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O6palwjeHume K YyutaTensam

Joporue apy3ba, Konneru!

BoTt u HacTynun 2026-#, U y)xe CTPEMUTENIbHO NPOMYancsa sHBapb, U Mbl BHOBb COOpanCb C BaMu
Ha exxerogHoM KoHrpecce neanaTpoB Poccuu ¢ MexayHapoaHbIM ydacTueMm. Mo cnoxusluencs Tpaguumm
MMEHHO K KoHrpeccy Mbl aHanuaupyem Hawu pesdynbratbl NyGAUKaLUOHHON aKTMBHOCTU M BHUMAHWUS
CO CTOPOHbI NpodeccuoHanbHOn ayauTopun. M MHe [OoCTaBnsieT OrpOMHOE YAOBOIbCTBUE MOAENNTHLCS
C BaMM XOpoller HOBOCTbIO: KaK M B MpOLUble ToAbl, HawW xypHan «flegnatpuyeckas dapmakonorus»
3aHMMaeT NnoyeTHOe NepBoe MecTo B penTuHre Science Index PUHLL, cpean 6onee yem 30 xypHanos
neguaTpuyeckoro npoduns, n3gaBaemMblx B Halen cTpaHe. 3To Noka nocneaHue faHHble, JOCTYMHble
Ha KoHel, 2024 rofa.

Kpome Toro, xypHan yxe TpeTun rog B Scopus. [Moka B 4yeTBepToM KBapTtuie (Q4), HO 3TO Wb
BOMPOC BPeMEHH, Bellb Hall BTOPOM XypHan — «Bonpockl CoBPeEMEHHOM neanaTpumn» — B Q3 1 HEYKNOH-
HO ABMXETCS B PENTUHIe BO BTOPOW KBaPTU/Ib.

YTo KacaeTcs HOBOro HOMepa XXypHana, KOTOpbIV Bbl Cevac YnTaeTe, TO OH, KaK BCEraa, NoJIoH CBEXeEW U 04eHb MHTEPECHOM
MHGOPMaLMN: HETPMBUASbHBIE KIIMHUYECKME CyYan NTMXOPaAKK U NOTEPU cayxa y AeTeil, 0630pbl MO AMArHOCTUKE, TEYEHWMIO U NPO-
dUNaKTUKe apTepuanbHoOM rMnepTeH3nn U No IHAOKPUHHOM NaTONOrMK y NaLMeHTOB AeTCKoro BodpacTta ¢ B3K v uennakuen, B Tom
yucne o pakTopax, BAMSIOWMNX Ha ee BO3HUKHOBEHHME. A elle 04eHb MHTepecHas ny6avMKaumsa Nno aHanm3y KayecTBa XU3HU AeTen
Co cknepoaepmuen. Hy n KOHeYHO, NpeKpacHble HOBOCTH, B TOM YKUC/ie O PaCLUMPEHUN HEOHATaNbHOIO CKpUHKHIa Ao 38 6onesHen!
[MPUATHOrO YTEHUS!

C yBaXkeHuem,

raBHbIA pefaKTop KypHana, akagemuK PAH, npodeccop, 3acnykeHHbli fesaTeNb Hayku PO,
3aBepylolan Kadpeapon pakynbTeTckon neguaTtpum UHCTUTYyTa MaTepuMHCTBa U AeTCTBa
®rAoy BO PHUMY um. H.U. Muporosa Muusgpasa Poccuu (MuporoBcKuit YHUBepcuTer),
pykosBoautenbs HUMU neagunatpum n oxpaHbl 340pOBbS AeTEN

HKL, N22 ®IrBHY «PHLUX um. akaga. b6.B. MeTpoBcKoro»,

npodeccop YHuBepcuteta MIY-NMMU s Wanb4kaHe (Kutamn),

coBeTHUK BO3, uneH 6lopo Ucnonkoma MexxayHapoaHOM neaMaTPUUYECKON accoumaLmu,
nacTt-npe3uaeHT EBponeickon neanatpuueckon accounauunm (EPA/UNEPSA),

noyeTtHbli npodeccop YHuBepcuteta ®opxa (Utanua),

NnoYeTHbIN YNeH neguaTpuyeckoro pakynobreta KoponeBckoro Kosieaxa repanestoB UpnaHaum
Nlenna CenmypoBHa HamasoBa-bapaHoBa

Dear friends and colleagues!

The year 2026 has arrived, and January has already passed by. Once again, we have gathered for the annual Congress
of Pediatricians of Russia with international participation. Traditionally, we analyze our results in terms of publication activity
and attention from our professional audience by the Congress. It is great pleasure for me to share some good news with you:
our journal “Pediatric Pharmacology”, as in previous years, holds the honorable first place in the Science Index RSCI ranking
among more than 30 pediatric journals published in our country. It is the recent data for 2024.

Moreover, our journal has been included in Scopus for the third year in a row. It is currently in the fourth quartile (Q4),
but this is only a matter of time, as our second journal, “Current Pediatrics”, is in Q3 and steadily moving towards the Q2.

As for the new issue of the journal that you are now reading, it is, as always, full of fresh and very topical data:
non-trivial clinical cases of fever and hearing loss in children, reviews on the diagnosis, treatment, and prevention of arterial
hypertension, and on endocrine pathology in pediatric patients with IBD and celiac disease, including on factors of its
occurrence. There is also a very interesting publication analyzing the quality of life of children with scleroderma. And of course,
there are wonderful news such as expansion of neonatal screening up to 38 diseases! Enjoy your reading!

Sincerely,

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,

Professor of MSU-BIT University of Shenzhen (China),

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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H CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

KnuHunyeckum cnyvyamn

https://doi.org/10.15690/pf.v23i1.3008 W) Check for updates

M.A. loneBal, E.K. Medoposckas?, E.B. CHerosaZ, H.A. Measepesa3, L. TydpaTtynunl: 4 5.6

1 NeTCKMit ropoACKOit CypaonorMiecKkuii LeHTp, CankTt-MNetepbypr, Poccuitckas degepaLms
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O6ocHoBaHHue. A/lbda-MaHHO3MA03 — peliKoe Hacse[cTBEHHOe 3ab0/1eBaHUe U3 rpyrrbl IM30COMHbIX 60/1€3HEN HaKo-
M1IeHUS, 4J151 KOTOPOIro XapaKTepPeH LUMPOKMI CIIEKTP KIMHUYECKUX MPOSIBJIEHMI, BKIIIOYas HapyLLueHue cJlyxa, 4acTo sIBJIsIo-
Ljeecs 04HUM M3 NepBbiX CUMITOMOB. CMeLLaHHbIA XapaKTep TYroyxoCTH, a TaKxKe MoJMMOPEPHOCTb KITIMHUYECKOM KapTUHbI
006y C/10BINBAIOT TPYAHOCTU ANArHOCTUKK. Llesibio JaHHOM paboThl ABASETCA aHalu3 KIIMHUYECKUX CllyYaeB 4151 [MOBbILLEHUS
HaCTOPOXEHHOCTH Bpayel B OTHOLIEHUU allbpa-MaHHO3MA03a. OnucaHue KJIMHNUYEeCKUX ciy4daeB. [IpeacTaBieHbl 4Ba
KJIMHUYECKUX Crly4as allbga-MaHHO31[03a 2-ro Tuna y Aetei. B nepBom ciydae y 4eBOYKMU 3 1eT 5 MecC Ha QOHEe 3a4EPKKU
MCUXOMOTOPHOI0 PasBUTUSI U XapaKTePHOro ¢eHotuna 6biaa AMarHoCTUpoBaHa [ABYCTOPOHHSAS CMeluaHHas TyroyxocTb
IV cteneHn. MexamcumnimHapHbIA MoAxXo4 U HaCTOPOXKEHHOCTb CypAoJiora no3BoJinin CBOEBPEMEHHO MPOBECTH BMO-
XUMUYECKYIO U TeHETUYECKYIO ANarHOCTUKY (BbISiIBJIEH FOMO3UIOTHbIN MaToreHHbin BapuaHT ¢.2248C>T B reHe MAN2B1)
M Ha4yaTb pepMeHTo3aMecTUTesIbHylo Tepanuio B Bo3dpacte 3 seT 10 mec. Bo BTopom ciyyae y AByX POAHbIX cecTep,
POXAEHHbIX B pe3y/ibTaTe 6/IM3KOPOACTBEHHOIO 6paKa, AMarHoCTUKa 6blila OTCPOYEHHOM: HapyLUEeHUE CayXa U 3aepiKKa
peyeBoro pa3BUTUS BbiSIBIEHbI MMO34HO, C/1YXOMpPOTeE3UPOBaHNE NPOBEAEHO C 3a4EPXKKOM, OTMeYasacb HU3Kas Komria-
E€HTHOCTb. [eHETUYECKM MNOATBEPKAEHbI KpynHbie aeneunn B reHe MAN2B1. [No3aHee Hayasao 1e4eHus U BO3pacT nepBuY-
HOro CJlyxonpoTe3npoBaHus 06yC10BU/IN OTCYTCTBUE IHAYUMOM MOI0KUTENILHON AUHAMUKM B CIIYXOPEYEBOM Pa3BUTUN.
3aknioyernue. [lpuBeseHHbIE CllyYan JEMOHCTPUPYIOT KPUTUHECKYIO BaXXHOCTb PaHHEN AnarHOCTUKN aslba-MaHHO3MA0-
3a. «<HeobbscHMMas» cMellaHHas Min CeHCOHeBpasibHas TyroyxocTb, 0COGEHHO B COYETaHUU C 3a4EPIKKOM ICUXOMOTOPHO-
ro pas3BuTHS, AUCMOPOUIECKMMU YepTaMM JIULia U PeLIMANBUPYIOLMMU COEAHUMMU OTUTaMU, TPEBYET UCKOYEHNS JIN30COM-
HbIX 60/1€3HeN HaKorieHusi. CBOeBpeMEHHOE MEXANCUUIIMHapHOe o06c/ieoBaHue, BK/OYas onpeaeneHme akTMBHOCTU
JIN30COMHBIX HEPMEHTOB, M03BOISET BEPUDULMPOBATL ANArHO3 U HadaTb MaTOreHEeTUYECKYIO Teparnuio, YTo y/ydliaet
rnporHo3 3abo/1eBaHms.

KnioyeBble cnoBa: asbpa-maHHO3M03, Tyroyxocts, MAN2B1

Ana untuposanuns: fonesa M.A., Medoposckasa E.K., CHeroBa E.B., Measegesa H.A., TydatynuH [LU. HapylweHus
cnyxa npu anbda-mMaHHO3MAO03e (CepUs KAMHUYECKUX cnydaeB). leguatpuyeckas ¢apmaronorns. 2026;23(1):6-13.
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OBOCHOBAHME

HacnefctBeHHble 601e3HM 06MeHa BeELLECTB, B YacT-
HOCTW IM30COMHble 60/IE3HW HAKOMAEHUSA, MOryT Mpwu-
BOAMTb K CHWXXeHWto cnyxa. K aTon rpynne 3aboneBaHum
OTHOCHKTCS anbda-MaHHO3MA03. CHUMKEHHUE ClyXxa — OAWH
M3 nepBbiXx CUMNTOMOB anbda-maHHO3MA03a U OTMeYaeT-
Csl y)XKe B paHHeM Bo3pacTe [1].

Anbda-MaHHO3M403, paHee M3BEeCTHbI Kak [ypnep-
noao6HbIN CUMHAPOM, Oblil BMEpPBblE ONUCAH LWBEACKUM
Bpayom [1. OkkepmaHom B 1967 r.; aTo 3aboneBaHune oby-
CNIOBMIEHO HapyweHuemM MeTabonvM3mMa OonurocaxapuaonB
BCMIEACTBME CHWXEHUS aKTMBHOCTM depmeHTa anboda-
MaHHO3MAa3bl M HacnegyeTcs No ayTOCOMHO-peLLeccHB-
HoMy TuUny [2].

3aboneBaHne OTHOCUTCS K rpynne opdaHHbIX, C 4YacTo-
TOM BCTpeyaeMocTu B obuer nonynsuun ot 1 Ha 500
TbiC. 0 1 Ha 1 MAH [1, 2]. HecMOTps Ha HU3KYIO pacnpo-

CTpaHeHHOCTb, anbda-MaHHO3MA03 AOJIKEH MNpPUBEKaTb
BHMMaAHWE KAUHWLMCTOB B CBHI3M C OTCYTCTBMEM MPOSIB-
NIEHUI NPU POXKAEHUM U LUMPOKMM CMEKTPOM KJIMHUYECKMX
CUMMNTOMOB, YTO HEPEAKO NPUBOAMT K MO3AHEN AUArHOCTUKe
W YXyALWEHMIO NPOrHo3a.

JlnzocomanbHasa anbda-maHHo3ngasa (LAMAN) oTHO-
cutca K cemenctsy GH38 n aBnseTcs 3K30rMKo3mMaason,
y4acTByeT B nocfiegoBateibHOM pacluenneHum anbda-mMaH-
HO3MAHbIX CBA3eW BO Bpems gerpagaumm N-cBA3aHHbIX
0NUrocaxapuioB C BbICOKMM COAEPKAHMEM MaHHO3bI.
JeduumnT aKTUBHOCTU 3TOro GepMeHTa NPMBOAUT K BIOKK-
poOBKe Aerpajaumnm rmuKonpoTEMHOB M HAKOMIEHMUIO B IM30-
coMax 60oraTblx MaHHO30M onnrocaxapuaoB. B pesynbrate
IN30COMbI YBENNYMBAIOTCHA B pa3mepe u obpasytoT 60/b-
lMe BaKyonu, Hapywas KNeTo4Hylo YHKLMIO M MpUBO-
08 K CUCTEMHbIM HapyweHuam [5]. Anbda-MaHHO3MA03
(OMIM #248500) o6ycnosfieH naTtoreHHbIMW BapuaHTa-



Mu B reHe MAN2B1 (OMIM *609458), pacnofioKeHHOM
Ha 19-1 xpomocome (19p13.13), 4To NPMUBOAUT K AeDULMUTY
NM30comManbHOM anbda-maHHO3MAa3bl. B HacToswee Bpems
M3BECTHbl 155 naTtoreHHbIXx BapMaHTOB, CBSI3aHHbIX C pas-
BUTMEM anbda-MaHHO3MA03a: BCTAaBKM, Aeneuunn, dynimka-
LMK, HOHCEHC-MyTauun, MyTauun canToB cnaanCuHra, Muc-
CeHC-MyTauuu. BOMbLMHCTBO M3 HUX ABASIOTCH YacTbIMK;
OHaKO TPU BapuaHTa BCTPeYaloTCs € NOBbILWEHHON YacTo-
TOoM — €.2248C>T (p.R750W), ¢.1830+1G>C n ¢.2426T>C
(p.L8O9P), cocTtaBnasa npuénunantensHo 27, 5 n 3% annenen
anbda-MaHHO3M/103a COOTBETCTBEHHO [5, 6].

3aboneBaHne XxapaKkTepusyeTcs MYNbTUCUCTEMHbLIM
nopaKeHMeM, XPOHUYECKMM MPOrpeccUpyownum TevyeHnem
W MPU OTCYTCTBUM SIEHEHNS MOXKET MPUBOANTL K MHBaANUAn-
3auun U CMEPTH.

Ons anbda-MaHHO3MA03a XapaKTePEH WMPOKUIA CNEKTP
KJIMHUYECKMX NPOSBAEHUN. Y NaLMEHTOB MOryT OTMeYaTbCs
naTonorMa LEeHTpasbHOM HEPBHOW U MMMYHHOW CUCTEM,
aHOManuu OMOPHO-ABMUraTeNIbHOr0 annaparta, HapyweHue
ABuratenbHblX GYHKUMIW, NMOBeLEHYECKME U MCUXMYECKUE
paccTponCcTBa, NATOIOrUs OPraHoB ciiyxa v 3peHus [7, 9].

BblaensoT Tpu KAMHUYECKUX TUNna 3aboneBaHus:

e T1un 1 (nerkasa ¢opma) — Hayvano nocne 10 neT, 6€3 cKe-

NETHbIX aHOMaumn, MeLNeHHOe NPOrpeccMpoBaHne;

e TUN 2 (cpeaHeTskenan popma) — Havano ao 10 ner, ¢ aHo-

ManusMK CKeneTa, MeaneHHo Nporpeccupylollee Te4eHue;
e Tun 3 (TshKkenaa dopma) — MaHudbecTauus B paHHEM

rpyaHOM BO3pacTe, C BblpaxeHHbIMU CKEeNEeTHbIMKU U3Me-

HEHWsAMK, ObICTPOE NPOrpeccuMpoBaHue C neTanbHbIM

MCXOAOM BBMAY MOPaXKeHWst LUeHTpanbHOW HepBHOM

CUCTEMbBI UM MUONATUMN.

BONbWHWHCTBO NaLMEHTOB OTHOCATCA KO 2-My K/MHWUYe-
CKOMY TuMy. Y HOBOPOXAEHHbIX KAMHUYECKME MNPUIHAaKK,
KaK npaBu1o, OTCYTCTBYIOT. B Te4eHne nepBoro gecatnneTms
KWU3HW BO3HUKAIOT HapylleHUs cnyxa, 3ajeprka ncuxomo-

TOPHOrO Pa3BUTUS, YMCTBEHHAsA OTCTaNOCTb, PELMANBUPYIO-
wme MHbEeKLMKU, 0CO6EHHO MHPEKLIMM BEPXHUX AblXaTeNbHbIX
nyten, peunanBupylolwMe cpeaHue otutbl [7, 8]. TaKxke
onpepensietrcsa N'ypnep-nogo6HbIM GEeHOTUN: KpynHas rososa
M KOpOTKas lWes C COOTBETCTBYIOLMMKU YepTaMu nuua —
BbICTyNaloWwmm n60Mm, OKpyribiMv 6GPOBSIMU, YNIOLWEHHOM
nepeHocULen, MaKpornoccuen, LWMPOKO paccTaBleHHbIMU
3y6aMu 1 NporHatuamom [2].

Mpun anbda-maHHO3MA03€E, KaK NpaBuno, BCTpevaeTcs
CMeLlaHHbIM xapaKTep Tyroyxoctu. KOHAYKTUBHbIA KOMMO-
HEHT 06YyCNnoBAEH WMMYHOLEPULMUTOM, MPOBOLMUPYIOWUM
3aTAKHOM XapaKTep BOCManeHUs B CPeAHEM yXxe, 0COOEeH-
HOCTSIMM CTPOEHMS CTPYKTYP CPeAHero yxa nmbo nospexae-
HUEM 3TUX CTPYKTYP BCAEACTBUE XPOHUYECKOTO UK peLunan-
BUPYIOLLErO BOCNaneHuns B cpeaHeM yxe. CeHcoHeBpabHbIn
KOMMOHEHT MOXET 6bITb 06YC/NIOBMIEH NMOBPEKAEHUEM YINUT-
KOBbIX CTPYKTYP NaToON0rM4ECKMMMU ONIMrocaxapuaamu, KoTo-
pble HaKanaMBalTCs B TKaHAX M3-3a geduunta depmeH-
Ta. OgHaKO TOYHbIM MaToreHe3 MNOBPEXAEHMS CNYyXOBOro
peuentopa npu anbda-MaHHO3ML03€e A0 KOHLA HEU3BECTEH
[5, 9, 10]. lo NposiBNEHUSA KIMHMYECKON KAPTUHbI anbda-
MaHHO3M03a y AeTel MOXET HavyaTb pa3BMBaTbCS YCTHas
peyb, HO C BO3paCcTOM HabnogaeTcs ee perpecc. 3tmonorus
peyeBbIX HapyweHUn MynbTUdaKTopHas, OHM 06YCOBNAEHbI
He TONbKO (M He CTONbKO) NOTEPEN CNyxa, HO U MOBPEXAEHM-
€M MO3rOBbIX CTPYKTYP.

MauneHTaM € afre3auMBHbIM OTUTOM, PaspbIBOM LEenu
C/NIyXOBbIX KOCTOYEK, XO/IecTeaTOMOW, CTOMKOW TybapHOM
ANCOYHKLMEN JOMKHO CBOEBPEMEHHO NPOBOANUTLCS XMUPYP-
rMyecKoe BmellaTenbCTBO Ha CPedHEM yXe ANS KOppeKumm
KOHAYKTMBHOIO KOMMOHEHTa TYroyxocTv W npefoTBpalle-
HUS BTOPUYHOIO MOBPENKAEHUS BHYTPEHHero yxa. OaHako
COMyTCTBYOWUA UMMYHOAEDULIUT BO MHOMMUX C/y4asix orpa-
HUYMBaeT aPGDEKTUBHOCTb TaKMX BMellaTeNnbCTB 3a CyeT
BbICOKOIo puUcKa peuunausa [11].
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Hearing Impairment in Alpha-Mannosidosis: Case Series

Background. Alpha-mannosidosis is a rare hereditary disorder belonging to the group of lysosomal storage diseases, characterized
by a wide spectrum of clinical manifestations, including hearing impairment, which is often one of the first symptoms. The mixed
nature of hearing loss, along with the polymorphism of the clinical presentation, contributes to diagnostic difficulties. The aim of
this study is to analyze case series to raise awareness among physicians about alpha-mannosidosis. Case series: Two case reports
of type 2 alpha-mannosidosis in children are presented. In the first case report, a 3-year-5-month-old girl with psychomotor
developmental delay and a specific phenotype was diagnosed with bilateral severe hearing loss. An interdisciplinary approach and
the vigilance of an audiologist allowed for timely biochemical and genetic diagnostics (a homozygous pathogenic variant ¢.2248C>T
in the MAN2B1 gene was identified) and the initiation of enzyme replacement therapy at the age of 3 years 10 months. In the
second case report, diagnosis was delayed in two sisters born from a consanguineous marriage: hearing impairment and speech
development delay were identified late, hearing aids were provided with a delay, and low compliance was noted. Large deletions in
the MAN2B1 gene were genetically confirmed. The late initiation of treatment and the age of primary hearing aid fitting resulted in
a lack of significant positive dynamics in auditory-verbal development. Conclusion. The presented case series highlight the critical
importance of early diagnosis of alpha-mannosidosis. “Unexplained” mixed or sensorineural hearing loss, especially when combined
with psychomotor developmental delay, dysmorphic facial features, and recurrent otitis media, requires the exclusion of lysosomal
storage disorders. Timely interdisciplinary examination, including assessment of lysosomal enzyme activity, enables diagnosis
verification and initiation of pathogenetic therapy, thereby improving the disease prognosis.
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H CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

B HacTosllee Bpemsi 3TMOTPOMHOro nedvyeHus anbda-
MaHHO3MAO03a He cyuectByeT. lpumeHseTcs depmeHTo-
3amecTuTenbHaa Tepanusa (P3T), KoTopasa mnoKasana
MHoroob6elatolme pesynbtaTel B NiaHe 3ameaieHns npo-
rpeccupoBaHna CUMNTOMOB. TaKXe B HEKOTOPbIX Cay4yasx
NPOBOAMUTCH TpaHCMNAaHTaLMs KOCTHOrMO Mo3ra, Kotopas
yayylaeT CUMNTOMbI Y YaCTW NaLMEHTOB, HO MOXKET Bbl3BaTb
cepbesHble OCI0XKHEHUS, pa3pabaTbiBaoTCA BO3MOXHOCTH
reHHow Tepanuu [3].

Llenb uccnepoBaHuns

Llesblo cTaTb ABNAETCH AEMOHCTPAUMA ABYX KIAUHM-
YEeCKUX chyyaeB anbda-MaHHO3MO03a, OTIMYAIOLWMXCH
MO CPOKaM JMarHOCTUKM, KIMHUYECKON KapTUHE U MPOrHO3Y,
/191 BbIPaBOTKM HAaCTOPOXKEHHOCTU Y NeanaTpoB, Cypaoso-
roB, OTOPUHONAPUHIOIOTOB U APYTMX CNELUANTUCTOB B OTHO-
WEHWM 3TOM NaToNOrUH.

KJAUHUYECKUIA NPUMEP 1

O nauueHTe

HeBoyka T., 2021 r.p., OT TPETbMX POAOB B CEMbE 3/10P0-
BbIX poauTenen. bepemeHHOCTb NpoTeKkana Ha GpoHe MHOro-
BOAMS, OTEKOB, BAapMKO3HOM 60ne3Hn. Poabl Ha 40-i Hep,
mMacca Tena npu poxaeHun — 3950 r, poct — 55 cm,
oueHKa no wkane APGAR — 8/9 6annoB. AyaMonorniecKkum
CKPUHUHT: oToaKycTuyeckas amuccusa (OAJ) 3aperncTpmpo-
BaHa Cc 06enx CTOPOH.

C poxaeHua aeBo4vka Habnoganacb HEBPOJSIOFOM C KJK-
HUYECKUMU CUMNTOMaAMKU TEMMNOBOMN 3aJEPHKKMU MOTOPHOro
Pas3BUTUSA: AEPXKMUT ronoBy ¢ 6 mec, cManT ¢ 9 mec, camo-
cToaTeNnbHas xoab6a ¢ 18 mec. B 1 roa gMarHoctTMpoBaHbl
CUHAPOM MbILLIEYHON AMCTOHMK, MaKkpoLuedanusa. Ha nepsom
roay *M3HW aKTUMBHO rynuna, otmedancs nenet. C 1,5 net
Habntoaanca perpecc B pe4yeBOM pa3BuTUU. C 2-neTHero
BO3pacTa cTana 4alle 60/1eTb, NepeHocuna cpeaHme oTuThbI.
B 3 ropa 3 mec BbisiBNeHa 3ajepKka GopMUPOBaHUS IKC-
npeccuBHOM peyn. HacneacTtBEHHOCTb MO CAyXy He OTAro-
ueHa.

MepBoe o6pallueHune K cypaonory B 3roaa 5 mec, *anobbl
poauTenen Ha To, 4To B TedyeHne 5 mec peGeHOK He CbILWNT,
nepecTtan oTKAMKaTbCs Ha 3BYKW. HabniogaeTcs v NpoxoauT
fle4yeHne y OTOpMHOMap1Hronora no noBoay ABYCTOPOHHEro
OCTPOro cpeaHero oTuTa, 060CTPEHUSA XPOHUYECKOrO aleHO-
nauTa, rmnepTpodum ageHomaoB 2—3-1 CTENEHMU.

dusuKanbHaa AUarHocTuka

BHewHe ob6palwaoT Ha cebsi BHUMaHWE KPYyMnHbIA 106
C BbICTynawwmnmm no6HbIMM Byrpamu, 3anagatoLias LWmpo-
Kas nepeHocuua, WMPOoKas CNUMHKa Hoca, KpynHble pa3me-
pbl FO/10Bbl OTHOCUTENBHO TyNoBuULa (puc. 1).

MaumneHTKa 6bina ocMOTpeHa Hesponorom. B HeBpono-
rM4ecKoM ctaTyce B Bo3pacTte 3 neT 9 Mec y pebeHKa oTme-
4aloTCs MaKpPOKpPaHus, rMnepocTo3 No METOMMYECKOMY LWBY,
MaKpOrnoccus, rMnOTOHUSA MnepuopanbHOM MYCKynaTypbl.
B peun — oTaenbHble neneTHble ¢norn. MblleyHbl TOHYC
AN DY3HO CHUMKEH. CyxOoxuibHble pedrieKCbl OXKUBEHDI,
NEerkuin aTakTMYeCKu CUHAPOM. B onopHo-gBUratenbHoMm
annapare o6pallatoT Ha ce65 BHUMaHWe CUHAPOM KOPOTKOM
wen, acuMMeTpuyHas aebopmauns rpygHoON KNeTKKW, Basb-
rYC HUXHWX KOHEYHOCTEN, OTMEeYaloTcs rmnepMobunbHOCTb
Ta306e4peHHbIX CYyCTaBOB, KOHTPaAKTYypPbl FOAEHOCTOMHbIX
CyCTaBOB, MOTOPHas AUCMNPaKCHS.

[AnarHocTuyeckue npoueaypbi

Mpu o6¢cnenoBaHun JIOP-opraHoB y pe6eHKa BbiiBNIEHbI
3aTpyAHEHME HOCOBOrO [AbIXxaHus, MPM3HaKW IKccyaaTus-
HOro OTUTa (PUC. 2), 4TO MOATBEPIKAEHO AYAMONIOTMYECKUM

Puc. 1. deHotmn naumeHTrun T., 2021 r.p.
Fig. 1. The phenotype of patient T., born in 2021

obcnegoBaHueM: BbidBaHHad OAD He 3apeructpupoBaHa
€ 06enx CTOPOH; TUMMaHorpaMmma Tuna «B» ¢ 06enx CTOPOH.
Mpu npoBefeHUn NOBEAEHYECKOW ayAMOMETPUN B CBOGOA-
HOM 3BYKOBOM M0JI€ YETKUX pPeaKLMi He NMONYYEHO, HA UMK
pebeHOK He OTKJ/IMKAEeTCs, Ha X/I0MKK peakuun Het. MNoporu
BU3yanbHOM [eTeKuun V MUKa KOPOTKOSIATEHTHbIX C/yXO-
BbIX BbI3BaHHbIX NoTeHLUKnanos (KCBI1) Ha LWMPOKONONOCHbIN
Chirp no Bo3gywHon nposogumocTtu: crnpaBa — 90 ab
HIMNC (OTHOCUTENLHO HOPMAasbHOrO Mopora ChAbILKUMOCTH),
cnesa — 80 ab HIC; No KOCTHOW NPOBOAMMOCTHU MOPOrU
6onee 40 b HIC cnpaBa u cnesa. NMpumeHanacb meToau-
Ka MoAudMKaLMM aKyCTUYECKOro CTUMYNa B COOTBETCTBUU
C WHAMBUAYANbHO M3MEPEHHLIMU 3HAYEHUAMU Pa3HULbI
MeXAay peanbHbiM yxoM u Kynnepom (Real-Ear-to-Coupler-
Difference; RECD) [12]. Moporu KCBI1 Ha moanduumnposaH-
Hblt RECD-Chirp no Bo3ayLwHOW NpoOBOAUMOCTU COCTaBWIU
80 ab HIC cnpaBa n 75 ab HIC cnesa, npu aTom Mopdo-
NI0rMa NUKa oTiM4yanach nyyllen Bu3yanusalumen no cpa.-
HeHuto co cTaHfapTHbiM Chirp-ctumynom (puc. 3). Mo aaH-
HbIM perucTpaumm CTauMOoHapHbIX CYyXOBbIX BblI3BaHHbLIX
noteHuunanos (ASSR) noporu coctaBunu: cnpasa 500 My —
60 ab allC, 1000y — 75 gb allC, 2000 Iy — 80 ab
3lC, 4000 'y, — 80 ab 3aMNC; cnesa 500 Iy — 60 ab 3llC,
1000 Iy — 90 ab 3MC, 2000 Iy — 90 ab 3MC, 4000 My, —
90 gb 3rlC.

Mo AaHHbIM MyNbTUCMMPANbHOM KOMMbLIOTEPHOM TOMO-
rpadvn BUCOYHbLIX KOCTEW crpaBa W cnesa GapabaHHas
NnoJIoCTb, @HTPYM TOTaNbHO 3anoJfIHEHbI NAaTONOTMYECKUM
COLEPKUMBIM KUAKOCTHOM UM MSATKOTKAHHOW NAIOTHOCTH,

Puc. 2. OTocKkonuyeckasa kapTvHa: A — neBoe yxo, b — npaBoe yxo
Fig. 2. Otoscopic clinical picture: A — left ear, B — right ear
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Puc. 3. Pe3synsTaTthl perucTpaLmm KopoTKONATEHTHbIX CIYXOBbIX BbI3BAHHbIX MOTEHLMANI0B
MpumevaHme. KpacHbli LIBET — NpaBoe yX0, CUHUIA LIBET — /IEBOE YXO.

Fig. 3. Results of registration of short-latency auditory evoked potentials

Note. The red color is the right ear, the blue color is the left ear.

KOTOPOE OKpYXKaeT TUMWYHO PaCMOSIOKEHHbIE ClyXOBble
KOCTOYKM, GIOKMPYET HULIM OKOH MpeaaBepust nabupuHTa
W YIUTKKU, TUMNAHaNbHOE YCTbe C/TYyXOBOMW TPYObl.

Ha KoMMbloTEpPHbIX TOMOrpaMmax rOl0BHOrO Mo3ra —
OTCYTCTBME BW3yaNnu3auuu caruTTaabHOro LWBa 4Yepena,
BOCManuTe/bHble U3MEHEHUS B OKOJIOHOCOBbIX Ma3yxax
M COCLUEBMAHBLIX OTPOCTKAX BUCOYHbIX KOCTEM (Ha dOHEe ux
CKNIEePOTMYECKOIro TUMa CTPOEHUs). YNbTpa3ByKOBOE UCCIe-
noBaHve (Y3W) 6plowHOM NonocTu — yBennyeHue nepen-
He3aJHero pasmMepa MNeyvyeHW, YBENIMYEHWE CENE3EHKMU.
AxoKapaunorpadus NaTosiorMm He BbisiBuAa. Mo gaHHbIM 3/1EK-
TposHUedanorpaMmbl 3aNUNENTUHECKMX 3HAKOB HE BbiSiB/E-
HO. JlTaBopaTopHO NOATBEPKAEHA FTMNEPXOIECTEPUHEMMUS.

B cBSi3u C OTCYTCTBMEM CTOMKOW MONOXKUTENBHOWM
OVMHAaMWKKM OT KOHCEPBATMBHOM Tepamnuu W BblparKeHHbI-
MW HapylweHusmMu cnyxa pebeHKy ObiNno peKoMeHAOBaHOo
XMpypruyeckoe nevexue. Nog aHaoTpaxeanbHbIM HAPKO30M
3H/[IOCKOMUYECKUM NMYTEM BbIMOMHEHO YAaNeHWe TMOTOYHOM
MWHA@AMHbI. TpyOGHble BafikM OOblYHbIX Pa3MepOoB, YCTbA
CNyX0BbIX TPY6 Mocne ageHOTOMUM CBOGOAHO MPOXOAUMBbI.
[anee noa KOHTPONEM 3HAOCKOMa BbIMNOJHEHA TMMMAHO-
NYHKUMA C ABYX CTOPOH. ACMMPMPOBAaH rycToM npo3pay-
HbI 3KccypaT, BBeAeH pacTBOp AeKcameTal3oHa. [locne
TUMNAHOMYHKLUMKU MPU KOHTPOJIbHOM OCMOTPE C/YXOBbIX
Tpy6 — 3KccyaaT onpeaensercs B HOCOMNOTKe B 06nacTu
rIOTOYHOTO OTBEPCTUS C/IYXOBOW TpyObl. PeKomMeHaoBaHO
NPUMEHEHWE Ha3abHbIX [TIOKOKOPTUKOWIOB.

[loBTOpHOE ayauonorvyeckoe obcnegoBaHue npoBe-
neHo B 3 roga 8 mec MNocfie XMPYPruyeckoro eyeHus.
OTockonuyeckn G6apabaHHble NepenoHKKM MyTHble, BU3ya-
NIM3NPYETCH YPOBEHb XUAKOCTU. COXpaHAOTCS ABIEHUS IKC-
cyaaTMBHOro cpegHero otuta. OAQ He 3aperucTpupoBaHa
¢ 06eunx CTOPOH, TUMMaHorpaMmmMa Tuna «B» ¢ 06enx cTopoH.
Peb6eHoK oT3biBaeTcst Ha ums ¢ 1,5 meTpoB. AyaMorpamma
npeacTaB/fieHa Ha puc. 4.

B cBfi3n C HapyweHuaMu pedn pebeHKy npoBeaeHa
KOHCy/NbTalMs noroneaa, BbiiBAEHblI 3a[EprKKa PeyveBoro
pPasBUTUSs, TSXKEN0Ee HapylleHWEe peyn Mo anajanyeckomy
Tvny. AnsapTtpus.
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Puc. 4. Ayamorpamma naumneHTku T.

lMpumeyaHme. KpacHble NTMHUKM — nNpaBoe yX0, CUHUE NNHUN —
nesoe yxo; O, X — BO3AaylIHasa NpoBOANMOCTb, A — KOCTHas
NpPOBOAMMOCTb.

Fig. 4. Audiogram of patient T.
Note. Red lines — right ear, blue lines — left ear; O, X — air
conduction, A — bone conduction.
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E CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

MpeaBapuTenbHbIA AUArHo3
[BYCTOPOHHAS CMellaHHasa TyroyxocTb |V cTeneHu.
[BYCTOPOHHUI 3KCCYAATUBHbIN CPELHUI OTUT.

OuddepeHunanbHas guarHocTuKa

YuuTbiBasi aHaMHe3 3abofieBaHUsA, KIMHUMYECKYIO Kap-
TUHY, GEHOTUMMYECKNE OCOBEHHOCTH, AaHHblE ayAMONOru-
yecKoro obcnenoBaHust, B Bo3pacTte 3 nieT 8 mec pebeHKy
L1151 UCKITIOYEHMUS BO3MOXKHbIX JIM30COMHbIX 60/1€3HEN HAKO-
Nn/eHns NPOBEAEHO OMnpeAeneHne akTMBHOCTM depMeHTa
anbda-D-MaHHO3UAa3bl, BbISBJEHO CHUXXEHWE NoKa3aTens
no 1,7 HM/mn/4 npu Hopme 6,5-156,2 HM/mn/u.

lMpoBegeHo cekBeHuMpoBaHMe Mo CeHrepy 3K30Ha
18 reHa MAN2B1, BapuaHT ¢.2248C>T (p.Arg750Trp) o6Ha-
PY}XEH B FOMO3UIOTHOM COCTOSIHWUM.

Tak)Xe npoBeAeHbl CKPWHWHI-TECTbI Ha ApPyrve nu3o-
COMHble 60/1€3HM HAKOMIEHUS C OMpefesleHNEM aKTUB-
HOCTM JIM30COMHbIX (GEPMEHTOB METOAOM BbICOKOI(]-
(QEKTUBHOM UAKOCTHOM XpomaTtorpadum C TaHAEMHbIM
MacC-CNEKTPOMETPUYECKNM AETEKTUPOBAHUEM: MAYPOHAT-
cynbdartasa (MyKononmcaxapmaos, tmn ll), N-auetun-anbda-
D-rnioko3amuHungasa (MyKononucaxapmpos, Ttun |IB),
N-aueTun-ranakto3amMuH-6-cynbdaTtasa (MyKonoaMcaxapu-
no3, tvn IVA), apuncynbdartasa B (Mykononncaxapuaos, Tmn
V), 6eta-D-ranaktosnpasa (GM1-raHrnno3ngos, MyKomno-
nucaxapupos, tmn IVB), 6eta-D-rniokopoHmMgasa (MyKono-
nucaxapuaos, tvn VII), Tpunentnann nentugasa 1 (Hempo-
HaNbHbIN LLepOUAHbIA NMNOPYCLUMHO3, TUN 2) — aKTUBHOCTb
B npeaenax pePepeHCcHbIX 3HAa4YEHNN.

KnuHuyeckum guarHos

Taknm o6pa3om, B Bo3pacTte 3 1eT 9 Mec AeBOYKe ycTa-
HOB/IEH AMarHo3s: «<Anbda-MmaHHO3MA03, TMN 2». 10 AaHHbIM
HEBPOJ/IOTMYECKOrO OCMOTpPa BbISIBJIEHbI 3aAepKKa MNcu-
XOpeYeBOro pas3BMTUS, CMHAPOM MbILEYHON TUMOTOHUM,
aTaKTUYECKUI CUHAPOM, KPAaHWMOCMHOCTO3 caruMTTalbHOro
wea. Mpun opTanbMonorMieckom ob6cnegoBaHn OTMEYEHbI
rmunepmMmeTponusa o6omx rnas cnabon CTeneHn M KopKoBas
KaTapaKkTa o6oux rna3. KoHcynbTMpoBaHa opToneaoM —
AMarHoCTMPOBaHbl KOHTPAKTYypPbl FOIEHOCTOMHbLIX CycTa-
BOB, rMNepMo6uIbHOCTb Ta306eAPEHHbIX CYCTaBOB, acuUM-
METPUS FPYAHON KNETKU U CUHAPOM KOPOTKOW LWeN.

MeauuMHCKHUE BMeLlaTebcTBa

B Bospacte 3 net 9 mec pebeHKy BnepBble 6b110 NPOo-
BeAeHo 6rMHaypasibHoe CnyxonpoTe3npoBaHue. [loporu cnbi-
LWUMMOCTH B CNYXOBbIX annapartax coctansior 30—-40 ab MNC.
[leBoYKa cucTeMaTM4eCcKM MocellaeT 3aHATUS C cypaone-
narorom. C 3 net 10 mec HavyaTta ®3T npenapaTom Benma-
Ha3a anbda. B HacTosuwee BpeMsa pebeHOK HabnwaaeTcs
COBMECTHO FEHETUKOM, HEBPOJIOrOM, CYpAoaorom, odranb-
MOJIOrOM, OPTOMEAO0M, FacTPO3HTEPOIONOM.

AuHaMuKa 1 ucxoabl

Ha doHe NOCTOAHHOIro MCMONb30BaHUA CAYXOBbIX anna-
paToB W PEerynsipHbIX 3aHATWUI C Cyponeaarorom poauTenu
OTMeYaloT NosiB/eHMEe HOBbLIX NIENETHbIX ¢/IoB. Habnoaaetcs
Nporpecc B peaKkLMsX Ha pevyeBble U HepeyeBble 3BYKMH,
NMOHWMaHWe NPOCTbIX MPOCb6 Ha CAyX.

KJIMHUYECKUIA NPUMEP 2

O nauueHTax

[ABe poaHble cecTpbl, 2013 1 2016 r.p., TaAXWU4YKHK
Nno HaUMOHaNbHOCTU. BNM3KOPOACTBEHHbLIN 6paK (poante-
v — [OBOOPOAHble 6paT M cecTpa), B CeMbe ABYA3blHMe.
Y poantenen natepo AeTeN, ABE CTapluMe CecTpbl U cTap-
WM 6paT 300poBbI. [lepMHaTanbHbii aHamHe3 6e3 0Co-

6eHHoCcTen. AyANONIOTMYECKUIM CKPUHUHT HE NPOBOAMIICS.
Y o6enx aeBoYeK Habnwpanacb 3ajeprKa MOTOPHOro
pasBUTUSA: AepxKaT rofioBy ¢ 2 net, cuaat ¢ 3 neT, CToaT
¢ 5 net, caMocToATE NbHbIE Warkn — ¢ 67 net. O6e AeBovY-
KW Haxoaunucb nof HabnwgeHnem HeBpoaora ¢ guarHo-
30M: «HeBepndMUMPOBAHHBIN TEHETUYECKUN CUHAPOM,
3ajeprKKa NcUMxopeyeBoro U MOTOPHOrO pasBuUTUSA, cna-
CTUYecKas Aunaerus, atakTMYecKuin cuHapom». B cBA3u
C 3a€ePXKKON pevyeBoro pas3BuTUS AeTH Oblin HanpaBieHbl
K CYypAonory.

dusuKanbHaa AUarHocTuka

Mnagwas cectpa BnepBble OCMOTPEHa CypAOA0rom
B 2 roga 10 mec BBUAY anob Ha OTCYTCTBUE PeYn U 3BYKO-
nofpakaHun, peakumi Ha 3ByKu. CTaplias cecTpa Bnepsble
ocmoTpeHa B 5 neT 9 mec. deHOTUN cecTep NpeacTaBieH
Ha puc. 5.

[AnarHocTuyeckue npoueaypbl

Y MnagLwew cecTpbl OTOCKONMYECKas KapTuHa B HOpPME,
OA3 He peructpupyeTtcs, TUMNaHorpamma Tuna «A» ¢ obe-
MX CTOPOH. lNoBeAeHYEeCKylD ayaMOMETPUIO HEe BbIMOIHSA-
€T, CMOHTaHHble peaKkuun Ha ypoBHe 50 (HU3KO4aCTOTHbIE
3BYKM) — 70 (BblcOKO4YaAcTOTHble 3BYKW) Ab HIIC. MNMopor
BM3yaNbHON aeTekumn V nuka KCBI1 no Bo3ayWwHOW npo-
BOAMMOCTM Ha uwenyok — 45 ab HIC cnpaBa, 50 ab HMNC
cnesa. lpu noronegnyeckom o6cnefoBaHUU BbISBAEHO
TSXKeNoe HapylweHue peyv no Tuny ananuu. Mpu optoneau-
4YECKOM OCMOTPE OTMEYEHbl CKOIMO3, 3KBMHO-NNAHO-Baslb-
rycHas gedopmauus cton. HeBponorom AMarHoCTMPOBaHbI
3a/ieprKKa NCUXOMOTOPHOIO W MCUXOPEYEBOro pPasBUTHUS,
cnacTU4ecKui TeTpanapes, CKNepo3uMpoBaHue carutrasb-
HOro wBea, 6atpouedanus, yTonueHne n06HOM KOCTH; B ABU-
raTenbHOM cdepe — cnacTuyeckas AUNNErns UM aTakTu-
4YeCKMn cuHapom. Mo faHHbIM odTanbMonora, BblSBAEHbI
C/TIOXHbIN TMNEPMETPONUYECKMI aCTUIrMaTU3M U BPOXKAEH-
Has KaTapakTa o6owux rmas. Mpun Y3W oTmedyeHbl Npu3Ha-
KW renatocnieHoMeranuu, a TakKe NPU3HaKW rMNOTOHMK
NMOYEe4YHOM NIOXaHKWM cnpaBa, MWKPONWTbI B NE€BOM MOYKeE.
Y cTaplwem cecTpbl TaKKe BblBAEHbI 4BYCTOPOHHSAS XPOHU-
YyecKas ceHcoHeBpasibHas TyroyxocTb |l cteneHu, Taxenoe
HapyleHne peyu no Tuny ananuu. Heeponorom onpegeneHa
cnacTuyecKas gunaerus.

MpeaBapuTenbHbI ayAUOIOrM4€CKUNA AUArHO3

(y o6eunx cecrtep)

[BYCTOPOHHASA XPOHWYECKAs CeHCOHeBpasbHasa Tyro-
yxocTb Il cTenexu.

AnddepeHynanbHas guarHocTuka

[JeBoYyKkam NpoBOAWSICS ANIUTENbHbIN AMAarHOCTUYECKUI
NMOUCK. YUYMTbIBas CXOXKYIO CUMNTOMATUKY Yy 06eunx cecTtep
B ceMbe C G6/IM3KOPOACTBEHHbLIM OGpaKoM, WUCK/YaInUCb
reHeTMyecKkne 3abosieBaH1s, B TOM YUCNE U IMBOCOMHbIE
60/1e3HN HaKonneHus. B cBA3KM C xapaKTepHOW KauMHWUYe-
CKOW KapTMHOM nNpoBeaeH 3ab6op Cyxux NaTeH Ansa onpene-
JIeHUss aKTUBHOCTK pepmeHTOoB. 1o pe3ynsTaTtam o6cneno-
BaHWS y 06eunx cectep onpeaeneHo CHUXeHWe akTUBHOCTH
depmeHTa anbda-maHHo3MAa3bl. leHeTu4yeckoe wuccne-
[IOBaHWe BbISBWIO KPYMHYIO [efleuuto, 3aTparnBatollyto
3K30Hbl 17 1 18 reHa MAN2B1. AHanoruyHbl naToreH-
HbI BapWaHT B reTepo3nroTHOM COCTOSIHUWM Oblal 06HapY-
JEeH y 060uX poauTenen AeBOYEK NMPW CEKBEHUPOBAHWM
no CeHrepy.

KnuHu4yeckuii guarHos
Anbda-maHHO3MA03, TUN 2.



Puc. 5. deHotun nauyneHTok 2016 r.p. (cnesa) u 2013 r.p. (cnpaBa)
Fig. 5. The phenotype of patients born in 2016 (left) and 2013 (right)

MeauuMHCKMe BMellaTenbcTBa

[JeTiM peKoMeHOOBaHbl CNyxonpoTe3npoBaHue, pery-
NpHble 3aHATUS C cypaoneaarorom W noronegom, neye-
HWe y HeBposora, HabnoAeHUe reHeTuka, AMcnaHcepHoe
HabnogeHne y cypgonora 2 pasa B rog. PekomeHgauuu
BbIMOJIHEHbI HE BbINN.

®3T npenapatom BenMaHasa anbda NpoBoANUTCS cTap-
wemy pebeHky ¢ 11 net, mnagwemy — ¢ 8 net. [leBOYKMU
perynsapHo HabngalTcs MynbTUAUCLUMIIMHAPHON KOMaH-
0OV ANS OUEHKN AUHAMUKKN Tepanuu.

OAuHamMuKa 1 ucxopabl

Mnagwasa cecTpa nocellaet KOPPEKLMOHHbIM AETCKUM
cafl, MPOU3HOCUT HECKOMbLKO cnoB. C 6 neT npucoeanHuics
[BYCTOPOHHWIN 3KCCYAATUBHbIN CPEdHWUA OTUT C peunanBuU-
PYIOWMM TEYEHUEM U YXYALWIEHMEM Cclyxa 3a CYeT KOHAYK-
TUBHOIO KOMIMOHEHTa (ayanorpammbl Ha puc. 6). BoigBneHa

runepTpodus HEeOGHbIX M TNOTOYHOM MWHAANUH. CnyxoBble
annapaTbl Hayana Ucnonb30BaTh Wb € 7,5 NET, B HUX pea-
rMpyeT Ha TUXMe 3BYKKU C 4 M, UCNONb3YET UX HEPETYNISPHO.
CyllecTBEHHON AMHAMUKKW PeYeBOro pasBWTUS He Habsto-
pnaetca. B gBuraTtenbHoi coepe oTMevaloTcsi CHUMXKeHWe
MbILIEYHOrO TOHYCa, YMEHbLIEHNEe CMAacTUYHOCTU U aTaKTu-
YeCKMX HapyweHnn. TecT 6-MUHYTHOM x0Ab6bl — 285 M (40
Havana Tepanun — 200 m). Mo pe3ynbtatam Y3U opraHos
GPIOLWHOM MOMIOCTM COXPaHsieTcs renaTocnieHomeranus,
XOTSl MU MEHbLUEN CTEMNEHMU BblParKEHHOCTH.

CTaplasi cecTpa: cinyxonpotesupoBaHue B 7,5 nerT,
annapaTtbl HOCUT HEMOCTOSAHHO, B PeYu NOSBUINCHL OTAESb-
Hble cnoBa. C 7 neT 7 Mmec HabnoaaeTcs ABYCTOPOHHUIM IKC-
Cy[aTWBHbIA CPefHUI OTUT C YNOPHbLIM PeunanBUPYIOLLUM
TEeYeHMEeM, 4TO NPUBENO K YXYALIEHUIO ciyxa (ayauorpammbl
Ha pwuc. 7). B 9 neT BbiNoNHEHbI aAEHOTOMMUS, LIYHTUPOBAHWE
GapabaHHO NoNOCTM cnpaBa M cnesa. BocnaneHue B cpea-
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Puc. 6. Ayanorpammbl nauneHTk 2016 r.p. B pa3inyHble BO3pacTHbIE NepUOAbl
lpumeyaHue. KpacHble TMHUM — NpaBoe yXo, CUHUE NTNHUK — fieBoe yxo; O, X — BO3aylHaa NpoBOAUMOCTb, A — KOCTHas NpoBOAUMOCTb.

Fig. 6. Audiograms of a patient born in 2016 in various age periods

Note. Red lines — right ear, blue lines — left ear; O, X — air conduction, A — bone conduction.
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H CLINICAL CASE

KJIMHUYECKWUM CNYYAN
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Puc. 7. Ayamorpammbl naymeHTkn 2013 r.p. B pa3inMyHble BO3pacTHble nepuoabl
lMpumevaHue. KpacHble NMHUKM — NpPaBOe yX0, CUHME NUHUKM — neBoe yxo; O, X — Bo3ayLlwHas NpoOBOAUMMOCTb, A — KOCTHas MPOBOAMMOCTb.

Fig. 7. Audiograms of a patient born in 2013 in various age periods

Note. Red lines — right ear, blue lines — left ear; O, X — air conduction, A — bone conduction.

HEM yxe TpaHcPOpMMUPOBaNOCb B XPOHUYECKUWA THOWHbLIN
CpefHUM OTUT. JJMHAMUKKM pas3BUTUS peyn HeT, oby4vaeTcs
Ha gomy. B aBuratenbHon cdepe CHM3MNACh CNACTUYHOCTb
B HOrax, YMEHbLUMNACH aTaKTMYECKMN KOMMOHEHT, XOAuUT
yBEPEHHO, HayymMnacb 6eraTb. TecT-6 MUHYTHOW XOAbObl —
350 ™M (po Havana Tepanun — 225 m). Mo pedynstatam Y3U
opraHoB OpIOWHOM MOMOCTU COXpaHsdeTcs renaTocnaeHo-
Meranus, Ho pasmepbl NeYEeHU U CeNe3eHKU YMEHbLUUUC.

OBCYXAEHHUE

MpuBeaeHHbIE KAMHUYECKME chydau npeacTaBasior
MHTEPEC M CNOXHOCTb B CBSA3M C PEAKOCTbIO M Noanmopod-
HOCTbIO KIMHWYECKOW KapTWHblI OCHOBHOro 3aboneBaHus,
coyeTaHWEM CEHCOHEBPANbHOM TYroyxoCcTu C peuuanBu-
pylOLWMUM BOCMNaseHWeM B CpedHEM yXe C HeaoCTaTOYHbIM
3bPEKTOM OT KOHCEPBATUBHOIO M XUPYPTUYECKOr0 NeYEHUS.

lMoCKOoNbKy TYyroyxocTb npu anbda-MaHHO3ML03€e MaHu-
decTupyeT 3a npegenamu neprmoaa HOBOPOXKAEHHOCTH, OHa
He BbISIBASETCSH HEeOHaTalbHbIM ayAUON0rM4ECKUM CKPUHMH-
roM, 4YTO B/ieYeT 3a COO0M PUCKK ee NO3LHEN ANArHOCTUKM,
0CO6EeHHO Ha ¢doHe obuier 3adeprKU MNCUXOMOTOPHOro
pas3BuTHS.

B nepBoM cniyqyae BHUMATENbHOCTb POAUTENEN, HACTOPO-
YKEHHOCTb neaunatpa U HeBPOaOra NO3BOAUAN OTHOCUTESb-
HO paHO HanpaBWTb pebGeHKa K CypAaosiory, BbIiBUTb TYro-
YXOCTb M HayaTb peabunutaLnoHHble MeponpusaTus. B cBoto
oyepenb, HaCTOPOXKEHHOCTb CypAosora npu BbISBEHUU
HexapaKTepPHOW ayaAMONOrM4ecKom KapTUHbl (3aTSKHOM
CMEeLLaHHOM TYroyxocTu) B covyeTaHuun ¢ lypnep-nogo6HbIM
deHoTMNOM NO3BOSMNA OMNEPaATUMBHO HampaBWUTb MaTepu-
an Ha onpegeneHve akTMBHOCTU depmeHTa. Takum obpa-
30M, MEXAMCUMNAMHAPHbBIA Noaxon npuBen K BepuduKa-
LMK OCHOBHOIO AMarHosa M CBoeBpeMeHHOMY Havany P3T.
BnaronpusaTHoe coyeTaHne aTuX GaKTOpOB NO3BOASET OCTO-
POXHO Mpeanofiaratb BO3MOXKHOCTb NPeLOTBPaLLEHNS BTO-
PUYHbBIX HapyLWeEHWUM U NONOXKUTENBbHYIO AMHAMUKY pPa3BUTHA
pebeHKa B 6yaywem.

Bo BTOpOM crny4yae MMenn MecTo AJWUTENbHbIM AMarHo-
CTMYECKMM MOUCK OCHOBHOrO 3abofieBaHus, NO34HAS Aua-
FHOCTMKa HapylleHus cnyxa, No3aHee Cnyxonpote3mpoBaHue
C HeaoCTaToOYHbIM 3QDEKTOM, HU3KaA KOMMIAEHTHOCTb POAK-

Tenen (B TOM YMCsie U3-3a A3bIKOBOro 6apbepa), YTo yxyalwaeT
NPOrHO3 NCUXMYECKOr0 U CNYXOPEeYeBOro pa3BuTus AeTeN.

3AK/IIOYEHHUE

Bpadvam-cypgonoram, OTOPUHON@PUHIONOraM, HeBpOJo-
ram W neguatpam cnefyet COXpaHATb HaCTOPOXEHHOCTb
B OTHOLIEHWM IMBOCOMHbBIX GONE3HEN HAKOMNEHWUA U Hacnea-
CTBEHHOM CMHAPOMaNbHON NaToNOrMK NPU HaNMYUKU «<HEOOBSAC-
HMMOWM» CMEeLIaHHOM TYroyXOCTH, PELMANBUPYIOWUX U AANTENb-
HO NPOTEKAIOLMX IKCCYAATUBHbBIX CPEAHMX OTUTAX (B TOM YMche
NPy afeKBaTHOM KOHCEPBATMBHOM W XMPYPrMYECKOM feye-
HWK), a TaKKe 0cobeHHoCcTen deHoTUna, CTUrM AM3amoépuore-
He3a 1 CoMnyTCTBYIOLLEN NCUXOHEBPONOrMYECKOM NaTONOM M.

WHOOPMUPOBAHHOE COIJIACHUE

OT poautenen nauMeHTOB MONY4EHO MUCbMEHHOE
MHPOPMMpPOBaAHHOE JOGPOBO/IbLHOE cornacue Ha nybnuKa-
LMo pe3ynbraToB 06CnefoBaHusa U fevyeHus, nybamkaumio
nx n3obpaxkeHun (gata nognucanus: 15.06.2024 — KNuHU-
yeckui cnyyam 2; 18.05.2025 — KNAMHUYECKUIM cnyyan 1).

Kaxabl npeacTaBneHHbI B cTaTbe rpadmnyeckuii 06b-
EeKT ABNSeTCH aBTOPCKMM M He 3auMMCTBOBaH W3 APYrux
MCTOYHMKOB.
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E CLINICAL CASE

KJIUHUYECKUU CNIYHAU

KnuHunyeckum cnyvyamn
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A.A. UBaHoB, 10.C. JlawkoBa, U.C. KyaHeuoB, T.B. KynnueHko

PoccuncKnin HaumoHanbHbIM UccefoBaTeIbCKUM MEOULMHCKUIA yHUBepcuTeT um. H.U. Muporosa
(MuporoscKkmn YHuBepcuTeT), MockBa, Poccuiickas Penepauus

MHoroaumkaa nuxopapakKa:
KNIUHUYECKUN cnyYam

ABTOp, OTBETCTBEHHbIN 32 NEPENUCKY:

MBaHOB ApTem AneKcaHApoBMY, Bpay-neauaTp, IKCNepT-aHanUTUK ynpasneHus no peanusaunn oyHkumin HMULL no negnatpum Poceuidickoro
HaLlMOHaNbHOIo UCCneaoBaTeNbCKOro MefULMHCKOro YHuBepeuteTa M. H.M. Muporosa (MMporoBcKuit YHUBEPCHUTET)

Appec: 117513, Mocksa, yn. OcTpoBuTSIHOBA, 4. 1, e-mail: trt.iy@yandex.ru

0O6ocHoBaHue. JInxopaaKa HEACHOro reHe3a (Kak BUpycHas, TaK u bakTepuasibHasl) Bcerja Bbl3biBaeT AuarHocTuye-
CKUE CJI0XKHOCTHU y Bpayen-neamaTpoB, MoCKOJIbKY MOXXET COMPOBOXAaTb pas/imyHble cocTosIHUA. O6bIYHO NpPU NMOUCKE
MPUYUH JIUXOPALKMU pacCMaTpUBaIOT TOJIbKO MHOEKLMOHHbIE U COMaTMYeCKMe, 3abbiBasi, YTO OHa MOXET OKa3aTbCsl Mpo-
ABJIEHMEM HexenaTesbHbIX peaKUui Ha IeKapCcTBeHHbIe npenapathl (JI11). Haw KanHu4ecKui ciydai JEMOHCTpUpPYET
npumep neKapCTBEHHOM INXOPajKH, BO3HUKLILEN Ha QOHe rnpuema TenKorniaHMHa. OnMcaHue KJIMHUYeCKOro cjay4asi.
Manbuuk, 13 net, o6¢cenoBasncs B negunatpmuyecKoM AuarHoCTUYECKOM OTAEIeHUN BBUAY HaIMYMsl IMXOPaAKH, unTone-
Hmn. B npouecce AMarHOCTUKK y HEro Bbln UCKJIKOYEHbI YacTble MPUYMHBI IMXOPaAKU — BUPYCHblIe U 6aKTepuasbHble
MHGEKUMU. Y4UTbIBasi OTCYTCTBUE «KpacHbIX ¢iaroB» (BbipaKeHHasi c1aboCTb U BSJIOCTb, OTKa3 OT eAbl, HapylleHue
AblxaHus, o4yaroBas U MEHUHIreaslbHasi CUMITOMAaTUKa) B COCTOSIHMM nauymeHTa v GakT 4/IMTeIbHOM Tepanuu B cTayu-
OoHape, 6bl1a pacCMOTPEHa rurnoTesa o 1eKapCTBEHHO-UHAYLMPOBaHHON IMXOPaaKe Ha GoHe rnpuema TenKoniaHuHa,
4YTO BMOC/NEACTBMU U NOATBEPAMAOCH. [Tocie oTmeHbI JI[T Bce CUMNTOMbI CaMOCTOSITE/IbHO KyNUpPOBaaUCh U B AajlbHEN-
Lwem He BO3HMKan. 3aKaodeHune. [Tpu npoBeseHum audoepeHuymnansHon MarHoOCTUKU MEXAY NMPUYMHaMm IMxopaaKku
HeobXxoAMMO MOMHUTb, YTO OHa MOXET ObiTb Bbi3BaHa TaKUMU ATPOrEHHbIMU daKTopaMu, KaK rnpuem Hekotopsbix Jifl.
Monnnparma3sns u HepalmoHaibHoe Ha3HadyeHne JIIT — aKTopbl pUcKa pa3BUTHS MOAO06GHbIX peaKumn. CobageHne
MPUHLUMMIOB paLMoHabHOM GdapMaKoTepanuu MOMOXKET u3bexaTb MOAOOHbIX «PYKOTBOPHbLIX» OCHOXHEHUN Jle4eHUs
Yy naumMeHToB.

KnioyeBble cnoBa: feTv, MxopajgKka, aHTubakTepuaibHas Tepanus, HexenatesibHble peakunn, TeMKONAaHuH, KIMHn4e-
CKUI cnydan

Ana yntupoBaHus: VisaHos A.A., Jlawkosa H0.C., KyaHeuoB W.C., KynnyeHko T.B. MHOronrMkas nuxopaaKka: KJIMHUYECKUM

cnyyan. lMegnatpuydeckas papmakoniorns. 2026;23(1):14-18. doi: https://doi.org/10.15690/pf.v23i1.2999

OBOCHOBAHME

JlnxopagKa aBnseTcs 0OgHUM U3 Hanbosiee YacTblX COCTO-
AHWUI, TPeOBYIOLWMX NPOBEAEHUS ANArHOCTUYECKUX MEPOMPHU-
ATUM KaK Ha aMBynaTopHOM, TaK U Ha CTaLMOHapPHOM YpOB-
He [1-3]. MauneHTbl ¢ ANUTENBHON NNXOpPaaKon — ocobas
KaTeropusi 60/bHbIX, 3a4acTyto NpMBoAsiLLas Bpayen B ava-
FHOCTMYECKMI TYMWK B CBA3K C HECNELMDUYHOCTBIO KIUHU-

4YECKOM CMMNTOMAaTUKK, KOTOpas MOXET OblTb XxapaKTepHa
[Ana 60bWOro cnexkTpa Hososnorun [3-5].

OCHOBHOW AnarHocTuyecknit GoKyc Bpademn npu amarHo-
CTUKE NMXOPaIKM HESCHOIO reHe3a HarnpaBsJ/ieH Ha BbisBe-
HWe TAXeNon 6aKkTepuanbHON MHOEKLUM, HTO B HEKOTOPbIX
clly4asix, 0CO6EeHHO Mpu OTCYTCTBUM TLLATENbLHOIO aHannaa
aHaMHe3a M KJIMHUYECKOM KapTWHbI, NPUBOAUT K MU30bl-

Artem A. Ilvanov, Julia S. Lashkova, Ivan S. Kuznetsov, Tatiana V. Kulichenko

Pirogov Russian National Research Medical University, Moscow, Russian Federation

The Many Faces of Fever: Case Report

Background. Fever of unknown origin (viral or bacterial) always presents diagnostic challenges for pediatricians, as it can accompany
various conditions. Typically, when searching for the causes of fever, only infectious and somatic causes are considered, forgetting
that it can be a manifestation of adverse drug reactions of drug products (DP). Our case report demonstrates an example of drug-
induced fever that occurred during teicoplanin therapy. Case report: A 13-year-old boy was examined in the pediatric diagnostics
department due to the presence of fever and cytopenia. During the diagnostic process, common causes of fever—viral and bacterial
infections—were ruled out. Considering the absence of “red flags” (severe weakness and lethargy, refusal to eat, breathing
difficulties, focal and meningeal symptoms) in the patient’s condition, and the fact of prolonged hospital therapy, the hypothesis of a
drug-induced fever associated with teicoplanin use was considered and subsequently confirmed. After discontinuation of the drug, all
symptoms resolved spontaneously and did not recur. Conclusion. When conducting a differential diagnosis for the causes of fever, it
is crucial to remember that fever can be caused by iatrogenic factors, such as the usage of certain DP. Polypharmacy and irrational
prescription of DP are risk factors for the development of such reactions. Adherence to the principles of rational pharmacotherapy
can help avoid such “human-made” complications in patient treatment.

Keywords: children, fever, antibacterial therapy, adverse drug reactions, teicoplanin, case report

For citation: Ivanov Artem A., Lashkova Julia S., Kuznetsov Ivan S., Kulichenko Tatiana V. The Many Faces of Fever: Case Report.
Pediatricheskaya farmakologiya — Pediatric pharmacology. 2026;23(1):14-18. (In Russ). doi: https://doi.org/10.15690/pf.v23i1.2999



TOYHOMY Ha3Ha4YeHWo NabopaToOpPHbIX M MHCTPYMEHTaNb-
HbIX UccnefoBaHun [2, 6, 7]. B yacTu ciny4yaeB 3TO MOXHO
onpaBAaTbh BbICOKMM PUCKOM pPa3BUTUSA HeBNaronpuaTHbIX
MCXOA0B Y NaLMEHTOB C TAXKenon nHdeKkumen [6, 7], ogHako
HEeO6X0AMMO MOMHWTb, YTO CYLECTBYIOT M Apyrve, MeHee
onacHble COCTOSIHUS, MPOSBASIOLMECS JIMXOPAAKOW (pecnu-
paTopHble UHGEKLMU Pas3nMYHON ITUOSIOrUU, MHPEKLMOH-
Hblh MOHOHYK/1€03, OTUT W Ap.), KOTopble TpebyioT 6onee
clleprKaHHbIX MNOAXOA0B K AMArHOCTUKE U TaKTUKe BefeHus
nauueHta [3, 6, 7]. B KIMHWYECKOM cnyvyae npeacTaB/ieHa
MeHee pacrnpocTpaHeHHas, HO He peaKas Npu4MHa JIXOo-
pagKu y [OeTeil, KoTopas 3ayacTyto ynycKaeTcss Bpadamu.
KAnHWYyeckuin cny4yanm HaueneH HanoMHUTb Bpavam pas-
JIMYHBIX cneunanbHOCTEeN, YTO He TONbKO MHPEKLMOHHbIe
areHTbl CNOCOGHbI BbI3biBaTb JIMXOPaAAKY, HO U HEKOTOpble
NlekapcTBeHHble npenaparthbl (J111).

KJIMHUYECKUA NPUMEP

O naumeHTe

ManbuuK 4., BodpacTt 13 nert, B aBrycte 2024 r. B cBA3U
C NosiBNIEHNEM NIMX0pajKK Obin nepeBeeH B negvatpuye-
CKOe AMarHocTUYyecKoe oTaeneHue U3 oTaeNeHus TpaBMma-
TONOrMKU W OPTOMNEAMM, raAe NPOXOAMa fle4eHue Mo noBoay
remMaToreHHoro octeomuenura.

AHaMHe3 ¥U3HW. PebGeHOK OT nepBON OGEpPEMEHHO-
CTW, NpoTeKaBlen 6e3 OCNOXXHEHWN, MepBbIX CaMOCTO-
AaTenbHbIX poaoB Ha 40- Hea. Macca Tena npu poxae-
HUM — 3450, annHa Tena — 51 cMm, OLEeHKa Mo WwKane
APGAR — 8/9 6annoB. [lepvog HOBOPOXAEHHOCTU MpO-
Tekan 6e3 ocobeHHoCcTeEN. PU3NYECKOE M MCUXOMOTOPHOE
pa3Butne — 6e3 OTKIOHEHNW. CeMenHbI aHaMHe3 OTAro-
LLLEH NO 3HJOKPUHHOWM NaTofornu (y MmaTepm ayTOMMMYHHbIN
TupeounauT). MauneHT HabnogaeTcs y Aepmartoniora B CBA3U
C HaJIM4nem BUTUUTO.

AHaMHe3 60s1e3HM. Bo Bpemsa nie4yeHuss B TpaBmaTo-
JIOTMHECKOM OTAENIEHUU Y MalMeHTa MOSBUAUCL Niuxopan-
Ka, ronoBHas 601b U OGONE3HEHHOCTb B 061aCTU LIEW.
B KAWHWMYECKOM aHanuM3e KPOBW OOGHapyXeHbl NenKo-,
nMMo- 1 HenTponeHus. TakKe oTMe4yeHOo yMepeHHoe (4o
30 Mr/n npu HopMme 40 5 Mr/n) NoBbllWeHWe KOHLEHTpauum
C-peaKTMBHOro 6enka npu HesHauyutenbHoMm (0,13 Hr/mn
npu HopMme Ao 0,5 Hr/MN) NOBbIWEHWUM COAepXKaHus Npo-
KanbLMTOHMHA B CbIBOPOTKE KPOBU. [IMHamMMKa nabopartop-
HbIX MOKa3aTenen npeacTaBieHa B TabauLe.

M3HavyanbHO GblJI0 3aM0/l03PEHO TeYEHWE pecnupaTop-
HOM NaToNoruu, B CBA3M C YeM BbINOJIHEHA UAEHTUdUKaLMUA
HYK/IEMHOBbIX KMCOT PecnmMpaTopHbIX areHToB (PMHOBUPYC,
rpunn A v B, naparpunn, ageHoBMpyc) METOA0M NOIMMepas-
HOM LIEMHOM peaKLuu: NosyYeHbl oTpuUaTeNbHblE Pe3yib-
TaTbl. B cBA3M ¢ coxpaHsawouwencs 60nb0 B 061acTU Wen
M OAHOKpaTHbIM 3NM3040M 60/IM B OKOJOYLIHOW 06/1acTu

Ta6nuua. luHamuKa nabopaTopHbIX NOKasaTtenen nauneHTa .
Table. Dynamics of laboratory parameters of patient Ya.

no pekoMeHAaluu HeBposora 6bilia NpoBeAeHa MarHuT-
HO-pe3oHaHCcHas Tomorpadus Wen U roIoBHOrO MoO3ra:
naTonornMm (B TOM Yucie MacTouauTa) He OBHapyKeHo.
YuuTblBas, 4TO NOSIBAEHME NTIUXOPAAKM HENb35 GblN0 CBA3aTh
C Te4YeHHeM OCHOBHOro 3ab6oneBaHusa (MauueHT Haxoaucs
Ha 3Tane NaacTMYeCKOro 3aKpbITUS paHEBOW MNOBEPXHOCTH,
pebeHKa nepeBenu Ang o6cnefoBaHUs B neguMatTpuyeckoe
oTAeneHue.

dusukanbHaa AUarHocTUKa

CamMo4yBCTBME NauMeHTa He 6blI0 UBMEHEHO, OH Obln
aKTWMBEH, anneTuT He yxyawancs. Mpu ocMoTpe He o6GHapy-
EHO KaTapalibHblX ABAEHUI, KaK U BUAMMbIX NMPU3HAKOB
Te4yeHUs1 MHOEKLIMOHHOTO NpoLecca (3K3aHTeMa, IHAHTEMA,
nMvmdageHonaTus, avapes, pBota, UI3MEHEHUE MOYM OTCYT-
CTBOBaNW). ButanbHble NoKkasaTenn ocTaBanucb B npeje-
Nlax HopMasbHbIX 3Ha4YEHUIN. AYCKYNbTaTUBHbIX M3MEHEHUN
npu UccneaoBaHWM AblXxaTenbHOM U CepaevyHO-COCYANCTOM
CUCTEM He ycTaHOBNeHO. O4aroBbIX U MEHUHIeabHbIX CUM-
NTOMOB 3adpUKCMPOBAHO He 6biio. Mpu 3TOM y NauyueHTa
coxpaHsinach nMxopaka 0 2—3 anNn3040B B CYTKM.

MpeaBapuTenbHbi AUArHos

Nnxopaaka HesicHoro reHe3a. Mbl He paccmaTpuBanu
TeyeHne MHOEKLMOHHOro npolecca Kak MPUYUHY NIUXO-
pagku. AunddepeHunanbHas AMarHoCTMKa 6blla CUNbHO
orpaHuM4yeHa OTCYTCTBMEM COMYTCTBYIOLWMX NATONOrMYECKMX
CMMNTOMOB. Hannyve ogHOPOCTKOBOW LIMTOMEHMU B OTCYT-
cTBME nNpu3HaKoB numdonponndepaTtMBHOro npolecca
He NO3BONSAI0 3anoao3puTb AeboT remobnacto3a. CMeHa
BEHO3HOro KaTteTepa BBUAY ASIMTENLHOIO CTOSIHWUA HE Mpw-
Befla K KyMMpOBaHWIO NIMXOpadKK, a pes3ynbraTbl NoceBa
KaTteTepa M KpoBM pocTa ¢dnopbl He aanu. B cBaA3KM ¢ aTum
Mbl paccmMaTpuBanu anbTepHaTUBHbIE NMPUYUHbI BO3HUKHO-
BEHUS TUXOPAJKHK, OAHOW U3 KOTOPbIX cTan npuem J1M.

AuHamuKa U ucxogbl

C uenblo OKOHYaTENbHOro MCKJOYEHUS o4aroB OGaK-
TepuanbHOW WMHPEKUMU NpoBeAeH psja AMarHoCTUYECKUX
nccneaoBaHuii (PEHTrEHONIOrMYEeCKoe UccneaoBaHMe opra-
HOB FPYAHOWM KNETKK, yNbTPpas3ByKOBOE UCCeaoBaHWe opra-
HOB OPIOWHOW MOMOCTU U 3XOKapauorpadwms), No pesyib-
Tatam KOTOpbIX MNPM3HAKOB WHMEKLMOHHOro npolecca
06HapyXeHo He 6b110. Heo6X0ANMO OTMETUTDL, YTO NaLUEHT
ONUTENbHO HaxoAulcs B CTalMOHape W nosiyyan MHOro-
KOMMOHEHTHYO Tepanuio Mo noBoAy XPOHMUYECKOro OCTeOo-
MUENNTa, YTO CNYXKUT OAHUM M3 GaKTOPOB pPUCKa Pa3BUTUS
ATPOreHHbIX OCNOXHeHWW. [pu aHanuM3e neKapCTBEHHOM
Tepanuu 6blN10 YCTAHOBEHO, YTO 3a 9 AHEW A0 NOSBEHMSA
CUMNTOMOB pPeGEHKY OCYLLIECTBUIM CMEHY aHTUGaKTepu-
aNbHOM Tepanuu: KoOMOGUHaUMO LepoTaKCUM + cyibbaKkTam

Pe3ynbTaThbl
Mokas3aTenb T nocnue Ha3HauyeHus Mocne oTMeHbl TEMKONNaHUHA
G e m—— TehKonnaHuHa (Ha 3,51 15-e cyT nocne oTMeHbI
(yepe3 9 gHeH OT Ha3Ha4YeHuUs) COOTBETCTBEHHO)
NeikounTsl, 102 KneTok/n 9,40 2,16 2,35 2,38 5,53
NumdoumTsl, 10° KneTok,/n 2,42 1,30 1,03 1,12 1,91
HeiTpodunbl, 102 kneTok/n 5,67 0,48 0,70 0,74 2,5
CPB, mr/n 1,3 30,0 14,6 - 4.5
MpumeyaHne. CPB — C-peaKTUBHbIN GENOK, «<—» — NoKasaTesib He onpeaensncs.

Note. CRP — C-reactive protein, “~” — not determined.
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WU NNHE30UA CMEHUIN Ha TEeWKOMNaHWH. B CBA3M C 3TUM
Mbl PACLEHUIN KIMHUYECKYIO KapTUHY (nxopaaKa, NenKo-
NeHus) Kak NPosBAEHUE HeXenaTenbHON peaKLUMm Ha NprUem
atoro JIMN. Mocne oTMeHbl TEMKOMIaHWHA Y NauMeHTa Kynu-
poBanach /iMxopajika U Hopmanan3oBanCb nabopaTtopHble
nokasartenu (cM. Tabnuuy), YTO TaKKe NoATBEpPKAAeT Ana-
rHO3 NaTO/IOrMYECKOM peaKkLMn Ha ero Npmem (1eKapcTBeH-
HO-UHAYLUMPOBAHHAS NIMXopajKa, NIeMKOMNeHUs, arpaHyno-
UMT03). COBMECTHO C KIMHUYECKMM dapMaKonorom 6bina
3aperncTpupoBaHa HexenaTenbHas nNob6oyHas peakuus
Ha npenapat TenkonnaHuH. OueHKa no wKane HapaHxo —
7 6ann10B, YTO COOTBETCTBYET BEPOSATHON CBA3MU.

MporxHos

MporHo3 6naronpuaTHbIK. [pn HabnoaeHUU nauueHTa
B KaTamHe3e (B TedyeHne 1 mec) u yepes 6 mec (NaumeHT 6bin
NMOBTOPHO rOCNMUTANINM3NMPOBAH B OTAENEeHWE TPaBMaTON0MMK
n opTOMeaun) anM3040B NiMxopadku 6e3 SBHOM MPUYMHDI
M UMTONEHWW B KIMHWYECKOM aHanu3e KpPOoBWM OTMEYEHO
He 6bl1o. Ha ¢oHe Tepanuu nNpu3Haku BoOCNanUTENbHbIX
M3MEHEHMIN B KOCTHOW TKaHW pas3pelinnncb, peunavBoB
ocTeomMuennTa He OTMeYasnoch.

BpemeHHas wKana
XpoHonorua passBuTUA 3a6oneBaHus npencTaBieHa
Ha pUCYHKe.

OBCYXAEHHUE

B HacToswee Bpems cpean Bpayven pacTeT ypoBeHb
OCBELOMNEHHOCTH O HEXenaTesbHbIX TeKapCTBEHHbIX peak-
umsx (H1P) Kak npMynHax BOSHUKHOBEHMUS pas3/IMYHbIX NaTo-
JIOTMYECKMUX COCTOSIHMM y nauueHToB [8]. Mpun 3aToM valie
3TW NPeACTaB/IEHUs OXBaTbIBAIOT UL OrPaHUYEHHbIR Kpyr
BO3MOHbIX HEGNAroNpUATHBLIX PeaKuni Npu NPUMEHEHUU
JIMN. B OCHOBHOM B KayeCTBe TaKMX CMMMNTOMOB paccma-
TPUBAIOT anjepruyeckne NPosiBNEeHUs (BbiCbiNaHUs, OTEKM,
aHabuNaKcuio), pasnnyHble LUTONEHMUM M NOPaXeHUs neve-
HK (renaTwuT, xonecTas 1 ap.) [9, 10]. OgHako cumnTombl HJTP
oxBaTblBatloT 60/1€e€e WNPOKMI KPYT KIIMHUYECKMUX NPUSHAKOB,
OAHWM M3 KOTOPbIX BbICTYNaeT AnXopajKa, Kak u npeacras-
/IEHO B HalWWEeM KIMHUYEeCKOM HabntoaeHuu [9, 10].

B nuTepaType yxe onucaHbl cny4yaum pasBUTUS JIMXO-
pagKkn v NEenKoneHun npu npueme TemkonnaHuHa [11, 12].
BO3HWKHOBEHME NMXOPaAKW, KaK MNpaBuio, MPOUCXOAUT

McKNto4eHo TedeHne pecnupaTopHbIX
MHbEKLNIK, 060CTPEHNE OCHOBHOIO
3a60n1eBaHUA (remaToreHHbln
0CTEOMMENUT), Hann4une
HEBPONOrM4ECKOM NaTonoruu

B OTCPOYEHHbIN (0 4—10 aHEN) Nnepnoa 1 MOXKET COXPaHATb-
CSl B Te4EHME HECKONbKMUX AHEW NOCNe OTMEHbI TEMKOMNaH!-
Ha B CBS3W C YANMHEHHbIM NEPUMOAOM €ro nonyBbiBEAEHMS
[13]. B HEKOTOPbIX CNyYasx NpUMEHEeHMe TEMKOMIaHUHa TakK-
YK€ BbI3blBAET MOBbIWEHWE KOHLEeHTpauun C-peakKTUBHOMO
6e/Ka, 4TO He ciefyeT paccmaTpuBaThb Kak NpU3HaK 6akTe-
puanbHon uHdeKunmn [11-14].

O6WENPUHATLIX KPpUTEPUEB NEeKapCTBEHHO-UHAYLMPO-
BaHHOW NUXOpafKu He pa3paboTaHo. Mpu 3TOM B anuTepaTy-
pe MOXHO BCTPETUTb CAeAYIOLLME MPUSHAKK, XapaKTepPU3Yto-
LMe JaHHbIM TN nnxopaaku [15]:

1) cBA3b NOABAEHUS NIMXOPaAKKU € Havasom npuema JIT;

2) caMoCTosATeNlbHOE KYyNUpOBaHWE NMXOPadKK B Teye-
HWe 72 4 nocne otMeHbl J1IT;

3) oTCyTCTBME NOBTOPHOIO NOSABAEHUSA NTNXOPAAKK Nocie
ee KynupoBaHus;

4) UCKNIOYEHWE aNbTEePHATUBHBIX MPUYUH NTUXOPALKM.

TakKe ONA NMXopafKu NIeKapCTBEHHOro reHe3a MoryT
ObITb XapaKTepHbl 00Liee YAOBNETBOPUTENIbHOE CaMO4YyB-
CTBME NauueHTa (TO eCTb OTCYTCTBME MPU3HAKOB WMHTOK-
CUKauuu), 6paanKapansa (Npu APYrux BuAax MUXOPaAKH,
KaK npaBufio, MPOUCXOAMUT yyalleHue nynbca, Tak HasbiBa-
emoe npasuio Jinbepmencrepa) n NosBAEHUE BblCbiNaHWUn
(4awe NaTHMCTO-Nanynes3Hblx, Yyactota 15-30%) [2, 15].

B ocHoBe nato®u3anonornn nexkapcrBeHHO-UHAYLMPO-
BaHHOM nuxopagku nexut Il TMn peakunin runepyyBCTBU-
TENbHOCTU — UMMYHOKOMIIEKCHbIM [15]. BaxHO oTinyatb
NIeKapCTBEHHO-NHAYLIMPOBAHHYIO NIUXOPaAKY OT auxopag-
KW, Bbl3BAHHOM Pa3BWUTMEM OC/IOKHEHWI OT WMHBA3WMBHbIX
YCTPOMCTB MM MaHWNyNsaUMK, Tak Kak B OCHOBe nocneg-
Hen NexuT obpasoBaHmne ovara 6akTepuanbHON UHPEKLNK
B CBS3U C AedeKTaMu yxoda 3a naluMeHTOM, a He UMMYHO-
niornyeckue peakuuu [15]. Hactota BCTpevyaemMoCTH sieKap-
CTBEHHO-UHAYLMPOBAHHOW nuxopaaku coctaBnset 0,001%,
a cpeam apyrux HJIP ee ponsa coctaBnset 2-10% [16-18].
B 60nblWKHCTBE cnydyaeB 3TOT TN HJIP HocUT 6naronpusaT-
Hbl XapaKTep, CUMNTOMbI UCHESAIOT Cpa3y UK Yepes HEKO-
Topoe Bpems rnocne otMmeHbl J1M [15].

Kpome 3Toro, Ba)KHO paccMOTPETb Lenecoobpas3HoCTb
Ha3HavyeHus TenKonaaHwHa naumeHTy. CMeHa aHTubaKTe-
puanbHOW Tepanuu Npou3owsna M3-3a HEOO6XOAMMOCTU ee
NPOSIOHIMPOBAHUS, Tak KakK 0Obl4HO KYpPC Sle4eHUsi oCTeo-
MuenuTa AoSIKEH NpoaoMKaTbes 3—6 Hef, YTO U MOCAYXKUNOo
NPUYNMHON Ha3HaAYeHUs TEeMKONMaHuHa (N0 PeKoMeHZaL MK

KynupoBaHue nuxopaaku,
HopMmanuaauus nabopaTtopHbiX
nokasarenewn

Yepes 9 gHew MNMepBHyHas
nocne AMarHocTuKka

BTopow atan

o MporHo3s
OMarHOCTUKM TeWKonnaHuHa

OTmeHa

HasHayeHue
TEMKOMNaHMHa

<

MNoaBnexHune
NIMXOPa/KM, FONOBHbIX
6onen, nenKoneHnm

[Mpu ocMoTpe naumeHTa He BbiiBNEHO
HanM4ma «KpacHblx Gnaros»,
OKOHYaTe/IbHO UCK/TIOYEHO TEHEHUE
MHOEKLMOHHOMO npouecca.

BnaronpusatHbin. Bce cumnTombl
KynuMpoBainCb Nocne OKOHYaHUS
NeYyeHns TeMKoNIaHMHOM

PaccmoTpeHa anbTepHatMBHas runoTesa
0 NleKapCTBEHHON NMXopaaKe

PucyHOK. MNauueHT 9.: XpOHONOrnus pasBuTUs 60/1e3HU, KNtoYeBble COObITUS U NPOrHO3

Figure. Patient Ya.: chronology of disease development, key events and prognosis



KNiMHu4eckoro dapmaronora). C o4HOM CTOPOHbI, Y AaHHOIO
Ha3Ha4yeHus ecTb 060CHOBaHME: MHPEKLMM KOCTEN U cycTa-
BOB BXOAAT B MOKa3aHWs NPW Ha3Ha4YeHMU TENKOMNaHUHa;
TaK¥e CMeKTp ero akTMBHOCTM BKJIOYAET rpaMnoNoKUTENb-
Hble MWKPOOPraHuW3Mmbl, KOTOpblE SBASIOTCA 4acToM Mpu-
YMHON ocTeomuenuTa (S. aureus). MNpu 3TOM TEWKOMMNAHUH
He durypupyeT B KayecTBe aHTMGaKTepuanbHOro npenapa-
Ta NepBoW MAW BTOPOWN SIMHUKU MPU NIe4eHUn ocTeomuenuTa
y Aeten n obnagaeT psagom 4acTo BCTPEYatoLWMXCs NO60YHbIX
3bdEKTOB, YTO MOXKET CBUAETENLCTBOBATL O COMHMUTENIbHO-
CTM ero Ha3Ha4venus [19, 20].

B uenom npo6bnema passutus HJIP aBnsetca KpawnHe
aKTyanbHOW. Mo pa3HbiM oLeHKaMm, Ao 4% Bcex rocnutanu-
3aumMi y geten BbI3BaHO pa3BUTMEM JIEKApPCTBEHHO-UHAY-
LIMPOBaHHbIX cocTosiHMM [21]. Cpean rocnutanmM3anpoBaHHbIX
nauneHtoB 10-14% noasepratotcs pa3suTuio HI1P, yto Tpe-
6yeT 66/blen 0CBEAOMIEHHOCTU MEAULMHCKOro nepcoHa-
na B 3TOM Bonpoce [22, 23].

Tak)Ke BaXKHO MOHMMaTb U MPUMEHATb B KJIMHUYECKON
NpPaKTUKe COBPEMEHHbIE anropuTMbl AUArHOCTUKKU Hesc-
HbIX TMXOpajoK y aeten [24, 25]. TonbKO UCMNoOSib30BaHUE
KIMHWYECKOro MbIWEHNU CNOCOBHO CY3UTb Kpyr npega-
nonaraemMblXx AMArHo30B, Yero He Crnoco6Hbl ob6ecneynTb
HW nabopaTopHble, HU MHCTPYMEHTaNlbHble METOAbl Ucche-
[OBaHMS.

3AK/IIOYEHHME

JlekapcTBEHHbIN reHe3 — He 04eBUAHas, HO U He peaKas
npUYMHa NMXopagKuM, OCOBEHHO Y rOCMUTaIM3MPOBAHHbIX
nauneHToB, NoyyaloLWwmx MHOXECTBEHHYIO NeKapCTBEHHYIO
Tepanuto. Mpu Bcel NpocToTe AMArHOCTMKM €e 3ayacTylo
ynycKatloT U3 Nons 3peHus, 4To, B CBOIO o4yepenb, NPUBO-
OWT K Ha3HA4YeHWI0 NaUMEHTY MHOXECTBa AOMONHUTENbHbIX
nccneaoBaHui, pesynbTaTbl KOTOPbLIX HE BAMSAIOT Ha Bepw-
duKaumio gnarHosa. HanpoTtus, NOMHSA 0 BO3MOXHOCTHU pas-
BUTUS NEeKapCTBEHHO-UHAYLMPOBAHHON NIMXOPaAKK, Bpad
MOXET MOWTW MO caMOMy MPOCTOMY U KOPOTKOMY NyTn —
M3MEHWTb Tepanuio, 4To B 6ONbLWINHCTBE Clly4aeB NpuBeaeT
K UCYE3HOBEHMWIO CUMNTOMOB M He NoTpebyeT AONONHUTENb-
HOW AMarHoCTUKKU. [oaTomy B GOKyC BHUMaHUS Bpayen 064-
3aTeNlbHO JOMIKEH BXOAUTb NIEKAPCTBEHHbIN reHe3 Nnxopaa-
KW, 0COBGEHHO eCcnu NauueHT Haxo4uTCcs Ha cTaluMOHapHOM
neyeHuu. NMoBoaoM paccmaTpmBaTh €€ B KayecTBe AuarHo-
3a MOryT 6bITb Cneaytouwne KpuTepmmn: BHOBb NOSIBUBLUASCS
B MNepuoj Nle4yeHuns nuxopagKka, KoTopyto HeNlb3s 06bACHUTb
APYrUMU NpUYMHaAMK (Hanpumep, NPUCOEeAUHEHUEM BHY-
TPUOBOSIbHUYHOW MHDEKLMKM), OTCyTCTBME addEKTa OT aHTU-
6aKTepuanbHON Tepanuu, KynupoBaHWe NuMxopafku nocne
oTMeHbI J1M1.

TaKe Heob6xoanMo uaberatb NnoannparMasnmn Npu neve-
HUW NaUMeHTa, NOCKONIbKY OHa ABASETCH OAHUM M3 daKTo-
poB, yBenu4mBatowmx puck passutusa HJIP. lNoHnmaHue atux
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B HacTosiee BpeMsi oTMeYaeTcs pOCT PacnpoCTPaHEeH-
HOCTU XPOHUYECKMX 3ab0/IeBaHWN, B TOM YMcie coumalb-
HO 3Ha4YMMbIX, CPean AETCKOro HaceneHus. B coBpemeH-
HOW nonynauuMuM aeter okoso 60% MMeKT XPOHUYECKUe
3ab6oneBanusa. lpu atom gonsg abCoOMOTHO 340POBbIX
[leTel CyLIeCTBEHHO pasnM4yaeTcs Mo BO3pacTaM: cpeau
OOLLUKONBbHUKOB OHa He npeBbiwaeT 13%, a cpeau noa-
POCTKOB cocTaBiseT nvub 1-2%. OnuTenbHble Habno-
OEHUs 3a LWKOMbHUKaMKM (¢ 1-ro no 9-M Knacc) BbiSBUIK
HeraTMBHYIO TEHAEHLMIO: NMPOrPecCUBHO pacTeT pacnpo-
CTPaHEHHOCTb XPOHMYECKMX NMATONOMMIN, a CTPYKTypa pac-
npeaenexHns no rpynnamM 340poBbsi CMeLLAaeTCsl B CTOPOHY
=1V rpynnbl [1]. Mo pe3ynbTtatam nNogobHbIX Uccneaosa-
HUI y4yeHbIX BallKMPCKOro rocyqapCTtBEHHOro MeAMUMH-
CKOro yHMBepcuteTa 6bl10 YCTAHOBEHO, YTO MOYTU YeET-
BepTb AeTten (22,9%) nmMelT XpoHMYeckue 3aboneBaHus
(I rpynna) [2].

AHanua KadectBa Xu3HM (KXK) aBngeTca MHCTpYyMEHTOM
OLLEHKM COCTOSIHMS 340POBbS AeTen U aPdEKTUBHOCTU OKa-
3blIBaEMOM UM MEAMKO-CaHUTapHOM MOMOLLM, B TOM yucne
W AeTen C XPOHUYECKNMMM 3ab0neBaHnIMM, TaK Kak NO3BONSA-
€T oLeHNTb 3PDEKTUBHOCTb NPOBOAMMOW Tepanuu, ypoBeHb
NMCUXOJIOTMYECKON M couuanbHoM agantauunun. KX peten
NpPU PasnnyHbIX XPOHMYECKMX 3abosneBaHuaX, 3aTparnsa-
IOWMX LUMPOKMUI CMEKTP HO30M0MMUI, M3y4anoCb MHOMMMU
nccnepgosatenamMu. Ha oCHOBaHMU NONYyYEHHbIX PE3YNbTaTOB
OblNIM cAenaHbl BbiIBOAbI O HEGNArONPUATHOM BJIUSHUK XPO-
HU4YecKkon natonormm Ha KXK. MNonyyeHHble CTaTUCTUYECKHU
3HaYUMble pasfiMymMa CBUAETENLCTBYIOT O TOM, 4YTO CTpa-
JaeT KaK du3nyecKoe, Tak M IMOLMOHaNbHOE COCTOsIHWE
anuTenbHo 6onetowmx aeten [3, 4]. Tak, UMeloTCs AaHHble,
oTpakatolme Hu3Koe KX y aeteit ¢ ayTOMMMYyHHbIMU 3a60-
fieBaHus MU (acTMa, AuabeT, IoBEHUNbHbIN apTpuT 1 ap.) [5].
Y peten ¢ BocnanutenbHbIMW 3a60NEBAHUAMU KULLEYHUKA
NoBbILEHA TPEBOXKHOCTb, YTO NPUBOAMT K MNOXOM ajanTa-
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UMM 1 HeraTMBHO BnuseT Ha KMXK; cHWXeHue counanbHOMU
ajanTaunMM OTMEYEHO Yy AeTel ¢ caxapHbiM aAvabeTom 1-ro
Tvna [6, 7].

YctaHoBneHo, 4To KX CHMXeHO B NOAPOCTKOBOM BO3-
pacTe B Cny4yasx POXAEHWS AeTeN ¢ SKCTPeEMabHO HU3KOM
mMaccou Tena [8], B cnyyasix OHKOJIOrM4yecKux 3aboneBaHunm
n 6onesHen No4vyeK B AeTCTBe Mokasartenb KX cHukanca
nocne 18-30 net [9].

MNepBas Hay4Has paboTa, nocesweHHas KX geten ¢ Hau-
60s1€€ pacnpoCcTpaHEHHON XPOHMYECKON NaTosiornen — GpoH-
XWaslbHOW acTMOM, Oblfla NpeacTaBieHa B KIMHUYECKOW AMUC-
ceptaumn K.E. 3deHaneBow, BbIMNOMHEHHOM MNO4 Hay4HbIM
pykosoacteoMm J1.C. Hama3osown-bapaHosow [10]. B MoHO-
rpadmm nop pepaxkumen A.A. bapaHoBa, B.HO. Anb6uLIKOrO
1 U.B. BuHsipckon, nocesileHHon KX B neamMatpun, npeacras-
neHbl NoHaTUe KK, nctopus BOSHMKHOBEHUSI ero onpeaene-
HWS, UCMONb30BaHNE B COBPEMEHHON MeauLMHE, 0COBEHHO-
¢t KX aeteit n3 pasnnyHbix coumanbHbIX Fpynmn, B HaCTHOCTH
y oeten ot 3 Mec Ao 1 roga M3 ceMer MUIPaHTOB U AeTewn
5-7 net n3 manoobecneyeHHblx cemen [11].

CornacHo paspaboTtaHHorn BO3 KoHuUEenuun KOHCTPYK-
TMBHOIO B3aMMOJENCTBUSA C «IOAbMWU C COOTBETCTBYIOLLMM
HMU3HEHHbIM OMbITOM», MOHUTOPUHI K} MO3BONSET OLEHUTb
pPe3yNbTaTUBHOCTb JIEYEHUS, PeabUINTALMOHHbBIX U Npodu-
NTaKTUYECKNX MeponpusaTui [12]. MNpu 3TOM BaXKHO y4ecTb,
4YTO AaHHbIM NMOKa3aTeNb ABNSETCS KONMYECTBEHHOM METO-
[IMKOW OLEHKM W CpaBHEHWS pPe3ynbTaToB MCCneaoBaHus.
BO3 noayepKmMBaET, 4TO NpoduIaKTUKA XPOHUYECKHMX 3a60-
NeBaHUM y eTel OOMKHaA BK/OYaATb HE TONbKO MeEAWLIMH-
CKWe, HO U coumnanbHble acneKTbl [12]. B HacTosliee BpeMs
pa3paboTaH meToa uccnepgoBaHusa KX He TonbKo y B3poc-
NbIX, HO M B 06nacTu negvaTpmu. 3TO JaeT BO3MOMXKHOCTb
NPOBEAEHMS aHanM3a [MCUXONOTMYECKUX, GU3UYECKMUX,
coLManbHbIX MPo6aem He TONbKO 3[10pOBOro, HO U 60NLHOIO
pebeHKa, BAUSAHWUA XPOHMYECKMX 3ab0fieBaHMI Ha COCTO-
HMEe 3[0pOBbA AETel, onpeaeneHns NporHo3a 60/e3HM.
MeToa ucnonb3yeTcs B neavaTpun Ha TEPPUTOPUM Pas3BHU-
TbIX CTPpaH mupa 6onee 20 net [13-15].

B nepeyeHb OCHOBHbIX 3aJay MO peann3aluuM Hauwu-
OHa/NbHOM nporpamMmbl «lecaTuneTne AeTcTBa» Ha nepu-
o4 2018-2027 rr. (pacnopsikeHue [llpaButenoctea PP
oT 23.01.2021 N° 122-p, MocKBa) BXOAMT uccneaoBaHue
K} B nmeanatpuu, o4HMM M3 OCHOBHbIX HanpaBieHU KOTO-
poro ABNSE€TCS KOMMIEKCHas oLleHKa 3bOEKTUBHOCTH Nleye-
HWS, peabunuTauun, mep NPpodUNaKTUKKU, 0300POBUTENbHbIX
Meponpuatnin. Metogonorus uccnegosanma KX oTparkeHa
B creunanbHbix Nny6nukauusx [16, 17].

OCHOBHbIM UCTOYHUKOM MHbOPMaLMK 06 ypoBHE GU3N-
4eCKOro, MCMXONOrMYECKOro U COLManbHOro GyHKLMOHUPO-
BaHua ABnseTca oueHka KX, gaHHas pebGeHKOM, HavyMHas
¢ 5-netHero Bo3pacTa. B kKauecTtBe 4ONONHUTENBHOM MHDOP-
Mauun o KX pebeHKa CNy»KuT oLeHKa poauTenen, Bpaden
W 6NMXKaNLLEro OKpYyKeHus. [1na npoBeaeHMs UccneaoBaHums
KX neten Heo6xoanMMO MoNyYnTb NMCbMEHHOE MHPOPMUPO-
BaHHOE corjacue Ha y4acTue B WCCleoBaHUMM KaK poau-
Tenen, Tak U caMux Aeten B BO3pacTe cTtapwe 7 net [16].
Ons oueHkn KX pebeHKa Ucrnonb3yoTcst ONPOCHUKK, cpeaun
KOTOPbIX CYLIECTBYIOT 06LME, NPUMEHSEMbIE Y 340POBbIX
n 60NbHbIX AETEN, U CNEeLMabHble — ANS AeTel C XpOoHMYe-
CKMMM 3a60/1€BaHUSAMU U cneuuduryHble A5 OnpeaeneHHo-
ro 3a60oseBaHMsa UK NATOIONMYECKOrO COCTOSHMS.

Ona oueHkn KX pgeten Hanmbonee 4acto MPUMEHSET-
cq obwun onpocHUK Pediatric Quality of Life Inventory
(PedsQL 4.0) [17], B OCHOBY KOTOPOrO MOJIOXEH MOAY/b-
HbI NpuHUMN. Jo6aBneHne cneuuanbHbIXx MoAynew faeT
BO3MOXHOCTb uccnenoBaHusa KX neTert npu pasnuyHbix
3aboneaHuax (PedsQL 4.0 Disease Specific Modules).

C y4yeToM pasfnyHbix GOpPM MnaTtonorMu B AETCKOM BO3-
pacTe MCMonb3ylTCa cneuuanbHble ONMPOCHUKK, KOTopble
CNoCOo6GHbI pearnpoBath Jaxe Ha HEGOMbLUNE KIMHUYECKUE
M3MEHEHUS B COCTOSAHMM 340P0BbS AeTen. [Tpumepsbl cneLm-
alibHbIX OMPOCHUKOB ANs oueHKkn KXK y netei: ¢ 6poHxmanb-
Hon actmon — Childhood Asthma Questionnaires (CAQs);
MHAEKC ¢ 3aboneBaHnsaMn Koxun — Children’s Dermatology
Life Quality Index (CDLQI); ¢ remodunnen — Haemo-QoL
Questionnaire (Haemo-QoL); ¢ MMMYHHOW TPOMGOLMTOMNEHHU-
en — ldiopathic Thrombocytopenic Purpura-Quality of Life
Questionnaire (ITP-Qol); ¢ OHKONOrMYECKUMKU 3aboNieBaHU-
amun — Pediatric Cancer Quality of Life Inventory (PCQL-32);
C toBEeHUbHbIM apTpuTomM — Juvenile Arthritis Quality of Life
Questionnaire (JAQQ) n mHorue apyrve [16-19]. Mo aaH-
HbIM 3apy6exHON U oTeyecTBEHHOW nuTepaTypbl, KXK geten
npefcTaB/eHO KaK OAWH U3 KpuTepueB 3OPEKTUBHOCTU
Nle4yeHunst pasHbix 3a6oeBaHUi B neamMaTpun, B TOM Yucne
N peBmaTU4ecKnx [20-22], cpean KOTOpbIX OAHO U3 Beay-
WMX MECT 3aHWMaEeT I0BEHWUIbHAs CKNepoaepMus, Haxoas-
Wasics Ha TPeTbeEM MecCTe MO PacnpocTPaHEHHOCTU nocne
IOBEHW/IBHOTO apTpUTa M CUCTEMHOW KPACHOW BOJSYAHKM
[23]. metoTca cBefeHUst O exXerogHon nepBuYHom 3abone-
BAEMOCTU IMHENHOWN CKAepoaepMMen B AETCKOM BO3pacTe:
3,4 cnyyas Ha 1 MH AETCKOro HaceNeHus, y UL, XKEHCKOro
nona — B 2,6—6 pas yaule [24, 25].

MposiBNEHUS CKNEPOAEPMUN COXPaHSIOTCH B TeyeHue
BCEN WU3HM U MOTYT NPUBOAMUTL K PaHHEN MHBaNUAM3aLmu
BC/I€CTBME CUCTEMHOIO MOPaXKEHUS MHOTMX OPraHoB, a Tak-
€ K Cepbe3HbIM NCMX0CoLManbHbIM Npo6ieMam y nauueH-
TOB [26]. [pu CKNepoaepMuUn KaK y B3pOCHbIX, TaK U y AeTen
BO3MOXHO NMOParKEHWE TOSIbKO KOXHbIX MOKPOBOB, HO MOXET
ObiTb M CUCTEMHOE MOpPaXeHUE C BOBJIEYEHMEM CYCTaBOB,
BHYTPEHHWX OPraHOB, HEPBHOW cucTeMbl [27]. Kak npu nto6om
XPOHMYECKOM 3aboneBaHuu, oLeHKa KX 60MbHbIX CKepo-
nepmuen, 6e3ycNoBHO, JOMOHAET KOMMJEKCHOE MeAMLIMH-
CKoe 06cnejoBaHWe U MO3BONSET MONYyYUTb 6GONee TOYHYHO
MHPOPMaLMIO O COCTOSIHUK 340POBbS pebeHKa U pe3ynbTaTax
Tepanuu. BaxHO y4nTbIBaTb, YTO HE BCErAa MOXHO OTMETUTb
NONOMXKUTENbHYIO KOPPENSALIMIO MEXAY KIMHUYECKUM Yyiyulle-
HUem u ynydweHnem KX [28]. Insa KoMnaeKcHon oueHkn KK
[eTel, CTpajaloWmnx pPasanyHbiMM 3ab60neBaHUSIMU, B TOM
yucne U CKNepoaepmMmnen, Kpome creuunanbHbIX ONPOCHWUKOB,
YUYUTBIBAIOTCA KJIMHUYECKME AaHHbIE U pe3ynbTaTbl GYHKLMO-
HanbHbIX TecToB [9, 18, 29].

Lienb uccnegoBaHus

OxapaKTepu3doBaTb Nokazatenu KM peten co ckne-
poepMHUEN KaK KPUTEPUM OLEHKWM COCTOSIHUS 3[0POBbS
1M 9GDEKTUBHOCTM NPOBOAMMOM TEPAMUM.

MATEPUABI U METOAbI

[MoncK peneBaHTHbIX Ny6AUMKaLMIA NPOBOAMIN B MEXAY-
HapOAHbIX 3NIEKTPOHHbIX 6a3ax AaHHbIx PubMed/MEDLINE,
Scopus, Web of Science, Cochrane Library, a Tak)ke B Hayu-
HOW 3NeKTpPOHHOM 6ubnnoTeKke elibrary.ru. Ncnonb3oBanu
KJIIOYEBLIE C/IOBA Ha aHMTMACKOM M PYCCKOM si3blKax, Kaca-
olmecs aaHHon TeMbl. MToucK 6bin orpaHUYyeH uccneaoBa-
HUAMM Ha NtoaaX, ony6nKoBaHHbIMK 3a 30-1€THUI Nepuoa.
B 0630p BKAOYANM OpUrMHaNbHble UCCNEOBaHNUS, B KOTO-
pbIX y4acTBOBaNu NauueHTbl AeTCKoro Bo3pacTa (0—18 ner)
M B3POC/ble C YCTAHOBMEHHbIM AMArHO30M CK/EPOAEPMUM
(nto6on GopMbl) U KOTOPbIE COAepKann AaHHble 06 OLEeHKe
KX ¢ ucnonb3oBaHMeM BannanMPOBaHHbIX ONPOCHUKOB.

PE3YJIbTATbI
AHKETUpOBaHWe fAeTei U MOAPOCTKOB, CTpajalolimx
CKNepoepMu1en, nNpoBeaeHHoe PALOM WcciegoBaTesnen,



NO3BO/INAO YCTAaHOBUTb CHWKeHWe KX nauneHToB 060MX
NnoJIOB U OTMETUTb 60Mee BblpaXKEHHbIE U3MEHEHNUS B IMO-
LlMOHaNbHOM M couunanbHOM cdepax, YTo CBUAETENbCTBYET
0 HEOBXOANMOCTH MNOCNEAYIOWENR NCUXONOrMYECKON KOPPEK-
LMK BbIIBNEHHbIX HapylieHui [30].

C.K. Zigler n coaBT. NnpoBOAMAN KayeCTBEHHOE Ucchne-
foBaHue ¢ doKyc-rpynnamu AA8 OLEHKW BAWUAHUS pas-
HbIX MOATMMNOB JIOKaNM30BaHHOM CcKiepogepmun Ha KX
aeten. bbinn MCNoNb30BaHbl TaKME METOAbI, KaK pUcoBaHue,
06CYyKAEeHNE CUMMNTOMOB, COLMabHbIX aCNEeKTOB, NeYEeHUs.
B xoge vccnefoBaHus NpoaHain3MpoBaHO BAWSHUE KOXK-
HbIX MPOSIBNEHUI M NPOBOAMMOW Tepanuu Ha ¢uanyeckoe
M NCUXO3IMOLIMOHaANbHOE COCTOSHME NauneHToB. o pe3ynb-
TaTaM paboTbl MOKa3aHO, 4TO AeTM Miajwero BoapacTa
npenmyLecTBeHHo GOKycupytoTea Ha GU3M4ECKOM AUCKOM-
dopTe, Toraa Kak NogPOCTKM — Ha U3MEHEHUN BHELIHOCTH
W 3aTpPyAHEHMUAX COLMann3aLnm; oTMeYannchb TaKxKe anu3o-
Abl 6yNIMHIa, 4TO 4ONOMHUTENBHO CHMXano KX nauneHTos.
CaenaH BbIBOA O TOM, YTO JSIOKaM30BaHHas CKNepoaepmus
cyllecTBeHHO yxyawaeT KX getemn un TpebyeT KOMMNIEKCHOIO
noaxoaa K repanuu [31].

Cepbe3Hble Npob6aeMbl B MCUXONOTMYECKON U coLmanb-
HOW chepax y AeTen ¢ CUCTEMHOW CKepoaepMuen Habno-
JaloTcs MpU HanMyYumM 3agepKKkun pocta. CnefyeT OTMETUTD,
41O 6oNnee TAKENoe Te4eHNe CKNepoaepMmmn B AETCKOM BO3-
pacTe, Tpebytolee ANUTENBHOIO NPUMEHEHMS TIIOKOKOPTHU-
KOMAoB, B 60/blUen CTEMNEHU CNOCO6CTBYET GOPMUPOBAHUIO
3afePXKKM pocTa y NauMeHToB, YeM MPOSBAEHUSA OrpaHu-
YeHHOM cknepoaepmum [32]. Ana OLEHKM NCUXONOTMYECKHUX
0cob6eHHOCTEN JeTen Co CKaepoaepMnen n orpaHU4yeHHom
cKnepoaepmMunen yyeHbole benopycckon MeauUMHCKON aKa-
AEeEMWUM NOCNEeANNIIOMHOIO 06pa3oBaHUs UCMOIb30BaNN TeCT
Y.[. CnunbGeprepa, uBeTOBOM TecT Jllowepa U OMNPOCHMK
AW3eHKa AN NoApPOCTKOB. BblBAEHHbIE MCUX0IMOLMOHAb-
Hble HapyweHus B BuAe TPEBOrM OGbiM AOCTOBEPHO NOA-
TBEPXAEHbl M YacTo BCTpeYyancb He3aBUCUMO OT GOpMbI
CKnepogepmMuu. IT0T daKT BHOBb NoAYEPKMBAET HEOO6XO-
AMMOCTb KOMMIEKCHOMO NOAX0AA K Tepanuu CKAepoaepmun
C BKJIlOYEHMEM NcuxoTepaneBTuieckon nomouim [33].

0O6cnegoBaHue MNCUXO3IMOLMOHANBHOIO COCTOsiHMSA 51
pebeHKka B Bo3pacTe oT 3 g0 17 neT co CKaepoaepMuen
ronoBbl U Wen No3Bonnso yyeHbim GIAQY BO MepBbin MITMY
uMm. U.M. CeuyeHoBa MwuH3gpaBa Poccun (CevyeHOBCKUM
YHUBEPCUTET) BbISIBUTb MOBbILWEHHYIO TPEBOXHOCTL Y 95%
06CnefoBaHHbIX AEeTeN, CHUXEHWEe KOTHUTUBHbIX GYHK-
umm — y 28,6%, nenpeccuio nerkon creneHn — y 40%.
YpOBEHb MOBbLIWEHHON TPEBOXHOCTK Obl/l 60/1e€ BbICOKUM
B Mflajllem Bo3pacTe, Torga Kak npu AIMTenbHOM Te4YeHuu
60n1e3HM npeobnagann CMMNTOMbl genpeccun. [ns oueH-
KW MNCUXONOMMYECKOro COCTOSIHUS MaUMEHTOB MNPUMEHSIN
cnepylowme METOAMKK: WKana genpeccun beka (c 14 ner);
[ETCKUI BapmaHT WKabl ABHOW TPEBOXHOCTH; TECT TPEBOX-
HocTu ans aeten 3-7 net; TecT Bekcnepa WISC-IV B agan-
Tauun A.KO. MaHacioK (¢ 5 neT). ABTOpbl NoayYepKUBatoT
0CO6EHHOCTb faHHOM GOpPMbl CKIEPOAEPMUU, OBYCNOBIIEH-
HYI0 TSXKECTblO MpoLecca, Y4To genaeT BO3MOXHbIM MNpw-
paBHMBATbL €€ K reHepanu3oBaHHbIM GopmMaM M yKasbliBaeT
Ha Heo6XoAMMOCTb MPOBEeAEHUSI MarHMTHO-PE30HAHCHOM
TOMOrpaduu ronoBHOrO MO3ra, aneKTpoaHuedanorpaduu,
KOMMJIEKCHOIO MCUXONOrMYeCKOoro o6¢cneaoBaHna U okasa-
HUS NcuMxoTepaneBTUYECKON NomMoLm [34].

E. Stasiulis n coaBT. ¢ uenbto oueHkn KX y 10 peten
B Bo3pacTe 8—-17 net npoBoauan cobeceoBaHus v aHanmsa
[ETCKUX PUCYHKOB. B peaynbTrate 661710 0TMEYEHO, YTO BCnea-
CTBME HapPYXKHbIX AeDEKTOB ML U TaKUX NOBOYHbIX 3P PeK-
TOB Nle4YeHUs, Kak yBenandyeHne maccol tena, KX cHukeHo
He TONbKO y AeTeN, HO U y Ux poautenen [35].

OueHunBas daKTopbl, BAMSAOWME Ha CHUKeHne KK
B3POC/bIX NauneHToB (231 4enoBeK) CO CKiepoaepmuen,
M. Sierakowska 1 coaBT. oTMETUNN BAUSHWE bYHKLMOHANb-
HbIX HapYLLEHW ONOPHO-ABUIraTEIbHOrO annapaTta, Y4To Npwm-
BOAMT K YXYALIEHWUIO NOBCEAHEBHOM AEATENBHOCTU U NOBbI-
LIEHHOW TPEBOXHOCTH [36].

E.H. Park u coaBT. npoBoannu aHanua KX 120 60/bHbIX
C peBMaTM4eCKMMU 3a60/1EBAHUAMMU U OTMETHUU, YTO NOKa-
3aTeIn MEHTaNbHOro KOMMOHEHTa 340POBbS MaLMEHTOB
C CUCTEMHOW CKIepoAepPMUEN HUXKE, YHEM Y MALLMEHTOB C PeB-
MaTtouaHbIM apTpuTom (p < 0,001) M CUCTEMHOW KpacHOM
Bon4aHkom (p = 0,001) [37].

OueHuBas KX nauueHToB € XPOHUMYECKUMW peBMATU-
YeCKMMK 3aboneBaHnaMu (PeBMaTOUAHbLIN apTPUT, CMOHAK-
NI0apTPUT, IOBEHWUIbHBIN MAMONATUYECKUIA apTpUT, CKIepo-
aepmus), L. Hromadkova 1 coaBT. Bblaennnm GuanyecKuni
KOMMOHEHT KakK rnaBHbIA NPUYUHHBIA GaKTop cHUKeHns KK
M OTMETU/IN CaMble HU3KMWE ero noKasaTenun nNpu cknepoaep-
Muun [38].

Pesynbtatbl nccnepgoanmi C. Frantz u coaBT. cBuae-
TEeNbCTBYIOT O HEraTMBHOM BAMAHUKM Ha KX onpeaeneHHbix
CMMMNTOMOB MPW CKNEPOAEPMUU, Cpean KOTopbIX deHOMeH
PelHO, OCMOMHEHUS CO CTOPOHbI Pa3HblX OpraHoB, ycTa-
NI0CTb, MNOXOM COH, CHUXEHWe paboToCNOCOBHOCTH, BHEL-
HWe aedeKTbl, 3aHMKeHHas camooueHKa [39]. K aHanorny-
HbIM BblBOAAM NPULWAM B CBOEN paboTe U OTe4eCTBEHHble
nccneposatenu K0.C. bBoromonosa u B. CaHTanoa [40].

BaxkHocTb oueHkM KX oTmedeHa B paboTax MHOMMX
3apy6exHbix Koaner. Tak, A. Hernandez u coaBT. npeacTa-
BUNWM CBEdEHUS O pel3ynbraTax NevyeHUs NoKalM30BaHHOM
CKNepoaepMuM MO MHEHWI0 Bpaya, NauMeHTa v nuu, ocy-
wectengwowmx yxon [41]. PesynbraTbl Tepanuu, KoTopble
coobuwanu nauneHTsl, pacLeHmBann kak KX, ceazaHHoe co
3popoBbeM (HRQOL) 1 «yaoBNeTBOPEHHOCTb/YCMNEX NaLMeEH-
Tar. OTaenbHble MoKa3aTenu, OTMEYEHHbIE KaK NauueHTamu,
Tak v Habnogatensimu, oLeHWBanu C UCMNOoNb30BaHWEM
cneayowmnx MHCTPYMEHTOB: WKanbl KX BcemupHon opra-
HU3auun 3gpaBooxpaHeHns — World Health Organization
Quality of Life (WHOQOL-110) [42]; nHaekca KX neten

Cc [Jepmartonorvyecknumu 3aboneBaHuamu — Children’s
Dermatology Life Quality Index (CDLQI) [43]; onpocHuKa
OLIEHKM 340pOBbs MpU cknepoaepmun — Scleroderma

Health Assessment Questionnaire (SHAQ) [44]; onpoCHMKa
oueHkn 3aopoBbsa aetert — Childhood Health Assessment
Questionnaire (CHAQ) [45], a Take onpocHuMKka PedsQL
4.0 (ceMeWHbIn Moaynb WM O6LWWMA pPeBMaTONOTMYECKUI
Moaynb) [17, 46], BU3yanbHbIX aHaNOroBbIX LWKan AN CUM-
nToMoB. lMNog4yepKknBaetcs, 4To B Nokazatenn apdeKTnBHO-
CTW pe3ynbTaTtoB Tepanuu CKAEPOAEPMUN JOMKHbI BXOAUTb
W NOoKasaTe/M NauMeHTOB U UX CEMEN, XapaKTepU3YHoLmX
KX, 4To caenaet 3Ty oueHKy 601ee 06bEKTUBHOM.

[aHHbIV BbIBOA cornacyetcs C yTBEpPXAEHWEM poc-
CUWCKMX YYEeHbIX O TOM, YTO aHanM3 TaKux NoKasaTenew,
KaK MHeHMe camoro pebeHka v ero pogutenen o ¢dusu-
YEeCKOM, MCUXONOMMYECKOM W COLMANbHOM COCTOSIHUM,
B rpouecce fie4yeHnsa 6ygeTt cnocobCTBoBaTb ero 60/blien
abdekTuBHOCTHM [9]. NMonHobopMaTHbIN aHann3 KX pebeH-
Ka NO3BO/UT He TONbKO MOMHOLEHHO OLEHWUTb pesynbrat
neyeHus Ntoboro XxpoHM4eCKoro 3aboneBaHus, Ho U obecne-
YUTb NEPCOHANN3NPOBaAHHYIO peabunutaumio [47].

YyeHble TOMENbCKOro rocyaapCTBEHHOIr0 MeAWLMH-
CKOro yHMBeEpcUTETa, MPOBOAS OLEHKY Nncuxocomatuye-
CKOM CMMNTOMAaTUKM Yy MaLMEHTOB C 3a60EBAHUAMU KOXKMU
(po3auea, ncopuas, MHOEKLMOHHAA 3K3ema, CKaepoaep-
MWS, BYNbrapHble yrpu) y B3poCiblXx 60JbHbIX, BbIBU-
M Haubonee BbIPaXKEHHbIH YPOBEHb U WMHTEHCUBHOCTb
auctpecca y nauMeHToB C NCOPMa3oM W OrpaHUYeHHOWM
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cKknepoagepmuen. [na naymeHTOB CO CKIepoaepMuen
OblIM XapaKTepHbl coMaTu3auns, 06CeCCUBHO-KOMMYSb-
CWBHble pacCTPONCTBaA, Aenpeccusi, TPEBOXKHOCTb [48].
YKe Ha aMOGpuOoHaNbHOM YPOBHE MMeeTCs 6Monornyeckas
CBSI3b MEXAY KOXHbIMU U MCUXMYECKUMU PErynaTopHbIMU
cuctemamn. MeguaTopbl, obpasyowmnecs B Koxe (KaTe-
X0NnaMuHbl, KOPTU30/), y4acTBYOT B CUCTEMHOM Hecnew-
nbUYeCcKON peaKkuuu Ha CTpecc, KoTopas peryampyetcs
rmnotanamo-runodmsapHo-HaANnO4e4HMKOBON CUCTEMON.
Moa BO3aencTBMEM CTpeccoBbix GaKTOPOB HapylwaeTcs
npouecc perynsunmn, 4To NPUBOAUT K NCMXOIMOLMOHaNb-
HOMY HanpsixeHuto [49], KOTOpoe MOXET cnoco6CTBOBATb
Pa3BUTUIO KOXHOrO McuMxocomaTnyeckoro 3aboneBaHus.
Ecnu roBoputb 0 CKaepoaepmMumn, TO UBMEHEHUE BHELIHE-
ro BuAa, COMpoBoOXAatoweecs HENPUATHbBIMU CUMMTOMA-
MU, OrpaHnyeHneM GU3M4ECKON aKTUBHOCTU, CHUKEHWEM
CaMOOLIEHKN, NPUBOANT K HapyweHuto KX [50].

be3ycnoBHbI  MHTEpPEC MNpeacTaBAsfAioT CBeAeHus
K. Ardalan v coaBT. 0 npeavKkTopax, Bausiowmux Ha KX
npv IOBEHWNBHOM NIOKANM30BaHHON cKaepogepmuun. Cpeau
Hanbonee 3Ha4YnMbIX GaKTOPOB MCcnefoBaTeENU BblAENNAN
BHEKNETOYHbIN MaTPUKC KaK OCHOBY COEAMHUTENbHOM TKa-
HW, NON M BpPeMS ¢ MOMeHTa nepsoro obpalieHus. UMeHHOo
3TW NPEeaMKTOpPbl, MO MX MHEHWIO, OKa3blBalT Gonbliee
oTpuuaTtenbHoe BansHUe Ha KX, 4em KoXKHble NoparKeHus.
YyeHble genatoT BbIBOAbl O HEOBGXOAMMOCTMU YrNy6neHHOro
nccnefoBaHMa BHEKIETOMHOIO MaTpuKca Ana onpegene-
HUS KOHKPETHbIX €ro KOMMOHEHTOB, BAMAOWMX Ha KX,
W reHAEepPHbIX Pas3anynin. AKLEHT Ha M3YyYeHWe NPeauKToOPOB
paclmnpseT BO3MOKHOCTM ONTUMMU3ALMN UHAMBKUAYAbHON
Tepanuu CKnepoaepMuu U npepoTspalleHus Hebnaronpu-
ATHOro ucxoga 3abonesaHus [51].

OTpuuaTtenbHoe BaAMsHME Ha KX v nporHos cuctem-
HOW CKNepoAepMMUK TaKMX MPEAUKTOPOB, KaK XPOHUYECKUI
cTpeccoBbIi dakTop, oTmedvatoT 0.P. CepaBuMHaA M COaBT.,
TeM caMblM MNogyepKMBass HEOOXOAMMOCTb KOMMNEKCHO-
ro noaxoja K Tepanuu MynbTUAUCLMNAMHAPHON KOMaHAbl
B COCTaBe peBMarofiora, ncMxmarpa U MeAUUMHCKOro ncu-
xonora [5]. O nenpeccuBHbIX cMMnToMax U 60K Kak npe-
AVMKTOpax couuanbHOM ajantaumuv Npu CUCTEMHOM CKfe-
po3e roBoputcs B pabotax L.M. Benrud-Larson v coaBT.
lMokazaHo, 4To 3apPeKTUBHOE SieyeHne 60aM U Aenpeccuu
BefeT K ynyyweHuio agantaumm n KX 60nbHbIX. ABTOpSI
obpalaloT BHMUMaHWE Ha 3HaA4YMMOCTb CBOEBPEMEHHOrO
ne4vyeHuss 6011 M NPOSIBAEHUI Lenpeccun npu cknepoaep-
MUK C Lienbio ynydweHunsa KX [52].

Mpuv wnccnegoBaHuM NPEeaUKTOPOB CHUXKeHUA KXK
B3POC/AbIX MaLMEHTOB C CUCTEMHOM CKepoaepMuen
B poccuirckon nonynaummn (60 60nbHbIX C MAEHTUDMU-
UMpOBaHHbLIM AuarHo3om), nposegeHHom B PrAQY BO
PoccuicKkn HauMOHaNbHbIM MCCNefoBaTENbCKUN Meau-
LUMHCKMIK yHuBepcuTeT um. H.W. TMuporoBa MuH3apaBa
Poccuu (MuporoBcKkui YHUBEPCUTET), cAeNaH BbIBOJ O TOM,
4YTO OCHOBHbIMW MpeanKTopamu CHuxeHus KX asnsatotca
CTeNeHb BbIPAXXEHHOCTU OfblKK, Halnyine MOLKOMKHbIX
KanbumHaToB M cnabocTb [53]. TaKoW NPeanUKTOP CHUXKe-
HUs KX, Kak HeJoCTaTOMHOCTb MWUTaHWs, NpeacTaBieH
B uccnepoBaHuu E. Preis u coaBT., B KOTOPOE BXOAWIIH
129 naumMeHTOB C CUCTEMHOW cKnepoaepmuen (cpeaHun
Bo3pacT — 59,1 + 13,8 roga). KX oueHnBanu no wkane
SF-36, 1 6blI0 OTMEYEHO 3Ha4yuTeNbHOE CHUXKEHWE ee
nokasaTenen y naumeHToB C HeAOCTaTOYHbIM MUTaHU-
em [54].

MpeactaBneHHble cBegeHns 0 GU3NYECKOM, NCUXONIOrM-
4ECKOM M coLManbHOM COCTOSIHUM AeTeN CO CKnepoaepMnen
LOCTaTOYHO y6eanTeNbHO CBUAETENLCTBYIOT O HEO6X0AUMMO-
CTU NPOBELEHUSA NCUXOKOPPEKLMOHHbBIX MEPOMPUATHIA B NPO-

Lecce nevyeHuss aHHOro KOHTUHreHTa 60JbHbIX, Y4TO AaeT
WaHC YAyYlWKWTb MNCUXONOrMYECKOE COCTOSIHUE 6O/bHbIX
1 noBblcuTb KX [55].

K coxaneHnuio, B nuTepatype npeactaBieHo mano pabor,
OTpakaloLWmx onbIT NIeYeHns n peabunutalmm NauneHToB,
OpPUEHTUPOBaHHbIX Ha ynyylweHne KX, ocobeHHO B neguna-
TPUYECKOMN MpaKTuKe. B HacTosweM coobLWEeHNN NPUBOAST-
CSl HEKOTOpPbIE pe3ynbTaTbl TaKOW Tepanuu.

P.A. TpexoB 1 COaBT. U3y4Yanu BIUSHUE CTPYKTYPHO-PE30-
HaAHCHOW 3NneKTpoMarHMTHon Tepanuun (CPAM) Ha AMHaAMUKY
NMCUXONIOrMYECKOro cTatyca NauneHToB CO CKAepoaepMHUen.
C atoM uenblo 6biiM o6cnefoBaHbl 55 60/bHbIX CKIEPO-
nepmuen (cpeaHui Bo3pacT nauueHToB coctaBun 38,19 +
12,1 roga), KOTOPbIM MPOBOAUAM IKCMEPUMEHTANbHO-MCH-
xonoruyeckoe obcnegoBaHve. Mcnonb3oBanu cneayowme
MeTOAMKM: TecT Cnunbeprepa — XaHWHa (419 U3y4eHus Tpe-
BOXXHOCTM); MeTOANKY beKa (ana onpeneneHus BblpaxKeH-
HOCTK fenpeccuu). B KoMniekcHoe iedyeHne 60MbHbIX Oblia
BK/lo4yeHa cucteMHas CPAOM, Ha poHe KOTopon oLeHnBanm
noKasaTenu HapyLeHHOro MCUXOIOFMYECKOro COCTOSHMSA
naumMeHToB — TMOBbIWEHHON JIMYHOW W PEeaKTUBHOMW Tpe-
BOXHOCTU. B pesynbtrate CPOM-Tepanuun y 60NbHbIX CO
CKNnepoaepMnen AOCTOBEPHO CHUMXKaCA NoKasaTteNb peak-
TUBHOWM TPEBOXHOCTWU. ABTOPbLI BbIpa)kaloT CBOE cornacue
C MHeHWeM psila uccnegoBartenen [56], 4To NONOKUTENbHbIN
pes3ynbTaT MOMXHO OObACHWUTb MOBbIWEHUEM AKTUMBHOCTU
MOHOAMWHOKCHAA3bl U yBENUYEHUEM YPOBHSA CEPOTOHMHA
noj BO34eNCTBMEM MarHuTHoro nons. B mpouecce uccne-
[OBaHUs Gblna OTMeYeHa pasHasa CTeneHb BbIPa*KEHHOCTH
genpeccun B 3aBUCMMOCTH OT XapaKTepa Te4YeHUs CUCTeM-
HOW CKNepoaEPMUU: KPUTUHECKM BblpaxKeHHasa y naunMeHToB
C MOAOCTPbIM M OCTPbIM TeyeHueM 3abofieBaHUs U yme-
PEHHO BblpaxeHHas y 60MbHbIX C XPOHUYECKUM TEeYEeHM-
eM. B npouecce KOMMNAEKCHOro fle4eHUs ¢ NpUMeEHEHUEM
CP3M-Tepanuu noKkasaTtenb JOCTOBEPHO CHUXKANCH B 06enx
rpynnax (p < 0,05). ABTopamu caenaH BbIBOA O NOJIOKUTENb-
HOM BAMAHWKM CPOM-Tepanuun Ha TPEeBOXKHO-AENPECCUBHbIE
HapylweHus y 60/bHbIX CKiepoaepmuen [57].

B 6onee no3gHux pabotax P.A. [pexoBa W coaBT. npea-
CTaBJfIeH OMnbIT MUCMNOoMb30BaHWUA GUONOrMYecKon obpaTHOMn
cBA3u (biofeedback) y nauneHToB co cKknepoaepmuen [58].
OueHMBanu NncMxoamMoLmMoHanbHoe coctosiHne n KX Ha doHe
npumeHeHuns biofeedback-TpeHMHra — nepcneKkTUBHOro
MeToja HeMeAWKAMEHTO3HbIX TEXHOMOMMN AN M3yyeHus
NCUXO0NOrMYEeCKMx 0cobeHHoCcTen 60NbHbIX [59]. B pe3ynbTa-
Te npoBeaeHns Kypca biofeedback-TpeHnHra 3Ha4nTENbHO
YAyYLWKMAOCh NCUXO3IMOLMOHANbHOE M bU3NYECKoe COCTO-
fiHWEe nauueHToB. ABTOPbI AenatoT NPEAMnoioKeEHUE O TOM,
YTO MOSIOXKUTENbHbIN Ie4ebHbIN 3DDEKT AaHHOIO TPEHUHra
MOXHO OOBSACHUTb CHWMKEHMEM crna3ma rnafKon MyCKy-
naTypbl KPOBEHOCHbIX COCYAOB, YTO yfnyylwaeT MWKPOLMP-
Kynsiuuio, u ycuneHvem nepudepuyeckoro u uepebpasnib-
HOro KpoBoTOKa. Kpome 3toro, no mHeHuto O. Jafarova
M COaBT., AaHHbIM MeToA CNoco6CTBYET OOPETEHUIO U Tpe-
HUMPOBKE HaBbIKOB CaMOKOHTPOSIA, o6ecnevymBaloLmx Tepa-
nesTMyeckun acddekt [60]. B uenom uccnegoBatenaimu
fenaetcs BbIBOJ O NonoxutensHom addekTe biofeedback-
TPEHUPOBKM Ha AMHaMUKY nNokasaTtenen KX, 4yto ynyywaer
NpPorHo3 3aboneBaHus.

B npouecce npoBeaeHWs Hay4yHOro wuccneaoBaHus
B.J/l. KegpoBow 6bi1 NOAy4eH MNONOXUTENbHbIN 3PdEeKT
OT MPUMEHEHUsT METOAOB MNCMXOTEpPaNeBTUYECKOro feye-
HMS (TMMHOCYTTeCTMBHOM Tepanuun, ayTOreHHOM TPEHMPOBKM,
MeToda 6GMONOrMYecKOM obpaTHOW CBSA3U, MeToda rpyn-
NOBOKM, paLMOHaNbHOW W MOBEAEHYECKOW MCUxoTepanuu)
4N KOPPEKLMM MCUXONOTMYECKMX HapyLEHU Y B3POCbIX
60NbHbIX CUCTEMHOM CKNlepoaepmuen [61].



M3BecTeH ONbIT NPUMEHEHUa nunodununHra y aeten
oT 6 A0 18 neT ¢ NMHENHON cknepoaepMuen [62]. B pesynb-
TaTe NPOBEAEHHOrO fieYeHns Hapsaay ¢ YMeHbLEHWeM BOC-
naneHns n ¢unbposa y 60MblIMHCTBA OO0JbHbIX MOJIHOCTLIO
ncyesnu xanobbl, HabnwgaswmMecs 40 NPOBeAEHUS NUMo-
dunnHra n cenaeTenbcTByloWme o cHuxKeHnn KXK: pasapa-
KUTENbHOCTb 3a CHET 3CTETUHECKON HENPUBIEKATENBHOCTH,
3aMKHYTOCTb, YTOM/IIEMOCTb, PACCTPOMCTBO CHa, annetuTa.
MepaunaHa nHgekca KX (CDLQI) y Bcex 60bHbIX A0 NeYeHus
coctaBnsna 10 6anno., nocne nevyeHns — 2 6anna.

OBCYXAEHME

MpoBeAeHHbIV aHann3 NuTepaTypHbIX AaHHbIX NO3BONSET
cfenatb BbIBOA O TOM, 4TO OUEeHKa nokasatenen KX geten
C XPOHMYECKMMMK 3aboneBaHUAMM HeobXxoauMa AN Mnony-
YeHUs NoNHOM nHGOopMaL MK O TedeHUn 3a60NeBaHUS Y KOH-
KpeTHoro nauueHTa. Ha coBpeMeHHOM 3aTane oTMmevaeTcs
POCT Yncna XPOHUYECKMNX 3ab0oneBaHni, NPUBOASALLMX K CHU-
weHuto KX, 4yto BavaeT Ha 3apdEKTUBHOCTbL MPOBOAUMOWM
Tepanuu, NporHo3 601e3HU 1 yKasblBaeT Ha HEOBXOAMMOCTb
NCUXOSIOTMYECKOW KOPPEKUMK B Mpouecce KOMMIEKCHOro
nedvyeHus [1]. AHKeTUpoBaHWE AeTel U MOoAPOCTKOB, CTpa-
JaloWmx pasHbiMK GopmaMu NOKaIM30BaHHONM CKaepoaep-
MUKW, CUCTEMHBIM CKNE€PO30M NO3BOMAUIO UCCNeAoBaTeNIM
YyCTaHOBWTb CHMXKeHWe KX naumMeHToB 060MX NOMOB U OTMe-
TUTb 60Nee BblparKEHHble M3MEHEHUS B 3MOLMOHANbLHON
n coumanbHom chepax, YTo NOATBEPKAAN0 HEOOXOAMMOCTb
NPOBEAEHUS MNCUXONOrMYECKON KOPPEKLMKU BbISBAEHHbIX
HapyleHun [31, 36]. Pigom aBTOpoB 0Ka3aHa apdeKTUB-
HOCTb CUCTEMHOW CTPYKTYPHO-PE30HAHCHOM 3fneKTpomar-
HUTHOW Tepanuu, meToaa GMONOrM4ecKon obpaTHOM CBA3KU
(biofeedback), runHocyrrecTMBHOM Tepanuu, ayTOreHHoMn
TPEHMPOBKK, MeToda rPynnoBOM, pauuoHanbHOM M MNoBe-
[EHYECKON NcmnxoTepanuu 4ns KOppeKLMM NCUXON0rMYECKMX
HapyLWeHWN y B3POCbIX, 60/bHbIX CUCTEMHON CKAepoaep-
Muen [61]. Llenecoo6pasHbiM NpeacTaBnseTcs UCnonb30Ba-
HWe NpeAcTaBAEHHOro OnbiTa IeYeHnsa B neguaTpumu.

3AK/TIOYEHUE

BaxkHocTb oueHKM KX peten co cknepoaepmuen
He BbI3blBaeT comHeHuin. OueHka KX no3Bonut Bpayy
60/51ee NOMHO NPeACTaBUTb KJIMHUYECKYIO KapTUHY HE TOMb-
KO Npu pasHbix Gopmax 3aboneBaHus, HO U Y KOHKPETHO-
ro 60/1bHOro, NO3BOMUT WMHAWBWAYANU3UMpPOBATbL MpPOrpam-
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ApTepuanbHas runepteH3us (Al) y AeTen B nocaeaHne AecaTUaeTus npmobpena ctatyc 3Ha4MmMor rnobasibHoH npobiemsl
34paBooxXpaHeHusl, ee pacrpocTpaHeHHOCTb HEYKJIOHHO Bo3pacTaeT. PaHHee BbIIBJEHUE U TOYHas AnarHoCTUKa UMe-
10T pelarmoljee 3Ha4YeHne, NoCKOJbKY MoBbIleHne apTepnaabHoro gasieHus (AQ) B AETCKOM Bo3pacTe TeCHO CBS3aHOo
C PUCKOM cepAeqHO-COCYANCTbIX, MOYEYHbIX U HEBPOJIOMMYECKMUX OCI0KHEHMI BO B3POC/IOM COCTOSAHUN. CyLieCTBEHHbIM
warom Briepej cTajo BHegpeHune amby/naTopHOro CYyTOYHOro MOHMTOPMPOBAaHMUS apTepuasbHoro gasneHus (CMAL),
M03BO/IAIOLErO BbISABAATL MMNIEPTEH3MUIO «BE10r0 Xaaata» U MaCKUPOBAaHHYIO TMNepTeEH3UIO, a TaKKe 60Jiee TOYHO CcTpa-
TMUUMpoBaTh nauneHToB. ITuonornyeckn Al'y aeten nogpasaensercs Ha NepBUYHyI0 u BTOpu4Hyto. lNepBudyHas ¢opma
yalye accoymmpoBaHa C OXXUPEHNEM, FEHETUYECKON MPEeAPacoOKEHHOCTbIO, HU3KON GU3NYECKON aKTUBHOCTbIO M BbICO-
Kum notpebneHnem Hatpus. BropuiyHas Al HepeaKo 06ycioBsieHa 3a601eBaHNUAMM MOYEK, CEPAEYHO-COCYANCTON CUCTEMbI
WU SHAOKPUHHBIMU HapyLueHUsMU. CrneayeT noa4epKHyTb, YTO B JETCKOM BO3pacTe rmnepTeH3usi HepeaKo rnpoTeKkaeT 6ec-
CUMMATOMHO, 4TO NOA4YEePKNBAET HEOBXOAMMOCTb PErYNSPHOIro CKPUHUHIa HadyuHas ¢ 3 /1T, a y AeTeu U3 rpynn pucka — elye
paHblue. TaKTMKa BeaeHus1 6a3upyetcs Ha nowarosom nogxoge. lNepsooyepeHoe 3Ha4eHME UMEIOT HEMeAMKaMEHTO3HbIe
Mepbl — KOPPEKUNA NUTaHUS, MOBbILLEHNE GUINYECKON aKTUBHOCTH, HOpMaan3aumns macchl Tena. [lpn HeaoCcTaTo4YHoM
9 PEKTUBHOCTU AaHHbIX MEPONPUATUI Ha3HavyaeTcs apmakoTepanusi MHrMbUTopaMn aHrMoTeH3UHPeBpaLyarLLero
pepmeHTa, 610KaTopaMu peLenTopoB aHrMoTeH3nHa, 610KaTtopaMm KasabLMeBbIX KaHalo0B Min TUa3uaHbIMU AnypeTuKa-
MW C MHAMBUAYanu3aumen Lenesbix ypoBHen ALl B 3aBMCMMOCTHM OT Bo3pacTa U ConyTCTBYOLWNX 3ab0eBaHUA. YunTbiBas
OrpaHM4eHHOCTb AaHHbIX 0 JOrOCPOYHOM 6€30M1acCHOCTM @aHTUrMNEePTEH3NBHbIX NpenapaToB B neanaTpum, MPUOpPUTETHLIM
HanpaBJ/ieHneM 0CTaeTcs NPoduaaKTnKa 1 paHHsIS MoANGUKaL M 06pa3a KU3HN.

KnioyeBble cnoBa: apTepuasibHas runepteHsuns y geten, ambyiatopHoe CyTO4HOe MOHUTOPUPOBaHWE apTepuasbHOro
AaBreHns, OXXMpeHne, baKTopbl pUCKa, NoparKeHne opraHoB-MuLLeHeN, MoanpuKaLnsa obpasa KM3Hn, papmaxkoTepanms
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ApTepuanbHas runepteH3us (AlN) y aeten n noapoCTKOB
B MocnegHue aecatunetus npmMBneKaeT Bce 60/bliee BHU-
MaHMWe KIMHULMCTOB M UccieaoBaTtenen B CBA3M C POCTOM
€e pacnpoCTPaHEHHOCTU W MNOATBEPKAEHHON CBSA3bIO
¢ HebnaronpUATHbIMKU CepAeYHO-COCYANCTBIMU UCXOAaMM
BO B3pOC/ioM Bo3pacTe. HecMoTps Ha To, 4TO paHee
Al paccmaTtpuBanacb NpPeuMyLeCTBEHHO KaK naTtoso-
rMsl B3POCNbIX, COBPEMEHHbIE AaHHble CBWUAETENbCTBYIOT
0 dopMUpOBaHMN HAKTOPOB PUCKa M MOParKEHUU opra-

HOB-MUWLIEHEN y)Ke B AETCKOM Bo3pacTe. KntoyeBbiM GaKTo-
poM, cnoco6CTBYOWMM POCTy 3ab60/ieBaemMoCTH, ABNseTcs
ANUAEMUSA OXMUPEHUS cpean neTer M NoApPOCTKOB, OAHa-
KO He MeHee BaHbl HaclleACTBEHHasi NpeapacrnooxeH-
HOCTb, BbICOKOE NoTpebneHne HaTpus, HU3Kas pusnyecKas
aKTMBHOCTb M pPAA cOMaTUYECKUX 3a6oneBaHuit (Hedbpona-
TUU, 3HOOKPWHHbIE U CEPAEYHO-COCYAWUCTbIE HaPYLIEHUS).
Mpu 3TOM KNIMHUYECKas KapTWHa B JETCKOM BO3pacTe 4acTo
CKyaHas, YTo NPWMBOAMT K MO3AHEN AMArHOCTUKE W OTCPO-
YEeHHOMY Hayany neyeHus. 3HauyuTeNbHbIM nporpecc Gbin
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[OCTUTHYT B o06nacTtv AMArHOCTMKKM Gnarogaps BHeape-
HWIO aMOBynaTopHOro CYyTOYHOr0O MOHMTOPUPOBAHWS apTe-
puanbHoro aasnexnus (CMAL), No3BONSIOLLErO He TOJSIbKO
NnoATBEPAMTb AMArHO3, HO W BbISBAATL Takue (GEHOTUMbI,
KaK runepTeH3uns «6enoro xanata» U MacknpoBaHHas Al Tem
He MeHee, 40 HaCToSALWEero BPEMEHN OCTAOTCA HEPELIEHHbI-
MU BOMPOCbI PaHHEN cTpaTUdMKaLUM pUCKa, ONTUMabHbIX
TepaneBTUYECKUX CTpaTerMi u AONrOCPOYHOM Ge3onacHo-
CTM papMaKo/IOrM4ecKoro BMellaTenbCcTBa y ageten. Taknum
o6pas3om, akTyanbHOCTb n3yyeHus Al y neten onpeaensietcs
ee pacTylmm pacnpocTpaHeHNeM, BbICOKOM BEPOSTHOCTbIO
XPOHU3aLMK BO B3POC/ION KU3HU U PUCKOM MOBPEXAEHUSA
OpraHoB-MULIEHEN.

BBE[EHUE

Al y neTer n NOAPOCTKOB, paHee paccMmaTpuBaBLLascs
KaK Ka3yucTMyecKas HaxofKa, B nocnegHue AecaTuieTus
npeBpatuaacb B 3Ha4YUMYO MEOMKO-COoLMasbHylo npobne-
MY, COMPSIKEHHYIO C BbICOKMM PWUCKOM HEONaronpusTHbIX
OTAaNIeHHbIX MOCNEeACTBUN ANs 340POBbs. BHMMaHWe K aaH-
HOM NaToONIOrMKM CyLWEeCTBEHHO BO3POC/O C KoHua 1970-x T,
korga B CLUA 6b11 ony6nvMKkoBaH nepBbli oT4eT Paboyen
rpynnbl No apTepuanbHOMy AaBNEHUIO Y AETEN, YTO MONOXKM-
/10 HayaNlo CUCTEMATMYECKOMY M3YYEHUIO pacnpoCTpaHeH-
HOCTM W KJIIMHUYECKOW 3HauymmocTun Al B negmaTpuyecKowm
npaxkTuke [1].

[lo COBpPEMEHHBbIM 3MMAEMWONOIMYECKUM [aHHbIM,
noBbllleHne apTtepuanbHoro aasnexHus (A[l) BbiaBnseTcs

y 3—-5% neTen M NoAPOCTKOB B Bo3pacTe oT 1 roaa Ao 18 net
[2]. BmecTe ¢ Tem, cOrnacHO POCCUMCKUM KIMHUYECKUM
pekoMeHaaumMsam, pacnpocTpaHeHHOCTb Al B MOAPOCTKO-
BOM nonynsaumm moxket gocturatb 4-22% B 3aBUCUMOCTH
OT BO3pacTa 1 UCNOb3yEMbIX AMArHOCTUHECKUX KPUTEPUEB,
npuyemM HanmbONbLIMI POCT CBA3AH C YBEIMYEHMEM 4ucna
neTen ¢ M36bITOYHOM Maccon TeNa U OXXUPEHUEM: eCNN cpe-
On oeTen ¢ HopmanbHOW Maccon Tena Al BCTpevaeTcs Nnllb
B 1,4% cny4aeB, TO NP OXXUPEHMM ITOT MOKa3aTelb BO3pac-
Taet go 25-47%.

OnpeneneHne Al y petem M NOAPOCTKOB 6asupy-
eTCA Ha HOpManbHOM pacnpegeneHun nokasatenen A/l
B NONynaumMmM 340POBbIX CBEPCTHUKOB [3]. 1N KOppeKTHOwM
WHTEpNpeTaLMn pes3ynbTaToB Y4YMTbIBAOTCA BO3PacT, Mon
M aHTPONOMETPUYECKUE NapameTpbl (Mpexae BCEro pocT),
4YTO NO3BOASET MMHUMU3NUPOBATbL PUCK FMNEP- UK TUNOAN-
arHOCTUKM y AeTen ¢ KpanHWMK BapruaHTamu GpU3nyYecKoro
pa3BuTUS. [lnarHo3 yctaHaBIMBaETCS Npu NOATBEPKAEHMU
CTOMKOro nosbllweHns Al BO BpemMs Tpex He3aBMCUMbIX
BM3KUTOB [3].

C 2017 r. AMepurKaHCcKaa akagemua neauaTtpuun npea-
NOoXKKNa YHUOUUMPOBAHHbLIM Noaxo4 K KinaccuduKauuu
Al y nogpocTkoB > 13 neT, NpuMpaBHAB AuMarHocTu4e-
CKME KPpUTEPUM K B3POCALIM HOpMaMm, 3aKpenneHHbIM
B PYKOBOACTBax AMEpPUKaHCKON KapAMoaorMyecKomn acco-
uMaumn u AMepuKaHCKoWm Konneruum kapauonoruu [3].
B aTon Bo3pacTHOM Kateropuu ctagusa 1 Al onpegensercs
KaK ypoBeHb cuctonuyeckoro Al 130-139 mm pT. CT.
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Modern Approaches to the Diagnosis, Treatment
and Prevention of Arterial Hypertension in Children

In recent decades, arterial hypertension (AH) in children has acquired the status of a significant global health problem, with its
prevalence steadily increasing. Early detection and accurate diagnosis are crucial, as elevated blood pressure (BP) in childhood
is closely linked to the risk of cardiovascular, renal, and neurological complications in adulthood. A significant step forward has
been the introduction of ambulatory blood pressure monitoring (ABPM), which allows for identification of white-coat and masked
hypertension, as well as more accurate patient stratification. Etiologically, AH in children is divided into primary and secondary
forms. The primary form is more often associated with obesity, genetic predisposition, low physical activity and high sodium intake.
Secondary form is often caused by kidney, cardiovascular and endocrine disorders. It should be emphasized that hypertension is
often asymptomatic in childhood, highlighting the need for regular screening starting at 3 years of age, and even earlier for children
at risk. Management is based on a stepwise approach. Non-drug measures are of primary importance — dietary correction,
increased physical activity, and normalization of body weight. If these measures are insufficiently effective, pharmacotherapy
with angiotensin-converting enzyme inhibitors, angiotensin receptor blockers, calcium channel blockers, or thiazide diuretics is
prescribed, with individualization of target BP levels depending on age and comorbidities. Given the limited data on the long-term
safety of antihypertensive drugs in pediatrics, prevention and early lifestyle modification remain priority areas.

Keywords: arterial hypertension in children, ambulatory blood pressure monitoring, obesity, risk factors, target organ damage,

lifestyle modification, pharmacotherapy
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nnn anactonnyeckoro Al 80-89 mMm pT. CT.; cTagusa 2 —
KaK cuctonmyeckoe Al = 140 MM pT. CT. UK AMacTonmye-
ckoe Al = 90 mm pT. cT. [4].

Y peten mnaglwe 13 neT Mcnosib3yeTcs MHorodakTopHas
cucTema, cornacoBaHHas AMEpPUKaHCKOW akagemuen neau-
aTpvu, EBponencKkMM 06LWeCTBOM rMNePTOHUKU, KaHaACKUM
0o6WecTBOM runeptoHun [3—5], a TakKe aganTMpoBaHHas
B POCCUMMCKUX KNIMHWYECKMX peKomeHaaumsax 2020 r. [6].
Mpn atom BbigenatoT noBbilweHHoe AL (o1 90-ro ago 94-ro
nepueHtuns), Al 1- ctaguu (o1 95-ro 4o 99-ro nepueHTUNA)
n Al 2-i1 ctagum (= 95-ro nepueHTuns + 12 mm pT. CT.) [6].
B coBpemMeHHOW TEePMUHONOrMW MOHATUE «NpearnnepTeH-
3Us» 3aMEeHEeHO Ha «noBbllweHHoe All», 4yTo obecnevynBaeT
COrnacoBaHHOCTb C MEXAYHaPOAHbIMU pEKOMEeHAaunamm
6, 71.

Taknum o6pasom, B Poccuu guarHoctuka Al y peten
M NOAPOCTKOB CTPOUTCA Ha COYETaHMM MeXKAYHapOAHbIX
NOAXOA0B M OTEYECTBEHHbIX 3NUMAEMUONOTMYECKUX AaHHbIX.
Mcnonb3oBaHWe NepueHTUbHbIX Tabnuy, y ageten mnaglwe
13 net 1 yHMdUUMPOBaHHbIX «B3POCbIX» KPUTEPUEB Y NOA-
POCTKOB cTapwe 16 net o6ecneymBaeT NPEEeMCTBEHHOCTb
[MarHoCTMKM, a TaKKe obneryaert nocnegyouee Habnoge-
HWEe B CMCTEME B3POCI0N MeauLINHbI [B].

Ocobyto CNOXHOCTb NpeacTaBnseT AnarHoCTUKa runep-
TEH3MU Y HOBOPOXKAEHHbIX U FPYAHbIX AeTen. B 60nblnMHCTBE
CNy4yaeB U3MEpPEeHUst MPOBOASATCA B YCIOBMAX CTauMoHapa,
HepeaKo B OTAENEHUSAX UHTEHCUBHOM TepanmMm HOBOPOXAEH-
HbIX. KpuTepuem runepteH3nu y AgaHHOW rpynnbl aBasercs
CUCTONMYECKOe MK guactonuyeckoe Al > 95-ro nepueH-
TUAS MOCTKOHLLENTyanbHOro BO3pacTa, NOATBEPXKAEHHOE
B TpeX MOBTOPHbIX n3MepeHusx [8]. TO4HOCTb ANMArHOCTUKM
orpaHuymMBaeTcs psgoM GaKTopoB: 3HAYUTENbHbIMU Koje-
6aHnamMKn ALl B nepBble HEAENN KNU3HKU, MabiM AUaMeTPOM
nneya AN agexkBaTHOM WKcaALUMM MaHKeTbl U BbICOKOM
BapuabeNbHOCTbIO NMoKasaTtenen. B ocTpom ciydae 3Hayu-
TeNbHOE NOBbIWEHWE JaBeHNs C NPU3HAKaMK NopaxeHus
OpPraHoOB-MULLEHEN TPAKTYETCS KaK M’MNepPTOHUYECKUIA KPU3,
TPeobyLMA HEOTSIOKHOM MEAULIMHCKON NOMOLLM.

Llenb uccnepoBaHus

Llenbio HacTosiwiero o63opa SBNSIETCH KOMMIEKCHOe
oCBelleHMe BOMPOCOB, CBA3aHHbIX C MNeaMaTPUHEeCKOoM
Al, — OT CKpUHUHIa U MeToAoB U3MepeHusa Al oo aHanunsa
3TUONIONMYECKNX GAKTOPOB, OLIEHKM OpPraHHbIX OCNOXHEHUN
1N COBPEMEHHbIX NMOX0/0B K Tepanuu.

MATEPUA/IbI U METOAbI

Monck uHPOpmauunM NpoBOAMSICA B MeXAyHapona-
HbIX MU POCCUMCKMX BNIEKTPOHHBIX 6adax AaHHbIXx PubMed,
Scopus, Web of Science, elibrary n Google Scholar
3a nepuoa ¢ 1977 no 2024 r. na noucKa Mcnosb3oBa-
NIUCb KMlOYEeBble CloBa M WX KOMOWHALMK Ha PYCCKOM
W aHMUACKOM A3blKax: «apTepuanbHas runepteH3us
y AeTew», «NOoBblWEHHOE apTepuanbHoe AaBieHuer, «dak-
TOPbl pUCKa», «oxupeHune», «CMA», «bapmakoTepanus
y aeten», «pediatric hypertension», «arterial hypertension
in children», «ambulatory blood pressure monitoring»,
«risk factors, childhood obesity», «<secondary hypertension
in children», «pharmacotherapy». B 0630p BKJlO4Yanucb
KNMHUYECKNE pPEKOMEHZauun MeXAYHapOoAHbIX WM Hauu-
OHallbHbIX NpodeccnoHanbHbiXx 0OLWLECTB, cUCTEMaTU4e-
CKMe 0630pbl, METAaHaNU3bl, OPUrMHASbHbIE KIIMHUYECKHE
nccnefoBaHMa M aHanUTUYEeCKWe cTaTbM, NOCBSLWEHHbIE
OMarHoCcTuKe, NneyeHuto, npodunakTuke v nporHosy Al
y neten. MybnnKkauum 6e3 peLeH3MpoBaHUs, MaTepuansl
JIOKaNbHOro 3Ha4YeHns 6€3 onucaHns MeTo4oN0MMK1, a Tak-
)K€ cTaTbW, He codepKaliue AaHHbIX NO neguaTpU4ecKowm

nonynaumu, U3 nccnenoBaHus MckatYanucb. OTéop nute-
paTypbl U U3BAEYEHNE AAHHbIX NPOBOANINCH ABYMS He3a-
BMCUMbIMW @aBTOPaM#, a NP1 BOSHUKHOBEHWW pa3Hornacum
pelweHne NpUHUMaNoChb KoanernanbHo. AHann3 nyénuka-
LMK Obl1 HanpaBJ/ieH Ha 0606LLeHMe AaHHbIX 06 ANUAEMUO-
normm n dakTopax pucka, 0COHBEHHOCTSAX AMArHOCTUKM
N CKPUHWHIa, COBPEMEHHbIX NOAX0AAX K Tepanuu n npodu-
nakTtuke. ns opraHusauuu 6ubnmorpadum npuMeHaIUCb
MeHeaxepbl ccbliok (Mendeley, Zotero).

PE3YJIbTATHI

Anuaemuonorua u GpakTopbl pUcKa

apTepuanbHON rMNEePTEH3UN y AeTEN

3a nocnegHue Tpu AecATUNETUS OTMeYaeTCsl YCTOMYM-
Bbl POCT pacnpocTpaHeHHOCTH Al B AETCKOW Mmonynsauuu,
4YTO paccmMaTpMBaETCs KaK cepbe3Hbli BbI3OB A1 CUCTEMbI
3apaBooxpaHeHns [9]. MNepecmMoTp AMArHOCTUYECKUX KpU-
TepueB AMepuKaHCKOM akagemuen neavatpum B 2017 T.
NpPUBEN K YABOEHUIO YMCNa 3aperMcTPUPOBaHHbIX CllyYaeB:
€C/M paHee TrunepTeH3us BbiaBASAAaCb NpUMeEPHO vy 2%
aeTen, To nocne BHeApeHUsS OOHOBMIEHHbIX PeKOMeHAaLNM
nokasartenb Aoctur 4% [7].

[etn, y KoTopbix ypoBeHb A[ Khaccubuumpyetcs
KaK «MOBbIWEHHbIN», 4YaCTO UMEIOT JOMNONHUTENbHbIE HeGNa-
ronpusTHble MeTabOo/IMYECKNE XapaKTEPUCTUKU — W30bl-
TOYHYIO Maccy Tena, AUCIUNUAEMUIO, @ TaKKe MOBbIWeHKE
YPOBHS MMUKUPOBaHHOro remorno6uHa (HbALc), 4to oTparka-
€T paHHWe CTaauu HapyLIeHUs YrNeBoAHOro o6MeHa U npea-
pPacnonoXeHHOCTb K pa3BUTUIO caxapHoro anabeTa [10].

Oco60e 3HayeHne UMeeT cBA3b Al C OXMpPEHUEM.
CornacHo faHHbIM KpYMHbIX MCCNeaoBaHui, pacnpocTpa-
HEHHOCTb T'MNEePTEH3UN Y IeTen C M36LITOYHOW Maccon Tena
N oXupeHunem BapbupyeT oT 3,8 go 24,8% [11]. MNpu atom
y NaLMEHTOB C OXUPEHMEM BEPOSATHOCTb MoBblweHns ALl
B CpejHeM B ABa pa3a Bhbille N0 CPaBHEHMIO C AETbMU C HOP-
MallbHOM Maccow Tena.

Ha ypoBeHb puCKa TakXe BAWSIOT MO U PacoBO-3THMU-
yeckasi NpUHaNeXHOCTb. YCTaAHOBMEHO, 4TO Y Masbyu-
KOB MMNepTeH3Ms AMarHOCTUpPYyeTCs 4alle, YEM Y AEeBOYEK.
Kpome Toro, 60nee BbICOKME MOKa3aTenu pacnpocTpaHeH-
HOCTW BbISIBASIOTCA 3a Py6eXKoM cpean appoamepuKaHCKUX
M MCNAHOA3bIYHBbIX 6EeNbIX AETEN MO CPAaBHEHMUIO C UX HEUC-
NaHOA3bIYHbIMW CBEPCTHUKAMKU. AT pasnnyna MoryT 6biTb
006yCNOBNEHbI KaK rEHETUYECKUMU, TaK U COLIManbHO-3KOHO-
MUYECKUMMU M NoBeeHYECKMMU daKTopamu.

CKPUHUHI apTepuanbHON rMNEPTEH3UN Y feTEN

B coOTBETCTBMM C COBPEMEHHBIMU MNeanaTPUYECKUMM
peKomeHaauuamu, perynsapHoe wuamepeHue A[l cnepyet
HayMHaTb C TpexJieTHero Bospacta [3—-5]. Mpn oTcyTCTBUM
}aKTOPOB pUCKa M COXpPaHEHWM HOPMasbHbIX MOKa3aTtenemn
A/l o6cnefoBaHue NPOBOAMUTCA OAMH pa3 B roj B pamKax
npPobUIaKTUY4ECKMX BU3UTOB.

B TO Xe Bpems CyLeCcTBYIOT KaTeropuun geten, KoTopbim
TpebyeTcs 6onee 4vacTbld KOHTPOJSb. Tak, uamepeHune A/
peKOMeHAyeTCs Npu Ka)kAoM obpalleHun K Bpady y naum-
€HTOB C MHAeKcoM macchl Tena (MMT) > 95-ro nepueHTUNS,
y noayyvyalowmnx MeaguKkaMeHTo3Hble npenaparbl, CNOCO6HbIe
noBbllWaTb YpoBeHb A/l, a TakXKe y AeTew ¢ ConyTCTBYIOWMMU
3a60/1eBaHUSMK, aCCOLMMPOBAHHBIMU C PUCKOM Pa3BUTUS
rmnepTeH3uu [7].

Oco6oe BHUMaHuWe ygensercs AeTaM mnagwe 3 ner,
OTHOCSILLMMCS K Fpynne BbICOKOro pucKka. B aTon nonynsaumm
ALl LOMKHO M3MEPATLCA NPU KaxAoM NpodunakTMyecKoM
OCMOTpE, 4TO MO3BOMSET CBOEBPEMEHHO BbISBAATH OTKJO-
HEHUS W npepoTBpalaTb NporpeccupoBaHne NaTonoruu
(tabn. 1) [3].
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Ta6nuua 1. OCHOBHblE NOKa3aHUA K paHHEMY U3MEPEHUIO apTePUanbHOro JaBneHusa y getel mnagwe 3 net
Table 1. Main indications for blood pressure measurement in children under 3 years of age

®DaKTopbl PUCKA / KINHUYECKNE COCTOAHUSA UcToYHUK
HeaOHOLWEeHHOCTb MM HU3Kaa Macca Tena Npu poXAeHUK [3]
BpoxaeHHble MOPOKK cepaLia [3, 8]
3aboneBaHus NOYeEK, BKAOYasA BPOXKAEHHbIE aHOMaUK U MHDEKLMN MOYEBBIX MyTEN [3, 8]
CeMeWHbIM aHaMHe3 paHHen runepTeH3umn M cepaevyHo-cocyancTbix 3a6oneBaHum [4, 5]
MHaeKe maccbl Tena = 95-ro nepueHTuns [8]
lMprem npenapaTtos, CNOCOOHbIX MOBLILWATL apTepranbHOe AaBleHne [8]
3aboneBaHus, acCoLMMPOBaHHbIE C NOBbILWEHHBIM PUCKOM FMNEPTEH3UN (IHAOKPUHHbIE, HEBPOIOTMYECKHUE U A4p.) [3, 8]

lNpumeyanne. ALl — apTepuanbHoe gaBneHune; UMT — nHAEKC Macchl Tena.

Note. BP (A) — blood pressure; BMI (MMT) — body mass index.

MeToabl U3MepeHUs apTepuanbHOro

AaBNEeHUA y aeten

KnnHnyeckoe namepeHune apTepmuasibHOro gaBieHuUs

Onpepnenenve Al y neten B yCnoBUSAX MeAMLIMHCKON
opraHvMsauun NpPoOBOAMUTCS MPEUMYLLECTBEHHO Ha NpaBow
pyKe, ecnu OTCYTCTBYIOT MPOTMBOMNOKa3aHus (Hanpumep,
Hann4ymMe apTepnoBeHO3HON dUcTybl) [12]. OAHUM U3 KItoYe-
BblX YCIOBWI JOCTOBEPHOCTU SIBNSETCS NPaBU/bHbIM BbIGOP
MaHeTbl: C/IMWIKOM Y3Kas MaHeTa NpuBOAMT K 3aBblle-
HWIO NOKa3aTenewn, Tor4a Kak Ype3MepHo LWMpoKas — K UX
3aHUKEHMUIO.

Y netew ctapwe 3 neT U3MepeHne NpoBOANTCA B NONO-
KEHUU Cuas, y AeTen Mnajlero Bo3pacta — B NOMOKEHUH
fniexa Ha cnuHe. Ecnun onpepenenne A/l Ha pyKax HeEBO3-
MOXHO, JOMNyCKaeTCs U3MEPEHME Ha HUMKHMX KOHEYHOCTAX
B MONOXEHUU pebeHKa Nexa Ha XusoTe.

Han6onee npeanovytuTenbHblM Yy [eTen ocTaeTtcs
ayCKynbTaTUBHbIN METO4, TaK KaK OH obecrneynBaeT Hau-
6ONbLYID TOYHOCTb. XOTA AaHHble OCUMNNOMETPUU O0ObIY-
HO XOPOLIO KOPPENUPYIOT C pelynbTataMu ayCKynbTaluu,
Npv BbISBNEHUN MNOBbILWEHHOIO 4aBAEHMS C MOMOLLbIO aBTO-
mMaTuyeckoro npubopa pesynbraT He06X0AMMO MOATBEPK-
[aTb ayCKyNbTaTUBHbIM METOAOM.

AmMGynaTopHbie U JoMalHUEe MeTOAbl U3IMEPEHHS

apTepHasibHOro gaBJeHHUs

MeToabl, NPUMEHSIEMblE BHE MEAMUMHCKOrO y4ypexje-
HMS, NO3BONSIOT YTOYHMTb AMArHO3 U OLEHUTb Bapnabenb-
HOCTb [aBJiEHUs B peaNbHOW W3HW. Haubonee WHbOP-
MaTMBHbIM aBNseTcs ambynatopHoe CMA/. BnepBble
BHEAPEHHbIN y B3pocabix B 1960-X rT., AaHHbIK MeTo[ Obin
ajanTupoBaH Ans neguMaTpuyecKom NPaKkTMKWM M B HacTos-
wee BpeMS LWWMPOKO MCMONb3yeTcs y AeTeN.

Mpn CMA npumeHseTcs noptaTMBHOE YCTPOWCTBO,
aBToOMaTu4yecKkn namepsiowee Al ¢ perynsgpHbiMU UHTEpP-
Banamu: Kaxable 15—30 MUH B AHEBHOE BPeEMS U KaxKable
20-30 MWH Houblo [13]. Ana KOPPEKTHOCTU pe3ynbTaToB
BaHO, 4To6bl NpuMBOP O6biN 0406PEH MEXAYHAPOAHbLIMMU
opranmnzsaumamu (ANSI, AAMI, 1ISO) 1 ocHalleH MmaHxXeTamu
pasHblx pa3mMepoB [14]. B KAMHUYECKUX YCIOBUSAX MpPO-
BOAAT KanMOpPOBKY annaparta, CONOCTaBAsAs ero JaHHble
C pe3ynbTataMu CTaH4apTHOro USMEPEHUS Ha TOM e pyKe.
MeToa B uLenom 6e3onaceH, HO y NOAPOCTKOB HepeaKo
HabnwgaeTca AMCKOMPOPT, CHUXKaOWMN NEPEeHOCUMOCTb
npoueaypbl [15].

CMA/[ umeeT psig NpenuMyLLecTB: NOATBEPKAAET HaNlu-
4yuMe CTOMKOro MOBbIWEHUS AaBieHus, 3adUKCUPOBAHHOIO
NpY KNIMHUYECKOM U3MEPEHNUW; MO3BONSET BbIIBUTb rMNep-
TEH3U0 «6enoro xanatar» (MNOBblWEHHble 3HayeHus, 06y-

C/IOB/IEHHbIE CTPECCOM MpWU BM3UTE K Bpayvy) M OTAUYUTL
€e OT WUCTUHHOW TMNepTeH3MU; AMarHOCTUPYET MaCKMpPO-
BaHHYIO TMMNEPTEH3UI0 — COCTOSHWE, MPU KOTOPOM MOKa-
3aTeNiM B KJIMHWKE HOpMasbHbl, @ B NMOBCEAHEBHbIX YCNO-
BMSX MpPeBbIWaloT BO3PaCTHbIE HOPMbI; 4aeT BO3MOXHOCTb
OLEHUTb UMpKaaHbin npodunb AL, BKAOYAA HOYHOE CHMU-
eHue (dipping), Kotopoe B HopMe cocTasnseT 10-20%.
OTCYyTCTBUE CHUMEHUSA UM €ro BblpaxeHHOCTb MeHee 10%
yKa3blBaeT Ha MOBbIWEHHbIM PUCK MOPaXeHUs OpraHoB-
MULLIEHEN.

AnbTepHATMBHBLIM METOAOM ABASETCS AOMAlUHWUM KOH-
Tponb A[l, BbINONHAEMbIA POAUTENAMU MK CaMUM pebeH-
KOM (4allle NoAPOCTKaMM). XOTH AMarHoCTMYeCcKas LeHHOCTb
3TOro Noaxoda y AeTew orpaHnU4yeHHa, OH MOXET MPUMEHSATb-
cs AN9 AMHAMMYeCcKoro HabnoaeHns 3a nauneHTamum nocne
YCTaHOB/IEHUS AMarHo3a Wau npu oueHke 3pEeKTUBHOCTH
Tepanuu [9]. B otnnyune oT B3POC/bIX, Y KOTOPbIX AOMaLIHWUM
MOHWTOPUHI WMPOKO UCMNONb3YETCHA B KIIMHUYECKOW MPaKTU-
Ke, B NeanMaTpun OH paccMaTpuMBaeTCs KaK Bcrnomoraresb-
HbI MeTo/.

ATtnonornyeckue Gpopmbl apTepuanbHOn

runepTeH3un y peten

Al B IeTCKOM BO3pacTe noapasgenserca Ha nepBuYHyio
(acceHuManbHyo) U BTOpUYHyto. NepBryHas dopma BCTpe-
YaeTcs Yalle M XxapaKTepu3yeTcsd MHOropaKTopHbIM naTo-
reHe3oM 6e3 BbISIBIEHUS €AWHCTBEHHOW AOMWHUPYIOLLEN
NpuWYKnHbl [16]. Kak npaBuiio, y Taknx naunMeHToB oTMeYaeTcs
ymepeHHoe nosbiweHne Afl, 4alle B NO4POCTKOBOM BO3pac-
Te, NPU HannM4mMmn M36bITOYHOM Macchl Tena  06PeMEHEHHOT0
cemMenHoro aHamHe3sa [3].

BTtopnuHasa Al popmupyeTcs KaK cnefcTBne KOHKPETHO-
ro naTos0rM4ecKoro npolecca unn 3abonesaHus [7]. OHa
HepeaKo nposBnseTca 60/iee BblpaXeHHbIM MOBbILLEHUEM
A/l (4acTO COOTBETCTBYET 2-1 CTaAnMN rMNEPTEH3UN) U NPe06-
najaety jeten Mnajlinx Bo3pacTHbIX FPynn, 0CO6EHHO 10 6
JIeT, Npu HopmasbHOM macce Tena [17].

MepBuYHas apTepmasnbHasi runepPTeH3us

KnioyeBbiMnM daKkTopamu pasBuTUMa nepBuyHOW Al
B [OETCKOM nonynsuuMuM SABASIOTCS OXMpPEHUE, M36bITOY-
Has Macca Tena M reHeTuyeckass npeapacrnonoXeHHOCTb.
[JONONHUTENbHBIMU NPEANKTOPAMM CyXKaT NPeXAeBpeEMEH-
Hble pofabl, HU3Kasa mMacca Tefa Npu PoXXAEHUWU, U30bITOY-
Hoe noTpebneHne NoBapeHHOM COMM, HM3Kasa duanyecKas
aKTUBHOCTb M Hann4yne o6CTPYKTUBHOMO anHo3 cHa [18].

B natoreHe3e nepBWYHON TMNEPTEH3UN Yy AeTen 3aden-
CTBOBaHbl MHOMOYUC/IEHHbIE MEXaHW3Mbl: aKTUBaLWs
PEeHWH-aHTMOTEH3WNH-a/IbJOCTEPOHOBOW CUCTEMbI, Hapylle-



HUEe perynsumMmM TOHyca COCYyAOB, M3MEHEHWe MNPOAYKLMM
3HAOTENMHA M MNOBbIWEHHAA AKTUBHOCTb CUMMNATUYECKOWM
HepBHOW cucTeMbl [18, 19]. Hanbonee TecHas accouu-
auusa BbigBnsetca Mexay Al v OXUpeHuem, 4To aenaer
faHHOe cOoCTOAHUE GaKTOPOM BbICOKOIO MOXMW3HEHHOro
pucka. B CLLA go 20% neten B Bo3pacTte 2-19 net umetor
M36bITOYHBIN BEC WU OXMPEHUE; CPELAU HUX TUMEPTEH3US
peructpupyetcs y 24%, Toraa Kak y getein ¢ HopManbHOM
Maccown Tena — nuub y 2—-4% [17, 20-22].

HaKkonneHHble AaHHble CBUAETENbCTBYIOT, 4TO AETH
C OXXMPEHMEM U TUNEPTEH3NEN UMEIOT NOBLIWEHHYIO BEPO-
ATHOCTb COXpaHeHusi 3aboneBaHns BO B3POCIOM BO3pac-
Te, a TaKXe pasBWTUSA NOBPEXAEHWUN OpraHoB-MULIEHEN,
BK/OYas rMNepTpodUI0 NIEBOrO KENygo4yKa M CHUXKEHUe
3N1aCTUYHOCTM COCYAMCTOM CTeHKM [21, 22]. B nartoreHe-
3€e OXUpeHue-accoummpoBaHHon Al ocobylo pofib urpatoTt
WMHCY/IMHOPE3UCTEHTHOCTb M TUMNEPUHCYIMHEMUS, CNOCOB-
CTBYylOLWME MOBbIWEHHOW peabcopbunn HaTpUs B MOYKax
W runepaxkTMBaLMK CMMNaTUYeCKOM HEPBHOW cuctemsl [23].

leHeTnYecKasa nNpeapacnoNoXEeHHOCTb TaKXe wrpaer
CYLLECTBEHHYIO pPONb. [JeTn ¢ ceMeNHbIM aHaMHe30M runep-
TEH3MU UMELIOT NOBbIWEHHbIM PUCK pa3BuTusa Al go 18-net-
Hero Bo3pacTta [20]. MNpu aToM cTeneHb HacnegyemMocTu
BapbupyeT M BO MHOIOM 3aBMCUT OT daKTopoB ob6pasa
KU3HM U BAUSIHUS OKpYXKatowwen cpefbl. B TMNIMYHBIX cnyvasax
nepBuYHas runepTeH3ns pasBMBaeETCs y NaLMeHTOB cTap-
e 6 net, HepeaKo B coyYeTaHun ¢ U3BbITOYHbIM BecoMm [7].
OpHaKko Aaxke y NMoApOCTKOB C HOpMasbHOM maccow Tena
NONOXUTENbHBIN CEMENHbIN aHaMHe3 accouuMpoBaH
C PMCKOM paHHero nosblweHus ALl v HapyweHUeM COoCyau-
CTOM 3N1aCTUYHOCTH.

Taknm obpasom, dopMmupoBaHue nepsuyHon Al B geT-
CKOM BO3pacTe 06YC/NIOBMIEHO CMOXHbLIM B3anMoAENCTBMEM
reHeTUYeCKMX, MeTaboMyecKnx 1 nosedeH4Yeckmnx dakTo-
pOB, MPK 3TOM KOYEBLIMW MULLIEHAMMW OCTAOTCA CUCTEMBI
perynsaumMm CocygmucToro TOHyca n HemporymopasbHble mexa-
HU3MbI.

BtopuyHas apTepuasbHasi runepTeH3ns

BtopuyHas Al y geten pasBuBaeTcs BCNeACTBUE KOH-
KpeTHbIX 3abofneBaHuUi WAM NaTONOrMYECKUX COCTOSHWM.
XOTSi OHa BCTpevYaeTcsl pexe, Yem MepBuyHas, ee Kiu-
HMYEeCKoe 3HayeHWe CyWeCTBEHHO Bbllle, NMOCKOJMbKY OHa
Yauie gebloTupyeT B paHHEM BO3pacTe, CONPOBOXKAAETCH
BblpaKeHHbIM noBblweHnem Al M HepeaKo accouunnpyeTcs
C BbICOKMM PUCKOM OC/IOXKHEHUI U HEONArONPUATHBIM NPO-
rHo3om [19].

Hanb6onee 4yacTon NPUYUHOW BTOPUYHOM TUNEPTEH-
3un aBnstoTCA 3aboneBaHUst MOYEK, KOTOpble BKIOYalOT
KaK COCyauCTble, TaK M MNapeHXMMaTO3Hble MOopPaXKeHMs.
Cpeaun peHoBacKynsipHbix GOpM y AeTer NUAMpyeT CTEHO3
NnoYeYyHbIX apTepuit, B 60/bLUMHCTBE Cly4aeB HeaTepocKie-
POTMYECKOrO reHesa, BTOPMYHbIM MO OTHOLWEHMUIO K drUbpo-
MbILWEYHOW AMcnnasun. ITOT BapuaHT OTBETCTBEHEH MNpw-
MepHo 3a 5-10% Bcex cny4daeB Al y neten [24]. CHUKeHNe
nepdy3nm NoYeK NPUBOAUT K aKTUBALMKU PEHUH-AHTUOTEH-
3WH-aNbA0CTEPOHOBON CUCTEMbI M CTOMKOMY MOBbIWEHHUIO
naBneHus. Y geten 3aboneBaHuWe 4acTo CBSI3aHO C Mnopa-
KEHMEM MENIKMX BETBEW apTepun, 4To AenaeT AUarHoCTUKY
6onee TPyaHOW, Yem y B3pOCiblX, rae npeobnajaeT cTeHo3
rnaBHOM no4vyeyHon apTtepuu [24]. Ons CKpuUHWMHra npea-
NOYTUTENbHO MCMNOAb30BaTb YNbTPA3BYKOBYI AOMMAEPO-
rpaduio, obnagalolylo OCTAaTOYHOW YHYBCTBUTENbHOCTbLIO
n cneunduyHocTblo [25]. B CNOXKHBIX ClydYasx NMPUMEHS-
totca KT- u MP-aHrnorpadusa, a Takxe uudpoBas cyb-
TpaKuMOoHHasa aHrnorpadus, Kotopas MOXKeT co4veTaTbes
C TepaneBTUYECKMMU NpoLefypamMu, HO CBAi3aHa C BbICOKUM

PUCKOM OCNOXHEeHUN [26]. K nmapeHxumaTo3HbiM 3abone-
BaHUSAM NOYeK, conpoBoxaatowmnmes Al, OTHOCAT rnome-
pynoHedpUT, NMOJMKUCTO3 MOYEK M XPOHMUYECKYID 60Ne3Hb
noyek. MNpu nocnegHemn runepteHansa dopmmpyeTcs 3a cyeT
3a4EPKKM KNOKOCTH, TMNepaKTUBaLMN PEHUH-GHTMOTEH3U-
HOBOW cucTEMbI M geduunTa peHanasbl — depMeHTa, pas-
pylwatouero LMpKynmpyowme katexonaMuHbl. CHUXKeHWe ee
aKTUBHOCTM NPUBOAUT K YCUNEHUIO CUMNATUYECKOro BAMUS-
HUS 1 pocTy AL [27].

CepaeyHo-cocyancTble aHOMa N TaKKe UrpatoT 3Ha4u-
MYIO pOfib. Knaccuyeckum npumepom siBASeTCs KoapKTauus
aopTbl — BPOX/AEHHbIM MopoK cepaua (BIC), coctaBns-
owmnn 5-8% Bcex KapauanibHblXx Manbbopmauui y aeten
[28]. B paHHeM BO3pacTe OH MOMET MPOSABAATLCS LOKOM
M ancohyHKLMENn NeBOro xenygoyka, Torga Kak y 6onee
CTapwux nauMeHTOB BbIABASETCA CTOMKas rMnepTeH3us
BEPXHWUX KOHEYHOCTEN. [InarHOCTUYECKN BaXKHbIM BASeTCS
coyeTaHWe pasHULbl AaBNEHUSA MEXAY BEPXHUMU U HUMKHMU-
MU KOHEYHOCTAMM 6onee 20 MM PT. CT. M 3afEPXKKKU nynbca
Ha 6eApeHHbIX apTepusix. B mexaHnamax runepteH3unn yya-
CTBYIOT He TO/IbKO aHaTOMUYECKOE CYXKEHMWE, HO WU CHUXKe-
HWE 31aCTMYHOCTM COCYAO0B, IHAOTeNManbHas AUChYHKLMUS
W aKTUBaLMA PEHUH-aHTMOTEH3UHOBOM cucTembl [29]. daxe
nocne XMpypruyeckoro yctpaHeHus gedekta y 17-77%
4eTen B nocneayowem pa3BMBaeTcs runepTeHsus, 4to cBs-
3bIBAOT C COCYAWUCTbIM PEMOLENMPOBAHUEM W HEMOMHbLIM
BOCCTaHOBNeHMeM anactuyHoctu [30, 31]. AunarHo3 ycTta-
HaBNMBaETCH Ha OCHOBaHUM 3xoKapauorpadvu, AOMOMHM-
TenbHo ncnonbaytotess KT u MPT [32, 33].

Cpean 3HAOKPWUHHBLIX MPUYMH BTOpuUYHOW Al y aeTen
BbIAENSAOT NEPBUYHbLIA TMNepanbAOCTEPOHU3M, BPOXKAEH-
HYIO runepnaasuio Haano4yevyHWKoB, GeoxpoMoLUTOMY
N TUPEOTOKCUKO3 [7, 19]. 3Ha4MMbIM PaKTOPOM OcTaeTcs
caxapHblit guabeT: Mo AaHHbIM MCCNefOBaHWUM, rMNepTeH-
31a BcTpeyvaeTcs y 6-16% neten ¢ anabetom 1-ro Tuna
[18, 34]. B ocHOBe ee pa3BUTUS nexaT rMneprimkemums,
Kny6o4ykoBas runepduabrpaums, pacwmpeHme adpdepeHT-
HbIX apTepuon M aKTUBaLWs Ba30aKTMBHbIX GaKToOpoB
(MHCynnHoONogo6Horo ¢daktopa pocta 1, OoKcuaa aszo0Ta,
npocTarnaHAnMHoOB), YTO MPUBOANUT K MOBLIWEHUIO BHYTPU-
KNy604KOBOrO AaBNEHUSA U aKTUBALMU PEHUH-AHTUOTEH3H-
HOBOW cucTeMbl [21].

0Oco60e MecTo 3aHMMaeT MoHoreHHas Al, 06ycnoBneH-
Has MyTauMaMU OTAENbHbIX FTEHOB, PEryaMpyloLMX KaHanb-
LueBylo peabcopbumio Hatpua M mMeTabonn3m CTepPoOUAoB
[19]. K Takum dpopmam OTHOCAT CUHAPOM Jlnaana, CUHAPOM
[opaoHa M HeKoTopble BapuaHTbl BPOXAEHHOW runep-
naasun HaanoyYevyHWKoB. ogo3peHne Ha MOHOTEeHHYIo
NPUMPOAY BO3HWKAET MPU TAKENOW FMNepTEH3UU B MOSO-
4OM BO3pacTe M CEMENHOM aHamHe3e paHHero ae6ioTa
3a6oneBaHua. [Ans 3TUX MauMEeHTOB XapaKTepHbl Hapy-
WEeHNSA 3NEKTPOAUTHOrO Npoduna (aHOManbHble YPOBHU
Kanus, 6ukapboHaTta, anbjoCTEPOHa U aKTUBHOCTU PEHU-
Ha), @ OKOHYaTeNbHbIM ANArHO3 NOATBEPIKAAETCA reHeTu-
YeCcKUMm TecTupoBaHuem [35].

HaKoHel, NnekapCTBEHHO-UHAYLMPOBAHHAsA rMNepTeH-
31 MOXET BO3HMKaTb Ha GOHe NPUMEHEHUS CTUMYNATO-
POB LIEHTPaNbHOM HEPBHOM CUCTEMBbI, MIOKOKOPTUKOUAOB
WU opanbHbIX KOHTpauentuBoB [19]. O6bIMHO MNOBbIWEHWE
JaBfeHna Npu 3TOM yMepeHHoe ¥ o6paTUmMoe, OAHaKo
Yy OTAENbHbIX MNaLMEHTOB BO3MOXHO pa3BUTUE BblparkeH-
How AT.

Taknum o6pas3omM, BTOpMYHAsA rMnepTeH3nsa B negnatpuu
nmeeT pa3Hoo6pasHble MPUYMHBI, OXBaTbiBatowmne Hedpo-
NIOrMYecKne, Kapamonornyeckue, aHLOKPUHHbIE U FEHETH-
YeCKMe NaTofiormu, a TaKxe NIeKapCTBEHHblE BO3AENCTBUS.
Ee cBoeBpeMeHHas AnarHOCTMKa UMeeT NpuHUMNManbHoe
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3Ha4YeHune, TaK KaK JieyeHne OCHOBHOM NaToNorMu HepeaKo
NMPUBOAMT K HOpManusaLuun ALl 1 NpefoTBPaLLEHUIO TAXKe-
NbIX OCNIOMKHEHU.

O6cnepoBaHue pebeHKa

C apTepuvanbHOM rMNEepPTEeH3Uen

AnarHoctnyeckun npouecc npu Al y geten HayuHa-
eTcs ¢ TuwaTtenbHoro c6opa aHamHesa. BaxKHO yuynTbiBaTb
nepuHaTtaNnbHblh aHaMHe3 (0CNOXHEHU 6epeMeHHOCTH
y MaTepwu, recTalMOHHbIA BO3pacT, Macca Tena npu pox-
[IeHUN, HEeobBXOAMMOCTb rocnuTanu3aunu B OTAeNeHune
MHTEHCUMBHOW Tepanuu HOBOPOXAEHHbIX), AaHHble O nepe-
HeCeHHbIX 3ab60neBaHUAaX U MPeaLlecTBYIOWEM NeYeHnu,
NpUHUMaEMbIX eKapCTBEHHbIX CpeACcTBax, 0COBGEHHOCTAX
NUTaHWs, ypoBHe GU3NYECKOM AKTUBHOCTMU, MCUXOCOLIMU-
anbHblx aKTopax U CeMeWHON NpeapacnosioOKEeHHOCTH
K TMNepTeH3un Unn Apyrum cepaedvHo-cocyauctbiM 3a60-
nesaHuam [36, 37].

dusnKkanbHoe o6cneaoBaHne NO3BONSAET BbIABUTb KJK-
HUYECKME NMPU3HaKK, yKasblBalolMe Ha BTOPUYHYIO NPUPO-
[y TMNepTeH3uun. TaK, OTeKMU NnL,a, GPIOLLIHOM CTEHKW U HUXK-
HMX KOHEYHOCTEN MOryT CBMAETENbCTBOBATb O 3aAepiKKe
UOKOCTM Npu 3aboneBaHusax novyeKk. CuHapom KywwuHra
npoaBAAETCA XapaKTepHbIMU GEHOTUNMUYECKUMU U3MEHE-
HUAMMW: NYHOOBPA3HbIM INLOM, MOKPACHEHUEM KOXM, OXKMK-
peHnem No abaoMMUHaNIbHOMY TUMY, BbiPaXK€HHbIMW CTPUS-
MW Ha WBOTE U GOPMUPOBAHMUEM KMPOBOro «GU30HLETO
rop6a». Mpn KoapKTauuK aopTbl AMArHOCTUYECKU 3HAYK-
MbIMW MpU3HaAKaMK SBNSIOTCA pPasHuLL@ CUCTOMYECKOrO
[laBNeHnsa Ha pyKax u Horax 6onee 20 MM pT. CT., @ TaKXe
ocnabneHuve WanM oTcyTcTBME 6eapeHHOro nynbca. Y naum-
€HTOB C PEeHOBACKYNSpPHOW NaTonornen MoxeT oTMeYaTb-
cfl NOKanu3oBaHHaa 601b B 061acTh noyek. MoTAnMBOCTb
nagoHen, cepauebueHne U Tpemop Yalwe Bcero Habto-
[aloTcs NpPU 3HOAOKPUHHbLIX GOPMax rMNepTEH3UU, TaKUX
KaK TUPEOTOKCUKO3 nnn deoxpomoumtoma [38].

JlabopaTtopHble M MHCTPYMEHTa/lbHble METOAbI UCCeno-
BaHMA noabupatoTcs B 3aBUCUMOCTH OT KJIMHUYECKMX NOKa-
3aHUN U OEUCTBYIOWMX pekoMeHdauun. basoBbi gnarHo-
CTUYECKMUI aNnropuTM BKJIOYAET aHalu3bl, BbINOMHAEMbIE
BCeM nauueHTam ¢ Al He3aBMCMMO OT Macchl Tena, a Takxe
pacwupeHHoe o6cneaoBaHMe NMpy NOAO3PEHUU Ha BTOPUY-
HYIO FTMNEPTEH3UIO MU Hannyne cneumduyecknx GakTopos
pucka (tTabn. 2) [5, 6].

Ta6auuya 2. O6¢cnenoBaHue pebeHKa ¢ apTepuanbHON runepTeHsnen
Table 2. Examination of a child with arterial hypertension

MowaroBbii NOAX0A4 K JIeYEHUIO

apTepuanbHOW rMNEpPTEeH3Un y geten

CoBpeMEHHbIe KIMHUYECKWE PEKOMEHALMM NpeaycMa-
TPMBaIOT MHOrO3TaMHbIM aAropuT™M BeAEHUs AeTen M nof-
POCTKOB C NoBbileHHbIM AL n Al" 1-11 1 2-i cTaann. Takon
noaxon co4vetaet moguMduKaumio obpasa XKU3HK, perynap-
Hbl MOHUTOPWUHI M CBOEBPEMEHHOE HaMnpaBfieHUE K Y3KUM
cneuunanucTam [3].

MoBbiWeHHOE apTepHrasibHOe JaB/IeHue

Ha nepBoM 3Tane npu MNOBbIWEHHbIX 3HavyeHusax ALl
OCHOBHbIM METO[IOM Be[EHUS SBNSETCH HEMEAWKAMEHTO3-
Has KOppeKLuus, BKIoYalolas B cebs onTMMM3aumio nuTa-
HWS, KOHTPOJIb MacCbl TeNa, NOBbILEHNE GUNYECKOM aKTUB-
HOCTU M OrpaHu4eHune notpebneHnsa conu. [aHHbiA Noaxoa
[ONyCTUM y AeTen ¢ noBblweHHbiM ALl nnn Al 1-i cTenexu
npu OTCYTCTBMWM MPU3HAKOB MOPaXKEHUS OpPraHoB-Mullie-
Hen 1 GaKTOPOB BbICOKOI0 CEPAEYHO-COCYAMCTOro pUcCKa.
lNoBTOpHas oueHKa peKomeHayeTcs Yyepes3 6 Mec.

[Mpn coxpaHeHUn NOBbIWEHHbIX 3Ha4YeHnn ALl B TeueHue
12 Mec, a TaKXXe Npu Haluyum KIAMHUYECKUX nnn nabopa-
TOPHbIX MPU3HAKOB BO3MOMXHOIO COCYAMCTOrO MW OpraH-
HOrO PemMoJennpoBaHMsa NoKasaHo NPoBeAeHMUE CYTOYHOIo
MOHMTOPMpPOBaHusa A/l 1 paclIMPEHHOro AMarHOCTUYECKOro
obcnefoBaHua ¢ nocnefyowen KoHcynbTaunen OeTCKoro
Kapauosora unv Hedponora.

ApTepuanbHasi runeprteH3ns 1-u cragum

Y nauveHToB 6€3 CMMMNTOMOB MEPBbLIM lIAromMm sBAs-
eTcs NoBTOpHOe u3mepeHune ALl ¢ uHTepBanom 1-2 Hen.
Ha BTOopoMm aTane aaBfeHWe NpPoBepsieTcs B HECKONbKUX
TOYKax — B NpaBOW pyKe, Ha IeBOMN NpeansiedybeBon apTe-
pUM M Ha OAHOM M3 HUMKHMUX KOHEYHOCTEM, 4TO MO3BONS-
€T WCKNIOYMTb KOoapKTauuio aopTbl. [apannenbHo aatotcs
peKoMeHaaLUmMm No U3MeHeHuo obpasa Xu3Hu. Ecnm nocne
Tpex nocneaoBaTeNlbHbIX BU3UTOB C MHTepBanom 1-2 Hep
A/l ocTaeTcsi NOBbIWEHHbIM, BbINOMHAETCA ambynaTopHoe
MOHWUTOPMpPOBaHWE, NPOBOAMTCA YyrnybneHHoe obcnenoBa-
HMEe W NauWeHT HanpaBiseTca B creuuanM3vpoBaHHOe
yupexaeHue 45 OLLEeHKM COCTOSHNUS cepaLa U NoYeK.

ApTepuanbHasi runepTeH3ns 2-u ctagnum
B cnyyasix 6€CCMMNTOMHOIO TeYeHWUs peKoMeHAayeTcs
namepenue Al B BEPXHMUX U HUKHUX KOHEYHOCTSX, KOPPEK-

Karteropusa uccnepgoBaHui MeToabl UCTOYHUK
061 aHann3 KPoBW; 06LLMI aHaNN3 MOYU; YPOBEHb
BbasoBble nabopaTtopHble TECTbI KpeaTMHMHa U MoYeBUHbI; anekTponuTbl (Na, K, Ca); [5, 6]
rNOKO3a KPOBU; TUNUAHBIA NPOodUIb
AKTMBHOCTb PEHWMHA NNa3Mbl; aNbA0CTEPOH; KOPTU3ON;
JononHutenbHble nabopaTopHblie UCCneaoBaHuUs rOPMOHbI WMTOBUAHON }Kene3bl; KAaTEX0NaMUHbI MU UX [5, 6]
MeTabonuTbl B MOYe
AnekTpokapaunorpadus; axokapaunorpadus (oueHKa
MHCTpyMeHTanbHble METOAbI runeptpodum JTXK); ynbTpa3ByKoBOe UCCnefoBaHue [5, 6]
noyek v gonnneporpadus No4eyHblx apTepuin
MP- unu KT-aHrnorpacus novyeyHbix aptepuin; MPT
PaclwmpeHHble MeToabl NpY NOA03PEHUN
cepaua 1 cocyaoB; reHeTMYecKoe TeCTUpoBaHue nNpu [5, 6]
Ha BTOpUYHYIO Al
noJO3PEHNN Ha MOHOreHHble GOpMblI

lMpumeyarune. XK — neBbint enynouyek; Al — aptepuanbHas runepteHsuns; KT — KomnbloTepHas Tomorpadus; MPT — MarHMTHO-pe30oHaHce-

Has Tomorpadus.

Note. LV (JTXK) — left ventricle; AH (ALl) — arterial hypertension; CT (KT) — computed tomography; MRI (MPT) — magnetic resonance imaging.



LMs o6pasa KM3HU 1 NOBTOPHOE 06C/IefoBaHNE Yepes OaHY
Hegento. Ecnun ke rmnepteH3ns ConpoBOXKAaeTcs CMMNTO-
Mamu unu ypoBeHb Al npesbiwaeT 95-1 nepueHTUnbL 6onee
4yeM Ha 30 MM pT. CT. IM60 Yy NOAPOCTKOB 3HAYEHUS JOCTU-
ratot > 180/120 MM pT. CT., NALUMEHT NOANEKUT HEMENIEH-
HOMY HanpaBfiEHWIO B OTAENIEHWE HEOTIOKHON MOMOLM
AN9 Havyana Tepanuu. MNpu coxpaHeHUM BbICOKMX 3HAYEHUN
A/l nocne Hegenun HabnoaeHUs Heo6xoAnMbl aMbynaTopHoe
MOHUTOPUPOBAHWE U KOHCy/NbTalLMs LETCKOro Kapawuonora
unu Hedbponora Ans onpeaeneHns ganbHenLen TakKTUKM.

Takum o6pasom, nowarosBbii noaxon obecneyMBaeT
6anaHc Mexay paHHUM BbliBiEHWEM TPAH3UTOPHbIX COCTO-
AHUA U CBOEBPEMEHHON AUarHOCTUKOM CTOMKOW rMnepTeH-
31K, NO3BONAT MUHUMU3UPOBATL PUCK OCNOXHEHUI N N36e-
aTb M36bITOYHON0 Ha3Ha4YeHUs MeaMKaMEeHTOB AeTaMm
M NogpocTKam.

HeoHaTanbHbIM KapAMOCKPUHUHI npeacTaBnsgetr coboun
ob6s3aTeNlbHbIN aTan npoduiakTMyecKoro obcecnegoBaHus
HOBOPO/EHHbIX, HaMpaBfiEHHbIN Ha paHHee BbliBNiEHUE
KPUTUYECKMX U remoanHaMmnyeckn 3Hadymmblx BIC, npexae
BCEro MNpOTEKaloLWmX C NaTeHTHOM TUMOKCEMMER U MWHU-
ManbHOM KAWHUYECKOM CMMMNTOMaTMKOM B MepBble CYyTKU
KM3HW. OCHOBHbIM METOAOM HEeOHaTaNlbHOro KapAMOCKPU-
HWUHra SABASETCA MNYNbCOKCUMETPUS, NPOBOAMMAs BCEM
[OHOLEHHbIM M HEAOHOLWEHHbIM HOBOPOXAEHHbIM, KaK npa-
BWNO, B Bo3pacte 24-48 4 KU3HW, Nocne 3aBepLllieHns
nepexoAHoro nepuoaa KposoobpateHus [39].

MccnepoBaHue BbIMOAHAOT NyTeEM M3MepeHus caTy-
paunn kuciopoga (SpO,) Ha npaBoW pyke (MpeayKTasb-
HO) U Ha O4HOM M3 HUXKHWX KOHEYHOCTEN (MOCTAYKTasbHO).
CKPUHMHT cYnTaeTcsd oTpuLaTeNbHbiM Npu 3HaveHnax Spo,
> 95% Ha 06enx KOHEYHOCTSX M pasHuLE MeXKAY HUMM
He 6onee 3%. Kak NONOMMUTENbHbIN WMAWM COMHUTENbHbIN
pesynbTaTt pacueHnBaeTcs Npu CHUXEHUn caTypauun < 90%
XOTSl 6bl HA OAHOW KOHEYHOCTU 6O NPU CTOMKOW pasHULLE
nokasartenen 6onee 3%, 4To TpebyeT NOBTOPHOIrO U3Mepe-
HUS U AanbHenwero yrnyéaeHHoro o6cnenosanuns [39].

BbiiBneHWe naTonorM4yeckux nokasartenew npu Kap-
[OWOCKPUHUHIE SIBNSIETCA OCHOBaHMEeM AN HeMeANeHHOro
nposefeHns axokapanorpadum U KOHCynbTalMKU AETCKOro
Kapauonora ¢ Lefblo UCKYeHUsa KpuTudeckux BIC, Takmx
KaK KOoapKTauusa aopTbl, TPAHCMO3WUMSA MaructpanbHbiX
COCyaoB, CMHAPOM runonaas3vu neBbiXx OTAENOB cepaua,
TeTpaga ®anno v apyrne nopoku, NOTEHLMaNbHO yrpoxa-
lolwmMe K13Hn pebeHKa. B psage cnyyaeB KapAWOCKPUHWUHI
NO3BOSET 3aNo403pPUTb HEe TONbKO M30MPOBAHHYI0 Kap-

Ta6nuua 3. OcHoBHble NpuHLUKNbl AneTbl DASH y neten
Table 3. Key principles of the DASH diet for children

AManbHYl0 MaTonoruio, HoO U reHeTMYecKkne UM mMetTabonu-
YyecKkue 3a60oneBaHus, acCoOLMUPOBAHHbIE C BPOXAEHHbIMM
aHomanusamu cepaua [39].

TakMM 06pa3oMm, HeoHaTalbHbI KapPANOCKPUHUHT SBNSI-
eTCs BbICOKOYYBCTBUTENIbHbIM, HEMHBA3WBHLIM W 3KOHO-
MWYECKM OGOCHOBAHHbIM METOLOM PAHHEro BbISIBIEHUS
TSXKENbIX GOPM BPOXKAEHHOM cepaevyHO-COCYANCTOM NaToso-
TMU, CYLLECTBEHHO CHUXAIOLLMM PUCK MNO3HEN ANArHOCTUKM
M HeGNaronpPUATHbIX UCXO0B B HEOHATaNbHOM Nepuoae.

JleyeHue apTepuanbHON rMNEepPTEeH3UNn

MNepBon nuHKeN Tepanuu geTckon Al aBnatOTCS Hemeaum-
KaMeHTO3Hble BMellaTeNbCTBa, HanpaB/fieHHble Ha HopMa-
NU3aLM0 Macchl Tena, KOppPeKLUMo paLuoHa U NoBbilleHne
YPOBHS GU3NYECKOM aKTUBHOCTU. TN Mepbl paccmaTpuBa-
I0TCA Kak dyHAaMeHT NPOOUNAKTUKKN U NEeYEHUS TUNEepPTEH-
31K, NO3BONAOWMI 3aMeaNnTb NporpeccupoBaHne 3abone-
BaHWA U CHU3UTb NOTPEBHOCTb B IEKAPCTBEHHON TEPANuUK.

Anerta

PauuMoH urpaet KatoyeByto posb B KoOHTpone ALy aeten.
Hanb6onee npu3aHaHHOWM MOAENbIO MUTaHWUA SBASETCA AneTa
DASH (Dietary Approaches to Stop Hypertension), B ocHoBe
KOTOPOWM NEXUT ynoTpebieHne CBEXMX OBOLEN N PPYKTOB,
LLeNIbHO3EPHOBbLIX NPOAYKTOB, OPEXOB M 6OB6OBLIX MPU OAHO-
BPEMEHHOM OrpaHU4yeHUn HaTpus, Ao06aBAEHHbIX caxapos
W HacblLLEHHbIX }1poB (Tabn. 3, 4) [13, 40].

0Oco60e 3Ha4YeHUe NMEET CHUMKEHWE NOTPEBNEHNS CONM.
[loKka3aHo, 4TO KaxAbl AOMONHWUTENbHbIM FPpaMM HaTpus
B paLMOHe NPUBOAMUT K MOBLILLEHNIO CUCTONMYECKOTO AaBne-
Hus Ha 0,8 MM PT. CT. M AnacTonnyeckoro — Ha 0,7 MM pT. CT.
[20]. B 60nbluMHCTBE CcTpaH noTpebrieHne HaTpusa AeTbMMU
CYLLECTBEHHO MpPEBbIWAET pPEKOMEHAYyeEMble HOPMbl M3-3a
BbICOKOW 0K nepepaboTaHHbIX WM FOTOBbIX MPOAYKTOB.
B nonynsiuMOHHbIX UCCNeaoBaHUAX BbiiBAeHa NpsiMas CBA3b
MEXAY 3TUM GaKTOPOM U BbICOKOW pacnpoCTPaHEeHHOCTbIO
ATl: B Kutae B 2013 r. oHa pgocturana 18,4%, a B UHaum —
29,8% [13].

Kpome M36bITO4HOro NoTpebneHns Conu, ONONHUTENb-
HbIM GaKTOPOM pUCKa ABNAETCS BbICOKMI YPOBEHb caxapa
B paunoHe, 0CO6EHHO B BUAE CNAAKMUX HAMMUTKOB, YTO TECHO
cBA3aHO ¢ poctoM MMT. PacnpocTpaHeHHOCTb [AETCKOro
OXMPEHUSA B MUPE CTPEMUTENBbHO YBENMYMBAETCS B TEYEHNE
nocnegHunx 40 net, npuobpetas ANMLEMUYECKUI TpeHA.
TaK, pacnpocTpaHEHHOCTb OXMPEHUS Y AEBOYEK B Nepuoa
¢ 1975 no 2016 r. ysennymnack ¢ 0,7 go 5,6%; y manbuu-

Kateropus npoayktos PeKkomeHpayeTcs OrpaHnyYUuTb/UCKIIOYUTD UCTOYHUK
CokM ¢ po6aBneHHbIM caxapom,
OBoLWM U GPYKTHI Csexue oBolwM, GPyKThI, aroabl, 6060BbIe A P [13, 40]
KOHCEPBMPOBaHHbIE NPOAYKTLI C COMbIO
€/1bHO3epPHOBOM XN1e6, KPYnbl, MAKapoHbI Benbiit xne6, BbineyKa U3
3epHoBble NPOAYKTHI U P Py P o [13, 40]
13 LEeNbHOro 3epHa padUHUPOBAHHON MYKHM
06e3XNPEHHOE UK HUBKOXUPHOE
Mono4Hble NPOAYKTbI P N P HWpHbIe Ccbipbl, CIMBOYHOE MAco, CIMBKU [13, 40]
MOJIOKO, HOTypT, CbIp
HupHoe msco, konbacel, nepepaboTaHHoe
benkoBble NPOAYKThI Pbi6a, nTnua 6e3 KOXKU, 6060BbIE, OPEXU P MSICO pep [13, 40]
TpaHCKUpPbl, MaprapuH, NPOAYKTbI
PactutenbHble Macna (0IMBKOBOE, P p prap poay
Hupbl n macna C BbICOKMM CcoepXKaHneM HacblLEeHHbIX [13, 40]
NOLCONHEYHOE), OpeEXH, CEMEHa
MUPOB
[a3nMpoBaHHble ClajKue HanuTKu,
HanuTku Bopna, HecnagKkve HanUTKU P A [13, 40]
3HEepreTuKu
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Ta6nuua 4. PekomeHayemoe KonnyectBo nopumi no anete DASH y aeteit (B 3aBUCMMOCTM OT KaNOPUIHOCTU paLiMoHa)

Table 4. Recommended number of servings in the DASH diet for children (based on caloric intake)

Fpynna npoayKTOoB 1200 KKan/cyT 1600 KKan/cyTt 2000 Kkan/cyTt UcTouHUK
3epHoBble 4 nopuuu 5 nopuwum 6-8 nopuwum [43]
OBolm 3 nopuuu 4 nopumu 4-5 nopuuin [43]
DpyKThI 2 nopuum 3 nopuuu 4-5 nopuun [43]
Mono4Hble NPOAYKTbI 2 nopuum 2-3 nopuuu 2-3 nopuumm [43]
Msco, ntuua, peiba < 2 nopuumn < 2 nopuumn < 2 nopuun [43]
Opexu, cemeHa, 6060Bble 1 nopuusa/Hen 2 nopuuu/Hen 4-5 nopuunn/Hen [43]
Hupbl u macna 2 nopuuu 3 nopuuu 2-3 nopummn [43]
CnapgocTu <1 nopuwus/Hen < 2 nopuuu/Heq < 5 nopuun/Heq [43]

lNpumeyaHme. 1 nopuns COOTBETCTBYET CTaHAapTHON peKOMeHAyeMON Ben4mHe npoayKTa (Hanpumep, 1 noMTuK xneba, 1 cTakaH MOMoKa,

1/2 cTakaHa OBOLLEW).

Note: 1 serving corresponds to a standard recommended amount of a product (e.g., 1 slice of bread, 1 cup of milk, 1/2 cup of vegetables).

KoB — ¢ 0,9 no 7,8%, a obliee YMCNOo AeTEN C OXKUPEHUEM
B Mupe K 2016 r. goctmurno 124 mnH [41].

BaxHbiM HanpasneHueM guetbl DASH gaBnsetca ysenu-
4yeHne notpebneHns NpoayKToB, 6oraTtblX Kanuem, marHu-
eM W KnetyaTkon. Kanui okasbiBaeT aHTUIMNepTeH3UBHOE
JeNncTBue, n ero JoctatoyHoe noTtpebneHve ¢ 0BOLWaMM,
dpyKTamu 1 6060BbIMU CBA3AHO CO CHUMXKEHWEM YPOBHS A/l
y aeten [19].

PdusnyecKas akTHBHOCTb

PerynsapHas paBuratenbHas aKTMBHOCTb OKa3blBaeT
BblpaK€HHOE rMNOTEH3MBHOE BANUSHUE. ONTUMaNbHbIM CYK-
TaeTca coyeTaHuMe aspOOBHbIX YNpaxKHEHWW U TPEHUPOBOK
C OTdAroweHneM obLlen MNPOLOIKUTENBHOCTBIO HE MeHee
90 MHUH B Hegento. Mo AaHHbIM UCCcnefoBaHW, Takas npo-
rpaMmma crnoco6CcTBYeT CHUMKeHUIo AL Ha 4—9 MM pT. cT. [7].
Han6onee 3Ha4ymMmbin addEKT AOCTUraeTcs Npu coYeTaHnu
dU3NYECKMX Harpy3oK € AMEeTOn: npu coBMOAEHUU KOM-
NAEKCHbIX MeP HOpManu3auusa aaBneHus BO3MOXHa y 44%
neten ¢ Al [42].

Taknum o6pasom, MoanduKaunsa obpasa KU3HKU JOSIKHa
paccmaTpmMBaTbCA KaK KJOYEBOW 3Tan nevyeHus U npo-

dunaktnkm Al y geten. OgHaKo, HECMOTPS Ha AOKa3aHHYo
3pPEKTUBHOCTb, TPEBYETCH AanbHenllee HaKonJeHne aaH-
HbIX O 4ONIFOCPOYHOM BAUSHUM ANETHI U GUBUYECKUX YNpaXK-
HEHWW Ha CHWXeHue pacnpocTpaHeHHocTn Al [lpu aTom
KO/IMYECTBO MOPLMIA M KanOPUMHOCTb pauMoHa B pamMKax
oneTtbl DASH aonKHbl onpeaenstbCs WUHAMBUAYaNbHO —
B 3aBMCMMOCTM OT BO3pacTa U IHEPreTUYeCKnx noTpebHo-
cTen pebeHKa (cm. Tabn. 4) [43].

dapmaKosiornyeckoe se4yeHme

apTepunanbHON rMNepPTeH3NN y AeTen

HasHayeHne megmMKkamMeHTO3HOW Tepanuu npu Al y geten
noKasaHo B cny4yasax HeabdEKTUBHOCTU HEMEAUKAMEHTO3-
HbIX MEPOMPUATUIR, NPU CTOMKOM MOBbIWEHUN ALl, COOTBET-
cTBylOWEM 2-1 cTaauun Al, a TakKe Npu Haln4ymMm NpM3HaKoB
nopaeHus opraHoB-mulleHen [3, 6].

MpenapaTamu NepBON JIMHUKU CYUTAKOTCA MHTUMOUTO-
pbl aHrMoTeH3uHNpeBpallaowero depmeHTa (MAMND),
6nokaTopbl peuentopoB aHruoreHaunHa Il (BPA), 6no-
KaTopbl KaflbLUMEBbIX KaHanoB MNPOJIOHTMPOBAHHOIO
OEeNCTBUS U TUa3uiHble AuypeTuku (tTabn. 5) [3, 6, 44].
B-AopeHob6noKkatopbl He pPeKoOMeHAyeTcs MCnonb3oBaTb

Ta6nuua 5. lNepopanbHble NnpenapaTtbl, NPUMEHAEMbIE A/ IeHeHUs apTepuanbHOM TMNEePTEH3NN Y AeTeN
Table 5. Oral medications used for the treatment of arterial hypertension in children

HasBaHue HayanbHasa MaKcumanbHas KpaTHocTb HauGonee yactbie N060YHbIE
npenapara AoO3a Ao3a npuema adpPeKTbI
BeHaszenpun 0,2 Mr/Kr (go 10 mr) 0,6 mr/Kr 1 pas/cyT Kawenb, ronosHas 60/b, FONOBOKPY¥KeEHUE, cnabocTb
OHananpun 0,08 mr/Kr 0,6 Mr/Kr 1 pas/cyT Kawenb, ronoBHas 60b, FONIOBOKPYKEHKE, cNnabocTb
0,2 mr/Kr
KanpecapTaH <50 Kr: 4-8 mr 0,4 mr/Kkr 1 pas/cyT [onoBHas 60/b, FOIOBOKPYKEHNE
> 50 Kr: 8-16 mr
OnbmecapTaH 20-35kr: 10 mr 20-35Kr: 20 mr 1 pas/cyT [onoBHas 60/b, FOIOBOKPYKEHNE
P > 35 Kr: 20 mr >35Kr: 40 mr P y ’ Py
AMNOAUMNUH 0,06-0,3 mr/kr 5-10 mr 1 paz/cyT Mepudepryeckme oTeKN, NPUANBBI, FTONIOBOKPYKEHUE
YTOMNSEMOCTb, CHUXEHWE TONEPAHTHOCTH K Harpy3Kxe,
Na6etanon 2-3 Mr/Kr 10-12 mr/Kr 2 pasa/cyt npu6aBKa Macchl, yXyaleHne YyBCTBUTEIbHOCTH
K UHCYNTUHY
XII000THaSM 10-40 mr/Kr <2 net: 375 mr 1-2 pasa/cyT OpTocTaTMyeckas rMnoTEH3Us, rMnepKaibUnemMms,
P A > 2 net: 1000 mr P Y rMNepraMKemMus, rMnoKanneMmus

MpumeyaHue. [103MPOBKM U KPATHOCTb NpUema NpUBeAeHbl OPUEHTUPOBOYHO M [AOMKHbI KOPPEKTUPOBATLCA B 3aBUCUMOCTH OT BO3pacTa,
Macchl Tena pe6eHKa U KIIMHUYECKON CUTYaLUH.

Note. Doses and frequency of administration are approximate and must be adjusted based on the child’s age, body weight, and clinical situation.




B Ka4yecTBe CTapTOBOW Tepanuu, 0AHAKO OHWM MOTYT Ha3Ha-
YyaTbCsl B CNyYaax pe3ncteHTHow Al, npu HeNepeHoCUMoCTH
WAN NMPOTMBOMOKA3aHMSaX K npenapataMm NepBOW JIMHUM,
a TaK)Xe KaK AononHutenbHasa Tepanusa. CneayeT yyYuTbl-
BaTb, 4TO B-aApeHo610KaTOPbl NPOTUBOMNOKa3aHbl NaLMeH-
TaM ¢ 6pPOHXManbHOM acTMOM M caxapHblM guabeToM U3-3a
pUCKa ycyrybneHus TeyeHus 3abonesanHus [45].

BbiGop NneKapcTBEHHOro npenapata BO MHOIMOM 3aBu-
CUT OT npegnonaraemMon WauM yCTaHOBJIEHHOW 3Tuonornu Al
LleneBble 3HavyeHWs Tepanuu pasnnMyaloTcs B 3aBUMCUMOCTU
OT BO3pacrTa: y Aeten mnaawe 13 neT ueneBon ypoeHb A aon-
eH 6bITb HUXKe 90-ro nepuUeHTUAS AN BO3pacTa, Nona v pocTa;
y NoApocTKoB cTaplue 13 neT — < 130/80 mm pT. cT. [3, 6].

OTtpenbHOro noaxona TpebyoT AETU CO CTEHO30M MoYey-
HbIX apTepuit. TaKTUKa 3aBUCWUT OT CTEMEHW FUMNepTEH3UH,
OAHOCTOPOHHErO MK ABYCTOPOHHEr0 XapaKTepa nopaxeHus
M COMYTCTBYIOLLEro MOBPEXAeHUs noyeK. lNepBoHayanbHO
HeobxoanuMo CcHuKeHne A/l o 6e3onacHbiX 3HAYEHWUM
C NMOMOLLbIO aHTUIMNEPTEH3MBHbLIX NpenapatoB. Hanbonee
3 PEKTUBHbIMU B 3TUX cnyyasx aBnsatotcs MAMND n BPA, ogHa-
KO WX NPUMEHEeHWe NPOTUBOMOKa3aHO MNP ABYCTOPOHHEM
CTEHO3€e MOYEeYHbIX apTeEPU M3-3a PUCKA OCTPOro NMoBpPEX-
[EeHNS NMOYeK W runepkannemun. B pspge cnyvyaeB MoXKeT
noTpeboBaTbCs XMPYPruieckoe nevyeHue WM YpecKorKHas
aHrMonnacTuKka, xota 6osee 4Yem y MoJSIOBMHbI MaLMEHTOB
HEeo6X0AMMOCTb B MPUEME aHTUIMNEPTEH3UBHbIX Npenapa-
TOB COXpaHsieTcs M nocse BMellatenbcTea [46].

Mpn KoapKTauun aopTbl OCHOBHOM METO[ NevyeHns TaK-
e XMPYPrUYECKUIN MU YPECKOXKHbIN. TeM He MeHee, 0KOJo
20% peten na)ke nocne yctpaHeHus aedeKkta NpoaoKaT
Hy)[AaTbCA B MeAWKaMEHTO3HOW Tepanuu, 4TO CBS3AaHO
C OCTaTOYHbIMU U3MEHEHUSIMU COCYAUCTOM CTEHKU U peMo-
nenvpoBaHuem [18, 47, 48].

MoBpeXxaeHue opraHoB-MULLUEHEN NpH

apTepuanbHOi rMNepTeH3un y aeTeu

Al aBnsieTcsl OHOM M3 KOYEBbIX MPUYMH NMOPaArKEHMUS
OpraHoB-MULLIEHEW Y B3POC/bIX, OHAKO BCE GO/IbLLE AaHHbIX
CBUAETENbCTBYIOT O TOM, YTO MOBbIlWEHHOe ALl B AETCKOM
BO3pacTe TaKXe CBA3aHO C WM3MEHEHUSIMM CO CTOPOHbI
rofIOBHOr0 MO3ra, CepAe4yHO-COCYAUCTOM CUCTEMbI, MOYEK
W opyrux opraHos (Ta6n. 6) [49].

ronoBHoO¥H MO3r
Al MOXKEeT OKa3blBaTb KaK CTPYKTYPHOE, TaK U GYHKLMO-
HanbHOe BO3JeNCTBME Ha pa3BMBaloLMACA MO3I pebeHKa.

YcTaHOBMEHO, 4YTO NoBbiWeHne ALl accouuMnpoBaHo ¢ Hapy-
LWWEHNEM KOTHUTUBHbBIX QYHKLIMIA, BKIOYas CHUXeHMe pabo-
yen namsaTtu, BepbasbHOro 06y4YEeHUS, MESIKOM MOTOPUKMH,
CNOBapHOro 3anaca, CNOCO6HOCTH K BM3yaslbHOMY Mbllue-
HUIO U BErnocTn NUcbMeHHon peun [50, 51]. 3Tn Hapylue-
HUS MOTYT COXPaHATLCA BO B3POC/IOM BO3pacTe, NpuMBoAas
K CHUXEHWIO KOFHWTUBHbIX MOKa3aTesnen no CpaBHEHUIO
C HOpPMOTEH3MBHbIMK B3pocabiMu [50]. Mpu 3TOM 4acTb
nccnegoBaHuin orpaHMYyeHa MCnofib30BaHMEM CYObEKTMB-
HbIX ONMPOCHUKOB poAnTENemn, a He 06 BbEKTUBHbIX HEMPOMCH-
XONIOMMYECKMX TECTOB, YTO TPEBYET OCTOPOIKHOCTU B UHTEP-
npeTauuu pesynstaTos [2].

CepaeyHo-cocyamucTas cucTtema

KapavoBackynsapHble nocneacteus Al B neanatpuu
BKJIIOYAIOT B ce65 pa3BuThe runeptpodmm N1eBOro Xenyaouxka
(JTX), yTonwieHne KoMnieKkca MHTUMa-meaua COHHbIX apTe-
pUA 1 NOBbILEHWE CKOPOCTU MyNbCOBOWM BOJHbI. 3T U3Me-
HEHUS OTpaxatoT CTPYKTYpHOE pemoaenvpoBaHne MmoKkapaa
W COCyAOB, CBSi3aHHOE C Neperpyskov AaBNeHWEM M Hapy-
LeHWEeM 3N1aCTUYHOCTU apTepmnanbHOM CTEHKU. TunepTpodus
JUK y peten oueHWBaeTCs € MOMOLLbIO 3XxOKapauorpaduu,
oAHaKo abcontoTHas Macca JIXK 3aBUCUT OT pa3mepoB Tena
W nona pebeHKa, NO3TOMY AN AMArHOCTUKM UCMONb3yeTcs
nHaeke maccol JIXK (MJ1KN), paccynTbiBaeMbln Kak OTHOLIE-
HWe Macchbl JIXK K pocTy B cTeneHnu 2,7. MNoBbllEHHbIMU CYUTa-
loTca 3HaueHns > 45 r/m27 y Manbunkos v > 40 r/mM27 y aeso-
yek [52, 53]. Mpu aTOM y aeTen mnaglle 9O neT pekoMeHayeTcs
MCNOMb30BaTh NEPLIEHTU/bHbIE KPUBbIE M3-3a@ 3HAYUTENbHOM
BO3pacTHOM Bap1MabenbHOCTH.

Al TaK)Xe MOBbIWaET PUCK paHHero aTepocKieposa.
TonwmMHa KOMMNEKCa WMHTMUMa-MeguMa COHHOW apTepuw,
namepsiemMas ynbTpa3ByKOM, SIBASETCA HaAEXHbIM MOKa-
3aTefleM HayallbHbIX CTafuUh aTepOCKIEPOTUYECKOro Mpo-
uecca. [JONOAHUTENbHO MCNONb3YeTcs OLEHKa CKOPOCTU
NyN1bCOBOW BOJIHbI, KOTOPAas XapaKTepuayeT KeCTKOCTb apTe-
puanbHOM CTEHKW. Y AeTen C OXXMpPEHMEM 3TOT NnoKasaTtenb
NOBbIWEH, OAHAKO fake NpW HOPManbHOM WMHAEKCe mac-
Cbl Tena Hanuume Al acCcoUMMPOBAHO C YCKOPEHHbIM pac-
NpocTpaHeHUeM MynbCOBOW BOJHbI [54]. Aucnunuaemus
W apyrue conyTcTeylowme GakTopbl pUCKa AOMNOSHUTENBHO
YCUNMBAIOT AaHHbIM 3addeKT. HecMoTpsa Ha To, YTO METOAbI
OLLEHKM COCYAMCTOM KECTKOCTU U TONWMHBI MHTUMaA-Meana
y feTel NoKa He CTaHAaPTU3UPOBaHbI, OHX paccMaTpUBaloT-
CSl KaK nepcneKkTuBHble GuomapKepbl 4na ctpatudukaumm
puUcKa v onpegeneHns nokasaHui K GapmakoTepanuu.

Ta6nuua 6. OCHOBHblE OpraHbl-MULWEHW U TUMUYHBIE UBMEHEHUS MPY apTepuanbHON rMNEepPTEH3UK Yy aeTen
Table 6. Primary target organs and typical changes in arterial hypertension in children

OpraH-mMUlUEeHb OCHOBHbIE NPOABNEHUSA MeToabl AMArHOCTUKKU UCTOUYHMK
KOrHuTUBHbIE HapyLweHns (namaTb,
. BHUMaHWe, peyb, MOTOPUKa Helponcuxonornyeckoe TecTupoBaHue
[ON10BHOI MOT P puKa) port P 12, 50, 51]
CHUWXeHHWe pe3ynbTaTtoB Henposuayanuzauns (MPT, KT)
HEMNpPOonCMX0N0rnyeCcKnx TeCToB
Mneptpodus neBoro xenyaovka OxoKkapauorpadus (MJ1KN)
CepaLe v cocyabl YTonweHue KoMnaeKkca uHTMMa-meamna Y3W coHHbIX apTepui [49, 52-54]
MoBbIlWEeHHas CKOPOCTb NY/IbCOBOM BOJHbI OueHKa CKOPOCTU NySIbCOBOWM BOJHbI
MuKpoans6ymMUHypus .
g OTeVIiII M;/p O6LLNI aHaNU3 MOYM
Mo4ykun P yp . TecT Ha MUKPOanbByMUHYPHIO [55-57]
lporpeccMpoBaHne XpOHUYECKOM
Buoxumus Kposu (kpeaTuHUH, CKP)
60n1e3HU NoYeK

lMpumeyaHne. MPT — MarHuTHoO-pe3oHaHcHasa Tomorpadus; KT — KomnbioTepHasa ToMmorpadus; MM — nHaeKe maccbl N1eBOro Xenyaoy-
Ka; Y3 — ynbTpa3BykoBoe uccnefosaHune; CKP — cKopocTb KJTy604KOBOW dUNbTpaLmu.

Note. MRI (MPT) — magnetic resonance imaging; CT (KT) — computed tomography; LVMI (MJ1XKWN) — left ventricular mass index; US (Y3N) —

ultrasound; GFR (CK®) — glomerular filtration rate.
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OB30P JINTEPATYPbI

Mo4kn

Al OKa3blBaeT Bblpa)eHHOE BJUSHME Ha MOYKHU
N ABNSETCH OAHUM M3 GaKTOPOB NPOrpPeccMpoBaHUS XPO-
HMYyeckon 6one3Hn noyek (XbBI1). B geTtckom BoO3pacTe
pPaHHUM MPOSIBEHUEM MOPAXKEHUS CNYKUT MUKPoanbby-
MUHYPWS, OTparkatowasa Kny60o4KoByto runepduabTpaumio.
MpKn OTCYTCTBUM KOHTPONS AABAEHUS U HATMYUK NPOTENHY-
pun GopmMuMpyeTcs 04aroBbl U CEFrMEHTaPHbIW FOMepyNo-
CKNepo3, KOTOPbIN BedeT K yTpate GYHKLUMK NOYEK U pas-
Butuio XBI [55]. NccnefoBaHns noKasanu, 4To y AeTewn
C HeKoHTponupyemon Al CKOPOCTb CHWMXEeHUS OYHKLMU
noyeK Bbllle, YeM Yy AeTen ¢ Hopmanu3doBaHHbiM A/l [56,
57]. B yacTHOCTH, AaHHble nccnegoBaHusa Chronic Kidney
Disease in Children (CKiD) n CeBepoamepuKkaHcKon 6a3bl
TpaHcnaHTauMM MOYeK MNOATBEPMKAAIOT, YTO KOHTPO/b
[LaBNeHns ABASETCH KNo4YeBbiM GaKTOPOM 3ameaseHus
nporpeccupoBaHus XbI.

3AK/IIOMEHUE

Al B OeTCKOM BO3pacTe npeacTtaBnseTr cobon cepbes-
HY0O MeAMKO-CoLMabHyt0 NPo6aemMy, pacnpoCTPaHEHHOCTb
KOTOPOM HEYKNOHHO BO3pacTaeT B TeYeHWE MOCNeAHUX
LecaTuneTuin. BaxHbIM JOCTUKEHWEM B AMArHOCTUKE CTaso
LWUIMPOKOE BHeApeHWe amOBynaTOPHOr0 MOHWTOPUPOBAHMS
A/l, 4To no3BongeT 60nee TOYHO KraccuduumnpoBaTb PeHo-
Tunbl AT, B TOM YMce BbIIBNSATb TMNEPTEH3MIO «6eNioro xana-
Ta» U MaCKMpPOBaHHbIE GOPMbI.

OxupeHune aBngeTcq ogHUMM M3 Hanbonee 3HaYUMbIX
GaKTOpPOB pMUCKa, TECHO aCCOLIMMPOBAHHbIX C MEPBUYHOM
Al y peten u NogpoCTKOB. TeM He MeHee, OHO He ABNfA-
eTcsd eAMHCTBEHHOW MPUYMHON pocTa 3aboneBaemMoCTu:
reHeTM4yecKas npeapacnosiOKEeHHOCTb, OCOGEHHOCTH
o6pasa }¥MU3HU, SHOOKPUHHbIE N MOYEeYHble 3a601eBaHKA
TaK)Xe UrpatoT KAoYeBylo poib B OPMUPOBAHUM TUNEP-
TEH3UM.

MepBuyHas n BTOpuYHaa dopmbl Al mMoryt gebioTu-
poBaTb y)Xe B paHHEM BO3pacTe, YTO MOBbIWAET PUCK
NoBpPEXAEHUSI OpPraHoOB-MUIIEHEN — T[OJI0OBHOIO MO3ra,
cepaua, NMoyYyeK M COCyAOB — M CYLIECTBEHHO yBejn4YuBa-
€T BEPOSATHOCTb HeGNaronpuaTHbIX MCXOA0B BO B3POC/IOM
COCTOSIHMKU. HecmoTps Ha Hannume GapMaKonorMyeckux
NMOAXOJ0B K NIeYEHUIO, JaHHble O AOJrocpoYHon 6e3onac-
HOCTM M 3QDEKTUBHOCTM aHTUTMNEPTEH3MUBHBIX NpenapaTos
y OEeTeW OCTaloTCS OrPaHUYEHHbIMM.

B 31O CBA3K NPUOPUTETHBLIM HanpaBlEHUEM OCTaeTcs
paHHee BbiiBieHWE U MoaMdMKauus GaKTOPOB pUCKa,
dopMUpOBaHME 340POBOro obpasa XKM3HKU, paLUOHalb-
HOrO MNUTaHMA W ageKBaTHOM (GU3WYECKOW aKTUBHOCTHU
C OeTCcKux net. TaKoOM KOMMAEKCHbIM noaxoa no3Bonsder
He TO/IbKO CHM3UTb PACMPOCTPAHEHHOCTb TMMNEPTEH3MUMU,
HO M NMPeAoTBPaTUTb PaA3BUTHUE €€ TAXKENbIX OCNOXKHEHUN
B Gyayllem.

BKJIAl ABTOPOB

[.10. BacunbeBa — c60p AaHHbIX, 0630p Hay4YHbIX Ny6/n-
KalLwui no TeMe cTaTbM, NPOBEAEHME aHaNM3a AaHHbIX, HaMNu-
caHuWe TeKCTa PYKOMUCWM W YyTBEPIKAEHME OKOH4YaTENbHOrO
BapuaHTa Ans ny6anKaumm.

H.A. AHapnaHoB — pas3paboTka Au3arHa muccnegoBa-
HWS, y4acThe B pelakTMpOBaHWUM PYKOMUCH.

A.B. lToH4apoBa — 0630p Hay4HbIX Ny6AMKaLMi NO TeMe
cTaTbW, HaNMCaHWe TEKCTa cTaTbK, paboTa Co CMUCKOM nTe-
paTtypbl.

A.N. Knak — pa3paboTKa agusarnHa nccnegoBanus, c6op
[aHHbIX.

A.N. MMHHEXaHOBa — y4acTue B PefaKTUpPOBaHUK PyKO-
MUCK, aHaNM3 NONYYEHHbIX AaHHbIX.

[A.I. AnykakaBoBa — aHaln3 U cTaTUCTUYECKasa 06paboT-
Ka AaHHbIX.

H0.A. 3axapoBa — c60p 1 NpoBeAeHNE aHann3a faHHbIX,
yyacTue B peaKTUPOBaHWUM PYKOMUCH.

E.N. EMenbAHeHKO — HanucaHue U pefaKkTupoBaHue
PyKOMUCH.

M.3. Jly6eHel, — c60Op AaHHbIX, y4acTMe B HanucaHuu
PyKOMUCH.

B.B. JTanyTbKO — odopmaeHne CnnucKa nutepaTypsbl, y4a-
CTWe B HanucaHum pyKomnucu.

0.0. AbaynnnHa — aHanmna NoJly4eHHbIX AaHHbIX.

3.P. lKynoBa — y4acTue B HanncaHun pyKOnucu, pegakx-
TUPOBaHWE PYKOMUCH.

E.C. ApycTamoBa — aHa/n3 MNOyYEHHbIX AaHHbIX, yya-
CTWe B HanucaHum pyKomnucu.
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O6ocHoBaHMe. BocnaintenbHble 3aboneBaHnsi kKnwedyHnka (B3K) oTHOCATCA K rpynne XpOHUYECKUX peunanBUpPYIOLLMX
3a60/1eBaHNI KeNYAOYHO-KNULLIEYHOIr0 TPaKTa M BKKOYAaKT SA3BEHHbIN KOJUT U 60/1e3Hb KpoHa. OHM conpoBoXaakTcs
BOCMaleHMEM KUILIEYHON CTEHKU U MPUBOAST K KULLIEYHbIM cumnToMam (60/1M B XKMBOTE, AMapes, naToormieckme npu-
MecH B CTy/le) M YaCTbiM BHEKMLLIEYHbIM MPOSBAEHUSAM, BKJOYas dHAOKPUHHbIE HapyLIeHUs, NopaxKeHue OrnopHO-ABU-
rateslbHOro anmnapara, KOXu v ee npuaatkoB. B HacTosiuiee Bpems noaaepxmBaeTcs noauaTMoI0ornyecKkas KoHuenuyms
pa3BuTns B3K. B natoreHe3e K/4eBy0 pOJb UrPaeT MaNMoNaTM4eCKui ayToBOCnaanTe ibHbIN MPOLECC C BOBIEYEHUEM
3BEHbEB KaK BPOXXEHHOro, TaK 1 aganTMBHOro MMMYHHOIO OTBETa, Ha OHE KOTOPOro 3Ha4yuMbIi BKAa] BHOCSAT MU3MEHEe-
HUSI KAYECTBEHHOIO M KOJIMYECTBEHHOIO COCTaBa KULLIEYHOr0 MUKPOBGUOMA, HapylieHne 6apbepHON QYHKLMN KULLIEYHOM
CTEHKM U reHeTnyecKas npeapacrnonoxeHHocTb. Cpean BHEKULLIEYHbIX nposBaeHni B3K ocoboe BHUMaHue yaensercs
SHAOKPUHOMAaTUSIM, BKJIOYasl MOPaXKeHUs1 LWNTOBUMAHOM M MOMAKENYAOYHON XKenel3, HapylweHUs pocta, MUHEPasbHOro
u yrneBogHoro obMeHa. B getckou nonynsymm Habaogaetcs pocT 3aboneBaemoctn B3K, 4To onpegenset HE06Xo4MMOCTb
pPaHHeN AMarHOCTUKU M 3HaHUS BO3PACTHbIX 0COBEHHOCTEN KIIMHMYECKOMN KapTHHbI. OCO6bIV MHTEPEC NpeACTaBIsIioT Nepu-
HaTa/ibHble paKkTopbl pucKa B3K, Takme Kak crocob poaopas3pelleHmns U CPOK rectaLlmm, mMpuMeHEeHNe aHTMbaKTepHuaabHON
Tepanun B nepuHaTasbHbIf Nepuos, NacCMBHOE KypPeHUe MaTepu 1 ee Bo3pacT, KOTOPbIe MOryT OMoCcpeoBaHHO BANSATb
Ha popmupoBaHne MUKPOBUOTbI U UMMYHHOIO OoTBeTa pebeHKa. B3K u yennakusa umeroT obLLyro reHeTU4eCcKyIo rnpeapac-
10J10)KEHHOCTb M CXOXKME UMMYHOOMOCPEAOBaHHbIE MEXaHW3Mbl NaTtoreHes3a, BK/4Yas HapylueHne 6apbepHoON GyHKLUUH,
aKTMBaLMIO BPOXKAEHHOIO 1 agarnTMBHOIo MMMYHHUTETa, MUKPOBMOMHbIN AUc6anaHc U nepekpbiBatolymecss HLA- n He-HLA-
reHeTu4yeckue BapuaHTbl. 06e HO30/10MMKU XapPaKTePH3YIOTCS CXOKUMU BHEKULLEYHbLIMMW MPOSIBAEHUAMN (3HAOKPUHONATHH,
3a/lepKKa GU3NHECKOro Pa3BUTHS, MOPAXKEHUE MOAXKENYAO0YHOM Kenesbl 1 Ap.), 04HAKO NOo-MpexKxHeMy HefJoCTaTOYHO AaH-
HbIX O crienouKe Te4eHUs1 IHAOKPUHHbLIX 3a6oeBaHnii npu B3K v uennaknn B JETCKOM BO3pacTe, a Takxe 0 ¢paxkTopax,
CMoco6CTBYIOLUMX UX PA3BUTHIO.

Knr4eBbie cnoBa: BocrnanutesibHblie 3a60/1eBaHUsT KUILEYHMKA, AETH, LUMTOBUAHAS Ke1e3a, OXKUPEHUE, LIeIMaKns
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BCTPEeYaeMoCTHh 3HAOKPUHHOW naTonornun y geter ¢ B3K v uennakuen: ¢paktopbl, BAUSIOUME HA ee BO3HUKHOBEHME.
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BBE[EHUE

K BocnanutenbHbiM 3a6oneBaHmam KuweyHuka (B3K)
OTHOCATCH TaKkne 3ab0oneBaHus, Kak 93BeHHbIM KonuT (AK)
n 6one3Hb KpoHa (BK), xapakTepuayowuecs nauonatu-
YECKMM BOCMaJEHNEM Pa3/IMYHbIX OTAENOB YKeayao4Ho-
KWLIEYHOro TpaKTa.

Mpn BK npoucxoaut TpaHCcMypanbHOE MnopaeHue
Ha MPOTSKEHUWU BCEro OTAENA NULLEBAPUTENBHOM TPYGKH,
a npu 9K noparkaeTcs To/ACTas KuUlIKa C BOBMIEYEHWEM
TONbKO €€ CAM3UCTOM 060SI04YKM WM NOACIAU3UCTOro CJOoS.
Knuunyeckn B3K nposiBAgOTCA TakMMKM CUMMOTOMamu,
Kak 60/1b B }XMBOTE, XPOHWYECKAs Mapest, KULLIEYHbIE KPO-
BOTEYEHUS, aHEeMMUS, aCTEHM3aLUNs, NPUBOASALWNMU K 3HaA-
YUMOMY CHUKEHMIO Ka4yecTBa XMU3HU 60nbHOro [1].

B3K Bce yaue BcTpeyaloTCcs B AETCKOM MONyNnsuuu,
4yTo 06YyCNOBNIMBAET HEOBGXOAMMOCTb PaHHEW [MarHoCTu-

KW M onpeaeneHns TakTUKK nevyeHus. PaHHee (o 6 ner)
M HeoHaTaNbHoe Ha4vano B3K npuBnekaetr BHUMaHWe
uccnepoBartenemn, NOCKONbKY xapakTtepudyeTcs Haubonee
He6naronpUATHbIM U TAXKeNbIM TeyeHnem. OCO6eHHOCTAMM
[JaHHbIX 3a6oneBaHni B JETCKOM BO3pacTe ABAAIOTCA BNU-
SIHWE COCTOSIHMS KULIEYHWMKA Ha POCT U pa3BuTUE pebeHKa,
dopmupoBaHue cnexkTpa 4edULNTHbIX COCTOSHUI, HeNpea-
CKasyeMbl NPorHo3 60se3Hu [1].

[laHHble 0 YacTOTe BHEKMLUEYHbIX MPOSBEHUI U TEYEHUU
3a60/1eBaHMI CYLLECTBEHHO Pa3fiMyaloTcs B OTEHECTBEHHbIX
N 3apybexHbix nybauvkauusax. OHM 3aBWUCAT OT Bo3pacTa
neb6ioTa (aetm unu B3pochble), KNnHUYeckon dopmbl B3K
(9K n BK pasnuyHon nokanusauuu), cTaxka 3aboneBaHus,
nepuHatanbHbix GaKTOPOB (Macca Tena MNpu POXKAEHWMH,
MecaL, poxaeHus, non pebeHKa, cnocob pogopaspelleHus,
CceMenHbI aHaMHe3, Bo3pacT U o6pa3oBaHMe maTepu, BO3-



OEeNCTBME NeKapCTBEHHbIX npenapaTtoB) M Moaubuumpye-
MbIx dakTopoB. OgHaKo B psge UccneaoBaHwi nokasaHo,
410 Npu BK BHEKMWeYHble NPOsSBNEHUSA BO3HMKAIOT Yalle,
yem npu AK [1].

B naTtoreHese B3K kato4eByto ponb Urpaet nguonaTtunye-
CKMI ayToBOCNanMTENbHbLIA MPOLLECC C yHacTMEM 3BEHbEB
KaK BPOXAEHHOrO, TaK M aganTMBHOMO MMMYHHOIO OTBeTa.
Mpu BK npeo6napgatot Thl- n Thl7-onocpenoBaHHble peaK-
umu, Toraa Kak npu SK 6onee BbipaxkeH Th2-Tun oTBeTa
(Npn yvyactnn Th17-KNeToK), YTO COMNPOBOXAAETCH aKTMBa-
LUMeNn LUMTOKMHOBBIX KacKafoB M HapylleHWem perynsaumu
Treg/Thl7-6anaHca. B peannsauunn BocnaneHuns y4acTsytoT
MHOrO4YUCIEHHbIE MeanaTopbl: GaKTop HeKpo3a Onyxosu
anbda (TNF-a), TpaHchopmupylowmn dakTop pocta 6eTa,
MHTepnenkuHbl (IL) 12, -17 n -23, XeMOKWHbI, PpeaKTUBHbIE
dopmbl Kncnopoga, Henponentuabl. CylleCTBEHHYIO pob
UrpalT U HEUMMMYHHblE KNETKM — MWenouaHble, anuTe-
NiManbHble U Me3eHXMMallbHble K/ETKMU, KOTopble, B3au-
MOJENCTBYS C MMKPOOGMOTOM WM KNeTKaMu BPOXKAEHHOro
W afanTMBHOMO MMMYyHWUTETA, NOAAEPKMBAIOT U YCUAUBAIOT
BOCMaNIUTENbHYIO peaKkLMio B KWUWEYHOW CTeHKe. Yucno
npoBocnanuTeNbHbIX AEHAPUTHBIX KNETOK B Me3eHTepuab-
HbIX MMdaTUYECKMX y3nax BO3pacTaeT Nnpu BocnaneHuu
TONICTOrO KUWEYHUKA, YTO OTparkaeT yCuneHue NoKanbHoro
MMMYHHOrO oTBeTa. Y nauuneHtoB ¢ AK B numdatmyeckmx
y3nax OpblKEeMKM oTMevaeTcs MOBblEeHHOEe coAepKaHue
aKTUBUPOBaHHbIX B-TMMPOLMTOB NO CpaBHEHMIO C TAKOBbIM
B nepudepryecKon KpoBM 340POBLIX NIOAEN, YTO COOTBET-
CTBYET MpPM3HAKaM XPOHMYECKOro BOCMAIUTENbHOro Mpo-
Lecca n akTMBaumun aganTMBHOro UMMyHUTeTa. JeHApUTHbIe
KNIETKM WUrpatoT K/YEeBY0 POSib B aKTMBaALMKM acCoLMUpO-
BaHHbIX ¢ Thl 1 Th1l7 MMMYHHbIX OTBETOB, KOTOpPbIE ABNS-

I0TCA BaKHbIMWU MPOBOCMANUTENBbHBIMK Cy6nonynaumMamMum
T-xennepos., y4acTBylowmnmMn B natoreHese B3K. B KOHTeK-
cte B3K IL-12 umeeT ocoboe 3HayeHue, Tak Kak OH obe-
cneyunBaet anddepeHUnpoBKy Th1-KNETOK 1 nogaepu1Baet
Thl-onocpeaoBaHHbIM KNETOYHbIM MMMYHHbIA OTBET, acco-
LIMMPOBAHHbLIN C pas3BUTMEM W MOAAEep)KaHWeM Bocnane-
HUSl, 0c06eHHO Npu BK. Take OH CTUMYNMPYET BbipaboTKy
60NbLWOro Ynucna NPOBOCMANUTENbHbLIX LUTOKMHOB, TaKMX
KaK nHTepdepoH ramma 1 TNF-a, MogynupyeT akTMBHOCTb
LUMUTOTOKCHMYECKMX T-Knetok u NK-T-KNeToKk BPOXAEHHOro
UMMyHUTeTa [1, 2].

BbicKa3blBaeTcs NPeanonoXKeHWe 0 BOBEYEHUN B NaTo-
reHe3d B3K aguMnounToB M BbICBOGOXKAEHUM MpPOBOCMANM-
TeNbHbIX LUTOKMHOB, AUcOGanaHce nenTuHa 1 agunoHEKTUHA,
CHUXXEHWMM CUHTEe3a MYyLMHA, MHAYKLUMWU KULLEYHOM MPOHM-
LaemMocTn, GaKTepuanbHOW TpaHCNOKauUMW y MauWeHToB
C OXupeHueM. laToreHeTM4yecKne acneKkTbl B3auMoaen-
CTBUS OXKMpeHUsa 1 B3K ¢ TOYKM 3pEHUS MHCYIMHOPE3UCTEHT-
HOCTW 06YyCNnoBfEHbl B OCHOBHOM AEWCTBMEM FOPMOHOMO-
LO6GHbIX MEANaTopoB — NenTUHa, aAUNOHEKTUHA U HeAABHO
OTKPbITbIX aAUNOKMHOB PE3UCTUHA, BacnnHa U OMeHTUHa-1.
PasBuTHe runeprinkeMmmn 1 UHCYIMHOPE3UCTEHTHOCTU UHAY-
LIMPYET OKUCANUTENbHBIR CTPECC, MPUBOAALLMI K NOBpexae-
HUIO KNETOK. AAMMOHEKTUH, BblpabaTbiBaeMbli B OCHOBHOM
BUCLIepaNbHbIMU XMPOBbIMU KNIETKaMU, UrpaeT KIYyeBylo
poNib B perynsiuMmM MHCYNMHOPE3WCTEHTHOCTU, OKa3blBaeT
cynpeccuBHOE LeNCTBME Ha NPOBOCMaNMUTENIbHbIE LIUTOKMHbI
TNF-a u IL-6. B cBoto o4vepeab, TNF-a MHrMbupyeTr akTuB-
HOCTb TMPO3WHKMHA3bl B peLenTope UHCYINHA, YTO Cnocob-
CTBYET Pa3BUTUIO MHCYIMHOPE3UCTEHTHOCTH [3, 4].

Ponb MnKkpo6uoThbl B natoreHese B3K cTtaHoBuTCS BCce
60nee 04eBUAHON, YYNUTbIBAS €€ B3aUMOLENCTBUE C UMMYH-
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Background. Inflammatory bowel diseases (IBD) represent a group of chronic relapsing disorders of the gastrointestinal tract
and include ulcerative colitis and Crohn’s disease. These conditions are characterized by inflammation of the intestinal wall and
lead to intestinal symptoms such as abdominal pain, diarrhea, and abnormal stool contents, as well as frequent extraintestinal
manifestations, including endocrine disorders, musculoskeletal involvement, and lesions of the skin and its appendages. At
present, a polyetiological concept of IBD development is widely accepted. The pathogenesis is primarily driven by an idiopathic
autoinflammatory process involving both innate and adaptive immune responses, against the background of which alterations
in the qualitative and quantitative composition of the gut microbiome, impairment of the intestinal barrier function, and genetic
predisposition make a significant contribution. Among extraintestinal manifestations of IBD, particular attention is paid to
endocrinopathies, including disorders of the thyroid and pancreas, growth disturbances, and abnormalities of mineral and
carbohydrate metabolism. The incidence of IBD is increasing in the pediatric population, which underscores the need for early
diagnosis and awareness of age-specific clinical features. Of particular interest are perinatal risk factors for IBD, such as mode
of delivery and gestational age, exposure to antibacterial therapy during the perinatal period, maternal passive smoking, and
maternal age, which may indirectly influence the development of the child’s microbiota and immune response. IBD and celiac
disease share a common genetic predisposition and similar inmune-mediated pathogenic mechanisms, including disruption of
barrier function, activation of innate and adaptive immunity, microbiome imbalance, and overlapping HLA and non-HLA genetic
variants. Both conditions are characterized by comparable extraintestinal manifestations, such as endocrinopathies, delayed
physical development, and pancreatic involvement. However, in childhood, data on the specific features of endocrine disorders
associated with IBD and celiac disease, as well as on factors contributing to their development, remain limited.
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OB30P JINTEPATYPbI

HOM CUCTEMOW, BJIUSSHUE HA KMULIEYHbIM Gapbep M MOTeH-
unanbHoe yyacTve B WMHAYKUMM WAM NofdaBneHun Bocna-
NNTENbHbIX MPOLLECCOB. TpaHCNOUMPOBaHHbIE B YCNOBUAX
NOBbILEHHON MNPOHULAEMOCTU KuleyHoro Gapbepa 6ak-
TEPUN MOrYT BbI3BaTb ajanTWBHble UMMYHHblE peaKLuuu
Ha ob6lwure ans GaKTepu M OpraHOB YeNoBeEKa 3MNWUTOMI,
4YTO MPUBOAMT K Pa3BUTUIO BHEKHMLLIEYHbIX NposBaeHnit B3K.
Mpy B3K BO3MOXHbI NopaxeHus NtobbiXx OpraHoB, HO Hau-
6onee 4acTo nopaxkaemble OpraHbl-MUILEHW — OMOPHO-
ABUratenbHbll annapat, Koxa U ee NpuaaTKK, CU3nUcTble
060/104KH, OpraH 3peHus, renatobunmapHas cuctema, dHA0-
KpUHHas cucTeMa (nocnefHsas O6yaeT pacCMOTpeHa HUKe).
CneunduryHbiMK NS AeTCKOro Bo3pacTa npu B3K asnsioTcs
HapylleHUs dru3n4ecKoro pas3BuTns pebexka [2].

leHeTMYecKne GaKTopbl TaK)Ke 3aHWMaloT LeHTpaib-
HOe MeCcTO B MOHMMaHuMW NpeapacnonoxeHHocTM K B3K
M MOTYT CY>KWUTb OCHOBOW ANS PaHHEN AMArHOCTUKK U npe-
OVWKTUBHOW MeAMULMHbI. [TONHOreHOMHbIM NMOUCK accouuma-
unn (genome-wide association studies; GWAS) o6Hapy»un
6onee 200 Bapuauui B reHome (B TOM YMCie OAHOHYK/1EO-
TUAHble nonumopduamel (single-nucleotide polymorphism;
SNPs), MHCepUMOHHO-AeNeUnoHHble MyTauuu (insertions
n deletions; in-dels)), accounnMpoBaHHbIX ¢ Pa6oTON MMMYH-
HOWM cMCTEeMbI, OTBETCTBEHHbIX 3a pa3BuTre B3K [1, 2].

Hamu 6b11 npoBefeH onucaTesbHbii 0630p NUuTepaTypbl
4NS M3yyYeHns B3amMocsa3n Mexay B3K v 3aboneBaHus-
MU SHAOKPUHHbIX Xenes. MMoucK oxBaTbiBan ny6auvKauuu
nocnegHux 5 net Ha aHrMMIUCKOM M PYCCKOM A3blKax B 6a3ax
AaHHbIx PubMed, GoogleScholar, elLibrary. B aHann3 BKAto-
YyeHbl KaK negmMaTpuyeckue (CybbeKTbl B Bo3pacTe < 18 ner),
TaK u B3pochble (Cy6beKTbl B Bo3pacTe > 18 neT) nccnego-
BaHMS C YHETKUM pa3geneHnem aTux NonynsLum; Npu orpaHm-
YEHHOCTW NeanaTpPUYeCKUX AaHHbIX NPUBNEKanu CBefeHUs
0 B3POC/blX 415 BbISIBNEHUS BO3MOXHbIX NPO6ENOB B Uccne-
LOBaHUSAX.

Pa6oTbl nocnegHux neT BbIIBASIOT BCce 60fnee TecHble
B3aMMOCBA3N Mexay OGYHKLMOHMPOBAHWEM LWUTOBUAHON
enesbl U COCTOSIHUEM KEeNyAOYHO-KUILEYHOro TpaKTa.
KuweyHnk — ueneBon opraH Ans rOPMOHOB LWMTOBMA-
HOWM Xene3bl — TUPOKCUMHA M TPUNOATUPOHUHA (T4 n T3),
LeNCTBME KOTOPbIX peanu3yeTcs Yepel A4epHbi pelen-
TOp TupeounaHblx ropmoHoB al (thyroid hormone receptor
al; TRal), aKcnpeccupyembin B 3nNUTENMalbHbIX KaeTKax
KUleYHMKa. MMeHHO cBs3biBaHUe ¢ peuentopom TRal obe-
cneynBaeT MHOMoOYUCTIEHHbIE 3PPEKTbI 3TUX FOPMOHOB [5,
6]. MMKpobMOoTa KMWEYHNKa y4acTBYeT B CUHTE3E U TMAPO-
NIM3€ MOJIEKYN FTOPMOHOB LWMTOBUAHON enesbl. MMKpOoGHble
MeTabonuTbl NOTEHLMaNbHO MOryT Cnoco6CTBOBaTb pas-
BUTUIO @yTOMMMYHHbIX MOPaXeHW opraHa, MOAYIupys
UMMYHHbIZ OoTBeT [7, 8]. B3anmMocBA3b Mexay naTtonoruem
WMTOBUAHOM enesdbl 1 B3K 6bina M3yyeHa B HECKONbKUX
nccneaoBaHusX, peaynbTaTbl KOTOPbIX OKa3aluCb pasHo-
POAHBLIMU U faxKe NpoTUBOPeYnBbIMK. [TonepeyvHoe nccneno-
BaHue, npoBegeHHoe B AHrnunm ¢ yyactvem 300 nauneHToB
¢ 9K, BbIIBUNO 3HauyuTeNlbHOE yBENMYeHWe pacnpocTpa-
HEHHOCTM TUPEOTOKCMKOo3a [9]. Kpome Toro, HECKONbKO
nccnenoBaHM NMokasanu, 4To y naumeHToB ¢ B3K moxer
OblTb MOBbIWEHa NPeApacrnoNOXeHHOCTb K KaHueporeHe-
3y wutoBMaHOM enesbl [10, 11]. Tak, y cy6bbekToB ¢ B3K
BblSIBNIEHbl UBMEHEHUSA pPa3MepoB U QYHKLMU LWMTOBUAHON
enesbl — KaK C KAMHWYECKU 3HAYUMbIM FUNEePTUPEO30M
UK TMNOTMPEO30M, TaK U 6e3 Hux [12]. Tem He meHee, TOu-
Hasi pob FOPMOHOB WMTOBUAHOWM Xenesbl B natodnanono-
rmn B3K octaeTcs HesiCHOW.

Taknm 06pa3om, Kak NoKa3blBaeT KIMHUYECKas NpaKkTu-
Ka, B3K HepeaKo accounnpytoTes ¢ Apyrmmu MMyHoomnocpe-
[OBaHHbIMK 3a60oneBaHUAIMM — PEBMATOUAHBLIM apTPUTOM,

CUCTEMHOM KpacHOM BOMYAHKOW, TMNOTUPEO30M, CaxapHbIiM
nvabetom 1-ro Tmuna (CA1), ncoprva3om, 6pOHXManNbHOM acT-
MOW, NEPHULIMO3HON aHEMMEN U Liennakuen [13, 14].

CAXAPHbI! AMABET 1-ro TUNA

Mo gaHHbIM KWTAMCKOro meTaaHanu3a, BbINOMHEHHOIO
S. Lu 1 coaBT. U BKJ4YMBLIErO 60siee 45 Tbic. NaUMeH-
ToB ¢ B3K (B ToM uncne ¢ BK), 6bi1 nokasaH yMepeHHO
NOBbIWEHHbIN PUCK pa3BuTus C1: CKOPPEKTUPOBAHHbLIN
nokasartenb pucka ang CA1 y naumeHToB ¢ B3K coctaBun
oKono 1,2 (95% nosepuTenbHblii MHTEpBan (AN) 0,90-1,59).
Mpu ctpatudumKaumMm No pernoHam NPOAEMOHCTPUpPOBaHa
nonoxutenbHas accounauunsa mexxay bK n C1 B CeBepHom
EBpone ¢ oTHoweHneM waHcos (OLL) 1,65 (95% AN 1,43
1,90). Y nauneHToB ¢ AK B U3paunne TaKkKe 3aperncTpupo-
BaH 6oJiee BbICOKMI pUcK pa3sutua CAL ¢ Ol 1,70 (95%
AN 1,38-2,09), 4TO noavYepKMBaAET Po/b reorpaPuyeckux
M reHeTM4yecKkux GaKkTopoB B GOPMMPOBAHMM B3aWMOCBS-
31 mexay B3K u CA1. MNMonHbIM MeTaaHanM3 He BbISBUN
focToBepHon cBa3n mexay B3K n CA1 B obuen BbiGop-
Ke nauueHToB. OfHaKo MNoOArpynnoBOM aHanu3 nokasan,
410 y naumeHToB ¢ BK unn 9K u3 otaenbHbix reorpaduye-
CKMX PErMOHOB pUCK pa3BuTna CAL MOXeT ObITb BbilWe, HeM
y nuu, 6e3 B3K [15].

B wuccnepoBaHnn u3pannbcKkux Konner |. Ghersin
M CoaBT., KOTOPble NpoaHanuM3upoBanu AaHHole 891 noa-
pocTka ¢ B3K (595 ¢ BK, 296 c 4K; cpeaHuin Bo3pact —
17,1 ropga) u 1 141 841 4yenoBeKa B KOHTPOJIbHOW rpynne
3a nepropg 2002-2016 rr., MHOropaKTOPHbIM aHaNM3 NoKa-
3an, 4to BK TecHo accouuunpoBaHa ¢ aptputom (O 4,6;
95% AN 2,4-9,1) n 3a6oneBaHUAMMU LINTOBUIHOW Kenesbl
ouw 2,6; 95% AN 1,2-5,5). Mpu atom CAL ¥ uennakus
(Ol < 1) He NpoAEMOHCTPUPOBANU 3HAYNUMOM CBA3K C Ana-
rHo3om BK. MNMpumeyaTtenbHo, Y4TO BbIIBAEHHbIE accolMalmm
OblIN CTATUCTUHECKM 3HAYMMbl TONBbKO Y MaLMEHTOB MYXK-
cKoro nona [16, 171].

B KuTalckui metaaHanu3 S. Lu v coaBT. Gblin BKIO-
yeHbl 45 103 nauuneHta ¢ BK n 76 046 nauneHTtoB ¢ AK
(aetv v B3pochnble). KomnaeKcHbI aHan1M3 He NOATBEPAUN
OAHO3HAYHOWM, YHMBEPCANIbHOM CBA3KM MeEXAy ABYMS ayTo-
UMMYHHbIMX 3a60/1EBAHUSMU BO BCEX M3YYEHHbIX NONyns-
umnsax. OgHaKko cy6aHanu3bl NoKasann 60nee BbICOKMI PUCK
pazsutna COL1 B onpefeneHHbIX perMoHanbHbIX rpynnax
nauneHToB ¢ BK unun AK. CBoaHbIM noka3aTenb pucka (OLL)
passutna CA1 y nauynenTtoB ¢ AK coctaBun 1,20 (95% AU
0,90-1,59) no cpaBHEHWIO C KOHTPOJbHBLIMKU rpynnamu [15].

NOPAXKEHME NOMXKENYAO4YHOM XKEJE3bI

lMopa)keHne  MNOAXKenyao4yHOW Keneldbl Hepenko
BCTpeyaeTca y nauneHtoB ¢ B3K n moxeT BapbupoBaTb
0T 6€eCCMMNTOMHOIO MOBbILWEHNS CbIBOPOTOYHbIX MaHKpea-
TMYECKMX PEPMEHTOB M CTPYKTYPHbIX aHOManaui NpOTOKOB
[0 Cepbe3HblX HapyLEeHWH, TaKMX KaK OCTPbIM MaHKpeaTuT.
BONbLWMHCTBO OTEYECTBEHHbLIX aBTOPOB, @ TaK)Ke Yy4eHble
n3 ANOHUKU 1 MTanuu cXoasaTcs BO MHEHWW, HYTO NOpParKeHus
NOAXKEeNyaO4HOM XKenesbl (OCTPbIA NaHKpeaTuT, ayTOMMMYH-
HbI NMaHKPeaTUT, CKAEPO3UPYIOLNIA XONaHIUT) Yalle BCTpe-
yatotca npu BK — Kak y geten, Tak n B3pocnbix [1, 17-19].

NMATOJIOrUSA WUTOBUAHOM XXENE3bI

CornacHo AaHHbIM AaTCKOro MonynsiLMOHHOrO ucchne-
posaHug L.R. Jglving n coaBT., B KOTOpPOE OblIN BKJIIOYEHbI
6822 pebeHKa n nogpocTka ¢ B3K 1 337 728 4enoBeK KOH-
TPONbHOM rpynnbl (CpeaHU BO3pacT Ha MOMEHT yCcTaHOBNe-
HUs anarHo3da B3K — 16 nert), puck pa3Butusa 3a6oneBaHni
LLMTOBMAHOM }enesbl y naumeHToB ¢ BK coctaBmn 1,0 (95%
AN 0,75-1,32), To ecTb He oTaM4ancs oT NonyasLMOHHOrO.



Y netei 1 noapocTKoB ¢ AK p1cK 3a6oeBaHUN LWNTOBUAHOWM
enesbl 6bln Bbilwe M coctaBun 1,32 (95% AN 1,04-1,69).
ABTOPbI TaKXe OLEeHNIN CPOKN BO3HUKHOBEHUS CONYTCTBY-
lolWen NaTonorMm 1 NoKkasanu, 4Yto 3aboneBaHns WUTOBUA-
HOM »enesbl, uennakma, CA1 n CA2 vauwe pasBuBaIUCb
cnycta 6onee 4em 20 neT nocne ycTaHOBNEHUS AMarHo3a
B3K, T0 ecTb y)Xe BoO B3pocioM Bo3pacTe [14].

MHTepecHO, 4To, MO AaHHbIM KUTANCKUX UCcceaoBaTenemn
T. Su v coaBT., Hannune 6one3Hun penBca M accoLMUpPOBaH-
HbIX C HEW FEHETUYECKMX BapMaHTOB MOBbILIAET PUCK pas-
BUTMA BK, Toraa Kak 9K, HanpoTMB, MOXET CHUXKAaTb BEPOSAT-
HoCTb 60ne3Hu penBca [14, 20-22]. B aByHanpaBneHHOM
MeHAEeNeBCKOM paHAOMW3aLMOHHOM aHanuM3e, OCHOBaH-
HOM Ha MOJIHOTEHOMHbIX AaHHbiXx 212 453 yyacTHWKOB
13 AnoHcKoro 6uobaHKka n MexayHapoaHOro KoHcopuuyma
no reHeTnke B3K, nokasaHo, 4To reHeTn4YecKn npegonpeae-
neHHoe Hanuyne B3K yBennumBaet puck 6one3Hu MpenBca
Ha 24% (OW 1,24; 95% AN 1,01-1,52; p = 0,041). BK acco-
LMMpoBaHa C NoBbIWEHWEM pUCKa 6one3Hn Mpensca, Torga
Kak 7K, cornacHo reHeTMYeCcKUM AaHHbIM, MOXeT obna-
AaTb NPOTEKTUBHbLIM 9OdEKTOM B OTHOWEHMU ee pa3BUTHS.
B o6paTHOM HanpaBfeHWU FeHEeTMHEeCKM 0OYyCNnoB/EHHas
60ne3Hb [penBca MOXET HE3HAYUTENbHO YBENMYMBATb PUCK
BK, npu atom y6eantenbHbiX AaHHbIX O MOBbIWEHWM PUCKa
AK nnn B3K B uenom npu 60ne3Hn MperBca He Nosly4eHo
[22].

B paboTte uTanbaHcKkux uccneposatenen V. Calcaterra
M COaBT. Obliv NMPoOaHaNM3MpPOBaHbl Kak neauaTtpuyeckue
(Monoxke 18 neT), TaKk 1 B3pocble (cTaplie 18 neT) naumneHThbl
¢ B3K. ABTopbl NnoKasanu, 4To pacnpocTpaHeHHOCTb TUPEOD-
navTay B3pochnbix nauneHTos ¢ B3K B Lenom He npeBsbiaeT
TaKoBYIO B 06Len Nonynaummn, Toraa Kak puck runepTmpeo-
3a y B3pocabix 60MbHbIX AK BbilWe, YEM Y UL, KOHTPONbHOM
rpynnbl. B OTHOWEHWWN AETCKOM KOropTbl AAHHbIE O HageX-
HoM Koppensumu SK ¢ 6onesHblo MperBca M TMPEoOUanToM
XalnMOTO Ha CEeroAHsALWHWI AeHb OTCYTCTBYIOT [21].

B peTpocneKTMBHOE UccneaoBaHUe UTanbSHCKUX aBTo-
poB M.P. Dore v coaBT. 6bi1n BKAOYEHbl 313 B3pOC/bIX
nauneHToB ¢ B3K (90 ¢ BK 1 223 ¢ 9K) n 833 yenoseka
6e3 B3K, NnpoxoanBLUMX KOMOHOCKOMNUIO MO CKPUHWHIOBbLIM
noKasaHuaMm (KOHTponbHas rpynna). 3aboneBaHusa LWUTO-
BWAHOM }enesbl KnaccubuunpoBanm no GyHKLMOHaANbHOMY
cTaTycy KaK ruMnoTMpeo3 uau runeptupeos. KnuvHuyecku
3Ha4YnMble HapyLweHns GYHKUMKU WNTOBUAHOM enesbl 6blv
BbiiBfieHbl y 205 (17,9%) o6¢cneaoBaHHbIX, MPU 3TOM MX pac-
NPOCTPaHEHHOCTb 6blna AOCTOBEPHO HUXKE Yy MNauueHToB
¢ B3K no cpaBHeHWto ¢ KoHTponem (8,3% npoTtns 12,9%;
p =0,029). MHorodaKTopHbIA aHanuM3 Mnokasan 6onee
BbICOKMIM PUCK HapyWeHUN GYHKLUMU LWMTOBUAHOW XKene3bl
y *eHuwmH (OW 2,72; 95% AN 1,88-3,92) u y nuL, cTapluero
Bo3pacTa (Ol 1,01; 95% AN 1,00-1,03), a TaKKe CHUKEH-
HbI pUcK Npu Hannymm B3K (OW 0,51; 95% AU 0,34-0,76),
0CO06EHHO Ana runotupeosa y nauueHTtoB ¢ AK (OLL 0,33;
95% ON 0,17-0,66). N3 yeTbipex cnyyaeB paka WUTOBUA-
HOW »kenesbl B BbIGOPKE TONbKO OAMH Gbla AMarHoCTUPOBaH
y naumeHTa ¢ B3K [23]. ABTopamu caenaH BbiBOA O TOM,
YTO PUCK pa3BUTUSA 3a60J/IEBAHNUI LLMTOBUAHOWM Xene3bl Obln
HWKe y naumeHToB ¢ B3K No cpaBHEHWIO C KOHTPOAbHOM
rpynmnow.

U3BbITOYHAA MACCA TEJIA, OXXUPEHME

OTHOCUTENbHO B3aMMOCBSA3M M3BLITOYHOM MaccChl Tena
n oxkupeHus ¢ B3K B nuTepatype npeacTaBfieHbl ABe Mpo-
TUBOMOJIOXKHbIE TOYKM 3PEHUSs, KarKhas M3 KOTOpbIX Nnoa-
KpenneHa HabnoaeHnsaMM Ha BblGOpKax NauueHToB. Tak,
B poccuinckom o63ope I.P. BUK6aBOBOW U COABT., BbINMO/HEH-
HOM Ha maTepuane B3pPOC/0W NONynaLuMK, aBTopbl NPULWIK

K BbIBOAY, YTO OXXMPEHME MOXKET paccMaTpmnBaTbCs Kak Map-
Kep MeHee Tsenoro TedeHusa B3K. MNokasaHo, 4To y 60/b-
HbIX K 1 BK ¢ M36bITOYHOM Maccom Tena 1 OXKMPEHUEM pexe
BO3HMKAIOT MNOKa3aHUs K XMPYypruyeckomy BMeLaTenbCcTBy
W rocnutanusaunv no nosogy B3K no cpaBHeHMWIO ¢ naum-
€HTaMW C HOpMaNbHOW WMAM HeJOCTATO4YHOM MaccoWl Tena.
BmecTe ¢ Tem, B 3TOM e paboTe OTMEYEHO, YTO Y 60JIbHbIX
AK He BbISIBNEHO CBA3M MEXAY BbICOKUM MHAEKCOM MaccChl
Tena (MMT) u cTeneHbto TAXeCTU 3aboneBaHus; Npu 3ToM
OXMPEHME acCoLMMPYETCH C MeHee TaxKeNblM TedeHnem AK
n BbK [3, 4].

Mo paHHbIM amMepuKaHCKUX uccregoBatenen A. Jain
W COaBT., Y eTEN C OXKUPEHUEM U M3OLITOYHON Maccon Tena
(n = 4972), y KOTOpbIX HeaaBHO 6blI0 AMArHOCTUMPOBAHO
B3K, 4yepes rog nocne BepuduKaLmm guarHosa He oTmeye-
HO YXYALIEHWS COCTOSIHUS MO CPaBHEHWIO C AETbMMU C HOP-
ManbHOM Maccon Tena. Y geten ¢ 9K He 6bi10 BbISIBNEHO
pasnuyMim B aKTMBHOCTM 3abosneBaHua B TeyeHue 1 roga,
ana bK TeHaeHuus BbiiBNsnacb no wkane PGA (Patient
Global Assessment): oTcyTcTBME aKTMBHOCTM — Yy 43%
npotus 58%, nerkas dopma — y 48% npotns 36%, ymepeH-
Has/Tsxenasa ¢opma — y 9% npotuB 7% y AeTen ¢ oxupe-
HMEM MO CPaBHEHUIO C AETbMM C HOPManbHOM Maccom Tena
(p <0,01) [24, 25].

OpHako amepuKaHckue wuccnegosatenn P. Sehgal
W COaBT. NOAYYMUUN UHbIE pe3ynbTaThl. MNauneHTbl 6blan nep-
BOHavaNbHO pa3jaefieHbl Ha ABe KoropTbl — ¢ BK (n = 1573)
nc 9K (n = 1234), a 3aTem KnaccuduumMpoBaHbl No BO3pa-
CTY Ha MOMEHT YCTaHOBNEHUS anarHo3a Ha 5 rpynn: < 18,
18-24,25-44,45-64 n = 65 net. CpegHnint UMT Ha MOMEHT
BepuduKaumnm B3K coctasun 20,0 Kr/M2 (MEKKBAPTUILHbIN
pa3max (IQR) 18,0-24,0) y nauMeHTOB, KOTOPbIM AMArHo3
6bln ycTaHOB/EH B Bo3pacTe < 1 8 neT, n 26,9 kr/m2 (IQR
23,1-30,0) y nauneHToB ¢ aeb6ioToM 3aboneBaHUs B BO3-
pacte > 65 net (p < 0,01). Bo Bcex BO3pacCTHbIX rpynnax
3Ha4yeHns MMT octaBanucb CTabWIbHBIMW B Te4YeHue roaa,
npegwecteoBasluero sepndukaunmn B3K. Cpean nuy, mono-
we 18 net 11,5% McxoaHOM Nonynsaunm MMenu OXKMpPeHue
no cpaBHeHUo ¢ 3,8% NauMeHTOB C BNEpPBble ANArHOCTH-
poBaHHbIM BK (p < 0,01) u 4,8% nauneHToB C BNepBble
avarHoctupoBaHHbiM AK (p = 0,05). B Bo3pacTHoOM rpynne
> 65 neT oXKMpeHne oTMeYeHo y 23,6% obLier Nonynsumu,
Torja Kak cpeau nauMeHTOB C BMNepBble AMArHOCTUPO-
BaHHbIM BK — y 24,3% (p = 0,78), a cpean nauueHToB
C BMepBble AuarHocTupoBaHHbIM AK — vy 29,5% (p = 0,01).
MccnepgoBateny NpULWAK K BbIBOAY, YTO paHHee Havano B3K
B 60/IblUEN CTEMNEHN FTEHETUYECKN AeTEPMUHMPOBAHO, Toraa
KaK no3aHun 0ebloT 3abosieBaHUs MOXKET 6blTb 06YC/I0BEH
OXMPEHMEM U APYyrUMU daKTopamMu OKpyKalowWwen cpepbl.
C KaabIM yBennyeHmem MMT Ha 1 Kr/M2 puCK rocnutanm-
3auuun Bospactan Ha 3,4%, a XMpypruyeckoro BMmellaTenb-
cTBa — Ha 5% [26, 27].

OBLWMUE MOAUDPULUPYEMBIE ®AKTOPBHI,

BJUSIIOLLME HA PASBUTUE B3K U 3HAOKPUHHOMN

MATOJIOFUU

B nutepatype onucaHbl 06wme paKkTopbl, OKasbiBatolme
B/USIHWE Ha pa3BuUTME Yy feTen KaK B3K, Tak u 3HAOKPUH-
HOM naTtonoruun. Tak, No AaHHbIM GUHCKOro MccneaoBaHus,
nposegeHHoro L. Raisanen u coaBT., B KOTOPOM MNPUHANN
yyactne 11 407 peten (poxaeHHbix B 2000-2005 rr.;
MeauaHa HabnoaeHus — 16,6 roga), nepuMHatanbHble Gak-
TOPbl UrpatoT CYLLECTBEHHYIO POb B Pa3BUTUU Pa3nYHbIX
3aboneBaHunt, B ToM 4ymucne B3K. Cpean peten c ayTo-
MMMYHHOW NaToNornen [ons npexaeBpeMEHHbIX PoaoB
(< 37 Hepn) Gblna Bbille, 4eM B ocTanbHOM rpynne (8,6%
npotne 5,3%; p = 0,035). ¥ HeooHOLWEHHbIX AeTen, valle
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nony4yaBLWMX aHTMBaKTepUanbHyto Tepanuio, ayTOMMMYHHble
3a60/7eBaHUs pa3BMBaNMCb 3HAYMMO Yalle NO CpaBHe-
HUIO C APYrMMMW HeOOHOWEHHbIMK (47,6% npotuB 27,7%;
p = 0,046); npu 3TOM HEAOHOLLIEHHbIE AETHU, POXAEHHble
nyTeM KecapeBa CeyeHus, nonyyvyanu 6onblle aHTUOUOTH-
KOB B MocCTHaTanbHOM nepuoge. [Nna AOHOLWEHHbIX AeTen
(POAMBLUMXCS NPWU CPOKe rectaumn > 37 Hepl) YactoTa Npu-
MEHEHNs aHTUBMOTUKOB He COMPOBOXAanach NOBbILLEHUEM
pUCKa pa3BUTUS ayTOMMMYHHbIX 3a00/ieBaHWi. Y AeTen, YbK
maTepu 6bin 6onee ctaplero Bo3pacta, B3K Boigsaanmco
yalle, 4Yem y ageten matepen mnaglero Bo3pacta (33,0 npo-
B 30,2 roga; p = 0,004). YacTtoTa ayTOMMMYHHOIO TUPEOD-
nauta (AMT) 6blna CyuweCcTBEHHO Bbllle B MNOAPOCTKOBOM
Bo3pacTe; NUK 3aboneBaemocTn B3K Takke npuxoauncs
Ha NOAPOCTKOBbLIM NEPUOA, TOr4a Kak MakCcMManbHas 4acTo-
Ta MaHudecTaumm C1 oTMeyanacb B MAagWweMm LWKONbHOM
Bo3pacTe [28].

[aTckne wuccnegosatenn A.L. Spangmose ¥ coaBT.
nokasanu, 4Yto y AeTer, POXAEHHbIX OT XEHWWH C aua-
rHo3om B3K, ycTaHOBMEHHbIM 4O 3a4aTus, PUCK pa3BuUTHA
B3K 3HauuTenbHo Bbilie (KOadduuUMeHT pucka 3,5). Jetw,
NnosiBUBLLUMECA Ha CBET MyTeM KecapeBa CeYeHUs, UMenu
NnoBbIlWEHHbI pUCK BK (KoadduumeHT pucka 1,2). HusKas
mMacca Tena npu PoXKAEHUU, NACCUBHOE KypeHwe matepu
M NpMem aHTMBMOTUKOB acCoOLMUMPOBASIUCE C NOBbIWEHHbLIM
puckoMm B3K; y neBoyek puck pas3sutua B3K 6bin Bhblille,
4YeM y ManbynKoB (KoadduumeHT pucka 1,46) [29]. YpoBeHb
o6pas3oBaHus MmaTepu He 6bln cBSA3aH ¢ puckom B3K (Koad-
duumeHT pucka 0,77; 95% AN 0,61-0,97). CBaA3n mexay
BpPEMEHEM rofa pPoXAeHUs U Bo3HUKHoBeHWeM BK mnnn 9K
He BbIBNEHO [29].

lpynnow p[aTCKMX Y4YeHblX BbiiBN€Ha B3auMMOCBSA3b
MEXAy ANUTENbHOCTbIO aHTMOMOTMKOTEpPanuW Yy [JeTen
n puckom passutua B3K. Hanbonbluaa BeEpOSATHOCTb pas-
BUTMA ayToBOCNanuTeNbHbIXx 3aboneBaHWi Habnoganacb
y AeTen, NpUuHMMaBLWKX = 3 Kypca aHTMOMOTUKOB C poXKie-
HMS 00 BepudUKaLMM anarHosa, No CPaBHEHUIO C AETbMMU,
He NPUHUMaBWWMKU aHTUOUOTUKKU. [prueM aHTubaKTepu-
anbHbIX NpenapaToB B Nepuoa C AOWKOMbHOMO BO3pacTa
[0 NOAPOCTKOBOIO MO CPABHEHMUIO C KOHTPONLHOM TPYyNmnown
He noBbllWaeT pucka pa3sutusa CA1, AUT, B3K [30].

LEMTUAKUA U SHAOKPUHHASA NMATOJIOrUsA

Kpome BbIWEN3N0XKEHHOIO, OTYETIMBO MNpPOC/EXuMBa-
eTca B3aMMOCBA3b 3HAOKPUHHOW NMATONOrMK C LeNnaKkuen,
NMOCKOJIbKY MMIOTEHOBAA 3HTEPONaTUs AEMOHCTPUPYET CXOA-
Hble ¢ B3K natoreHeTuyeckne mexaHuambl. K HUM OTHOCAT-
CS1 NOBbIWEHWE MPOHULL@EMOCTH KULLIEYHOIO aNUTENUaNbHO-
ro 6apbepa ¢ nocneaytoumMm NPOHMKHOBEHUEM AHTUIEHOB
WU/MNN MUKPOOPTraHM3MOB B COOGCTBEHHYIO MIACTUHKY CIK-
3UCTON 06O0JI0YKM, aKTUBALMEN UMMYHHOW CUCTEMBI, 3any-
CKOM UNu noaaeprkaHnem BocnanntenbHblX peakuui u Bo3-
MOXHbIM pPa3BUTMEM BHEKMLIEYHbIX NposiBieHni. Ana B3K
W LeNnaKkmMm NoKasaHo Hannyue oblien reHeTM4eCKon OCHO-
Bbl. B HegaBHEM KMTaAWCKOM uccnegoBaHum metoaoM PHK-
CEeKBEHUpOBaHWS 6bina naeHTudULMpoBaHa obuwasa ang 9K
W LLeNIMaK1K reHeTM4Yeckas curHatypa, B Kotopon reH REG4
paccMaTpMBaeTCs KaK Kto4eBOW NoTeHUManbHbiM 6Momap-
Kep ¥ TepaneBTUYECKas MULLIEHb NPU COYETAHUMU 3TUX 3a60-
neBaHun [31, 32].

[nioTeHoBas aHTeponaTus (LUenrMakusl) — XPOHUYecKoe
reHeTMYecKkn AeTepMUHUPOBAHHOE MMMYHOOMOCPEeAOBaH-
HOoe cucTemMHoe 3abofieBaHMe, BO3HMKaloWee B CBA3MU
c ynotpebneHMeM B NuLLy NposamMUHOB (TIOTEHA) U Xapak-
Tepuaylolleecs pas3BUTMEM aTpodUYECKOM 3HTeponaTum
M cuHapomMa Manbabcopbuun. BepuduKkauus guarHosa
OCHOBbIBAETCS Ha BbIIBNIEHWM B KPOBW AMArHOCTUHECKMUX

TUTPOB a@HTUTEN K TKAHEBOW TpaHCriyTaMnHase, K 9H4OMMU-
3110 M K JeaMnanpoBaHHbIM NenTuaam rnvaguHa [33].

[MoTeHoBas aHTeponaTus BCTpeyaeTcs y NauMeHToB BCeX
BO3pPACTHbIX FPynn M MOXeT ObiTb BNEPBble ANMArHOCTUPO-
BaHa KaK B AE€TCKOM, TaK U B NOXWnom Bo3pacTe. [pu atom
6onee 70% HOBbIX C/ly4aeB BbIABASETCH y KL, cTapuwe 20 ner.
OaHaKo cneayeT yyuTbiBaTb, YTO onpeaeneHHas Aons Takux
cny4vaes, N0-BUAMMOMY, OTpaxKaeT rMnogMarHoCTUKY aHHOro
COCTOSIHUA B neamnatpuyeckon koropte [33].

lpynna amepuKaHCKMX uccnegoBaTtenen, udyyasBlUmx
cBa3b Mexay B3K 1 uenvakunen, nokasana, YTo OTHOLWEHHUE
PUCKOB pa3BUTUS Liennakuu y nauneHTtoB ¢ B3K gocturaer
4,0. B 70 e BpeMms, NO AaHHbIM LWBEACKMUX aBTOPOB, PUCK
pa3Butnsg B3K y naumeHToB C LenvMakuen coctasnaet 3,9
[34, 35].

Mo paHHbIM WUTanbsHCKOro uccnegosaHua L. Lungaro
n coaBT. (1547 nauueHToB, 1170 EHUWWH, BO3pacT —
8-81roa, COOTHOWEHWE MEHLWMH U MYX4uH — 3,1 : 1),
Luennakus accoummpoBaHa ¢ AUT 6onee TecHo, Yem ¢ B3K.
Tak, AUT 6bin BbiSBieH nNpumepHo y 13,1% nauuveHToB
C uenvakuen, Torga kak B3K otmeyeHbl TonbKo y 0,4% Taknx
60/bHbIX [36]. N3BECTHO, YTO OCHOBHbLIM METOAO0M Jle4eHu s
LeNMakuun aBnseTca afMMMHaLMoHHas aneTta. B Kutanckom
mMeTaaHanuse Y. Liu n coaBT., BKItoumBLwem 10 o6cepBaLy-
OHHbIX UCCNeaoBaHMM ¢ y4acTnem 6423 yenoBeK, NoKasaHa
NoONOXUTENbHAA AMHaMUKa TevyeHus AUT (CHUKeHWe TUTPOB
aHTUTEN W ynydweHue nokasaTtenen dyHKUUK WUTOBUAHOM
Keneabl) y NauneHToB C LeNrMaKkuen, CTporo NpuaepKuea-
lowmnxcs 6e3rnNTeHOBON AneTbl. PedynbraTbl yKasbiBatoT
Ha TO, 4TO Y NauneHToB ¢ 60nee BblpaxeHHON ayTOUMMMYH-
HOW peaKuuen (Hanpumep, C paHHUM HayasoM LenaKkum)
PUCK ayTOMMMYHHOro 3a60/seBaHus LWMTOBUAHON enesbl
Bbiwe (OW = 1,61, 95% AN 1,06-2,43; p = 0,02) [37, 38].

B weewnuapckoMm wuccnegoBanun C. Légeret u coasrT.,
BKIoYaBweM 95 nauueHToB C LieNMakuen (CpeaHuin BO3-
pact — 8,9 roga; 63% peBo4yek) M 199 340pOBLIX MK,
KOHTPONbHOM rpynnbl (cpeaHui Bo3pact — 9,2 roaa; 59,8%
[eBoYeK), 6bI10 NOKa3aHOo, YTO 60MbWKWHCTBO ayToOaHTUTEN,
cBfA3aHHbIX ¢ CA1 v AUT, y neTen ¢ Lenvakmen BbiaBASIOCh
Yyaule u/mnn B 6onee BbICOKMX TUTPaAX, YEM Yy 340POBbIX
CBEePCTHMKOB. N3 95 nmauneHTOoB C LienakmMen pacnpocTtpa-
HeHHOCTb aHTMTen K GAD (glutamic acid decarboxylase)
coctaBuna 2,1% (no cpaBHeHuto ¢ 1,5% B KOHTPOSbHOM
rpynne), aHTuten K IA2 (islet tyrosine phosphatase) — 1,1%
(1,5% B KOHTPONbHOM rpynne), aHTuTen K ZnT8 (zinc trans-
porter 8 antibodies) — 3,2% (4,2% B KOHTpoONe), aHTUTEN
K MHCynuHy — 1,1% (1% B KOHTPOAbHOW rpynne). 3TM AaH-
Hble MOAYEePKMBAIOT, YTO Aarke npu OGAM3KMX MpoLeHTax
no OTAENbHbIM MapKepaMm y eTel € LefiMaknen coxpaHsaeTcs
NOBbIWEHHbIM ayTOUMMYHHbIN GOH, TPEOBYIOWNN AMHaMKye-
CKOro HabnoaeHus 3a passutnem CA1 n AUT [39-41].

Lenvakus npegpacnonaraet K 3ageprKe du3nyecKo-
ro pas3BUTUS KaK BHYTPUYTPOOHO, TaK M B nybGepTaTHbIN
nepuog. B KpynHOM nccnegoBaHuun, NpoBEAEHHOM Fpynnon
y4yeHblX U3 BenukobpuTaHuu, NoKasaHo, 4To y 6epeMeHHbIX
JKEHLWMH C LennakMen pUCK pasBUTMA 3afepKM pocTa
BHYTPUYTPOOGHOro pebeHKka 3Ha4ynmo Bhiwe (O 1,71; 95%
AN 1,36-2,14). B HepaBHEM aMEpPUKAHCKOM MeTaaHau-
3€e YCTaHOBJIEHO, 4YTO Y AETEN M MOAPOCTKOB C LeNMakunen
0TMEeYaloTCsH HapylleHUss MUHEpPanu3aLunm KOCTHOM TKaHM,
4YTO acCoLMMPOBaHO ¢ 60/1ee HU3KUM YPOBHEM GU3NYECKOTO
pa3BuTHa (pasmep apdeKTa (effect size; ES) = —0,54; 95%
W ot —-0,69 no —0,40; p < 0,0001) [42, 43].

3AK/IIOMEHHUE
Taknum o6pa3om, nNpu M3yyeHun B3ammocBaA3n B3K
W 9HAOKPMHONATMI BbIIBNEHO, 4To Npu BK valwe BcTpeya-



eTCs MOopakeHWe WMTOBUAHON W NOAMKENYAOYHOW Kenes
(B BMAE OCTPOro W/MnuM ayTOMMMYHHOro naHKpeaTtuTa),
B TO BpeMs Kak C[l1 pa3BmBaeTcs o4MHaKOBO YacTo npu AK
n BbK [44, 45]. Tak)Ke BaXkHas posib B BO3HUKHOBEHMM BOCNa-
NIMTENbHOM NaTONOMMU KUWEYHUKA M NaTONOMMU IHLOKPUH-
HbIX YXene3 NPUHAANEXNUT OXKUPEHUIO, NPUeMy aHTUOaKTe-
puanbHbIX NpenapaToB, POAOPa3peLlEHUIO NyTEM KecapeBa
ceyeHus, MaCCUBHOMY KypPeHMIo, BO3PacTy maTepu.

B3K v uenvakua mvmetoT 06LY0 reHeTUYeCKylo npea-
PacnoNIOKEHHOCTb, CXOXME MexaHU3Mbl natoreHesa (Bns-
fCb UMMYHOOMNOCPEAOBaHHbIMU 3a60N1€BaHUSMN) U BHEKU-
LWeYHble NposiBNeHUs (IHAOKPUHHASA MaTonorus, 3ajepiKka
dU3NYECKOro pa3BUTUS, NOPaXKEHNE NOAKENYLOYHOM Kene-
3bl ¥ Ap.). Mpu LuenrMakuK, Tak e Kak npu bK, yaule Bcero
BbIIBNSETCSH B3aMMOCBA3b C MOPa*KEHWEM LLIUTOBUAHOM
(AAT) n noaxxenyno4vHow (CA1) »kenes. OgHaKko B HacTosllee
BpemMs 0COBGEHHOCTM TeYeHUs IHAOKPUHHbLIX 3a6oneBaHui
npu B3K n uennakunu B geTckom Bo3pacte U daKTopbl, Cno-
COGCTBYIOLLME UX PA3BUTUIO, TPEOYIOT AabHENLLEr0 BCECTO-
POHHETrO U3YyYEeHUS.

BKJIAA ABTOPOB

E.B. Kanprop — dopmynupoBaHue naeu, bopmynmposa-
HWe nccnefoBaTebCKUX LeNlen 1 3ajad, NoAroToBKa U co3-
[aHue PYKOMWCKH, €e KOMMEHTUPOBaHWE WAM MepecmoTp,
BKJIlOYas aTanbl 40 MKW nocne ny6nnKaumMm pyKonucK, Haa-
30p M PYKOBOACTBO 3a MJI@aHUPOBAHWEM W BbINOJAHEHUEM
nccneaoBaTteNlbCKoM AeATEeNIbHOCTHU, BKAKOYas HacTaBHUYe-
CTBO.

AW. PaccaguHa — dopmynupoBaHue naeu, Gpopmynu-
poBaHWe uccnegoBaTenbCKUX Lienen u 3agad, nposeaeHue
nceneaoBaTteNlbCKoro npouecca, cb6op AaHHbIX, NOArOTOBKa
W CO3aaHne YepHOBKMKA PYKOMWUCH, B YaCTHOCTM HanucaHue
nepBoHavyaNbHOro TEKCTa PYKOMUCH.

M.O. PeBHOBa — MOArOTOBKa W CO3J4aHWE PYKOMUCH,
ee KOMMEHTUMpPOBaHWE WAM MepecMOoTp, BKAKOYas aTanbl
[0 unu nocne ny6anKauuMuM PyKOMUCH, HaA30p M PyKOBOA-
CTBO 3@ NJaHMPOBaHWEM W BbINONHEHWEM UCCNeaoBaTeNb-
CKOM JesATeNIbHOCTH, BK/Il0Yas HacTaBHUYECTBO.

J1.B. lNonoBa — d¢opmynupoBaHune unaeun, GopMynamnpo-
BaHWe wuccnefoBaTeNbCKUX Lenen u 3ajad, nposeaeHue
nceneaoBaTteNlbCKoro npouecca, c6op AaHHbIX, NOArOTOBKa
W CO34aHne YepPHOBMKA PYKOMWUCH, B YaCTHOCTM HanucaHue
nepBoHavyanbHOro TEKCTa PYKOMUCH.

C.B. banpoBa — noOAroToBKa W cCO3[aHWe PYKOMWUCH,
ee KOMMEHTMpPOBaHWE WAM MepecMOoTp, BKAKOYas aTanbl
[0 unu nocne ny6anKauuMmM PyKOMUCH, HaA30p M PyKOBOA-
CTBO 3a NJaHMpPOBaHWEM W BbINONHEHWEM UCCNeaoBaTeNb-
CKOM fesATeNIbHOCTH, BKJIl0Yas HacTaBHUYECTBO.

A.N. XaBKMH — pefakTMpoBaHMWEe TeKcTa PYKOMucwH
W CMUCKa nuTepaTypbl, €e KOMMEHTUPOBaHWe, NoAroTOBKa
M OKOHYaTe/NlbHOE YTBEPKAEHME K NeYaTy.
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HoBocTu neguarpuyeckoun papma

’.} Check for updates

FDA oao6puso nepBoe cpeacTBO
ANA neyeHusn 6one3Hu MeHKeca y geteun

npaBfeHMe No CaHWTapHOMY HaA30py 3a KayecTBOM

nuLeBbIX NPoayKToB U MeanKkameHToB CLUA (FDA) ogo6-
PUNO MHBEKLMOHHBbIM NpenapaT Zycubo (ructuanHaTt meam)
B KayecTBe MNepBOro U €AMHCTBEHHOrO Ha CEroAHsLHWK
[eHb cpefcTBa Ang nevyeHus 6one3Hn MeHkeca y aeten.
PaHee npenapart 6b11 M3BecTeH Kak CUTX-101.

CuHapoM MeHKeca — peaKoe HenpoaereHepaTuB-
Hoe 3aboneBaHWe, Bbl3BaHHOE MyTauusamu B reHe ATP7A
W Yalle BCEro rnopaatollee MmanbiMKkoB. bonesHb, cBA3aH-
Hag C HecCnocobHOCTbIO yCcBanBaTb Melb, COMPOBOXAAET-
CS TSXKENbIMU HEBPOSOTMYECKUMU CUMMITOMAMM, TaKUMKU
KaK CyAOpOru, CHUXKEHME MbILIEYHOro TOHyca M 3ajeprKa
Henponcuxmyeckoro passutusa. Mo oueHKam perynsTtopa,
cuHApoM MeHKeca nopaxaet npumepHo 1 n3 100-250 Thic.
HOBOPOXAEHHbIX U MPU OTCYTCTBUU JIEHEHNS UMEET BbICOKMI
YPOBEHb CMEPTHOCTU, 0COBGEHHO B BO3pacTe Ao 3 neT.

HoBbIn MeToA neveHus npeacTaBaseT co6on 6UoaoCTyn-
HYI0 3aMeCTUTENbHYI0 Tepanuio Meablo B BUAE eXXeAHEBHbIX
NOAKOXHbIX UHbEKLMUN.

Opo6bpeHne OCHOBAHO Ha 06beAMHEHHOM aHanuse
[BYX OTKPbITbIX MCCNEeAO0BaHUN, B KOTOPbIX OLIEHUBaIachb

BbI}XMBAEMOCTb NaLMEHTOB, NOJlyYaBLUMX M HE MOAYYaBLUMX
fnleyeHune rucTuamHaTom Meau. B rpynne, HayaBluen npuem
npenapaTa B Te4eHne MecsaLa nocne poXaeHus 1 Npoaon-
KaBLllen ero Ao 3 NeT, pUCK CMePTH OKa3ancs Ha 78% Huxe
NO CPaBHEHMIO C KOHTPOJIbHOM FPynmnon; No4TM NOA0BUHA
nauMeHToB Npeojosienia Nnopor 6 neT, B TO BpeMs KaK cpeau
YH4aCTHUKOB KOHTPOJIbHOM FPYNMbl TAKUX cny4aeB He Gbino.
3Ha4ynUTeNbHOE YNyYllEHUE BbIXXMBAEMOCTU TaKKe BbiAB-
JIEHO Yy Ha4yaBLWWX NleYeHne No3aHee Mecsla Nocie pPox-
[leHuns.

K Hanbonee 4yacTbiM NOOGOYHLIM IPdEKTAM OTHOCH-
IMCb NPOGAEMbI C AbIXaHUEM, UHDEKLNKN, CyaopOoru, pBo-
Ta, TMxopagKa, aHeMUS U peaKuMn B MEeCTe MHBbEKLMUM.
B cBoem 3aaBneHun FDA po6aBunO, 4YTO «MOCKOJIbKY
Me[b MOXEeT HaKannuMBaTbCsi B OpraHuM3mMe, NauueHThl,
nonyyatouwme Zycubo, AOMKHbI HAX0AUTLCA NoA TuaTeNb-
HbIM HablOAEHNEM Ha NpeaMeT NoTeHUMaNbHON TOKCHUY-
HOCTW».

UcToyHuK: https.//gxpnews.net/2026/01/fda-odobrilo-

pervoe-sredstvo-dlya-lecheniya-bolezni-menkesa-u-
detej/?amp=1

HeoHaTanbHbl CKPUHUHT B Poccum
pacliMpeH oo 38 3a6oneBaHun

aK coobuaet npecc-cnyxb6a ¢oHaa «Kpyr aobpar,

B Poccum npopomxaetcs paboTa Hag pas3BUTUEM
CUCTEMbI PaHHEN AMArHOCTUKWM HACNEACTBEHHbLIX U BPOXK-
[eHHbIX 3aboneBaHunn y geten: ¢ 2026 r. B paclMpeH-
HbI HEeOHaTaNbHbIA CKPUHWUHT BK/IOYEHbI ellle ABe peaKkne
HacneACTBEHHble NaToNornn — aeduunT feKkapboKcHMnasbl
apomaTtuyeckmnx L-aMMHOKMCNOT U X-cuenneHHas agpeHo-
nenkogmctpodus.

«CerofiHa nporpamMmmMa no3BONSET BbIABASATb Y HOBOPOXK-
[IeHHbIX y)Ke 38 naTtonorum, B UX Yucne — HacneacTBEHHble
60ne3HM OoO6MeHa BeLecTB, MYKOBMCLWAO3, NepBUYHbIE
UMMYHOAEDULIMTBI, CMIMHANbHAs Mbllle4yHasa aTtpodus 1 apy-
rme TsXenble 3a60NeBaHNs, KOTOPbIE MOTYT NPOTEKATb Gec-

CUMMNTOMHO, HO TPeO6ylT MaKCMManbHO paHHEero Ha4vana
Nle4yeHuUst», — roBOpPUTCS B COOOBLLEHMMN.

Kpome Toro, ceryac obcyxKaaeTcsa BO3MOMXKHOCTb BBe-
[leHnsi 6ecnnaTHOro reHeTMYecKoro TecTMpOBaHUSA 6yay-
wmx poautenen. CornacHo onpocam, ecnun 6bl NMPEKOHLUEN-
LMOHHbBIN CKPWHWHI Bxoaun B nporpammy OMC, To ecTb
6bin 6bl 6ecnnaTHbIM, MPOMTU ero rotoBbl 82% 6yaywmnx
nan 1 mam. OgHaKo, N0 MHEeHWIo cneunannucTtoB Meauko-
reHeTU4YeCKOoro Hay4yHoro ueHTtpa um. H.M. boykoBa, noasne-
HMIO TAKOrO CKPUHWMHIa MellaeT psajg npobniem, B TOM Yucne
KagpoBas.

McToyHuK: https.//gxpnews.net/2026/01/neonatalnyj-

Skrinig-v-rossii-rasshiren-do-38-zabolevanij/?amp=1





