa nonuknuHuka N2 106», feTcKoe NOJIMKIU-
HU4YecKoe otaeneHue N2 37; FBY3 BnagumupcKkon o6na-
ctu «<MypomcKaa paoHHas geTckas 6onbHuua»; FAY3
«[leTcKasi pecny6/MKaHCKaA KJMHUYecKash 6o0sbHULA
Mun3apaBa Pecny6nuku TatapcrtaH», a B KoHKypce
«O6pa3oBaTtesibHOEe YyupexaeHue Bbicliero o6pasoBa-
HUA neguaTpuyecKkoro npodouna 2024 roga» nobeamno
®reoy BO <MBaHOBCKMI rocygapcTBEHHbIN MeAULUH-
CKUM yHuBepcuteT» MunspgpaBa Poccum, otmeTuBllEEe
B 2024 r. 90-neTve cBOEro neanaTtpmuyeckoro Gakynbrerta.

MoaBeaeHbl UTOMM U HarpaxaeHol no6eantenn Konkypca
«Jly4Lnii Xya03KeCTBEHHO-UCTOPUYECKUI OYEPK MO UCTO-
pUKM POCCUMCKON NeguaTpumn»:
® HOMWHauMa «McTopus CTAHOBMIEHUS HAyYHbIX LUIKON

M Kadegp neaguaTpuum»: gunaom 1-W cTeneHn —

A.B. HanetoB, H.U. MaubiHuHa, [O.U. Macrora,

H.A. MapuyeHKo («LleHTpanbHasa ropoackas peTckas

KNnHM4YyecKaa o6onbHuMua N2 1 r. JloHeuKa — »WU3Hb

C 3a60ToM 0 aeTsax JoHb6acca B anoxy nepemMeH»);
® HOMMHauusa «McTopusa CTaHOBNEHUs neanaTpuye-

CKOW Cnyx6bl pervoHar». auniaom 1-v creneHn —

H.C. KonbuoBa, H.H. KopotkoBa, T.A. NyweHKoBa

(«3pa munocepaus. Pas3BuTve nananaTMBHOM MOMO-

wm getam B Camapckon o6bnactu») 1 JI.A. MycartoBa,

N.U. KpacHoBa, E.B. BonkoBa, M.C. BaeHoB

(«McTopma pa3BUTUS NeanaTtpuMyecKoro HanpaBaeHus

3paBooOXpaHeHns B [leH3eHCKOoM 061acTu»); AMNI0M 2-1

ctenedn — T.0. KoxkeBHUKoBa (<O Bpavax-neguarpax

XapabanuHCKOW panoHHOM 60/bHULbI ACTpaxaHCKOM

o6nactn»)  U.J1. CemeHoBa («Ponb NepBON HEHLMUHbI-

Bpaya TambueBon 3enHab CaablKOBHbI B CTAHOBJIEHWUM

CNyX6bl OXxpaHbl geTen Hanb4YMKCKOro okpyra TepCKoM

obnactu»); aunnom 3-1 cteneHn — A.A. Bapbsac (<EneHa

MuxannosHa CaraHgykoBa — nepBas MKeHWWHa —

Bpay-negnaTtp U3 Hapoga XaHTbl»);

° HOMMWHauwua «Bblaatownecs neguatpbl»: gunnom 1-v ctene-
HM — H.B. MuHaeBa, A.A. KyabmuHa, M.I. PyctamoBa
(«06 UnbnHcKkoM MeTpe MoHOBUYE — HACTOSLLEM AETCKOM
Bpaye, npenogasartene, ydyeHom») u E.A. MuxannéBa
(«A.M. CumaHoBMY (1840-1883) — pyccKuit Bpay, OAMH
M3 MepBbIXx OCHOBaTenew [LEeTCKOro caga B Poccun»);
aunnom 2-i ctenedn — J1.B. JlykbsiHueBa (<EcTb Ha Koro
PaBHATbLCS»).

Ha TOpXeCTBEHHON LepeMOHUN C My3blKalbHbIM MpPU-
BETCTBMEM BbICTYNUAN HapoAHas apTucTKa Poccuirckon
depepaunn [AuaHa Typukasi, 3aciyXeHHbl apTUCT
Pecny6nnkun MopaoBsus, naypeatT focyqapCTBEHHOW NMpeMunu
Pecny6nunkn MopaoBusa BsiuecnaB 306KOB M KOHLIEPTHbIN
XOp CTYAEHTOB YpaNbCKOro rocyaapCTBEHHOrO MeAULIMHCKO-
ro yHMBepcuTeTa, NOAy4YMBLLUME TOPSAYUI OTKAMK U NMPOLOS-
UTENbHbIE annoANCMEHTbI ayAUuTOPHK.

B TeueHne Tpex aHen pab6oTbl XXVI KoHrpecca neaua-
TpoB Poccun 6blna peanuaoBaHa HacblWeHHas Hay4vHas
nporpammMa, OxBaTblBalowWwas BCE acrneKTbl COBPEMEHHOM
neguMaTpuu, B TOM YWChie aKTyasbHble Bbl30Bbl B 061aCTH
OXpaHbl 340P0BbS AeTEN, UHHOBALMOHHbIE PeLIEHUs B opra-
HM3aLUMM MEAULMHCKOM MOMOLLM, a TaKKe nepesosble Tex-
HONOIMKU U NEPCNEKTUBLI Pa3BUTUSA LETCKOro 34paBooxpaHe-
Hus. Mporpamma BKAOYana 180 cMMNO3WyMOB, COBELLAHMI



BbicTynneHne HapofHOM apTUCTKKU Poccuitickon depepaumm
[Avanbl TypuKas

rNaBHbIX CNELNanncToB, MieHapHbIX 3acefaHui, Kpyrabix
CTOJIOB, MaHEeNbHbIX AUCKYCCUN, MHTEPAKTUBHbIX CECCUM (M3
6onee yem 1100 nogaHHbIX 3a9BOK Ha AOKAaAbl B Nporpam-
My 6b110 0TO6pPaHO 60/1€€ NONOBUHbI).

Mo Tpaaguuuu, OTKpbIBas mNJIeHapHoe 3acepfaHue
«Mepgmnartpua cerogHs: NOABOJAUM MUTOrU, oGcCyxKpaem
npUoOpUTETbI», MOYETHbIN Npe3ugeHT Colo3a neguaTpos
Poccumn akagemuk PAH A.A. BapaHoB npeacTtasun 06u-
NleNHble AaTbl OTEYECTBEHHOW NeanaTpmmn, HanOMHKUA O BENU-
KWUX NpeawecTBEHHMKAX — BeAyWwMUX POCCUIUCKUX AETCKUX
Bpayax v y4eHblX, BHECLUMX HEOLEHUMbIV BKaj B pasButue
OTeYEeCTBEHHOI0 JETCKOro 3paBooxpaHeHus. B 3akntoye-
Hue oTmeTun, 4To Coto3oM negmaTpos POCCUU MHULMMPOBaAH
BbIMYCK «3HUMKNOMNeaAnn negnaTpoB Poccuu», n npussan
BCEX MOAENUTbCH MHPOPMaLMER O CBOMX YAMUBUTENbHbIX
yYUTENaxX ANs COXpaHeHUs MaMsaTh O HUX NS NOCNeAyoWwmnx
NoKoNeHnn. 3amecTUuTe/lb MMHUCTPA 3paBOOXPaHEHUs
Poccum E.I. KotoBa npeacrtaBuna KaoyeBble HanpaBieHus
rocygapCTBEHHOM MOMUTUKKM MO OXpaHe 340POBbs AeTew,
NoAYEPKHYB, YTO Halla CTpaHa OYeHb XOPOWO BbIMAAWUT
Ha MMPOBOW apeHe B CPaBHEHUN C pa3BUTbIMU IKOHOMMUYE-
CKM CTpaHaMu M 4YTO Halu ycrnexu o4eBMAHbl. TaK, 3a roabl
peanusaunmn HaLMOHaNbHOIo NPOeKTa «34paBoOXpaHeHmer»
MNafeH4YecKasas CMEpPTHOCTb CHM3unacb noytu Ha 20%,
W, MO npeaBapuTENbHbIM AaHHbIM PoccTata, nokasaTtenb
B 2024 1. He npeBbICUT 4%o0, @ pa3HuLa MeXxay nokasaTtens-
MU CMEPTHOCTU MEXAY rOPOAOM M CENIOM CHU3WUAACh MpakK-
TUYECKM B 4 pasa, YTO NOATBEPIKAAET BbICOKYHO AOCTYMHOCTb
MEAMLMHCKOM MOMOLWM MaTepsam M AeTaM Ha TeppuTopuun

MneHapHoe 3acenaHue «NeanaTpus ceroaHs: NoABOAUM UTOTH,
06CyKAaeM NpUoPUTETbI»

AKTYVANBHBIE MPOBNEMD
NEAMATPHI

BbicTynneHve KOHUEepPTHOro xopa CTYAEHTOB YpanbCKOro
rocyAapCTBEHHOr0 MEAULMHCKOro yHUBEpCUTeTa

Halller CTPaHbl, ONTUMaNbHO BbICTPOEHHYIO CTPYKTYPY M rpa-
JlaLMio aKyLEepPCKMUX CTalMOHaApOoB, AETCKUX BOMbHWUL, a TaK-
e BHeapeHWe COOTBETCTBYIOLWMX TEXHONIOMM, KoTopble
NO3BONAIOT cracaTtbh XXU3HW AeTel, COXPaHATb UM 310POBbLE.
Ocob6bi aKUeHT 6bl1 caenaH Ha peanu3auuu nporpam-
Mbl PaclIMPEHHOro HeoHaTaNlbHOro0 CKPWHMHIa, KoTopas
OTKpbINa HOBYIO 3MOXY B AMArHOCTUKE PEeaKMX, B TOM YMUC-
ne opdaHHbiX, 3a60neBaHU U LEMOHCTPUPYET BbICOKWUNM
oxBaT M 3pOPEeKTUBHOCTb, a No nopy4vyeHuto [llpesunaeHTa
Poccuiickon dPepepaunn 6bivM NpeacTaBieHbl Npeanoxe-
HMS O MO3TANMHOM PacCLIMPEHUM HeoHaTaNbHOro0 CKPUHWH-
ra B 4acTu pa3paboTKM WM NPUMEHEHUS NMporpamm MoJse-
KYNSIPHO-TEHETUYECKOrO CKPWHUHIA O6yaywux poauvtenen
npyv nnaHWpoBaHWM GepPeMeHHOCTM B LENaX BblBAEHUSA
pUCKa BO3HMKHOBEHWS OTAENbHbIX 3ab0/ieBaHUK, B TOM
yucne n opdanHbix. E.I. KoTtoBa nogyepkHyna 6e3ycioBHYO
YHUKanbHOCTb doHAa «Kpyr gobpar», co3gaHHOro No yKasy
MpesngeHTta Poccuun B.B. MNyTvHa “ He uMelowero aHano-
roe, — ¢GoHAa rocygapCTBEHHON NOAAEPKKM AeTeN, cTpada-
IOWKMX TAXKENbIMU peakumu (opdaHHbIMK) 3ab60NeBaHUAMMU,
obecneynBaloWEro A0CTYNHOCTb CaMblX AOPOrOCTORALLMX
npenapartos, B TOM YUC/Ie HE 3aPErMCTPMPOBAHHbIX Ha Tep-
puTOpuK Hawen cTpaHbl. E.I. KoToBa oTmMeTuna, 4to 6onbluoe
BHUMaHWE TaKXKe yaensetcsd MeKBeJOMCTBEHHOW paboTte
B 4acTu NpodUNaKTUKKM AOPOXKHO-TPAHCMOPTHOrO TpaBma-
TU3Ma, HECYACTHbIX Cly4aeB, ynoTpebneHns NCUX0aKTUBHbIX
BELWECTB, OXpaHbl NCUXMYECKOro 340pOBbS AeTeNn. TaKke
OblNIN OCBELLEHbI YBENMYMBalOLLMECH 06 bEMbI BbICOKOTEXHO-
JIOTMYHOM MOMOLLM AETSIM; KOMMEKC Mep rno 6opbbe ¢ n36bi-

A.A. BapaHOB 0 NamATHbIX JaTax OTe4eCTBEHHOW negmuaTpuu
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E.[. KoToBa 0 K/Il0YeBbIX HanpaB/eHUAX rocyaapCcTBEHHON
NOJIMTUKM NO OXpaHe 340POBbSA AeTel

TOYHOW Maccon Tena v OXXMpeHWeM; BOMpockl o6ecnevyeHuns
AeTen cpeAcTBamMu HEMPEPLIBHOMO MOHUTOPUHIA MOKOS3bI,
PenpPoOAYKTUBHOIO 340P0OBbS, MEANLMHCKOWM peabunutaLmu,
NMCUXONOrMYECKOM MOAAEPIKKM CEMEWN; YCOBEPLLIEHCTBOBAH-
Hble NoAXoAbl K OpraHuM3auun npodUIaKTUHECKUMX OCMO-
TPOB, NEPCOHaNN3UPOBAHHON MPODUNAKTUKE U NEYEHUIO;
pacliMpeHne HauMOHanbHOro KaneHgaps npodunakTuye-
CKMX NPUBMBOK MPK YCNOBUKU HaNU4Msa 1 NPOM3BOACTBA OTe-
4YeCTBEHHbIX BaKLMH; pa3BUTHE WKOMbHOW MEAULMHbBI U Ap.
3aBepLas cBoe BbicTynnexue, E.I. KotoBa no6narogapuna
Bpayen-cneunanmMcToB, OpraHM3aTopoB 34PaBOOXPaHEHUS,
yYeHbIX, y4acTBYIOLWMX B OKa3aHWM NOMOLLM JeTaM, M Bblpa-
3uNa yBepeHHOCTb B 3POEKTUBHOM COXPaHEHUU 340POBbS
LeTen COBMECTHbIMU YCUAUAMM.

Mpe3upaeHt Colo3a neauatpoB Poccuum akagemMuk
PAH J1.C. HamasoBa-bapaHoBa B cBoeM COOGLIEHUN
«PoccuicKas neguatpus: MHTerpaumsa Hay4HblX JOCTUMKEHWUN
B MPaKTUKYy» OTMETUAa MNEepPCneKTUBHOCTb MpodunakTnye-
CKOM paboTbl B NeguMaTpun, HeE06X0AMMOCTb COBEPLUEHCTBO-
BaHUSA CUCTEMbI NPOPUNAKTUHECKUX OCMOTPOB, M3MEHEHMS
CTPYKTYPbl Hay4HbIX MCCNEeAOBaHWA B HamnpaBAEeHUW WU3Y-
YeHUs 340pPOBbS 3A0POBbLIX AETEW M MOAPOCTKOB M LUMPO-
KOMacLTabHbIX MPOEKTOB M3Yy4eHUs MONyISLMUOHHOro 340-
poBbs. J1.C. Hama3oBa-bapaHoBa npoaemoHcTpupoBana
ybeanTenbHble AaHHbIE O TOM, YTO aHTMGaKTepuasbHble npe-
napaTtbl, Nofly4yaemMble XeHLWMHaMN B TeyeHue 6epeMeHHo-
CTW UK AETbMU B MepBble ABa roja »XM3HW, CNOCOGCTBYIOT
MOBbIWEHWIO PUCKa Pa3BUTUA HEMHODEKLMOHHBIX 3aboneBa-
HWUI (@NNePrUYEeCcKnX, ayTOUMMYHHbIX, OHKOMIOTMYECKMX U Ap.),

P.C. Ko3noB 06 aHTMGMOTUKOTEPANWUKU B NegruaTpun

J1.C. Hama3oBa-bapaHoBa 06 nHTErpaumn Hay4HbIX JOCTUKEHUN
B MPaKTUKY

C aNMAEMMEN KOTOPLIX Bpayn 60ptoTcs nocneaHue aecatune-
TMs. OHa NoAYepKHyNa KpamHiol BaXKHOCTb paLMOHanbHOro
NPYMEHEHNS aHTUBUOTUKOB, B TOM YWUCe M3-3a BOSMOXKHbIX
[LONrOCPOYHbIX MOCNEACTBUIA, C LeNblo NporpaMMMpoBaHus
M COXpPaHEeHUs 340POBbSA BYAYLLMX MOKONEHWN.

B nneHapHom 3acepaHuu «foa B neaunatpuu:
AOCTUXKEHUAA U MNEePCNEeKTUBbI» MNPUHANU yyYacTue
M3BECTHble OTEYECTBEHHble y4yeHble — aKagemuku PAH
E.J1. HacoHos, B.TI. Nonskos (B coaBTopcTBE ¢ npodec-
copom C.P. BapdonomeeBon), A.I. PymaHueB (B coaB-
TopctBe ¢ npodeccopom H.C. NpaueBbim), B.B. 3BepeB
(B coaBTOpCcTBE C 4JleHOM-KoppecnoHaeHTom PAH
0.A. CBuTHY), H.H. BonoaMUH U YneHbl-KOPPECNOHAEHTbI
PAH P.C. Ko3nos, J1.A. banbikoBa u 0.10. MunywikuHa —
C NIeKUMAMM NO aKTyaNbHbIM Npobnemam neguvatpuu. bbinm
OCBelleHbl aKTya/lbHble BOMPOCbI aHTUOWOTUKOTEpanuu
B neavaTpun, 4ETCKON KapAWOnorMu, AeTCKOM peBMaTosno-
rMKW, AETCKOM OHKONOIMK, remaTonormm, UMMYHOMOMMK, oTe-
4eCTBEHHOMN BaKLMHONOMMKU, MEAULIMHCKMUX KaapoB B neana-
TPUK, TUTUEHbI AeTeN M NOAPOCTKOB.

B pamkax 3acepaHusa KoopauMHauMOHHOro coBeTta
PAH u PAO «3p0opoBbe U o6pa3oBaHue aAeTen, NoJpocCT-
KOB M MOJIOAEHKMU» COCTOANach CoaepxaTtenbHaa AWCKYC-
cus ¢ yyactuem npepactasutene PAH n PAO (akagemMuk
PAO T.H. TuxomupoBa 4 [Ap.), HA KOTOPOMN KJIOHEBbLIMU
TemaMu 06CyXAeHMs CTann COBPEMEHHbIE HEMPOBMO-N0TU-
YeCKMe TEeXHONOrMW COBEPLIEHCTBOBAHUA ne4vyebHbIX Noa-
XOA0B K BeAEHUIO AeTel C TPYAHOCTAMMU 0By4YeHUs, NCUXO-
nornyeckoe 6narononyyuve LWKONbHUKOB W €ro BlUSHWE

J1.A. BanblKoBa 0 JOCTUMXEHUSAX U NEepCrneKTUBax AETCKON
Kapanonorum



B.I. [TONAKOB 0 AOCTUXXEHMAX U MepCneKTuBax 4eTCKOM OHKOIOrnK
1 remMaTtosiorum

Ha o6pas3oBaTebHble PECYPChI, @ TaKKe 6bln caenaH akueHT
Ha COXpaHeHMMU NCUXONOrMYECKUX U KOTHUTUBHBIX PECYPCOB
BbIMYCKHUKOB B NEPUOA MHTEHCUMBHOWM MNOATOTOBKKU M CAAYM
9K3aMeHOoB. bblno NoAYepKHYTO, YTO BHEApPeHWE Hay4yHO
060CHOBaHHbIX MOAXOA0B U TEXHONOTMI MO3BOJIUT HE TONIbKO
NOBbICUTb Ka4yecTBO 06pa3oBaHms, HO U 06ecneyYnTb Coxpa-
HeHWe 340p0BbSa U 6narononyyuns getev U NogpPOCTKOB.

Ha cnegywoowem nneHapHoM 3acejaHuu € y4acTu-
em npodeccopoB E.H. banb6apuHoiui, [1.0. UBaHOBa
n 10.B. MeTpeHKo 06cCyXKaanncb MPUHLUMNBLI B3aMMOew-
CTBUS HEOHaTONOMMYEeCKOM W neauaTpPUYecKomn Ccnyxo6
B COXpPaHeHUU U yKpenneHun 3aopoBbs geten (K 100-neTtuio
dre0y BO CM6rmMy Munsapasa Poccun), a TakKe B3au-
MOAENCTBUSA NeauaTpU4ecKorn M TepaneBTUYECKOW CNyxK6
B BeAEHWM MaUMEHTOB C XPOHUYECKUMU HEMHDEKLMOH-
HbiMW 3aboneBaHUAMKU C yyacTuem aKaaemukos PAH
0.M. lpankuHo#, J1.C. Hama3soBoii-bapaHoBo#, npodec-
copa [1.0. UBaHoBa v ap.

ExxeroaHbln KoHrpecc neguatpoB Poccum ¢ 1994 .
aBnsetca GnarMaHCKMM MeponpuaTMemM OTeYeCTBEHHO-
ro neguMaTpuyeckoro coobliectsa, a B TeyeHue nocnea-
HUX HECKONIbKUX NeT — W LEeHTPOM MPUTSKEHUA MUPO-
BOW nmeauatpuun, 4to, 6€3yCNoBHO, NoAYEPKMBAET UHTEPEC
K AOCTMXKEHMSM WM MepcrneKkTMBaM POCCUMMUCKON meanaTpuu
W MeXayHapoaHOMY COTpyaHMYecTBy. B pamkax nposeaeH-
Horo B 2025 r. KoHrpecca npu noaaeprke MuHuctepcTBa
3apaBooxpaHeHns Poccuiickon Penepaumnun, MuHucTepcTea
HayKn W Bbicwero obpasoBaHusa Poccuiickon Pepepaunu
M MuHUCTEpPCTBaA NPOMBbILIEHHOCTU U TOProBn PoccuimcKomn

T.H. TuxommpoBa o0 cb6epexxeHnn pecypcoB BbiMYCKHUKOB LLIKOJbI

H.H. BonognH o MeauumMHCKMX Kagpax B negmMaTpuu

depepaummn Bnepsble cocTosnics MexayHapoaHbin dopym
«MeguaTpbl MUpa — 3a 340pOBbe, pa3BUTUE U Gnarono-
Nyuune geten», NOCBALWEHHbIN OOMEHY NTYHLLIMMWU NPaKTUKa-
MU M M3YYEHWIO HALMOHANIBHOMO OMbiTa OpraHM3auun meam-
LIMHCKOM MOMOLUM AEeTSIM M NOAPOCTKaM B pasHbIX CTpaHax
W pernoHax Mmpa u o6beAVHMBLUMIN BeAyLMX 3apyOerKHbIX
cneunanMcToB AETCKOro 3apaBooxpaHeHns n3 BocToyHowm
EBponbl 1 LeHTpanbHon Asun, Kutas, CLUA, KaHaabl, cTpaH
Apabckoro mupa, BPUKC+, Abpuku u gp.

ToprkecTBeHHOEe OTKpbITME dopyma cocTosnocb B dop-
MaTe NIeHapHOro 3acefaHus, Ha KOTOpoMm GbliM NpeacTaB-
NIeHbl POCCHUMCKME WHULMATUBBLI, OPUEHTUPOBAHHLIE
Ha oXxpaHy 340pOBbS AeTeN, ynyylweHne geMmorpapuyeckon
CcuTyalMKn, CO3JaHUE YCNOBUM AN TapPMOHWYHOIO pPa3BU-
TUS MoApacTalolero NOKOMIEHUS, a TaKXe Mepbl rocyaap-
CTBEHHOW NoaAepXKu aetcTBa B Poccuickon deaepaumu.
C noKknagamu, oTpaalowWwnMK Ko4eBble TEMbI, BbICTYNUIN
cTarc-ceKpeTapb — 3aMecTUTEeNlb MUHUCTPA 34PaBOo0X-
paHeHusa Poccuiickoit ®epgepauun 0.0. Canarau, 3ame-
CTUTeNlb MMHUCTPA HayKU M BbiClIEero o6pasoBaHuUs
Poccuiickoin ®epgepauun [.B. MbllwHbIK, 3aMecTUTENb
MMWHUCTPA NMPOMbILJIEHHOCTU U ToproBau Poccuiickon
®depepauun E.I. MpueskeBa, nepBblii MPOPEKTOP —
npopekTop no Hay4Howu pa6ote PYAH A.A. KocTtuH.
YyacTHUKKM o6cyanmnn adpdeKTUBHbIe MPaKTUKM B chepe
[ETCKOro 3paBOOXPaHEHUs, AOCTUKEHUS NeanaTpPUYecKom
HayKW U MeULMHCKOro o6pa3oBaHus, BONPOChl NPOn3Boa-
CTBa JIEKApPCTBEHHbIX CPEACTB U W3AENUIA MEAWMLMHCKOro
Ha3Ha4YeHUs ANs OeTel, a TaKXKe NEepCcrneKkTUBbl Mexay-
HapPOJHOro COTPYAHMYECTBA M 3KCMOPTHOIO NPOABMMKEHUS
nepeoBbIX 0TEYECTBEHHbIX Pa3paboToK.

B xoae naHenbHbIX AUCKYCCHIA BblIM PACCMOTPEHBI JOCTH-
EHUS U NePCNeKTUBbI Pa3BUTUS 06pa3oBaTefibHbIX TEXHO-
NIOTMM B MOArOTOBKE Bpayen-neamMatpoB Ha MexayHapoa-
HOM ypoBHe. Oco6oe BHMMaHWE 6blI0 yaeneHo Bonpocam
NPU3HaHUA MeauunHcKoro obpasoBaHus (H.A. BbinoBa,
NPOPEKTOP NO MeKAYHAPOAHON AEATEe/IbHOCTHU, AUPEK-
T0p UHCTUTYTA MUpoBoiK MeauunHbl PFrAOY BO PHUMY
uMm. H.U. NMuporosa MunusagpaBa Poccuu (MuporoBcKkumn
YHuBepcurer)), DopMMPOBaAHNSA HOBbIX MPOGECCUOHANbHbIX
KOMMEeTEHUMIN ByayLInx NneagmaTpoB B YCAOBUSX rNobanbHbIX
n3meHeHun obpasoBaTtenbHon cpebl (0.1. KoBTyH, peKTop
®reoy BO YIMY MuusapaBa Poccum), a TakKe MHULMA-
TMBam B 06/1aCTV MeAMLMHCKOro 06pa3oBaHus, peannsye-
MbIM MexayHapoaHow neanatpuyeckomn accouunaumen (IPA)
(H. Takep, Unauna, npesupeHT IPA) n EBponenckon negu-
atpuyecKkon accoumaumen EPA/UNEPSA (M. Mbetoanno-
MaHTtoBaHu, UTanusa, npeaugeHt EPA/UNEPSA).
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MneHapHoe 3acenanue «Jetn — Byayuwee nnaHeTol. O mepax
rocyfapCTBEHHOW NoaaepKu aeTcTBa B Poccuiickon deaepauunn»

BoictynneHune 0.0. Canaras

Boeictynnenune [.B. MbiwHoro

YyacTHUKKM dopymMa yaenunu 3HauyuTelbHOEe BHUMa-
HWEe COBPEMEHHbIM Hay4HbIM MoAxoJamM W WMHHOBALIMOH-
HbIM pelleHnaM, HanpaBNeHHbIM Ha MOBbILIEHWE KayecTBa
M 6e30MacHOCTU MEAMLMHCKON NMOMOLWM AeTaAM. JKCMepThbl
n3 Poccum wn apyrux cTpaH npeactaBuiIv MPUOPUTETHbIE
HanpaBneHua dyHAamMeHTaNbHbIX U MPUKNAAHbIX Ucche-
[IOBaHUM B neavMaTpuu, aKLEHTUPOBaAB BaXKHOCTb BHeape-
HUS HayYHbIX JOCTUXKEHUN B MOBCEAHEBHYIO KIMHUYECKYIO
npaKkTuKy. B uncne ob6ecyaaemblX TEM — POJb Hay4YHbIX
LUKON M MccneaoBaTeNlbCKUX LIEHTPOB B CO3[aHMU coBpe-
MEHHOW KJIMHWYEeCKOW 6a3bl, NOAroTOBKE KBalIUbULUPO-
BaHHbIX CMeLUanncToB U pPa3BUTUM MEXAUCUMUMINHAPHOIO
B3anmoaencTens. OgHUM 13 LieHTPasbHbIX BONPOCOB cTana
npo6nema aHTUOGUOTUKOPE3UCTEHTHOCTU. Bbinn paccmo-

BoicTynneHnue E.T. Mpuesxeson

TpEeHbl MEPCNEKTUBLI UCMONb30BaHNA LMdPoBbIX Naatdopm
419 MOHWTOPUHIa YCTOMYMBOCTM K aHTMGaKTepualbHbIM
npenapatam, a TaKXe 3HayeHue IT-peleHnn B cucteme
MHPEKLMOHHOTO KOHTpons. po3ByyYyan POCCUUCKUK OMbIT
Hay4YHO 060CHOBAHHOIO MEPCOHaNM3NPOBAHHOIO Ha3Haye-
HUS MeponeHemMa HOBOPOMKAEHHbIM C 3KCTPEMAsbHO HU3-
KOW mMaccoKn Tena — OAHOW M3 Haubonee ysa3BUMbIX rpynn
nauneHToB. TaKe OblM NpeAcTaBfieHbl NPaKTUKKU cepb-
CKMX creunanucToB Mo pauMoHanbHOM aHTUMUKPOGHOM
Tepanuu, BKaoYatoume cobnogeHne MexayHapoaHbIX CTaH-
[apToB, y4acTue B nporpaMmax KOHTPONS Pe3UCTEHTHOCTH
M aKTUBHOE BHEAPEHME KIMHUYECKMX PEKOMEHJALIMM, OCHO-
BaHHbIX Ha NpMHLMNax JoKa3aTenbHON MeauUmHbl. 1o UTo-
ram AUCKYCCUM YYaCTHUKKM MOAYEPKHYIN, YTO TONBbKO TECHas



H.A. BbiioBa 0 Bonpocax Nnpu3HaHua MeauLMHCKOro o6pa3oBaHms

WMHTErpauma HaykW, KJAMHWYECKOW MPaKTUKM WU LUMPPOBbIX
TEXHONOTMIA MOXKET CTaTb MPOYHOM OCHOBOM A/ YCTOMYMBO-
ro pasBWTUS JETCKOro 34paBOOXpaHeHus u obecneyeHuns
BbICOKOI0 YPOBHS MEAMLIMHCKON MOMOLLM nogpacTtatolemy
NMOKOJMIEHMUIO.

B pamKkax MexayHapogHoro ¢opymMa y4YacTHM-
kn 1l Poccuicko-apa6cKoro d¢opyma nepauaTtpoB
n IV KoHrpecca neguatpoB BoctouyHoW EBponbl
n LeHTpanbHOW A3uM 0O6bEeAUMHUAU YyCUNIUS NS OOCYX-
[IeHNs1 NepeaoBOro MexAyHapo4HOro onbita B o6ecnedye-
HUW COMATMYECKOr0, KOFHUTUBHOIO U MEHTaNbHOro 340P0-
BbS A€TEN M MOAPOCTKOB. B AMCKycCHAX MPUHSAAN ydyacTue
Nnpe3uaeHTbl M NpPeacTaBUTENW MeanaTPUYECKUX 06LLecTB
Ernunta, Mopaanuun, Kyeenta, Mapokko, OA3, lManectuHbl,
a TaKxe AsepbangxaHa, Apmerun, benapycu, KazaxctaHa,
Kblprei3cTtaHa, Y36ekuctaHa v Typuun. MHOrnMe U3 HUX npu-
6bl1n B MOCKBY NIM4HO, 4TOGbLI NpeAcTaBUTb HalMOHalbHble
MOAENN OopraHu3auun neguaTpuyeckon NOMOLLKU, CUCTEMBI
NoAroTOBKWM AETCKMX CMeLuannctoB M nporpammbl UMMY-
HU3alLuWK, peanndyemble B CBOMX CTpaHax, a TaKXe MyTu
noBblWeHNs UX apPeKTUBHOCTU. OTKPbLITbIM Ananor, o6MeH
nepefoBbIM OMbITOM M 06CYXAEHWE aKTyaslbHbIX BOMNPOCOB
neavMaTpum NO3BOMAM YHACTHUKAM He TOJIbKO pacluMpuTb
FOPU30HTbI NMPOGECCHMOHANbHbLIX 3HAHWMW, HO M HaMeTUTb
nyTv ANa AanbHENWero MexayHapoaHoro npopeccmnoHanb-
HOro COTpyAHUYECTBa B chepe oxpaHbl 340POBbS AeTEN.

0Ocob60e BHMUMaHKe y4yacTHUKamu dopyma 6bino yaeneHo
06CYXAEHWNIO MEAMKO-NCUXON0ro-nefarorMyeckux v npa-
BOBbIX @CMEKTOB MpeHaTalbHOro [AeTcTBa KaK KJ/4eBO-
ro atana $GopMMpPOBaHMS 300POBbA YenoBeKa. IKcnepTbl

J1.C. HamazoBa-bapaHoBa 1 H./l. Bawakmaase 06 anroputmax
avcnaHcepusaumm

O.1. KoBTYH 0 HOBbIX KOMMETEHUMAX ByayLMX Bpavem

13 Poccuun, KaHaasbl, Mpeuunun, N3panna n CLUA npeactaBunm
HOBeWLINe faHHble B 061aCTU 1I0POAOBON NCUXONOMMUKU, Mean-
KO-nefarorMyeckon NoAAepKKM M BGMOITUKM, NMOAYEPKHYB
HEO6XOAMMOCTb MEXAMUCUMMNIMHAPHOIO MoAxoAa K Conmpo-
BOX/AEHUIO pebeHKa C caMbIX PaHHWX 3TanoB ero BHYTpwW-
YyTPOOHOIrO pPa3BUTUSA. 3HaYUTENIbHbIN MHTEPeC BbIi3Baso
0o6CyK/aeHMe nepeaoBbIX NPaKTUK MMpa Mo 3allMTe AeTCcTBa.
Bblnv NnpeacTaBneHbl Kak POCCUIMCKUE MOAENM, MPU3HAHHbIE
OAHWMM U3 NyYILIMX B MUPOBOM COOBLLECTBE, TaK U UHULMA-
TUBbI 3apybOerKHbIX Konner: akcnepTol U3 KaHaabl 1 Adunonuu
pacckasanu 06 MCMNOJ/Ib30BaHWUU KONNEKTUBHOM MYAPOCTH
N KYNbTYPHbIX TPAAULMIA NS NPOABUKEHMS NpaB pebeHKa,
a TaKXXe pas/InyHblIX MHCTPYMEHTOB AN YKPENNEHUS rocy-
[apCTBEHHOW OTBETCTBEHHOCTM U CO3AaHMa 6GNaronpusaTHOM
cpeabl AN BCECTOPOHHErO PasBMUTUS AeTEN.

B pamkax MexayHapoaHoro ¢opyma cocToscs
XIV EBpa3uiickuit Gopym no peaKUM GONie3HAM C yya-
CTMEM BeAylMX OTEYECTBEHHbIX U 3apyBGEeXHbIX 3KCNepToB
B 06nactu neavatpuu, reHEeTUKW, HEBPONOIUU W APYrUX
CMEXHbIX AMCUMMNMH. B LeHTpe 06CYy)KAEeHUS OKasanucb
BO3MOXHOCTWM pPaCLIMPEHHOrO0 HEOHaTallbHOTO CKPUHUHIa
B Poccuiickon depepaumu, noTeHUMan MCKYCCTBEHHOMO
WHTENNIEKTa M BaXKHOCTb €0 CHMHEPruuM C eCTEeCTBEHHbLIM
B [OMArHocTuKe opdaHHbIX 3aboneBaHW, MepCrneKTUBbI
W OrpaHuYeHus UMbPOBLIX PELIEHUN B KIIMHUYECKOM MpakK-
TUKe Bpava-neaunatpa. JoKnagbl y4aCcTHMKOB Gblan MOCBS-
LLLEeHbI K/TIOYEBbLIM acneKTaM BbiiBNeHWS opdaHHbIX 3a6one-
BaHWIM B NpoLecce agucnaHcepmsaumm aeten n nogpocTKoB
B Poccuitckon deaepalmm, HOBENLIUM airopuTmMam ancnaH-
cepusaumnu, poan MEXAUCLUNIMHAPHOIO NoAX0Aa K OKasa-

H.B. XXypkoBa o auddepeHunanbHOM AnarHoCTUKe peKux
6onesHewn
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HWMIO MOMOLLM JeTAM C peaKMMK 3aboneBaHnsa M U HeobXo-
AMMOCTU COBEPLUEHCTBOBAHUS CUCTEM PaHHEro BbiIBNEHUS
pefkux 3a60eBaHUI Ha BCEX YPOBHAX MEAULIMHCKOM NOMO-
wh. Ocoboe BHMMaHUe 6biN0 yaeNeHO COBPEMEHHbBIM BO3-
MOXHOCTSIM MaTOreHeTU4YEeCKON Tepanuu peakux Hacneg-
CTBEHHbIX 3a60/1€BaHUI, KOTOPbIE NO3BOASAOT 3HAYUTENBHO
YAYYLWNTb KA4eCTBO XXM3HU M NPOTrHO3 AN 3TUX NaLMEHTOB,
a TaKe BOonpocam OKa3aHusa naiinmatuBHOM MOMOLWM feT-
CKOMY HacefleHuIo, BKoYas MapLpyTM3aumio u nHdopmu-
poBaHune cemen. COBMECTHO C 3apyberKHbIMW Kosieramu
n3 OAJ, Cep6uu, CLUA 6binn 06CyKaeHbl HOBble PEKOMEH-
Jaunn MexayHapoAHbiXx npodeccuoHanbHbIX COO6LEeCTB,
pesynbTaTtbhl KAWMHUYECKUX UCCNeAOoBaHUM, NPaKTUYECKUN
OnbIT BEAEHUS NaLMEHTOB C peaknuMun (opdaHHbIMKU) 3a60-
neBaHUsaMH, obLme NpobaemMbl U NEPCneKTUBLI, NOAYEPKH-
BalolWmMe HeobXxoAMMOCTb O6MeHa y4ylWMMKU MNpPaKTUKamu
B Lensax noBbiweHns adbEKTUBHOCTU MEAULMHCKOM NOMO-
WKW LeTIM M MEXrocyaapCTBEHHOIO B3anMOLENCTBUS.
3aknountensHon ceccuen dopyma ctan IV Poccumcko-
KUTaWCKMA CUMMMO3UYM, MOCBSLWEHHbIA aKTyalbHOW Npo-
6nemMe [eTCKOro OXMpeHus. YHaCcTHMKamMu MeponpusaTus
6blnM NpeAcTaBieHbl COBMECTHbIE UCCefoBaTelbCKMe Npo-
€KThbl, BKIOYasa peaynbTaTbl KNacTEPHOro aHanu3a AaHHbIX
06 0COBGEHHOCTAX NUTaHMA M 06pasa XW3HW aeTel B BO3-
pacTte 6-9 net B Poccumn n Knutae. Oco6oe BHMMaHUe 6bi10
yAeneHo macwrtabHoMy nonynsuMOHHOMY WMCCNeAOBaHMIo
NPOCTPAHCTBEHHO-BPEMEHHBIX XapaKTEPUCTUK MafeH-
LUeB C ManblM recTaunoHHbIM BO3pacToM, NpoBeLEeHHOMY
B 21 ropoge Kutas, a TakKe ponu MNUTaHUS, KULIEYHOM
MUKPOOGKUOTbI U COLMaNnbHOM cpelbl KaK Kao4eBbiXx GaKTo-
poB, GopMUpyloLLMX MeTaboNMYecKoe 340pOBbe pebeHKa.
MexayHapoaHbii ¢opym «[fleguatpbl Mupa —
3a 340poBbe, pa3BUTUE U Gaarononyvyue peTew» Npo-
LEMOHCTPUpPOBaa BbICOKUIA YpOBEHb NPOdECCUOHaNbHOMo
KOHCEHCyCa W MOAYEePKHYN BaxHOCTb GOPMUPOBAHUS NO-
6aNbHOM ceTh NpodecCcnoHanbHOro B3anMoencTBUS neau-
aTpoB, HaNpaB/IEHHON Ha JOCTUXKEHWE LeNen yCTOMYMBOro
pa3BuTUS B 06n1acTh oxpaHbl 340POBbS AeTen. YHaCTHUKM
dopyma ¢ 3HTY3Ma3MOM OTHEC/INCb K CO3AaHMUI0 MEXAyHa-
pOAHOM O6LLIECTBEHHOM OpraHusaumn «fegnatpbl Mupa —
3a 340pOBbe, pa3BUTHE U Bnarononyyne geTen» Kak abpdek-
TUBHOM NnaTdopmbl 419 06MeHa NepefoBbIMU MPaKTUKaMMU,
peanusaunn COBMECTHbIX Hay4YHbIX NPOEKTOB, YKPenIeHus
MeXAyHapoaHoro npodeccMoHanbHOro B3auMOLENCTBUSA
M Bblpa3unin YBEPEHHOCTb, YTO AOCTUrHYTble AOrOBOPEH-
HOCTM W NpefCTaBfieHHble Hay4Hble AaHHble MNOoCcny»KaT
NPOYHOM OCHOBOWM AN HOBbIX MEXAYHAPOAHbIX NPOrpaMm

C.K. 3bIpsiHOB 0 6€30MacHOCTM IeKapCTBEHHON Tepanuu B
neanaTpuu

M COBMECTHbIX MHMLMATUB, B TOM 4ucne GunatepasnbHblX
C yyactvem cneunanuctos PP, HanpaBneHHbIX Ha 3awuTy
30pOBbs, 06ecneyeHne rapMoHNMYHOro pas3BmUTUSA U 6naro-
noayyusa geTen Bo BCEM MUpE.

B pamkax XXVI KoHrpecca neagnaTtpoB Poccuu npose-
neHa | Bcepoccuiickas KoHdpepeHuus «KnunHuveckasn
dapmakonorusa B negMaTtpumn», Ha KOTOPOM OTEYECTBEH-
Hble 3KcnepTbl npodeccop A.A. Kon6uH, npodeccop
C.K. 3bipAHOB Cc Konneramu o6eyamnm obume U YacTHble
BOMPOCHI KIIMHUYECKON dapMaKosiorMu, B TOM Yucne apodek-
TMBHOCTb M 6€30MacHOCTb SIEKApPCTBEHHOM Tepanuun y geten
C NO3WULUMIA JOKa3aTenbHON MeAWLMHbI, 3TUYECKME aCMeKTbl
KIMHWYECKMX UCCNefoBaHWI, NYTU PeeHNs Npo6aeM Ha3Ha-
YEHUS NEeKaPCTBEHHbIX CPEACTB BHE CMWCKA YTBEPMKAEHHbIX
nokasaHui B Poccun M 0CO6EHHOCTM NIEKapCTBEHHOro 06e-
CneyYeHnss MHOronpodUIbHON NeanaTpPUHEeCKON KINMHUKW.
Oco60e MecTo 6bI/10 0OTBEAEHO BONPOCAM KIMHUYECKON dap-
MaKO0rMmn NPOTMBOMMUKPOBHbIX CPEACTB B NeAMaTPUK, Npea-
CTaB/eHbl JaHHble O PE3UCTEHTHOCTU K aHTMGaKTepHalbHbIM
npenapartam, aHanu3 HexenatefbHbIX ABAEHUI, CBA3aHHbIX
C UX NPUMEHEHMEM, B TOM YuCne NpaKTUYECKMI ONbIT Tepa-
NeBTUYECKOr0 IEKapCTBEHHOIO MOHUTOPUHIA aHTUOMOTUKOB
B JETCKMX CTaLlMOHapax 1 pe3ynbTaTtbl ero BHEAPEHUS.

Take 6bl1 NPOBEeAEH YHUKaNbHbIM CUMNO3MYM, NMOCBS-
LLLEHHbIX BOMpocaM KJIMHUYECKOW dapMaKoIorMmn B AETCKOM
ncuxuaTpum U HEBPONOTMKU, HA KOTOPOM 3KCMNEPTbl paccMo-
Tpenu CAOXKHOCTKU NepcoHanunaaummn ncuxodapmakoTepanum
B [ETCKOM BO3pacTe, KIMHMYeCKMe GaKTopbl pUCKa Hexe-
naTenbHbIX peakunin Ha dapmakoTepanuio pPaccTponcTB
noBefeHns y ageTen M NoapocTKoB, dapmakoTepanesTmye-
CKMe Noaxoabl K NPodUIaKTUKE MUTPEHN B NeanaTpun u ap.

B pamkax Ill Pa6oyero coBewaHUs [JeTCKUe cyp-
AOJIOFTU-OTOPUHONIAPUHIONIONM U neauaTpbl 06Cyau-
1 BOMNPOCHI 3NUMAEMUONOIMKU TYroyxoCTH, KOMOPOUAHOWM
naTofiorMn M HEKOTOPble acneKTbl FEeHEeTUYECKOM AuarHo-
CTUKM HapyweHun cnyxa. Bo BCTynuTenbHOM cioBe npe-
3uaeHT HauuoHanbHOW MeaMLMHCKOW accouuauuu
cypponoros npodgeccop IlNnA. TaBapTkunaase, npodec-
cop B.B. 1BopssHuuMKoB u npodeccop B.U. Monaplok
NOAYEPKHYNN BAXHOCTb MYNbTUAUCLMNAMHAPHOIO Noaxoaa
K BEAEHMIO AeTel ¢ HapyLleHusamu crnyxa. Cnukepbl coBella-
Hus (F.LU. Tydartynuu, T.I. MapkoBa, M.B. ®epoceeHkKo,
A.B. NawkoB, C.C. Yu6ucoBa, M.T. daraxosa,
10.A. BaHnaypa) o6¢cyannv TEXHONOMMKU AMArHOCTUKKM U pea-
OUANTaLMK feTEN C HapyLIEHUAMM cayxa C UCNOSIb30BaHWEM
COBPEMEHHbIX NPOTOKONOB. B aToM rogy oco6oe BHUMaHWe
OblI0 yAENEeHO FeHEeTUYEeCKUM WUCCneaoBaHuaM B KoropTe

A.C. KonbuH 0 KnnHn4ecKon dapmaKkonoruv B neguatpum



A.B. lMalWwKoB 0 COBPEMEHHbIX TEXHOMOMUAX KOPPEKL MU HapyLLEeHWI
cnyxa

NauneHTOB C TYrOyxOCTblO. YYaCTHUKM NpeacTaBuIv fOoKNa-
[bl NO AMArHOCTUKE M peabunntaumm NauneHToB C CUHAPO-
MOM AnbnopTta, CMHAPOMAaMMK YEepPEenHo-IMLEBbLIX AN3MOP-
dun, anbda-MmaHHO3MAO030M. HOBbIM aCNeKTOM 06CYyKAeHNS
CTano OCBElEeHNe aKTyallbHblX MOAXOAOB K BaKLMHaLMK
nauneHToB C CEHCOHEBpPaNbHOM TYroyxocTblo; 6blan npea-
cTaBfieHbl cBegeHns 06 3PPEKTUBHOCTU COBPEMEHHbIX
NPOTOKON0B BaKLMHOMNPODUIAKTUKM B AETCKOM BO3pacTe.
B pamKax AaHHOro MeponpuaATUS CTalu yXe TPaaWuLMOH-
HbIMW AOKNaAbl, MOCBAWEHHbIE 3NEKTPODUINONOrUYECKUM
MeTo4aM [AMarHOCTMKM CyXOBOro aHanuM3atopa C TOYKM
3PEHMS BbISIBNEHUS COYETAHHbIX HEBPOMOrMYECKUX U MCUXU-
aTPUYECKMUX COCTOSIHMI, YTO ABNASETCS O6LWMM NOMEM MHTe-
pecoB Cypaonoros U neanaTpos.

B pa6ote IV BcepoCCUMACKOW BaKLMWHaNbHOM
Accambneun «3awmuias MOKOJIEHUA» MPUHSAAM yyacTue
BeaylMe npeactaBuTeNIM 3KCNEPTHbIX COO6WeCTB, Npo-
OUAbHBIX MEANLMHCKUX OpraHu3aumnin u npakTUKyoLWwne cne-
unanucTbl B 06nactv negmatpun, MHOEKLMOHHbIX 601e3HEN,
3NMAEMUONOMUK, TepPannUn U APYrmMx CneLunanbHOCTEeN M3 pas-
HbIX ropogoB Poccun (MockBa, CaHKkT-lleTepbypr, UpKyTCK,
Bonrorpaa, Hosocubupck, lNMepmb, Camapa, CeBactonosb,
TomcK, XaHTbl-MaHCUHCK, YensabuHCK) U pecnybinKu
Bbenapycb. HayyHas nporpamma BK/AoYana 12 cumnosu-
YMOB, MNOCBSIWEHHbIX 3MUAEMMWONOIMYECKUM BbI30BaM
HaCTOALWEro BPEMEHM, KOTopble AMKTYOT He06X0AMMOCTb
noagepaHna addeKTMBHbIX Mep MNo npeaoTBpalleHuto
pacnpocTpaHeHus BaKUMHONPEeAoTBPaTUMbIX MHDEKLMN.

A.10. PTnweB o BakuunHauuum ot BMNY

Y4yacTHUKKM 06CyaMAN BOMPOCHI 3aluTbl 4ETCKOro 340-
pPOBbS OT PECNMUPATOPHbIX MHOEKLMI, B TOM Yuche pecnu-
PaTOPHO-CUHLMTUANbHOM BUPYCHOM MHDEKL MK, XapaKTepu-
3ytoencs 60/blMM KONMYECTBOM OCNOXHEHUI U BbICOKUM
PUCKOM CMepTeNbHbIX MCXO40B CPeAn AeTen paHHero Bo3-
pacTta, MTHEBMOKOKKOBOM MHbEKUMKM, rpunna u ap., noge-
NIMINCb CBOMMM ycnexamum U AOCTUMKEHUSIMU MCNONb30Ba-
HUSI perMoHasbHbIX NPOrpaMM UMMYHU3ALMKU B OTHOWEHUMU
npodunakTUKN MHOEKLUMUN, HEe BXOASLIMX B HaLMOHASbHbIN
KafneHgapb NPUBMBOK, NPW 3TOM MOAYEPKMBAS HACYLLHYIO
HEeoO6XOAMMOCTb M OCHOBHble HanpaBfieHUs ero coBep-
weHcTBoBaHuUa. OTAeNbHbIM CUMMNO3MYM 6bln NOCBSALWEH
BOMnpocam 60pb6bl ¢ Ty6epKyne3Hon UHbeKUMEN, U Bbina
NPOAEMOHCTPUPOBaHa HE3aMEHUMOCTb PYTUHHbIX Aua-
FHOCTMYECKMX MpPOO6, BKIOYAA MPUMEHEHME COBPEMEHHO-
ro pPeKOMBGUHAHTHOMO MMMYHOOMONOTMYECKOro npenapa-
Ta, B npoLecce CBOEBPEMEHHOW U BbICOKOCMELMPUYHON
AWMarHOCTMKM 3aboneBaHus. TpaguMuMOoHHO Bbliv NpeacTas-
NIeHbl NpaKTUYecKMe peKomMeHaauuu BaKuWHauuu aeten
C pPas3nn4HbIMU COCTOSIHUAMMU 340POBbLSA C UCMOb30BaHMEM
COBPEMEHHbIX UMMYHOBUONOrMYECKUX NPenapaToB.

B 2025 r. Bcepoccuiickaas KOHPepeHUUss ¢ MexXay-
HapoaHbIM yyacTuem «[ipuopuTeTbl U 3apa4v pasBUTUS
couManbHOW nepauaTpumn» oTnpasgHoBana CBOW MEPBbIN
tobunen — 3ato yxe V KoHdepeHuns B paMKkax KoHrpecca,
NOCBSILWEHHan coLmManbHbIM acnekTam AeTCKOro 340p0OBbS.
NHTepec oTe4yeCTBEHHbIX U 3apyberkHbIXx AETCKMX Bpayen
K aTOM npobneme He ocnabeBaeT, y4yaCTHMKaMMU NogHUMa-
0TCSt HOBbIE BaXKHble TeMbI. TaK, OTAENbHbIM CUMMNO3UYM Oblfl
noceslleH npobneMe camonoBpeXKAalowero noBeaeHuns
NoAPOCTKOB M TOMY, KaK UM NOMOYb. AKTUBHO 06CYyXAanuch
Takue TpajguLMOHHble BOMPOCHI COLMaNbHOM MeanaTpum,
KaK opraHu3aumns MeauuMHCKOW MOMOLM AeTSM C OrpaHu-
YeHHbIMW BO3MOXHOCTAMM 340POBbS U MHBANWAHOCTbIO,
MeHTaNbHbIMK HapyweHnsamu. B GoKyce BHMMaHKA ocTatoT-
€Sl aKTyabHble BOMPOChI WKOMAbHON MEAULMHBI, COXPaHEHWe
30pOBbS KaXKaoro pebeHKka B nepuoj nonyyeHuns o6paso-
BaHUS.

B pamkax VI CammMuTa MegULMHCKUX CreluannucToB
M opraHusatopoB 3papaBooxpaHeHus «HyTpuTuBHbIe
KOMMOHEHTbl MPOrpamMMMUpPOBaHUA 340POBbS» COCTOS-
10Cb BCECTOPOHHEEe 06CYXKAEHWEe COBPEMEHHbIX Npo6aem
nUTaHMsa 340POBOM0 U 6ONbHOIMO pebeHKa, B TOM 4ucne
C Y4€TOM 3Ha4YMMOCTHN IKONOrMYECKUX U MeLUKO-OpraHu3a-
LIMOHHbIX GaKTOPOB, POJIb KOTOPLIX B MOCNEAHUE rOAbl CyLLe-
CTBEHHO BO3pocna. basoBblie BONpoChl MHANBUAYaNU3aLmm
HYTPUTUBHbIX MOAXOAOB OblM OCBELLEHbl B BbICTYNIEHUU

M.B. ®epoceeHko 06 nMmyHonpodunaktuke PCB-uHdpekunm
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FROM THE UNION OF PEDIATRICIANS OF RUSSIA

WH®OPMALIUA COIO3A NEAUATPOB POCCUU

A.B. Kum 1 H.B. YcTMHOBa 06 aKTyasibHblX BONPOCAaXx LWKOJbHOMN
MeaULMHBI

akagemuka PAH J1.C. Hama3soBoi-bapaHoBoW, npega-
CTaBMBLIEN OCHOBHble MPO6GAEMbl «340POBbSA 340POBbIX»
4Nns geTckon nonynauuu. OaHOM M3 KapAuHalbHbIX Hepe-
WeHHbIX Npo6/iemM B OTHOLWEHUU JeTen paHHero Bo3pacTta
OCTaeTcsl HegocTaTovyHas 4YactoTa M MPOAOSKMTENbHOCTb
rPYAHOr0 BCKapMJ/IMBAHMS, YTO He NO3BoAseT obecneynTb
TPaeKTopun ONTUManbHOrO GU3MYECKOTO U KOFHUTUBHOIO
passutusa. J1.C. HamasoBa-bapaHoBa B CBOeM JoOKna-
e chenana aKkueHT Ha OTHOCWUTENbHO 6GONbLWOW MNonyns-
UMK aeTen rpynnbl pUcKa MeTabOo/MYEeCKUX HapyLleHWH,
4NA KOTOpbiIX Haubonee BaxHbl AuddepeHuMpoBaHHbIE
NoAXoA4bl K OpraH13aunyM BCKapMaMBaHUs, — 3TO HEeAOHO-
WeHHble MNaAeHLbl, Cpean KOTopbix 0C060 CTPOron nepco-
HanMsauun NuTaHns TPebyloT 4eTH C IKCTPEMabHO HU3KON
mMaccou Tena.

Oco6oe BHMMaHWe 6blNo yaeneHo NpaBuIbHOM OpraHu-
3auMKn NUTaHUS 3TUX AeTer Ha neanaTtpuM4ecKoM y4vacTKe.
Mpo6aeMbl MOHUTOPUHIA GU3NYECKOIO Pa3BUTUSA U BbiBOpa
afeKBaTHOro NUTaHUa Npu o6ecneyeHnm NPeemMcTBEHHOCTH
nocne BbIMUCKM HEAOHOLWEHHOro pebeHKa Ha neguatpuye-
CKMM y4yacToK 6blnn oTparkeHbl B goknage U.A. benseBown,
a 0COBEHHOCTU AMETONOMMYECKUX MOAXOLOB Y HELOHOLWEH-
HblX € OQYHKUMOHANbHbIMU HapyWEeHUAMU NuleBapeHus
ocBelleHbl E.B. KaWTyKOBOM.

Bonpocbl BAUSHWS pa3HbIX CXeM BBEAEHWS MPUKOP-
Ma Ha GopMUpOBaHWE KULIEYHOWN MUKPOOMOTbI U MuULLe-
BOW TONEPaHTHOCTM pacTylwero pebeHka O6blan NOAHATHI
B noknagaxT.H. CopBaueBoi 1 E.A. NMbipbeBoi. OTMeYEHO,
4TO cOanaHCUPOBaHHbIM COCTaB MUKPOBUOTbLI dopMUpyeTCS
TONBbKO MpPWU COBNIOAEHWUN «BPEMEHHOIO OKHa» BBEAEHWS
NPOAYKTOB NpUKopMa. B To ke BpeMms ¢ KOHUenunewn «neja-
rorMyecKoro NpuKopmar» (Man caMonpuKopma), Npu KOTOpom
pebeHOK caM BblGMpaeT MNPoOAYKTbl C CEMEWHOro cTona,
oTeYeCcTBEHHble MefuaTpbl He COrnacHbl, MOCKO/bKY Takas
npakTMKa He aBnseTca 6e3onacHon. E.A. MNMbipbeBa B CBO-
€M [OoKNaje TaKxe oTMeTHa He060CHOBaHHOCTb BBEAEHUS
npuKOpMa MAajeHuy ¢ No3uuuM BeretapuaHcTea (B 0CO-
6EeHHOCTM — BEraHcTBa), NOCKOJbKY 3TO NMWaeT pebeHKa
MHOIMMX XM3HEHHO BaXHbIX MUKPO- M MaKpPO3INEMEHTOB
nUWK, cnocobCTBYeT BO3HUKHOBEHWIO 3neMeHT-a4ebuunT-
HbIX COCTOSIHWM, CHUXKEHWMIO GU3UYECKOro M YMCTBEHHOIO
pa3sutms. B noknage U.A. benssieBo# Oblnv NpeacTaBieHbl
HOBble NOAX0Abl K BbIGOPY NPOAYKTOB 31aKOBOIr0 NPpUKoOpMa,
KOTOpble He TOMbKO He cofdepKaT Ao6aBNEHHbIX Caxapos,
HO M He BK/oYaloT B cebs CKpbITble caxapa, obpasyloLlmecs
B npoLecce ruaponnsa. Takon nogxog cnocoo6eTrByeT dop-
MUPOBaHUIO 340POBbIX MULLEBbIX MPUBbLIYEK U NPOPUNAKTH-
Ke OTCPOYEHHbIX MeTabonMYeCcKMx paccTponcTe. B goknage

T.T. baTblleBa 0 NCMXMYECKOM 340POBbE AeTen 1 NOAPOCTKOB

T.B. TypTH, NocBSALEHHOM 3HA4YMMOCTU GaKTOPOB MUTAHUSA
B ob6ecnevyeHnn 340pOBOro cHa pebeHKa, 6blin NpeacTas-
NleHbl BO3pacTHble aTanbl GOPMUPOBAHUA CHa, UX B3au-
MOCBS13b C 0CO6EHHOCTSAIMM CTaHOBIEHNS KMLWEYHON MUKPO-
O61OTbl U BAMSHUEM NULLEBbLIX MPUBbLIYEK B CEMbE.

Jlornyeckoe pasBuTMe Tema MHAMBUAYaNM3aLUKU NUTa-
HUS MonyYyuna B AOKAajax, NOCBSWEHHbIX 0COOGEHHOCTAM
BCKapM/IMBaHWA AeTeN NPy pasnuyHbIX PUCKaX HapyleHus
340poBbs. Tak, B goknage H.b. MuraueBoi 6b11n OTpaxe-
Hbl NPo6aeMbl MPEBEHTUBHOIO NOAXOA4A K MUTaHUIO AeTen
C pPasfiMyHOM CTeMNEeHb0 OTATOLLEHHOCTU HacNeACTBEHHOrO
aHamMHe3a Mo anfneprum ¢ y4eToM MOSEKYNSAPHO-reHeTnYe-
CKMX MEXaHW3MOB CEHCUOUANI3ALMM U PONU CPELOBbIX (ANK-
reHeTU4YeCKMX) GaKToPOB, BAUSIOWMX HA IKCNPECCHIO FTEHOB
(B TOM 4ynucne y MOHO3UIOTHbIX 6/IM3HELLOB).

Take yyacTHMKM CammuTa 06CyamMnn nepcrneKTUBHbIe
BO3MOXHOCTM WHAMBMAYyaNuM3auuu BblGopa CMecH C y4ye-
TOM pe3ynbTaToB reHOTUNUPOBaAHMUS, NPo6aeMbl MPeoso-
NeHUs NuweBon M3bupaTenbHOCTU y pebeHKa, NoKasaHus
4NS KOHCYNbTauMK NcuxmaTpa Npy paccTponcTBax MULLEBO-
ro noBeAeHus y aeTew, cneunduKy HyTPUTUBHOM NOALAEPIKKM
npu HEBPONOrMYECKUX 3ab0NeBaHNAX, BPOXKAEHHbIX MOPO-
Kax cepaua v ap.

HayyHas nporpamma VI BcepoccUMCKOU KOHpepeH-
UMM AETCKUX AepMaTosioroB Oblia MOCBSLLEHA COBpe-
MEHHbIM TEHAEHUMAM B AMArHOCTUKE, NIEYEHUU W MNpo-
punakTuke 3aboneBaHUn KoM y aeter. OTe4yeCTBEHHble
aKcnepTol — npe3upaeHT Colo3a neaunatpoB Poccuu
akapemuKk PAH J1.C. HamasoBa-bapaHoBa, npe3uaeHT
MOO «O6uwecTtBo [leTckux [depmartonoroB» npodec-
cop H.H. MypawkuH, yneH npaBneHusa EBponeickoro
o6uecTBa [JepMaTOBEHEpPOJIOrOB U KOCMETOJIOroB
npodeccop E.P. ApaBuiickana, K.M.H. I3.T. AmGapusH
M Ap. — ocob60e BHMMaHWe yaenunu Bonpocam aTtonuye-
CKOro gepmatuta y getei, dakTopam puUCKa ero passutus,
BO3MOXHOCTAM MoAaubuKaunMnM 3aboneBaHus, aTUMNUYHbIM
NPOSIBNEHUAM, POSIM AMONEHTOB B NPOodUNaKTUKe U Nneye-
HWW, MPAKTUYECKUM acrneKTam BeAeHUs AeTen C TaxeNbiMm
aToMMYeCcKMM AepMaTUTOM, NOCNEeACTBUAM HEKOHTpONUpye-
MOro Te4yeHus 3ab6oneBaHus, a TaKKe NPeACTaBUAN KIUHK-
yecKue cnyvyau. MHHOBaLMOHHbIE MOAXOAbI K YXO4Y 3a KOXeW
npu aToNMYEeCKOM AepMaTuTe U NoLPOCTKOBOM aKHe 6bliu
06CyXKaeHbl Ha MNpodeccOpPCKOM NEKTOPUM C yyacTuem
npodpeccopoB E.P. ApaBuitckon 1 H.H. MypalwKkuHa.
OTaenbHbI CUMMNO3KUYM Oblfl MOCBALEH MUKPOBUOMY KOXM,
€ro ponv B COXpaHeHUn 340p0Bbs pebeHKa, B NnpodunaKkTu-
Ke M NleYyeHUM aTonUM4ecKoro gepmatuTa U akHe. B dokyce
BHMUMaHUS 3KCNEPTOB TaKxe OblIM U reHeTndeckne 3abo-



MN.A. bensieBa 0 BbI6GOpE ONTUMAIbHOrO NUTaHUA ANs aeTen

neBaHusa Koxu y aeten. oknaa 3.T. AMGapusHa o Beje-
HWUW NaLMEHTOB C 6yNNe3HbIM 3NUAEPMOIM30M C aKLLEEHTOM
Ha paHeBOM NpoLecc BbiI3Bas 60/bLION MHTEPEC ayAUTOPKH,
a vcyesalolme nopaxKeHUs KoKW Y HOBOPOXKAEHHbIX Gblnu
ocBelleHbl B goknage B.B. UBaHuuKoBa. [lpumevateneH
ne6loT TaHaemHow paboTbl cneunannucToB-4epMaTonoros
MOCKOBCKOr0O 3/lpaBOOXpPaHeHUs 1 deaepanbHbiX yupexie-
HWUI B pamMKax NaHenbHON AUCKYCCUM MO KMUBOTPEMELLYLLMM
Bonpocam 06 OCOGEHHOCTSX peabunuTauMn NaLMeHToB
C TSXKENbIMU KOXHbIMKU GONE3HAMKU Nocne cTaluMOoHapHOro
neveHus. TakxKe 6blIM OCBELLEHbl TPYAHOCTU, C KOTOPbIMMU
MOET CTONKHYTbCS Bpay-neauaTp Npu noparKeHUsx Ciu-
3UCTON 060I04KM MOJSIOCTU PTa Y AeTEeN NepPBbIX NIET KU3HU,
nuoaepMmax M BTOPUYHO MHOMLMPOBAHHBLIX AepMarto3ax,
npeacTaBieHbl pauoHanbHble peLleHus.

VIl Bcepoccuiickuit popym «BonoHTepbl — petam
Poccun» TpaauMuUMOHHO Oblal MOCBSLLIEH POSM BOMOHTEP-
CKOro [OBMWXXEHWS B OXpaHe 340pO0BbsA [AeTern UM dopmu-
poBaHUM NpodeccUoHaNbHbIX KOMMETEHUMI y Oyayuimnx
Bpayen. B goKnagax OCBeLWANMCb YCMellHble MPaKTUKK
peanusauuu nporpaMmm mMeanmKo-npoduiakTM4ecKon nomo-
WM AeTsaM, onbliT paboTbl pernoHasnbHbIX OTAENEHWWH ABU-
eHua «BonoHTepbl-MeauKkn», B YacTHOCTU B Pecny6nuke
TaTtapcTaH, a TakKe 3Ha4YMMOCTb BOSIOHTEPCTBA KaK UCTOY-
HWKa NMYHON M npodeccruoHaNbHOM MOTMBALMKU CTyAEH-
TOB-MeAMKOB. Y4yacTHMKamn Popyma Obla nogyepKHyTa
Ba)KHOCTb [106POBO/IbYECKON AEeATENbHOCTM B BOCMUTAHUU
COLMaNbHO OTBETCTBEHHbIX U KOMMETEHTHbIX NeanaTpoB.

HO6unenHbin XV @dopyMm [AETCKUX MeAULUHCKUX
cectep o6beanHun 6onee 200 cneunanucToB M3 pas-

T.H. CopBayeBa 0 TpaeKToOpUN NUTaHUA feTen paHHero Bo3pacTta

NMYHbIX ropofoB Poccuiickon Pepepauunmn (EkatepuHbypr,
KasaHb, KpacHokameHck, MockBa, CaHkT-lleTepbypr,
CypryT, TioMeHb, HYenabuHcK, Yuta 1 ap.) 4na o6Ccy>KaeHus
MHOrOrpaHHoM posiu MeAULMHCKOM CeCcTpbl B CUCTEME OXpa-
Hbl 340POBbs AeTel. Ha cumno3nymax 6biin OCBeLLEHbI KO-
YyeBble acneKTbl CECTPUHCKOM NOMOLM B neamaTpuu, BKiaa
CECTPUHCKOro nepcoHana B pa3BuTUMe pebGeHKa U coxpa-
HEHWe ero 340pOBbfA, POSib MEACECTPbl B NpodunakTuke
MHbEKUMN, CBA3AHHbIX C OKa3aHWeEM Me[MULIMHCKOW NOoMOo-
WK1, B yXxo4e 3a HeLOHOWEHHbIMX U AeTbMU NepBOro rofa
YKWU3HW, B CONPOBOXAEHUU AETEN C Pa3UyYHbIMU aHOMaNus-
MU Pa3BUTUA U XPOHUYECKUMK 3a60NeBaHUSIMHU, B peabunu-
Taluu NnauMeHTOoB C nanavaTuBHbIM cTaTycom u ap. Ocoboe
BHUMaHWe 6bIN0 yaeneHo opraHu3auuu paboTel B oTaene-
HUSX aHECTE3NONOTMU-pEeaHUMaLUKN, UCMONb30BAHMUIO CUMY-
NIALMOHHOIO 0BY4YEHUSA B HEOHATONOMMKU Kak abdEKTUBHOIO
WHCTPYMEHTa MNoBbIWEHUA NPodecCUoHalbHbIX HaBbIKOB,
a TaKXe 3Ha4YMMOoCTM BaKuuHauuu. bonbwon uHTepec
YYaCTHWKOB BbI3Basju [OKNabl O COBPEMEHHbIX NMOAXOAax
K KOpPPEeKLUWUnN 3peHns y aeTei, BO3MOXKHOCTAX [bIXxaTebHOM
TMMHACTUKM B NPOOUIAKTUKE OCNOXHEHWN BGPOHXONEroY-
HOWM CUCTEMDbI Y AETEN U NOAAEPIKKE POAUTENEN HEAOHOLIEH-
HbIX AeTewn.

B pamkax Hay4How nporpammbl XVIII MexayHapoaHoro
¢dopymMa AETCKUX XUPYProeB, YpoJiOroB-aHAPOIOroB
M TpaBMaTONOroB-opToneaoB GbinM 06CYXKAeHbl Haubo-
flee aKTyaslbHble U MPaKTUKOOPUEHTUPOBAHHbIE BOMPOCHI
OKa3aHUsA MEAULMHCKOM MOMOLLM AeTAM NPU XUPYPrUYeCKnX
3aboneBaHusAx. Hay4yHaa AUCKyCcCUSA 3aTpOHyNa COBPeEMEH-
Hble MOAXOAbl K ONepaTUBHOMY IeHEHUIO Pa3/InyHbIX BULOB

E.P. ApaBuiickas 06 MHHOBaLMAX B YXO4€e 3a KOXeW

XV ®opyM AETCKUX MEAULIMHCKUX cecTep
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WH®OPMALIUA COIO3A NEAUATPOB POCCUU

Il KoHdepeHuns monoabix y4eHbix OTaeneHns MeanuMHCKMX
HayK PAH

Kocornasus y geten, HoOBeWlIME METOAbl Tepanuu nartono-
rmn JIOP-opraHoB, 3a6oneBaHW OMOPHO-ABUraTeNbHOro
annaparta, MaJloMHBa3WBHbIE TEXHONOIMKU B YPONOTUK U Ap.
Ocob6bll MHTEpPEC Bbi3BaNU AOKNaAbl, MOCBALWEHHbIE TPYAHO-
CTAM AMArHOCTUKMN U BEAEHWUS NaLMEHTOB C OCTPOM XMPYPIru-
YeCcKoW natonoruemn, TpebytolLlen CpoOYHOro BMellaTeNbCTBa.
KnioyeBoe BHWMaHWe 6blN0 yaeneHo MeXAUCUMMANHAPHO-
MYy B3aMMOAENCTBMIO, B HaCTHOCTU — BaxXHOW pOnu Bpaya-
neguMaTpa B CBOEBPEMEHHOM BbISBIEHUN XWUPYPrUYECKON
naTofiormu 1 HanpasfieHWUU AeTeN Ha cneunanM3npoBaHHoe
neyeHne. 3HaHME CUMMNTOMOB XMPYprvyeckux zaboneBa-
HUIW, a TaK)Xe BhajeHue anropuTMamMuv MaplpyTu3auuu
nauueHTOB MOAYEPKMBANUCL KaK Heobxoaumoe ycnosue
ansa 3QPEKTUBHOM XMPYPrU4YECKOM NOMOLLN AETCKOMY Hace-
nexHuto. Meponpusitme TpaauLMOHHO OO6bEAMHUNO AETCKUX
XMpPYproe, opTonenoB, YpOJOroB-aHAPONOroB, OTOpPMHONA-
puHronoros, odTanbMOsIOrOB M NeauvaTtpoB Ana oO6MmeHa
KIMHUYECKMM OMbITOM, OBGCYXAEHWUS HOBbIX TEXHONIOMUI
M BHEAPEHMS MepeaoBbIX KIMHUYECKMX MPAKTUK, a TakKxkKe
MEXANCLMNINHAPHOIO NOAXoAa B LEeNax NoBblleHUs Kave-
CTBa OKa3aHWa MeAULMHCKON MOMOLWM AETAM C XMpypruye-
CKOW natonoruen.

Coto3 negmnatpoB Poccuun TpaguuUMOHHO npuaaeT 60/b-
LLIO€ 3HaYeHMe NPOCBELLEHMIO poanTeNien B 06/1aCTU OXpaHbl
340poBbs AgeTel. B pamkax KoHrpecca cocTosincsa tobunen-
Hbln V dopym ansa poautTenen naumueHToB B OHNanH-dop-
mMaTe, MOCBSALEHHbIA aKTyallbHbIM BOMPOCaM AMarHOCTUKM
M Tepanuu LEeNMakuu y nauueHToB AETCKOro Bo3pacTa
C Llenblo yNydleHnsa KadyecTBa MX XU3HU. Beayuwme cneun-
anuctel HUN negnatpum 1 oxpaHbl 300poBbs aeten HKL, N22
®IrBHY «PHUX mm. akaa. B.B. MeTpoBcKoro» — neauaTpsbl,
reHEeTUKN, racTPO3HTEPOSOrU, SHAOKPUHONOIMM — AOCTYM-
HbIM ANS poauTenen S3blKOM paccKasaiv O COBPEMEHHbIX
NoAXo4ax K BbIABIEHUIO U JIEYEHUIO LeIMaKun, yaenss oco-
60€e BHMMaHWEe opraHmM3auuu NUTaHus, a TakxKe obcyanan
acneKTbl BaKUMHaUMKM y [JaHHOW KaTeropuMuM nauueHTOB.
dopmaTt MeponpusaTUs npeaycMatpuBan WMHTEPaAKTUBHOE
B3aMMOJeNCTBME, YYAaCTHUKM MMEeNn BO3MOXKHOCTb MOny-
YWTb OTBETbI CMELMaNUCTOB Ha BOJHYIOLIME MX BOMPOCHI
B pEKMME peasibHOro BPEMEHMW.

B pamkax Konrpecca coctosanacb Il KoHdepeHuus
MoNoabIX Y4eHbIX OTaeneHns meauUUHCKUX HayKk PAH
C MeXAyHapoAHbIM y4yacTueM noJ npeaceaaTenbCTBOM
pyKoBoautensa CoBeTa MONOAbIX Y4EHbIX CEKLUU KIU-
HUYECKOW MeAULUHbl OTAeNeHUs MEeAULIMHCKUX HayK
PAH a.m.H. A.H. CypkoBa # K.M.H. B.I. KanyruHo#n,
LleHTpanbHOMN TEMOM KOTOPOW CTanu Ko4YeBble aCMeKThl
opraHuM3aumn U NPOBEAEHUS KIMHUYECKUX UCCNeaoBaHWUM.

YyacTHMKam 6blnnM npeacTaBfeHbl OCHOBbI GMOMEAMULIMH-
CKOW CTaTUCTUKMK, NPUHLMMbI NOATOTOBKM HayyHbIX My6au-
Kauun U TeXHUKU 3bDEKTUBHOM HaAy4YHOM MNpe3eHTaLuM.
Oco6oe BHMMaHWe MPUBAEK MacTep-Kaacc, NPoBeAEHHbIN
M. BbanuyeTuy (Cep6ua) 1 NOCBALEHHbIN MOMHOMY LIMKY
Hay4YHOro MccnegoBaHnsa — OT aTana NiaHMpPoBaHUS 40 pas-
paboTKN roTOBOM NleKapcTBEHHOW dopMbl. B xoge BbICTy-
nnenusa M. banyeTuy npoAeMOHCTpupoBana pesynbraThl
COBCTBEHHbIX UCCNELOBAHUI C yH4acTUEM CaMbIX YA3BUMbIX
KaTeropun geTtew, MANIOCTPUPYIOLWME NPAKTUHECKYIO peanu-
3auMi0 HayYHbIX MOAXOAOB B KAMHWYECKOW dapMaKonoruu
n negnaTpuu.

B aHu Konrpecca coctoancs VIII TunnoKpaToBCKUM
MEeAULUMUHCKUI dopyM, NOCBSLLEHHbIM BONpocam 6Kono-
rMyecKon 6e30MacHOCTH, COXPaHEeHWs PenpoayKTUBHOIO
30POBbS HAceNeHUs U cobpaBLlWni HA OLHOM NAoWaaKe
BeAyWMX y4eHbIX, Bpayen, opuctos, gemorpados, coLmo-
N0roB., NpeacTaB1TENEN OPraHOB roCyAapCTBEHHOM BNacTu
M AyxoBeHcTBa. TemaTuka dopyma oxBaTuna LWMPOKUK
CNeKTp O6UOMEAMLMHCKUX, MPaBOBbIX, COLMOKYAbTYPHbIX
M 3TUYECKUX acMeKToB, ONpeaensiowmx 340p0Bbe rpax-
JaH — OT 3a4aTus OO0 ecTeCTBEHHOM cMepTu. B pamkax
4 INCKYCCUOHHBIX CECCUM Yy4YacTHUKKM dopyma 3aTpoHynu
cTpaternyeckne MexaHnambl npeofoneHus gemorpaduye-
CKOro cnaja, BONpocChbl NOAAEPKKN CEMEN C AETbMU, NPO-
[ABWKEHMSA LLEeHHOCTEN MaTEpPUHCTBA M OTLLOBCTBA, a TaKXe
Heo6XxoANMMOCTb GOPMHUPOBAHUSA MO3UTUBHOIO O6LLECTBEH-
HOrO K/iMMaTa BOKPYr MHCTUTYTa cembu u ap. Ocoboe
BHUMaHue 6blN0 yaeneHo HOpMaTMBHO-NPaBOBOMY pery-
nMpoBaHuio B chepe GUOMELULIMHCKON 3TUKU, MEKANCLM-
NAVHaPHLIM acneKTaM OXpaHbl XM3HM YenoBeKa Ha Bcex
3Tanax — OT NpeHaTanbHOro nepuoga A0 NOXWAOro BO3-
pacta. O6¢cyxaanncb BONPOChbl aIMOGPUONOrMK, NepuHaTab-
HOM MeAULMHbI, ManaMaTMBHON NOMOLLM, @ TaKKe Noaxoabl
K GOopMMpPOBaHUIO LIEHHOCTHOW NapagurMbl B CUCTEME
34paBOOXPaHEHUs U 4p.

Ha TopkecTBeHHOW LepeMOoHMK 3aKpbliTnus KoHrpecca
6b11M noasefeHbl ntorn KoHKypca Hay4Hbix pa6oT Mmono-
AbIX YYEHbIX, B KOTOPOM NpUHANM yyacTne 50 yenosek
(CTyAeHTbl, OpANHATOPLI, aCMUPaHTbl, aCCUCTEHTbI, Hay4Hble
COTPYAHWKHK, Bpayun) n3 21 ropoga Poccum (Bcero nogaHo
44 3aaBKM). KOHKypcHass KOMWCCUS OTMETMNA BbICOKUM
YPOBEHb NpeACcTaBeHHbIX Hay4YHbIX paboT, Noxenana yyacT-
HWUKaM JanbHEenWnx TBOPYECKUX YCNexoB, a nobeauTtensm
OblIM BpyYeHbl NamsaTHble nogapku ot Coto3a neanatpos
Poccuu.

1-e mecTo npucyxaeHo A.O0. AHUCUMOBOM, nabopaH-
Ty-uccnepoBatento PrbHY «HayyHbll LEHTP npobnem
3[0POBbSi CEMbW W PENpPoAyKLMKU 4YenoBeKa», . MPKYTCK

MNo6eanTtenn KoHKypca Hay4HbIX paboT MONOAbIX Y4EHbIX



(«ANNTENBHOCTb 3KPAHHOIMO BPEMEHM M MCUXOCOLManbHOe

6naronoflyyme WKOAbHMKOB NOAPOCTKOBOIr0 BO3pacTar).
2-e MecTo:

e E.M. TonoBuHoOM, Bpayy BY PO «O6GnacTHaa pget-
CKasfl K/iuHuW4YecKkas 6onbHuua», . PocTtoB-Ha-[oHy
(«BbiiBNSieMoCTb NO34HEN remopparn4yeckon 60Je3HM
HOBOPOXAEHHbIX B POCTOBCKOM 061aCTW»);

e H.A. AxenapoBy, nabopaHTy-uccnegosatento Preoy
BO «CnGUPCKKI rocyaapCTBEHHbIN MEAMLUHCKUNA YHK-
Bepcute™ MuHsgpaBa Poccuu, . TomcK («<B3anmocBasb
MeTaboMYECKMX MAaPKEPOB U MHAEKCOB MHCYIMHOPE3U-
CTEHTHOCTM Yy NOAPOCTKOB C Pa3IMYHOM Maccom Tena).
3-e mecTo:

e N.A. HKauaHoBy, E.U. XmenéBo#, accucreH-
Tam Kadeapbl PrbOY BO CapatoBckunt MY wum.
B.W. PagdymoBckoro MwuH3apaBa Poccuu, r. CapartoB
(«<HoBblE BO3MOXHOCTM MHCTPYMEHTANbHOM AUArHOCTU-
KW AnabeTUyecKomn noavHenponaTtun y geten ¢ caxap-
HbIM AMabetom 1-ro Tunav);

e M.E. NNo6aHoBy, opavHatopy ®Irb0Y BO CapaToBCKuUM
MY um. B.W. PasymoBckoro MwuH3gpaBa Poccuu,

r. CapaToB (<feHeTn4YecKne acneKTbl pacCTPONCTBa ayTH-
CTMYECKOro CreKTpa y AeTen»);

e A.I0. MNepoBo#n, cTtyaeHTke PrbOy BO CamIMy
MuHsgpaBa Poccuu, r. Camapa («BausiHne nocnepono-
BOW Aenpeccun Ha pasBuTMe GYHKUMOHAMbHbBIX Xeny-
[OYHO-KMLUEYHbIX PACCTPONCTB y AETENY).

Mpns 3putenbckux cumnatum nonydnnn A.U. Emewn

n M.J1. Bopo6beBa, opanHaTopbl HUW negunatpum n oxpa-

Hbl 3a0poBba aeten HKL, N2 ®IBHY «PHUX wm. akaa.

b.B. MNeTtposckoro», r. MockBa («[lo cnegam XUBOTHbIX —

KaK MoAeNbHble OPraHM3Mbl ABUraloT HAyKy B MeanaTpumn»).
fABNSACb raBHbIM COObITUEM roAa OTEYECTBEHHOM Neau-

atpuun, XXVI KoHrpecc BHOBb NOATBEPANST CBOM CTATyC KO-

4YeBOW NAoWanKK, 06beANHSAIOWEN AETCKMUX cneunanncToB

Poccun 1 3apy6exHbiX CTpaH, AN 06CYKAEHUS aKTyanbHbIX

npo6aemM COBEPLLEHCTBOBAHUS MEAULIMHCKON NMOMOLKN AeT-

CKOMY HacefleH1IO U BbIpabOTKM NPENOKEHUI MO KX peLle-

HWIO AN NPOLOMKEHUS YCNELWHON peann3armm nporpaMmmel

«Jecatnnetve getcrear.

Mo utoram XXVI KoHrpecca nepauatpoB Poccumu

C MeXAYHapoOAHbIM y4acTuem npuHaTa Pesoniouus.
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Pe3onwouusa | Bcepoccunckon KondpepeHuum
«KnuHnyeckKaa dapmakosorusa B neguaTpun»

B pamkax XXVI KoHrpecca neamatpoB Poccumn ¢ MexXayHapoAHbIM y4acTUEM «AKTyalslbHble npo6JieMb]
negmnatpum» 2 mapta 2025 r. 6bi1a nposegeHa | Bcepoceuickas KoHpepeHUuns «KnnHudeckas gap-
MaKoJ/10r1s B neanatpmm», BKOYaBLLas nieHapHoe 3acegaHne n 4 cumnosnyma.

a MeponpusaTMn Gbln 06CYXKAEHbI BOMNPOCHI JOKa3a-

TEeNbHOW MEeAMLMHbI B Nle4yeHun geten, 6e30nacHOCTb
NIeKapCTBEHHOW Tepanuu, 3TUHECKUE aCNeKTbl KIMHUYECKUX
nccnenoBaHumn, NyTM peleHns npobneM Ha3HavyeHus npe-
napaTtoB «0pd-nenbn» (BHe CMNUCKa YyTBEPHAEHHbIX MOKa-
3aHun) B Poccum M 0COOGEHHOCTM NEeKapCTBEHHOro obe-
CMeyYeHnss MHOronpoduabHOM MNeauaTPUHECKON KIMHUKW.
Momumo 06LIMX BONPOCOB MCMNONb30BaHWUA NEKAPCTBEHHbIX
cpeacTB y AeTen, ocob6oe MecTo 6bln10 0TBEeAEHO npobiemMam
KIMHWYECKOM GapMaKonormm npoTMBOMUKPOBHLIX CPEACTB
B neauaTpun. Takxe Oblal NpoBeaeH YHUKaNbHbIM CUMMO3MK-
yMm «KnuHu4eckas dapmMakonorus B AETCKOM MNCUxXuaTpum
M HEBPOMOTUM».

Mo pesynbTaTtam KoOHdepeHUnn 6bilin cHopMynMpoBaHbl
cnepytolme BbIBO/bl M 3aKTHO4YEHUS.

1. Cneumanuctbl B 061acCTM NegmaTpuyecKon KiaUHMU-
yeckon dapmaKkonormm — 39T0 Bpayum ¢ 6a30BOW noja-
rOTOBKOM B 06n1acTv neavaTpum M KAMHUYECKOW dapma-
Konoruu. B Poccun 1 BO BCEM MUpPE eCTb 3anpoc CUCTEM
34PaBOOXPAHEHUSA Ha MONlyYeHWE COBPEMEHHbIX 3HaHWM
06 0COBGEHHOCTAX HA3HAYEHUSA U MPUMEHEHUS NEKAPCTBEH-
HbIX MpenapaToB y AeTel, a cnefoBaTeNbHO, B NOArOTOBKE
crneyMannMcToB No neanaTpuHyecKon KInMHMYeckom dpapma-
KOMOT UK.

2. [loKazaTefNbHas MeauLMHa cTana HEeEOTbEMJIEMbIM
acneKkToOM peanbHOW KIMHUYECKOW MpaKTuKKU. lNeaunatpbl
M HEOHATONOrn, UCMNONb3YIOLIME MPUHLMUMNBLI AOKa3aTesb-
HOW MeaMWLMHbI, CTaIKMBAKOTCH C HEOGXOAUMOCTbIO MPUHK-
MaTb OTBETCTBEHHbIE PELIEHNS, OCHOBbIBASCb Ha 6O/bLIOM
obbeme MHbOPMaLMKU, a TaKkKe yyuTbiBas TpeboBaHus
PETYAMPYIOLIMX OPraHOB, CTPAXOBbIX KOMMAHWA U MHEHUE
poauTenen.

3. Haubonee 3HauuTENbHblE M ObICTPblE M3MEHEHUS
B pa3BUTUKN pebeHKa NPOUCXoaaT B NEPUObl HOBOPOXKAEH-
HOCTM M MnajeH4yecTBa. ATU U3MEHEHMS CO37al0T OCHOBY
0N MOTEeHUMaNbHO BbICOKOM BapuabenbHOCTM Kak dap-
MAKOKMHETUKM, TaK 1 dapMaKOAMHAMMUKM IEKAPCTBEHHbIX
CPEACTB, YTO MOXKET BIMATb Ha 6€30MaCcHOCTb Tepanuu.

4. dapMaKOKMHETMKA NEKApPCTBEHHbIX CPEACTB B Neau-
aTpuu npeactaBnsgeT co60M AMHAMUYECKUI U 3BOJTHOLMOHMU-
pylolwmr npouecc. Ha papmMaKOKMHETUYECKME MapaMeTpbl
MOTyT BNWATb pasfnuyHble dakTopbl, BKAo4as ¢u3anono-
rMyeckuMe HapyweHus (Hanpumep, AMCHYHKLMA OpraHos),
dapMaKoreHoOMMKy, a TaKXe BHELWHWE YCNOBUS, TaKue
KaK cOnyTCcTBylOLlIEE MAWM MNPEALECTBYOLIEE MPUMEHEHUE
NeKapcTB, TN BCKapMIMBaHUs, TemnepaTtypa 1 BAaKHOCTb
OKpy)Katowen cpeabl.

5. Tlpouecchbl CcO3peBaHMA oOpraHnu3ama, OCOBEHHO
B PaHHEM [AETCTBE, MOTYT CYLLECTBEHHO B/IMATb HE TOJIbKO
Ha dapMaKOKMHETUKY, HO U Ha dapmMaKoAMHAMUKY neKap-
CTBEHHbIX NpenapaTtoB. Bo3pacTHble BMEHEHUS CMOCOOHbDI
NPMBOAUTb K M3MEHEHUI0 3QDEKTUBHOCTM UK TepaneBTu-
4eCKOro Anana3oHa JIEKapCTBEHHOMO CpeCcTBa.

6. JKCTpanonauusa AaHHbIX, MOYYEHHbIX B UCCef0Ba-
HWSIX Ha B3POC/bIX, Ha NeanaTPUYECKY0 NONyNsALMI0 BeCbMa
COMHUTENIbHA, 0COGEHHO A1 HOBOPOXAEHHbIX U IETEN Fpya-
HOro Bo3pacTa.

7. C KoHua 1990-x rr. BO MHOTMX CTpaHax Ha ypoBHe
MUHUCTEPCTB 3[1paBOOXPAHEHMS M 3aKOHOAATENbHOW BNa-
CTU GbIIM MPUHATBI 3aKOHbI, HOPMATUBHbIE aKTbl U KOM-
neHcaTopHble Mepbl A dapmMaLeBTUYECKUX KOMMaHMUK
C LIeNblo YBEIMYEHMSA KONMMYECTBA KIIMHUYECKUX UCCefoBa-
HWUM B neanaTpun n HeoHatonormn. OgHaKo ocTatoTcs cnop-
HbIMM MHOTFME BOMPOCHI, TAaKME KaK 3TWKa McclefoBaHuM,
NPEEMCTBEHHOCTb NOAX0A0B M BbIGOP AO3MPOBOK /19 UCTIbI-
TaHUN.

8. lpaKTMKa Ha3Ha4YeHus JeKapcTB «oPdp-nendna»
(off-label, BHe MHCTPYKLUMKM) OCTaeTCa KpanHe pacnpocTpa-
HEHHOW, gocTuras B HeKOTopbix cTpaHax 70%. Meaunatpsl
3a4acTylo BbIHYXAEHbl Ha3HayaTb TaKWe SleKapCTBEHHbIE
npenapaTbl, MOCKOJIbKY anbTePHATUBHbIE BapUaHThbl fieye-
HMs OoTCyTCTBYIOT. COBPEMEHHbIE MPOTOKOMbI dapmakoTe-
panuu peakunx 3aboneBaHni 3a4acTylo TaKKe HEeBO3MOXK-
Hbl 6€3 MPUMEHEHNS HEe3aperncTpmpoBaHHbIX (unlicensed)
JIEKApPCTB WKW WUCMNONb30BaHUSA MNPAKTUKU «O0PpP-nenbn».
[Mpn 3TOM Ba)XHO 06ecneYvnTb AeTSIM paBHble NpaBa Ha Nosy-
YyeHne KayecTBEHHOM N 6e30nacHoOn MeauLMHCKON MOMOLLM,
a MpUMeHsieMble NeKapcTBa AO0JMIKHbI MPOXOAWUTb COOTBET-
CTBYIOLLME KTIMHUYECKME UCMbITAHUS.

9. HecmoTps Ha 3HaA4YMTENbHbIM NpOrpecc B 06nacTu
061NX GapMaKOJIOTMYECKUX 3HAHUW, KNIMHUYECKON dapMa-
KONIOrMK U nccnefoBaHnin 6€30MacHOCTU NIeKapCTBEHHbIX
CPEJACTB, HeXenaTenbHble ABNEHUS B NeanaTtpumn ocTatoTcs
cepbe3Hon NpobneMon. HanbonblueMy pUCKY NOABEPIKEHDI
[eTv mnajlwero Bo3pacTa. HekoTopble cepbesHble Hexe-
naTenbHble peakLMM MOMXKHO MpeaoTBpaTWTb MNyTeM Tula-
TeNbHOro cbopa aHamHe3a U U3yYeHUs UCTOPUM GONEe3HM
nauueHTa.

10. PapmaKoreHeTn4yeckoe tectupoBaHune (PIT) aBns-
eTcq 9ObEKTUBHBIM CPEACTBOM MOBbILLEHNS 6E€30MaCHOCTH
dpapmaroTepanuun. Ha cerogHs @I'T nyywe M3y4yeHo y B3pOcC-
NIbIX MaLMEHTOB, HO NMPUMEHSIETCS CPean AeTEN U MOAPOCT-
KOB. HeKkoTopble uccnenoBaHus BbigBuaun, 4to PIrTy geten
o6n1agaeT MeHbLIEN MPOrHOCTUYECKON LIEHHOCTbIO MO CpaB-
HEHWUIO C B3pocCabiMU. TaKuM o6pas3oM, npocTas SKCTpa-
nonaumnsa pekomeHgauum no ®I'T Ha negnaTPUYECKUIN KOH-
TUHTEHT ABNSETCH COMHWUTENbHOW. TpebyeTcs npoBeAeHue
HOBbIX PapMaKOreHEeTUYECKUX UCCIeJOBaAHNIN cpeaun aeTen
M NOJPOCTKOB — KaK ANs onpeaeneHuns nporHoCTUYECKOM
3HAYMMOCTH YKEe N3BECTHbIX GBUOMAPKEPOB, TaK U ANs MOUC-
Ka HOBbIX.

Mo pesynbTaTtam KOHdepeHUnn 6blin NPeaoXeHsbl cre-
[yloline peKoMeHaaLUmm.
1. OpraHusaTopbl 34paBOOXPaHEHUs W peryaupyoline
opraHbl, GapMaKonorm M KJAWHUWYECKMe dapmaKoso-



rM, NPOBM30pPblI M npeacTaBuTenn dapmaueBTUYECKON
NPOMbIWAEHHOCTN B CBOEW paboTe AO0MKHbI CTPEMUTb-
Ccs COGMIOCTU NpaBa geTen u obecrnevynTb UM paBHble
C B3pOCNbIMK MauneHTamu npasa B o6nactu nekap-
CTBEHHOro obecneyeHus.

[eTam AOoMKHO 6biTb NMPEAOCTaBIEHO NleYeHne nekap-
CTBEHHbIMW NpenapatamMu, KOTOpble MPOLWN COOTBET-
CTBYylOLWME UCMbITAHUS, fOKa3blBalowme 6e30nacHOCTb
N 3PDEKTUBHOCTb UX MPUMEHEHUS B LETCKON NONYNSALNM,
npuYeM He TOJIbKO B PaMKax JIoKabHbIX UCCIEA0BaHNM,
HO M C y4eTOM BCEero nyna MMEILMXCA MUPOBLIX 3Ha-
HUM Ana GOpPMMUPOBAHUSA HALLMOHAIbHOW NEKAaPCTBEHHOM
NOJIUTUKMN.

B Poccuickon depepaumn cyllecTBYOT 06beKTUBHbIE
npPeanocbKM ANa COo34aHWs HauWMOHanbHOW HOpMa-
TUBHOW 6asbl NO HanpaBneHuio «Haunydywue nexkap-

CTBEHHbIE CpeAcTBax ana getem» n / unun «3dpodeKTUBHbIE
1 6e3onacHble IeKapCTBEHHbIEe CpeacTBa AN AeTeN».
BoisiBneHa ocTpas NoTpe6GHOCTb B MOArOTOBKE 3aKOHO-
faTenbHO akTa «PaBHonpaBue B obnacTtu neguatpuye-
CKMX KNMHUYECKUX UCCNELOBAHUM».

Heob6xoanma paspaboTka HOpMaTUBHO-NPaBOBOK 6a3bl
Nno WMCNOMb30BaHUIO IKCTpanonaumm/bdapmakomeTpum
B negnaTtpuun U HEOHaTONOM UK.

LlenecoobpasHa npopaboTKa CepuUU PYKOBOACTB
ANS NpOMbIWAEHHOCTH «O6LimMe BONPOChl KAMHUYECKON
dapmakonornv gns negmaTpuyecKknx ucnblTaHum nexkap-
CTBEHHbIX CPEACTB».

YneHbl opraHn3aLMoHHOIr0 KomuTeTa
| Bcepoccunckom KoHbepeHLumn
«KnuHnyeckasa papmarkonorus B neguatpumnr», 2025

PEDIATRIC PHARMACOLOGY. 2025;22(2)

1

NEANWATPUYECKAA ®APMAKOJIOIUA / 2025 / TOM 22 / N2 2



FROM THE UNION OF PEDIATRICIANS OF RUSSIA

WH®OPMALIUA COIO3A NEAUATPOB POCCUU

Uudopmauuna Coro3a neauarp

https://doi.org/10.15690/pf.v22i2.2868

‘W) Check for updates

CumMmno3unym
«3aluiMTa oT pecnupatopHbiX UHPEKL UM Ha cTpaKe
COXpPaHEHUNA AEeTCKOro 3o0poBbsA»

1 mapta 2025 r. Ha XXVI KoHrpecce neamnatpoB Poccun ¢ MexxayHapoaHbIM y4acTueM rpoLLles CUMMIo-
3uyM «3allmTa OT PECMUPATOPHbLIX MHPEKLIMKI Ha CTPAXE COXPaHEHUS JETCKOIro 3/10p0Bbs» B pamkax IV
Bcepoccuiickon BaKkLMHaabHOM Accambiien «3allmLas noKoaeHns». Kak 3almtntb JeTen oT pecnuvpa-
TOPHbLIX MHOEKLIMI U 06ECTEYNTB UX 3/]0POBOE Byayllee? ITU U Apyr1e BaxkHble BONpPoCh! Obl/v B LIEHTPE
BHUMaHUS JOKNaA4YMKOB U CAyLIaTENEN JaHHOro CUMMNO3MyMa.

CMMMNO3MyMe TMPUHANK ydacTue npodeccop, akKa-

nemuk PAH 3aBepyowas Kadpeapon daKynbTETCKOM
neanatpum MHCTUTYTa mMaTepuHcTBa n getctea GrA0Y BO
PHUMY um. H.W. TMuporoBa MwuH3gpaBa Poccuu, pyKo-
Boautens HUW negmatpum m oxpaHbl 300pOBbS [AETEN
HayyHo-KnnHu4yeckoro ueHtpa N2 POIBHY «PHLX um.
akag. b.B. MetpoBckoro» MuHo6pHaykmn Poccuu, rnaBHbiv
BHELWTATHbIX AETCKMI cneumnanuct no nNpoPunakTUiecKon
meguumHe MuH3gpaBa Poccun, npesunaeHt Coto3a neaua-
TpoB Poccun Jlenna CeinmypoBHa Hama3oBa-bapaHoBa,
K.M.H. oUeHT Kadeapbl MHPEKLUMOHHbIX BONEe3HEN y aeTewn
MHcTuTyTa MatepuHctBa m getctea ®rAOY BO PHUMY
um. H.WU. MuporoBa MwuHzsgpaBa Poccun ([Mnporosckum
Yuusepcutet) Anekcen OpbeBu4 PTueB ¥ K.M.H.
3aBegylowas oTaenoM pa3paboTKM HayyHbIX MOAXOA40B
K MMMYHU3aLMK NaLMEHTOB C OTKJIOHEHUSIMU B COCTOSIHUM
3[0POBbSA U XPOHWYEeCKMMU 6onesnamu HUW negmatpum
n oxpaHbl 3aopoBbs geter HKL, N°2 ®DrBHY «PHUX um.
akag. b.B. lMetpoBcKkoro» MuHOGpHaykun Poccuu, OOueHT
Kadbeapbl dakynbTeTcKon neanatpmm MHCTUTYTa MaTepuH-
ctBa u getctea ®rAOY BO PHUMY wm. H.WU. MNuporosa
MwunsgpaBa Poccuun (MuporoBckun YHueepcuteT) MapuHa
BnapucnaBoBHa ®egoceeHKo.

PecnupatopHble AeTCKMe WMHODEKLMM OCTaloTCsH aKTy-
anbHOW Npobnemon 3apaBoOXpaHeHus. PecnupaTopHO-
CMHUMTHManbHaa BupycHas wuHderkuuna (PCBW), rpunn
M KOKNIOW 3aHUMaloT Befyline MecTa B CTPYKType Aet-
CKMX MHODEKLMOHHbIX 3aboneBaHWi, NpUBOAS B TOM 4ucne
K CMepTe/bHbIM UCXOaM.

OTKpbIBasi cumno3mym pfoknagom «CmeHa napagur-
Mbl 3awunTbl npotuB PCBW oT rpynn pucka OO nonHow
KoropTbl», Jleina CenmypoBHa HamasoBa-bapaHoBa
HanomHuna cnywatenam, 4yto PCBU — ocTpoe BupycHoe
3aboneBaHne C NOPaXKEHMEM HUMKHUX AblXaTeNbHbIX NYTEW,
XapaKTepusyloueecs PUCKOM MOBTOPHOIO 3aparKeHwus,
60/1blIMM KONMMYECTBOM OCJIOXHEHUN U BbICOKMM PUCKOM
CMepTesibHbIX MCXO4OB Cpeau AeTen paHHero Bo3pacTa.
Mo gaHHbIM BcemMupHOM opraHu3aunn 34paBOOXpPaHEHMS
(BO3), pecnupatopHO-CUHLUMTHANbHBLIK Bupyc (PCB) 3aHu-
MaeT OAHY M3 NNAUPYIOLWMX NO3NLMIA B MMpe cpean naTo-
reHOB, KOTOpbl€ Bbl3bIBAOT UHOEKLMOHHbIE 3ab60neBaHuUs
M ABNAIOTCA TNaBHbIMKM MpUoOpUTETaMM Mpu paspaboTke
NPOPUNAKTUYECKUX WMHCTPYMEHTOB. AKTyanbHocTb PCBU
ans obwecTtBa U CUCTEMbI 3paBOOXpaHeHns o6ycnoBeHa
TEM, YTO Ha MEPBOM oAy XWU3HW MHOEKLMIO NEpPeHOCHT
50-70% peten, K 2 rogam u3um PCB unHduumpytoTCa
6onee 90% mnageHues, npuiem 50% peTen nepeHocaAt
MHOeKUMto 2 pasa n 6onee. MnageHubl B 16 pa3 vaue
rocnutanuaupytotcsa ¢ PCBU, yem c rpynnom. 3HauuTtenoHoe

6pemMs MHOEKUMM ycyrybnsertcs oTcyTcTBueM adPEKTUB-
HbIX METOA0B 3TUOTPOMHOIO NleYeHUs. AKCnepT oTMeTuna,
4TO, MO AaHHbIM 3apybeXKHbIX aBTOPOB, Cpeau MNajeHLEeB,
rocnutanmManMpoBaHHbix no nosoay PCBU, 72% poaunnucb
B CPOK W 6e3 conyTCTBYIOLWNX 3ab6oneBaHnin. B Poccuinckon
depepauymm PCBU noka He BKIOYEHA B NepeyeHb UHPEK-
LIMOHHbBIX U Mapa3uTapHbIX 60/1e3HEN, COOOLLEHUSA O KOTO-
pbiX NepeaatTcs opraHamm UCNOSHUTENbHOM BNACTH Cy6Ob-
eKToB B MWHWMCTEPCTBO 34PaBOOXPaHEHUs, MO3TOMy
obuLUMaNbHbIX AaHHbIX MO 3a60neBaemMoOCTU MHOEKLMEN
HeT. OgHaKo oLEeHKa 3NUAEeMUOSIOTMYECKOro U 3TUONOrU-
yeckoro 3HavyeHusa PCBU ocyuectBnseTcd Ha OCHOBaHUU
pes3ynbTaToB 3MWAEMMUONIOTMYECKUX UCCNeoBaHUI, Mpo-
BeAeHHbIXx B Poccun Kak dpegepanbHbIMU, TaK U permoHalsib-
HbIMW OpraHamMu 3paBOOXPaHEHUS, B KOTOPbIX MOATBEPHK-
feHa Beaywas ponb PCBU B cTpyKType 3a6oneBaemMocTm
JIETCKOro HaceneHus.

B HacToflllee BpemMss OCHOBHOW cTpaTeruen npeaot-
BpalleHns 3abonesaHnn PCBU mnageHueB B PoccuicKon
depepaumnm asnsetcs cneymduyeckas naccMBHas MMMYHO-
npodunakTMka npenapatamm PeKoMOUHAHTHbIX MOHOKJO-
HaNbHbIX aHTUTEN, KOTOpas UMEEeT OrpaHUYeHUs NpumeHe-
HWS, MOCKOJIbKY MOKa3aHa ToMbKO A/s rpynn PUCKa cxeMown
M3 HECKONbKUX BBEAEHUN. B COOTBETCTBUM C COBPEMEHHbI-
MW NpeacTaBNEHUIMU, ONTUMAsbHbLIM pPeLleHnem Ans npe-
oflofieHnss npobnem, cBsa3aHHbIX ¢ PCB, aBngercsa 3awuTta
BCEX MNadeHLEeB, HayMHasa C¢ Mx nepBoro ce3oHa PCBW.
CMeHa napagurmbl npodunaktnku PCBU oT rpynn pucka
[10 YHMBEpPCaNbHOM 3aliUTbl BCEX MIAAEHLEB C NOMOLLbIO
OJJHOKPATHOIro MpuMMeHeHus npenapata MOHOKJIOHasbHbIX
aHTUTEN Hapsiay C BaKuuHauuen 6epeMeHHbIX B COOTBET-
CTBMU C MEXAYHApPOAHbIMW PEKOMEHAALMUSMU OTKpbIBAET
HOBblE BO3MOXHOCTU 3aliUTbl OT 3TOM MHDEKLMM KaxKaoro
pebeHKa.

Mpogomkun cumnosnym Anekcen KOpbeBuy PTUlieB
Jloknagom «Moaxoabl K BaKLMHONPODUIAKTUKE KOKTIOLWHOM
MHOEKLMN B POCCUMCKMUX [LOKYMeHTax». 3ab60neBaemMocCTb
KoK/owem B Poccun M B MUpPe B NMOCTKOBUAHbIM nepuoa
OCTaEeTCsl BbICOKOW, B HECKOJIbKO pa3 Bbllle MoKasaTesnen
2019 r. 3TO MOXKET 06BACHATLCA PAAOM (PAKTOPOB: OXM-
JaemMblM nogbeMom 3ab60/1eBaemMoCTH, HalUiMeM Henpu-
BUTbIX/HEAONPUBUTLIX UL, OcCnabneHneM WMMYyHUTETa
K KOKJIIOLLY CO BPEMEHEM, CHUXXEHWEM BK/laga eCTECTBEH-
HOTrO MPO3NUAEMUYMBAHUA HaceneHus B nepuos naHae-
MUK, JeTn nepBbiX JIET KMU3HU 3alULEHbl UMMYHU3aLMEN
(ecnn oHa nNpoBOAMTCA BOBPEMS M C BbICOKMM OXBaToOM),
HO MPW OTCYTCTBWUM [albHENLIMX PeBaAKLMHaLUWWA NPOTUB
KOK/oWa MNpoucxoauT cABUI 3aboneBaeMoCTM Ha AeTen
LLKOMBHOIro BO3pacTa U B3POC/bIX.



PacwupsitoTcd BO3MOXKHOCTU pacrno3HaBaHUA MeHee
TUMWUYHBIX NPOSIBNEHWH 3aboneBaHUsa C MCMNOJIb30BaHMEM
60/ee YyBCTBUTENbHbIX METOA0B Na60PaTOPHON ANArHOCTU-
KW, U NOBbIWAETCs YyBCTBMTENLHOCTb aNMaHaA30pa. B vyacT-
HocTK, B cooTBeTcTBUM ¢ CaHlnMH 3.3686-21 «CaHuTapHo-
anuaemuonoruyeckne TpebGoBaHUA No NpodUNaKTUKe
WHOEKLMOHHbIX GONe3Hel», B Lenax paHHero BbIABAEHUSA
KOKJIloWa MeAULMHCKUME PaBGOTHUKKU [OMKHbl HanpaBnATb
Kaaoro pebeHKa, Kallnsowero B Te4eHne 7 KaneHaapHbix
AHeln n 6onee, Ha ABYKpaTHOE 6aKTEpPMOOrMyecKoe nuccne-
[OBaHWe (ABa KaneHJapHbIX AHS NOoAPSA MW 4Yepes3 OAMH
KafneHaapHbIM AeHb) MM60 Ha OHOKPATHOE MOJIEKYNSPHO-
reHeTu4yecKoe nccrnegoBaHue.

B pamMKax perMoHanbHbIX NporpaMm 1 KaneHaapen npu-
BMBOK NpodeccuoHanbHble MeauUMHCKMEe coobuiecTBa
PEKOMEHAYIOT NO3TarnHO BHEAPSTb PeBaKLUMHALMKM NPOTUB
KOKJloLa ceaytowum rpynnam HaceneHus:

e BCe AeTu B Bo3pacTe Ao 14 ner;

® 16T U3 MHOTOAETHbIX CEMEN;

° [eTU, MPOXKMBAIOLIME B 3aKPbITbIX YYPEKAEHUSX;

° MauueHTbl (AeTU 1 B3POCSble) C XPOHUYECKOW BpOoHXOoNEe-
rO4YHOM nNaTonornen, 6POHXManbHOM acTMOM;

® MauMeHTbl ¢ UMMYHOAEDULMUTHLIMU COCTOSHUAMM, B TOM
yucne BWY-uHOULMpPOBAHHBIE, C OHKOMOrMMYECKUMM
3a60neBaHUAMU;

® COTPYAHUKM MEAMLMHCKMX, o6pal3oBaTesbHbIX, UHTEP-
HaTHbIX YYPEXAEHUN, YYPEXAEHNUN coLLOBECNEHEHNS;

° JlMLa NOXWJIOro BO3pacTa;

® B3pOC/ble B CEeMbsiX, e eCTb HOBOPOX/EHHble AeTH
W HENPUBUTbIE MNaAeHLUbl 40 1 roaa;

° 6GepeMeHHble XeHuKMHbI Bo -1l TpumecTpe.
PeBaKuUMHaUMIO [OWKONbHUKOB/ILIKONIbHUKOB MPOTUB

KOKJIloWa B pernoHasnbHble KaneHaapu M nporpaMmbl Bak-

LUMHONPOOUAAKTUKN BKIOYMAK YKe 14 POCCUNCKKUX peru-

OHOB, cpeau KoTtopbix MocKBa, fApocnaBckas, TynbCKag,

KemepoBckas, Jluneukasa, Hwuxkeropoackasa, Owmckas,

CeBepanoBckas, TiwoMeHcKaa KM YengbuHcKaa obnactu,

[MepMcKkui n KpacHospckui Kpan, AMano-HeHeuKni aBTo-

HOMHbIM OKpPYT U Pecnybnunka Caxa (AKyTus).

Anekcen HOpbeBHUY TaKKe MNepeyrcnui HOpMaTUBHO-
METOAMYECKME [IOKYMEHThI, pernaMeHTupyloliMe nposeae-
HWEe BaKLMHOMNPODUNAKTUKNA U AUATHOCTUKMN KOKOLIA:

* [lpukas MuH3gpaBa Poccum N2 112H ot 06.12.2021
(cn3m. 01 12.12.2023) — NOpSAOK 1 CPOKM NPOBEAEHUS
NPUBUBOK;

e MeToaMYeCKME pPEKOMEHAALMU MO NPOBEAEHUIO UMMY-
HM3aLUUKM B COOTBETCTBUM C NpuKasoM MwuH3apaBa
Poccun ot 06.12.2021 N2 1122H (nucbmo MuH3apaBa
Poccun ot 21.01.2022 N2 15-2/M1/2-806) — padb-
SACHEHWS MO BaKLUWHaLMW B COOTBETCTBUM C MPUKA30M
N2 1122H, B TOM 4Yucne OroHsaoLWwemn;

e CaHlnH 3.3686-21 «CaHUTapHO-3NMAEMUNONOrMYECKHME
TpeboBaHMA MO NPOPUNAKTUKE UHOEKLIMOHHbIX 60Nes-
Hewn», pasgen XXXVII «[lpodunakTuka KoKawwa» —
nabopaTopHas AMarHoCTUKa, MeponpuaTUs B ovarax,
oxBaT BaKLUMHaLMen;

e KnuMHu4yeckme pekomeHpaumm «HopmanbHas GepemMen-
HOCTb» (2023) — peKomeHAalumu No BaKuMHaumu 6epe-
MEHHbIX;

°  VHCTPYKUMM MO NPUMEHEHMIO KOK/TIOLLCOAEPHKALLMX BaK-
LUMH — CXeMbl, MOKa3aHus, NPOTUBOMNOKAa3aHWUs, OAHO-
BpeMeHHoe BBeaeHue;

* WHdOpMaALMOHHOE MNUCbMO T[N1AaBHOrO BHewTaT-
Horo cneuunanucta MwuH3gpaBa u PMBA Poccuum
no MHbEKLUMOHHbIM 60M1e3HAM Y aeTen oT 07.08.2024
N2 01-21/1103 «O poroHstowen MMMYHU3aUUN» —
pekoMeHaauun No [JOroHsoWen BaKuLMHaALKWK

npu HapylweHUn rpadurKa, B TOM Yucse nepebonesllmx

KOKJOWeEM U 6epeMeHHbIX;

*  MHbOpMaALMOHHOE NMUCbMO [MTAaBHOMO BHELWTATHOro cre-
umanucta MwunsgpaBa n ®MBA Poccum no MHOEKUMU-
OHHbIM 6051e3HaM Yy geten ot 30.01.2024 N¢ 01-21/97
«0 HEe06X0AMMOCTH YNYYLLIEHNS ANArHOCTUKM U COBEPLLEH-
CTBOBAHMSA BaKLMHOMNPODUNAKTUKM KOKOWa» — cxema
[IOrOHSIIOLLEN BaKLUMHALMK NPOTUB KOKJoWa (AndTepuu,
CTONGHSIKA) /ML, pa3HOro BO3pacTa W BaKLMHANbHOMO
aHaMHe3a, BaKLMHaLuWa 6epemMeHHbIX U nepeboneBLUnX;

* PeKkomeHaauun npodeccuoHanbHbiX MEIULUHCKUX
coob6LecTB — rpynnbl pUcKa, noanexaume MMMyHU3a-
LMW NPOTMB KOKOLLA.
3aBepuwas cMmno3nym agoknagom «BakuuHonpodunak-

TUKa GepeMeHHbIX KaK COxpaHeHue 3/10poBbs pebeHKar,

MapuHa BnapucnaBoBHa ®depoceeHKO ob6patuia BHU-

MaHWe Ha To, 4To 3ab6oneBaHus, TpaBMbl U HEJOCTAaTOYHOE

nuTaHue, nepexutble pebeHkom B nepBble 1000 agHen

€ro XXW3HW, CNOCO6HbI OKal3aTb BUSHWE Ha ero 3/J0p0Bbe

1 6naronosly4ne Ha BCIO *M3Hb. bepeMeHHOCTb aaxe y 3[10-

POBOW EHLINHbI MOXET NOBbILATh PUCK THKENOro Te4eHus

W CMEpPTU NPU HEKOTOPbIX MHPEKLMOHHbIX 3a601eBaHUAX.

BaKuMHaLmMa 6epeMeHHbIX MO3BONAET 3alMTUTL caMy 6epe-

MEHHYIO M ee MaafeHLa cpa3y Nocne pPoXaeHUs oT psiaa

onacHbIX ANS HUX UHOEKLUI, TaK KaK NPUBOAUT K aKTUBHO-

My MEePEHOCY aHTUTEN Yeped NaaLeHTy, moMoras 3alnTuTb

BHYTPMUYTPOGHOro pebeHKka. B Mupe annTenbHO MCMnonb3y-

eTcs BaKLUMHauusg 6epeMeHHbIX NPOTUB rpunna 1 KOKoLa,

CTON6HAKA M AMdTepun. IPPEKTUBHOCTL M 6€30MacHOCTb

TaKoW BaKLUWHaLMWM NOATBEPKAEHbI pe3ynbraTamMu MHOro-

YUCNEHHbIX UCCNEeA0BaHUN.

[pmMnN MOXET HaHeCTU Bpea 6EPEMEHHON HKEHLIMHE, pas-
BUBatOLLEMYCS BHYTPUYTPOGHOMY PEGEHKY M HOBOPOXKIEHHO-
My MnageHLy. MnaHoBas BaKUMHaUMS AeTen NPoTUB rpunna
MOXET Ha4yMHaTbCA TONbKO ¢ Bo3pacTa 6 mec. OduLmanbHble
peKOMEH/aLMM MO BaKLMHALMK (DOCCUINCKUE U MEXAYHAPOA-
Hble), BK/ItoYas peKOMeHAaLMM accolMaLui aKyLepoB-rMHe-
KOJIOroB, YKa3blBaloT, YTO BaKLUMHaALMA MaTepein oT rpunna
ABNSETCS cTpaTernen CHUXeHusa 3aboeBaeMoCcT FPUMNNom
y MafieHLLEB NEPBOro NOYroAns }KU3HMW.

Kokniow — BbICOKOKOHTArno3Haa pecnupaTopHas
MHOEKLMSA, KOTopas MOXET nopaxkaTb ntoaen Noboro Bo3-
pacTa, cBsisaHHas C PUCKOM BbICOKOM N1IeTalbHOCTK Yy MNa-
JeHueB B Bo3pacTe A0 1 roga. He pgocturiine Bo3pacTta
BaKLUMHaALMM MNaAeHLbl B Ka4ecTBe 3alluMTbl MOryT nona-
ratbCs TONIbKO Ha NacCMBHO NPUOBGPETEHHbIE MATEPUHCKUE
aHTUTEena. Y HOBOPOXAEHHbIX IeTEN OT MPUBUTLIX BO BPEMS
6epeMeHHOCTU MaTepen YPOBEHb aHTUTEN BGbll CTabUbHO
BbllE, Y&M Y HOBOPOXAEHHbIX OT HEMPUBUTBLIX MaTepen.

BaKkuuHaumMa GepeMeHHbIX MPOTUB KOoKjoWwa BXOAWT
B oduLMaNbHbIE PEKOMEHALIMU MEKYHAPOAHbIX M POCCUIA-
CKMX aKyLIepoB-TMHEKONIOrOB U CNeLuanmMcToB no npodu-
NaKTUKe WMHPEKLMOHHbIX 6one3Hen. bonbloe KonMyecTBo
CTpaH MUpa BHEAPWNO BaKLMHALMIO GEpeMEHHbIX MPOTUB
KOKJ/olWa B MporpamMmbl UMMYHU3aLMKU, BKJOYAA CTPaHbl
BPUKC (bpasunusa, UHaua, HOAP). lMpumeHseTcs BaKuuHa
NPOTUB CTONBGHSKA, AMPTEPUN U KOKoWa (6ecKneTo4yHas)
C YMEHbLEHHbIM cogepaHneM aHtureHos — aAK/IC.

KnuHnuyeckne pexkomeHgauum «HopmanbHas 6epemeH-
HOCTb», pa3paboTaHHble POCCUMMCKUM OOLLECTBOM aKylle-
poB-rnuHekonoroB B 2023 T., yKa3blBalOT Ha BO3MOXHOCTb
BaKUMHaALUMK GepeMeHHbIX XEeHLKWH NPoTUB KOoKJjowa
BO Il unu lll TpumecTpe, HO He no3aHee 15 AHeW A0 NnaHu-
pyemow aaTtbl poaoB. BaKunHauns Bo BpeMs 6epeMeHHOCTH
NPOTMB KOKJIOLIA MPUBOAWUT K 3HAYUTENIbHOMY CHUMKEHUIO
3a60/1eBaeMOCTM U rocnuTanuMaauuun no noBoay KOK/LWa
y MflafleHUEB 0 2—3 MeC XU3HM.
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FROM THE UNION OF PEDIATRICIANS OF RUSSIA

WH®OPMALIUA COIO3A NEAUATPOB POCCUU

Cxema goroHsowWelN BakUMHaLUU U peBaKLMHAL M NPOTUB KOKOWa, AUdTEepUH, CTONGHAKA

MepBuYHbLIK Kypc: 3 BBeeHUs (BaKuuHauua) + 1 (peBaKkuyuHauus), PeBaKuuHauyus
MWHUMaNbHbIA UHTEPBan MeXAay fo3aMu B 6-7 net
BBeaeHo 1-a po3a 1-2-a po3a 2-3-a po3a 3-a-RV1 RV1-RV2
B npouecce BaKUMHaLKUK
1 RV1 pebeHok
HaXO4MTCS B BO3pacTe 0/HensBecTHO aAKAC/ il-zﬂflé/ A .
a
3 mec — 5 et 11 mec AKAC A aAKAC/ e 23 roga (14 rop)
29 pHeit A aAKAC/
AKZAC aAKAC/
1 AKAC/ ALIC-M
(aAK[C)?
2
3

1. UHTepBan V3—-RV1 moxeT 6biTb COKpaLLeH A0 6 Mec.

TOM Bbl6Opa MoxeT cnyxutb aAK/C.

Mpun HapyleHnM CPOKOB BaKLMHaLMA U peBaKLuMHauni n npoBegeHun RVL B Bo3pacte 5-6 net RV2 MOXXeT NpoBOAMTLCS B COOTBET-
ctBum ¢ HKIM B Bo3pacTte 67 neT, RV3 — B 14 neT, ganee peBakuuHaumm Kaxxaole 10 neT.

2. Ecnv pe6eHoK 4 neT 1 cTaplue noayyun 5 403 NofiMoBaKuMHbl, AN peBaKuMHaLMM NpoTuB AndTEePUU-CTONGHSAKA-KOKoWa npenapa-

3. UHTepBan 2 roga npu ucnonb3oBaHnv aAKAC ana peBakuuHUpYoLWen 403bl 419 BBoAa B KaneHaapb nocne aAKAC/AKAC/aAKC.
4. NHTepBan 1 rog npu ucnonb3oBanum aAKC ana peBakUMHUpYloLWen 403bl AN BBOAa B KaneHaapb nocne AC-M.

RV2
MepBuUHbIA Kypc: 2 + 1 (peBaKuMHaLuS), AOroHsAOWan RV3
MWHUMAaJIbHbIA UHTEPBa MeXAay fo3amMu ANA BBOAA c 14 net
B KaneHaapb
Vi
V2
BBE/EHO 5
aAKAC?/ aAKaCS RV1
6 neT 1 cTaplie 0/HenspectHo ALC-M A,CI,(LDL—M/ aAKAC aAKAC/ aAKAC/
A e AAC-M AOC-M

1 9-12 mec
5 23ropa (14roa) | 23 ropa (14 rop)
3

B naHHoM cnyyae BakuunHa aAKZC ncnonb3yetcs no cxeme 2 + 1.

5. B cnyyae He06X0AMMOCTH CO3AaHMs 3alLLMUTbI MPOTMB KOK/OLWA NP UBMEHEHUM 3NUACHUTYaLIMU Y paHee HENPUBUTLIX MO PELLEHWIO Bpa-
Ya AonycKaeTcs npumMeHeHue BakumuHbl aAKC Ans nepBuYHON BaKLUMHALMM, XOTS 3TO HE YKa3aHO B NPAMbIX MOKa3aHUAX K NPUMEHEHMUIO.

lNpumeyarHne. RV — peBakuunHauus; V — BakuuHauumsa; AKAC — agcopbupoBaHHas KOKMOWHO-CTON6HAYHAsA BaKkunHa; aAKAC — auennto-
napHas agcopbupoBaHHas KOK/IOWHO-CTON6HAYHasa BakumHa; AAC-M — aacopbupoBaHHas andTepuinHO-CTONOHAYHAa BaKLMHa C Manown
10301 aHaToKcuHa; HKIMIM — HaunoHanbHbIM KaneHaapb NpobunaKTUHeCKUX MPUBUBOK.

MapuHa BnagvcnaBoBHa OCBETMIA BOMPOC, KaK PeKo-
MeHAYeTCa NpUMBMBaTb 6EPEMEHHYIO0 MPOTMB KOKJOLWA, ecnu
paHee XeHlMHa yxe nonyyvana BakuuHy aAKAC. Mo gaH-
HbIM WCCNeaoBaHWM, He OBGHaPYXKEHO YBENUYEHUS HacTOThbl
peaKkuui cpeaHen/TaxKenon cteneHn y 6epeMeHHbIx, paHee
npuBuTbix aAKIC — B TeyeHne nocnegHmx 1-5 neT, no cpas-
HeHUlo ¢ Temu, KTo npuBuT aAKAC Bnepsble. YMepeHHas
60/1€3HEHHOCTb B MECTE€ MHBbEKLMM BO3HWMKaNa HEe3Hauu-
TeNnbHO Yalle. MiccnegoBartenv 0TMEYaloT, YTO FOPMOHaNbHbIE
M MCUXONOrMyecKkne KonebaHuss nNpu G6epeMeHHOCTU MOryT
U3MEHUTb BoOCMNpuATMEe 60nu. Cpeamn MKeHUIMH, NMPUBUTbIX
aAKAC Bo Bpemsi 6epemMeHHOCTH, He Habnoaanochb MoBbl-
LUEHHOIO PUCKa MOBGOYHbLIX PeakuUMn UM HebnaronpUaTHbIX
MCXO/I0B PO/IOB Yy TeX, KTO Obln paHee BaKLUMHUPOBAH MeHee
4yeM 3a 2 rojia 0 3Toro unu 2—5 neT Ao 3T0ro, N0 CPaBHEHUIO
C TeMU, KTO B6bln BaKUMHUPOBaH 6onee 5 net Hazag.

MapvHa BnaaucnaBoBHa TaKKe OTBETMNA Ha 4acTo
BO3HMKalOWMIA BOMPOC, MO KakoMy rpadwuKy npuvBuBaTb

NpoTMB AUPTEPUN, CTONOHSAKA, KOKWA [OeTen, POoXK-
[LEHHbIX OT MaTepenl, NPUBUTbIX BO Bpems GepemMeHHOo-
cTu. O6GHOBNEHHbIM WMaeanbHblM KaNneHaapb MMMYyHW3a-
umm Cotosa neanatpoB Poccuu cofepKUT peKoMeHaauum
0 BaKUMHaUMKU AeTeln, POXKAEHHbIX OT MaTepemn, NPUBUTBIX
BO BpemMsi 6epeMeHHOCTU MPOTUB KOKAwWwa, AudTepuu,
CTONGHSAKa, B COOTBETCTBUM CO CPOKaMW HaLMOHANbHOro
KaneHgaps NpUBUBOK.

B 3aknwuntensHom cnose Jlena CeWmypoBHa
Hama3oBa-bapaHoBa elle pa3 nogyepkHyna Heoue-
HUMbIA BKNlad BaKUMHaUMKM B yhnyylleHWe noKasatenen
BbI)KMBAeMOCTU AeTen. HYTob6bl Halu Oyayuime NOKONEeHUs
B MOSIHOWM Mepe peann3oBaln CBOW O6Gpa3oBaTeSibHbIN
M 9KOHOMMYECKUIN MOTEHLMan, B MHTepecax ganbHenwero
CnaceHUs KU3Hen HeobOXOoAMMO OLEeHWBaTb M BHeAPSTb
HOBble nosBasowMecs B Poccun 1 B MUpPe BOSMOXHOCTH
3alWmnTbl 60/1ee WMPOKKUX rPynn HaceneHns OT O6LMPHOro
creKTpa UHOEKLUN.
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‘W) Check for updates

Cumno3nym «<HoBble BO3MOXHOCTHU 3aLUUTbI
NMPOTUB MEHUHIOKOKKOBOWU UHPEKLUH
B Poccunckon depepauium — MHHOBALIUU
B BaKUUHONpoPUNaKTUKe».
HoBasa BaKuuHa npoTtuB N. Meningitidis
ceporpynn A, C, W, Y, KOHbIOrMpoBaHHaf
CO CTOJIOHAYHbLIM aHATOKCUHOM, MenACWY-TT

Ha XXVI KoHrpecce negnatpoB Poccuu ¢ MexxayHapoaHbIM ydacTueM B pamkax IV BcepoccuricKkon
BaKLMHabHoU Accambien «3alyuiljas rnoKoJeHWs» NPOBOAUICS CUMNO3UYM «HOBbIE BO3MOXKHOCTH
3alnTbl MPOTUB MEHMHIOKOKKOBOH MHQEKLIMM B Poccuickon ®egepaumm — MHHOBALMU B BaKLIMHO-

npouiaKTUKe».

CMMMNO3MyMe MPUHANKM ydyacTue 3aBepyollas Hay4yHo-

nccnenoBaTeNlbCKUM OTAENOM BaKUMHONPODUNAKTUKM
W NocTBaKuUWHanbHon natonorun ey AHKUMBE PMBA
Poccuun, npodeccop Kadeapbl MHPEKLMOHHbIX GONIE3HEN
y aeten @M v ANO CaHKT-lNeTepbyprcKoro rocyaapCTBEHHO-
ro neavaTpUYecKoro MeAULMHCKOrOo YHWBEpCUTETa A.M.H.,
npodeccop CycaHHa MuxannoBHa XapuT; JOUEHT Kade-
Apbl UHOEKLIMOHHbBIX 60N1e3HeNn y aeten MHCTUTYTa MaTepuH-
cTBa M AetcTBa [MporoBcKoro YHueepcuTeTa K.M.H. UBaH
BayecnaBoBny KoHOBanoB, a Take rnobanbHbii Meau-
LIMHCKUIM pyKkoBoauTeNnb «CaHObU» HanpaBieHUs «<MEHUHIO-
KOKKOBas 1 MHEBMOKOKKOBas MHGbEKLMS» JOKTOP MeauLn-
Hbl Anbn Mmpewn [dory.

OTKpbiBasi CUMMO3MYM B KadvecTBe Mpencepartens,
C.M. XapuT oTmMeTuna, 4TO MEHWHITOKOKKOBas WMHOEKLUS
B HacTosiLLEE BPEMS NPOAOIKAET NPEeACTaBAsATb CEPbE3HYIO
MeAMNKO-CoLManbHyo Npobnemy Kak ans 34paBoOXpaHEHNUs
1 obLecTBa, TaK U ANs CaMoro naLueHTa U ero CeMbH, yuu-
TbiBasi BbICOKUI YPOBEHb NIETANIbHOCTU U MHBANWANU3UPYIO-
LMX NOCNEACTBUI, a TaKKe CBA3AHHOE C HUMMW 3KOHOMMUYE-
CKoe 6pems. leHepann3oBaHHas Gopma MEHMHITOKOKKOBOW
MHbeKumnn (FPMMH) ¢ yueTom 0cob6eHHOCTEN INUAEMUONOTUM
ABNAETCH MEXAYyHapoaHoOM npobnemoun, Kotopas Tpebyet
pelnTenbHbIX AENCTBUIA ANS 3aLUMTbl OT 3TOW Yyrpo3bl Hace-
NIEHUs1, 0OCOBEHHO 1eTEN NEPBLIX NET KUIHMU.

B nepBom goknage — «9nMaemMUMoNornyeckne Bbi30Bbl
M MHHOBALIMOHHbIE pPeLleHUs No NpobaeMe MEHUHIOKOKKO-
BOM MHOEKLUMKN B Mupe» — Anbn Mupen Jlory nogyepkHyn,
4YTO 3NMAEMUONOTUS MEHUHTOKOKKOBOM MHOEKLMU AMHa-
MMWYHa U HenpeacKkasyema, U UMEHHO C YH4ETOM 3TUX TEHAEH-
LM BbICTpaMBalOT cTpaTerMm npodunakTuku. B nocnegHme
rogbl B EBpone oTmevaeTcs pocT 3a60oneBaemMocTH, 06y-
C/TOBIEHHON MEHMHTOKOKKOM ceporpynn W un'Y.

ANNaeMMUONOrMYEeCKME BbI30BbI IMKTYIOT HEO6XOAMMOCTb
pewnTenbHbIX Mep B 60pb6€e ¢ MEHMHIOKOKKOBOW MHMEKLM-
ei. bbinn npeactaBneHbl NpUMeEPbl Pa3BUTUS HaLMOHasb-
HbIX Nporpamm uMmMyHu3dauuu (HIW): oT MOHOBanEeHTHOM
KOHBIOrMPOBAHHOW BaKLIMHbI NMPOTUB MEHWHIOKOKKA Cepo-
rpynnel C MenC y geten nepBoro roga »usuuv B 1999 .
[0 no6aBfieHnsl BaKLMHALMM AEeTEN NPOTUB MEHUHIOKOKKO-
BOM MHpeKumn rpynnbl B (MenB) n nogpocTKoB BaKLMHOM
npoTuB 4 Hanbonee pacnpPoCTPaHEHHbIX CEPOrPYNM MEHWH-

rokokka (MenACWY) B Benuko6putaHun. bbina oueHeHa
30 HEKTUBHOCTb BaKLUMHALIMM KOHBIOTMPOBAHHBbIMU BaKLIK-
HaMU: YPOBEHb HOCUTENbCTBA YepPEe3 roj Nocfie BHEAPEHUS
BaKUMHALMWU CHU3UACSA Ha 71%, yepe3d 2 roga — Ha 81%;
NPOLIEHTHOE CHUXEHWEe 4acToTbl cly4aeB 3abofieBaHus
Yy BaKLIMHMPOBAHHbIX MO CPABHEHWIO C HENMPUBUTLIMU AETBMHU
cocTtaBuno 94%, a CHUXeHWe 3ab0/IeBAeMOCTU HEMNPUBHU-
TbiIX — 67%, 4TO IEMOHCTPUPYET PasBUTME NOMYNALMOHHOTO
UMMYHUTETA.

B 3akK/ilo4yeHWe CBOEro BbICTYMJIEHUS AOKNAAAYMK
A.l. lory o6patun BHUMaHWe, 4TO TulaTe/IbHbIK MOHMUTO-
puyHr anuaemuonornn FPMU BaxKeH AN NPUHATUSA pPeLEeHUR
0 BHeApEeHWU nNporpamMm BaKLMUHALMKU NPOTUB MEHUHTOKOK-
KOBOW MHOEKLMW U OLEHKU UX 9DDEKTUBHOCTU. B 60Mb-
LLIOM KOJIMYECTBE CTPaH BHEAPSOTCS NporpamMMbl PyTUHHOM
UMMYHM3aUMU NPOTUB MEHWHIOKOKKOBOM MHMEKLIMK, KOTO-
pble IEMOHCTPUPYIOT CBOIO BbICOKYIO 3PpDEKTUBHOCTb.

Cumnosnym npogomxkuna a.m.H., npodeccop CycaHHa
MuxannoBHa XapuT ¢ J0OK1aaoM «BO3MOXKHOCTb 3allUMThl
OT MEHWHIOKOKKOBOW MHGMEKLUU 6e3 BO3PaACTHbIX OrpaHu-
yeHun B Poccuickon depepauun». B goknage 6bi10 noa-
YEPKHYTO, YTO MOAEPHMU3aLMA HaUMOHaNbLHOrO KaneHaaps
npodunaktniecknx npuemBoK (HKIIM), npeaycmoTpeHHas
[dopoxHown Kapton 2025 B pamKkax peanu3auuun CtpaTternu
pasBUTUA MMMyHONPodUNaKTMKK Ha nepmoa Ao 2035 roaa,
npeanonaraet 3allMTy NPOTMB MEHWUHTOKOKKOBOW MHObEK-
LMK,

B Poccuiickon Pepepaunn Habnogaetca nogbemMm 3a6o-
nesaemoctu ®MWU Kak B gonaHAeMWYECKOM Mepuoae,
HauyuHasg ¢ 2017 r., Tak U B NOCTNaHAEMUYECKOM Nepuoae —
¢ 2022 r. B 2024 r. 3a6oneBaemMoCTb NpeBbICKUIa TaKOBYIO
B 2020-2023 rr. n coctaBuna 0,46 Ha 100 TbiC. HAceneHus.
[detn o 5 netr — OCHOBHas BO3pacTHas rpynna pucka,
3aboneBaemMocTb B KoTtopon B 2023 r. coctaBuna 2,88
Ha 100 Tbic., 4TO Ha 39% BbiWe N0 cpaBHeEHMUIO ¢ 2022 T.
W B 7 pa3 NpeBOCXOAWUT CPeAHUIn noKkasaTenb 3aboneBae-
MocTU. BTopasi no 3a6oneBaemMocTv rpynna pucka — nog-
POCTKM 1M MONoAble B3pOC/ble.

B 2023 . B Poccuun nponsowsia cMeHa 4OMUHUPYOLLEN
ceporpynnbl, eto ctana W ¢ gonen 25%. Janee cnegytor
A un B (no 16%), C (7%), Y (1%), Y/W (1%). B 34% cny4yaeB
(193) ceporpynnoBasi xapaKTepucTMKka He Oblna onpeje-

PEDIATRIC PHARMACOLOGY. 2025;22(2)

NEANWATPUYECKAA ®APMAKOJIOIUA / 2025 / TOM 22 / N2 2



FROM THE UNION OF PEDIATRICIANS OF RUSSIA

WH®OPMALIUA COIO3A NEAUATPOB POCCUU

neHa. Cnyyaes N. meningitidis ceporpynnbl X He 6bl10
3apeructpupoBaHo. B 2023 r., Koraa npousolwna cmeHa
OOMUHUpYloWwen ceporpynnbl ¢ A Ha W, B HaweKn cTpaHe
nokasatenb netanbHocTn npu MPMU nosbicuncs No cpas-
HeHuto ¢ 2019-2022 IT. M JOCTUT OHOI0 U3 CaMblX BbICOKMUX
3HayeHun ¢ 2010 r. — 21%.

3HaynTeNnbHbln BKNag B GOpMMpPOBaHME CMEPTHOCTH
npu MPMU B Poccuickon ®eaepalmm BHOCUMT BO3pacTHas
rpynna geten go 5 neT, rpynna npesbiCuia CpeaHur noka-
3aTeflb CMepPTHOCTU B 6 pa3 B 2023 r. JeTn nepBbIx neT
KU3HWU NTUAMPYIOT CPean BCEX BO3PACTHbIX rpynn Mo Kosu-
4eCTBY OC/IOKHEHWN, TaKMX KaK amnyTauuu, notepsa cayxa,
CYAOPOXKHbIV CUHAPOM, pyOLbl Ha Koxe. B MynbTULLEHTPO-
BOM MCCNeaoBaHUU MEHUHIOKOKKOBOM MHPEKUUKU y aeten
B Poccun (2012-2021 rr.) 66110 MOKA3aHO, YTO OCIOKHEHUS
®MW (1327 naumeHTOB, MeaMaHa Bo3pacTa — 2,3 roaa)
B OCTPOM nepuoge oTMmeyeHbl B 47,6% cnyyaes, B 60/b-
LUIMHCTBE M3 HUX (> 60%) Habnoganocb coyetaHue pas-
JINYHBbIX OCNOXHeHWN. Yem mnagwe pebeHoK, TeM Bbllle
PUCK OCNOXHEHWW: NO peaynbratam MCCNefoBaHMs, Npo-
BefeHHoro B LlUBeuun, y peten, 3aboneBlIMX FHOWHbIM
6aKTepuanbHbiM MeHuHrMToM (FBM) o 1,5 neT, Bblle pUCK
KOrHUTUBHbIX HapYyLWeEHWIN, Cya0por, NOBELEHYECKUX U IMO-
LMOHaNbHbIX PaCCTPONCTB U BHYTPUYEPEMHbIX CTPYKTYPHbIX
NOBPEXAEHUN MO CpaBHEHUIO C AeTbMW, 3ab60NEeBWMMU
B Bo3pacTe ctaple 1,5 net. [1o pe3ynbratam Apyroro uccne-
LOBaHWs, NCUXMYECKMEe HapyleHus 3aTparuBaloT 6onee
OAHOW TPETU BLIXKMBLUMX W ABASIOTCA OAHUMWU U3 Haubonee
pacnpocTpaHeHHbIX AOATOCPOYHbIX MOCNEACTBMI GaKTepu-
anbHOro MEHUHIUTa B AETCTBE.

lnua noApoCTKOBOro BoO3pacTa SABAATCH BTOPOK
no 3a601eBaemMoCTM U CMEPTHOCTM rpynnon pucka FMPMU
B Poccuiickon depepaunn nocne getewr ao 5 net. Y noa-
POCTKOB MMeeTCs [ABOWMHas onacHoCTb: 3ab60/ieBaeMoCTb
OMWN 1 nepepgaya MHDEKLMN YyI3BMMbIM Fpynnam 3a cuyer
HOCMTENbCTBA, YPOBEHb KOTOPOro MOXeT gocturatb 70%.
KOHblOrMpoBaHHble BaKUMHbI ob6ecne4yMBaloT MNpPSMYI0
3aWmnTy BaKLUMHUPYEMbBIX U CHUXKAIOT YPOBEHb HOCHUTENb-
cTBa, PopMMpys NONYNALUOHHBIR UMMYHHUTET.

TpeTben BO3pPaCTHOM rPynnon pucka sBASITCA nuua
cTtapwe 60 neT 3a CYeT BbLICOKOrO YpPOBHS NeTaflbHOCTH
(31-34%). MNpwn aTom cnegyet OTMETUTb, YTO pPaHee UCMOJib-
30BaHWe BaKUMH NpoTnB IPMU 6b110 OrpaHnU4eHo B CBA3KU
C OTCYTCTBMEM MOKa3aHWUM UX NPUMEHEHMS Y UL, CTapen
BO3pPacCTHOM KaTeropuu.

MeHWHIOKOKKOBas MHOEKLMA — 3TO elle U IKOHOMUYe-
ckoe 6pemsa. CpeaHsas BennynHa yuwepba ot 3aboneBaHus
1 pebeHka MIPMW Ha nepuoa foxnTra coctaBnaeT 17,6 MiH
py6., @ B CTPYKType 3atpaT Ha 1 cnyyvan FIePMUN 6onee 90%
NPUXOANTCS Ha NocneacTBma MHbeKUMKU. B HacToswee Bpe-
MS pPYyTMHHaa BakuuHauusa geten MenACWY B Bo3pacTe
9un 12 Mec MOXeT paccmaTpuMBaTbCsl KaK 3KOHOMUYECKHU
npuemnemMoe BMeLWaTenbCTBo.

3a 50-neTHui nepunoa BaKUMHONPODUNAKTUKK NMPOTUB
®MW npousolwna 3Ha4yMTeNbHasA 3BONOLMA B pa3paboTke
BaKLWH, OAHAKO psi4 BOMPOCOB OCTaBaiCs HepelleHHbIM:
BO3PAcCTHble OrpaHUYeHuss Npu BaKUMHALMK, AAUTENbHOe
COXpaHeHne MMMYHHOM 3alMTbl MPOTUB BCEX ceporpynmn,
ONTUMMU3aLMA MMMYHHOW 3awuTbl NPOTMB ceporpynnbl C,
ONTUMMU3aLLMA CXxeM BaKLMHALMM B 3aBUCMMOCTM OT BO3pac-
Ta (HaMMeHee BO3MOXHOE KONMYEeCTBO A03 ANA 3aliuTbl),
[OKadaHHas 3P EKTUBHOCTb M 6€30MacHOCTb MPU OfHO-
BPEMEHHOM MCMONb30BaHWM C LUIMPOKUM CMEKTPOM APYrUX
BaKLMH.

BHMMaHWIO y4aCTHMKOB cMMNO3Wyma Oblin npeacTas-
JIeHbl [aHHble Mo HOBOW BakuuHe npotuB N. Meningitidis
ceporpynn A, C, W, Y, KOHbIOrMPOBaAHHOMW CO CTONGHSY-

HbIM aHaToKCMHOM, MenACWY-TT (MeHKBaadwu, CaHodw).
BakuuHa 6bina pa3paboTaHa C Lenblo YCUIEHUS UMMYHHO-
ro oTBeTa, 0CO6EHHO B OTHOWEHMU MEHWHIOKOKKa Cepo-
rpynnbl C, yBeNUYEeHUs ANUTENbHOCTU 3alluTbl AeTen, Noa-
POCTKOB, B3POC/bIX, MOXUAbIX 6€3 OrpaHM4yeHns Bo3pacTa.
TexHonoruns pa3paboTku BakuUuHbl MenACWY-TT ocHoBaHa
Ha Bbl6ope 6enKa-HoCUTEN — CTONGHAYHOIrO aHaTOKCH-
Ha M ero MHAMBMAYaNbHOM CheundUYEecKoM CBSA3bIBAHMU
C nonucaxapuaom Kaxaon ceporpynnsbl (A, C, W n Y) B Buae
peLeToK, YTO MO3BOJIM/0 PACLLUMPUTL BO3PACTHOM AManas3oH
NPUMEHEHNS BaKLMHbl. TaKxXe WCNonb30BaNiUCb MOMEKY-
NpHble pa3paboTKM aHTUIEeHOB, TakMe KaK MpUMeHeHue
crneuunasnbHbIX MOJIEKYS (CnencepoB), MoagMduUKaLma CTPYK-
TYpP W ydaneHue yyaCcTKOB MonaucaxapuioB ANS nydwewn
KOHDBblOrauumn, 4To Cnoco6CTBOBAO MOBLIWLEHUIO MUMMYHO-
FeHHOCTU BaKLUWHbI M YCTOMYMBOCTM KOHDBIOraTOB K pas-
pylweHuio. MNosBneHne BaKkuuHbl MenACWY-TT oTBevaeT
Ha MHOrMe HepelweHHble BOMPOChI BaKLUMHONPOPUNAKTUKM
MEHMHIOKOKKOBOW MHPEKLMU. Ha cerogHsWHWn aeHb BaK-
LMHa 3apeructpupoBaHa B 70 cTpaHax Mupa, NponM3BeLeHO
6onee 20 M/H [03.

B Poccuiickon depgepaunn HoBas BakunHa MenACWY-TT
B HacTosillee BpeMs 3aperncrpMpoBaHa ans npumMeHeHus
¢ 12 mec K13HM 6e3 OorpaHnyYeHns BEPXHEro BO3PacTHOro
nopora, Ans BakuMHaUUM NpuMeHseTca ogHa go3a.

Cpean MEHMHTOKOKKOBbIX KOHBIOrMPOBaHHbIX 4-BaneHT-
HbIX BaKLUMH y HOBOW BaKuMHbl MenACWY-TT nmeetcs oaHa
M3 caMblX OBGLIMPHbIX MPOrpaMMm KIAMHUYECKUX Kccneno-
BaHWM C [AOKa3aHHbIM GnaronpuaTHbiM npodunem 6e30-
nacHocTM M 3bdEKTUBHOCTM NPUMEHEHUS BO BCEX BO3-
pacTHbIX rpynnax, BKAKYas AeTer NepBOro roga U3HW.
MccnepoBaHusa npoBoaunncb B cTpaHax EBponewcKoro
coto3a, Poccun, MeKkcuke, TannaHge, HOxHon Kopee, CLUA
W ApYrux cTpaHax.

C y4eTOM 3aperncTpMpoBaHHbIX MOKa3aHWM B JoKNaje
OblIM NpeAcTaBieHbl JaHHble psiga UCCNEefOBaHUM Yy nuL,
pa3HbIX BO3PACTHbIX KaTeropuin.

B nccnegoBaHusix, NpoOBOAUMbIX NO AM3ANHY «HE MEHb-
wen abPeKTUBHOCTU», OblN NPOAEMOHCTPUPOBAH conocTa-
BUMBbIN («<HE MeHbLUEN 3GPEKTUBHOCTU») UK BONEE BICOKUI
UMMYHHbIA OTBET NPU NPUMEHEHUN BakunHbl MenACWY-TT
No CpaBHEHWIO C TAKOBbIM MPWU MCMONb3OBaHWKM APYrUX
4-BaneHTHbIX MEHMHTOKOKKOBbIX BaKLIMH MPOTMB Ceporpynn
A, C, W, Y BO BCex M3y4yaeMmblXx BO3pPaACTHbIX KOropTax,
a TaKe ObICTPbIM UMMYHHbIM OTBET NPKU peBaKLMHaUmMK (Ha
6-1 feHb).

B paHAOMW3MPOBAHHOM OTKPbLITOM WCCieL0BaHUK
c ydyactnem aeten 12-23 mec KW3HU, paHee He BaKLUHU-
POBaHHbLIX NPOTUB MEHWHIOKOKKOBOW WMHPEKUUH, NpoBo-
[WNoCb cpaBHeHWe BakuuHbl «<MeHKBaadbw» (MenACWY-TT,
4-BaneHTHas, KOHbIOrMpoBaHHasA CO CTONGHAYHBIM aHa-
TOKCMHOM BaKLUMHa MPOTMB MEHWUHTOKOKKOBOW WHOEKUUK
ceporpynn A, C, W, Y) u apyrov 4-BaneHTHOM BaKLMHbI
npotns ceporpynn A, C, W, Y, TakXe KOHbIOrMpoBaHHOM
CO CTONGHAYHbIM aHaTokcnHom (MCV4-TT). Bbbino npope-
MOHCTPMPOBAHO, 4TO Ha 30-M AeHb nocie BaKuuHauuu
[LONS YHaCTHUKOB, AOCTUTLMX CEPOMPOTEKLMHK, OLLEHEHHOWM
no YCBA (ypoBeHb CbIBOPOTOYHbIX GAKTEPULIMAHbBIX aHTUTEN,
onpeaeneHHblX ¢ MCNoNb30BaHMEM YeN0BEYECKOM CblBO-
POTKM B Ka4eCTBE UCTOYHMKA 3IK3OrE€HHOro KOMMEMEHTA),
6blna conoctaBmma (> 90%) B rpynnax BakunH MenACWY-TT
n MCV4-TT. Mpn 3TOM ypoBEHb CEPOMPOTEKLMK MO Cepo-
rpynne C 6bi1 JOCTOBEPHO BbiWe MNPU MPUMEHEHUU Bak-
umMHbl MenACWY-TT: 100% (96,0; 100,0) no cpaBHeEHWIO
¢ MCV4-TT: 89,5% (81,1; 95,1). CpeaHereoMeTpuiecKum
TMTp aHtuTen (CI'T) 4CBA ansa ceporpynn C n W Tak»Ke 6bin
Bbile Ana BaKuuHbl MenACWY-TT. Mpodunu 6e3onacHoc-



™™ MenACWY-TT u MCV4-TT 6biiv cONOCTaBMUMbI, He 6blN0
3aperncTpupoBaHO HexenaTteNbHbIX ABNEHUN U CEPbE3HbIX
peakuui, KoTopble npuBenun Obl K NMPEeKpalleHnio yvyacTus
feTel B UccneoBaHum.

B paHAOMW3MPOBaAHHOM OTKPbLITOM UCCIEA0BAHMM C yya-
cTvem noapoctkoB (10—17 neT), KOTOPbIM paHee He NPOBO-
avnacb BaKuuHauus npotue FPMMU, BbINOAHANOCH CpaBHe-
Hue BakunHbl MenACWY-TT n MCV4-CRM (4-BaneHTHas A, C,
W, Y onurocaxapugHasi, KoHblormposaHHas ¢ AMGTEPUNHBIM
aHaToKcMHOM CRM197 MeHMHIOKOKKOBas BaKLMHa). Takke
oLeHuBanucb acnekTbl 3bdGEKTUBHOCTM M 6e30MacHOCTU
OAHOBPEMEHHOIO BBEAEHMS C BaKUMHaAMKW NpoTUB AudTe-
puK, cToNBHSKA, KOKOWa auentongpHoM ¢ yMeHbLIEHHbIM
Konnyectsom aHTureHos AaKZC u npoTnB BMpyca nanuinio-
Mbl YenoBeKka (BINY). bbina npogeMoHCTpUpoBaHa He MEHb-
lwas UMMYHOTreHHOCTb BaKLUWHbl MenACWY-TT no cpaBHe-
HUIO C BaKuuMHoM MCV4-CRM, npu 3TOM Npu NpUMEHEHUU
BaKUMHbl MenACWY-TT ypoBeHb ceponpoTekuun 4CBA
0N MEHWHIOKOKKa Kakaow ceporpynnbl (A, C, W, Y) 6bin
[OCTOBEPHO Bbllle MO CPaBHEHWUIO C TAKOBbIM MPWU UCMONb-
30BaHMK BaKLUMHbl MCV4-CRM.

OpHoBpemeHHoe BBeaeHue ¢ BakumnHamu AaKC n BMNY
He OKa3sblBano B/WSAHWUA Ha WMMMYHOrEHHOCTb BaKLMHbI
MenACWY-TT. MNMpodunb 6e3onacHOCTH 6bl1 CONOCTaBMMbIM
BO BCeX rpynnax.

B paHaomMu3npoBaHHOM ABOMHOM CNemnom uccleposa-
HUKM Yy nuL 56 neT U cTaple, paHee He BaKUMHWPOBaH-
HbIX MPOTUB MEHWHIOKOKKOBOM WHGOEKLMKU, NPOBOANNOCH
cpaBHeHue BaKuuHbl MenACWY-TT u MPSV4 (4-BaneHT-
Has nofvMcaxapuaHas BaKuMHa MPOTUB MEHWHTOKOKKO-
BoM MHdeKuuun ceporpynn A, C, Y nu W). B uccnegoBaHuu
Oblla NPOAEMOHCTPUPOBAHA HE MEHbLUAA UMMYHOTE€HHOCTb
BaKuUMHbl MenACWY-TT no cpaBHEHWIO C TaKOBOW BaKLM-
Hbl MPSV4, npu 3tom Ha 30-" geHb nocine MMMYHW3aLuu
nokasatenu ceponpoTekumm YCBA 6bin1 JOCTOBEPHO Bbllle
npu npumeHeHnn MenACYW-TT no cpaBHeHuio ¢ MPSV4
ons Bcex 4 ceporpynn MeEHWHrokKoKkka. lNMpodunu 6e3onac-
HocTn MenACWY-TT u MPSV4 6bin1 conoctaBumbl. B 06emnx
rpynnax uccnepoBaHus Haubonee 4acTo Perncrpupyembl-
MU peakuMsiMU B MeCTe MHbEKLUUU Gbinn 60NEe3HEHHOCTb
M NOKPaCHEeHWe, CUCTEMHbIMU — MUANrUs U ronoBHasa 60nb.

bbino nposeaeHo ABOMHOE cnemnoe paHAOMW3UMPOBaH-
HOe MHoroueHTpoBoe wuccnegosaHue ¢asbl Il B napan-
NeNbHbIX Fpynnax C aKTMBHbIM KOHTPONIEM AN OLEHKM
npesocxoaswen adpdektuBHocT MenACWY-TT no cepo-
rpynne C no cpaBHeHuto ¢ MCV4-TT n MenC. B nccnegoBa-
HUW MPUHANK yyacTue aetn 12-23 MecC XKU3HW, He BaKLM-
HUMPOBaHHbIE paHee NPOTUB MEHUHTOKOKKOBOW MHOEKLUN.
Bbbina gokasaHa npesocxoasiias aGGEeKTUBHOCTb BaKUMHbI
MenACWY-TT no cpaBHeHuto ¢ MCV4-TT u MenC.

9dbEKTUBHOCTL M 6E30MacHOCTb NPOBEEHUA peEBaK-
umMHauun MenACWY-TT oueHnBanacb B paHAOMU3UPOBAH-
HOM ABOWMHOM cfienoM uccnegosaHum dasbl Il no cpas-
HeHWto ¢ BakuuHon MenACWY-DT (MeHakTpa, CaHodwu)
y 1L, B Bo3pacTe > 15 net, KoTopble 6bI11 BaKLMHUPOBaHbI
4-10 net Hazag MenACWY-DT unn MCV4-CRM. bbin 3ape-
TMCTPUPOBAH ObICTPbIN M HaNPSXKEHHbIK UMMYHHbIN OTBET
nocne peBakuuHauun MenACWY-TT u MenACWY-DT: yxe
Ha 6-1 feHb nocne peBaKuMHaLMKM Habnwgancs comnocra-
BMMbI BbICOKWUI YypOBEHb ceponpoTeKkuun (> 96%, 4CBA)
B OTHOLWEHMK BCeX 4 ceporpynn MeHWHroKOKKa. Mpodunb
6e30MacHOCTM 06enx BaKLMH Gblnl COMOCTaBUM.

OUEHKY AAUTEeNbHOCTM MMMYHHOrO OTBEeTa MpPOBOAMAM
yepes 3 roga y geten, NepBMYHO BaKLMHUPOBAHHbLIX Bak-
umMHo MenACWY-TT B Bo3pacTe 12-24 mec, y NoApPOCTKOB
W B3pocnblx 4yepe3 3—6 neT nocne nNepBUYHOM BaKLUMHA-
LMK, a TaKKe Yy B3POC/blX M MOMKMUAbIX Nt0LeN, NepBUYHO

BaKUMHMPOBaHHbLIX npenapatom MenACWY-TT 3 u 7 net
Hasaj B Bo3pacTe > 59 neT. Bo BCcex BPEMEHHbIX nepunogax
Oblla NPOAEMOHCTPUPOBAHa LONrOCPOYHas YCTOMYMBOCTb
WMMYHHOIO OTBETa; UCCNEeA0BaHNS MO OLEHKEe ANUTENbHO-
CTW NepCcUCTEHLMM aHTUTeN B 6osiee OTAaNEHHOM nepuoae
npogo/mKatoTcs.

Hoasi BakuuMHa MenACWY-TT MOXeT npuMeHATbCs
COBMECTHO CO C/efylolWmMMn BaKUMHaAMMU: NPOTUB KOKIIO-
wa, andrtepun, ctonbHaka (AaKAC), nonmomunenuta (UMNB),
BUpycHoro renatuta B (BIB), remodounbHON UHbEKUUKU
Tnna b (Hib) AaKAC-WUNB-BI'B-Hib; AaKAC-UMB-Hib, Bak-
uMHoM npotmB BI'B, 13-BafieHTHOM KOHBLIOIMPOBAHHOM
BaKLUMHOW MPOTUB MHEBMOKOKKOBOW MHbeKuun (MKB13),
BaKLMHOW NPOTUB BETPSHOM OCMbI, BaKLMHON NPOTUB poTa-
BUPYCHOM WHEeKuMK, BaKumMHoM npotmB BIY, BakuuHa-
MW MPOTUB MEHWHIOKOKKa ceporpynnbl B. WccnepoBaHue
no coBMecTHoMy npumeHeHnto MenACWY-TT mn MKB13 npo-
Boamnocb B Poccurickon deaepaumnm.

OpgHoBpeMeHHOEe Hanuyne B POCCUM ABYX KOHDBIOMU-
poBaHHbIXx BaKuuMH MenACWY no3BonsieT pacwupuTtb
BO3MOMHOCTM BaKUMHONPODUNAKTUKM MNPOTUB MEHUH-
FOKOKKOBOW WH)EKLMHU, BbIBBAHHOW ceporpynnamu
A, C,W,Y, — c 9 mec 6e3 orpaHuyeHuns BEpXHero Bo3pact-
HOro nopora. BaKuuHauuto BaXHO HayuMHaTb Ha NepBoMm
roAy *MW3HW, ANna 3Toro ecTb BakunHa MenACWY-DT ¢ aBy-
KpaTHOM CXemMOM npumeHeHus B Bo3pacTe 9-12 MecC Xna-
HU. C 12 mec n 6€e3 orpaHuMyeHuss BeEpXHero Bo3pacTHOro
nopora MoxeT npuMeHaTbes BakunHa MenACWY-TT B ogHO-
[LO30BOM peXKUME.

B 3akntoveHne C.M. XapuT pe3toMUpoBana, YTo MEHMH-
rFOKOKKOBasi MHOEKLMA COXpaHsfeT aKTyalbHOCTb M3-3a
BbICOKMX MOKa3aTtenen netanbHOCTM U CMEPTHOCTH, 3abo-
NeTb MOXET 4enoBeK No6oro Bo3pacta, HO Yauwe 6onetoT
W nornbatT aetm go 5 net. Bropas Bo3pacTHasa rpynna
pUCKa — NOAPOCTKM U MONOAbIE B3pOCble, TPETb — uLa
noxxunoro sodpacta. Co3gaHne HOBOW BaKLMHbI ObI10 BaX-
HO A5 CHATUSA OrpaHWyeHnit No BO3PACTHbIM NOKa3aHUSaM,
ONTUMMUIALIUU CXEM, YBENNYEHUS ANUTENBHOCTU COXPaHEHNS
UMMYHHOM 3aluTbl Ha GOHE BO3MOMHOCTU MNPUMEHEHUS
¢ Apyrumu BakuuHamu HKIMM. CoBpeMeHHble BO3MOXHOCTH
BaKLUMHONPOPUNAKTUKM MOIBOASIOT €€ NPOBOAWUTb AETAM
NepBoro roga *usHu (9—12 mec) ¢ NpUMEHEeHNEM BaKUMHbI
MenACWY-DT, a ¢ 12 mec u cTaplue B 1t060M Bo3pacTe,
MCMNOMb3yst OAHY A03Y HOBOM BaKLMHbl MenACWY-TT. B nep-
CMEKTUBE OXKMAAETCA perncTpaumsa nokasaHuin ans npume-
HEHWS HOBOW BaKLMHbI HA MEPBOM FO4Y U3HM.

Cumnosnym 3aBepwunca AoknagoMm K.M.H. UBaHa
BauyecnaBoBuuya KoHoBanoBa «[lpakTnyeckoe BHeapeHME
WHHOBaLMI», B KOTOPOM N1IEKTOP OCBETU BONPOCHI MO Npw-
MEHEHMI0O HOBOW BaKUUHbI MenACWY-TT B ycnoBuUsIX npakK-
TUYECKOro 3paBoOXpPaHeHus.

Mpexpge Bcero paccMmaTpuBancs BOMNPOC, KOMy
N KaK MOXET O6bITb peKoOMeH0BaHa BakunHa MenACWY-TT.
B HacTosilee BpeMs BaKLMHa 3apernctpupoBaHa ans npo-
dunaktukn FeMU ceporpynn A, C, W, Y y nuy, B Bo3pacTte
0T 12 MecC }WM3HMU U CTaplle, NpU 3TOM BaKLMHa BBOAUTCS
OAHOKpaTHO. Jlnuam, paHee BaKUMHMPOBAHHbIM MPOTUB
MEHUHIOKOKKOBOM MHOEKLMU, MOXKET NPOBOANTLCS PEBaK-
LUMHaums. Mpu peBaKkLMHaLMM BBOAUTCA O4Ha Jo3a.

Hoasi BakuuMHa MenACWY-TT MOXeT NnpuMeHATbCs
4NS NNaHOBOW, AOTOHSIOWEN BaKUMHAUMKU, peBaKLMHaLmMK,
BaKUMHaUMM B o4arax. LocTynHbl AaHHble NO ANUTENbHOCTHU
WMMYHHOIO OTBETa B TeYyeHue 7 feT nocne MMMyHu3auum
BaKkuMHon MenACWY-TT.

Tak Kak B ¢pokyce npodunaktukn MMM octatoTcs aetm
[0 5 net, v gns 3almTbl 3TOM BO3PaCTHOM rpynnbl TpebyeTcs
BaKUMHALUMS Ha NEepBOM FOAY XXW3HWU, ee cneayeT Hauu-
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HaTb BakumHon MenACWY-DT aBymsi fo3amm B 9-12 mec.
Ecnu ke BaKUMHaLMIO NPOBECTM B 3TU CPOKMU He yaanoch,
TO B KayecTBe [IOroHsiolen BaKUMHALMKW MCNONb3yeTcs
BakuMHa MenACWY-TT ¢ 12 mec B 0A4HOA030BOM pPEXKMME.
O6cyaancsa npakTMYECKU BONpPoC: ecnu B nepuog ¢ 9 1o
23 Mec *u3HWM pebeHKy BBeAeHa ofHa Ao3a BaKLUMWHbI
MenACWY-DT (ans nepBUYHOM MMMYHU3ALMK AAHHOW BaK-
LIMHOWM B 3TOM BO3pacTe TpebytoTcs ABe A03bl), a Hepe3 3 Mec
WK NO3XKe B PErMoHe A0CTynHa ToNbKo BaKUuHa MenACWY-
TT, TO BTOpOM A030M1 4S9 3aBepLUEHUS NEPBUYHON BaKLUHa-
LMW1 MOXKET ObITb MCMNONb30BaHa BakunMHa MenACWY-TT.

[MoapocTKaM W ApyrMm rpynnamMm pucka (nasoMHUKam
Xagxa v YMpbl, UMMYHOKOMMNPOMETUMPOBAHHbLIM NaLMWeHTaM,
MeAULMHCKUM paboTHUKaM M Ap.) BakuuHauus MenACWY-
TT npoBOANTCS OAHOM LO30W.

Heo6xoaMMoCTb M CPOKKU peBaKuuHaunun MenACWY-TT
MOrYT onpeaenaTbes psagom dakTopoB. Hanpumep, KakK yKa-
3aHo B MigeanbHOM KaneHaape nmMyHusauumn Cotosa neau-
atpoB Poccuu, ans 3awuTbl NOAPOCTKOB npotuB TOMU
MOXET MPOBOAMTbLCS KaK MNepBMYHaAs BaKLUMHaLMS, Tak
WU peBaKUMHALMSG, ecnu noapocToK paHee Obll BaKLUMHK-
poBaH B [eTCKOM Bo3pacTe. Jlnuam, MHOUUMPOBAHHbLIM
BMpycOM uMMmyHodeduunTa YenoBeKa (BUY), naumeHtam
C NepPBUYHbIMY UMMYHOAEDULMUTHBIMU COCTOSHUAMU MOXKET
NPOBOAUTLCH peBaKLUMHaLUKUA pa3 B 5 NeT cornacHo mexay-
HapPOAHbIM M POCCUIACKMM peKOMEHAALMAM No NPodUNaKTu-
ke FT®MW y naHHOM KaTeropmu naLueHToB.

OTaenbHO pasbupasncs BOMNPOC Mo BAUAHWUIO CTONGHAY-
HOro aHaTOKCWHa, KOTOPbIA BXOAWT B COCTaB BaKLMHbI
MenACWY-TT B KayecTBe KOHbtoraTa, Ha UMMYHHbIA OTBET
M MEepeHOCMMOCTb BaKLMH, MMEWLNX B CBOEM COCTaBe
CTONGHAYHbBIA aHATOKCWH, MPWM OJHOBPEMEHHOM BBefe-
HUKW. [JoKnagyuMK MNOAYEepPKHYN, YTO KaK pa3 CTONGHAYHbIN
aHaTOKCMH B KayecTBe KOHblorata no3BOSWMA PaclIMpUTb
BO3pacTHOM [AvManal3oH Ana 3auwutbl npotuB FMPMW Bak-
umMHon MenACWY-TT. B ob6lier XxapaKTepuUCTUKe BaKLMWHbI
MenACWY-TT yka3daHo: «<HecMoTps Ha cofepaHve B Bak-
LMHE CTONOHAYHOro aHaTOKCHMHA, UMMYHU3aLMUs BaKLMHOM
MenACWY-TT He 3ameHseT N1aHOBYI0 BaKLMHALMIO NPOTHUB
CTONGHSAKA; COBMECTHOE NpumeHeHue BaKLMHbl MenACWY-
TT n BaKuWHbI, cofepxKalen CTONIBGHAYHbIK aHaTOKCHH,
HEe CHMWXaeT MMMYHHbIA OTBET K CTONOGHAYHOMY aHaTOK-
CUHY M He OKa3blBaeT BUAHUA Ha 6e30MacHOCTb». TaKKe
He TpebyeTcsa cob60AeHNA UHTEPBANOB, U3MEHEHUS nocne-
J[oBaTeNbHOCTU BBeAeHMs BaKUMHbl MenACWY-TT 1 BaKLMH,
coepralmx CTONGHAYHbIA aHATOKCWMH, NMPU WX BBEAEHWMU
He B OfMH KaneHaapHbI AeHb. BakuWHbl MOrYyT BBOAUTLCS
KaK OlHOBPEMEHHO, TaK M C Nto6bIM MHTEPBASIOM MeXAay

BBEAEHUAMM.
Bblnn  npuBeaeHbl  pe3ynbTatbl  MCCNefoBaHUA
no COBMECTHOMY MPUMEHEHUI0 BaKuUWHbl MenACWY-TT

M BaKUWH ANA PYTMHHOWM WMMMYyHM3auuu peten: AaKC-
BIB-UMB-Hib, MKB13, KMK+B. CoBMecTHoe npuMeHeHWe
MenACWY-TT 1 BaKUMWH AN PYTUHHOM MMMYHW3aLIUKN OETEN,
BK/llOYaa BaKLMHY, coAeprKallyto CTONOHAYHbIA aHATOKCUH,
He BJMANO Ha YpPOBEHb CEPOKOHBEPCUM, CEPOMNPOTEKLUMU,
CI'T B OTBET Ha COBMECTHOE NPUMEHEHWE BaAKLMH MO cpaB-
HEHWIO C UX OTaAeNbHbIM BBeaeHueM. Mpodunb 6e3onacHoc-
™ MenACWY-TT npu npUMMeHEeHUn oTAENIbHO UK COBMECTHO
C PYTMHHO Ha3Ha4YaeMbiMKM BaKLUMHaMu, BKAovaa AGKC-
MIMB-BI'B-Hib, 6611 conoctaBnMbIM.

M.B. KoHoBanoB OTMETUN BbICOKYID aKTyalbHOCTb
npumMeHeHns 4-BaneHTHOMW KOHbLIOFMPOBAHHOW BaKLMHbI
MenACWY-TT B Poccuitickon depepaumu, Tak Kak, cornac-
HO AaHHbIM [ocymapcTBeHHOro goknaga 2024 r., ee npu-
MeHeHne NokpbiBaeT 83% MHBA3MBHbIX LITAMMOB MEHWH-
rOKOKKa, BKJOYaa AOMMWHUPYIOWMNIA BbICOKOBUPYIEHTHbIN

wrtamm W. Mpn 3TOM MMEHHO KOHbBIOrMpoBaHHas BaKLMHa
MenACWY-TT no3BoniseT Kak o6ecrnedynBaTb NpsSMyto 3aLy-
TY BaKUMHWMPYEMbIX MaUMEHTOB, TaK M CHUXKaTb YPOBEHb
HOCUTENbCTBA W, B OT/IMYME OT NOSIMCaxapUaHbIX U 6ENKOBbIX
PEKOMOUHAHTHbBIX BaKLMH, MpU WKXPOKOM oxBaTe GOopMu-
poBaTb MOMNYASALUMOHHBIA MMMYHUTET. BaKuuHauua peten
NPOTUB MEHWMHIOKOKKOBOM MHbEKUMMN BKAOYeHa B 20 peru-
OHanbHbIX KaneHaapewn Poccuiickon Pepepauunn, 6onee
40 permoHoB NPUMEHSIOT 4-BaNe€HTHYI0O KOHbIOrMPOBaHHYO
BaKUuHy npotmuB FPMWU B cyeT cpeacTB perMoHanbHOro
6loaxKeTa, BblAENSEMOro Ha BaKLMHONPOOUNAKTUKY YS3BK-
MbIX FPynn Hacenexwus. BakuuHauus npotuB FOMU cepo-
rpynn A, C, W, Y BKtoYeHa B MiaeanbHbi KaneHaapb MMMY-
HM3aLMK, pekomeHaoBaHHbIM Colo30M neanatpos Poccuu.

B noknage 3atparvBanucb acneKktbl o6neryeHus opra-
HM3aLuMK npouecca BaKUMHALMKU NPU NPUMEHEHUM HOBOM
BaKkUWHbl MenACWY-TT, Takne Kak NnoBbllleHWe cTabubHO-
CTU U, KaK cneacTeue, ANNTENbHbIN CPOK XpaHeHus — 4 roaa;
BO3MOXHOCTb XpPaHeHUs BaKLUMHbl 72 4 Npu Temnepatype
no 25 °C B c/llyyae BPEMEHHOrO HapylleHUs X0N10[0BOW
Lienu; a TaKXKe NOIHOCTbLIO XunaKkasa dopma BbiNycKa, He Tpe-
oylolasn pasBefeHns KOMMOHEHTOB. Kuakas popma Bbiny-
CKa CHWXaeT PUCK BO3HUKHOBEHUS MPOrpaMMmMHbIX OLUMOOK
npu BaKuMHaLMK M3-3a OTCYTCTBUA HEOOXOAMMOCTHU pas-
BeAEHUS KOMMOHEHTOB, OTAENbHbIE 3Tamnbl KOTOPOro MOryT
ObITb MPONYLEHbI UK BbINOAHEHbI C HAPYLWEHUAMMU (Hanpwm-
mMep, NPONycK pa3sefeHuns nanopunnsaTta, HeNoaHoe Bcachl-
BaHWe nuodunnadaTta B WNPUL, HapyLleHWe CTEPUIbHOCTU
npu BbINOIHEHUN pa3BefeHus 1 ap.). MoAHOCTbIO KUAKas
dopma BbiNycka obecne4ymBaeT Haubonee MOHY 3aluTy
B CBSI3W C NPUCYTCTBMEM BCEX aHTUIEHOB, 4YTO NO3BOASET
noafepunBaTtb AOBEPUE K BaKUMHALUMK, a Takke TpebyeT
Ha 50% MeHblle BpeEMEHM NPUIrOTOBNEHUS K Mpoleaype
UMMYHU3aLUK NO CPaBHEHWUIO C BaKLMHaMW, TPebyoWwnmm
pa3BeAeHnss KOMMOHEHTOB, YTO YAOOHO AN MEeAULIMHCKUX
paboTHMKOB.

B paMKax BbICTynneHust 6bliM NpeacTaBieHbl OCHOBHbIE
otanymns BakumH MenACWY-DT n MenACWY-TT, Tak KaK AaH-
HblM BOMPOC BbI3blBAeT MHTEPEC MPaKTUYECKUX Bpadvewn,
KOTOpble MHOrO NneT npumeHann BakuuHy MenACWY-DT
(c™m. Tabnnuy).

CornacHo faHHbIM CpaBHUTENbHbIX KIMHUYECKUX UCChe-
noBaHunn, BakuMHbl MenACWY-TT n MenACWY-DT o6ecneyu-
BaloOT BbICOKMUI YPOBEHb UMMYHHOIO OTBETA NPOTUB MEHMH-
rokokkoB ceporpynn A, C, W n'Y n 6naronpusitTHbin npodub
6e30MnacHOCTH.

Y nuu, paHee He BaKUMHWPOBAHHbIX MPOTUB MEHWHIO-
KOKKOBOW MHPeKumru, MenACWY-TT npoaemoHcTpupoBana
He MEHbLUYIO UMMYHONOMMYECKYI0 3PDEKTUBHOCTb MO CpaB-
HeHWto ¢ BakUuHoM MenACWY-DT, npu aTtoM Habnoganncb
60/1ee BbICOKME YPOBHW CEPONPOTEKLMU, CEPOKOHBEPCUN,
CI'T no BCeM YeTbipem ceporpynnam npu NnpUMMeHeHnn Bak-
uMHbl MenACWY-TT no cpaBHeHMO ¢ BaKuuMHOM MenACWY-
DT (4CBA). Mpu peBaKuuHauum Habnoaanca cornocTaBu-
MbI BblpaXEHHbIH MMMYHHbIA OTBET Ha 6-h u 30-i AeHb
nocne peBakuuHaumm Kak MenACWY-TT, Tak n MenACWY-
DT. Mpodunb 6e3onacHoCcTM 06enx BaKLMH Gbl conocTa-
BMM. He coobLanocb 0 Kakux-nMbo 3Ha4MMbIx npobaemax
no 6e30MacHOCTH, BKAlOYasi Cepbe3Hble HexkenaTtefibHble
SIB/IEHUS, CBA3a@HHbIE C BaKLMHAMM.

Mopsoas utor, N.B. KoHoBanoB oTMETUI, YTO HOBas Bak-
umMHa MenACWY-TT 3a cyeT cocTaBa, BK/OYAlOLWEro CToN6-
HAYHBIA @HATOKCUH, U TEXHONOMMK pa3paboTKM NonyyYeHus
BbICOKOCMELMDUYHbIX aHTUIEHOB pacLIMpsSeT BOSMOXKHOCTH
3PPEKTUBHON 3alUTbl MPOTUB MEHWUHITOKOKKOBOW MHOEK-
LMWy feTen paHHero Bo3pacTa ¢ 12 Mec XM3HU, NOAPOCTKOB,
B3POCAbIX M MOXWUAbIX, 06ecneynBaeT nocae BaKLMHaLMK



Ta6nuua. CpaBHUTENbHAA XapaKTepucTuka BakunmH MenACWY-DT n MenACWY-TT

MHH

MenACWY-DT

MenACWY-TT

Coctas

Mo 4 mkrA,C,Y, W

Mo 10 mkrA,C,Y, W

Benok-HocuTtenb

48 MKr audpTEpPUNHOro aHaToKCHMHa

55 MKI CTONGHAYHOr0 aHaTOKCKMHa

Bo3pacTHble NnoKa3aHus

9 mec — 55 net

12 MeC XM3HU 1 cTaplue 6e3 orpaHuyeHun
no BO3pacty

Nnua ctapwe 55 net

HeT nokasaHwui

MprUMeHeHne y B3POCbIX U JIUL, MOXKUIOTO
Bo3pacTa 6e3 BO3PaCTHbIX OrpaHUYeHNH

lNpumeHeHWe y aeTen ¢ roga fo AByx net 2 n03bl

1 fnosa

CpoOK rogHocTH 2roga

4rona

Mepuoa XxpaHeHUs1 BHE X0N040BOM
uenun

72 4 npu Temnepatype fo 25 °C

CouyeTaHHOe NpUMeEHeHHne

CoBMeCTHOEe NPUMEHEHHWE C BaKLMHaMK
ANS PYTUHHOM UMMYHWU3aLMK AeTEN U

CoBMeCTHOE NPUMEHEHKE C BaKLMHaMu Ans
PYTUHHOM UMMYHU3ALMK [eTei U NOAPOCTKOB,

c 6 Hep

NoOAPOCTKOB a Takxe MenB, BMN4Y
. 3aBeplleHbl KIMHUYECKWE UCCneaoBaHns
KnuHuyecKkune uccnepoBaHus y peten °
Het no NPMMEHEHUIO BaKLUMHbI Y ileTel ¢ 6 Hep

HNU3HU

ONUTENbHBIN (B TedeHue 7 JIET) HanpseHHbI UMMYHUTET
NPOTMB BCEX BKJIOYEHHbIX B BaKuUWHy ceporpynn (A, C, W,
Y). YpoBeHb UMMYHOJIOrMYECKOW 3aLUKUTBLI NPU NPUMEHEHUN
BaKUWHbl MenACWY-TT 6bin1 conocTaBMMbIM MK 6Gonee
BbICOKMM MO CPaBHEHUIO C APYrMMU MEHUHTOKOKKOBbLIMM
4-BaneHTbiMU BaKLMHaMU B OTHOLEHUKU ceporpynn A, C, W,
Y, a TaK)Xe NpeBOCXOAM N0 UMMYHOTEHHOCTU B OTHOLIEHWUH
ceporpynnbl C BaKUMHbI, TaKXKe coaepiKallme CTONOHAYHbIN
aHaTOKCUH B Ka4yecTBe KoHbtorata. Bo Bcex uccnegosanum-
AX Habnwoganca 6naronpusaTHelM Npoduab 6e30MacHOCTH,
COMOCTaBUMbIN C TAKOBbIM Y APYrnx BakUmH npotus MPMU,
a TaKe npu COBMECTHOM MPUMEHEHUN C PYTUHHO Npume-
HAeMbIMU BaKUMHamMK. [TONHOCTLIO XKaKaa dopma BbinycKa
Nno3BONAET peann3oBaTb NOTeHUMan BaKUMHbI, a TaKxe
obecneynBaeT NPOANEHHbIN CPOK FOAHOCTU U BO3MOXHOCTb
XpaHeHus 1o 72 4 npu TemnepaType Lo 25 °C npu BpeMeH-
HOM HapyLleHWN XOJI0L0BOW Lenu, 4TO BaXKHO AN OpraHu-
3auun npolecca BaKUMHaLUW. MEHMHTOKOKKOBble BakK-
umMHbl MenACWY-TT n MenACWY-DT 6yayT 3aKpbiBaTb Bce
cyliecTByloLne NoTpebHOCTU YAI3BUMbIX KOFOPT HaceNleHns
B 3aluTe NPOTUB MEHUHIOKOKKOBOM MHMEKLMU ceporpynn
A, C, W, Y, a TakKe npeaoTBpallatb pucK passutua bBM
Ha TeppuTOopuK BCcen Poccuinckon ®eaepaumm.

HoBble BO3MOXHOCTU BaKLMHOMPOOUNAKTUKKU ABNSAIOT-
CH lWarom Bnepej B 3alure MPOTUB MEHUHTOKOKKOBOW
MHbEKLMN 1 B peanusaLmmn ctpaternn 6opb6bl npotus NBM,
YTO aKTyanbHO B Poccuickon deaepauuu ¢ y4eToM anuje-
MUOIOFMYECKON CUTYaLLMK U Txenoro 6pemenn FOMN.

B pamkax cumnosuyma Obliv NPOLEMOHCTPUPOBAHLI
[Be UCTOPUM O NaumneHTax C MEHUMHITOKOKKOBOMW UHDEKLMEN.
B oaHOM 13 HUX peBeHOoK 8 neT ocTanca MHBaINLOM (amny-
Tauus BCEX KOHEYHOCTEW), B ApYyron AeByLIKa-noAgpoCTOK
nornéna. B o6enx UCTOPUSX POAUTENU HE 3HANIU O BO3MOXK-
HOCTU BaKuuHauuu npotns FOMW pgo cnyuusleincs Tpa-
reaun. Takne UCTOPUM LEMOHCTPUPYIOT BaXKHOCTb MHOOP-
MWPOBaHUA poauTenen o 3aboneBaHUM U BO3MOMHOCTAX
3allMThl, @ TaKXe 0 HEOOXOAMMOCTU MOBbLILEHNUA HAacTOPO-
YEHHOCTU COTPYAHWKOB 34paBOOXPaHEHWUSI OTHOCWUTENBLHO
JaHHON UHDEKLMN 1 ee NPOPUNAKTUKMN.

B 3aBepLluenne cumnosmyma C.M. XapwuT 1 WN.B. KoHoBanos
caenann 3aKnl4YeHue, YTO MEHWHTOKOKKOoBaa WHbeK-
LUMa aBNAeTca TAXEeNblM MeAuKOo-couualbHbiM 6peMeHeM

ang obwecTtsa, 34paBoOOXpPaHEHUS, NaLMEHTa U ero CEMbMU.

NMpo6nemMma MEHUHIOKOKKOBOW MHGMEKLMU TaKKe noa-
HMManacb M B pamMKax cumMnosnyma «PervoHasnbHble KaneH-
Japyu UMMYHOMPOOUNAKTUKK, Jlydlne NPaKTUKKU», KOTOPbLIN
OblN1 MOCBSLLEH OpraHM3auun pernoHanbHbIX KaneHaapen
W NporpamMMm BaKLUMHaUUK 4N pacWMpeHUs gocTyna Hace-
NIeHUs K COBPEMEHHbIM BO3MOXHOCTAM 3aluTbl LeTen
M B3pocnblx, He Bxogsawmm B HKIM. MaBHbIKM BHewTaT-
HbIM crneyuanucT-anuaemuonor MuHsgpasa Poccumn PomaH
BnagumupoBuy MoanuGUH ocBeTUN NpaBoOBble U 3anuie-
MMWOJIOTMYECKNE OCHOBbI OpraHuM3aunu pervoHanbHbiX
KaneHgapen NpMBUBOK KaK BaXHOW 4acTu B BbIMNOJIHEHUMK
CTtpaTermm pasBUTUS BaKLUMHOMNPOOUNAKTUKKM Ha nepuos
1o 2035 roga. MNprUopuUTETHBIMW HO3010TUAMM NS BKJOYe-
HUS B pernoHasnbHble KaneHgapu npodunakTU4ecKkmux npu-
BMBOK SIBNIFIOTCA MEHWHIOKOKKOBas UHbeKUMa (ana aeten
¢ 9 Mec KM3HK, NOAPOCTKOB, APYrMX rpynn puUcka), NHEBMO-
KOKKOBasi MIHPEKLUK 1M BETpsHag ocna Ans aeten u B3poc-
NbIX TPYMNN PUCKA; KOKIOW ANS BO3PACTHbIX peBaKLMHaLWK
[leTen, HaunHasa ¢ 6—7 neT, n 6epeMEHHbIX KEHLLINH; pOTaBK-
pycHasa MHbEeKUMa A9 UMMYHU3aUMW MafeHLUeB NepBoro
roga »u3Hu; BINY ang BakumHauun o6omx nonos. Beayuwme
cneuunanucTsel U3 MockBbl (4.M.H. Jiogmuna HuKonaeBHa
Ma3saHkoBa), XMAO (K.M.H. Acuss AxmepoBHa mpuHa),
HoBocubupckon obnactn (TatbfiHa lOpbeBHa UBneBa),
r. Cesactonons (Cepren Uropesuu Ipbira) nogennnucob
yCrewHbIM OnbITOM OpraHu3aumu u peanuvsauum peruo-
HaslbHbIX KaneHjapen 1 nporpaMmmM BaKkLMHALMKU, UCMONb3YS
PUCK-OPUEHTUPOBAHHbIA MOAXOL K aKTyanusauuu BKIIO-
YaeMblX BaKLUMH C Y4€TOM Hann4uusa ya3BWMbIX Fpynn getemn
W B3POCAbIX U 3NUAEMMUONOIUKU BaKLMHOYNpPaBAaeMbIX
UHOEKUMN.

JI.H. MazaHKoBa ocBeTuna nepefoBon ornblT MOCKBbI
no ¢GopMMUpPOBaHUIO PErMOHaNbHOIO KaneHaaps u ero pea-
nmsaumn. PernoHanbHblM KaneHgapb NPUBUBOK . MOCKBHbI
Ha CerofHsaWHWM AeHb BKOYaeT 17 BaKuuHoynpasnse-
MbIX MHPEKLMI, He ycTynas 60MblIMHCTBY BeAyLMX PYTUH-
HbIX MpOrpamMmM WMMMyHM3aLuK B Mupe. [pumeyaTensHo,
4YTO B HacToslEee BpeEMSA BaKUMHALMSA AeTeN NPOTUB MEHWH-
FOKOKKOBOM WHdeKunn BKIoYeHa B 20 pernmoHanbHbIX
KaneHgapen npuBmnBOK Poccuickon deaepaumm u nporpam-
Mbl LLeSIoro psga pervoHos. Tam, rae BakKUMHaLMUA NPoOTUB
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MEHWHIOKOKKOBOM MHMEKLMU BKIOYEHA B pPernoHasbHble
nporpamMmmel, 4€TU UMEIOT NPUOPUTETHBLIN AOCTYN K UMMYHMU-
3alun, 0AHaKo, cornacHo ykasaHusm CanllvH 3.3686-21
«CaHMTapHO-3aNnaeMMoNorniyeckme TpeboBaHusa no npodu-
NTaKTUKE MHDEKLMOHHbIX 60ne3Hen», BCce AeTH Ao 5 NeT noa-
fieXkaT NiaHoBOW BaKUMHALUMKW MPOTUB MEHWHTOKOKKOBOWM
MHPEKLNN.

AnnaeMmnonornyeckme TpeHAabl, HenpeackasyeMocCTb
pacnpocTpaHeHus UHbeKUnn TpebyloT mep no npodunakx-
TMke TOMW, B nepBylo oyvepenb, cpeau aeTer, HayuHas
C MepBOro roja »Xu3Hw, BTOPbIM MPUOPUTETOM ABAAIOTCSH
Mua noapocTKOBOro Bo3pacTta. CerogHa Ba)xXHO ob6ecne-

YWUTb PABEHCTBO NpaB Bcex geten B Poccun, BHe 3aBUCUMO-
CTW OT PErMoHa Ux NPoOXMBaHMS, Ha NonyYyeHne 6ecnnaTHom
BaKLMHALMM NPOTUB MEHUHITOKOKKOBOMN MHMEKLIMK 1 COKpa-
WeHNne pUcKa CMepTenbHOro MCX0A4a WM WHBANWAHOCTU
no NpPUYNHE MEHWUHIUTA MU MEHUHTOKOKLeMuK. B 2023 T.
BK/IlOYEHNE MEHWHIOKOKKOBOW MHdeKuun B HKIM B pam-
Kax peanu3auunn CTpaTernv passBuTna MMMyHonpodunak-
TUKKM Ha nepuoa Ao 2035 r. 6bIO MPUOPUTUM3UPOBAHO.
B Poccuiickon depepauuu nosiBuiacb HoBas BaKLUWHA,
no3BoNSoWas pacWmnpUTb BOSMOXKHOCTU BaKLMHOMPODHU-
NaKTUKNM MEHUHTOKOKKOBOW MHEKLMKM NPOTUB ceporpynn A,
C, W, Yy petew 1 B3poChblX.
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®doKyc Ha paHHIOIO AUArHOCTUKY

caxapHoro guabeta 1 tTunay geteun

(CuMmno3nyMmsbl «BbIIBUTb M He yMyCTUTL: B POKYyCe AETH
C UMMYHOOMNOCPEAOBaHHLIMU 3a60neBaHUaIMU» U «<HOBad rnaBa B U3y4eHUU
caxapHoro auabeta 1 Tvna: Kypc Ha paHHIO AUAarHOCTUKY»)

B pamkax XXVI KoHrpecca neanatpoB Poccun ¢ MexayHapoaHbIM y4acTUeEM BeAyllne CreLnanncTbl
obeyanan npobsemMbl opraHu3aLnu MEAULIMHCKOM MOMOLLIM AETSIM C caxapHbiM anabetom 1 Tuna,
BOMPOChI CKPUHUHIA U PaHHEN ANArHOCTMKM JaHHOro 3ab0/ieBaHMs, @ TaKXKe anaropuTMbl BEAEHUS
MaLUneHToB, B TOM Yync/ie B NepBHUYHOM (MOJTNKIAMHNYECKOM) 3BEHE, 1 CBOEBPEMEHHYI 3P PEKTUBHYO

Tepanuio.

TKPbIBas AWCKYCCUIO O caxapHOM AnabeTe, 4.M.H., Npo-

deccop EneHa EpumoBHa lNeTpsankuHa npeacrtasuna
OaHHble MUPOBOW CTATUCTUKK: cpean 9,4 MNH 4YenoBek
BO BCEM MMUpE, XKMBYLIMX C caxapHbiM guvabetom 1 Tmna
(CA1), 1,6 maH — ato noan mnagwe 20 net. lNokazartenu
POCCUMCKON CTATUCTUKKU TFOBOPSAT O €XEerogHom yBenunye-
HuK 3aboneBaemoctu CA1 B cpeaHem Ha 5% (Ha 100 TbiC.
HacefieHns) BO BCEX BO3PACTHbIX Fpynnax y AeTewn, 4To 9BAs-
eTCs Ba)HOM npob6nemMon Ana 3apaBooOXpaHeHus. JlekTop
nosicHuna, 4yto C41 — 370 ayTOMMMYHHOE MNOIN3TUONOTNYe-
cKoe 3aboneBaHue, NnpoTeKatwlee B 3 cTaanu, Bbi3BaHHOE
BO3JENCTBMEM ayTOaHTUTEN Ha [B-KNETKM NOAXKENyao4HOM
Kenesbl, B pe3ynbTate 4ero CHUXKAEeTCs CEKPeLMs MHCY-
NMHa W pas3BuBaeTcs runeprankemus. EneHa EdumosHa
aKueHTupoBana oco60e BHUMaHWE Koner, YTo ayToaH-
TMTeNna K [B-KNeTKamM MOMHO WCMofib30BaTb A/ OLIEHKM
nporpeccupoBaHng passutua CA1 y naumeHTa B 6yayuem
W npeactaBuna yéeautenbHble AOKa3aTeNbCcTBa, YTO Uccne-
[IOBaHMEe KPOBW Ha Haluyue ayToaHTUTEN K OCTPOBKOBbIM
KJIETKaM SBASIETCH «30/10TbIM CTaHAAPTOM» A8 cTpaTudUKa-
LMW pUCKa pa3BuTUSA KNnHUYeckoro CA1. Bbino noKasaHo,
YTO MOTEHUMaNbHbIMKU MPENMYLLECTBAMM CKPUHUHIA ABNS-
IOTCSI CHUXKEHME pUCKa anabeTndeckoro ketoauunaosa (AKA)
Ha 90%, OocTaTo4yHOoe Bpems A1 MOArOTOBKM M ajanTta-
UMK OeTen M YNeHOB cemMen K 6osiee naaBHOMY nepexoay
Ha WHCYIMHOTEPANUIO U Ap., @ NoTeHUManbHbIMX HegocTaT-
KaMn — MOoBbILWEHWE YYBCTBA TPEBOMU poauTenen u ynyuie-
HWE NaLMEeHTOB C CEPOKOHBEPCHEN.

B 3aknw4yeHue cBoero [goknaga npodeccop
E.E. MNeTpsaAKKMHa oTMETMAA, YTO MEAULIMHCKOE CO0BLECTBO
BCTynaeT B 3noxy 60/e3Hb-Mmoanduumpylowen Tepanuu
C[1, a mMpoBas HayKa cocpeaoToYeHa Ha U3yYeHUM HOBbIX
TepaneBTUYECKMX OMLMUIA B 3TOM HanpaBAEeHUH.

B cumnosnyme «HoBasi rnaBa B M3y4eHMM caxapHoro gua-
6eTa 1 TMna: Kypc Ha paHHIol AUArHOCTUKY» AKCNEPTbI yAEnu-
JIM MHOFO BHMMaHMWsl BONPOCaM AMArHOCTUKM U anropuTMam
BEAEHMS AeTen Ha pasHblx cTaamax CA1.

C nepBbIM OK1a40M BbICTYNKWAa Bpay AETCKUMA IHAOKPU-
Honor K.M.H. EneHa CtenaHoBHa [leMUHa, KoTopas TaKxe
NPOAEMOHCTPMPOBaAa HeyTeWMNTENbHYIO CTaTUCTUKY pocTa
3aboneBaemoctv C1 y neten B mupe 1 B Poccum 1 otme-
Tuna, 4yto passutne CL1l HauyMHaeTcs C 3anycka ayTouMm-
MYHHOIO MpoLecca, KOTOPbIA MOXET UMETb FEHETUYECKYI0
npeapacnoNoXeHHOCTb, a TPUITEPOM SBASIOTCS pPa3nyHble
daKTopbl OKpYyKatolen cpeabl (BUPYCHblE MHDEKLU MK, NUTa-
HME, MMKPOGUOM KULLIEYHMKa U ap.). B xoge cBoero gokna-

na E.C. lemunHa cgenana akuUEHT Ha 3 cTaausx pasBuUTUS
CA1: 1-5 cTagusa XxapaKTepu3yeTcs NporpeccrpoBaHUEM
ayTOMMMYHHOIO MpoLiecca U NosIBIEHMEM MHOXECTBEHHbIX
ayToaHTuTen (2 n 6onee), HO NPU 3TOM OTMEYAETCH HOPMO-
rMUKEeMUS; Ha 2-# cTagum K NOSIBUBLUMMCS MHOXECTBEHHbIM
ayToaHTUTenam pgob6aBnsgercs AWCIIMKEMWS; Ha 3-i cTa-
ann octaetcs He 6onee 10-20% nNpoayuMpPYOLWMX MHCYNUH
B-KNeToK M NosIBASOTCA KAMHUYECKMM CUMMTOMbl 3a6one-
BaHWS — MOANYPHMS, NONUANNCHUS, MoAndarus, NoanaKkmypus,
CHUXXEHWEe mMacchl Tena pebeHKa, NosABASeTCs NOTPe6HOCTb
B MHCYIMHOTEPanuu. BaxKHO OTMETUTb, YTO PUCK NPOrpeccu-
poBaHus oT 1-1 1 2-11 cTaguun 0o KnnHumyeckoro CA1 coctaB-
nsaet npaktnyeckn 100%.

[JoKnagyvk nogpo6Ho onucana mapkepbl CA1 (ayToaH-
TUTENa), NPU OGHAPYKEHUM KOTOPbLIX €lle Ha AOKAMHUYEe-
CKOM CTaguu MOXHO npeaBuaeTb pa3BuTve 3aboneBaHusd
B 6nuxanwune 5 mam 10 net, — 3TO aHTUTEeNna K TUPO-
3nHobocdaTaze (lA-2), rnytamataekapb6okcunase (GADA),
K ocTpoBKoBoW KneTke (ICA), K TpaHcnopTepy UMHKa (ZnT8)
M K MHCYnAHY (IAA).

Take EneHa CrtenaHoBHa npuBena OCHOBHblE KpuTe-
pUM AMArHOCTUKM KNMHUYeckoro CA1:
® HaJMyMe KIAMHWYECKMX CMMMTOMOB, @ TaKKe YpPOBEHb

rmMkemum > 11,1 mmonb/n;
® ypOBEHb MIOKO3bl B KPOBM HaTOLaK (OTCyTCTBME NoTpe-

6/1EHUS Ka/llopuUM B TeYEHMEe KaK MMHUMYM 8 4) > 7,0

MMOJ1b/N AN YPOBEHb IIOKO3bl KPOBM NPW NPOBEAEHUMU

nepopasnbHOro rOKO30TOIEPaAHTHOrO TecTa Yyepes 2 4

>11,1 mmonb/n;
® YypOBEHb MMUKUPOBaHHOro remornobuHa (HbAlc) > 6,5%.

JleKkTop HanomHuna, YTo Ha CEroAHsWHWNA OEHb eOuH-
CTBEHHbIM MeToAoM Tepanuu CAL1l 9BNSETCH WMHCYAIMHO-
Tepanus, B TOM 4ucne GMOIKBMBANEHTHbIMW aHanoramu
MHCcynnHa. CylwecTBYOT pas/iMyHble cnocobbl ero BBeae-
HUSE — OT WNpPUL-PyYeK Lo nomn. OrpOMHYI0 POsb B leYeHUHU
CA1 wvrpatoT PM3MONOrMYecKn npaBuAbHO NogobpaHHas
AMeTa, NCUX0SIONMYECKOEe KOHCYbTUPOBaAHME U nocelleHne
WKoNbl AnabeTta.

[oKnagynKk onucana, Hackonbko HeratuBHo CA1 Bau-
feT Ha KayecTBO XW3HWM pebeHKa M poauTenen: HadymMHas
C BO3HWKHOBEHMUSI OCJIOKHEHUK 60ne3Hn (Hanpumep, AKA
WU TUMNOMMMKEMMYECKON KOMbI) A0 MOTEPU PEOBEHKOM KOH-
TaKTa C Apy3bsMW M BO3pacTaHus (GpUHAHCOBOW Harpys-
KM Ha cembtlo. IKA — 370 TaxKenoe, yrpoxKatllee XU3HKU
COCTOSIHWE, KOTOpPOE MpOoSBASETCH PE3KMM MOBbIEHUEM
YPOBHS MMOKO3bl M KOHLEHTPAL MK KETOHOBLIX T€/ B KPOBM.
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WH®OPMALIUA COIO3A NEAUATPOB POCCUU

daKkTopamu, BAMSAOWMMKM Ha passuTue KA, asnsioTcs
OTCYTCTBME HACTOPOXKEHHOCTM U OCBeAOMSIEHHOCTM o CA1,
HU3KKUI COLManbHO-3KOHOMMUYECKMI CTaTyC CEMbM, MO3HAS
nvnarHoctvka CA1 v Bo3pacT pebeHKa. PaHHASA agnarHocTuKa
C[1 Ha OOKNMHUYECKMUX CTaaMsix NOMOraeT NpeaoTBpaTuTb
pa3BUTHE AAHHOIO OcnoXHeHus. OcHoBHOW Tepanuen KA
ABNAIOTCA perngparauus U MHCYIMHOTEpanus B peXume
Masblx 4O3.

B 3akntoyeHune E.C. leMrHa npogeMOoHCTpUpoBana Kiau-
HUWYECKUK npumep AeBOYKM 14 neT, CBUAETENbCTBYIOLLINK
0 TOM, KaK BaxHO BOBpeMSs nocTaBuTb agnarHold CA1: nocne
nepeHeceHHoro MHPEKLMOHHOro MOHOHYKNIeo3a B 2023 T.
y pebeHKa BbiiB/eHa MMIOKO3YPUS, MMUKEMUS KPOBWU HaTO-
wak — 6,5-10,8 mmonb/n, HbAlc — 6,8%, C-nentug —
B HOpME. JOHAOKPMHONOrom Oblf BbICTaBAEH AMArHO3:
«uneprinkeMmns HeyTovyHeHHas. HapylweHHas rInKemus
HaTowakK». MNpun camocTosiTeNnbHOM ob6cnefoBaHUKn pebeHka
Ha OCHOBHble ayToaHTWTeNa BbISIBNEHO 3HA4YMMOE MNOBbI-
WweHne 1x yposHs. lMegnatp No MeCTy XuUTenbcTBa npeano-
noxun guarHos «MODY-guabet», Tepanuio He HasHauyuau.
[anee npu ynotpebneHun pebeHKoM yrneBoaoB Yepes 2 4
oTMeYasncs BbICOKUIM YPOBEHb MMKEMUK, MPU ITOM MIOKO3a
KpoBW HaTowak — 5,8 mmonb/n, HbAlc — 6,6%, Hopmanb-
Hble 3HaveHus C-nenTuga u nHcynunHa. Cnycta 2 roga nocne
nepBoro 3anu3oAa rUNepriMkemMun y AEBOYKM MOSIBUAUCH
cnabocTb, NIOXON anneTuT, NoTeps Maccol Tena. Bo Bpems
niaHoBOW rocnutanusauunun BbiaeneH HbAlc — 8,1%, rnio-
Ko3a nfaa3mbl Hatolwak — 11,1 mmonb/n, C-nenTua v UHCy-
IMH — B HOPME, BbICOKME TUTPbl ayTOaHTUTEN; BbICTaBEH
avarHo3 CA1. Ha ¢oHe TOro, 4to 2 roga AeBOYKa Xuna
C MbIC/IblO, YTO Y HEE HET JaHHOro 3a60NeBaHNUS U el HE HYXK-
Ha 6yaeT MHCyNnHoTepanus, y pebeHKa Cny4nnoch «<HepBHoe
noTpsiceHME», Koraa 3HAOKPUHONOr ee ybexaan B ToM,
4TO MOpa BBOAWUTb UHCY/IUH.

Mpogonxkasa AWCKyccuto, Bpay-neguaTp K.M.H. Enena
BnagpumupoBHa KawutyKoBa npeactaBuna B3ra4 neau-
atpa Ha npo6nemy CAl y peter, otmMetuB, yto CA1 —
cepbe3HOe XpPOoHUYeCKoe nporpeccupytoliee 3aboneBaHue,
KOTOPOE NOBbILLIAET PUCK CMEPTHU 3a CYET YBEMYEHNUS KOMK-
4yecTBa CEPAEYHO-COCYANCTbIX OCNOXHEHWI. JIeKTop npuBe-
Na AaHHble aNNAEMMUONOrMYeCKMX UccnegoBarmi o 14 «note-
PSHHbIX FOA4AX W3HW» Y ManbyinkoB U 18 — y fgeBo4eK
npu ge6tote CA1 B Bo3pacTte Ao 10 net. [IOMUMO cepbe3HbIX
COMaTMYEeCKMUX OCJNIOKHEHWUN, Yy pebeHKka ¢ CA1 oTmeua-
lOTCA MCUXONIOrMYeCcKne npobaembl, HanNnpumep paccTpown-
CTBO MULLEBOr0 NOBEAEHMS, TPEBOXKHbIE MW AEeNPECCUBHbIE
na3MmeHeHus. Joknag4yMk NpoaeMoHCTpMpoBana pesynbraThl
nccnenoBaHus, KOTOpble CBUAETENLCTBYIOT O HEraTMBHOM
BnvaHun CA1 Ha ycneBaeMocCTb Y AeTel LWKONbHOro Bo3pac-
Ta, Takue AeTU pexe NnocTynalT B yHUBepcuteT. Hanuyune
C[1y pebeHKa oKa3blBa€eT CyLWECTBEHHOE BAUSHWE U Ha €r0
poauTenen, NosbllWwas PUCK pPa3BUTUA Y HUX CTpecca, Tpe-
BOXHOCTU M genpeccun. MoaToMy BaxKHO, YTOObl pebeHoK,
KOTOPbIA OKa3blBaeTcs B AMana3oHe CKPUHMHra, a TakxKe
€ro cembsl 6bl/IM FOTOBbI MCUXONOTMYECKHM K 3TOMY AMarHo3y
N n3bexanu ypreHTHoro gebtota 601e3HU.

E.B. KanTykoBa noa4yepkHyna, 4to 3anofo3puTb AOKIN-
Huyeckylo ctaguio CAL1 MOXKHO C MOMOLWbIO MpPaBUIbHO
co6paHHOro aHamHe3a (pucK pa3Butua CA1 yBenuymBaeTt-
ca B 15 pas, ecnu y YenoBeKa ecTb POACTBEHHUKKM ¢ CA1)
n 6narogaps BOBpPeMS Ha3Ha4YeHHbIM NabopaTopHbIM UMMY-
HONOrM4YecKnM Mapkepam. [JoKknagyuKk npegcrtaBuna AaH-
Hble 0 TOM, 4TO pUCK pa3BuTua CLL1 yBenMynBaeTcs TaKkkKe
npwv Hanu4umu y pebeHKa Apyrux ayTOMMMYHHbIX 3a6oneBa-
HUM (LeNMaKuKu, peBmaTtougHoro aptputa u ap.). MMeHHo
No3TOMY Ha neaunartpa NOXMTCS OCHOBHAs OTBETCTBEHHOCTb
3a CKPUHWHI U cBoeBpeMeHHoe BbiasneHve CAL1 y aeten,

N9 4ero MOXeT 6biTb MCMONb30BAHO OnpeaesieHne ayTo-
aHTUTEN B pa3Hble BO3pacTHble MPOMEXYTKU. oKasaHo,
4YTO [ABYKPATHbIA CKPUHWHI UMeeT 6osiee BbICOKYH YyB-
CTBUTENbHOCTb, YeM OJHOKpaTHbIW. Bnarogaps CKPUHUHTY
MOXHO 06€ecneynTb HauMeHbllee KONMYeCcTBO rocnuTanmaa-
LM, CBOEBPEMEHHO 0BY4YMUTb CEMbIO U pebeHKa KOHTPOO
Haj YPOBHEM MMMKEMWK, OKal3aTb afeKBaTHYIO MCUXONOMK-
YECKYI0 NOAAEPKKY.

JleKTop oTMeTMNa, YTO 3HAOKPUHOMOr U NeanaTp — ABa
OCHOBHbIX Bpaya B My/bTUANUCLMMIIMHAPHOM KOMaH/e, KOTo-
pble AOMKHbI CMA)eHHO M cornacoBaHHO paboTaTb nocie
ycTaHoBNeHUs pebeHKy anarHosa CA1. [Ans aToro ceroaHs
[IOCTYMHbI Pa3finiHble Pecypcbl, B TOM 4ucle Tenemeau-
LIMHCKME KOHCYNbTaLWW, W, ecnn HeT B [JOCTyne AeTCKOro
3HAOKPUHONOra, NauueHTbl BnpaBe 06paTUTbCA K B3pPOC-
JIOMY 3HAOKPMHOMOTY NpKU peann3dauunn NpodunakTUYeCcKux
ocMoTpoB. lNeanatpbl 40MKHbI 6biTb BOOPYMKEHbI KIMHMYE-
CKMUMM 3HaHMAMKM O cneunduyHocTn cumntomaTrku CAL
M NOHUMATb MapLLpyTU3aLMI0 NaLMEHTOB B CBOEM PErMOHE.

Moasoas wtor, E.B. KanTykoBa oTmeTuna, 4to UMEHHO
PYHKUMS Bpayer NepBUYHOrO 3BEHa SABASETCH BaXHOWM
Ha aTane BbIBAEHUSA U NOCNEAYIOWEr0 MOHUTOPUHIA AeTewn
Ha AOKNMHUYEeCKuMX cTaauax CAL.

3aBeplinsia cCUMNo3nym AETCKUM aHAOKpHHOoNor UpuHa
FeoprueBHa PbIGKMHA, KOTOpas MNO3HaKoOMMWNa Konner
C MeX/[yHapoAHbIMW MNporpamMamMu paHHen AMarHoCTH-
kn CO1. B cBoem goknage MpuHa leoprueBHa npuBena
nccneaoBaHus, HanpaBJ/ieHHble Ha U3ydeHue TedeHna CA1,
KOTOpPble MOXHO pa3aenuTb Ha ABe rpynnbl: NepBble — 3TO
nccneaoBaHUs, KOTopble OblM NPOBEAEHbl Yy NUL, C OTS-
rolweHHbIM cemenHbiM aHaMmHe3oM: TrialNet's, INNODIA
1 TRIADA, a BTOpas rpynna — nonynsunoHHble, rae 6b110
n3y4yeHo nporpeccupoBarHne CA1 go 3-1 ctaauun B o6LLEN
nonynsauuu: DIPP, Frida.

JlekTop noapob6Hee ocTaHoOBMAACb Ha MccnefoBaHWK
TrialNet’s (6onee 250 TbiC. CKPUMHMPOBAHHbIX), Liefblo KOTO-
poro ABNSANIUCL N3YyYEeHUE NPOrpPeccnpoBaHmsa 3aboneBaHus
M OLeHKa ocBeAoMIeHHOCTH 0 cumnTomax CA1. Y BKOYEH-
HbIX B MCCnefoBaHWe NaLWEHTOB M3yyanu Hanuyve ayTo-
aHTUTeN, onpeaensanu nokasaTenu yrneBoAHoro obmeHa,
NPOBOAMAN [NIIOKO30TONEPAHTHbIA TECT U HENnpepbiBHbIN
MOHWUTOPUHI TMKeMUU. Ecnn 6bino BbiIABAEHO > 2 ayTo-
aHTUTEeN, To NpoBoAMNOChL 6Gonee TuwaTeNbHoe Habnwoae-
HWE 0O MOMEHTa Pa3BUTUA KIIMHUYECKUX cumnTomoB CA1.
[JoKnagyvMk oTMeTuna, YTo B AaHHOM MCCeaoBaHWM Yalle
BCEro BbIIBASANINCL ayTOoaHTUTENa K rnyTamataekapboKcu-
Nla3e U K UHCYNUHY.

Oanee W.I. PbibKMHa ocBeTuna pes3ynbraTbl eBponen-
ckoro wuccnegoBaHusa INNODIA. Kputepusimm BKAOYEHUS
ABNSIUCb HanWyne y nauueHTa pPoACTBEHHMKA 1-M NUHUK
poacTtBa ¢ CA1, Bo3pacT oT 1 roaa Ao 45 net. Llenbto nccne-
[10BaHUS OblNIO0 OLLEHWUTb Pe3yNbTaTbl CKPUHUHIA 340POBbIX
POACTBEHHMKOB nauueHToB ¢ CA1 Ha Hanuyne y HWUX ayTo-
QHTUTEN M UBMEHEHUS YPOBHS MIOKO3bl KPOBU. Hepes cKpu-
HUHI npownn 6onee 5000 poACTBEHHWMKOB MaLMEHTOB
¢ CA1 (meanaHa Bo3pacTa 15 nerT), y 8,5% KOTOpbIX 6blK
BbIIBJIeHbl ayToaHTuTena: 5% umMenu oAaHO ayToaHTUTENO
M noytn 2,5% — 6onee AByx ayToaHTUTen. Y geten valie
pPEerncTpupoBanochb > 2 ayToaHTUTEN, Y B3POC/bIX — OAHO
ayToaHTUTenNo.

B cnegyowem npeactaBNeHHOM AOKAaA4YMKOM MUcche-
noBaHun — ASK (CLUA, 21 TbiCc. BK/IOYEHHbIX NaLMEHTOB) —
Oblna NpoBefeHa AMArHOCTUKA Ha [AOKAMHMYecKuin CAL
M uennakuio (noTeHumManbHO 4yactoe KoMop6uaHoe 3ab6o-
fnieBaHune) ¢ Lenbto MHGOPMUPOBAHHOCTM MALMEHTOB U UX
poautenen o cumntomax CA1 n npeaoTBpalleHns pa3BuUTuUs
OKA. B pesynbrate nccnegoBanns y 1% CKPUHUMPOBAHHbIX



Obl/1 BbIIBEH MOBbLILWEHHbIA YPOBEHb ayTOaHTUTEN, U3 HUX
NnofIOBMHA MMENU MHOXECTBEHHble ayToaHTUTena, BTopas
NnofioBUHA — OAHO ayToaHTUTeno. Takum o6pasom, 6bi10
NoKa3aHo, 4TO pacnpoCTPaHEHHOCTb AOKAMHMYecKkoro CAL
coctaBnsina 1%, a 4yactota pa3sutusa KA cpean CKpUHUpoO-
BaHHbIX Y4aCTHUKOB BCTpevanacb B < 5% cnyvyaes, B OTU-
yne oT 62% HECKPMHUPOBAHHbIX. Cpean 33 TbiC. CKPUHUHT-
HeraTuMBHbIX y4acTHMKOB nuwb y 0,01% (3) passunca CAL1
B Te4yeHue 5 NeT, 4TO roBOPUT O BbICOKOM TOYHOCTU BbisiBNE-
HUSt 6ONTIE3HM C MOMOLLbIO UCCNIEA0BAHNSA TUTPA ayTOAHTUTEN
B KPOBM.

[oknaa4nMk ocob60 oTMeTMNa, YTO PUCK NporpeccupoBa-
Hus CA1 pasnuyaeTtcs B 3aBUCUMOCTM OT TUMa ayToaHTW-
Ten. B uccnepoBaHnax NpoageMOHCTPUPOBAHO, YTO aHTMTeNa
K MHCY/IMHY Yalle BbIIBASIOTCA y AeTen Mnajwero Bo3pacTa,
a ayToaHTUTena K rnyramatgekapboKkcunase — y nogpoct-
KOB. Hanuuve aytoaHTUTEN K OCTPOBKOBbLIM K/J€TKam CBW-
feTenbcTByeT 0 6bICTPOM MporpeccMpoBaHMK 3abonesa-
Husi. CaMas HU3Kas CKOPOCTb NMporpeccnpoBaHmsa 601e3HM
OTMEYaeTCs NPU HaAM4YUKM ayToaHTUTEN K ryTamatgekap-
60Kcunase, U1 HA06OPOT — ayToaHTMTena K IA-2 npeacka-
3bIBalOT CaMylo BbICOKYIO CKOPOCTb nNporpeccupoBanmsa CAL
[0 KIMHWYECKOW cTafuu. [JaHHble uccnefoBaHWn, npuee-
[EHHbIE NIEKTOPOM, CBUAETENLCTBYIOT O TOM, 4TO 95% feTen,
Yy KOTOPbIX B BO3pacTe 5 neT 6bi1u BbIIBNEHbl ayToaHTUTeNa,
K ny6epTaTHOMY BO3pacTy AOCTUraloT KIMHUYECKOW cTaaum

CA1. B 10 e BpeMs AeTu, NpoLLeAllne CKPUHUHT, UMeoT
6onee HU3KUK ypoBeHb HbALC Ha MOMEHT MOCTAaHOBKM
KNMHUYECKOro anarHosa. MMeHHo nokasartenb HbALlc Kop-
penupyeTt ¢ AONroCpPOYHbIMU ocnoxkHennamu CAL. Jlektop
y6eauTenbHO MNoKasana, YTo paHHee BbiiBNEHWE ayTo-
aHTUTEN MOXET CHW3WTb YPOBEHb CTpecca y poautenen
npu aMarHoctupoBaHun CA1 B ganbHenwem. PaHHUI CKpu-
HWUHI HE TONbKO CMOCOGCTBYET YMEHbLIEHUIO YacTOTbl pas-
BUTUA [IKA, HO 1 BIMSIET HA CHUXKEHWE KONMYyecTBa rocnura-
NU3auni U BpemeHu npebbiBaHUsA pebeHKa B peaHuMal i,
TaK KaK 60/bLUMHCTBO AeTeN Tyaa He NonajtoT.

Moasoas utorn, U.I. PbiBKMHa 03BYy4Yuna HOBblE MO3U-
umMm o6HoBNeHHoro B 2024 . KOHCEHCYCHOro PyKoBO/ACTBa
ISPAD (MeayHapoaHoe 06LLeCTBO MO JIEYEHUIO CaxapHOro
nvabeta y AeTen M MOAPOCTKOB) MO BEAEHWUIO MaLMEHTOB
¢ CA1. MupoBble 3KcnepTbl NpeaniaraloT OCYLLeCTBAATb
perynapHbIn KOHTPO/b YPOBHEN ayTOAHTUTEN B CbIBOPOTKE
KPOBM, NPOBOANTb METAB0/IMYECKMIA MOHUTOPUHT (onpeae-
NleHne rMUKO3MAMPOBAHHOIO remornobuHa U ypoBHSA T10-
KO3bl KPOBW) AETAM, UMEOWMUM AOKJIMHUYECKYIO CTaauio
CO1. PebeHKy, umetolemy > 2 ayTOoaHTUTEN, PEKOMEHAY-
eTcs NPOBOAUTb PEryNsPHbIA KOHTPONb YPOBHSA T[/HOKO3bl
KpoBu u HbALlc, rnOKO30TONEPAHTHbIM TECT, HEenpepbiB-
HbIi MOHUTOPUWHI B C/IENOM pPEXKMME, OLeHUBATb pa3BUTHE
KIMHUYECKUX CMMMNTOMOB W OKa3blBaTb MCUXOCOLMASbHYIO
NoAAEPHKKY.
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‘W) Check for updates

Cumno3suymbl «[lucnaHcepusauuva geteun
B PoccuucKkoun ®epepauuun. Hosblie anroputmbi»
M «CNIOXKHbIW NaLUEHT Ha nNpueme
Yy raCTpoO3HTEepoJiora: TabMpPUHT AUArHo30B»

Ha cumnosuymax «[AucnaHcepusailms aetern B Poccurickor deaepaimn. HoBbie anropuTMbi»
n «CJI0MHbIN NaLMeHT Ha MPUEME Y raCTPOIHTEPOI0ra: 1abupPUHT AUArHO30B», MPOLLEALLNX B paMKax
XXVI KoHrpecca neagmatpoB Poccnu ¢ MexxayHapoaHbIM y4acTUEM «AKTyaslbHble MpobsemMsl neama-
TPumn», Beaylline cneLmaanctbl 06CyanaIn MOAEPHUIALINIO CUCTEMbI AETCKUX NPOGOCMOTPOB, aKLIEH-
TMPOBAaB BHUMAaHWE Ha PaHHEHN AMArHOCTUKE PefKnx 3abosieBaHun Yepe3 BHEAPEHNE HOBbLIX asiro-
PUTMOB MPOPOCMOTPOB, MEXANCLMMIMHAPHbINA MOAX0A U MOBbILIEHNE HACTOPOXKEHHOCTU Bpayven,
a TaK»e BOrpocCkl IMarHoCTUKK 1 ied4eHns1 6one3Hn HumaHHa — lNuka tmunoB A, A/B, B.

epBbIn CcMMNO3NymM — «[JUcnaHcepusauus peteun

B Poccuiickon depepauunn. HoBble anropuTMbl» —
OTKpblla A.M.H., npodeccop HaTto [dKymGepoBHa
Bawakmapa3se c goknagom «[lposBegeHne nepumoanyecKmx
MEAULMHCKMX OCMOTPOB HECOBEPLWEHHONETHUX: HOBblE
anropuTMbl», NOCBALLEHHOM MepecMoTpy MOAXOAOB K MpPo-
dunakTnyecknm ocmoTpam aeten. B pamKax npoekTa npea-
NOXEHO BKIOYMTbL pa3oBoe onpegeneHve KpeatuHbocho-
KnHasbl (KPK) n xonectepuvHa B nepeyvyeHb 0683aTeNbHbIX
nccneagoBaHuM. AKLIEHT caeflaH Ha HU3KYl 4acToTy npod-
OCMOTPOB — Wb 27% AeTen NpoxoasdT WX perynasipHo,
HECMOTPS Ha Ba)KHOCTb PaHHEro BblBAEHUS MaTONOrUN.
MpodunnakTMYecKnin OCMOTP ONpeaeneH KaK KOMMIEKC
MEpPOnpUATUIA, HamnpaBiEHHbIX Ha PaHHIOK AWArHOCTUKY
3a60/1€BaHUI, OLLEHKY rpynn 340P0OBbS U pa3paboTKy MHAK-
BUAYyanbHbIX pPeKoMeHfauui. B cxeMy agucnaHcepusauuu
cyMmapHo BxogaT 105 ocMoTpoB cneunanuctamu (neguatp,
cTomartonor, Hesponor, JIOP, xupypr, obTanbMonor, optonea,
3HAOKPUHONON, NcuxuaTtp, yponor/ruHeKkonor), 25 UHCTPY-
MEeHTanbHbIX M TabopaTOpPHbIX UCCNEf0BaAHUNA.

[MaBHOM Lenblo AoKNaja cTano npeactaBfieHMe HOBO-
ro cnpaBOYHWKa MO BbIABJAEHMIO NALMEHTOB ¢ opdaHHbIMU
6onesHAMM B xoAe MpodunakTUYecKnx OCMOTpPOB. B Hem
noApo6GHO ONUcaHbl KNOYEBbIE MAPKEPbl HaCNeACTBEHHbIX
naToNorni, BO3pacTHble anropuTMbl OCMOTPOB C Mepey-
HEM BOMPOCOB ANs poauTenem W «KpacHbiMu dnaramu»
4NS KaXaoro cneuuanucta. Ha npumepe Mykononucaxa-
puaosza | Tuna (MMC |) 6bina NpoAeMOHCTPUPOBaHa BaX-
HOCTb MyAbTUAMCUMMNAMHAPHOIO noaxofa. 3aboneBaHue
XapaKTepusyeTcs pasHoobpasnem beHOTUNOB — OT TsKe-
NbIXx GOpPM C MopaKeHWeM LEeHTpanbHON HEpPBHOW, Ablxa-
TEeNbHOW U CEPAEYHO-COCYANCTON CUCTEM A0 6onee MArKUX
BapuaHTOB. Bpayam pexkomeHaoBaHO ob6pauwatb BHUMa-
HME Ha aHTPOMOMEeTpUYECKME MoKazaTenu (pocT, macca
Tena, OKPYXXHOCTb rofnoBbl), GOpPMYy ron0Bbl, MOparKeHue
CyCcTaBOB, renatoMeranuio, KapnaibHbli CUHAPOM, YacTble
pecnupatopHble MHOEKLMK, WYMHOE AblXaHWe, U3MEHEHHUS
ronoca, anHod, PeuMAnBUPYIOLLNE TPbIXKKW, CHUXKEHUE CAy-
Xa, MOMYTHEHWE POroBULbI, MHTENNEKTYaNbHbIN AePULMT.
Oco60e 3HayYeHe UMEIOT AaHHble NePKYCCUM U Nanbnauuu
OpPIOWHOM NOMOCTH, @ TaKKe pesynbTaTbl aXoKapanorpadum
W aneKkTpoKapanorpadum AN OLLEHKM COCTOSIHUS cephed-
Ho-cocyamcTon cuctemnl. H.[. Balwakmagse nogyepkHyna,

4yTo gaxke msarkne dopmbl MIMC | MoryT 6biTb BbISIBAEHbI
npwv TLLaTelbHOM OCMOTPE: BaXHO HabnoaaTh, Kak pebeHoK
BXOAMT B KabuHeT, 6epeT npeameThl, oueHUBaTb COCTOS-
HWe rnas, NPoBePsATb Hanuymne rpoixk. «lpodunakTuyeckue
OCMOTPbl — 3TO He TO/NbKO 0683aHHOCTb MEAULIMHCKMUX
pabOTHMKOB, HO M OTBETCTBEHHOCTb BCErO 06LeCcTBa, BK/O-
Yyaa poauTenen, 3a 340pOBbe NogpacTaloero NOKONEHUS.
3a60Ta 0 340pPOBbE HaYMHAETCHA C NPOOUNAKTUKK, U KarK-
[bl OCMOTP — 3TO BO3MOXHOCTb CNAacTW XU3Hb W YIY4LIUTb
ee KayecTBO», — 3aKJ/4una Hato Jxymb6epoBHa.
Bpay-peBmatonor pA.m.H., npodeccop Muxaun
Muxaiinosuu KocTUK BbICTYNUA C JOKNaLOM, NOCBSLWEH-
HbIM C/IOXHOCTAM paHHen auarHoctuku MIIC |. B cBoem
BbICTYMNEHUN IKCNEPT NOAYEPKHYAN, 4TO OKono 90% naum-
E€HTOB € MArkumu dopmammn 3aboneBaHns ocTatoTca Heauna-
FHOCTMPOBAHHbLIMUK, Hab4asACb Yy OPTONEA0B M HEBPOIOroB
C oWwnb6o4YHbIMK anarHodamun. Ocoboe BHUMaHWe 6blno yae-
JIEHO PEBMATOJIONMYECKUM acrneKkTam 6one3Hun: y 70% nauyu-
E€HTOB C MArkumu popmamm MIC | oTMevatoTca HapyLLeHUS
NOABUXHOCTK CycTaBoB, a y 80% — KOHTPaKTypbl, KOTOpble
4acTo NPOSIBASAOTCA 3@ roAbl 4O MOCTAHOBKM MPaBUbHOIO
AvarHosa. XapaKTepHbIMM MpU3HaKamMu BbICTynaloT Tyro-
NOABMUXHOCTb CyCTaBOB B TevyeHue BCero gHA 6e3 npwu-
3HAKOB BOCMaNeHUs, OTCYTCTBME OTBETa Ha CTaHAapTHYO
NPOTMBOBOCNANMUTENbHYIO Tepanuio, a TaKXe covyeTaHue
C MyNoOYHbIMK WM MaxoBbIMWU TPblXKaMK, MOpParKeHUem cep-
Oe4yHblx KnanaHoB. lNpodeccop M.M. KocTuk npeactaBun
KJIMHUYECKME CNyvyaun, AEMOHCTPUPYIOLLME AMAarHOCTUYECKUE
OWMOKU: 3-NE€THUN ManbyMK C KapnanbHbIM TYHHENbHbIM
CMHAPOMOM, M3Ha4yasbHO NONyYaBLWWIA fleyeHue No MnoBo-
[y 1OBEHUNBbHOrO apTputa, U 30-NeTHUI NauueHT, AMarHos3
KOTOPOMY 6blNl YCTAHOBJ/IEH TOMBKO Noc/ie o6palleHUs ero
6epeMeHHON Cynpyru B nepuHaTalibHbli LLEHTP C BONPOCOM:
«MOHO 1 Ha Y3U yBUAETb UBMEHEHUE KUCTEN KaK Y Manbl».
B noknage noapo6HO pasobpaHbl AnddepeHumnanbHo-ana-
rHOCTUYeCcKue Kputepun mexay MIC | n oBEHUIbHbIM
apTpUTOM, 0C060€ BHUMAHWE YAENEHO 3HAYEHWUID peHTre-
HOMIOrMYECKOro MccneaoBaHusl, KOTopoe MO3BONSET Bbifi-
BUTb XapaKTepHble N3MEHEHUS KOCTHOM TKaHW. OTMeYeHo,
4YTO NJeYeBble M NOKTEBbIE CyCcTaBbl SBAAOTCA Haubonee
APKUMU MapKepamu AN GUarHOCTUKK, a KapnasbHbI TyH-
HeNbHbIM CUHAPOM CYLLECTBEHHO BUSIET Ha KA4ECTBO XKU3HU
nauneHToB. SKCNEPT NPeACTaBUA NPaKTUYECKUIR anropuTM,



KaK 3anogo3putb MMC | y nauneHToB ¢ HeO6bACHUMOWM
TYronoABW}KHOCTbIO CYyCTaBOB, PEKOMeHAOBaB obpaliaTb
BHMMaHWe Ha COYeTaHWe CyCTaBHOIO CUMHApPOMa C nopa-
KEHUEM cepAeyHblX KnanaHoB, HaNMYMEM TpPbiX, 3a4epiK-
KOM pocTa unu nyb6epTaTHOro cKayka. [ogyepKkHyTa Bax-
HOCTb MEXAMUCUMMNIMHAPHOIO NOAX0Aa U HAaCTOPOXEHHOCTH
neanaTpoB B OTHOLWEHMM 3TOr0 peaxkoro 3aboneBaHMs.
«Y Kaxporo Tpetbero pebeHka ¢ MIMC | cyctaBHOM CUHAPOM
NPUBOAMT K OWKWGOYHOMY AMarHo3dy B peBMAaTonoruu, —
otmeTun npodeccop M.M. KocTuKk. — Mpu BbISBNEHUN NONK-
APTUKYNAPHOIO MOpaxeHus HeobxoAMMO aKTUBHO WCKaTb
[ONONHUTENbHbIE CUMMATOMbI, @ OrpaHUYeHne NOABUKHOCTH
CYyCTaBOB KWUCTeN aBnseTcs Haubonee cneunduyHbiM Map-
Kepom 3aboneBaHus». [loknag Bbl3Ban XWBOW MHTepec
npodeccnoHanbHOro coobliecTsa, NOAYEPKHYB Heobxoam-
MOCTb MOBbILEHNSI HACTOPOXKEHHOCTU Bpayen NepBUYHOIoO
3BeHa B OTHOLWEHWU PeaKuUx meTabonmnyeckux 3abonesa-
HWIM, MacKMpPYOLWKUXCS NOA PacnpOCTPaHEeHHy NaTonoruio.

[acTpoaHTeponor A.M.H. AHagpehn Hukonaesuy CypKkoB
BbICTYMWA C BaXHbIM JOKN1a4OM O PO/ raCTPO3HTEPONOroB
B AMcnaHcepusauun aeten, obpatuB ocob6oe BHUMaHue
Ha AMArHOCTUKY PeaKMX HacneAcTBEHHbIX 3aboneBaHui.
B cBOeM BbICTYN/aeHWM 3KCNEPT OTMETUI, YTO KOHCyNbTa-
LMS racTpoaHTeposiora He npeaycMoTpeHa B nporpamme
NPodUIaKTUHECKMX OCMOTPOB, YTO AenaeT OCOBEHHO Ba-
HOM HaCTOPOXEHHOCTb MeanaTpoB M XMPYProB B OTHOLWeE-
HUW TaKMX CUMMNTOMOB, KaK renafto- v crnaeHoMeranus,
KOTOpble MOryT yKa3blBaTb Ha HacneicTBeHHble 60ne3Hu
o6MeHa BeLecTB, KPOBK U Apyrue cepbe3Hble 3abonesa-
HusA. A.H. CypKOB npuBEN KAMHWUYECKUW Cly4yarh Masb4u-
Ka, Y KOTOPOro ¢ pPOXAEHWs oTMeyanacb renatomeranus,
a K ABYM rogam 6bina BnepBble BbiiBAeHa CnaeHOMeranms.
Mpun rocnutanusauun B deaepanbHbI LEHTP B BO3pacTe
7 net 4 Mec 6bI/10 BbISIBNEHO YBENNYEHUE NeYeHn Ha 12 cm
W ceneseHkn Ha 16 cm, conpoBoXjatolieecs TPOMO6OLMTO-
neHnen, 3Ha4yuMTeNbHbIM MOBbIWEHWEM MNeYeHO4YHbIX dep-
MEHTOB M pazBuTneM umnppo3sa (F4 no dnbpoanactomeTpum).
B xone anddepeHunanbHOM AUarHoCTUKK Bblsi UCKOYEHbI
60/1e3HU HAaKOMNEHNS TIMKOreHa, 60n1e3Hb [oWwe U B KOHeY-
HOM UTOre yCTaHOB/EH AnarHo3 6one3Hn HumaHHa — lMNuka,
TMN B, ANA KOTOPOro xapaKTepHbl renatocnjieHomeranms,
TPOMOOUMTOMEHUS, aTeporeHHbln NUNUAHBbIK Npodulb
M MYNbTUCUCTEMHBIM NPOrpPECcCUpYIOWN XapaKTep Tede-
HUA. JoKnagyuk noayvyepkHyn, y4to y 50-70% nauuneHToB
C 9TMM 3aboneBaHMeM OTMeYaloTCsl HapylweHue QyHKUUK
neYyeHu ¢ NoBbileHNEM acnapTataMuHoTpaHcdepasbl (ACT),
allaHuHamuHoTpaHchepasbl (AJIT) n 6unupybuHa, a TakKe
3afepKa pocTa U pasBuUTUSA, YTO TpebyeT 0coO60ro BHUMa-
HUS nNpu obcnefoBaHWU AeTen ¢ Nogo6HOM CUMMNTOMAaTHU-
Kown. Mpodeccop A.H. CypkoB 06paTui BHUMaHUE Ha HEOO-
XOAMMOCTb BKJIIOYEHMS FAcTPOIHTEPOSIOrOB B NporpaMmmy
avcnaHcepusaummn geten, oCO6EHHO y4uTbiBas OrpaHuyeH-
HOCTb YNbTPa3BYKOBbIX UCCNeAOBaHWUM OpraHoB OGpOWHOM
NnofIoCTU B pamKax NpodunakTMyecKmux ocMoTpoB (B 1 Mec,
6 1 15 neT), 4HTO MOXKET NPMBECTU K NO3AHEN AMArHOCTUKE
TSXKENbIX HacNeACTBEHHbIX 3a60oneBaHum.

B 3aBepwatoweM Aoknage cuMmnosvyma 3asegytoulas
Kadenpown HeBponorun BonrfrMY a.m.H., npodeccop Onbra
BuktopoBHa KypywuHa npegctaBuia BaxHble acneKTbl
y4yacTus HEBPOMOroB B AMCNaHcepu3aunn geTten, obpaTvs
0co60e BHMMaHMEe Ha AWarHOCTUKY PefKMX HacneacTBeH-
HblIX 3a6oneBaHuin. B cBOEM BbICTYMIEHUM IKCNEPT OTMe-
Tuna, 4to 3a 18 net npodunakTM4eckoro HabnwaeHus
HeBposor ocmaTpmBaeT pebeHKa Bcero 9 pas, 4Yto genaet
KaXXAbli TaKOM OCMOTP OCOGEHHO LIEHHBIM ANS BbISBNEHUS
CKpbITOn natonoruu. NMpodeccop 0.B. KypywurHa npueena
KJIMHUYECKUIN Cchlydarh ManbymMKa OT OGAM3KOPOACTBEHHOrO

6pakKa, y KOTOporo nNpu n1aHoOBOM OCMOTPE 6blfn BbISBAEHbI
XapaKTepHble NPU3HaKM MUONaTUK: KPbITOBUAHbLIE NONATKMK,
M3MEHEHME OCaHKW, YTPEHHME MbllWeYHble 60NN, CHUMKEH-
Has duM3MYecKass aKTMBHOCTb M crneunduyeckne xanobbl
Ha MOBbLIWEHHYIO YTOMISEMOCTb, YacTble NafeHUs U 3Hy-
pes3. 0coboe BHMMaHWe 6blNO yaeneHo muonaTtu4yeckomy
CMMMNTOMOKOMMIEKCY, BKOYalOLWEMY B cebs CUMMETPHY-
HYI0O MPOKCUMAsbHYIO MbIWEYHY0 €1aboCTb, MNOACHUYHbLIN
rMnepnopaos, «0CUHylo» Tanuto, cMMnToM foBepca u xapak-
TEePHblE UBMEHEHNS MUMMUKM (JIMLO MUonaTar). B xoae yray-
6neHHoro o6cnegoBaHusa y nauuveHta 6blna AUMarHoCTU-
poBaHa 6one3Hb lomne (ruMkoreHos Il TMna) — peakoe
HacnegCcTBeHHOe 3aboneBaHne ¢ HaKoMMeHMeM FUMKoreHa
B MbllWLaX, 3ano403pPeHHOE NPU PE3KO CHUIKEHHOW aKTWB-
HOCTU anbda-rnoKo3ngasbl U NOATBEPKAEHHOE MONEKy-
NApHO-reHeTnyecku. Mpodeccop noayvepKHyna, YTo Aarke
ymMepeHHoe noBblleHne KPK npu Hanuymm KAMHUYECKUX
CMMMNTOMOB TPEBYET UCKIOYEHMS 3TOrO ANarHo3a. «<bonesHb
[lomne ¢ No3gHWUM Hayvanom npejcrtaBnser cobon Hey-
KIOHHO Mporpeccupylollee coctosiHme, — otmetuna Onbra
BrvkTopoBHa. — Be3 cBOEBPEMEHHOIO NIe4eHUs NaLMeHTbI
HEN36EXHO OKa3blBaAlOTCA B MHBAIMLHOM Kpeche U MoryT
NOrM6HYTb OT AblXaTeNbHON HEAOCTATOYHOCT M.

B poknage 6blan NoApo6HO pacCMOTPeEHbl Kito4yeBble
AVMarHoCTUYEeCKMEe MapKepbl: MNPOKCMMaNnbHas Mbllley-
Has cnabocCTb (ArogM4YHble MblWUbl, NepeaHas GptowHas
CTEHKa), AblXxaTeNnbHble HapyleHus (4acTble pecnupaTop-
Hble MHPEKLMU, YTPEHHUE TON0BHble 60/M), yMepeHHoe
noBblleHWe nevyeHouyHbix pepmeHToB (AJIT, ACT) n KPK,
XapaKTepHbIE U3MEHEHUS Mpu ANTEKTPOHenpoMunorpaduu.
Mpodeccop 0.B. KypyliMHa oco60 noa4epKHyna BaXKHOCTb
HaCTOPOXEHHOCTU Bpayen MepBMYHOro 3BEHa B OTHOLIE-
HWUW PaHHUX CUMNTOMOB HEPBHO-MbILLEYHbIX 3a6oneBaHum
N HEeO6X04MMOCTb NPOBeAeHUS GEPMEHTHOM ANArHOCTUKMU
npu Nogo3peHun Ha 6onesHb [lomne, y4uTbiBas Hanuyue
naToreHeTMyeckon depmeHTo3aMeCcTUTENbHON Tepanuu,
CNOCOGHOW 3HAYUTENbHO YNYYLWUTb NPOrHO3 3a60eBaHNS.
«CBOEBpPEMEHHAs AMarHoCTMKa — 3T0 BO3MOXHOCTb n3Me-

HUTb cyabOy NaumeHTa», — 3aKka4una ceon goknag Onbra
BuKTOpOBHa.
BTtopow cumnosnym — «CnoXHbIA NauMeHT Ha npueme

y racTpoaHTeponora: n1abupuHT AMarHo30B8» — 6bla MNOCBS-
LeH BOMpocam AMarHOCTUKKU U nedveHus geduumnta Kucnom
cPUHromMmmennHasbl, M3BECTHOro Kak 60ne3Hb HumaHHa —
MNuka Tvnos A, A/B n B.

O.m.H. Aanuta AcxatoBHa KamanoBa npegcrtaBuna
YHUKaNbHbIA KIWMHUYECKMI cnydyarh 13-neTHero MasnbyuKa
¢ 60/1e3HbI0 HUMaHHa — MuKa, Tvn A/B. Joknagyvk nogpo6-
HO pasobpana 5-NeTHUM AMarHoCTUYECKUIW NYyTb NauueHTa,
HayaBlWMNCA B 3-NeTHEM BO3pacTe C BbIIBAEHUS che-
HOMEeranuMn u TPOMOBOUMTONEHUN. «ITOT Cayvyan HarnsgHo
noKasblBaeT, KaK Hecneunduyeckre CUMNTOMbl — Nepu-
oAgM4YecKne 60NM B KMBOTE, MOXOWM anneTuT, oTcTaBa-
HMe B GM3MYECKOM pa3BUTUM M YacTble PecrnupaTopHble
MHDEKLMM — MOTYT CKpbIBaTb CEPbE3HOE HacneACcTBEHHOE
3abonesaHue», — oTMmeTuna Aanuta AcxaToBHa. Ocoboe
BHUMaHWe 6blN0 yaeNneHo No3dTanHOMYy AMArHOCTUYECKOMY
NMOUCKY, BKJ/lO4aBWeMy OOGHapyXeHWe MNEeHUCTbIX KIeToK
(kneToK HumaHHa — [KMKa) B MNyHKTaTe KOCTHOro Moa3ra,
WUCKJIlOYEeHWe apyrux 6onesHen Hakonnewus (GM1 raHrnu-
03nfo3a U 60ne3Hn lowe), NpoBefeHne 3IH3UMoAMarHo-
CTUKM, BbliBUBLIEN AedULNUT KUCNION CHOUHIOMUENUHAE3bI,
MONEKYNSAPHO-reHEeTUYECKOe NOATBEPKAEHME AnarHosa
(BbIIBNIEHWE ABYX NATOr€HHbIX BapuaHToB B reHe SMPD1).
A.A. KamanoBa nogyepkHyna BaxHOCTb MeXAWCUMNIMHap-
HOro nogxoga: «ToNbKO COBMEeCTHasi paboTa racTpo3HTepPO-
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N0roB, reMaTofioroB, reHeTUKOB M HEBPOJIOrOB MO3BoOAMAA
YCTaHOBUTb NPaBUbHbIM AUArHOS3».

«JTOT cllydaw YHMKaNneH He TONbKO ANMTENbHbIM [ua-
FHOCTMYECKUM MOWMCKOM, HO W CNOXHOCTbIO onpeneneHus
KOHKpeTHOoro Tuna 3ab6oneBaHus (B wnn A/B), — panee
oTmMeTuna akenepT. — OH HarnaAHO AEMOHCTPUpPYET HEO6XO-
AMMOCTb pa3paboTKN YETKUX ANarHOCTUHECKUX alrOPUTMOB
M Ba)HOCTb CBOEBPEMEHHOIO Havyana Tepanuu». B 3aKknto-
YyeHue 6bln NpeacTaBieHbl COBPEMEHHbIE NOAXOAbI K Befe-
HWIO MauneHToB € 60ne3Hblo HumaHHa — luKa 1 nogyep-
KHYT@ Ba)XHOCTb MOBbILEHNS HACTOPOXKEHHOCTU Bpayen
NepPBMYHOIO 3BEHA B OTHOLUEHWU PEAKMX HacneaCTBEHHbIX
3a60/1eBaHUN. «3a KaxXablM HecneunPpUyecKkum CUMNTOMOM
MOXET CKPbIBATbCS ClOXKHasf AMarHOCTMYeCcKas 3arafka,
pelweHne KOTOPOM CMOCOBHO M3MEHWTb XWM3Hb MaUMeH-
Ta», — pesloMupoBana Aanunta AcxaToBHa.

Bo BTOopom poknage — «PefkuMe M He Takue pepkue
3aboneBaHUs, XapaKTepusylowuecs renatocnieHome-
ranven» — AO.M.H., npodeccop TaTbsiHa BuUKTOpOoBHa
CTpoKoBa npejacTaBuna Kioyesble acnekTbl guddepeH-
LManbHOM AMArHOCTMKM renaTocnieHomeranumu. dKenept
aKLeHTUupoBana BHUMaHWE Ha CMOXHOM KIWHWYECKOM
cnyyae, Korga nauueHt 20 neT wen K npaBuibHOMY Ana-
rHO3Yy, Ha4yaBLWeMYCSs C U30IMPOBAHHOW renatocnieHome-
ranuun. Mpodeccop T.B. CTpokoBa noapo6HO paszobpana
AMarHoCTUYECKMM anropmuT™ Npu BbiBAEHUU renaTocnne-
HOMEranauu, NogYyepKHyB HEO6XOAMMOCTb KOMMNEKCHOro
noaxoga. Oco6oe BHMMaHWe 6bIN0 yaeneHo TwarteabHOMYy
cO6opy aHaMHe3a, BKJIlo4asd cCeMenHbli aHaMHe3, 0COOeH-
HOCTM TeyeHUs 6epeMeHHOCTU U paHHEro HeoHaTaNbHO-
ro nepuoga. lNpu ¢u3MKanbHOM 06CNefOBaHUU BaXKHO
oLeHMBaTb MPOMOPLUOHANBbHOCTb TENOCNOXEHUS, LBET
KOXHbIX MOKPOBOB W Hann4ynMe BHENeYeHo4YHbIX 3HaKOB —
nasabMapHOM 3pUTEMbI, COCYAUCTbIX 3BE3L0YEK, KCaHTe-
nasm.

B noknage npeactaBneH OGLWMPHBLIM MepevyeHb 3abo-
NneBaHWi, COMPOBOXAAMLWMXCA renaTocnjieHoMeraanen:
OT 60/1e3HN BunbcoHa 1 geduunta anbda-1-aHTUTPUNCHMHA
[10 pa3nyHbIX HacneaCcTBEHHbIX 601e3Hen 0OMeHa BelLecTB.
Oco6oe BHMMaHWE yaeneHo NM30COMHbIM 60NE3HSAM HaKo-
NMIEHUS, YacToTa KOTOPbIX cocTaBaseT 1 ciaydyan Ha 7—8 Thic.
HOBOPOXAEHHbIX. Cpean HUX BblgeneHbl 60ne3Hb louwe,
60ne3Hb HUMaHHa — lWKa, 60n1e3Hb HaKonneHns adupos
xonecTtepuHa u 6onesHb llomne, rae cBoeBpeMeHHasa ava-
FHOCTMKa 0COBEHHO BakHa AN19 Havyana natoreHeTM4eCcKon
Tepanuun. Mpodeccop CTpokoBa NOAPO6GHO OCTaHOBMMACH
Ha 6one3Hn HumaHHa — lMwuka TMnoB A, A/B 1 B. 3Kcnept
noAyYepKHyna CyweCcTBEHHbIE Pas3nyuMsa Mexay Tunamu
3ab6oneBaHus: Npu TMne A oxxmaaemas NpoAOIKUTENbHOCTb
U3HW MeHee 3 feT, Toraa Kak Tvnbl B n A/B xapakTtepu-
3yloTca BapuabenbHbiM TedeHneM. [1na Bcex TUNOB Xapak-
TEPHbl renatomerannsi ¢ BO3MOXHbIM pa3Butuem dubposa
M UMppO3a, cnaeHomeranus, reMaTonorMyeckue Hapyuwe-
HWS, NOparkKeHne KOCTHOW M AblXxaTeNbHOM CUCTEM, AUCIU-
nMAeEMmUa ¢ HU3KUM ypoBHem JITBI, a TaKxe BoBJie4YeHne
cepaevyHo-coCyAnCTON U HEPBHOM CUCTEM.

«'enatocnneHomeranMa — 3TO CUMMNTOM-XaMeneoH,
KOTOPbIN MOMET MacKMpOBaTb AECATKWM PasfinyHbIX 3ab60-
neBaHuMn, — oTMeTuna TatbsiHa BuKTOpoBHa. — B 60/ib-
LUMHCTBE CNyYaeB MPaKTUKYylOLIME Bpayu He 3aaymbiBaloT-
CSl 0 PeAKux AvarHozax, CTOSIMX 3a 3TUM MPOSBIEHUEM.
O4HAKO MMEHHO MyNbTUAUCUMMIMHAPHbBIA NOAX0A U HaAcTo-
POXEHHOCTb B OTHOLWIEHWW peaKkMx 6one3Hen no3BOoNST
YCTaHOBUTb NpaBU/IbHbIN AWArHO3 U CBOEBPEMEHHO HavyaTb
neyeHuner. B 3akntoyeHune npodeccop CTpoKkoBa NOAYEPKHY-
/la BaXHOCTb AMHAMMYECKOro HabnwaeHus 3a nadoparop-
HbIMMW NOKa3aTenamMu (NenKoneHns, TPOMBOLIUTONEHUS, aHe-
MUS KaK MposiBieHWa runepcnieHn3ma) 1 HeobxoamMmocTb
nccnefoBaHUs IM30COMHbIX GEPMEHTOB MpPW NMOAO03PEHUM
Ha 60M1e3HM HaKoMNeHus.

O.m.H. EKatepuHa KOpbeBHa 3axapoBa BbiCTynuia
C 3aK/loYvalolnmM A0KIaaoM, MOCBSALIEHHbBIM COBPEMEH-
HbIM MoAxoAaM K nabopaTopHOM AuMarHocTUKe 6o0sie3Hu
HumaHHa — lMNMuka TMnos A, A/B 1 B. B cBOEM BbICTYM/IEHUU
3KcnepT Noapo6HO OCBETUNIA NATOreHeTUYECKUE MexaHu3-
Mbl 3ab6oneBaHusl, CBA3aAHHble C AeduUUUTOM depMeHTa
KUCNON cduHrommenmHasbl. [JoKnagyunk nogpobHO ocse-
TWNa KOMMNEKCHbIA NOAX0A K AMarHOCTMKe 3aboneBaHus.
«30/10TbIM CTaHAAPTOM» ANArHOCTUKM GblNIO Ha3BaHO onpe-
[leneHne aKTUBHOCTU KMCIOoM CPUHTOMUENNHa3bl C UCMNOSb-
30BaHWEM COBPEMEHHbIX TEXHOIOMMI, BKAOYAs TaHAEMHYIO
mMacc-cnektTpomeTpuio. Ocoboe BHUMaHWE ObiNO yaeneHo
BO3MOHOCTN OAHOBPEMEHHOTO UCCNIEJ0BAHNSA HECKObKMX
GEepMEHTOB, YTO 3HAYMUTENbHO ynpouwaeT agudpdepeHumanb-
HYIO AMArHOCTUKY C APYTMMU BGONE3HAMU HAKOMNEHNUS, TaKK-
MW KaK 6onesHb lowe, NMomne u mykononucaxapungo3s | tnna.

Ba)KHbIM acneKToM AoKnaja cTano ob6cCyxAaeHue 6uo-
MapKepoB 3a60/1eBaHuUs, B HaCTHOCTU IM30CHUHTOMUENNHA
n nusochbuHrommennHa-509, KoTopble He TONbKO MOMO-
ralot B anddepeHuUnanbHON AMarHOCTUKE Mexay Tuna-
MM C 1 A/B, HO ¥ MOTYT UMETb MPOrHOCTMYECKOE 3Hauye-
Hue. «Y nauuneHToB ¢ TMnamun A, A/B n B mbl Habnwogaem
KOppensauumio Mexay ypoBHEM MeTaboNIMTOB M KWHWUYe-
CKMUM PEHOTUNOM — YeM Bbllle KOHLUEHTpaumsa TM30ChOUH-
roMuenuHa, Tem Tsxenee dopma 3aboneBaHusl», — oTme-
Tuna E.FO. 3axapoBa. [loknagynKk noapo6bHO ocTaHoBMNACh
Ha MOJIEKYNSIPHO-TEHETUYECKMX OCOBEHHOCTAX 3aboneBa-
HWS, yKasaB, 4YTO y NaLMEHTOB ¢ AePULUTOM KMCNOM CPUH-
roMuenuHasbl onpegeneHne AByx NaToreHHblXx BapuaHTOB
reHa SMPD1 Heo6xoAMMO A9 NOATBEPXKAEHMA AuvarHosa.
Oco6bi MHTEPEC Bbi3Bana npeacTaB/eHHas cucTeMa CKpu-
HWUHra NauWMeHTOB MpPM MOMOLLM MNPOCMEKTUBHOro otbopa
C/ly4aeB HEACHOro reHe3a B COYETaHWM C onpefeneHHbIMU
Kogamu MKB-10. «BHeapeHne noao6HbIX Nporpamm no3sBo-
T o6ecneynTb CBOEBPEMEHHYIO AMArHOCTUKY A9 NauMeH-
TOB, OCOGEHHO Y4YMTbIBAs Hanuyuve nporpamm GecniaTHowm
[MarHoCTUKK», — B 3aKJ/ilo4eHMe noayvepKHyna ExkaTepuHa
HOpbeBHa. [oKnagunKk TaKxXe MnoAdvepKHyna, 4Tto BedeHue
perucrtpa naumeHToB € 3TUM 3aboneBaHWEM MO3BOMMUT
B 6yayllemM nmeTb 605ee WMpPOoKoe npeacraBfieHne 06 0co-
GEHHOCTSAX eCTECTBEHHOIO TeYEeHUs 3a60neBaHnUs B POCCUM-
CKOM MonynsiLuu.
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Cumno3uym «LludppoBas spa AUarHOCTUKHU
opdaHHbLIX 3a00/1eBaHUM B NPpaKTUKe neauvartpa:
K/IMHUYECKHUEe NpuMepbl U3 NPaKTUKKU»

B pamkax XXVI KoHrpecca neanatpoB Poccun ¢ MexayHapoaHbIM y4acTUeM «AKTyaJlbHblE po6eMbI
neguaTtpumn» BegyLme crieLmasncTbl 06CYANIN KTIOYEBbIE aCreKTbl MOMOLM AETAM C PEAKUMU (OppaH-
HbIMK) 3ab6oneBaHUsIMU. OCc060€e BHUMaHUE YAEININ PAHHEHN ANarHOCTUKE MU MPUMEHEHWIO MCKYCCTBEH-

Horo uHTesnexkTa (MW) B neanatpum.

nepBbiM AOKNagoM BbicTynuaa akagemuk PAH,

O.M.H., npodeccop Jlenna CenmypoBHa HamasoBa-
BbapaHoBa. B cBoem goknage «CoBpeMeHHbIM neguatp =
COl03 €eCTeCTBEHHOI0 W WCKYCCTBEHHOIO WHTENNEKTa»
N.C. HamasoBa-bapaHoBa o0co60e BHWUMaHue yaenu-
nla paHHEeW AuarHocTuKe peakux (opdaHHbIX) 3aboneBa-
HUN M NPUMEHEHUIO MCKYCCTBEHHOro WHTennekta (MUN)
B neavaTpuvn. Ha cerogHsaWHWN AE€Hb WM3BECTHO OKOJO0
9000 peakux 6onesHen, 3aTparuvBablmnx 6-8% Hacene-
Hus Mupa. o 30% geten ¢ TaKUMKU AMArHO3aMu He J0XKU-
BaloT A0 5 NET, 4TO AenaeT paHHee BbIBIEHNE KPUTUYECKHU
BaKHbIM. QKCNEPT OTMETUNA, YTO KOYEBBLIMMU PELIEHUAMM
A9 paHHen AMarHOCTUKK ABASIOTCA COBEpPLIEHCTBOBAHWE
npoduUnaKTUYEeCKUX OCMOTPOB U BUOXMMUYECKUX TECTOB,
obyyeHne Bpayen u BHeAPEHUe MaplipyTU3aumm nauueH-
TOB, a TaKXXe UCNob30BaHWe COBPEMEHHbIX FTEHETUYECKMUX
MeToaoB U UN-TexHonorum (aHanm3 MeanLUmnHCKMX nsobpa-
YEHUN, NPOrHoCTUYEeCKan aHanuTmKa).

Penkune 3aboneBaHunsa 3a4acTyo MacKuUpytoTcs nog 6onee
pacnpocTpaHeHHble 60/€3HM, YTO YCNOXKHSAET MpoLecc Mx
BbIIBNEHMS. AHaNN3 3NEKTPOHHbIX KapT U MAeHTUPUKaLms
XapaKTepHbIX NMPUM3HAKOB COOTBETCTBYIOLWMX 3abosieBaHWH
MOryT MOMOYb B BbISBIEHMM NALMEHTOB rpynnbl PUCKa,
HO TOMbKO B C/ly4yae NpoBeAeHUs KayeCTBEHHOro ocMoTpa
nauuveHTta, c6opa aHamHe3a W Xanob, Ha3Ha4YeHUs CooT-
BETCTBYIOLWMX N1abopaTopHbIX MU MHCTPYMEHTalNbHbIX Mccne-
nosaHun. Jlemna CenmypoBHa paccKasana o ToM, Kak MU
npPeanoXun noBbiICUTb 3PGEKTUBHOCTb BbIABAEHUS pefd-
KuXx 6onesHen Ha npumepe 3 3aboneBaHun — runodoc-
datazum (MPP), gedmumTa NM30COMHON KUCOW NUNa3bl
(ANTKN) n HenpodmbpomaTtosa (HP). bbin 3agaH Bonpoc: «Ha
YTO CTOUT 06PaTUTL BHMUMaHWE B KapTe NaLMeHToB 471 TOoro,
4TO6bI HE NPONYCTUTb 3TK 3aboneBaHua?» UM B oTBeT npea-
JI0XMN BO3MOXHbIM cNMCOK KoanpoBok MKB-10, 3a KoTopbl-
MM MOXKET CKpbIBaTbCA MaLUMEHT C PeAKMM 3a60eBaHMEM.
CoBpemMeHHas neavaTpus Aenaet cTaBKy Ha uUuMbpoBble
TexHonornun: 70 pernoHoB Poccun yxKe BHeapPUIU CUCTEMBI
MN-aHanM3a MeauMUMHCKUX WM306parKeHWM W MPOrHOCTU-
YeCcKOn aHanuTuku. OOHaKo KoYeBbIM ycnoBueM adpdek-
TMBHOCTM UMW ocTaeTcs KayecTBO MEPBMYHOrO OCMOTpa
W KIMHMYECKOrO MbllWNeHns Bpaya. byayulee negnatpun —
B CMMOMO3€E KIIMHUYECKOIro OMnblTa Bpavya Y BO3MOXHOCTEN
UW, roe KaxablM ycunmBaeT npeumyliectsa apyroro. 3toT
COlO3 y}Ke CerofHs cnacaet XW3HKW, a 3aBTpa CTaHEeT CTaH-
[apTOM paHHEN ANArHOCTUKM peaKux 3aboneBaHni.

Bpay-reHeTnk K.M.H. lOnua KOpbeBHa KotaneBckas
npeactaBuna BaKHbIM AOKAa4 O CKPUHWHIE Henpodubpo-
Matosa 1-ro Tuna (HP1) ¢ Mcnonb3oBaHWEM 3NEKTPOHHbIX
MeIULMHCKUX KapT. HP1 gaBnsetca ogHUM U3 Haubonee
pacnpocTpaHeHHbIX HacneACTBEHHbIX 3ab60neBaHui, BCTpe-

YyasiCb C YyacTtoToM 1 cnyyamn Ha 3 TbIC. HOBOPOXKAEHHbIX. 3TO
3a60/ieBaHMe XxapaKTepuayeTcss ayTOCOMHO-AOMWHAHTHbIM
TUNOM HacneaoBaHWA W MOIHON NEHETPaHTHOCTbO. OAHMM
M3 Haubonee cepbe3Hbix nposasneHun HP1 aBnsaoTca
NNeKcndopMHble HENPODUOBPOMbI, KOTOpblE BCTpedvatTcs
y 30-50% nauuneHToB. 3TM 06pal30oBaHUsA 4acTo ObiBa-
10T BPOXAEHHbIMWU W AEMOHCTPUPYIOT Hanbosiee ObICTPbIN
pPOCT B paHHEM [eTCKOM Bo3pacTe, 4YTo AeflaeT 0CO6EHHO
BaXHbIM WX CBOEBPEMEHHOE BbISIBEHUE W AUHAMUYECKOE
HabnaeHune.

[JoKknagyrk nogpo6HO ocBeTUNIa BO3paCTHbIE 0COBEHHO-
CTW KJIMHWYECKUX nposBiaeHnit HP1. Y HOBOPOKAEHHbIX 3TO
MOTYT 6bITb TOJIbKO NATHa LUBETa «<KOPe C MOSIOKOM», MPUYEM
AMArHOCTMYECKOE 3HAYEHNE UMEIOT MX KOIMYEeCTBO M coYe-
TaHuWe ¢ Apyrmmu cumntomamu. MNocne NepBoro roga Xmn3Hu
NosIBASIOTCA HEBPONOrnyeckass CMMNTOMaTUKa M Xapak-
TepHas runepnurMeHTaumns no TUny BecHyleK. B BospacTte
6-10 neT MoOryT pasBuBaTbCs MMOMbl 3PUTENIbHBIX HEPBOB
M CKONIM03. B moapocTKOBOM BO3pacTe oTMevatoTes npobne-
Mbl C 06y4EHUEM U MOBEAEHUEM, NOABASIOTCS Y3enKu Jluwa
MU KOXHble HEMPOPUOPOMBI. Y B3POC/bIX NaLMEHTOB 4acTo
pasBMBaeTCs rmMnepToHuUs.

Oco60e BHUMaHWe B AOKfage 6blo yaeneHo OonbITy
MoCKOBCKOWM 061acTh Mo CKPUHUHTY HP1 ¢ ucnonb3oBaHK-
em MKB-koga Q85.0. B pesynsrate aHannsa MeaunLMHCKUX
KapT 91 nauuneHTa ¢ nogo3peHnem Ha HP1 6b110 NOATBEPIK-
[eHo 74 cny4vas 3aboneBaHus. BaxHbIM JOCTUXKEHMEM CTa-
110 BbISIBNEHWE 6 NALMEHTOB C CUMNTOMATUYECKUMM Heone-
pabenbHbIMKU MNEKCUDOPMHBIMU HenpodubpomMammu, Tpoe
M3 KOTOPbIX Y)KE MNofyyYaltoT NaTOreHeTMYEecKyl Tepanwuio.
OaHaKo reHeTU4yeckas AMarHocTuMka 6bina npoBeaeHa Tosb-
Ko y 51,4% nauneHToB, YTO yKa3biBaeT Ha HEO6XOAMMOCTb
ynyyleHus atoro nokasatensa. C 2022 r. B MOCKOBCKOM
061aCTHOM MEeAMKO-TEHETUYECKOM LIEHTPE OTMeYaeTcs ABY-
KpaTHbI POCT BbIABNSSIEMOCTU NauneHToB ¢ HP1. 31o cTtano
BO3MOXHbIM 6narogapsa nepecMoTpy MNOAXOAOB K Y4yeTy
nauMeHToB, Hafla)KEHHOMY B3auMMOAEWCTBMIO C BpavyaMu-
HeBpoJioraMM W MNPOBEAEHUID O6y4valolWmMX MEepPOnpUATUI
ans negnatpoB. B 2024 r. 21 naumeHT 6b11 06ecneyeH npe-
napatom Kocenyro (cenymeTuHumo).

B noknage 611 npeactaBneH KNIMHUYECKUI Clly4an Moso-
JIOro yenoBekKa, Y KOTOporo avarHo3 H®1 Gbin yctaHOBNEH
B BO3pacTe 1 roga, HO M3-3a OTCYTCTBMS XKasiob nauueHT
He Haxoaunca nog HabnogeHvem. B 13,5 neT y Hero nosisum-
N1cb BbiCTpopacTylmne obpasoBaHusa B obnactn 6eapa (4o
15 cm B anametpe). [locne onepaumm n Ha3Ha4YeHUs cenyme-
TUHKWOGa (Npun noagepxke doHaa «Kpyr gobpar») 4OCTUrHYTa
cTabunm3aLns COCTOAHMUS.

B 3aknovyeHne JOoKNaf4yuMK MOoAYepKHyna, 4To, HEeCMO-
TP Ha 3PPEKTUBHOCTb aHAIUTUYECKOM PabOTbl MO NMOUCKY
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nauneHToB ¢ ucnonb3oBaHnem MKB-Ko4oB, KpaiHe BaXKHO
oby4yaTb CneunanucToB pasHblX npodunen npaBuibHOMY
KOAMpoOBaHWio 3aboneBaHuU M CTaHAapTU3UMPOBAHHOMY
OMUCaHUIO KIMHUYECKUX NPOSIBAEHUIA. ATO NO3BOMUT NOBbI-
CUTb 3QDEKTUBHOCTb CKPUHUHIA U ob6ecneynTb 6osee paH-
HIOI0 AMarHocTuKy HP1.

B cnepyowem goknage AETCKUA 3HAOKPUHOMOL K.M.H.
EneHa lOpbeBHa lNypKuHa, npeacrtaBuia pesynbratbl YHU-
KaNbHOro nccnefoBaHus No BbIIBAEHUIO NaLUEHTOB ¢ PP
C MOMOLULbID aHanM3a 3NNEKTPOHHbIX MEAULMHCKUX KapT.
[dDd — pepgkoe HacneacTBeHHOe 3aboneBaHue, BCTpeya-
toleecs ¢ Yactoton 1 cnydar Ha 100 TbiC. HOBOPOXAEHHbIX
B Poccun. OHO cBfi3aHO ¢ AeduLUMTOM LeloYHoN dpocdaTa-
3bl U 6€3 CBOEBPEMEHHOIO IeYEHNS MPUBOAUT K TAXKENbIM
nocneactemam — 70% HOBOPOMKAEHHbIX MU MN1aeHLeB ¢ FOP
nornéatoT Ha MEPBOM rofy *KU3HM U3-3a TAKENON TMIOMUHE-
panuM3auunu KOCTeN cKeneTa, obycnosnmBalowen gedopma-
LMIO TPYAHOW KNETKK, TMNONAasunio Nerkunx 1, Kak cneacTtaeue,
npuBOASALLEN K AblXxaTeflbHOW HEeAoCTaTOYHOCTH, Y AeTen
M NOAPOCTKOB CMMNTOMbI PP BbI3bIBAIOT 3a4EPXKKY pocTa
W Pa3BUTUSA, NPUYMHAIOT 60/1b M OFPAHUYUBAIOT EXELHEBHYIO
aKTUBHOCTb. CHU)EHWe KOCTHOM MacCbl B AETCTBE MOXET
nNpMBECTU K Gofiee BbICOKOM YacToTe MepenoMoB KOCTeM
BO B3pocnom Bo3pacTte. bonblwe 60% B3pocabix NauueH-
ToB C PP BbIHYKAEHbI UCMONAb30BaTb BCNOMOraTtesbHble
yCTPOMCTBA ANS NepeaBUKEHUS NO JOMY U yauLLe.

B cBoeM unccnefoBaHumM cneumanucTbl NpoaHanmsnpo-
Banu 560 TbiCAY TECTOB Ha WenoyHyto docdatasy, BbINnos-
HeHHbIX B 2014-2016 rr. B CaHKT-NeTepbyprckom AeTCKOM
AMarHoCTUYECKOM LIEHTpe. 3TO NO3BOMMO BbIABUTL 9 cny-
4yaeB C N0J03PeHNEM Ha DD, N3 KOTOPbIX Y ABYX NALMEHTOB
AWarHo3 Obl1 NOATBEPKAEH MO KOMMIEKCHOM KAUHUYECKON
KapTUHE U reHeTUYecKoMy TecTupoBaHuio. Ocoboe BHMMa-
HWe OblI0 yaeneHo XapaKTepHbIM KAWHWYECKMM MposiBre-
HUSIM 3ab60/eBaHUS: CKENETHbIM HapylweHUsaM, BKo4Yas
paxutonofobHble gedopmanmnu, YacTbiM Nepesnomam 1 Kpa-
HMOCUHOCTO3Y; paHHeN notepe 3y60B C KOPHEM U MHOXe-
CTBEHHOMY Kapuecy; HEBPONOrMYECKUM CUMITOMaM, TaKUM
KaK Bg-ledUUMTHbIE CYAOPOTHM Y MNAAEHLIEB; @ TAKXKe XPOo-
HWYECKUM 60NSIM M MbllleYyHon cnabocTu. B goknage npu-
BeleHbl HarnsgHble KIMHUYeCcKne npumepsbl: 4-neTHui pebe-
HOK C HM3KMM POCTOM, Mepesomamu U notepen 4 3y60B;
ero 6-neTHAs cecTpa, notepsiBwaa 11 3y60B; 11-neTHui
NauneHT C XPOHUYECKMMU BONSIMU B KOHEYHOCTSX.

[oKnagynK oco60 NoAgYepKHyna BaXHOCTb TPEX Kitoye-
BblX @CMEKTOB: PEryNSiPHOr0O MOHUTOPUHIA YPOBHS LLLENOYHON
docdartasbl, MEXAUCUMNIMHAPHOINO NoAXOAa C yvyacTuem
3HAOKPUHONOrOB, HEBPOIOrOB, TPABMAaTONOr0B-0pPTONEA0B
M APYrUX Y3KMX CMELManncToB, a TaKXKe HeobX0AMMOCTH
Habn4eHUs 3a HOCUTENAMM TEeHEeTUYECKUX BapuaHTOB
B reHe ALPL npu OTCYTCTBUM KJIMHUYECKUX MNPOSBJIEHWUN,
T.K. 3ab6oneBaHne y NauMeHTOB pa3BMBAETCS MO-pasHoOMYy
M ero TeyeHwe HenpencKkasyemo. PaspaboTaHHbIM anro-

PUTM PETPOCMEKTUBHOIO aHanu3da MeAULMHCKUX AaHHbIX
MO CHU}EHHOM aKTUBHOCTU Lieno4yHon docdaTtasbl (HUKe
nosoBO3PacTHON HOPMbI) M HanMuuio B KapTe koga MKB,
COOTBETCTBYIOLWLEr0 BeAylwMM CUMNTOMaM W MNpu3Hakam
[PDd, nossonsetr aPpdEKTUBHO BbIBAATL PeaKkue ciyyau
3a6oneBaHua 6€3 AOMONHUTENbHbIX GUHAHCOBbLIX 3aTpaT
M MOXET ObITb YCMELWHO afganTMPoOBaH Al MCMNONb30BaHMA
B APYTMX MEOMLUMHCKMX YYpPEeXAEHUAX CTpaHbl. ATOT nepe-
noson onblT CaHKT-lNMeTepbypra OTKPbIBAET HOBbIE BO3MOXX-
HOCTW AN paHHEW OMArHOCTMKKM opdaHHbIX 3abosieBaHUK
B POCCUMINCKOM CUCTEME 34paBOOXPaHEHMS.

3aBepLlnsics CUMNO3UYM MHTEPaAKTUBHbBIM KBU30OM 4.M.H.
Harto [J)kym6epoBHbl Bawakmagse «Kog MKB, 3a KoTo-
PbIM CKPbIBAETCH PeAKMI NauneHT. YYacTHUKKN pasbupanu
MHTEPECHbIE KIMHUYECKME CNyvyau, CBSAA3AHHbIE C PELKMMMU
3aboneBaHusaIMu.

B nepBOM KNMHUMYECKOM cryqae y pebeHKa C pPOXKAEeHMs
oTMeYanucb rMNepnUrMeHTMpPoOBaHHbIe NATHA, KONMYECTBO
KOTOpbIX K 2 rogam ysenuiunnocb Ao 8. Mo3xe nosiBunach
NPUNYXI0CTb B OKOJIOYWHOM M MNOAYENOCTHOM o6nactax
¢ 6oneBbIM cuHApPOMOM. [lepBOHa4YanbHO 3anogo3peHa
nmmdaHrmoma, HO ynbTpa3ByKOBOE UCCneaoBaHWE BbiSBU-
10 HEOAHOPOAHYIO CTPYKTYPY C FMMO3XOreHHbIMU O4aramu.
AyauTtopusa npeanoxuna npoBecTy AONONHUTENbHbIE UCCe-
[OBaHUs, TaKMe KakK MarHUTHO-pe3oHaHCHas ToMorpadus
(MPT), o6wmi aHanu3 KpoBu, 6uoncusa. AunarHo3 HP 6bin
3anofo3peH npu nposegeHnn MPT, Koraa 6bi1a o6Hapyxe-
Ha nneKkcndopMHasa Henpodrbpoma, NOATBEPHKAEH MOJNIEKY-
NAPHO-TEHETUYECKH.

Bo BTOPOM KAMHMYECKOM cny4vae y pebeHKa ¢ 2 mec
Habnoganack gedopmaumns yepena (MCKIOYEHa rugpoLe-
danuq), ¢ 6 Mec BbICTaB/EH AMArHO3 «PaxuT», HO JeYeHne
BMTammHoMm D He pano addekta. K 8,5 rogam otmeue-
Hbl 3ajeprKKa pocTta, 60AM B KOCTAX, ocTeoneHus. B 6mo-
XMMUYECKOM aHaNnM3e KPOBW BbISIBNEH HU3KWUW YPOBEHb
LenovyHon dpocdarasbl, Ha PEHTreHOrpaMme KUCTEN PYK —
3a/iepXKKa KOCTHOro Bospacta. [inarHo3 Idd noarsepaeH
MOMEKYNAPHO-TEHETUYECKUM METOAOM.

B TpeTbem KIMHMYECKOM Cyvyae y MiajeHua c anapeen
M PBOTOM MepBOHa4YaNbHO AMArHOCTMpPOBAHa HemnepeHoCH-
MOCTb 6€e/IKa KOPOBbErO MOJIOKA, NO3XKE BbIABNEHbI renaTo-
Meranus v ysennyeHune 3HavyeHun ACT, B CBS3M C YeM Gbina
npoBefeHa anddepeHumanbHas MarHoCcTMKa Ha UCKIoYe-
HWEe peaKux 3abosieBaHW — ypOBEHb JIM30COMHOM KUCIION
nmMnasbl OKasancs cHUXKeH. Takum obpasom, B 10 Hep
nvarHo3 AJIKJ1 6bin noaATBEepKAEH NPY NOMOLLM MONEKyNap-
HO-reHeTU4eCKOoro aHanunaa rexHa LIPA.

[na Takux 3ab6oneBaHni, Kak HenpodmnbpomaTtos, rmno-
docdaTtasuns, 4ePpuumnT IM30COMHOM KUCTOMN Nnnasbl, paspa-
60TaHO MaTtoreHeTU4yecKoe nevyeHue, cnocobHoe ynyylmnTb
KaK Ka4yecTBO XXW3HWU AeTew, TaK M NPorHo3 3abonesaHus.
Ba)kHa HaCTOPOXXEHHOCTb Bpayen Ans paHHero pacnosHa-
BaHWS CUMMTOMOB TaKoW pPeAKON NaToforunu.
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‘W) Check for updates

Cumno3suym «CuHgpom XaHTepa —
HOBbI€ BO3MOXHOCTHU Tepanuu nauueHToB
C HeuMponaTuyeckou dbopmon»

B pamkax XXVI KoHrpecca neanatpoB Poccumn ¢ MexxayHapoAHbIM y4acTUeEM «AKTyaslbHbIe Mpo6JieMbl
negmnatpmun» 1 mapta 2025 r. npowesn cumno3nym «CuHAPOM XaHTepa — HOBblE€ BO3MOXKHOCTH Tepa-
MUK NaLMeHTOB C HEHPONaTU4eCcKoM gopmMoi», B X04€e KOTOPOro crieLynaancTbl 06Cyansiv 0CO6EHHOCTHU
AMarHOCTUKKU, TAKTUKU BEAEHMS NaLMEHTOB C AaHHbIM 3a60/1€BaHMEM W MPUMEHEHUS QEPMEHTHOMN

3aMecTUTe/IbHOM Teparum.

eaunatp, AeTCKMK Kapauonor a.M.H. Hato [I}kymG6epoBHa

Bawakmagse oTKpblfia CMMNO3WyM JOKNa40M O HOBLUE-
CTBaX B KJIMHUYECKUX PEKOMEHAALMAX MO JIeHEHUIO MYKOMO-
nucaxapugo3sa ll Tuna (MIC Il, cuHapoma XaHTepa), 0TMETUB,
4YTO eAMHCTBEHHbIM B MMpe MnpenapaTt Ans Hemponatuye-
CKux dopm 3ab0osieBaHUS 3apernctTpmpoBaH B Poccumnckom
depepaumm, U B HacTosillee BpeMs nepecmaTpuBaloTcs
noaxoAbl K Tepanuun y aeten ¢ MIIC Il

3a nocnegHune 20 net MmeauLMHCKasa reHeTUKa CoBepLUm-
na npopsiB: ¢ 2006 r., Koraa npodeccop J. Muenzer Bnep-
Bble NpUMeHUN naypcynbdasy, 4o ee perncrpaumm B EBpone
(2007) n Poccuun (2008) HayKa aKTUBHO UCKasla HOBbIE pelue-
HUA. HeygayHble NOMNbITKKU, TaKMe KaK pa3paboTKa UHTpaTe-
KanbHOro npenapata (2012) u cy6cTpaTt-peayumpylolen
Tepanun Friso, He ocTaHOBWAM nporpecc. MccnegoBanus
TpaHCcNAaHTauMM remMono3TUYECKMUX CTBOJIOBbLIX KIETOK
(1999-2017) n co3gaHMe BEKTOPHOW MoAeNu ANs FreHHOM
Tepanun (2015) noAroToBMAM MOYBY AN HOBbIX METOAOB.
B 2017 r. cocTosi/iock MEPBOE pPeAaKTMPOBaHWE FeHoMa
y naumeHTa ¢ MIC Il, a B 2018 r. cTapToBanun KIMHUYECKHNE
ncnblTaHUs reHHon Tepanun RGX-121. B 2021 r. B AnoHUM
3aperucTpupoBanu nepsbiv npenapaT Ang GepMeHTHOM
3amecTutenbHon Tepanuun (P3T), npeogoneBalOWmnin rema-
TO3HUedann4yecknn 6apbep, HO ero aGPEeKTUBHOCTb OKa3a-
nlacb orpaHuMyeHHon. B 2021 r. AnoHua ogobpwuaa nepsyto
MHTpaBeHTpuKynapHyto ®3T, a B 2024 r. B Poccum 3aperu-
cTpupoBaHa XaHTepa3a Helpo — BaKHbIN LWAr B 1€4eHumn
Henponatuyecknx c¢opm MIC |, ynyywalowmn KavyecTBo
U3HU 70% NauMeHTOB C TAXKeNbiM GEHOTUMOM.

Bpay-reHetuk K.M.H. UpuHa BnagumupoBHa ConpyHoBa
npeactaBuna AoKnag O MNPaKTUKE KIMHUYECKOW OLEHKM
nauueHTa ¢ Henponatuyeckon dopmon MIIC Il Ha peruno-
HaNbHOM YpPOBHE, pa3obpaB KIWHWYECKMW CcryYyan Malb-
YMKa, KOTOPbIA C POXAEHMSA HaxoauNcs noA HabnaeHnem
B 06/1aCTHOM MNepuHaTaNbHOM LEHTPEe C MHOXECTBEHHbIMM
AnarHo3amu, BKoYas BPOXKAEHHYIO MHEBMOHMIO, GPOHXO-
JIEFOYHYKO AMCMIA3uI0, TMMNOKCUYECKU-UILEMUYECKOe nopa-
eHWe LUeHTpanbHon HepBHou cucTtembl (LHC), aHemwutio
W rpbn. B 6 mec y Hero pasBuiacb NMHEBMOHUSA, MaTb
nepBOHavyanbHO OTKa3anacb OT rocnuTanndauunun, Ho nocne
YXYALWEHNST COCTOAHUSA pPeBeHOK Obll roCnNUTann3nMpoBaH,
B CTalMOHape BbIABUAX peryprutaumio Ha KnanaHax cepa-
ua, renatocnjieHoMeranmio U U3MeHeHUs No pesynbTatam
NnpoBeAEeHUS MarHMTHO-PEe30HaHCHOW ToMorpaduu ronos-
HOro Mo3ra. PeHoTUNUYecKkne 0COBEHHOCTH (IK30dTaNbM,
nyxnole ry6bl, FPbiXKKM) M NOBTOPHblE WMHDEKLMU HACTO-
POXWAM Bpayerh B OTHOWEHMW 6O0SIe3HEN HaKOMNEHMUS.
JlabopaTtopHble aHanu3bl MOATBEPAUIN PE3KOE CHUMKEHMWe

aKTMBHOCTU uaypoHaTtcynbdaTadbl U MOBbIWEHWE [NKO-
3aMUWHOIMMKAHOB B Mo4Ye. [eHeTnyeckoe TecTMpoBaHue
BbISIBMJIO MaToOreHHyto myTtauuio B reHe IDS (c.1000G>C),
4TO MO3BOAMNO YyCTaHOBUTb AuarHo3 MIMC Il (Henpona-
Tnyeckaa ¢dopma) B 7,5 mec. B 9 mec Havata P3T mayp-
cynbdason 6eta (XaHTepasa), OAHAKO Mocse onepauuu
no noBoAy rpbixu B 1,5 roga y pe6eHKka npomaolna ytpaTa
peyeBbiX HaBbIKOB, YTO NOTpeboBano nepexoaa Ha WMHTpa-
LepebpoBEHTPUKYIAPHOE BBeAeHWe XaHTepasbl Henpo —
HOBOro npenapara, 3aperucTpMpoBaHHOro B Poccuiickon
depepaumn. JledeHne npepycmaTpuBaeT MMMNAaHTaALMIO
YyCTPOWCTBA AN PEerynsipHoro BBeAEHUS npenapaTa Kax-
able 4 Hepf, YTO OTKPbIBAEeT HOBblE BO3MOXHOCTU B 60pbbe
C HEBPOJIOTMYECKUMU OCNIOXKHEHUAMMN BONESHM.

KnnHW4yecknn ncmxonor POCCUMMCKOM [OETCKOM KIWMHMU-
YyecKon 60nbHULBL Onbra BnagumupoBHa MeHaeneBud
npeacTaBuina YHUKabHbIM ClyYan nauMeHTa ¢ HerlponaTtu-
yeckon popmon MIC Il (cnHapom XaHTepa). ManbyuK B BO3-
pacTte 1 roga 9 mec 1EMOHCTPMPOBaA BblPaXEHHYI0 3aAepiK-
Ky peyeBoro pa3BuTus: cnabo pearMpoBan Ha 06palleHHyIo
peyb, a nocne nepeHeceHHon onepawmnn No NoBoAy NaxoBo-
MOLIOHOYHOW TPbIXXK MOMHOCTbIO yTpPaTWa HavyaBluve ¢op-
MMpoBaTbCH peyeBble HaBblKK. JIOP-o6cnefoBaHne BbISIBU-
10 9KCCYAATUBHbLIN OTUT M AUCOYHKLMIO CIyXOBbIX TPYyO,
OAHAKO rpybblx HapylleHUn cnyxa O6HapyXeHOo He 6blfo.
Ona yTOYHeHWs AMarHosa peKoMeHAOoBaHO MpoBefeHue
06BbEKTUBHOIO MCCNeaoBaHMA Cllyxa MeToOM KOpoTKona-
TEHTHbIX C/TYXOBbIX BbI3BaHHbIX MOTEHLManoB. CneymanucThbl
NPUMEHUNIN COBPEMEHHBbIE MCUXOMETPUYECKUE METOAUKM,
BKJ/IOYas crneunann3mpoBaHHble LWKanbl pa3BuThs, NO3BO-
NFoWmne oUEHUTb KOTHUTUBHbIE, MOTOPHbIE M COLIMANbHO-
3MOLMOHaNbHble QYHKLMKW Yy AETEN C HAPYLWEHUSIMU peyu,
ayTM3MOM M TYroyXocTblo. HECMOTPS Ha COXPaHHbINM KOHTAKT,
pebeHOK crnpaBAsncs N1b C 3ajaHUIMK YPOBHS 6-Mecsay-
HOro Bo3pacTa. MHaeKc pa3BuTusa coctaBun Bcero 9,5 6an-
Na, 4TO CBMAETENbCTBYET O CEPbE3HOMN 3aepKKe, 0COOEHHO
B KOTHUTMBHOW cdepe. IKcnepT NOAYEPKHyNa BaXKHOCTb
paHHEN AMArHOCTUKM U MEXAUCUMNAMHAPHOro noaxoja
B BeeHWW MaLMeHTOB C Henponatuyeckon GOpMOW CUH-
pomMa XaHTepa, 4TO NO3BONSET CBOEBPEMEHHO KOPPEKTHU-
poBaTb Tepanuio 1 ynyyllaTb Ka4eCTBO XU3HU AeTEN C ITUM
TSXenbiM 3aboieBaHUEM.

B pamKax Hay4yHOro cummnosvyma Bpay-Henpoxupypr
PoccuicKon AeTCKOM KAMHMYECKOW 60/bHWLbI AMUTPUKA
AneKcaHapoBu4 PewWwMKOB BbLICTYNUA C AOKJagoM
«PezepByap OmMmara — 0OCOBGEHHOCTM BeAeHWs NalWeH-
TOB C¢ Hewnponatnieckon dopmon MIC Il», NOCBAWEHHBIM
COBPEMEHHbIM HENPOXMPYPrMHECKUM MeTofam JieyeHus
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aTon Tsenon 6onesHn. [oKknagyMk noapo6HO OCBETUN
KNloYeBYlO 3a/ady HeMpoxMpypra B Tepanuun TakmMx naumeH-
TOB — yCTaHOBKY pe3epByapa Ommana. 370 nnacTMKoBoe
YCTPOMCTBO B BWAe nosiychepbl, KOTOPOE UMMIaHTUpyeTCs
noA KOXy rofioBbl M COEAMHAETCH C KaTeTepom, BBOAUMbIM
B OAMH W3 )KENy[04KOB ro/IOBHOrO Mo3ra. [laHHas MeTo-
[WKa, TPaguLUMOHHO NpUMeEHsiemMas MNpu Ne4YeHUn onyxo-
nen UHC, Tenepb ycnelwHo agantupoBaHa Ans NauueHToB
C cuHApomoM XaHTepa. «[lpoueaypa YCTaHOBKM 3aHUMa-
eT He 6oJfiee Yaca M OTHOCUTCH K KaTeropum TeXHWUYECKU
HECNOXHbIX onepauun, — nogdyepkHyn A.A. PewnKkoB. —
lMocne umnnaHTaumm cuctema He TpebyeT creuunanbHoro
yxofla, NaumeHTbl MOryT BECTW MPUBbLIYHBIA 06pa3 XKU3HMU,
BK/oYasa 0O6bl4Hble TUrMeHu4yeckue npoueaypbl». Ocoboe
BHMMaHWe cneuuanucT yaenun Bonpocam 6e30MacHOCTU:
HEecMOoTpsi Ha MPOCTOTY 3KchnayaTtauuu, BBeAeHWe npena-
paToB 4epe3 pe3epByap TpebyeT CTPOroro cob6/t0AeHUs
npaBu acenTukM U aHTUCENTUKU MEAMLMHCKMUM MepcoHa-
JIOM, TaK KaK OCHOBHbIM MOTEHLMaNbHbIM OCNOXHEHUEM
ABNAETCH PUCK MHODEKLMOHHbBIX NpoLeccoB. JaHHasa mMeTo-
[IMKa@ OTKPblBaeT HOBblE BO3MOXHOCTK A/ 3ODEKTUBHOIO
Nle4eHUss nauueHToB ¢ HenponaTnyeckon dopmon MIC I,
no3BoONAA PerynspHo BBOAWTbL Npenapartbl HenocpeacTBEH-
HO B LlepebpOoCnuHanbHy0 XUAKOCTb. BHeapeHne aTon Tex-
HOMIOTMK B KJIMHUYECKYIO MPaKTUKY 3HAYUTENbHO yNnyyluaeT
nepcrneKkTUBbl Tepanuun TAXKeNbIX HEBPOJIOrMYECKUX NPOSB-
JIeHU 3ab6oneBaHms.

[.m.H. CBeTnaHa ButanbeBHa MuxainoBa BbicTynuna
¢ noknagom «OTKpbITas, NocTperncTpalunoHHas Habnoaa-
TenbHasa NporpaMma oLeHKW HOBOro npenapara B peanbHowm
KNMHUYECKOW MpPaKTMKe», B KOTOPOM MpeacTtaBuiia pesyib-
TaTbl NOCTPErncTpaLmMoHHON HabnoaaTeNbHON NPorpaMmbl
npenapaTa XaHTepasa Helpo, Noag4epKHYB ero yHuKanbHble

TepaneBTUYECKME BO3MOXKHOCTU. CuHApoM XaHTepa (MIMC
II) ¢ yactoTton 1 cnyydyan Ha 100-170 TbiC. HOBOPOXAEHHbIX
Masib4YMKOB 3aHMMaeT 0co60e MecTo cpeamn opdaHHbIx 3a60-
NeBaHWN, AoCcTUras B HEKOTOPbIX a3natcKkux ctpaHax 54%
OT BCEX C/ly4aeB MyKoMnoamcaxapuao3os. MMeHHO B ANoHUu,
rae otMeyaeTcs Hanbonbluas pacnpPoCcTpPaHEHHOCTb NaToNo-
rmun, B 2021 r. nponsowna nepsas perncrpaumsa MHHoBaLu-
OHHOro npenapata XaHtepasa Henpo. MaclTabHble KJINMHK-
4yecKue uccnepoBaHus ¢ yyactmem 31 naumeHTa, BKAOYas
aonutenoHoe (6onee 4 net) HabnwaeHWe 3a nepsoHayalsib-
HOW rpynnon M3 6 Yy4YaCTHUMKOB, NPOAEMOHCTPUPOBAU
Bneyatnsaowyto 3GPeKTUBHOCTb: CHUMKEHWE YPOBHSA naTo-
reHHoro renapaHcynbdata B NIMKBOpe Ha 72,3% 1 onepe-
eHue noKaszaTenen pa3BuTns Ha 18,6 Mec No CpaBHEHUIO
C KOHTPO/IbHOM rpynnov Npu MNoATBEPXKAEHHOM npoduie
6e3onacHocTU. OCOB6EHHOCTbID HOBOrO TepamneBTUYECKO-
ro nogxoja CTano exemecCsYHOe WHTPaBEHTPUKYASpHOe
BBeJeHWe npenapaTa B KOMBGUMHaLMKU CO CTaHAAPTHON Tepa-
nuewn, YTo NPUHUMNUANBHO MEHSET BO3MOMKHOCTU IeYeHuMs
HEBPONOrMYECKUX NPOSBNEHUA 6ONESHM.

Kak otmeTtuna a.m.H. H.l. BawaKkmagse, 3aBepLias cuMm-
no3uyM, KJlO4EBOE 3HAYEHWEe UMEET paHHee Havyano Tepa-
MUK — ONbIT AMOHCKWUX KONSEr CBUAETENBCTBYET, YTO NpUMe-
HeHWe npenaparta XaHTepasa Henpo y nauneHToB ¢ 1 roga
NO3BONSET JOCTUYb 3HAYMMbIX YNyHLUEHUA B NOBCEAHEBHON
KMU3HKU, O YEM KpPaCHOPEYMBO roBOPSAT OT3bIBbl poauUTENEN,
OTMEeYaloWmx MnosiBNeHUe y AeTeh HOBbIX CamMoCTosATENb-
HblX HaBblKOB. B HacTosillee Bpemsa npenapar yxe 3ape-
rmctpupoBaH B AnoHun u Poccun. HaTto [Kym6GepoBHa
aKUEeHTMpoBana BHMMaHWe Ha TOM, YTO Mpenapat MOXeT
npumeHsaTbes ¢ P3T, M 0TMETMNE, HTO MEPCNEKTUBLI IeYEHMS
MHOTrMX opdaHHbIX 3a60neBaHn CerofHs CBA3bIBalOT UMEH-
HO C KOMOUHMPOBAHHOW Tepanuen.
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Pe3onouus coBeTta 3KCNepToB
NMuwieBasa anneprus: Kak noBbiICUTb 3P PEKTUBHOCTDL
TPaAULMOHHbLIX MOAX0A0B K Tepanuun?

B pamkax XXVI KoHrpecca negnatpoB Poccuu ¢ MexXayHapoAHbIM yH4acTUEM «AKTyallbHble rnpobJie-
Mbl fieauaTpumn» creumaanctbl 06Cyann BOMpPOChl MULIEBOHU aalepruu y AeTen pa3Horo Bo3pacTta,
B 0COBGEHHOCTU MPOo6eMbl 3POEKTUBHOCTHU TPAAULIMOHHBIX MOAXOA0B K Teparuu rnuLeBOoH aaieprim
Y AETEN epBoro roga X1M3Hu, B TOM YUC/E aineprim K 6ejikaM KOpOBbLErO MOJIOKA.

AKTYAJIU3ALIUA

YactoTa nuWeBOW anneprum B MUPE 3HAYUTENbHO
BapbupyeT, cocTaBnss B cpeaHeM 3-10% y aetent n no 10%
y B3pocibix [1, 2]. OTMeyaeTcss NOBCEMECTHbIM POCT Yucna
clyyaeB 3a60/ieBaHuUs.

Ona peten paHHero Bo3pacTta Haubonee 3Ha4yMMbiM
annepreHoM ocTaeTcs KOPOBbe MOIOKO. ANneprusa K 6enkam
KopoBbero monoka (ABKM) yacto npealectByeT pasBuUTuio
OPYrux BUOOB MULLEBOW annepruu (K sanuy, apaxucy v ap.),
a TaKXXe pecnupaTopHbIX anfiepruyecknx peaxkumn (6poH-
XManbHOM acTMbl U annepruyeckoro puHuta) [3]. CornacHo
pesynbraTtam uccnenoBaHui, okono 50% nauneHtoB ¢ ABKM
B MJlafeH4YeCKOM BO3pacTe pa3BMBalOT TONEPAHTHOCTb K 5
rogam, a 75% — K noapocTKoBoMy Bo3pacTy [4, 5].

KnuHuyeckas KaptnHa ABKM xapaKkTepu3dyeTcss nosam-
OpraHHbIMU anlepruyecKMMMU NpPoOsIBIEHUAMMU, 3aTpa-
rMBaOWUMK KEeNYAO4YHO-KULWEYHbIN TPaKT, AblxaTelbHYt0
cuctemy, Koxy. ABKM MoxKeT 6biTb NPUYNMHON aHabUNaKCHN.
PesynbTaTbl KAMHUYECKMX HaGNOLEHWN CBUAETENbCTBYIOT
0 ToM, 4TOo y aeten ¢ ABKM vaule BcTpeyatoTes MHPEeKLmn
YKENYAOYHO-KUILIEYHOro TpaKTa, KOXW, BEPXHUX AblxaTesb-
HbIX NyTEeN KU cpeaHero yxa [6].

Bnocneactsun getn ¢ ABKM B 12 pa3 valle HyxKaatoTcs
B KOHCy/NbTaLMAX cneunanncToB, a TakKe B 6onee 4acton
W ONUTENbHOM rocnutanudauum [7].

Kpome Toro, annepruyeckue 60ne3Hu camu no cebe
OKasblBaloT B Nepuos 060CTPEHMS CyLeCTBEHHOE BIUSHNE
Ha KOrHWTUBHblIE YHKUMKU pebeHKa, YTO O4EHb KPUTUYHO
B nepuoa mnafgeH4yecTBa, Korga OCOOGEHHO aKTUBHO MAeT
HenpopasBuUTHe.

Momumo 3Toro, cumntombl ABKM ¥ anMMuHaUMOHHaA
avetoTepanus MOryT NPUBOAWUTbL K COLMaNbHON M30M[LMHK,
Lenpeccun 1 TpeBore y AeTen, YXYAWEHUIO KayecTBa KNU3HM
poauTenemn n cemMbu B Lienom [8, 9.

HeyKnoHHbIN pocT 3a60neBaemMoCTH, TPYAHOCTHU AUarHo-
CTUKM, BbICOKas 4actoTa MHTEPKYPPEHTHbIX 3aboneBaHui,
cneunduKka Tepanun obycnosnuaioT 6pems ABKM, noxa-
weecs Ha CUCTeMY 34PaBOOXPaHEHUS.

POJIb AUETOTEPANMUHU

Knaccuueckomn ctpateruein nevyeHns ABKM n mHoxe-
CTBEHHOW MULLEBOKN anneprumn y geten, oTpaxeHHoOn B Mex-
LYHapOAHbIX U POCCUMCKUX KIMHUYECKUX PEKOMEHAaLmsX,
ABNAETCH ANMMUHALMUSA MPUYUHHO-3HAYUMbIX anepreHoB.
B cnydvae nerkux nposiBNeHUN MULLEBON anneprum u orpa-
HUYEHHOW CEHCUBUIM3aLUN ANTUMUHALMOHHANA AMeTa MOXeT
BbICTynaTb B Ka4eCcTBe MOHoTepanuu [9].

lpyaHoe BCKapmanBaHue SABASETCA «30/10TbIM CTaH-
fapTom» nuTaHUA pebeHKa nepBOro roja KW3HW.
ANMMMWHaALMOHHAsA aneTa Ha3HadvyaeTcs U KOPMSLLEN Fpyabto

MaTepu, ecliv [oKa3aHa MNPWYMHHO-CNEACTBEHHAs CBSA3b
NPOSIBNEHUN MNULLEBOW anneprum y pebeHka € MUTaHueM
MaTepu. ANMMHUHALMA aniepreHoB MpoBOAMTCSH M3 [AWETHI
maTepu. OIHaKo ecnu rpyaHoe BCKapMaMBaHME HEBO3MOXK-
HO, B Ka4eCTBE MePBOW MHWUM Tepanuun y AeTen ¢ NErkumu
n cpegHeTsenbimm cumntomaMmn ABKM aKkcnepTbl Hay4HbIX
COO0LLECTB PEKOMEHAYIOT NPUMEHEHNE CMECEN Ha OCHOBE
BbICOKOrMAPONN30BaAHHOIO 6eflka, a B Cllydae TSxenbix
dopm ABKM mnu HeapPEKTUBHOCTM TaKMX CMECEeN — Mpo-
[IYKTOB Ha OCHOBE CBOOGOAHbIX aMUHOKKCNOT [2, 9-11].
MpoaomxkuTenbHoCTb annMMuMHauun BKM, poctatoyHas
ans GopmMMpoBaHUS TONIEPAHTHOCTM K MULLEBLIM annepre-
HaMm, COCTaB/ISIeT HE MeHee 6 Mec, a B TAKENbIX Cnydyasax —
6onee 12-18 mec. Hapsgy ¢ anMMUHaUMen annepreHa
BaXHO BOCMOMHATb BO3PACTHbIE HYTPUTUBHbIE NOTPEGHOCTH
pebeHKa Ansa ero ageKBaTHOro pocTa 1 pa3Butua [2, 9-11].

POJIb MUKPOBUOTbDI

MepcneKTUBHOM cCTpaTeruem KOHTPOAS MULEBOM
anneprun GBASETCHS MOAYNSAUMA MUKPOOMOTbI KULLEY-
HUKa. HayyHble uccnegoBaHWs MOCNEAHUX AECATUNETUN
NOATBEPKAAT K/OYEBYID POSib MMKpoGMOMA B pas3Bu-
TUM NPaBUIbLHOIO MMMYHHOIO OTBETa M 3[10POBbS MjadeH-
ueB. M3BECTHO, 4YTO HapylleHWe roMeoctasa MUKPOOUOTHI
KWLIEYHMKA, BbISBBAHHOE HEpPaLMOHabHbIM BCKapMIMBaHM-
eM, aHTUBMOTMKOTEpPaAnuen, onepaTuUBHbLIM poJopas3peLlle-
HMEM W OP. MOXKET BAIMATb HA TOHKME MEXaHW3Mbl UMMYHO-
JIOrMYECKOM ToNepaHTHOCTH [12].

Y 300pOBbIX MafeHLEB, HaxoASfWMXCA Ha rpPyaHOM
BCKapM/IMBaHWW, B COCTaBE MUKPOGMOTbI KULLIEYHWMKA Mpe-
obnapatot Bifidobacteria, 4TO OTIMYAET €€ OT MUKPOOUOTHI
KWLIEYHWMKa AeTew, NoNyyatoLlmnx UCKYCCTBEHHOE BCKapMIIn-
BaHue [13, 14]. HapylweHHble MUKPOOHbIE B3aUMOAENCTBUSA
npv NULLEBOW anepruv y MnageHLUeB HEM3MEHHO NMPUBOASAT
K HapyLlEeHWI0 KOMOHW3aLMKM M CABWUIY MnaTTepHa MUKPO-
61OTbl MO B3pOCAOMY TUMY. Tak, NepeKpecTHble 3aNMAEMUO-
NIOTUYECKME WCCENOBAHUSA MOKa3alM U3MEHEHWE MWKPO-
OMOSIOrMYECKOro cocTaBa Kafla y AeTer C aToMUYecKuUMm
[1epMaTUTOM MO CPaBHEHMIO CO 340POBLIMWM MIaAEHLLAMMU.
HecmoTps Ha BapbMpoOBaHWe cocTaBa MMKPOOMOThLI B 3aBU-
CMMOCTM OT BO3pacTa W CTaauu annepruyeckoro 3abone-
BaHWS, Kak NpaBuio, y AETEN C aTONMUYECKUM AEPMATUTOM
HabntoaaeTcsa nosbiweHne ypoBHS Clostridia n Eubacteria
1 CHUXKeHue Bifidobacteria [14-16].

CoBeplIeHCTBOBaHME cOCTaBa chneLmanm3npoBaHHbIX
cMmecen ana nutaHus geten ¢ ABKM HanpaB/ieHO Ha NonbIT-
Ky MMUTMPOBaTb CBOMCTBA WMMMYHOMOAYIMPYIOLIMX KOM-
NMOHEHTOB TrPYAHOro MOJIOKa AN MNOAAEPKKU MUKPO-
6MOTbl M MPOrpaMMMpPOBaHUS MPOTUBOAIEPTUYECKOTO
M NPOTUBONHPEKLMOHHOIO UMMYHHOIO oTBeTa [13].
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NEOCATE SYNEO

B 2025 r. Ha pblHOK PoccumK BbIXOAWUT CMECb Ha OCHOBE
amuHokucnot Neocate SYNEO, cneumanbHo paspaboTaH-
Haa ansa aeten ¢ Taxenon ABKM 1M MHOXKeCTBEHHON nuule-
Bon annepruen. Neocate SYNEO — eaMHCTBEHHas CMeCb
Ha ocHoBe 100% cBOOGOAHbIX aMWHOKMUCNIOT, o6oralleHHas
CUHOMOTUYECKMUM Komnniekcom SYNEO u onurocaxapuaom
rpyoHoOro Mosioka 2'-pyKkoaunnakrtolon (2'-FL).

3anateHTOBaHHbIM CMHOMOTUYeCcKM KomnneKke SYNEO
COLEPKNUT NpebUoTUYECKME KOPOTKO- M ASMHHOLIENoYey-
Hble onurocaxapuabl (scFOS/ICFOS) n npo6buoTtuk (B. breve
M-16V). MNpebrotnkn scGOS/IcCFOS KonmyecTBEHHO U DYHK-
LMOHaNIbHO BOCMPOMU3BOASAT ONIMrocaxapuaibl FPYAHOr0 MOSO-
Ka, 4YTo AOKa3aHo B 6onee 4eM 40 MeXAyHaPOAHbIX KIUHM-
4YeCKux uccnegosaHusax. Npobuotuyeckun wtamm B. breve
M-16V Bbi6paH M3 Haubonee pacnpocTPpaHeHHbIX BWIOB
6udunao6aKTeEPUN rPYAHOr0 MONTOKA U KULLEYHWKa 3J0POBbIX
MNajeHLeB Ha rpyaHoOM BcKapmnuBaHuu [17, 18] 3a ero
6e30nacHOCTb U CMNOCOGHOCTb YMeHblUaTb anfiepruyeckune
peaKkumuu [19, 20]. KomnoHeHTbl komnnekca SYNEO pa6orta-
0T CUHEPTUYECKM, COCOBCTBYS MOAYNSALIMM COCTaBa MUKPO-
6MOTbl KMWEYHUKa, NOAOGHOM MoKasaTensaM Ha rpygHom
BCKapMJ/IMBaHWW.

CoctaB Neocate SYNEO o6orauieH 2'-FL, KoTopas aBns-
eTca Haubonee pacnpocTpaHEeHHbIM KOPOTKOLEeNoYeYHbIM
onurocaxapuaom rpyaHoro mosnoko [21]. CuHTeTH4YecKas
2'-FL uMeeT CTPYKTYPY, MOEHTUYHYIO CTPYKType 2'-FL rpya-
HOro mosoka, n Bmecte ¢ scFOS/IcCFOS ¢yHKUMOHaNbHO
UMUTUPYET KOMMOHEHTbI 0JIUrocaxapuaos rpygHoOro Mono-
Ka. JJobaBneHune 2'-FL kK Neocate SYNEO o6ecneyuBaer
cMecCb 60NbWKWM KONMYECTBOM (YHKLMOHANbHbIX MHIpe-
AVEHTOB, MOAYNUPYIOLWKNX PaboTy KUWeYHWKa, npuéaun-
asg UX K UMMYHOMOAYUPYIOWUM KOMMNOHEHTaM rpygHOro
MOOKa.

besonacHocTb U 3PDEKTUBHOCTb aMWHOKMUCIOTHOM
cmecH, oboraueHHon Komnnekcom SYNEO, noatBepxae-
Hbl KakK B [OKJIMHMYECKUX McnbITaHuax [19, 22, 23], Tak
MU B KJIMHUYECKMX nccnenoBaHuax [16, 24—-26], npoBOAUB-
wmnxca 6onee 10 net. [JoKasaHa 3bPEKTUBHOCTb CMECH
B KyNMpOBaHWUU CUMMNTOMOB TSXKENOW MULLEBOW annepruu
Ha 3-14-% aeHb HabnogeHus [27, 28].

lNMokaszaHo, 4To npumeHeHne Neocate SYNEO addek-
TUBHO MOAYNMPYET KULLEYHYIO MUKPOBKUOTY M ee MeTabonu-
YeCKYI0 aKTUBHOCTb (MOBbILWEHKE YPOBHSA 6udnaobaKkTepuin
n yMeHblleHne Eubacter rectale n Clostridium coccoides;
CHWXXeHue pH Kana 3a cyeT yBenn4eHus BblpaboTKM YKCyC-
HOM M NPONMOHOBOW KOPOTKOLLEMOYEYHbIX XXUPHbIX KUCOT)
y neTten Kak c IgE-, Tak u He-lgE-onocpeaoBaHHon ABKM
[16, 25-27].

Y neten ¢ ABKM, nonyyaBlumx Neocate SYNEO, B Tpex
PaHAOMU3UPOBAHHbBIX KOHTPOJMPYEMbBIX MWCCAEeA0BaHUAX
OTMeYannCb OTCYTCTBUE raCTPOUHTECTUHANbHbBIX MHEKLUM
M OTUTOB, AOCTOBEPHOE CHUMEHWE YacToTbl pecnupaTop-
HbIX MHPEKUMM (Ha 32%), a TaKXKe CHUXKeHMe NoTpeBGHOCTH
B @aHTMOUOTUKOTEpPanuu Ha 47%, B CUCTEMHbIX NPOTUBOMM-
KPOOGHbIX cpeacTBax — Ha 75%, B IeKapCTBEHHbIX Npenapa-
Tax Ang nogaepykaHua GyHKUUOHaNa }Xenygo4yHo-KULWeYHoro
TpakTa — Ha 77,8%, B AepMaTONOrM4EeCKMX cpeacTBax —
Ha 62,8% [24, 25, 27].

PesynbTaTbl KIMHUYECKUX MUCCNEAOBaHWA NOATBEPXAa-
0T 9KOHOMMUYECKYIO BbIrOAY NPUMEHEHUS CMECHU ANs cUcTe-
Mbl 34PaBOOXPaHEHUS 3a CYET COKpalleHWs Konu4vectsa
rocnutanuMsaum Ha 55%, BM3UTOB K Bpadyy Ha — 31%,
NOTPE6HOCTU B HAa3HAYEHUN MEAUKAMEHTOB, CHUMXKEHUS CTO-
MMOCTM NeYeHns nauneHta — Ha 452 dyHTa B CpaBHEHUM
C NauueHTamu, Nony4yaBLUIMMU aHaN0rMYyHble CMeCH 6€3 CUH-
610TMYECKOrO KoMMeKca [6].

3T NpenmyLecTBa MOryT 6bITb CBA3aHbl CO 3HAYUMbIMMU
NOJSIOXKUTENbHBIMW U3MEHEHUAMU MUKPOOUOTHI KULLIEYHMKA
Ha ¢oHe npuema Neocate SYNEO, KoTopble OTMe4Yalucb
ye yepes 8 Hef ee NPUMEHEHUS U CoXpaHsanuch Ao 12 mMec,
4YTO YKa3blBaeT Ha HMBENMPOBaHME AWCOMO3a KMLIEYHMKA
y aeten ¢ ABKM [26, 27].

HoBble gaHHble KNMHUYECKUX MccneaoBaHuit Neocate
SYNEO cBMAeTenbCTBYIOT O KJIOYEBOW PO MUKpOBGMOMa
KWWEYHMKa B MPOrpamMUpoOBaHUM MPaBWUIbHOTO MMMYH-
HOro OTBETA NPKW anfeprum u 0 BO3MOMKHOCTSX A8 NOBbI-
lWeHna 3PpOEKTUBHOCTU TPAAULIMOHHOW 3IMMUHALMOHHOM
[OVEThI.

OBCYXAEHME U BbiBObl

OCHOBHOW LieNbl0 COBETa 3KCMNEpPTOB CTano obeyxae-
HWEe NOBblWEHUA 3GPEKTUBHOCTU TPAAMLMOHHbBIX MOAXO-
[I0B K Tepanuu nuieBor anneprum y aeTen nepBoro roga
HUBHMU.

Muwesas anneprus NpeactaBnseT co60M Cepbe3Hylo
MYNbTUAMCUMIIIMHAPHYIO Npo6nemy Ans nauueHTta, ero
CEeMbW, poauTenen u Bpadva. B HacToAwWMA MOMEHT CNOX-
HO OLEHUTb UCTUHHYIO PacnpPOCTPaHEHHOCTb 3a60/1eBaHKS,
B TOM 4ucCfe y IeTer NepBOro roaa Xu3Hu. OQHOM U3 NPUYKH
ABNAEeTcHs NOAMMOPOUAHOCTb, C KOTOPOW CBA3AHO 60/b-
loe Konu4yectBo AnarHo3oB no MKB — racTposHTepwuT,
KOMUT, HapylleHWs BcCacbiBaHWS, aTOMWYECKUM AepmaTuT
n ap. 6e3 yKasaHus NepBONpUYUHbI — WUMMYHOOMMYECKM
onocpeaoBaHHOW HENEPEHOCUMOCTH MULLLEBOTO anjepreHa.
BTopasi npMynHa — CNOMHOCTb AMArHOCTUKKU, UCMONIb30Ba-
HUEe PasfiniHbIX METOAMK KaK Ha NMOJIMKIMHUYECKOM aTane,
Tak U B cTauuoHape, BejeHue pebGeHKa crneuuanuctamu
pasnuyHbIX creunanbHocTeh. B pesdynbtate oTmevatoTcs
KaK K rmno-, Tak U runepanMarHoctTuka 3aboneBaHus, NpuBo-
AAUME K CHUXKEHUIO 3PDEKTUBHOCTM TEpanuu, yBeINYEHUIO
NPOAOSIKUTENBHOCTU U CTOUMOCTU NIeYEHUs.

He cTouT 3a6biBaTh MU O HEraTUBHOM BJIMAHUKU anneprum
Ha no3HaBaTenbHOE pa3BUTUE pebeHka B nepuos 060-
CTPEHUs GONEe3HKU, a TaKkKe Ha NCUXMYECKoe COoCTosiHWE
KaK camoro nauueHTa, Tak U YEHOB ero CEMbM, YTO Cylle-
CTBEHHO CHW}XaeT KayecTBO XW3HW, CBA3AHHOE CO 3/10P0-
BbeM.

Y4aCTHUKM OTMETUN, 4TO 10 CUX NMOP COXPaHaEeTca nyTa-
HULA B TEPMUHONOIMUK: Hanpumep, NoHATUE «aHapunaKkcus»
4acTo ynoTpebnatoT KO BCEM Cy4YasiM MULEBOW annepruu;
TEPMUH «TMMNoaNnepreHHbli» OWNGOYHO NMPUMEHSIOT K Npo-
[lYKTaM NpuUKopMa, CMECSM C YaCTUYHO TMAPOAN30BaHHbLIM
6enKoM, NpoAyKTamM Ha OCHOBE KO3bero mMosioka. [lo cux
nop B KIMHUYECKUX PEKOMEHAALMAX YETKO He onpeaeneHbl
KPUTEPUU OLIEHKU TSHECTU NULLEBOMN annepruu.

JKenepTbl €AMHOrNacHo cornacuincb ¢ KI4eBOK
PONbi0 MWKPOGWMOTHI B GOPMUPOBAHWUKU MpeHaTanbHOro
M NOCTHaTaNbHOro 310p0Bbsl pebeHKa, B CBA3M C YEM OTME-
TUIU NEepPCrneKTUBHbIE BO3MOXHOCTU MPOrpaMmMMpoBaHUSA
MMMYHHOTIO OTBETA Yepe3 MOAYNALMIO MUKPOGKOTI C LIENbIO
ycuneHuss apeOEeKTUBHOCTU TPAAMLIMOHHbBIX MOAXOA0B 3/U-
MWHaALMOHHOWM AMETbI, a TaKKe Heo6X0AMMOCTb paLMoHab-
HOWM aHTMBMOTMKOTEPANUK ANA NPefynpexaeHns pa3BuTms
annepruyeckmx 3aboneBaHunin.

[JokazatenbctBa 3ddektnBHoctM Neocate SYNEO
B OTHOLIEHUM KYMUPOBAHUSA KOMHbIX M TAaCTPOUHTECTH-
HaNbHbIX CMMNTOMOB Taxenon ABKM M MHOXeCTBEHHOM
NMULLEBOW anneprum, NpUGANKEHNT KUILEYHON MUKPOBUOTHI
K NoKa3aTensM y AeTew Ha rpyilHOM BCKapM/IMBaHUK, a Tak-
e MNporpamMMpOBaHusl NPaBUIbHOTO MMMYHHOIO OTBETa
NpuW3HaHbl y6eanTebHbIMU.

Oco60 3KcnepTbl OTMETUIN [OKa3aHHOE CHUXKe-
HME HarpyskuM Ha 374paBOOXPaHEHWE: MO CPaBHEHWIO CO



CTaHAapTHOMW Nle4ebHOW CMEeCbio Ha OCHOBE aMMHOKMUCAOT
Neocate SYNEO nokazana 3HayMMoO€ CHWXKEHUe clyvyaes
MHPEKLMOHHbIX 3a60/1eBaHNI, Ha3HaYeHUS MeAUKaAMEHTOB,
BKJlOYass aHTUOUMOTUMKOTEpPANMIo, CiaydYyaeB rocnuTann3aunn
1 obpalleHnn K cneymanuctam [6, 16, 24-30].

B 06cyKaeHMM aKCnepTbl OTMETUIM BaXKHOCTb cobtoae-
HUsE 6€30MaCHOCTM MpPKU UCMNOMb30BaHWM NPOAYKTA Y UMMY-
HOKOMMPOMETUPOBAHHbIX MNaLMeHTOB. B cBA3K ¢ Hannynem
¥UBbIX WITaMMOB 6MdPUA06aKTEPUA U BO3MOXKHbBIM PUCKOM
pa3BUTUA NPOBUOTUYECKOro cerncuca Ha GoHEe UMMYHOCY-
npeccum CMecb He peKOMeHAOBaHa HeJOHOWEHHbIM JeTaM,
nauvMeHtTam C MNepBUYHBIMK MMMyHOoAedMUMTaMK, ycTa-
HOBJ/IEHHbIM LIEHTPabHbIM BEHO3HbIM KaTeTepPOM M MOCT-
NUAOPUYECKMM 30HAOM, C CUHAPOMOM KOPOTKOWM KMLIKK
6e3 MOSIHOM OLEHKU MeOWUMHCKMM pabOoTHMKOM npeano-
naraemMow nonb3bl U PUCKa, a TaKKe NPU HEBO3MOXKHOCTH
MOHUTOPUHIa COCTOSIHUSA MauMeHTa. Y AaHHOM KaTeropuu
naunMeHTOB BO3MOXKHO NPUMEHEHNE aMUHOKMUCNOTHBIX CMe-
cen 6e3 BKOYEHUs NpobuoTnkos, Hanpumep Neocate LCP
mnu Neocate Junior y geteu ctaplie roga.

B 3aknto4eHne COBET 3KCMEPTOB ele pa3 0603Havunn
BbICOKYIO colManbHyto 3HaunmocTb ABKM 1 Heo6xoanmMocCTb
obecrneyeHns OOCTYMHOCTU chneumMann3mpoBaHHbIX CMecen
ON9 ee KOPPEeKUWUW, AAUTENbHOCTb NMPUMEHEHWUS KOTOPbIX
npu TsXKenbix Gopmax MOXKeT gocturaTte 18 mec. [Ang pelie-
HWS 3TOM 3a4a4n HEO6X0ANMO MHULIMMPOBATb CO3AaHMe peru-
cTpoB aetert ¢ ABKM B pervoHax Poccuitckon depepaumm
Cc o6beanHeHneM B deaepanbHbii peructp. [aHHble peru-
CTPbl NMOMOTYT MOHATb WCTUHHYK PacnpOCTPaHEHHOCTb
3a60/1eBaHNs, a TaKXe OLEHUTb NOTPEBHOCTb B MPOAYKTax
015 Ne4ebHOro NUTaHus AeTen pasfnyHbIX permoHoB Poccuun
015 anbHENLero nnaHMpoBaHus nx obecneyeHus.

Kpome Toro, HE0O6X0AMMO NPOAOSIKUTL Hay4YHble Ucche-
[OBaHWSA, U3yyaloline BO3MOXKHbIE [AOMOJHUTENbHbIE
adpdeKTbl AMETUYECKOM KOPPEKLMK, B TOM YUC/e CBA3aH-
Hble C YynydlleHWEeM KOrHMUTUBHOM cdepbl pebeHKa U ero
MEHTaIbHOro 340POBbS.
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CuMno3unymbl
«AHAMBUAYyabHbIe cTpaTerum sedyenus OPMU:
MHTEerpaLus CMMNToOMaTU4eCKOMU Tepanuu
M UMMYHOTEpPanun»

U «<HacTble BOMPOCbI 0 TOH3W/IZIUTaX»

B pamkax XXVI KoHrpecca neanatpoB Poccum ¢ MexayHapoaHbIM y4acTMeM «AKTyaJlbHble po6ieMbI
neguaTtpumn» Bedylne OTEYECTBEHHbIE CMELMaANINCTbl NPeAcTaBuIn COBPEMEHHbIE MOAXOAbl K Beae-
HUIO MaLUMEHTOB C 4YacTo BCTpeYaeMbIMu Ha npueme y negmatpa 3aboseBaHUSIMU, NPENMYLLECTBEHHO

MHGEKLMOHHOIo reHesa.

epBbii CMMNO3MYyM — «MHAMBKUAYaNbHblIE CTpaTernu

neyenns OPWU: uHTerpauusa cumntoMaTU4eCcKoM Tepa-
MMM U UMMYHOTEPanuu» — GblN MOCBSLLEH TaKTUKE BEAEHMS
nauueHToB C OCTpoM pecnupaTtopHon uHdekuunen (OPU),
B TOM 4ucne y 4acto 6onewowmx geten. B cBoem gokna-
ne «anddepeHumMpoBaHHbIM NOAXOA K CUMNTOMaTUYECKOMY
NIeYEHUIO KallNs MpU OCTPbIX PecnupaTtopHbiX MHPEKLMaX
y netew» Bpay-neguatp A.M.H. TatbiHa BnapumupoBHa
TypTu nNofyepKHyna, 4YTO Kallenb SBASETCH eCTeCTBEH-
HbIM 3aLLMTHBIM MEXaHW3MOM, OAHAKO MpPU onpeaeneHHbIX
YCNOBUSAX MOXET CTaTb MapKEpPOM CEepbe3HbIX MaTofiorui
WU MPUBECTU K OCNOXKHEHUSAM. JIeKTop oTmeTuna, 4to OPU,
Bbl3blBaeMble pa3HO06pa3HbIMKM BUpycaMu (FPUMn, Kopo-
HaBMPYCbl, PUHOBMPYCbI U AP.), YAacTO COMPOBOXKAAKTCS
KallfiemM, KOTOpbIA coxpaHseTcs A0 3 Hed, a B HEKOTOPbIX
cnyyassix — A0 6 Hed. Y OeTen paHHero Bo3pacTta OTCyT-
CTBME a[eKBATHOrO JIeYEHUS MOBLIWAET PUCK TAXKENOro
TeYEeHUs UHDEKUMK, OCIIOKHEHUI U, KaK cneacTBue, rocnu-
Tannsaumn. Kawenb He TONbKO HapyLllaeT Ka4yeCTBO KU3HM,
CTaHOBSACb MPUYMHOM HapylleHUn cHa y 88% ageten n 72%
poauTenen, Ho M co3aaeT 3HAYUTENbHYID COLMaNbHO-3KO-
HOMMWYECKYIO Harpy3Ky n3-3a MpOonycKoB LUKOMbI, AETCKOrO
cafla n pabo4umx gHEN.

T.B. TypTM HanoMHWNa, 4YTO KJIHOYEBbLIM 3JIEMEHTOM
B MOAAEPIKaHMM 340POBbS AblXaTeNbHblX MNyTEN ABAseTcs
MYKOLIM/IMAPHbBIA KIMPEHC, B HOPME PECHWUTYaTbIA 3anuTe-
NN 3PPEKTUBHO BbIBOAUT CAM3b, 0AHaKo npu OPU cekpeTt
CT@HOBMTCS BSA3KUM, MpeBpallascb B TPYAHOOTAENSEMYIO
MOKpOTY. [loknag4nKk obpatuna BHUMaHKe, 4To BbIGOP Tepa-
N AOIKEH OCHOBLIBATLCA Ha XapaKTepe Kalwns, ero anu-
TENbHOCTM M NaTOreHeTUYECKUX MEXaHU3MaX.

B OoTHOWEHWM NneveHns cyxoro (HenpoayKTUBHOMO) Kall-
N5, 0COB6EHHO COMPOBOXKAAWErocsd CUHAPOMOM KallleBoK
rMnepyyBcTBUTENbHOCTH, T.B. TypTn ynoMsaHyna o npenapa-
Tax nepuPpepmn4ecKoro 4ENCTBUS, TaKMX KaK 1€BOAPONPOnu-
3WH (Hanpumep, JleBonpoHT). [laHHbIM Npenapar, MHrMbupys
nepefayvy CWUrHanoB OT FMNEep4YyBCTBUTE/NbHbIX C-BOIOKOH,
CHW}aeT 4acToTy, MHTEHCMBHOCTb CyXOro Kallas U CoKpalla-
€T ero NPoAoIKMTENLHOCTb MOYTH BABOE, YTO NOATBEPKAE-
HO KJIMHUYECKUMU UCCNefoBaHUAaMK ¢ ydacTuem 443 geten.
[MpoTnBOKalWNeBoe AeNCTBUE NpenapaTa NPosBSETCS yKe
Ha 1-M geHb NpuUMeHeHuns (puc. 1) n N03BONSET YMEHbLINUTb
4acTOTy HOYHbIX MPOBYKAEHUIN, CBA3AHHBLIX C MPUCTyNnamu
Kawnsa. MNpu BAaxXHOM (MPOAYKTMBHOM) Kallfle C BS3KOM
MOKPOTOM npeanonaraetcs MCNonb30BaHWE MyKoperyns-

TOpPOB, Hanpumep Kap6ouucTenHa AUM3MHA MoHorugpata
(Hanpumep, PnyndopT), KOTOPbLIK HOPMANU3yeT peosiormye-
CKMe CBOWMCTBA C/M3KM 3a CYET NPSMOro AencTBus Ha BoKa-
NIOBUAHbIE KNETKU W yny4ylwaeT MyKOLMIMaPHbIA TPaHCMopT,
o6nafaeT NpPoTMBOBOCNANNUTENbHBIM W @HTMOKCWUAAHTHbLIM
aencteunem. boinm npeactaBneHbl pe3ynbTatbl KIMHUYECKUX
nccnenoBaHWn, AeMOHCTpupylowme ero apOeKTUBHOCTb
M 6e30MacHOCTb Y AeTen ¢ 2 fIeT, a TaKKe npenmylecTsa
nepes KnacCu4ecKMMmU MyKONUTUKaMK. TaK, ye K 4-My AHI0
Tepanum BA3KOCTb MOKPOThI CHUXKaeTca B 3,5 pasa (puc. 2),
a CKOPOCTb MYKOLMAMAPHOrO TpaHcrmopTa yBenuM4MBaeTcs
B 1,5 pa3sa. 3a cyeT fo6aBneHna K KapboLUUCTEUHY aMUHO-
KWUCNOTbl IM3UH YAanocb ynyywnTb GapMaKOKMHETUYECKME
CBOWCTBa npenapaTta v NoBbICUTb €ro 6€30MNacHOCTb.

T.B. TypTM HanomHuna, YTO pacTUTE/NbHbIE OTXapKKBalo-
e cpeacTBa v npenapaThbl LLEHTPaNbHOMO AENCTBUSA UMEIOT
orpaHuM4yeHHoe MpuMMeHeHWe B nNeauMaTpuum n3-3a HU3KOM
[loKasaTeNibHOW 6a3bl U pUCKa NO6OYHbIX 3IhDEKTOB, U NOA-
YepKHyna, YToO OCHOBHOW aKUEHT B Tepanuu AOoMKeH 6blTb
chenaH Ha uMHAMBWMAYanbHbIM noaxoa — AvddepeHunaumns
TMNa Kawns, y4eT BOo3pacTa nauuMeHTa WM AaHHbIX AUMarHo-
CTUKM MO3BONSAIOT HE TONbKO YCKOPUTb BbI3JOPOBEHME,
HO M NPeAoTBPAaTUTb OCIIOXKHEHMUS.

B 3akntoyeHne JoKNagyMk OTMETUNa, YTO pauuoHalb-
HbI1 BbIGOpP TEpanum, OCHOBAHHbLIW HA MOHMMaHWKU NaToreHe-
3a U y4UTbIBAIOWMIA COBPEMEHHbBIE KIMHUYECKME PEKOMEH-
Aalummn, cnoco6CTBYET HE TONbKO KYMMPOBAHUIO CUMMNTOMOB,
HO M 3HAYUTENbHOMY YAYYWEHMIO KavyecTBa XU3HW [eTen
N UX ceMen.

B pamKkax cumnosvyma Bpa4y annepronor-uMmMyHonor
K.M.H. AHHa AneKcaHapoBHa AneKceeBa npejactaBuna
AOKNafd, MOCBSLWEHHbIN NepcoHaIn3MpoBaHHOMY MNOAXOAY
K MMMYHOTepanuu y 4acTto 6onetolmx geten. OHa HanomHu-
na, 4YTo YacTo 6onewlme aeTm — 3T0 He AMarHo3, a rpynna
AWcrnaHcepHoro HabnaeHUs, BKIYatoWwasa geten ¢ 6onee
yem 6-8 anu3ogamm OPU B roa, 3aTsKHbIM Te4eHnem 3ab0-
nesaHum (cBblle 14 AHEN) N CKIOHHOCTbIO K OC/IOXKHEHHOMY
TeyeHuo nHpeKunn. laHHasa npobaema NpUBOAUT K CHUXKE-
HWIO KayecTBa KM3HW, SMOLIMOHAIbHOMY CTPECCY B CEMbSIX
M 3Ha4YUTENbHbIM 3KOHOMWMYECKMM 3aTpaTaM. TaKe oOHa
OTMeTWNa, YTO AN MMMYHHOM CUCTEMbl AEeTeW, 0COBEHHO
C annepruen, xapakTepHO cMmellleHne 6anaHca B CTOPOHY
Th2-oTBeTa, 4TO NOBbILWAET BOCAPUUMYMUBOCTb K UHPEKLMSM.

JlekTop aKueHTupoBana BHUMaHWE Ha HEOBXOAMMOCTH
KOMMJIEKCHOro NoAaxoAa K AMarHOCTUKE U IeYEHUI0 UHDEK-
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Puc. 1. lnHaMu1Ka NpUCTYNOB CYXOro Kalwns B rpynne, npUHUMaBLLIEN NEBOAPONPONU3UH

UMR: UCKNIOYEHME NEPBUYHBIX MMMYHOAEDUUMTOB Yy aeTen
¢ YacTbimu OPWU, caHauus XpOHUYECKMX 04aroB UHGEKLUH,
KOPPEKLUS pexmma AHS, NUTaHUS U YpOBHSA BUTaMuHa D.
A.A. AneKkceeBa TaKXe OTMETWUAA, HYTO BaKHYl0 pOib UrpatoT
Kak cneunbduryeckas npodbunakTMKa, KOTopasa 3aKaoyaeTtcs
B NpoBeAeHMM BaKLMHaLMK, TaKk U Hecneuubuyeckas —
B BUAE NPUMEHEHUS MMMYHOMOAYNATOPOB C [OKa3aHHOM
3bPEKTUBHOCTBIO (MO pedynsTataM MeTaaHanM3a — yMeHb-
LeHne 4acToTbl MHPeKumi Ha 40%).

Ocob6oe BHMMaHWe AOKNaA4YMK yaenuna Knaccudwuka-
UMM MMMYHOTPOMHbIX CPEACTB, BblAEIMB CUHTETUYECKUI
UMMYHOMOAYNATOP NuAoTMMoL (Hanpumep, WIMyHOpPUKC),
npUMMeHsieMblh BO BpavyebHOM npakTuke 6onee 30 ner,
npevmyLecTBa KOTOPOro 3aK/loyaloTcsi B TOYHOM MOJIEKY-
NAPHOW CTPYKTYpe, 6€30NacHOCTU U OTCYTCTBMM MOCTOPOH-
HWX NpUMecen, CBOMCTBEHHbIX BMONOMMYECKMM aHanoram.
MuaotTumoa BAMSET Ha BPOXAEHHbIM U afanTUBHbLIA UMMY-

HUTET — CTUMYNUPYET CEKPETOPHbIM UMMYHOMNOBYNIUH A,
aKTMBMpyeT Makpodaru, HaTypanbHble KUinepbl U cMeLLaeT
6anaHc MMMyHHOro oteeta ¢ Th2 Ha Thi, 4To oco6eHHO
BaXXHO ANS AeTeN ¢ annepruen.

A.A. AneKkceeBa npefctaBuia peaynbratbl KIMHUYECKUX
nccnenoBaHum, NnogTBepKAaOWMX 9POEKTUBHOCTD NMMAOTH-
moga. Tak, B uccnegoanunn 2008 r. ¢ yyactnem 120 neten,
npoBeAEeHHOM UTaNlbSHCKMMU KonileraMu, npenapar cokpa-
TUN AAUTENbHOCTb cuMmnToMoB OPU w ynyywmn daroymTos.
Ewe oAHO MHOroLeHTpPOBOe UccneaoBaHWe — MOj4 PYyKo-
BoacTBOM npodeccopa J1.C. HamasoBon-bapaHoBon —
noKasano CHUXEeHWe KOoNM4yecTBa NOBTOPHbIX PELMAUMBOB
OPW npakTuMyeckn B 2 pasa B nepBble 2—-3 Mec nocne
npuMeHeHns nuaoTumoaa (puc. 3). B ote4ecTBEHHOM MHOrO-
LEHTPOBOM MCCNefoBaHUKU y 78 aetei ¢ annepruyeckumu
3a60neBaHUAMMU NpuemM NuaoTMMona CHuaun vactoty OPU
B 2 pa3a, a TaKXe YMeHbWWN NoTpe6bHOCTb B NpoBeAEHUH

*p < 0,001 oT UICXOAHOIO

12 10,27 10,84
o :
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Puc. 3. IntHammnka 3a601eBaeMoCTh OCTPLIMU PECNUPaATOPHLIMU MHOEKLUAMM B CPaBHUBAEMbIX Fpynnax 3a Nepuoa ucciefoBaHus

aHTMOGaKTepManbHON Tepanuu W HOpMann3oBas YPOBEHb
IL-8, a B uccnepoBaHuu ¢ ydactmem 132 peten u3 KHP
oTMeYanuncb poct uHTepdepoHa ramma (IFN-y), yckopeHHoe
paspelueHme cumntomoB OPU 1 CHUXKEHMEe ypOBHS MPOBOC-
nannTeNbHbIX LLUTOKMHOB.

Takke OblIM NPOAEMOHCTPUPOBAHbI pe3y/bTaTbl MeTa-
aHanmMs3a 29 paHAOMU3UPOBAHHbLIX KIMHWUYECKUX uUCche-
[OBaHWK, KOTOpble MoKasanu, YTO NMMAOTMMOJ COKpaliaeT
ONNTEeNbHOCTb MHDEKLMIA, yMEeHblUaeT NoTPeBGHOCTb B aHTU-
6aKTepuanbHON Tepanuu K rocnutanusauuu, a ero 6e3o-
nacHoOCTb conocTaBuMma c nnaue6o. lMpenapaT BKIOYEH
B peKomeHaaunn BcemmpHom opraHusanmm 3apaBooxpaHe-
Hus (BO3), pasdpelleH ¢ 3 neT 1 NOAXOAMT KaK AN1a nevyeHus,
Tak U ansg nNpoodUNaKTUKU MHOEKLMIA BEPXHUX U HUKHMX
OblXaTeNbHbIX NyTENW, @ KPOME TOr0 — MOYEBbIAENNTENBHON
cuctembl. YaobHasa uakaa dopma 6e3 caxapa U cnvpTa
obner4yaet NpUMEHEHWE y AeTen, BKoYas Tex, KTO UCMbITbI-
BaeT TPYAHOCTU C NMPUMEHEHWEM JIEKAPCTBEHHbIX CPEACTB
B TabnetupoBaHHom dopme.

B 3aknioveHne A.A. AnekceeBa OTMeTMAA, YTO NMUAOTH-
MOJ co4eTaeT [oKa3aHHyl 3dPEeKTUBHOCTb, 6€30MacHOCTb
1 yao6CTBO MPUMEHEHMS, CTAHOBSACH ONTUMaJsibHbIM BbIGOPOM
ONna 4acto 6oneouwmx AeTen, BKIOYas NaluMeHToB C annep-
rMen, U NoA4yepKHyna, Y4To pauMoHalbHas MMMyHOTepanus,
OCHOBaHHas Ha MepcoHasM3npPoOBaHHOM MOAXOAE U AaHHbIX
KIMHUYECKUX MCCNEefoBaHUM, NO3BONSET CHU3UTb MEAMKO-
coumanbHyo Harpy3Ky 1 yny4ylmTb Ka4eCcTBO KU3HU CEMEN.

BTtopon cumnosnym — «HacTble BOMPOCHl O TOH3WU/IU-
Tax» — OblJ1 MOCBSLLEH BONPOCaM AUMArHOCTUKK U JieYeHus
pasnuyHbix Gopm ToH3uUNNuTa y aeter. OTKpblna CUMNO3u-
YM Bpay-oTOpUHONapuHronor K.m.H. UpuHa BanepbeBHa
3eneHKoBa, KOTopas NoAyYepKHyna HeobxoAMMOCTb Aud-
depeHumanbHOM AMarHoOCTUKM npu anobax Ha 605b
B ropney getei. OHa oTMeTMNE, YHTO OCHOBHbLIMWU NPUYUHAMU
60/1€BOr0 CUHAPOMA MOTYT 6blTb OCTPbIA UIIU XPOHUYECKUIN
TOH3WNNUT, racTpoaszodareansHag pednokcHas 60ne3Hb
(T3PB), abcLecchl MMOTKU U TpaBMbl, @ BU3yasibHbIA OCMOTP
4acTo HejocTaToydeH AN TOYHOW JMarHOCTUKKM, OCOBEHHO
Ha ¢OoHe HepauuOoHaNbHOro MNpPUMEHEHUS aHTUOUOTUKOB,
KOTOPOE UCKaXaeT KIMHUYECKYIO KapTUHy.

N.B. 3eneHkoBa HanomHuna, 4To0 AN [LeTen craplie
3 net ¢ cMMNTOMaMK TOH3WIUTa 0693aTeNlbHbIM ABASETCH
npoBefieHne cTpenTatecTa, NO3BONSAOWEro BbIABUTL 6eTa-
reMOJIMTUYECKUIA CTPenTOKOKK rpynnbl A (BICA), wkana
Mak-An3eKa noMoraeT OLEHUTb BEPOATHOCTb 6aKTepuab-
HOM MHOEKLMU, HO UMEET OrpaHUyeHUs — Harnpumep, B Ciy-
Yyaax, Korga MHOEKLMOHHbIM MOHOHYK/1E03 MOXET UMUTU-
poBaTb OGaKTepuanbHyl0 aHrnHy, a aHTUOUOTUKOTEpanus,
COMNacHO KJIMHUYECKUM peKoMeHJauusaM, Ha3HavaeTcs
TONbKO Mpu noatTeepxaeHHoM BICA nnu BbICOKOW BEpOAT-
HOCTU BGaKTepuanbHON MHDEKUUK Mo WKane Mak-An3eKa.

KnioyeBon 3ajayel CUMNTOMATUYECKOM Tepanuu
[LOKNaf4yMK Ha3Bana KynuposaHue 60nu B ropne, Kotopas
0COBEHHO TAXEN0 NepeHocuTCH ieTbMU. B KavecTBe npume-
pa 3abdPeKTMBHOIrO cpefcTBa OHa Bblgenuna ketonpodeHa
NIM3UHa MoHoruapat, a UMeHHo npenapaT OKW rpaHynbl —
HeCTepOouAHbIM NPOTUBOBOCNANUTENbHbIN Npenapat (HMNBIM),
paspeLleHHbIN A9 CUCTEMHOIO NMPUMEHEHUS Y IETEN C 6 NeT,
MEXaHW3M JeNCTBUS KOTOPOro OCHOBAH Ha MHIMGUPOBaHUU
OpajUKMHUHOB — MeanatopoB 60J1M, aKTUBHO BbICBOOOXK-
[aloLWmMXCa NMPU BUPYCHBIX UHDEKLMSAX.

N.B. 3eneHkoBa otmMeTuna, 4To OKU rpaHynbl o6ecneym-
BaeT MNPOTUMBOBOCMNAIMTENbHbBIN, aHanbreTUYecKun (AnuTca
40 8 4, yTo fenaeT onTumalbHbIM NPUMEHeHue npenapa-
Ta nepeg CHOM) U XKaponoHwKatownn aGdeKTbl, a Hanu-
Yyune NM3MHa B COCTaBe yny4llaeT BcacbiBaHWe npenapaTta,
CHUXaeT PUCK ractponatun u ycunuMBaeT MPOHUKHOBEHWe
[LEeNncTBylollero BellecTBa B o4var BocnaneHus. [ng mect-
HOW Tepanuu onTuMasbHasa Tonuyeckas dopma npenaparta
OKW — pacTtBOp AN5 NONOCKaHUS, UMEIOLLMIK B CBOEM COCTa-
Be KeTonpodeHa NIM3UHOBYIO COJib, NPEUMYLLECTBOM KOTO-
po aBngeTCcs O6bICTPOE MPOHUKHOBEHWE B TKaHU POTOINOTKMH,
OAHaKO Yy AeTer Mnajlwero Bo3pacrta MX WCMNoNb30BaHWE
3aTpyAHEHO U3-3a CI0XKHOCTEN KOHTPONSA NpoLesypbl.

OTAenbHO NEKTOP OCTaHOBMIACh Ha XPOHWYECKOM TOH-
3UNNUTE, NOAYEPKHYB ero runepamarHoCcTuky U U36bITOYHOE
Ha3Ha4yeHWe aHTUOUOTUKOB, MACKUPYIOLLEE UCTUHHYIO Kin-
HUYECKYIO KapTUHY, HanoOMHMB, Y4TO KPUTEPUAMM [MarHo-
CTUKM cnyxaT npu3Haku [M3e, 3aka u MpeobparKeHCKoro,
pybuOBble M3MEHEHUS MUHAANUH, CNanKu Mexay MUHAa-
JIMHAMU 1 HEGHBIMU YXKaMU, a TaKKe Ka3eo3Hble MPOoOKM
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n pernoHapHas numdaaeHonatus. U.B. 3eneHkoBa nogyep-
KHyNa, 4TO XPOHM3aLMs BOCNaneHns BO3HUKAET U3-3a Hapy-
LIEHUS ApeHa)ka KPUNT MUHAANUH, YTO NPUMBOAMT K 3aCTOt0
naToNOrM4eCcKoro CoAepKMMOro M noBbIllAeT PUCK OCIOXK-
HEHWWN, TAKUX KaK NapaToOH3UNNSPHbIN abcuecc — onacHoe
COCTOSIHWE C PUCKOM MeauacTUHUTA U cencuca, u obpaTtuna
BHUMaHWe, YTO paHee NoKa3aHWeM K TOH3UINIKTOMUK Bbln
6 1 60onee aHrvH B roj], HO CerofiHa noaxoA ctan 6onee UHAK-
BUIYaNbHbIM.

Tak)e goKnagyvKk yaenwna BHumaHue u NOPE — euwe
OJHOW YacTon npuyMHe 60nM B ropne: TpaH3UTOpHoe pac-
cnabneHue nuLLeBOHbIX COUHKTEPOB, KOTOPOE BCTpevaeT-
cs'y aeTten nocne nepeHeceHHbix OPU, npnBoanT K 3abpocy
KENyA0o4YHOro COAEPKMMOro B [NIOTKY, 4YTO MOXET COmnpo-
BOX/[aTbCs GONE3HEHHbIMM OLLYLIEHUAM B o6nacTu ropna
n wew. Npu NpoBeAEHUN IHAOCKOMNUM BPaA4OM-OTOPMHONA-
PUHIO/IOrOM MOFYT GbiTb BbISIB/IEHbI KOCBEHHbIE MPU3HAKMK
[OPb B BMAe GUOPMHOIHOIO HANOKEHUS HA A3bIYHOW MUH-

nanvHe. Tak)e K metogam AuarHoctukn M3PB oTHocuTcs
yNbTPaA3BYKOBOE NCCNe0BaHMe GPIOLLIHOM NOMOCTH C BOJIHO-
CUdOHHON NPOBOK, KOTOPOE MMeEET NPeUMyLLecTBa y AeTen
Maajlero Bo3pacTta 3a CHeT CBOEro NPOCTOro U AOCTYNHOIo
NPUMEHEHMUS.

Moasoas utor, U.B. 3eneHkoBa ob6paTuna BHUMaHKWe,
4TO TaKTWMKa Npu 6011 B ropse TpebyeT KOMMIEKCHOro Noa-
xoda: ucKnoyeHusa MAPB u abcueccoB, pauMoHalbHOro
Mcrnonb3oBaHUA npenapaToB, B ToM yucie OKWU, a Takxe
npeaoTBpaleHMs Heo60CHOBaHHOW aHTUBUOTUKOTEPAnuH,
YTO CHUMKAET PUCKM OCNIOKHEHWUH, MUHUMU3UPYET TUNepam-
arHOCTMKY M ynyyllaeT KayecTBO OKa3aHWs MeAMLMHCKOM
NOMOLLK AETAM.

Takum 06pa3om, aKcnepTamu 6blin 06CYXAEHbI OCHOB-
Hble KpuTepuun anddepeHumnansHon anarHoctukn OPU, a Tak-
e NPOAEMOHCTPUPOBAHbI COBPEMEHHbIE U 3DDEKTUBHbIE
NoAX0Abl K NeYEHUI0 Pa3/IMYHbIX OCTPbIX COCTOAHUN UHDEKLM-
OHHOrO reHe3a, B TOM YMC/ie y HacTo 6OoNeoLWnX AeTeN.



Uudopmauusa Coro3a neguartpo

https://doi.org/10.15690/pf.v22i2.2876

‘W) Check for updates

CumMno3unym
«KenesopeduLUUTHbIE COCTOSHUA Y iIETEN —
CKpbITbI€ Yrpo3bl U OMEBUAHbIE NPOO6JseMbl»

B pamkax XXVI KoHrpecca neanatpoB Poccun ¢ MexayHapoaHbIM y4acTUeM «AKTyaJlbHblE po6eMbI
neguaTpumn» CrieLnaancTbl 06Cyann BOMPOCh! TATEHTHOIO AepuUMUTa XKenesa n Kene3o0aeduLmnTHoON
aHemMnn 'y eTer Y noapoCTKOB; OGblJIN OCBELLEHbBI papMaKoI0rM4ecKMe CBOMCTBa pasJ/iMdHbIX rpernapa-
TOB )Kesie3a, X 3pPEKTUBHOCTb, 6E30MaCHOCTb U MEPEHOCUMOCTb B NEAUATPUYECKON NPaKTUKE, a TaK-
JKe IopnanvecKme acrneKTbl Ha3Ha4YeH s XKee30CoAepallnx 1IeKapCTBEHHbIX CPEACTB.

UMMNO3UYM OTKpbIN A.M.H., npodeccop BeHunamuH

MuxannoBu4 YepHoB, KOTOPbIM NpeacTaBU aKTyallb-
Hble AaHHble O PacnpPOCTPaHEHHOCTHN aTEHTHOro AedunumnTa
enesa (J10XK) nenezogednumntHon aHemum (HKOA) y peten
M MOAPOCTKOB: Cpeaun BCeX Kene3onedUUmUTHbIX COCTOSHUM
Ha gonto JIOX npuxoautca okono 70%, Toraa kKak XKAA
anarHoctupyetca B 30% cnyyaeB. OTaenbHoe BHUMaHWe
OblN10 yaeneHo rpynnam HanbonbWwero pUcKa no pasBuUTUIO
neduunTa Kenesa, K KOTOpPbIM, MO [AaHHbIM BcemupHon
opraHuM3auun 34PaBOOXPaHEHUs, OTHOCATCS AETU MepBo-
ro roga *M3HW M NOAPOCTKM, YTO CBA3AHO C MHTEHCHUBHbLIM
poCTOM B 3TWM Mepuoabl M MNOBbIWEHHOW MOTPEOHOCTbIO
B Xeneae. bbl1o yNOMAHYTO, YTO cpean AeTen paHHero Bo3-
pacTa Hambonee NoaBepPKEHbI Pa3BUTUIO Kene3oaeduumnT-
HbIX COCTOSIHUI JOHOLIEHHbIE AETU C 4 MEC M3HW, Haxoas-
LMecsa Ha rpyaHOM BCKapMJ/IMBaAHWMW; HELOHOLWEHHbIE AETH;
0EeTU C HU3KOW Maccou Tena npu poxaeHun. B 1o Bpems
KaK cpeaun aeten noApoCTKOBOro BO3pacTa B rpynny pucKa
OTHOCAT AeBYLIEK (M3-3a MEHCTPpyaLMi U BO3MOXHbIX Orpa-
HUYEHWIK B MUTAHKW); IOHOLLEN (BBMAY BbICOKON GU3NYECKON
aKTMBHOCTH); MOAPOCTKOB C MepeHeceHHoW paHee MIA.
[JoKnag4ymMk oTMETUN, Y4To NpuHuMnbl nedenus MOA, chop-
MynupoBaHHble elle B 1981 r. J1.N. MgenbcoHOM, ocTatoTcA
aKTyanbHbIMK 4O CUX MOpP: BO3MelleHne gedununTta xenesa
6e3 MNPUMEHEHNS NIEKAPCTBEHHbLIX CPEACTB HEBO3MOXHO;
npeanoyTUTENbHbIM SBASETCS MepopasbHbivi NyTb Npume-
HEHUS Kenesocoaepxalmx npenapartos; fedyeHne MIAA
He [OO/MKHO MpeKpalwaTbcs cpaldy nocfe Hopmanusauuu
YPOBHA reMornobuHa (Heo6xo4MMOo OTClieXmnBaTb NoKasa-
Tenn GeppuTUHa); NPUMEHeHUe reMoTpaHCchy3nuin BO3MOXK-
HO TOJIbKO MO XM3HEHHbIM NoKa3aHuaMm. B.M. YepHoB cae-
flan aKLUEHT Ha TOM, YTO COBPEMEHHbIE TEHAEHLNN NeYeHuUs
HKOA BKAOYalOT B cebs NpenMyLlecTBEHHOE NMpUMEHEHKE
KOMMJIEKCHbIX MpenapaToB TPEXBaEHTHOrO Kenesa, obna-
OalolWmMX BbICOKON 3PPEKTUBHOCTbLIO M XOPOLLEN NEPEHOCU-
MOCTblO, OCOGEHHO MpPU ANUTENBHOM NedyeHun (3—6 mec),
MCNONb30BaHME XUOKUX OPM NpenapaToB xenesla (Kannu,
cuponsbl) y AeTen mnaglwero Bo3pacta. JIeKTop HanoMHUN
0 KpUTEPUSAX OLIEHKK addeKTUBHOCTM Tepanuu XK IA: noBbI-
LEHWE YPOBHS remMorfobuHa B PETUKYOLMUTAX, BbiparKeH-
HbI peTUKynouuTapHblM oTBET K 7—10-My AHIO Tepanuu,
HapacTaHWe KOHLIEHTpaLKUK remornobuHa K 4-n Hea neye-
HUS, PErpecc KAMHUYECKMX CUMNTOMOB aHEMUW B TeHEHUE
1-3 Mec OT Hayana Tepanuu, BOCCTaHOB/EHWE 3anacoB
Kenesa B opraHvMame, NoATBEPKAAEMOE YPOBHEM deppu-
TUHa Bblle 30 HI/MJA, a TakXe 0 MpPUYNHaxX HeabDEKTUB-
HOCTU: HEeBepHasi MOCTaHOBKa AMarHo3a, HEeKOPPEKTHbIN
BbI6Op [O3MPOBKKU MpenapaToB Kenes3a, HeaocTaToyHas
NPOAOIKUTENBbHOCTb Tepanuu, HapyweHue abcopbuuu

enesa B KenyaoyHo-kuweyHom TpakTe (FKKT), Hu3Kasd
nepeHocMMOCTb MpenapaTtoB W, Kak cneacTBue, njoxas
NMPUBEPKEHHOCTb JieyeHuto. OTaenbHO 6bi1I0 OTMEYEHO,
4yTO npeanoyteHue B Tepanuun /A cnegyet otaaBaTb Tpex-
Ba/IEHTHOMY }enes3y BBMAY Nyyluero npoouns 6e3onacHoc-
1 ans KT, CHUKEHHOM TOKCMYHOCTHM MO CPaBHEHMIO C Npe-
napatamMu [ABYXBaN€HTHOrO enesa W OTCYTCTBUS pUCKa
nepeno3npoBKU Gnarogaps KOHTPOJMPYEMOMY MEXaHU3MY
BCacCblBaHMS.

B cnepywouwem goknage A.Mm.H., npodeccop EBreHus
BanepbeBHa LWux npogemoHcTpMpoBana CpaBHUTENbHbIN
aHanuM3 dapMaKoNormM4yecKMx CBOWCTB MpenapaTtoB ABYX-
N TPEXBANEHTHOrO *ene3a. bblno nokasaHo, 4To npenapaTbl
[ABYXBA/IEHTHOrO Keje3a MMEeT psi HEeAOCTaTKOB: CUM-
nTombl nopaxenunsa KT, nnoxas nepeHOCMMOCTb, Henpwm-
ATHbIA METaNNMYECKMIN MPUBKYC IEKapCTBEHHOI0 CPeACTBa,
OKpalwuBaHWe amanu 3y60B. B 7O Bpems Kak y npena-
paToB TPEXBANEHTHOrO Kejel3a OTMevaloTcs crneaylolme
npenmyLLecTBa: KOHTPONIMPYyEMOE BcCacbiBaHWe, WCKJOYa-
ollee nepefosvpoBKY, OTCYTCTBME pas3jpaalolero Bo3-
OENCTBUSA Ha cnm3ucTyto o6ono4ky KT, nydwas nepeHo-
CMMOCTb MO CPaBHEHUIO C MpenapaTaMmu [ABYXBaNE€HTHOro
Kenesa W, Kak cnefcTeue, Nyyllas NpUBEPKEHHOCTb Tepa-
nuu. [loknagyMK pacckasasa O COBPEMEHHbIX npenaparax
enes3o-nNpoTENHOBLIX KOMMAEKCOB (Hanpumep, Pepnatym,
depnatym don), KoTopble NpeacTaBAfOT coboi coeanHe-
HWE TPEeXBaNIeHTHOro Xefnesa, cTabunnM3npoBaHHOE Kas3eu-
HOBbIM 6eNKoM. B cocTaBe npenapaToBs MOHbI xenesa (Fe3*)
OKPYEHbI CYKLMHUNAT-aHNOHaMM U NeNTUAHBbIMKU dparmeH-
Tamu, 4To obecrneynBaeT 3aLUnUTy CIM3UCTOM 060N04KM HKKT
OT pasaparkalollero AencTBUS, Kene3o aKTMBHO BcachiBa-
eTcsl B ABEHaLLATMNEPCTHOM KULLIKE NPU y4acTum cneundu-
YeCKMX 6e/IKOB-NepeHOCYMKOB, YTO CMOCOBGCTBYET BbICOKOM
61MOA0CTYNHOCTH. [LONONHWUTENbHBIM MPEUMYLLECTBOM NpPea-
CTaBJ/IEHHbIX MpenapaToB SBASETCH BO3MOMHOCTb AOCTU-
EeHUa TepaneBTMYecKoro addeKTa npu MCNoNb30BaHWUK
6051ee HU3KUX 103, YTO 0COBEHHO BaXHO B nNegnaTpuyeckom
npaktuke. E.B. lUux oTmeTnna, 4To 3CCEHUMalbHbIE KOM-
NMOHEHTbl KPOBETBOPEHUS, K KOTOPbIM OTHOCHUTCA BOMMHO-
Bas KMCNOTa, COoAepKallascs B COBPEMEHHbIX npenapa-
Tax (Hanpumep, epnatym don), cnoco6CTBYIOT aKTMBALMM
3pUTPONO33a, NpPeaoTBPalLEHUIO Merano6aacTUYECKOro
TUNa KPOBETBOPEHUSA M MOBbIWAKT 3OPEKTUBHOCTL dap-
MaKoTepanuu. Takum obpas3oM, npenapartbl C aKkTUBHbIMU
MeTabonMtamm GONMEBON KWUCIOTbl MMEKT 60Niee BbICO-
Kyto 6MOAO0CTYMHOCTb M MOTYT AoCTUraTb 60jiee BbICOKMX
KOHLIEHTpaUMin B Nja3Me KPOBM, a TaKKe MNPUMEHSATbCS
y NauMeHToB ¢ NoMmMopduU3mMoM reHoB GonaTHOro LuKna,
KoTopbln BCcTpevaeTtcs y 20-75% niogen.

PEDIATRIC PHARMACOLOGY. 2025;22(2)

NEANWATPUYECKAA ®APMAKOJIOIUA / 2025 / TOM 22 / N2 2



FROM THE UNION OF PEDIATRICIANS OF RUSSIA

N

70

WH®OPMALIUA COIO3A NEAUATPOB POCCUU

Cnegyowmin goKnagyuK, Bpady AETCKUMM OHKosior AnuHa
AHyap6ueBHa Kepe#ToBa, pacckazana O NpOBOAMMOM
Ha 6as3e BY3 «MoposoBcKkasa AMKb A3M» KIAMHMYECKOM
NOCTMAPKETMHIOBOM MCCNeaoBaHnK 3aOOEKTUBHOCTU U 6E3-
OMacHOCTU MPUMEHEHUS MpenapaTa Xefe3a MPOTEUH CyK-
UMHWUNAT + Kanbuna donuHaT neHTarngpat (Pepnatym don).
M3 3annaHnpoBaHHbIx 120 y4aCTHUKOB B BO3pacTe OT 6 MeC
[0 5 NeT Ha [JaHHbIM MOMEHT UCCNeAoBaHWe 3aBepLunIn
86 peten ¢ KOA 1-1 v 2-i cTeneHn, NoNyYaBLUMX Bbllleyno-
MSIHYTbIA Mpenapar TpexBasleHTHOro Xenesa. Y nauuMeHToB
B 100% cnyyaeB OTCYTCTBOBa/IM }Kanobbl U KJIMHUYECKUE
nposiBfeHnst 601e3HM K KOHLY Tepanuu, oTMeyanucb yBe-
JIMYEHWE YUCNa PETUKYNOUMTOB Ha 2—3% NO CpaBHEHMIO
C UCXOAHbIMKW Ha 7-10-1 AeHb Tepanuu U NPUPOCT KOHLEH-
Tpauwun remornobuHa Ha 10 r/n Ha 30-1 AeHb Tepanuu, OTCyT-
CTBOBa/M HexenaTteNibHble SBJEHWUS B XOAE WMCCNeA0oBaHuS;
B 39% cnyyaeB OTMeYanoCb MOBbIWEHWE KOHLIEHTpaLun
CbIBOPOTOYHOI0O pepputnHa Bbile 30 MKr/n. Takum o6pasom,
noaTeBepXaaeTca 6e30nacHOCTb M 3POEKTUBHOCTb NpUme-
HeHWs npenapaTa enesa NPOTEUH CYKLUMHMAAT + KalbLus
donuHat neHtarnapart B Tepanuun MAA y geten.

3aBepwunn CUMMNO3UYM MEAMLMHCKUN IOPUCT K.M.H.,
noueHT UBaH OneroBu4 leuyepen c OOKIAAOM O OpPU-
OMYECKMX acneKkTax Ha3HayeHus npenapaToB xenesa.
OH HamnoMmHWA, 4TO, cornacHo ctatbe 37 depepanbHOro
3aKoHa oT 21.11.2011 N2323-d3 «O6 ocHOBax oxpaHbl
30p0oBbsl rpaxkaaH B Poccuiickon depepauunun», meau-
LMHCKaa MoMollb OpraHM3yeTcs M OKa3blBaeTCs B COOT-
BETCTBMMU C MOJIOKEHMEM 06 OpraHuM3aumn MeauLMHCKON
noMouiM no BMAaM MEAMLMHCKOW MOMOLLM, KOTopoe
yTBEPKAAETCS YNOJHOMOYEHHbIM defjepanbHOM OpraHoMm
MCMOSIHUTENbHOW BNacTW; B COOTBETCTBMM C MOpPSAKaAMM

OKa3aHWsA MeAWULMHCKON NMOMOLLW, YTBEPKAaeMbIMKU yNo-
HOMOYEHHbIM deaepanbHbIM OPraHoM WMCNONHUTENbHOWM
BNacTu U 06a3aTeNbHbIMW AN UCMOJIHEHUS Ha Teppu-
Topun Poccuiickon degepaumnn BCEMU MEAULMUHCKUMM
OpraHu3aumaMu; Ha OCHOBE KJIMHUYECKUX peKoMeHaaLui;
C Y4€TOM CTaHAapTOB MeAMLMHCKON MOMOLLM, yTBEPKaae-
MbIX YNOJIHOMOYEHHbIM deaepanbHbIM OPraHOM MCMOMHU-
TenbHOM Bnactu. JoKNag4yuMKk ynoMmsiHyn, YTO CyLleCcTBYIOT
KNIMHWYECKMEe peKoMeHaauun u depepanbHble cTaHaap-
Tbl OKa3aHWA MeauLUMHCKOW nomouwm npu XOA y geten
M B3POC/bIX, KOTOPblE [0/IKHbI MPUHUMATb BO BHUMaHWe
neanaTpbl B CBOEN NPaKTUYeCKOM aeaTeNbHoCcTU. OTaeNbHO
OblN10 NOAYEPKHYTO, 4YTO B C/ly4ae OTCYTCTBMSA YNOMWHAHUSA
KOHKPETHOro N1eKapCTBEHHOr0 CpeacTBa B KAMHUYECKMUX
pekoMeHaaLnsax HeobxoaMMo 06pPaTUTLCH K ero MHCTPYK-
UMM no MeamuMHCKOMY npumeHeHuto. Ecnn B Hel yKasa-
Hbl COOTBETCTBYlOLIME MOKA3aHWA W OHW MNPUCYTCTBYIOT
y nauueHTa, Ha3HayeHuMe TaKoro npenapaTta cyuTaeTcs
npaBoMepHbIM. Takum 06pa3oM, NpU Ha3HaYeHUn NeKap-
CTBEHHOro cpeacTBa 0653aTesibHO C/ieflyeT Y4UTbIBATb €ro
WMHCTPYKLMIO MO MEAULIMHCKOMY NPUMEHEHWIO; Ha3Ha4YeHne
npenapaToB MOXET OCYLIECTBNATLCA KaK B paMKaXx KIUHU-
YEeCKMX PEeKOMeHAaUUNi, TaKk U Ha OCHOBAHWKW MOKa3aHWUM,
YKa3aHHbIX B UHCTPYKL UK.

B 3aknoyeHne aKcnepTbl OTMETWNIN, 4YTO Kenesone-
PUUMTHBIE COCTOSIHUS OCTaloTCA aKTyaslbHOW Mpob6riemoun
negMaTpuMM, a COBPEMEHHble npenapartbl TPpexBaleHTHO-
ro )kenesa Ha 6e/KOBOW MaTpuLie MOKa3biBaloT BbICOKYO
3pPEKTUBHOCTL M 6E30MNacHOCTb, ob6ecrneymBas XopoLlyto
NPUBEPKEHHOCTb NaLMEHTOB Tepanuu. NpuUMeHeHne Kua-
KX GOpM U KOMOWMHWPOBAHHbLIX NpenapaToB ¢ donatamu
OTKpbIBaeT HOBble NepcneKTuBbl ang nedenus XOAy neten.



HoBocTu neguaTpuieckon papma
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FDA o0400pu1/10 HOBYIO KOMOUMHUPOBAaHHYIO

MEHUHIOKOKKOBYIO BaAKLIUHY

npaBfieHWe MO CaHUTApPHOMY HaA30py 3a KavyecTBOM

nuLeBbIX NPOAYKTOB U MmeankameHToB CLUA (FDA) ogo-
6pnno Penmenvy, KOMGUHMPOBAHHYIO BaKLMHY 4719 3aluTbl
OT MEHUHTOKOKKOBOM MHMEKuMu Ansa niogen B Bo3pacTte
ot 10 go 25 ner.

BaKkuuHa ob6beamHaeT B ce6e KOMMOHEHTb!, Bbi3biBato-
LWMEe MMMYHHbIV OTBET, ABYX O0OPEHHbIX KOMMNaHWEN BaK-
uMH — Bexsero n Menveo — ans 3alinThl OT NS9TU Hanbonee
pacnpoCTpPaHEeHHbIX WTaMMOB MEHMHIOKOKKOBbIX GaKTe-
pun — A, B,C,WnY.

Opno6peHne BaKUMHbI 6blI0 OCHOBAHO Ha AaHHbIX N034-
Hero UccnefoBaHus ¢ y4actueM okosio 3650 YeNnoBEeK B BO3-
pacTte o1 10 go 25 nert, KoTopble NoKasann, YT0 KOMOUHMU-
poBaHHas BaKUMHa CTONb e apdeKTUBHa, Kak Bexsero
1 Menveo, B 3aliuTe OT NSTU Hanbonee pacnpPoCcTPaHEeHHbIX
LUTAaMMOB MEHWHTOKOKKOBBIX GaKTEPUHA.

HcToyHuK: http://www.medicus.ru/news/pharma/
fda-ssha-odobrilo-kombinirovannuyu-meningokokkovuyu-
vakcinu-gsk-182234.phtml

FDA oao6puj10 HOBbIX aHTUOUOTUK ANndA nedyeHus UMM

npasfieHMe Mo CaHWTapHOMY HaA30py 3a KayeCTBOM

NUWEBBIX NPOAYKTOB U MeankameHtos CLUA (FDA) opo-
6puno npenapart Blujepa (renoTuaaLmH) Ans neveHns B3poc-
NbIX XeHLWMWH (BecoM 40 Kr n 6onee) n aetew (12 net u ctaplie
Becom 40 Kr v 6ofiee) C HEOCNOXKHEHHbIMU MHbEKLUAMM
MOYEBbIBOASALWMX MYTEN, BbI3BAHHbIX 6akTepuamu Escherichia
coli, Klebsiella pneumoniae, Citrobacter freundii complex,
Staphylococcus saprophyticus n Enterococcus faecalis.

370 NepBbIV B CBOEM KJlacce nepopasibHbii aHTUOUOTHK
ONns nevyeHus MHPEKUMA ¢ HOBbIM MEXaHUM3MOM AENCTBUS.
lMpenapaT coAep:uT renotugauuH — nepBblii B CBOEM

Knacce TpualaaleHadTUNEHOBbIM aHTUOGaKTEpPUanbHbIN
npenapar, 4eNCTBUE KOTOPOro Hamnpas/ieHO Ha [Ba Kilo4ye-
BblX depmeHTa, HeobxoanMbIx 6akTepuam E. coli ans camo-
KOMUPOBAHMS ¥ BbIXXMBAHUS.

Opob6peHue 6bII0 OCHOBAHO Ha peadynbtaTax ¢asbl i
uccnegosanui EAGLE-2 n EAGLE-3, KoTopble NpoaeMoH-
CTpMpoOBaNM ero BbICOKYID 3bOEKTUBHOCTL MO CpaBHe-
HUIO C HUTPOGDYPAHTOMHOM (CyllecTBylOLWaa cTaHAapTHas
Tepanus). TepaneBTUYECKMI ycnex Habnoaanca y 50,6%
nauueHToB.

UcToyHuK: https.//www.drugs.com/history/blujepa.html|

FDA ofo6puio nepBbin npenapart
ansa mopaen c cuHapomom lNMpaaepa - Bunnu

npaBfieHWe MO CaHUTApHOMY HaA30py 3a KavyeCcTBOM

nuuLeBbIX NpoayKkToB n meankameHtos CLUA (FDA) ono-
6puno Vykat XR (anasoKcui XONMH) — nepBoe neKap-
CTBO OT HeyTO/AMMOro rosnofda (runepdaruu), CBA3aHHOIO
C pPeAKUM reHeTMyecKuM 3aboneBaHWemM — CUHOAPOMOM
Mpapepa — Bunnu, ana B3poCnbIX U aeten ot 4 neT.

CuHgpom lpagepa — Bunnn — penkoe reHetvyeckoe
3aboneBaHue, xapakTepuaylouweecs runepdarven (H4yBcTeo
CWJTIbHOTrO, MOCTOSIHHOIO ronoja), NoBeAeHYEeCKMMU npobne-
MaMmM, KOTHUTUBHbIMU HapyWeEHUSIMU, HU3KMM MblLLEYHbIM
TOHYCOM, HM3KMM POCTOM (ECM HE MPOBOAUTCS JieYeHne
rOPMOHOM POCTa), HaKoMJIeHNEM N36bITOYHOIO XM1pa B opra-
HM3Me, 3afepKKamMu Pas3BUTHUS U HEMOMHLIM MONOBbLIM pas-
BUTUEM.

AddeKTMBHOCTb Npenapata 6bi/ia yCTaHOB/IEHA B TeYeHWe
16-HefenbHOro nepuofa paHAOMU3MPOBaHHOIO UccrenoBa-
HUS oTMeHbl B uccnegoBaHun 2-RWP (uccnepgosaHue C602-
RWP) — MHOroueHTpoBOro paHaoMM3MPOBAHHOIO A4BOMHOIO
cnenoro nnauebo-KoHTponMpyemoro nccnegoBanms dasbl .
Y nvu, paHOOMM3WMPOBaHHbLIX 4S9 nepexoda Ha nnauebo,
Habnoanock CTaTUCTUHECKU 3HaYMMOe yxyalleHue runepda-
MK NO CPaBHEHMIO C ML AMU, KOTOpble OCTaBannch Ha Vykat
XR. [Jo y4actusi B paH4OMW3MPOBaHHOM NEpMoae OTMEHbI BCE
Nvua nonyyanu ABOWHOE Clenoe W/Wnn OTKPbIToe NeyeHue
npenapaTomM CpPeaHeN NPOLOSIKUTENBHOCTLIO 3,3 roja.

UcTouHuK:  https.//www.drugs.com/newdrugs/fda-
approves-vykat-xr-diazoxide-choline-hyperphagia-prader-
willi-syndrome-6483.html|
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NMNamaTtu EBrenuu UBaHoBHbI LLIa6yHUHOMU
(22.03.1942-22.02.2025)

C rny6oKUM MpuUCKop-
6vem cooblaem, 4TO
22 ¢eBpana 2025 r. Ha
83-M rofy W3HW He cTa-
10 M3BECTHOro neauaTpa
W y4yeHoro, npodeccopa,
[OKTOpa MeAULUUHCKUX
Hayk EBreHun WMBaHOBHbI
LLla6yHWHON.

B crteHax Hweropoga-
CKOTFO MHCTUTYyTa neawu-
atpun (paHee HUWU pget-
CKOW racTpO3HTEPOIOrnm)
EBreHunss MiBaHOBHa Tpyau-
nacb 6onee 45 net. 3pecb
OHa npowsia NyTb OT MAAALWEro Hay4HOro COTPyAHMKa A0 Npo-
deccopa. C 2000 r. 6bin1a 3aMecTUTeNEM AMPEKTOPA MO Hayy-
HoW pabote, ¢ 2011 no 2014 r. — AUPEKTOPOM MHCTUTYTA,
00 2017 r. — rnaBHbIM Hay4YHbIM COTPYAHUKOM.

B 1980 r. E.M. WWabyHWMHa ycnewHo 3aluTuia Ka-
avpatckyto, a B 1991 r. — [OKTOPCKYyl0 AuccepTaumio,
NMOCBSILLEHHYI0O NaToreHeTM4ecKoMy 060CHOBaHWIO MMMYHO-
MOZYNUPYIOWEN M MeMObpaHOCTabuIM3npyloLEeN Tepanuu
Npu XPOHUYECKOM renaTtute y AeTen.

OHa aBnsetca aBTopoM nodytn 400 HayyHbIX ny6au-
KauuKn, noa ee pPyKOBOACTBOM BbIMOMHEHO 5 [OKTOPCKMX
M 17 KaHaudaTCKUX aucceprtauunn. HaydHble wccneposa-
HWS, NPOBEeAEHHbIE MO Ha4yanoM M NPU HENOCPEACTBEHHOM
y4actun EBreHmm MiBaHOBHbI, Kacanucb Hanbonee aktyasb-
HbIX Npo6ieM [OETCKOM racTpPO3HTEPOSIOrMU: XPOHUYECKUX
60/1e3HEN neyeHn, GUnMapHOro TpakTta, racTpoayoaeHarsb-
HOM 061acTu, NaToNorMn KnwevHuka. OHa nocnegoBaTtebHO
npoBoauna paboTy No NOMCKY U BHEAPEHWUIO HOBbIX Hayu-
HbIX TEXHONOIMI MO ANArHOCTUKE, NevyeHuto, NpopunaKkTuke
3ab0neBaHui OpraHoB NuweBapeHns y aeten. Ee HayyHble
Tpyabl NO 601€3HAM NeYeHn BHECTM BECOMbIM BKaA B Gop-
MWpOBaHWe HOBOIrO Hay4HOro Hanpas/ieHUst — renaTonoruu
[leTCKoro Bo3pacrTa.

Benuka ponb E.N. LWabyHWHOM B opraHuM3auuun v pas-
BMTUW FacTPOIHTEPOSIONMYECKOM CNYXObl Hallew CTpaHbl.

MpoBefeHHble MOA ee PYKOBOACTBOM HayyHble Mccneno-
BaHWSA MNOCNYXWAuM 06OCHOBaHMEM [ANd psiga NpuMKasos
MuH3apaBa Poccuun, pernameHTUpylowmx npodunakTuKy,
PaHHIOK ANArHOCTUKY U nevyeHne 60ne3Hen OpraHoB nulle-
BapeHua y geten. pun HenocpeacTBeEHHOM y4acTumn EBreHum
MBaHOBHbI Ha 6a3e MHCTUTYTa 6bln co3aH PecnybnnKaHCKum
LLeHTP AETCKOM racTPO3HTEPOSIONUK, @ TaKKe perMoHanbHble
LeHTPbl MYKOBMCLMAO3a M BOCMaNuUTENbHbIX 3a60n1eBaHUI
KULIEYHMKa.

E.N. LWabyHnHa O6bina 4YNeHOM [UCCepPTaLUOHHOIO
coBeTa no negvaTpuu, BHYTPEHHUM 6GONE3HAM M paguono-
rmn npyv HUXKEropoacKon MeAMLMHCKOW akaaemMuu (HblHe
MpUBOMKCKMIK UKccneaoBaTeNbCKUA MEAULMUHCKUNA  YHU-
BEPCUTET), YJIEHOM pedaKLMOHHbIX COBETOB »ypHanoB
«POCCUNCKUI NeguaTpuUyecKnn XypHan» u «JeTckas ractpo-
3HTeponorus». 3a 6onbluMe 3acnyru B Aene oxpaHbl 30-
poBbs aeten EBreHun KMBaHOBHEe OblO0 MPUCBOEHO 3Ba-
HUe «3acnyKeHHbii Bpay Poccuitckon depepaunu», oHa
HarpajeHa no4YeTHbIM 3HaKOM «OTIMYHMK 3apaBoOXpaHe-
HUs», ABnsieTcs naypeatom npemun U.H. bnoxmHon 3a pabo-
Tbl B 0611aCTV MEANLMHCKOM GUOTEXHOIOMUM.

EBreHuss MiBaHoBHa 6Gblna HepaBHOAYLWHbLIM M TBOpYe-
CKMM 4enoBeKOM, 6e33aBETHO MpeaaHHbIM CBOEMYy [eny.
Bbicoyanwunm npodeccrmoHanmam, LeneycTpeMeHHOCTb,
MYAPOCTb, TPyAONtO6ME M caMOOTAaya CHUCKanW en 3acny-
YXEHHOEe NpU3HaHWe U rMyboKoe yBarKeHWe Konner, MHOro-
YUCNEHHbIX YYEHUKOB, cneuuanuctoB Poccun. OHa HaBcer-
[a OCTaHeTCcs MPMMEPOM SIPKOro Y4eHOro W HacTaBHMKa.
Ee oTmnMyanu WCKpeHHee BHUMaHWE W KenaHWe MNoMoYb
noasam, 4o6poTa, CKPOMHOCTb.

CBetnas namatb 0 EBreHun MBaHoBHe LLabGyHMHON
HaBcerga oCTaHeTCs B HalMX CepAaLax.

Konnektus UHCTUTYTa neamatpumn
[p1BOJ/IKCKOro nccieo0BaTes/IbCKOro
MeANLMHCKOro yHuBepcuTeTa

K cnoBam npolyaH1s ¢ BblAaloWMMCS POCCUICKUM
negmatpom EBreHuer MBaHoBHoM LLlabyHUHOM
npucoeamHsietcss Cotos negnatpos Poccumn





