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rPUNNO3HON BaKLUMHbI KaK pas U OTKPbIBaAeTcs 3TOT HOMep). [pUroToBnEHbl U CBEXMKE
0630pbl MTEepaTypbl (MO anneproaornun, remaTosiorMn, racTpoO3HTEPONOrMK, AepmaTo-
noruu). Ocob6oe BHMMaHWe Xo4eTcs NOPeKoMeHJoBaTb 06PaTUTb Ha O4EHb UHTEPECHbIN
acrMeKT pasBUTUS anNepruiecKknx 601e3HEN — U3MEHEHME MOBEAEHUS, KOTHUTUBHbIX CMTOCOOGHOCTEN, MEHTaNIbHON chepbI
y NauMeHTOB C PeCcnMpaTopHbIMU NPOSBAEHUAMU anneprun. Ata Tema, Kak u USBMEeHEeHUs NULLEBOro NOBEAEHUS AeBOYEK-
noApPOCTKOB, ByaeT KaK HeNlb3s 60/1ee KCTaTh B KaHYH HOBOIro y4e6Horo roga. Hy n anoxanbHbli JOKYMEHT, NOArOTOBIEHHbIN
BHYLIMTENbHbIM KOJIIEKTUBOM aBTOPOB, — K/IMHUYECKME PEKOMEHJALUMM MO BEeAEHUIO AeTeN C IMMKOreHOBOW 60/1e3Hbl0 —
nopagyet Bac rnpu NPOYTEHUU HE TOJIbKO CaMbIMU CBEXUMMW AaHHbIMW MO 3TOM AaBHO M3BECTHOM, OAHAKO HEMPOCTOM NaTos10-
MK, HO M HOBbIMW NMOAXOAaMK K BEAEHUIO TaKMUX NauneHToB. NegnaTpuyecKkne HOBOCTU Mmpa U Poccuun, pe3onioLns Hallero
nocnegHero KOHrpecca u nosapaBfieHne KoNsieru ¢ tnbuneem 3asepliaT NpoYTeEHME NpeKpacHbIM nocneskycuem! Bcero Bam
caMoro xopoulero, apy3bs 1 konnerun! bepernte ce6s v Hawy neguatpuio!

C yBaXkeHuem,

rnaBHbIA pefaKTop }KypHana, akageMuK PAH, npodeccop, 3acnyXeHHbIW AeATeNlb HayKu PO,
3aBepgyowan Kadpeapon GpaKynbTeTCKON NegnaTtpum neguaTpu4yeckoro

dakynbteta PHUMY um. H.U. Muporoea,

pykoBoautenb HUU neguaTtpum n oxpaHbl 340poBbS AeTel

HKL, N22 ®IrbHY «PHUX um. akag. b.B. MeTpoBcKoro»,

coBeTHUK BO3, uneH 6iopo Ucnonkoma MexxayHapoaHOW neguaTtpuyecKon accoumaLmm,
nact-npesuaeHT EBponeiicKkon neguarpuyecKkon accoumnauuu (EPA/UNEPSA),

noyeTHbi npodeccop YHuBepcuteta Popxa (Utanua),

noYyeTHbIN Yi1eH neanaTpuyeckoro pakynbreta KoponeBcKoro Konneaxa repanestos UpnaHauum
Neinna CeimypoBHa HamasoBa-bapaHoBa

Dear colleagues and dear friends!

According to the proverb «thatch your roof before the rain begins» we have prepared the roof all autumn and winter.
We have published the latest news about various infections, especially roughly torturing our patients during the warm
season, and possible protection against them, such as vaccines. We have also covered the topic about the need to
normalize sleep in summer and generally spend summer months on serious recovery and health promotion among
ourselves, our relatives, and, of course, our patients.

Now it is summer, and here it is new portion of information, firstly, about the need of influenza vaccination (one
article covering the results of clinical study of new Russian four-valent influenza vaccine efficacy and safety opens
this issue). Recent literature reviews (on allergology, hematology, gastroenterology, dermatology) were also prepared.
| would like to recommend paying special attention to one very interesting aspect of allergic diseases development —
changes in behavior, cognitive abilities, mental sphere in patients with respiratory manifestations of the allergies. This
topic, as well as one about changes in the eating behavior of teenage girls, will be just in time before new school year.
Lastly, the monumental document prepared by impressive team of authors: clinical guidelines on the management
of children with glycogen disease. It will present you not only the latest data on this long-known, but complicated
pathology, but also new approaches on such patients’ management. Pediatric news from around the world and Russia,
the resolution of our latest Congress, and congratulations of our colleague on the anniversary will end up this issue
and give you gentle finish! Wish you all the best my friends and colleagues! Take care of yourself and our pediatrics!

Respectfully yours,

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

Head of the Ped iatric Department of Pediatric Faculty of N.l. Pirogov Russian National Research Medical
University, Head of Pediatrics and Child Health Research

Institute in Petrovsky National Research Centre of Surgery,

WHO consultant, Member of the International Pediatric Association (IPA) Standing Committee Board,

the Past-President of the European Paediatric Association (EPA/UNEPSA),

Honorary professor of University of Foggia (Italy),

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

Leyla Namazova-Baranova
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Pe3ynbTaTtbl KIMHUYECKOIro uccienoBaHusa
rPUNMNO3HOMU YEeTbIpexXBaNleHTHOMU
UHAKTUBUPOBAHHON CYyObEeAUHUYHOMU
aAblOBaHTHOU BaKUMHbI Mpunnon
KBaapuBaseHT y eTen B Bo3pacTe

oT 6 mecsLueB A0 5 net (BKAIOYUTEJIbHO)
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B CBepanoBcKon obnactu»

Appec: 620078, EkatepuHbypr, nep. OTaensbHbin, 4. 3, Ten.: + 7 (343) 362-87-00 (po6. 1423); e-mail: Kotova_AA@66.rospotrebnadzor.ru

B cTaTtbe npuBeaeHbl pe3ybTaTbl KIMHUYECKOro MCCAeA0BaHMs 0 NPUMEHEHNI0 BaKLUMHbI Tpunnon KBagpuBaneHT (BaK-
UMHa rpunno3Has YeTblpexBaieHTHas MHaKTMBMPOBaHHas cybbeanHnyHas aabloBaHTHas) y Aetern or 6 mec 4o 5 ner.
BakuymHa npoaemMoHCTpupoBasa HEMEHbLUYIO 3POEKTUBHOCTb B CpaBHEHNN C BaKLUMHOM [punnon nawc (BakyuHa rpur-
no3Hasi TPexBaJIeHTHas MHaKTUMBUPOBAaHHas rnoaMmep-cybbeanHuyHas). [lo Bcem oLeHMBAaeMbIM OKa3aTeasiM UMMY-
HOJIOrMYeCcKom 3¢pPEeKTUBHOCTH B OTHOLIEHMM COBMajarolmx WTaMMoB Bupyca rpunna 6biau rnoay4yeHbl conocTaBUMble
peaynbTathbl, NPU 3TOM A5 AOMNOJHUTENBHOIO WTaMma B (smaratckas MHUs) oTMeyvasiacb CTaTUCTUYECKM [JOCTOBEPHAas
pasHulla K HapacTaHuio MMMYHHOro oteeTta B rpynne [punnon KBaapuBaneHT. Pe3ynbTaTbl OLEHKU PeaKTOreHHOCTH
M 4acTOTbl CUCTEMHbIX HEXKENaTe lbHbIX ABIEHUI CBMAETEIbCTBOBA/IM O 61aronpusaTHOM M cornocTaBUMOM npogusie 6e30-
nacHoctn BakuuH punnon KBagpusaneHT v [punnon nawoc y geten ot 6 mec 4o 5 nert. lony4eHHbie faHHble N03BOININ
caenatb 3aK/l04eHNe 0 HEMEHbLLIEN MMMYHOJIOTMYECKOM 3POEKTMBHOCTM BaKUmMHbI Tpunnon KBaapuBaneHT o cpaBHe-
HUIO C BaKUMHOM [pUnnoa niarc, a TakKe 0 CornocTtaBMMoM rpoguae 6e30nacHOCTU 1 peaKToreHHocTu. 1o pesynsratam
necnegoaHus 04.08.2023 MuH3gpaBoM Poccun BHECEHbI UBMEHEHUS B «MHCTPYKLUMIO 10 MEAULIMHCKOMY MPUMEHEHMNIO
JleKapcTBeHHOro npenapata»; [punnon KBagpuBaneHT noKal3aH AETSIM ¢ 6-MeCcsiYHOro Bo3pacTa.

KnioueBble cnoBa: rpunn, AeTH, BaKUMHaLUUS, BaKLUMHaA rPMNNno3Has YeTblpexBasieHTHash MHaKTMBUPOBaHHas cybbeam-
HM4YHas agbloBaHTHas1, [punnon KBagpuBaneHT

Ana yntupoBannsa: PomaHeHKo B.B., HamazoBa-bapaHoBa J1.C., KotoBa A.A., 3deHaneBa K.E., PyneBa A.A., XaunT E.A,,
MNepmuHoBa O.A., Mak T.A., lazapeBa C.I., AnewwuvHa J1.B., CynpyH A.A., lanyctaH A.H., PoiyukoBa 0.A., PomaHoBa T.A,,
AmuHoBa A.W., [lynoBa I.B. Pe3ynbTaTbl KIMHUYECKOrO UCCNefoBaHUsA rPUNMNO3HOM YeTblpexBaleHTHOM MHaKTUBUPOBaH-
HOM cy6beAMHWMYHOM aablOBaHTHOM BaKUMHbI Mpunnon KBagpuBaneHTy AeTen B BO3pacTe OT 6 MecsLeB 40 5 neT (BKIOYU-
TenbHo). Meguatpuydeckas papmakonorus. 2024;21(3):213-225. doi: https://doi.org/10.15690/pfv21i3.2743
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Bupyc rpunna MOMKeT Bbi3blBaTb TAXKENO0E W onacHoe
N9 XU3HU 3ab6oneBaHne y AeTel, Ha J0M0 KOTOPOro exe-
rofiHoO, MO OLLeHKaM 3KCcnepToB, npuxoantcs okono 870 000
rocnutanu3aumn n 34 800 cny4yaeB cMepTu cpeau aeTen
B Bo3pacTte mnaauwe 5 net. B 2012 r. BcemunpHas opraHm3sa-
uma 3npaBooxpaHeHunsa (BO3) pekomeHaoBana cTpaHam pac-
cMaTtpuBath AeTen B Bo3pacTe OT 6 40 59 mec B KayecTBe
rpynnbl pUcKa Ana BakuuHauuu npotus rpunna. C 2010 r.
KoHcynbtatnBHbIM KoMuTeT CLUA no npakTvke MMMYyHU3a-
ummn (ACIP) peKoMeHayeT exxeroaHyto BakuMHaLUuio ans Bcex
[ieTei B BoO3pacTe cTaplue 6 mec. [leTu 9BNATCS BarKHbIMU
nepeHocYMKaMu rpunna B o6LWecTBe, MOTOMY YTO OHU HaXo-
[STCA B TECHOM KOHTAKTE APYr C APYroM B LIKONAX M AETCKUX
yUpexKaeHu X, a TakKe co B3POCbIMU U MOXKWUIIbIMU NIOABMM,
4acTo UMELIOT MI0OXMe TMrMeHUYecKre NMPUBbLIYKKU U OrPaHu-
YeHHbIV paHee chOpPMUPOBAHHbBIM UMMYHUTET, @ KPOME TOrO,
BbIENSAIOT BMPYCbl B BbICOKMX TUTpax. BaKuuHauus npu-
3HaHa OCHOBOMOJaratlolWmMM KOMMOHEHTOM MNPOdPUNAKTUKM
rpunna n 6opbbbl ¢ HUM [1-3].

Bupycbl rpunna sasnsiotca PHK-cogepawumun opTo-
MUKCOBMPYCaMKU U Knaccuduumpytotca Ha Tunel A, B u C.
BONbLINHCTBO CE30HHbIX ANMAEMUIA FpMNNa y Nto4en Bbl3BaHbI
WwrTaMmmMamu TMNa A, Toraa Kak wrammbl B Havbonee vacto
BCTpeYaloTcs Y AeTeN, a TaKkKe CTaHOBATCS MPUYMHOM 3MNu-
oemuin Kaxable 2—4 roga [4, 5]. BupycHble 4acTuupbl rpun-
na o6nagatoT ABYMS MOBEPXHOCTHLIMU MIMKOMPOTEUHOBLIMM
aHTUreHaMuM — remarrTHUMHOM (H), yqyacTByloWwMM B agre-
31K YaCTUL, Ha CIU3UCTON 060N0YKe, U HernpaMmuHugasomn (N),
Ccnoco6CTBYOWEN BbICBOOGOXKAEHUIO BHOBb CUHTE3MPOBAH-
HbIX BUPYCHbIX YacTuL, U3 KNeTKK. B 3aBncnmoctn ot Habopa
NMOBEPXHOCTHbIX aHTUrEHOB BUPYC TUMNa A, B OT/IM4ME OT BUpYCa
TMna B, nogpasgensertcs Ha NoATUNbL. B npouecce mytauun
reHoB, KOAUPYIOLWMX 3T aHTUrEHbl, MPOUCXOAMT YacToe nu3me-
HeHWe aHTUMreHHOro Habopa BMpPYyCcoB 060MX TMMOB, NPUBOAS
K «@HTUr€HHOMY CABUIY», 4TO, B CBOIO O4epedb, BieYeT exe-
rOAHble BCMbIWKKM 3a601€BaEMOCTU K aNUaeMuUuU rpunna [6].

B 1980-x rr. Bupyc rpunna tuna B pasgenuncs Ha aBe
reHeTM4YecKrMe NuHUM — gimaraTta M BuKTOpKA, M HaynHas

Viktor V. Romanenko?l, Leyla S. Namazova-Baranova?, Alina A. Kotova3, Kamilla E. Efendieva?,
Anna A. Ruleva#?, Ekaterina A. Khait5, Olga A. Perminova®, Tatiana E. Pak’, Svetlana G. Lazareva$,
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Results of a clinical study of the influenza tetravalent
inactivated subunit adjuvant vaccine Grippol Quadrivalent
in children aged 6 months to 5 years (inclusive)

The article presents the results of a clinical investigation on the administration of the Grippol Quadrivalent vaccine (influenza
tetravalent inactivated subunit adjuvant vaccine) in children from 6 months to 5 years old. The vaccine has demonstrated no less
effectiveness in comparison with the Grippol plus vaccine (influenza trivalent inactivated polymer-subunit vaccine). Comparable
results were obtained for all evaluated indicators of immunological efficacy against matching strains of the influenza virus, while
for additional strain B (Yamagata line) there was a statistically significant difference in the increase in the immune response in
the Grippol Quadrivalent group. The results of the assessment of the reactogenicity and frequency of systemic adverse events
indicated a favorable and comparable safety profile of the vaccines Grippol Quadrivalent and Grippol plus in children from 6 months
to 5 years old. The data obtained allowed us to conclude that the immunological efficacy of the Grippol Quadrivalent vaccine is no
less when compared to the Grippol plus vaccine, as well as a comparable safety and reactogenicity profile. According to the results
of the clinical investigation, on 08/04/2023, the Ministry of Health of the Russian Federation amended the “Instructions for the
medical use of the drug”: Grippol Quadrivalent is indicated for children from the age of 6 months.

Key words: influenza virus infection, vaccinization, influenza tetravalent inactivated subunit adjuvant vaccine, Grippol Quadrivalent
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¢ 2001 r. 3TM wWTaMMbl LUPKYIMPYIOT MNONEPeMEHHO
MW COBMECTHO. 3TO 3HAYMTENbHO 3aTPyAHSAET Npeackasa-
HWe npeobnajatoLien NMHUKU BUpyca Tuna B B npeacToswem
ce3oHe [7]. BO3 coBMeCTHO ¢ opraHu3aumsamMu ob6LLeCcTBEH-
HOrO 340POBbSI Pas3HblX CTPaH MNpPofo/Kana PeKoMeHdo-
BaTb TPEXBaNeHTHble FPUNMNO3Hble BaKLMHbI, CoOAepKallme
TONbKO OA4MH WTamMm Tuna B, KoTopbI He Bcerga coBnagan
C CE30HHbIM BapuaHTOM. TaKkKe B psfe clyyaeB pPerucTpu-
poBanacb UMPKynauus cpasdy ABYX BapuvaHTOB LWTaMMOB
rpunna tvna B. B Takve anngemMmonormyeckme ce3oHbl n3-3a
HU3KOWM MEePEKPECTHON PEeaKTUBHOCTM MeXAy WTaMmamu
B Habnoganocb cHuxeHne 3GGEKTUBHOCTUM BaKLMHALMUK.
Moao6HbIe HabnoaeHUsa 6binn nonyyveHsl B CLUA B nepuop
1999-2000 rr. n 2012-2013 rr., Koraa BaKUMHHbIM WTaMM
B He o6ecneynn NoNHOLEHHOW 3almTbl B MONOBUHE anuae-
MWOSIOrMYECKNX ce30HOB [5, 8, 9.

B EBpone 4acTtoTa NOATBEPXKAEHHbIX Cly4yaeB rpunna
B B nepuoa ¢ 1992-1993 rr. no 2006-2007 rr. B pa3Hble
ce30oHbl gocturana 82% (Huaepnanabl) [10]. B ®uHnaHaMK
YyacToTa NOATBEPXKAEHHbIX Ciy4aeB rpunna B 3a nepuopg
1980-1999 rr. gocturana 20% v BKOYana npeuvmylle-
CTBEHHO aeTen mnaguwe 17 net. B 2018 r. cpeaun aeten B BO3-
pacTte 40 5 neT B mupe 6bi10 3apeructpuposaHo 109,5 maH
cnyyaeB rpunna, 870 000 rocnuTanu3auun, cBA3aAHHbIX
¢ Bupycom rpunna (543 000 — 1 415 000), 15 300 cny-
YaeB cMepTu B cTaumnoHape (5800 — 43 800) n go 34 800
(43 200 - 97 200) cny4yaeB cmepTn. Ha Bupyc rpunna
npuxoanTcst 7% cny4yaeB OCTPbIX MHOEKLMN HUKHKUX [biXxa-
TenbHbIX NyTen, 5% rocnutanusaunn n 4% cmepTen y aeten
B Bo3pacTe a0 5 net [11, 12].

HaunHas ¢ ce3oHa 2013-2014 rr. BO3 6bin0 peko-
MEHAOBaHO BBOAMTb B COCTaB BaKLUMHbl YETBEPTbIN KOM-
NOHEHT — wWwTaMm B anbrepHaTuBHOW NnHun (B/Yamagata
lineage) ons ctpaH ceBepHOro nosywapus. Bnepsble YeTbl-
pexBaNeHTHas BaKuuHa 6blna ofgobpeHa K NPUMEHEHUIo
B EBpone B 2013 r. B HacTosiLLee BpeMs YeTblpexBaneHTHble
WHaKTMBMPOBAHHbIE BaKLUMHbI NpeacTaBieHbl Ha pPbIHKaX
EBponbl, CLLUA, KaHaabl, ABCTpanuuM 1M Apyrux ctpaH Mupa
(Pnoapuke TeTpa, Pny3oH KaapuaneHT, dnyKsagpw,
Adbnypua Keaa, dnynaBan KBagpuBaneHT), B TOM 4ucne
MHOTME U3 HWUX 040OpPEHbI ANA MPUMEHEHUS Y AeTEN B BO3-
pacte 6 mec u ctaple (PnysoH KBagpuBaneHt, ®nynasan
KBapgpuBaneHT, ®nyKBaapw AxyHuop v ap.) [13, 14].

ExxerogHas rno6anbHas BaKUMHaUWA AeTein B BOo3pacTe
0T 6 Mec 1 cTaplue peKoMeHgoBaHa LileHTpamMu No KOHTPOo
n npodunaktuke 3aboneaHun CLUA (CDC USA) ¢ 2010 .
MpaBuna WMMyHM3aUMKM [JeTer  4YeTblpexBaneHTHbIMU
BaKUMHAMK, a TaKKe WX PEKOMEHAYEMbI COCTaB M3M0-
eHbl B pekomeHaauusax ACIP (Advisory Committee on
Immunization Practices, CLLA) [13].

B HacToswee Bpems B Poccuun ytBepxaeHa CtpaTeruns
pPa3BUTUA UMMYHOMPOPUNAKTUKU UHPEKLIMOHHbLIX 60JIE3HEN
Ha nepwoa ao 2035 roaa (PacnopsixxeHue lNpaButenbcTBa
Poccuiickon ®epepaumm o1 29.03.2021 N2 774-p) ¢ nnaHoMm
nepexoga Ha MCMONb30BaHWE YeTblpexBaNeHTHbIX BaKLMH
ana npodunakTuku rpunna. Ha gaHHbIM MOMEHT Ha Teppu-
TOPUKU CTPaHbl 3aperMcTPUPOBaHbl HECKONbKO OTeYeCTBEH-
HbIX YeTblpexBaneHTHbIX BaKuMH NpoTuB rpunna. B 2018 r.
nepBow 3aperncrpupoBaHHon B Poccuickon depepaunu
KBaApMBaNeHTHON BaKUMHOW MPOTUB rpunna Oblia MHaK-
TUBMPOBaAHHasA CyOobefAuMHMYHAsa afbloBaHTHas BaKLUWHA
lpunnon KeagpusaneHt (OO0 «HMO lMeTpoBakc Papmy,
Poccusq) [15-17].

BaKkuMHa npowna nofHbIA CAEKTP AOKAMHUYECKHUX
nccnenoBaHuit. TakxKe BbINOJHEHO TPU KNMHUYECKKUX Ucche-
[0BaHWs BaKLMHbI: n3y4eHne 6€30MacHOCTU U NepeHOCUMO-
CTW BaKLMHbI Y 340P0OBbIX B3POC/bIX 4O6pOBOSbLEB (Ppa3a l),

N3y4YyeHne UMMYHOreHHOCTH, 3OPEKTUBHOCTU U JanbHenwas
oueHKa 6es3onacHocTn y B3pochblx (basa ll-Ill) n nsyye-
HWE WUMMYHOIEHHOCTH, PeaKTOreHHoCcT M 6e30nacHOCTU
BaKLMHbI Y AeTen U NOAPOCTKOB B BO3pacTe oT 6 Ao 17 net
(dasza lll). PesynbtaThl NpoBeAeHHbIX UCCefoBaHUM MoKa-
3aNu, YTO BaKLMHa XOPOLIO NepeHocuTcs n obnagaet gocrta-
TOYHOW MMMYHOIEHHOCTbIO B OTHOLWIEHMM BCeEX 4 WTaMMOB
BMpYyCa rpunna y B3pOC/bIX U AeTel ¢ 6 fneT.

BbicOokuMit npoduab 6€30nacHOCTU U UMMYHOrEeHHOCTHU
NPOTUBOrPUMNMNO3HON CYyObEAUHUYHOWM BaKLMHbI C aablo-
BaHTOM a30KcuMMepa 6pomMuAoM Obl TaKKe NoaTBepKAeH
Ha OCHOBaHWW NpPOBefeHHOro MeTaaHanuza B 2022,
B KOTOPOM aBTOPbl OTMEYaloT, YTO BaKUMHa TaK e adpdek-
TUBHO MHAYUMPYET UMMYHHbIA OTBET, Kak U 6e3adbloBaHT-
Hble BaKLMHbI, cogepxawune no 15 MKr remarrioTuHuHa
Ha KaxXablM WTamMM Bupyca rpunna, noxkasbiBaeT 6onee
HUBKYIO MECTHYIO PEaKTOreHHOCTb MO CPaBHEHUIO CO CNUT-
N cy6beanHNYHBbIMKM 6e3aabloBaHTHbBIMU BaKUMHaAMK, SBNS-
€TCS XOPOLWMM BbIGOPOM KaK BO BpeMsS NaHAeMUM, TaK
W B LLe/IOM AN5 BaKUMHaUMKW MPOTUB CE30HHOMO rpunna [18].

B HacTosilen cTatbe NPUBOAATCS pPe3ynbTaTbl KIAWHK-
YeCKOro MCccnegoBaHus No M3YYEHUI0 MMMYHOTEHHOCTH,
peaKToreHHocTM W 6e30onacHOCTM BaKUMHbl [punnon
KBagpvBaneHTy geten 6onee paHHero so3pacta — o1 6 Mec
[0 5 net (BKNto4YUTENBLHO) [19].

Llenb uccnepoBaHus

Llenblo gaHHOro uccnenoBaHWs ABASETCS CPaBHUTENb-
Has oueHKa 3PGDEKTUBHOCTHU, PEaKTOreHHOCTH 1 6e3onac-
HOCTM FPUMMNO3HON YETbIPEXBANEHTHON MHAKTUBUPOBAHHON
cy6beaMHUYHOM ablOBAaHTHOM BaKLMHbI Y AETEN B BO3pacTe
OoT 6 Mec A0 5 neT (BKOYUTENBHO).

3ajaun M KOHeYHble TOYKM UCCNefoBaHns npeactaBne-
Hbl B Ta6. 1.

MATEPHUA/JIbI U METOAbI

MHOroLeHTpoBOe ABOMHOE crenoe pPaHAOMMU3MPOBaHHOE
CpaBHUTENbHOE KIIMHWMYECKOE UCCnefoBaHve B NapanienbHbIX
rpynnax nposeaeHo B nepuos ¢ 21.09.2022 no 16.06.2023
B 14 nccnepoBaTtenbCKUX LieHTpax Poccuickon degepaumu.
LeHTpanbHas nabopatopus MO OLEHKE WMMYHOreHHO-
ctm — PIrbY «HayyHo-uccnenoBaTeNbCKUMA MHCTUTYT rpun-
na um. A.A. CMopoaunHueBa» MuHsapaBa Poccuu, r. CaHKT-
MNeTepbypr.

[aHHoe uccnegoBaHne NPOBOANAOCH B LBOMHOM CAEMNOM
AnsanHe. Mccnegyemble BaKUMHbl Obliv BHEWHE HEOTINYM-
Mbl APYr OT Apyra W ynakoBaHbl 0gMHaKOBO. MapKupoBKa
npenapatoB 6blna OcCylecTB/ieHa TaknMm 06pa3oM, 4TO-
Obl cnenon metoa He 6bin HapylweH. Kpome Toro, aHanua
06pas3LoB CbIBOPOTKM KPOBWU AN OLLEHKM MMMYHOTEeHHO-
CTW NPOBOAMIICH C COXPaAHEHWEM MacKuUpoBaHus. O6pasLbl
CbIBOPOTKM KPOBW MapKMpoBanu WMAEHTUOUKALMOHHLIMU
HOMEepaMW YYaCTHUMKOB WCCNefoBaHWs, COTPYAHWKM LEeH-
TpanbHOM nabopaTopuu, BbINOMHSAOWME aHann3, He UMeNu
4OCTyna K rpynne BakLMHaL MK yHaCTHUKOB.

Uccnepgyemasn BakuuHa — Mpunnon KBagpuBaneHT (Bak-
LIMHa rpUNno3Has 4YeTblpexBaneHTHas MHaAKTUBMPOBaHHas
cy6beAnHNYHas aabloBaHTHasA, pacTBop ANS BHYTPUMbI-
LWEeYHOro U NOAKOXHOro BBeaeHus, 0,5 mn/go3a, Npous-
BoactBa 000 «HIMO MeTpoBakc Papm») COAEPHKUT N0 5 MKr
aHTUreHOB 4eTblipex wTammoB Bupyca rpunna: A (HINZ),
A (H3N2) n aByx wtammoB Tuna B (Amarata n Buktopus),
a TaKXXe MMMyHoaabloBaHT MonnokemnaoHmn 500 MKr (a30K-
cumepa 6pomua). BakumHa cpaBHeHns — [punnon nnatoc
(BaKUMHa rpunno3Has TpexBaneHTHas MHaKTUBUMpPOBaHHas
nonMmep-cybbeanHnMYHas, CycrneH3us ANs BHYTPUMbILLEY-
HOroO M NOAKOXHOIro BBeAeHus, 0,5 mn/403a, NpoM3BOACTBA

PEDIATRIC PHARMACOLOGY. 2024;21(3)

NEAUWATPUHECKAA ®PAPMAKONOIUA / 2024 / TOM 21 / N¢ 3



E ORIGINAL ARTICLES

OPUTMHAJNIbHASA CTATbA

Ta6bnuua 1. 3a4a41 M KOHEYHbIE TOYKN UCCNeqoBaHUs

Table 1. Study objectives and endpoints

3apaum

KoHeuHble TOYKHU

MepBHYHbIE

[loka3aTb HeMeHbLYI0 UMMYHOreHHOCTb BaK-
LUMHbI Mpunnon KBaapvBaneHT No cpaBHEHUIO C
BaKUuMHOM Mpunnon natocy Aeten B BO3pacTte oT
6 Mec 0 5 neT (BKIOYUTENbHO) N0 TPEM coBna-
JaloWmMM WTaMMaM CpaBHWBaEMbIX BaKLKUH

[lons BaKLMHWPOBAHHbLIX C CEPOKOHBEPCHEN B MapHbIX CbIBOPOTKAX peaKLMn TOPMOXKe-
HUs remarrnioTuHaymu (PTIA), noay4eHHbIX 40 M NOCe BaKLUMHaLUu.

CepoKoHBepcUs onpeaensnach Kak:

Q) MOBbILEHWe TUTPa aHTUTEN K LWWTamMam Bupyca rpunna o = 1 : 40 (Mpy UCXOAHOM TUTpe
aHTMTEen < 1:10)

nnu

6) NoBbIEHWe TUTPa aHTUTeN B 4 1 6osiee pa3a No CpaBHEHUIO C UCXOAHLIM TUTPOM (MpwU
MCXOAHOM TUTpe aHTuTen > 1 : 10) B napHbix cbiBOpoTKax PTIA nocne BaKyMHaLumu.
MCXOAHbIM TUTPOM @HTUTEN CYMTANUCh TUTPbl @aHTUTEN K aHTUreHam Bupyca rpunna B
PTrA, nonyyeHHble Ha CKPUHUHre. TUTpaMK Mocne BaKUMHALUKU CHUTANUCh pe3ynbTarthl,
noflyyeHHble B feHb 25 + 3 nocne 0gHOKPaTHOro BBeAEHMS BaKLMHbI AeTaM OT 36 mec Ao
5 net unv BBeAEHUS BTOPOW A03bl BaKLMHbI AeTaM 0T 6 Ao 35 mec

BTopHnyHbie

CpaBHUTb UMMYHOTEHHOCTb BaKLMHbI TPUMNON
KBaapuBaneHT ¢ BaKuUWHOM [punmnon nioc
y fleTeit B Bo3pacTe oT 6 Mec 70 5 et (BKo-
YUTENbHO) MO TPEM COBMaAaloWMUM LWTAMMaM
CpaBHMBAEMbIX BaKLMH

CpeaHue reomeTpuyeckue Tutpa aHtuten (CI'TA) nocne BakumHaumm

OUEHUTb MMMYHOTEHHOCTb BaKUMHbI Mpunnon
KBagpuBaneHT 1 BakUUWHbI [punnon natc

[onsi BakUMHMPOBaHHbIX ¢ cepokoHBepcuen n CI'TA K 4-My AOMNOSIHUTENIbHOMY LUTaMMy
CpaBHMBAEMbIX BaKLMH.

KpaTHocTb npupocta CI TAK 4 wuTamMam BUpyca rpunna B napHbix cbiBopoTkax PTTAnocne
BaKLMHALMKW MO OTHOLIEHMIO K UCXOHbIM 3HA4YEHUSIM TUTPOB aHTUTEN. CeponpoTekuns —
nons (%) BaKUMHMPOBaHHbIX C TUTPOM aHTuTen = 1 : 40 K 4 wtammam Bupyca rpunna
B NapHbIX cbiBopoTKax PTIA nocne BakumHaumm

OueHUTb 3PDEKTUBHOCTb BaKLUMHbI punnon
KBagpvBaneHT v BaKuuHbl punnon natwc B
OTHOLLEeHUKN 3aboneBaemocTu rpunnom n OPBU

YacTtota 3a6oneBaemocTtu rpunnom 1 OPBU (mecsau 1 — mecsil, 6 nocne BakLUMHaLuu).
TaxecTb U ANUTENbHOCTb 3apPerucTpuMpoBaHHbIX cnydaesB rpunna v OPBWU, Hanuuve
OCJ/IOXKHEHUW

OyeHKa 6e30MacHOCTH

OUEHUTb pPeaKTOreHHOCTb BaKUWHbI punnon
KBagpuvBaneHT 1 BakuMHbI [punnon natoc

YacTtoTa 1 xapaKTep 06LMX U MECTHbIX MOCTBAKLMHAbHbIX peaKumni (7-GHEBHbIM Nepuos
Ha6no4eHns nocne BBEAEHUS BaKLMHbI)

OueHUTb 6€30NacHOCTb MPUMEHEHUS BaKLMHbI
Mpunnon KBagpvBaneHT W BakuuHbl punnon
nntoc

e YacrtoTa v xapakTtep HA (aeHb 1-25 + 3 nocne 3aBepluieHUs BaKLMHaALUN)

e YacrtoTa v xapakTtep CHA (aeHb 1 — mecsal, 6)

YacTtoTa 1 xapakTtep HY, Tpebylolmx o6palleHns 3a MeanLMHCKOM NOMOLLLbIO
(Mecay 1 — mecau, 6)

Pe3ynbTaTtbl OLEHKU NoOKa3aTenemn }KXU3HEHHO BaxHbIX GYHKLUM

Pesynbtathl PU3NKanbHOro o6cneqoBaHus

PesynbTaThl KIMHUYECKOrO aHaNM3a KPOoBU

PesynbTathl 06W,Eero aHanmMsa Mouu

lMpumeyarnne. OPBU — ocTpasi pecnupatopHas BUpycHas MHbekuns; HA — HexenaTenbHble 9BeHns; CHA — cepbe3Hble HexenaTeNbHble

ABNIEHUA.

Note. ARVI (OPBW) — acute respiratory viral infection; AE (HA) — adverse effects; SAE (CHA) — serious adverse event.

000 «HIMO MeTpoBakc ®apm») COAEPKUT NO 5 MKr remar-
FMIOTUHWHA KaXAoro n3 WraMmMoB BUpyca rpunna noaTMnos
A (HIN1 n H3N2) n B (BuKTOPKA) M TaKXKe UMMYHOa4blOBaHT
MonnokcnaoHun 500 MKr. LUTaMMbl aHTUrEeHOB BUpYyCa Fpun-
na B cocTaBe BaKLUMH COOTBETCTBOBA/IM PEKOMEHAALMAMM
BO3 Ha TeKywun anuaemuyeckuin cesoH 2022-2023 rT.
ana CesepHoro nonywapwms [13].

B nccnegoBaHunm NPUHAAKM y4acTue 340POBbIE AETU MYXK-
CKOFO W XEHCKOro nona B BO3pacTe oT 6 mMec Ao 5ner
Ha MOMEHT BaKuMHauumu. B pamKax uccnegoBaHus oue-
HMBa/NMCb MNOKa3aTenu B BO3pacTHbIX rpynnax 6-17 mec,
18-35 mec, 3—-5 net. 0693aTenbHbIM KpUTEPUEM BKIIOYEHUS
B MCC/lej0OBaHME TaKKe ABASI0Ch Hann4me MHGOpPMUPOBaH-
HOro corfacusa Ha yyacTve B UCCNefoBaHWK, NoANUCaHHoe
OJIHUM M3 POAUTENEN.

KpuTepun HEBKIIOYEHUS: y4acTne B APYroM KAWHMYe-
CKOM MCCneaoBaHUN BaKLMHbI UKW IEKApCTBEHHOrO npena-

paTa B TedyeHune 30 gHEW A0 CKPUHMHIA; BaKLUMHaLMs NI060N
BaKLUMHOM MPOTMB rpuMnna B TeYEeHWe npeawecTByWmX
6 Mec; BaKUMHALUMUS APYTMMU BaKUMHaAMKU He No3gHee 4em
3a 30 gHen o BBEAEHUA nccneayeMon BaKLUMHbI; rtunepyyBs-
CTBUTENbHOCTb MW TAXENble NOCTBAKLIMHANbHbIE OCOXHE-
HWMS Ha N6y BaKLMHY B aHaMHe3e U ap.

KpuTepmnun MCKNoYEeHMs: B COOTBETCTBUM C XENIbCUHKCKOM
AeKnapaunen BcemmpHOM MeaMLIMHCKON accoumaumnmn u apy-
TMMW COOTBETCTBYIOWMMW HOPMATMBHbIMW AOKYMEHTaMM
pebeHOK nMen NpaBo B 110601 MOMEHT M MO I060N NPUYNHE
BbINTWU U3 UCCNIe0BaHNS MO pPeLleHn0 3aKOHHOro npeacTa-
BUTENS (poauTtens).

Y4yacTHUKKM UccneaoBaHUs MOIKM GbiTb JOCPOYHO UCKJIIO-
YeHbl U3 HEro B C/lyYae NPUHATUS PELLEHUS KOMMaHWeN o npe-
¥AEeBPEMEHHOM 3aBepLLUEeHMN BCero nucenegoBaHms. Nommmo
3TOro, AETH, yyacTBylOlLIME B MCCNeLOBaHWM, MOrK ObiTb
[IOCPOYHO MCKJIIOYEHBI M3 HEMO MO CeayoLMM NPUYNHAM:



1) BO3BHUKHOBEHWE Yy pebeHKa YCNOBWW, He COOTBET-
CTBYIOLWMX KpuTepuam oTbopa B UCCiefoBaHWe (pelleHne
06 WCK/OYEHUM MpPUHUMAN UcchneaoBaTeNlb Ha WMHAWBUAY-
allbHOW OCHOBE);

2) N0 peleHno uccnegoBaTens, Koraa JanbHewnwee
yyacTue B MUCCNefoBaHWM NPOTMBOPEYMIO 61arononyymio
n UHTepecaM pebeHKa, Hanpumep, B ciy4yae BO3HUKHOBE-
HWS CEePbe3HOro HeXenaTenbHOro ABMEHUS;

3) noTepsa KOHTaKTa € poauTenamMu pebeHKa (mocne
Tpex JOKYMEHTUPOBAHHbIX MOMbITOK CBA3aTbCS C POAUTENEM
no tenedoHy B TeyeHue 96 y);

4) CUCTEMHbIE HapyLWeHWs NpPOTOoKoNa U Ccepbe3Hble
OTK/NIOHEHMS OT NPOTOKONA;

5) nns neten ot 6 Ao 35 Mec: Hanuyne NPOTUBOMNOKA-
3aHWM K BBEAEHWIO BTOPOM A03bl BaKLUMHbI AU HEOBXOAM-
MOCTb OT/IOXMWTb BTOPYIO BaKLMHaLMIO 6onee 4eM Ha 2 Hef.

C uenblo obecneyeHna 6aaronpuaTHOro NPoduas Nosb-
3a/puUcK Habop aeTen B UccnegoBaHue NPoBOANACS Nocne-
LoBaTeNbHO.

Ha nepBom 3Tane 6binn BKAoYeHbl 200 aeten B BO3-
pacTe oT 36 Mec o 5 net. [10 3aBepLIEHUM BCEMU AETbMMU
BM3MTa B AeHb 9 + 1 nocne BaKuMHaLMK Gbln NPoOBeSEH
NPOMEKYTOYHbIN aHaNn3 JaHHbIX N0 6€30MaCHOCTH U peak-
TOreHHOCTH UccneayemMblx BakumuH. Ha gaHHOM aTtane paso-
cnenneHve AaHHbIX 6bIN0 NPOBELEHO TOMbKO ANS YNEHOB
He3aBMCHMMOro KOMUTETA NO MOHUTOPUHTY AaHHbIX (HKM/),
B TO BPEMS KaK uccnefoBaTenn, y4aCTHUKKU UcCiefoBaHums
W UX pOAUTENM HE BblIM pa3ocnenseHbl 40 MOMEHTa 3aBep-
lweHuns uccnegoBanus (aeHb 180 + 5). MNocne aHanu3a aaH-
Hbix HKM/] peKomeHa0Ban CnoHcopy HavyaTb BTOPOM aTan —
NPOAOIKNUTL HAbOP B UCCef0OBaHUE C BKOYEHUEM JeTen
oT 6 mec o 5 net. Ha BTopom atane 6bliv JONONHUTENBHO
HabpaHbl ewe 500 peten B Bo3pacTe oT 36 Mec Ao 5 ner
n 124 pebeHka B Bo3pacTe oT 6 Ao 35 mec.

O6uwas cxema MuccnegoBaHus npuBegeHa Ha puc. 1.
Cxema uccnegoBaHua Ans aeTten B Bo3pacTe oT 36 mec
40 5 neT npepactaBneHa Ha puc. 2. Cxema uccnefoBaHus
4N geTer B Bo3pacte oT 6 Ao 35 Mec npeactaBneHa
Ha puc. 3.

Takum 06pasom, MOJSIHbIM Habop [AaHHbIX A8 OLEeH-
Kn 6€30MacHOCTU U PeaKTOreHHOCTU BaKUMHbI (Monynsums
FAS: nonHbin Ha6op aaHHbIX (Full Analysis Set; FAS) — Bce
YYaCTHWKM NonynsaumMm 6e30MnacHOCTH, Y KOTOPbIX €CTb XOTS
6bl OAHO M3MEpPEHMNE TUTPA CbIBOPOTOYHbIX @HTUTEN K aHTU-
reHam Bupyca rpunna) coctaBun 824 pebeHka n3 854 ckpu-

HUMpOBaHHbIX AeTen (30 aeTew BbiObIIN Ha 3Tane CKPUHWUHIA)
(puc. 4).

Mcenepgyemble rpynnbl (No 412 y4acTHUMKOB B KaKaow
M3 HKX) OblIM CONOCTaBUMbI MO MCXOAHBIM 3HAYEHUSAM NOKa-
3aTenen HanpsXeHHOCTU UMMYHUTETa B OTHOLEHUWU aHTU-
reHoB Bupyca rpunna. Kak MMHMMYM OAHa 3anucb O npea-
LecTBylOWEN BaKUMHALMK 3apernctpupoBaHa y 72 n3 412
(17,5%) peten rpynnbl Mpunnon KBagpuBaneHT ny 74 ns 412
(18,0%) peten rpynnbl Mpunnon natoc, NpMYemM BaKLUMHaALNUS
npoTuB rpunna Gblna npoBeaeHa 6onee YeM 3a 6 Mec, a apy-
rMMW BaKuuHamn — 6Gonee Yyem 3a 30 AgHen 4O MOMeEHTa
BKJIIOYEHHMS B UCCefOBaHMe.

BoNbWMHCTBO y4acTHWKOB Oblin €BPOMNEOUAHON pachl
(99,3%), pacnpeaeneHve no nonay 6bino NPUBIN3UTENb-
HO OAWHaKoBbIM (47,7% peBoyek n 52,3% MaNlb4ynKOB).
Monynaumsa wcnbITyeMbIX, 3aBEPLIMBLINX MCCedoBaHue
B COOTBETCTBUM C NPOTOKOAOM (nonynauunsa PPS: nonynsums
no NPOTOKONY — BCE YYACTHWKM MOJSIHOIO Habopa AaHHbIX
(FAS), cOOTBETCTBYIOLIME KPUTEPUAM BKJIOYEHUS/HEBKIIO-
YeHUS/UCKYEHUS, NoayyYnBLlwKe f03Y(bl) BaKLMHbI B COOT-
BETCTBUU C paHAOMMUIALIMEN N CXEMOM UCCNeloBaHuUs, KOTO-
pble NPeaoCTaBUAM [aHHble AN OLEHKM UMMYHOreHHOCTH
B COOTBETCTBMM CO CXEMOW WCCNeLOBaHUs, He nofyyas-
lwKne 3anpeleHHble npenapatbl, MNOTEHUMaNbHO BAMUSA-
lowmne Ha pesynbraTtbl UMMYHOMEHHOCTW, U 3aKOH4YMBLUME
uccnepoBaHve 6e3 cepbe3HbIX OTKJOHEHMI OT MPOTOKONA,
NOTEHLMANbHO BAMSAIOWMX Ha peldynbTatbl UMMYHOrEHHO-
CTH), cocTaBuna 764 pebeHKa aN1s OLEHKU UMMYHOreHHOCTH
N UMMYyHONIOrMyeckon addeKkTuBHoCcTH (386 aeten B rpyn-
ne MNpunnon KeBagpueaneHT u 378 aeten B rpynne Mpunnon
naoc).

PasHuua B 60 geten mexay nonynsaunen FAS n nonyns-
unsa PPS BO3HUWKNA M3-3a UCKOYEHMS BCNELACTBME OTKMO-
HEHUM Pa3NMYHOrO XapaKTepa, a WMMEHHO: OTKJOoHeHue
BM3UTOB OT rpaduKa (n = 5), BKIIOYEHME C HAPYLLUEHUEM KPU-
TepueB (n = 2), remonn3 nabopaTopHbix 06pa3uoB (n =7),
3anpeuleHHas Tepanua (n = 3), ownbKa cTpatbl (0 = 1),
0T60p NPO6bl HA UMMYHOFEHHOCTb BHe rpaduka (n = 34),
pacxoxaeHue aHS paHAOMMU3aLmK U BaKUMHaumu (n = 8).

[Onsa neten B Bo3pacTe oT 36 Mec 40 5 neT uccnegoBaHue
BK/IlOYano 4 am6ynaTopHbIX BU3UTa B UCCNEe[0BaATENbCKUN
LEHTp M 6 TenedOHHbIX 3BOHKOB Bpava-uccnegosatens.
[ns Bo3pacTHOW KaTeropuu oT 6 4o 35 mec ncenegoBaHue
BKJIl0YaNo 6 ambynaTtopHblX BUSUTOB B UCCEL0BATENbCKUN
LeHTp 1 8 TenedoHHbIX 3BOHKOB Bpayva-nuccnegoBarens.

NEPBbIN 3TAN UCCNEAOBAHUS

* BkntoyeHue 200 geten oT 36 mec o 5 net

MpOMeXKyTOYHbIN aHann3 6€30MNacHOCTU U PEaKTOreHHOCTH
ncenegyemMbix BaKLMH Mo JaHHbIM, NOJlyYEeHHbIM 40 BU3KTa 2

(aeHb 9 + 1) BKNOYUTENBHO

e 3acepaHue He3aBUCMMOro KOMUTETA MO MOHUTOPUHTY AaHHbIX

* PeKoMeHaaLuu CroHCOPY 0 BO3MOXHOCTU OTKPbLITUS Ha6opa BO

BTOPOW 3Tan uccnegoBaHus

BTOPOW 3TAMN UCCJ/IEAOBAHUA

e BrtoveHne 500 geten ot 36 mec Ao 5 net n 124 geten

B Bo3pacTe oT 6 fo 35 mec

Puc. 1. O6was cxema uccneaoBaHus
Fig. 1. General design of the study
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Puc. 2. Cxema nccnegoBaHus Ans geten B Bo3pacTte oT 36 Mec A0 5 neT BKIOYUTENbHO

lNpumeyarne. TK — TenePoHHbIN KOHTAKT. TenepoHHble KOHTaKTbl 1 1 2 npoBoasTcs Yepe3 6-8 1 48—72 4 noc/ne BBeAEHUS BaKLUMHbI.

Fig. 2. Study design for children aged 36 months to 5 years

Note. TC (TK) — telephone call. Telephone calls 1 and 2 are made 6-8 and 48-72 hours after vaccine administration.
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Puc. 3. Cxema vccnenoBaHus Ans ageten B Bo3pacTe oT 6 10 35 Mec BKJIOYUTENBHO

lMpumeyaHne. B3 — Bu3UT 3; TK — TenedoHHbIN KOHTaKT. TenedoHHble KOHTaKTbl 1, 2, 3, 4 npoBoaATca Yepe3 6-8 1 48-72 4 nocne

Ka[oro BBeAeHWS BaKLMHbI.
Fig. 3. Study design for children aged 6 to 35 months

Note. V3 (B3) — visit 3; TC (TK) — telephone call. Telephone calls 1, 2, 3, and 4 are made 6-8 and 48-72 hours after each vaccine

administration.

MpoaoNKUTENBHOCTE  y4acTua B UCCeAO0BaHUKU
nns neten ot 6 4o 35 mec coctaBuna go 232 aHen, ot 36 mec
no 5 netr — go 190 aHen.

OueHKy TUTpa aHTUTEN CbIBOPOTKM KPOBM K BUPYCY
rpynna nNpoBOAMAM C MCMNOJIb30BAHMEM peaKkuuMm TOpPMO-
eHusa remarrniotuHaumm (PTIA) ncxogHo (40 BaKUMHa-
UMM) M nocne OAHOKPATHOrO BBEAEHWS BaKUMHblI AETSIM
oT 36 mec Ao 5 neT v nocse BBeAeHWs BTOPOK A03bl BAKLMHbI
netam ot 6 go 35 mec (B AeHb 25 £ 3 nocne nocnegHen Bak-
LMHauun).

MMMYHOreHHOCTb B MOMynsuuMu NO MNPOTOKOoNy (mony-
nauma PPS) onpepensnacb Mo nokasaTento CepPOKOHBEP-
CUM — TMOBbIWEHNUS TUTPa aHTUTEN K WTaMMam BMpyca
rpynna go = 1 : 40 (Npu ncxogHom TUTpe aHTuTen < 1 :
10) uAn noBbllWEHMA TUTpa aHTuTen B 4 un 6onee pasa
MO CPaBHEHMWIO C UCXOAHbIM TUTPOM (MPU UCXOAHOM TUTPE
aHtTuTen > 1 : 10) B napHbIx cbiBOpoTKax PTIA go v nocne
BaKUMHaUMKU. [Na OLEHKM MMMYHOTreHHOCTU TaKKe onpe-

Oensnncb cpegHve reometTpuyeckue tutpa antuten (CITA)
nocne BaKuuHauuu. Onpegenanacb JONS BaKUMHWPOBAH-
HbIX C cepoKoHBepcuen n CI'TA K yeTBepTOMY AOMNOJSIHUTE N b-
HOMY WITaMMy CpaBHWBaeMbIX BaKLUMH. KpaTHOCTb nNpupocTa
CI'TA oueHMBanach B NapHbIX CbIBOPOTKaX Nocne BaKLMUHa-
LMK NO OTHOLEHWUIO K UCXOAHbIM 3HAYEHUAM TUTPOB @HTU-
Ten. CeponpoTeKkuuns onpegensnacb Kak gons (%) Bakuu-
HMPOBAHHbIX C TUTPOM aHTUTEN K WWTaMMaM BUpyca rpunna
> 1:40 B napHbIX cbiBOpoTKax PTIA nocne BakuMHaLMK.

OpDPeKTUBHOCTb BaKLMHbI OLEHMBaNacb MO YacToTe
perucTpaumm 3a601eBaeMoCTH FPUMMOM U OCTPbIMU pecnu-
paTopHbIMKU BUPYCHbIMU MHbeKLmMamu (OPBU) (c 1-ro no 6-u
MeC nocne BaKUMHaLMK), a TaKXKe Mo TIKECTU U ANuUTeNb-
HOCTU 3aperucTpupoBaHHbIX cnyvyaeB rpunna u OPBW,
No HaNMYMIO OC/TIOKHEHUN.

PeaKToreHHOCTb oueHMBanacb No 4acToTe U XapaKTepy
O6LWMX M MECTHbIX MOCTBaKUMHalbHbIX peakuunn (7-OHeB-
HbIM Mepuoa HabnlAeHWs nocie BBEAEHWS BaKLMHbI).
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MpumeyaHme. HKMJ, — He3aBWCUMbI KOMUTET MO MOHUTOPUHTY AaHHbIX; FAS — Full Analysis Set (mofiHbIn Ha6op AaHHbIX).

Fig. 4. Distribution of the subjects over the analyzed period

Note. IDMC (HKM/) — Independent Data Monitoring Committee; FAS — Full Analysis Set.

besonacHOCTb oOueHWBanacb MO YacToTe M Xxapaxtepy
HexxenatenbHblX aBneHun — HA (geHb 1-25 £ 3 nocne
3aBeplleHns BaKLUWHaLMK), HacToTe U XapaKTepy cepbes-
HbIX HexenaTenbHbIX 9BneHnn — CHA (c 1-ro no 6-i mMec
nocne BaKLMHaLMK), YacToTe U xapaKTepy H4, Tpebyowmnx
obpalleHns 3a MegMLMHCKOM nomMoLLbio (¢ 1-ro no 6-# mec
nocne BaKUMHaLMK), pe3ynbTaTtaM OLLEeHKM MNoKa3aTenen
U3HEHHO BaMHbIX OYHKLUKUIA, pedynstataM GU3MKalibHOro
o6cnefoBaHns, pesynbTaTtaM KJIMHUYECKOro aHanmM3a Kpo-
BW, pe3y/nbTaTaM 06LLero aHann3a Mo4u.

CTaTUCTUYECKUIN aHann3 NPOBOAMICHA C MOMOLLbIO MpPo-
rpammHoro o6ecnevenuns IBM SPSS Statistics Version 26.0.

Pa3mep BbIGOPKHM Bbln paccynTaH Npu nomMoLLmM nporpam-
mMbl PASS 12 (Professional License, NCSS LLC, www.ncss.
com), UCX0As U3 cneaylowmnx NpesnonoXKeHUn: MOLWHOCTb
Kaxpgoro tecta — 93% (o6wWas MOLHOCTb TECTMPOBAHWM
B OTHOLUEHUWN NEPBUYHON NEepeMeHHOM (CEPOKOHBEPCUS) —
He mMeHee 80%), OLHOCTOPOHHWIA YPOBEHb 3HAYUMOCTU —
0,025, cooTHOLWEHWe paHgoMU3auun no rpynnam — 1 : 1,
rpaHuua HemeHbwen 3GPEeKTUBHOCTU (BaKLMHa CpaBHe-
HWS — BaKLUMHa uccnegoBanusa) — 15%, UCTUHHBbIE OXUaae-
Mble pa3nuyng Mexxay npenapatamuv — 2% (B Nonb3y BaKLK-
Hbl CpaBHEeHus), npeanonaraeMas 4ong BaKLMHUPOBAHHbIX
C CEPOKOHBEpPCUEN B rpynne BakLMHbl cpaBHeHUA — 50%.

B aHanu3 adpdeKTMBHOCTM HeobxoamMmo O6blno BKJIO-
YUTb AaHHble He MeHee 698 aetel. C y4yeTOM BblObIBaHMSA
U3 uccnefoBaHns u/Uan CTaTUCTUHECKOro aHaM3a Ha ypoB-
He 15% B uccnefoBaHWMe Heo6XOAMMO OblIO PaHAOMU3HK-
poBaTb 824 pebeHKa B cooTHoweHun 1 : 1 (412 peTewn
B Kaxaylo M3 rpynn BakuuHauuu). MccneposaHue npo-
BeEeHO B COOTBETCTBMM C MNPUHLUMAMMU, 3aIOKEHHbLIMU
B XeNbCMHKCKOW peKnapauuvn BcemMmpHOM MeauuMH-
CKOM accouunauun B nocnefHen pefaxkuuu, ¢ npasunamu
Hagnexawen KAMHUMYECKOM NpPaKTUKKM MexayHapoaHoro

coBeTa no rapmoHusdaumu (ICH GCP) n EBpa3uickon 3aKo-
HOMMWYECKON KOMMUCCHUW, HaLMOHaNIbHbIMU PerynsTopHbIMU
TpeboBaHUAMM.

OTnyecKas aKcnepTuada: NPOTOKON U MOMPaBKU K HEMY,
MHOOPMAaLMOHHBIM INCTOK poauTens ¢ dopMon MHGOPMHK-
POBAHHOrO cornacus W Apyrue fnpuMeHuMble LOKYMEHTI
6blM ofo6peHbl CoBeToM No 3TMKe MuH3gpaBa Poccuu
(BbIMMCKa U3 NpoToKona 3acefaHus CoseTa no atnke N2 315
oT 10.08.2022) ¥ NnoKalbHbIMWU 3TUYECKMMU KOMUTETaMM
MEAULMHCKUX YUYPEXAEeHUN, Ha 6a3e KOTOPbIX NPOBOAWIM
nccnegoBaHus.

PE3YJIbTATbI

OueHKa UMMYHOF€HHOCTH

B nonynauuio PPS (nonynauus no npoTOKoNy) BOWAW AaH-
Hble 764 y4aCTHWKOB. B rpynne geten, NnpuBUTbIX UCCNenye-
MoM BaKuuHoM punnon KeBagpusaneHT (n = 386), nons nuy,
C CEePOKOHBEPCHEN (MOBBILEHWEM TUTPA @HTUTEN K LWUTAMMaM
Bupyca rpunna o = 1 : 40 (NpyU UCXOLHOM TUTPE aHTUTeEN
< 1:10) unv noBbIWEHNEM TUTPa aHTUTeN B 4 1 6onee pasa
MO CPaBHEHWUID C UCXOAHbIM TUTPOM (MPU WMCXOLHOM TUTpe
aHTMTen = 1 : 10) B napHbix cbiBopoTKax PTIA nocne Bak-
LUMHaumm) Yyepes 22-28 gHen coctaBnsana 92,5% (95% AU
89,4-94,7) pna aHtureHa A (H1N1), 87,6% (95% AN 83,9—
90,5) — ana aHtureHa A (H3N2), 59,3% (95% AN 54,2-
64,3) — ang aHTUreHa Bupyca rpunna tuna B (BuKTOpuaH-
CKas NMHKg). B rpynne geTten, NpuBUTLIX BaKUMHOW punnon
nntoc (n = 378), aHanornyHble noKasaTtenn COoCTaBASM:
96,3% (95% AN 93,9-98,9), 90,5% (95% AN 87,1-93,2),
64,3% (95% O 59,2-69,1) coOTBETCTBEHHO. Pe3ynbraThbl
CpPaBHUTENIbHOI0 aHanM3a No3BONUIIU 3aK/04YUTb, YTO UCChe-
fLlyemasi BaKLIMHa «He Xye» BaKLMHbl CPaBHEHWS.

B rpynne peten, nNpuBWTbIX BaKuuMHOW [punnon
KBagpvBaneHt, Jona vl Cc ceponpoTtekuuen (gonen (%)
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BaKLMHMUPOBAHHbLIX C TUTPOM aHTuTen > 1 : 40 K 4 wram-
MaM BMpyca rpunna B MapHbix cbiBOpoTKax PTIA nocne
BaKUMHaUKK) yepesd 22-28 aHen cocTtasnsgna 93,8% (95%
N 90,9-96,0) gna aHTureHa A (HAIN1), 89,4% (95% AU
85,9-92,3) — ana aHtureHa A (H3N2), 59,3% (95% M
54,2-64,3) — and aHTUreHa Bupyca rpunna tuna B (BUKTO-
puaHckasa nnHus) n 79,0% (95% AN 74,6-83,0) — ang aHTu-
reHa Bupyca rpunna tuna B (amaratckasa nuHums). B rpynne
JleTen, NPUBUTbLIX BaKLUMHOW MPUNMON NAC, aHanornyHble
nokasartenu coctaBnanu: 97,4% (95% AN 95,2-98,7), 93,1%
(95% OMN 90,1-95,5), 64,3% (95% AN 59,2-69,1) cooT-
BETCTBEHHO. Taknum 06pa3om, AN coBnajalomnx WraMmMoB
YPOBEHb CEPOMPOTEKLMU Gbln conocTaBUMbIM. [lons nuL,
B rpynne BaKUMHUPOBAHHbLIX KBaJpWBaNEeHTHON BaKLMHOM
C CeponpoTeKLnen aAna BXOASALLEro B cOCTaB BaKLWHbI aHTU-
reHa BMpyca rpunna tuna B (amaratckas nnHus) npesbicuna
TaAKOBYIO A/ aHTWreHa Bupyca rpunna tuna B (BMKTOpHM-
aHCKasl NIMHKUS) KaK B rpynne BaKLUMHUMPOBAaHHbLIX Mpunnon
KBaapvBaneHT, TaKk 1 B rpynne BaKUMHUPOBAHHbIX MpUnnon
nntoc.

OueHKa CI'TAy neten, npusutbix Npunnon KeagpvBaneHt
nokasasa, 4To 3Ha4yeHus Yyepes 22-28 aHen nocne BaKUM-
Hauuu coctaBnsann 91,2 (95% AN 82,8-100,2) ana aHTK-
reHa A (H1N1), 66,5 (95% O 61,1-72,3) — ans aHTUreHa
A (H3N2), 28,6 (95% N 26,2-31,3) — ang aHTUreHa Bupy-
ca rpunna Tuna B (BMKTOpunaHcKasa nuHua) u 37,9 (95% AN
34,4-41,8) — ons aHTUreHa Bupyca rpynna Tuna B (Amarart-
CKasi InHKUSA). B rpynne geten, npuBUTbIX BaKLUHON punnon
naoc, aHanornyHble nokasatenn Ans aHTUreHoB coBMnaja-
lowmx wrammoB coctasnsann 105,7 (95% AN 96,2-116,4),
771 (95% AN 70,8-83,8), 31,6 (95% AU 28,8-34,5).
PesynbTaTbl CpaBHUTENBHOIO aHanuM3a MO3BOJSIMAN 3aK/O-
4YWTb, 4TO BakuwuHa [punnon KBagpuBaneHT He ycTynaet
BaKLMHE cpaBHeHMs no nokasartento CITA K Tpem coBna-
[aloLLMM aHTUreHam U NpeBbIWAeT TPEXBANIEHTHYIO BaKLMHY
B OTHOLIEHUM HE BKJIIOYEHHOro B Hee YeTBepToro wramma
rpunna B.

OueHKa KpaTHocTu npupocTa CI'TA (KpaTHOCTM NpupocTa
CI'TA K 4 wrtammam BuMpyca rpunna B MapHbIX CbIBOPOT-
kKax PTIA nocne BaKuUMHALMKW MO OTHOLIEHUIO K MCXOAHbIM
3HAYEHUSIM TUTPOB aHTWUTEN) Y AETeN, NPUBUTLIX punnon
KBagpuBaneHT, yepe3 22-28 gHen coctasuna 8,6 (95% AU

7,9-9,5) ana aHtureHa A (HAN1), 6,7 (95% AU 6,2-7,3) —
ana aitureHa A (H3N2), 5,4 (95% AN 5,0-6,0) — ans aHTu-
reHa Bupyca rpunna tuna B (BUKTopuaHcKasa iMHUS) U 5,9
(95% OU 5,3-6,5) — anga aHTUreHa Bupyca rpunna tuna
B (Amaratckas nuHua). B rpynne geten, NpMBUTLIX BaKLMHOM
Mpunnon nntoc, aHanornyHole nokasatenun cocrasuam 10,0
(95% AN 9,1-11,1), 7,8 (95% AN 7,2-8,5), 6,0 (95% AN 5,5—
6,6). Pe3ynbTaThl conoctaBuUMbl. Pe3dynbraThl UcCnefoBaHus
CEPOKOHBEPCUN U CEPOMPOTEKLMUU B MapHbIX CbIBOPOTKax
PTrA, noflyd4eHHbIX 4O U NOC/ie BaKUUHaUUKU, NpeacTaBieHbl
Ha puc. 5.

OnucatenbHO peaynbTatbl UMMYHOrEHHOCTM NpeacTaB-
NleHbl NO BO3pacTHbIM KoropTam: 6-35 mec, 6-17 wMmec,
18-35 mec, 3—-5 neT 1 no rpynnam BakuMHauuu. Ansa aHTu-
reHoB A (HIN1) n A (H3N2) B o6enx rpynnax BaKLMHaLMK
peaynbTatbl B BO3PaACTHbIX KOropTax 6blin CONOCTaBUMbI,
B TO BPeMS KaK ANna aHTureHa B (BUKTOpUaHCKas NUHUS)
oTMeYyanacb TeHAEHUMS K 6ONblIMM 3HAYEHUAM YPOBHS
CEepOKOHBEPCUN y iIeTer MnajLwero so3pacTta. Jna aHTureHa
B (Amaratckas nuHua) 6onee BbICOKME 3HaYeHnsa Habnoaa-
JIUCb B CTapllen BO3PacTHOM KOropre.

Ons aHtureHos A (HAN1) u A (H3N2) B 06eux rpyn-
nax BaKUWHauUMKM OTMeyeHa 6ofiee BbICOKas KpaTHOCTb
HapacTaHus TUTPa aHTUTEN y AeTern MaafWwmx BO3PacTHbIX
KOropT, AN aHTureHa B (BMKTOpMaHCKas NUHUS) pes3yib-
TaTbl 6blM conocTaBuMbl. [nsa aHTureHa B (amaraTtckas
JINHWUA) — [OMNOJSIHUTENbLHBIM WTaMmM — B rpynne punnon
KBagpuBaneHT 60/iee BbICOKME 3HA4YeHUs HabnwLanucb
B CTapllen BO3pacTHOM KoropTe.

Ons wtammoB A (HAN1) n A (H3N2) otmeyanca 6onee
BbICOKMI UCXOAHbIN YPOBEHb CEPOMNPOTEKLMM B nogrpynne
[eTen ctapuwero Bo3pacTta (36 mec — 5 n1eT) No cpaBHEHMIO
C KOropTon MiafLero Bo3pacTa, B TO BpEMS KaK And WwraMm-
moB B (Victoria) u B (Yamagata) y Bcex BO3paCTHbIX MOArpynn
Habnloaanock HU3KOE 3HaYeHWe JaHHOro NoKkasarens. Mocne
BaKUMHauun B 0bewnx rpynnax — lpunnon KsagpusaneHt
n punnon nac — ypoBeHb CEPONPOTEKLUMU Y AeTEN BCEX
BO3pacToB 6blsl BbICOKUM, NMPW 3TOM y AeTen Maajlero Bo3-
pacTa NpUBANXKaNCca K 3Ha4eHUsIM BO3PacTHOW NOArpynmnbl
36 mec — 5 ner.

0O606LeHHble pe3ynbTatbl UMMYHOrE€HHOCTU ABYX Bak-
LUMH NpeacTaBieHbl B Tabn. 2.

BaKkuuHa D punnon KBagpusaneHt D lpunnon nntoc
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Puc. 5. Jons BaKUMHUPOBaAHHbIX C CEPOKOHBEPCHUEN U C CEPOMNPOTEKLIMEN B MAPHbIX CbIBOPOTKAX peaKkLUnn TOPMOXKEHUS reMarrtoTUHaLnm

(PTTA), nony4yeHHbIX 4O U NOce BaKLUHaLuu
lMpumeyaHne. CI'TA — cpeaHee reoMeTpUYecKoe TUTPa aHTUTEN.

Fig. 5. The proportion of vaccinated children with seroconversion and with seroprotection in paired hemagglutination inhibition test (HIT)

sera before and after vaccination
Note. GMAT (CI'TA) — geometric mean antibody titer.




Ta6nuua 2. lNokazaTenm UMMYHOTE€HHOCTHU B rpynnax ageten
Table 2. Immunogenicity indicators in the groups of children

Bupyc A A B (nu?mn
rpunna (H1N1) (H3N2) (nuHuAa Victoria) Yamagata)
Fpunnon Fpunnon Fpunnon Fpunnon
BaKuuHa Fpunnon natoc Fpunnon naoc Fpunnon natoc
KBagpuBaneHrt KBagpuBaneHt KBagpuBaneHrt KBagpuBaneHt
n/N % n/N % n/N % n/N % n/N % n/N % n/N %
CepoKoHBepcusi
6-17 mec 18/20 90 24/25 96 18/20 90 23/25 92 15/20 75 18/25 72 11/20 55
18-35mec | 32/36 [88,9| 28/29 (96,6 | 33/36 |91,7| 24/29 |[82,8| 26/36 72,2 21/29 | 72,4| 23/36 |63,9
gigﬂfc_ 307/330| 93 [312/324|96,3 |287/330| 87 |295/324| 91 |188/330| 57 |204/324| 63 |268/330| 81,2
Bcero 357/386 | 92,5 | 364/378 | 96,3 | 338/386 | 87,6 | 342/378 | 90,5 | 229/386| 59,3 |243/378| 64,3 |302/386| 78,2

CeponpoTeKymnsi 4o BaKUMHaLHUU

6-17 mec 0/20 0 1/25 4 0/20 0

0/25 0 0/20 0 0/25 0 0/20 0

18-35 mec 1/36 2,8 0/29 0 0/36 0

0/29 0 0/36 0 0/29 0 0/36 0

[Jona 3aboneBwux B rpynnax 6blla COMNOCTaBUMOW.
B ocHoBHOM peructpupoBanucb cnydau OPBW (Mpunnon
KeagpvBaneHT — 89 cnyyaes OPBU y 82/412 (19,9%)
neten; Mpunnon nioc — 97 cnyvyaes OPBUy 88/412 (21,4%)
aeten), Npy 3TOM oTMeYanacb TEHAEHUMSA K 60NblIEN YacTo-
Te OPBW B Mmnaglen Bo3pacTHOW NOArpynne no cpaBHEHMUIO
co cTaplen nogrpynno#n (Mpunnon KsagpusaneHt — 25,4%
npotns 18,6%; MNpunnon nmoc — 27,4% npotuns 20,3%).

JlTabopaTopHO MNOATBEPXKAEHHbIM rpunn Obin 3aperu-
CTPMPOBaH TO/IbKO y OAHOr0 pebeHKka M3 rpynnbl Mpunnon
KBagpvBaneHTt n 3 geten M3 rpynnbl [punnon njatoc B Teve-
HMe 6 Mec HabnaeHus.

OueHKa peaKTOreHHOCTU U 6e30NacHOCTHU

MNocne BBeaeHuns BaKUMHbl y 18,4% y4aCTHWKOB rpyn-
nbl Mpunnon KeagpusaneHt n'y 19,4% y4yacTHUKOB rpynnbl
lpunnon nntoc 6biM BbISBAEHbI MOCTBAKLMHAbHbIE peakK-
UMK (KaK MMHUMYM MO OHOW).

MecTHble NMOCTBaKLMHA/bHbIE peaKkuuu ObiIn 3aperu-
cTpupoBaHbl y 13,6% aeTten rpynnbl, NpuBuMTOM [punnon
KBapgpuBaneHt, n y 12,6% peten rpynnbl [punnon nntoc.
Hanbonee 4yacTbiMM MECTHbIMU peaKkuusamu Obinnv «bosnb
B MecTe uHbeKkuun» (Mpunnon KeagpuBaneHT — 11,4%,
lpnnnon nnioc — 8,3%) n «Jputema B MecTe MHBbEKLUU»
(Munnon KeBagpuBaneHt — 3,4%, punnon nntoc — 5,8%).
BONbWWHCTBO MECTHbIX NMOCTBAKLMHANbHbIX PeaKLuin nme-

NN NEerKylo CTerneHb BblpakeHHocTu — 12,9% ([punnon
KBagpuBaneHT) n 12,4% (Mpunnon natoc). MecTHble peakumm
yMEepEeHHOW cTeneHun 6blan 3apernctpupoBatbl y 0,7% yvacT-
HMKOB rpynnbl Mpunnon KBagpusaneHnt ny 0,2% — Mpunnon
nntoc.

CucteMHble (0o6WMe) MOoCTBaKUMHabHble peaKunu
OblN 3apeructpupoBaHbl Yy 6,8% aeten rpynnbl [punnon
KBagpuBaneHT u y 9,0% peten rpynnbl [punnon nioc.
YacTtota 0o6wmMx peakuun 6bina 6onee BbICOKOM Yy OeTen
noarpynnbl 6-35 Mec No CpaBHEHWIO C KOropTon AeTen
cTaplero Bo3pacTa: B rpynne [lpunnon KeaapuBaneHT
11,1% npotune 6,0% un B rpynne Mpunnon nntoc 16,1% npo-
TMB 7,7% COOTBETCTBEHHO. CUCTEMHblE peaKuuu ymepeH-
HOWM cTeneHun 6blnn 3apernctpupoBanbl Y 0,5% y4yacTHMKOB
rpynnbl Mpunnon KeagpueaneHT ny 0,7% y4aCTHUKOB rpyn-
nel Fpunnon nntoc. Takxke y 0,5% y4acTHUMKOB M3 rpynnbl
lpunnon natoc B Koropte ot 36 Mec 40 5 neT 3aperncTpupo-
BaHbl PeaKLUMK TSKENON cTeneHu (rmnepTepmus, acTeHus),
B NPOTMBOBEC B KoropTe Mpunnon KBagpuBaneHT TaxenbiX
peakuui He 3apeructpmpoBaHo. Haubonee 4acto peru-
CTpUpOBanUCb Takune obume peakuuu, Kak «[TnpeKkcus»
(2,2% cpeau npuBuTbIX punnon KesagpueaneHT u 3,6% —
lpunnon nntoc), «PuHopes» (1,5% lMpunnon KBagpuBaneHT
n 2,4% Tlpunnon nmoc), «HapyweHue annetuta» (1,5
n 0,7%), «ComHoneHTHoCcTb» (1,0 n 2,2% COOTBETCTBEHHO),
«PacctpowncTBo cHa» (1,2 1 0,5%), «fonoBHas 60nb» (o 0,7%).
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gieMTec_ 45/330 | 13,6 | 36/324 | 11,1 | 24/330 | 7,3 | 25/324 | 7,7 1/330 0,3 0/324 0 3/330 0,9
Bcero 46/386 | 11,9 | 37/378 | 9,8 | 24/386 | 6,2 | 25/378 | 6,6 1/386 0,3 0/378 0 3/386 0,8
CeponpoTteKyus nocse BakynHaymm (25 + 3 geHb)
6-17 mec 18/20 90 24/25 96 18/20 90 24/25 96 15/20 75 18/25 72 11/20 55
1
18-35mec | 32/36 [88,9| 28/29 (96,6 | 33/36 |91,7| 25/29 [86,2| 26/36 72,2 21/29 | 72,4| 23/36 |63,9
g(;eMTec— 312/330| 94,5 |316/324 | 97,5 |294/330| 89,1 | 303/324 | 93,5 |188/330| 57 |204/324| 63 |271/330|82,1
Bcero 362/386| 93,8 | 368/378| 97,4 |345/386 | 89,4 | 352/378 | 93,1 | 229/386| 59,3 [243/378| 64,3 |305/386| 79
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besonacHoOCTb y NpUBUTbLIX AuL: B rpynne [lpunnon
KBagpvBaneHT Hf, cBfizaHHble C BaKUWHaUWEN, 3aperu-
cTpupoBaHbl Yy 0,5% y4acTHWMKOB, B rpynne cpaBHEHWUS —
y 0,7%. N3 5 HY, cBsI3aHHbIX ¢ BaKuuHauuewn, 4 HA nmenn
nerkyto crenexb n 1 HA (GapuHIUT) UMeno ymepeHHyto cTe-
neHb. bonbwunHcTBO HA pasBuBanucb B nepBble 7 AHEN
nocne BaKLMHaLMK, UCKNOYEHWE cocTaBmn 1 cnyyam puHo-
pewn. Mo peaynbratam OUEHKM NabopaTopHbIX NOKasaTenen
OblNM BbISIBNEHbI Cly4an KIAMHWYECKU 3HAYMMOrO MOBbILe-
Hus CO3, NerKounToB, HEMTPODUNOB, NMOHUKEHUA NUMO-
LUMTOB, MOHOLMTOB B KPOBMW, NOBbIWEHUS YPOBHSA 3PUTPO-
LUMTOB, NEMKOLMUTOB B MOYE M OTHOCMUTENIbHOM MNOTHOCTU
MOYM, O4HAKO AaHHble CNyYan HOCUAN €ANHUYHBIN XapaKTep
1 BblNM OLLEHEHbI KaK He CBSiI3aHHble C BaKLMHaUMen B pam-
Kax uccnegoBaHus. Habnogaemble OTKIOHEHUS B pe3yib-
TaTax OUEHKM MnoKasaTenen XM3HEHHO BaKHbIX GYHKLUUH
n Pu3nMKanbHoro obcnefoBaHMs OTHOCUMAWCH K MposiBre-
HUAM CUCTEMHBIX U MECTHbIX MOCTBaKUMHANbHbIX peaKLmi.
Cepbe3Hblx HA, netanbHbIX UCXO40B MK APYrUX 3HAYMMbBIX

HA, cnyvyaeB OOCPOYHOro 3aBePLUEHMS y4acTua B uUcche-
[l0BaHMM B CBA3M C pas3BuTMeM HY 3apernctpupoBaHo
He 6bin0. CBOAHbIE AaHHble MO NOCTBAKLMHANbHbIM peaKLy-
M 1 HA npeacraBneHsl B Tabn. 3.

OBCYXAEHME

B xone npoBefeHHOro KNMHUYECKOro nccneoBaHus Bak-
UMHbl Mpunnon KBagpusaneHT v Mpunnon naoc NpoaeMOH-
CTpMpOBanM conoctaBumyo aGPEeKTUBHOCTb B OTHOLWEHMHU
3ab6oneBaemocTtu rpunnom n OPBUN B TevyeHne 6 mec nocne
BaKLUMHaAUKUKU y feTen oT 6 Mec 10 5 neT. ons 3a6oneBlumnx
B rpynnax 6bina conoctaBumon (Mpunnon KBagpvBaneHt —
19,9% npoTus MNpunnon nntoc — 21,8%). HWM ogHo 3a6oneBa-
HWe He 6bIN0 pacLeHeHO Cepbe3HbIM, HU OLHO HE NPUBENO
K rocnutann3aunv nnm netanabHomy ucxogy. Cnyyaes 0Cnox-
HEHWM 3aperncTpupoBaHo He 6blso.

Bce 3apeructpupoBaHHble HA nmenu nerkyo mam yme-
PEHHYIO CTEMEHb MHTEHCMBHOCTU, pa3peLmnInucb B Nepuos
yyacTtua geten B uccrnegosaHumn. HYA, Tpebylowmne obpaule-

Ta6nuua 3. HYactoTa peakuuit Ha BBeAeHWE BaKLMHbI B rpynnax NnpuBUTbIX AeTew
Table 3. Frequency of adverse events observed after vaccination in the groups of children

Mpynna Fpunnon KBagpuBaneHT, n (%) Fpunnon nnioc, n (%)
Croata 36 mec — 5 net 6-35 mec Bcero 36 mec — 5 net 6-35 mec Bcero
P n =349 n=63 n=412 n =350 n=62 n=412
MocTBaKUUHaNbHbIE peaKuuu 69 15 84 75 14 89
(cymma) (19,8) (23,8) (20,4) (21,4) (22,6) (21,6)
U3 HuX cucTtemHble: 21 7 28 27 10 37
’ (6,0) (11,1) (6,8) (7,7) (16,1) (9,0)
® IerKne CUCTeMHblE peaKunun 20 6 26 24 8 32
peakl (5,7) (9,5) (6,3) (6,9) (12,9) (7,8)
® yMepeHHble CUCTEMHbIE peaKLUnn 1 1 2 1 2 3
ymep peaky (0,3) (1,6) (0,5) 0,3) 3,2) 0,7)
® TAXeNnble CUCTEMHbIE peaKLUUn 0 0 0 2 0 2
peaky 0,0) (0,0) (0,0) (0,6) (0,0) 0,5)
U3 HUX MecTHbIE: 48 8 56 48 4 52
’ (13,8) (12,7) (13,6) (13,7) (6,5) (12,6)
® IerKkne MecCcTHble peaKkuuu 45 8 53 47 4 .
peart (12,9) (12,9) (12,8) (13,4 (6,5) (12,4)
® YyMepeHHble MECTHblE peaKunn 3 0 3 1 0 1
ymep peaku (0,9) (0,0) 0,7) 0,3) (0,0) 0,2)
1 1 2 2 0 3
HA (cymma) (0,3) (1,6) (0,5) (0,6) (0,0) (0,7)
H4A nerkow ctenenun 1 1 2 1 0 2
0,3) (1,6) (0,5) (0,3) (0,0 0,4)
H4A ymepeHHoOM cTenexu 0 0 0 2 0 1
ymep (0,0) (0,0) (0,0) (0,6) (0,0) 0,2)
PapuUHIUT 0 0 0 2 0 1
P (0,0) (0,0) (0,0) (0,6) (0,0) 0,2)
Bonb B ropne (opodapuHreanbHas) 0 0 0 1 0 1
prefopodap (0,0) (0,0) (0,0 0,3) (0,0 (0,2)
3a/10KEeHHOCTb HOCa 1 0 1 0 0 0
(0,3) (0,0) ©,2) (0,0) (0,0) (0,0)
PuHopes 0 1 1 0 0 0
P (0,0) (1,6) ©,2) (0,0) (0,0) (0,0)
NinmbageHonatms 0 0 0 1 0 1
A (0,0) (0,0) (0,0 0.3) (0,0 (0,2)

MpumeyarHne. HA — HexkenaTtenbHble ABNEHMS.

Note. AE (Hfl) — adverse effects.




HWS 328 MEAMLMHCKOM NOMOLLbIO, OISV OLEHEHbI KaK He CBS-
3aHHble C BaKuuHauuen. CnyvyaeB HHA Taxenow crenexw,
cepbe3HblX HA, netanbHbix ucxonos, HA, Tpebylowmx npe-
KpalleHuWs y4acTusl B UCCnefoBaHUK, B nepuoa HabnoaeHns
3aperncTpupoBaHo He 6bio.

lpnnno3Has 4YeTblpexBajieHTHas WHaKTMBMPOBaHHas
cy6befnHUYHasA agbloBaHTHAsA BaKLMHA NPOAEMOHCTPUPO-
Bafla 6naronpuaTHbiM Npodunb 6e30NacHOCTU B OTAANEH-
HOM nepwuoge nocne BakuuHauun. OHa NONHOCTLIO COOTBET-
CTBYET KPUTEPUSAM MMMYHOM€HHOCTU WMHAKTMBUPOBAHHbIX
rPMNNO3HbIX BaKLMH, BKIOYEHME BTOPOro WraMma Bupyca
rpunna B He CHUKaeT BbIpabOTKY MMMYHHOIO OTBETa Ha Apy-
rMe wramMbl BaKUMHbl M obecrneynBaeT 60Mee WHUPOKYIo
3aWuTy geTev NpoTMB BMpyca rpunna.

MMMyHM3aums geten rpunno3HOM 4YeTblpexBalleHTHOM
WHaKTUBUMPOBAHHOW CyObeaMHUYHON aablOBaHTHOM BaKUM-
HOM MOXET NMOMOYb CHU3WTb Nepegadvy Bupyca rpunna,
o6ecneynBas He TONIbKO 3aLMTY PEBEHKY, HO U HENPSAMYIO
3alnTy HEBAKLIMHMPOBAHHLIM Y/leHaM CEMbM U KOHTaKTam
B cOOOLleCTBeE.

3AK/TIOYEHUE

Mccnegyemas BakuuHa punnon KBaapuBaneHT (Bak-
LMHa rpunnosHas 4YeTbipexBalieHTHas MHaKTMBUMPOBaHHas
cy6beanHNYHasa aabloBaHTHasA, pacTBOp AN BHYTPUMbI-
LLIEYHOro U NOAKOXHOIo BBeaeHus, 0,5 mn/a03a, Nnpon3soa-
ctBa 000 «HIMO MeTtpoBakc Papm») NpoageMOHCTPUPOBana
HeMeHbLWYo 3ODEKTUBHOCTb B CPaBHEHUM C BaKLUMHOM
lpunnon natoc (BakLUMHa rpunno3Has TpexsaneHTHas MHaKTH-
BMPOBaHHasa NonMmep-cyobeanHNYHas, CyCneH3uns ans BHy-
TPUMBILWEYHOrO M MOAKOXKHOro BBedexus, 0,5 mn/posa,
npounssoactea 000 «HIMO MeTpoBakc Papm») y AeTen B BO3-
pacTe oT 6 mec go 5 net. o BCeM OLEeHMBaeMbIM NOKa3a-
TenaM MMMYHONOMMYECKON 3DPEKTUBHOCTU B OTHOLUEHUM
coBMajalolwmx WTaMMoB BUpyca rpunna 6bian NonyyeHbl
conocTtaBuMMble pe3ynbTaThl, MPU 3TOM A9 AOMOJAHUTENBbHO-
ro wtamMmMa B (amaratckas nMHus) oTMedancs BblparKeHHbIN
MMMYHHbI OTBET B rpynne Mpunnon KBagpvBaneHxT.

MNMony4vyeHHble pe3ynbTaTbl MCCAeAOBaHUA CBUAETENb-
CTBYIOT O 611aronpuaTHOM U conocTaBuMoM npodune 6e30-
nacHoCTU BaKuMH Mpunnon KBagpueaneHT u punnon natoc
y Aeten ot 6 mec ao 5 ner.

Ha ocHoBaHMK nonyyeHHbix pe3ynbtatoB 04.08.2023
MwuH3gpaBom Poccum BHECEHbI U3MEHEHNS B «MHCTPYKLMIO
no MeAULIMHCKOMY MPUMEHEHUIO IeKapCTBEHHOrO Npenapa-
Ta»: punnon KBagpuBaneHT nokasaH AeTam ¢ 6-Mecs4HOro
BO3pacTa, NoApocTKam 1 B3pocabiM Ao 60 net [20].
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KOrHuTMBHbIE, 3MOLMOHAJIbHbIE

U NoBeleHYeCKUe HapylueHuUs y feteun
C pecnUpaTopHbIMU aNIepru4ecCKuMHm
3a60/1€BaHUAAMMU: MPUYUHDBI U NYTH

YctuHoBa Hatanus BsyecnaBoBHa, JOKTOP MEAULIMHCKMX HAYK, 3aBeylolias OTAENOM COLManbHOM NeanaTpum 1 opraHn3aLmm MynbTUANCLMAMINHAPHOTO
conposoxaerus HUW neanatpum n oxpasl 3aopoBbs Aetei HKLL N2 dIrBHY «PHLX nm. akaa. B.B. MetpoBcKkoro» MuHo6pHayku Poccuu
Appec: 119333, Mocksa, yn. doTneBoi, a. 10, cp. 1, Ten.: +7 (499) 137-01-97, e-mail: dr.natustinova@gmail.com

My6nukaums nocssiyeHa 0630py HAKOMUBLUMXCS AHHbIX O CBA3M PecrnmMpaTopHOM anaepronaronorum ¢ Henponcuxmye-
CKUMM PaccTpoiCcTBamMu B J€TCKOM BO3PacTe. AKTyaslbHOCTb Mpo6/ieMbl 06yC/l0BeHa B3aUMOBIUSHUEM COYETaIOLMXCS
y pe6eHKa annepruieckux u HempPornCUXMYECKUX COCTOSIHUA Ha TeyeHue aTux 3abosieBaHunil. CornacHo UCCaefoBaHUAM,
OTYET/IMBO MPOSABAETCS CBSA3b PECMMPATOPHbIX anaepruiyeckux 3a6oeBaHmnii ¢ HapyLeHUIMU HeAPopPas3BUTHUS, B YacT-
HOCTU C CUHAPOMOM AepULMTa BHUMAHUS U TMINEPaKTUBHOCTM M PAcCTPONCTBAMM ayTUCTMHECKOro CreKTpa, NnosiBUINCh
W nepsble Ny6AUKaLMM O CBSI3U C PeYeBbIMU U APYTMMU HETSIKEbIMU KOTHUTUBHBIMU HapylweHusmMu. O4HOBPeMeHHO
aKTUBHO M3yyaeTcs popMUPOBaHME MPU PECTTMPATOPHON annepronaTonaorum Aenpeccui, CyuMUnaaabHOro rnoBeAeHus,
TPEBOMHbIX PaccTpoicTB. lpearnonaraeTcs, YTo TecHas B3aMMOCBS3b HEPBHON U MMMYHHOMN peryasuni o6ecrnedmnsaeT
BbICOKYIO COMPSXHEHHOCTb anaepruyeckmnx u HeMPOnCUXMYECKMUX NaTo0rMYE€CKUX COCTOSHUM, XOTS MPUYMHHO-CEICTBEH-
Hble CBSI3U MOKa TOYHO HE YCTaHOBJ/IEHbI. B CBSI3M C 3TUM CTAHOBMUTCS aKTyasbHbIM BHEAPEHNE B KIMHUYECKYIO MPaKTUKY
MOHUTOPUHIa KOrHUTUBHOMO CTaTyca, HeHPONCUXMYECKOro PasBUTUSI U BO3MOMHbLIX CMMITOMOB TPEBOrM, AEnpPeccum
W cymumaanbHbIX MbICAEH NPU Tepanuu eTei ¢ PecrnmpaTopHbIMU anaepruieckummu 3a60eBaHnsaMu. BoBpeMs BbisiBJIEH-
Hble HapyleHWUs No3BOJIAT Ha PaHHeM 3Tarne OKasbiBaTb CMeLMau3npoBaHHbIe BMEIIATeNbLCTBA C Le/bl0 JOCTUIKEHUS
61aronpUSTHOrO pe3y/ibTata 1e4eHns B 10JIr0CPOYHOM NepcreKT1Be.

KnioyeBble caoBa: pecrnvpaTopHble anaepruieckne 3a601eBaHmns, KOrHUTUBHbIE HapyLLIEHNS, 3MOLMOHAIbHbIE HapyLle-
HMsA, noBeAeHYecKkne HapyleHus, CBI, paccTpoicTBa ayTMCTUYECKOro CEKTPa, AeNPeCccHsl, TDEBOXHbIE PacCTPOACTBa,
cynumnaanbHoe nosejeHne

Ana uutnpoBaHmsa: YctuHoBa H.B., Kapkawapase [LA., HamasoBa-bapaHoBa J1.C. KOrHutuBHble, 3MOLIMOHANbHbIE
M NOBEeAEHYECKME HAPYLLIEHUS Y IeTEN C pecnMpaTOPHbIMU annepruyeckuMm 3a601eBaHUAMU: MPUYMHBI U MYTU PELLEHWS.

BBEAEHUE

Annepruyeckvne 3aboneBaHva y geTten npeactaBnsior
co6oW rpynny COCTOSIHWUM, KOTOPblE CHUMKalOT KayecTBo
YKMU3HM KaK NepCcoHasbHO, TaK U Ha YPOBHE CEMbM W NOXaT-
CS TAXeNblM COLMaNbHO-9KOHOMUYECKUM OBpemMeHeM
Ha 06LecTBO U rocyaapcTBo [1-3]. He MmeHee cepbe3HbIMU
COLMaNbHO-9KOHOMUYECKMMK MOCNEACTBUAMU 06nagatoT
KOrHUTMBHbIE, 3MOLMOHAaNbHbIE M MOBELEHYECKME pac-
CTpoKncTBa AeTcKkoro Bo3pacTa [4, 5].

K pecnupaTopHbiM annepruyeckum 3aboneBaHuam
OTHOCATCA anneprudyeckun puHut (AP) M 6GpoHXManbHas
actma (BA) [6]. Annepruyeckue 3aboneBaHus, Kak npa-
BWNO, Ae6OTUMPYIOT B paHHEeM [JEeTCKOM BO3pacTe: Hau-
6o5ee paHO NpPosIBASETCA aTtonuMyeckun aepmatuT (60%
[IeTCKUX cny4yaeB MaHudbecTupyet ao 1 roaa, 45% cnyva-
eB — B MepBble 6 MEC XW3HM), ganee B 6onee No3gHue
BO3pacTHble nepuogbl nposasastotcad AP u BA, nogo6Hoe
pa3BUTME COOLITUM MONYYMSIO Ha3BaHWUE «aTOMUYECKUN
Mapuw» [7, 8]. Mpu aTOM Ana annepruyeckmnx 3aboneBaHnn

Meanatpuyeckas papmakonorns. 2024;21(3):226-239. doi: https://doi.org/10.15690/pf.v21i3.2757

XapaKTepHa BbICOKas BHyTpUrpynnosass KOMOPOGWAHOCTb:
Hanpumep, y 70% nauueHTOB C Tsxenon ¢dopmMon ato-
nUYecKoro gepmaTtuta passBuBaeTcs BA, B To ke Bpems
75% naumeHTtoB ¢ BA umenun AP [9, 10]. 3To HaknaabiBaeT
oTneyaToK Ha Au3alH 3NMAEMMONOrMYecKUx wuccnegoBa-
HWUI, B TOM 4YUCNe OPUEHTUPOBAHHBIX Ha BbiiBIEHWE CBA3M
C KOTHUTMBHBIMW M 3MOLMOHANbHO-NOBEAEHYECKUMMU daK-
TOpaMu: B OAHOM MCCNeaoBaHUM OQHOMOMEHTHO N3yyaloTcs
cpasy Tpu annepruyeckux 3aboneBaHnsi, COOTBETCTBEHHO,
TOYHOCTb CTATMCTMYECKOrO aHanu3a Mo KaKAOMYy M3 HUX
HECKOJIbKO HWXe, 4eM 3TO 6blno 6bl B MOHOUCCNELOBAHNUM.
C Apyromn CTOPOHbI, BbICOKas KOMOPOUAHOCTb Npeanonaraet
npakTUYeCKyto BOCTPEOOBAHHOCTb M3YyYEHUS UMEHHO KOM-
OVHWPOBAHHbIX aNNepPrmyecKmUx COCTOSTHUN.
KomMOp6UAHOCTb KOTHUTUBHbBIX, 3MOLIMOHA/bHbIX, MOBe-
[EeHYECKMX HapyLWeHNN 1 anneprmiecknx 3aboneBaHuni gas-
HO M3BECTHa KauHuuMcTam. Tak, ewe B 30-X IT. Npowsoro
BeKa Oblfla onncaHa «ainepruyeckas TOKCeMuUs», XxapaKTte-
pu3ytowancs yToMIseMoCTbto, 3aMeaIeHneM MCUXoMoTop-



HbIX U MbICNIMTENbHbIX MPOLLECCOB, MJI0X0M NaMAaTblo, pas-
APaXKUTENbHOCTLIO M aenpeccuen [11].

B nocneanHve roabl npob6aema HapyleHU MEHTaNbHOro
3[10POBbS Yy AeTEN U B3POCbIX C Pa3MYHbIMU XPOHUYECKHU-
MW 3a6oneBaHUs MKW, B TOM 4YMCe anepruyeckumu, ctana
NnpeaMETOM aKTUBHbIX UCCNIeOBaHUM U3-3a 3HAYUTENIbHOIO
BJ/IUSAHUS COMYTCTBYIOWMX KOTHUTUBHBLIX U 3MOLMOHASIbHO-
noBefeH4YeCcKUX PaccTponcTB Ha 3DDEKTUBHOCTb MPOBO-
AVMOWM Tepanun U KayeCTBO WU3HU NaLMeHTa U ero cembu.
[MokazaHo, 4TO y AeTen 1 NoAPOCTKOB C aCTMOW U annepruen
HabnogaeTcsd 60nee BbICOKUM PUCK PacCTPOMCTB HeWpo-
NCUXMYECKOro pas3BuUTUS (ayTU3M, CUHAPOM AeduunTa BHU-
MaHus U runepaktTuBHocTu (CABIM)), KOrHUTUBHBLIX HapyLle-
HWI MO CPaBHEHMIO CO 340POBbLIMM CBEPCTHUKamK [12-15].
B Hay4HbIX ny6nnKaumax npoaeMOHCTPUpPOBaHa CBSA3b MEX-
[y acTMOW U cMMNTOMaMu Jenpeccuun, TPEBOIMU, HapyLlEeHN-
eM coumnanbHoro ¢yHKLUMOHMPOBaHKS. Ha TEKYLMI MOMEHT
yCTaHOBJIEHa OTYET/IMBaA accounaLms pPecnupaTtopHbIX
annepruyeckunx 3aboneBaHum ¢ oTaeNbHbIMU NETKUMMU KOTHK-
TUBHbIMU HapylWeHUAIMKU, IMOLMOHANIbHBIMW pacCcTponcTBa-
MU (Oenpeccus, TpeBora), B TO e BPeMd [aHHble O CBA3M
C ayTU3MOM OCTaloTCA HEOAHO3HA4YHbIMU U MPOTUBOPEUNBDI-
MW, @ C TSXENbIMU KOTHUTUBHBIMW HapYLUEHUAMU — He yCTa-
HOBJIEHbI. AKTUBHO NPOBOAATCH UCCedOBaHUS BO3MOXHbIX
nepeKpecTHbIX NaTOreHeTUYECKUX MYyTEN HEMPONCUXUYECKNX
W anneprnyecKkux HapyweH1m U KOrHUTUBHO-MOBeAEHYECKMX
addeKTOB dbapmaKkoTepanuu aniepruu.

[anbHenwmne uccnenoBaHus B3auMOBJIUSHUA pecnupa-
TOPHbIX anNepruyecknx 3a6oneBaHnmn n MeHTaNbHbIX HapyLle-
HWUIM HEOBX0aAMMbI AN OKa3aHMA 3G PEKTUBHON KOMMIEKCHON
nonunpodeccmuoHanbHoM nepcoHannu3npoBaHHOW MeauLnH-
cKoM nomoumn. KonmyectBo umccnegoBaHWM, BbISBASIOLLMX
B3aMMOCBSA3b PecnupaTopHbIX annepruyeckux 3abonesaHum
MU KOFHUTUBHbIX, 3MOLIMOHANbHbLIX U MOBEAEHYECKUX HapyLle-
HWI, MO BCEMY MUPY YBENUYUBAETCSH, U HAKOMJIEHHbI MaccuBs
[aHHbIX YXXe AenaeT akTyalbHbIMKW X 0600LLEHNE U aHanns,
yemy 1 NoceBslleHa HacTosALwasa ctaTby.

ACCOLIMUPOBAHHBIE C PECITUPATOPHBIMH
ANNEPTMMECKUMMU 3ABOJIEBAHUAMMU
KOFrHUTUBHbLIE, SMOLIUOHAJIbHLIE

U NOBEAEHYECKUE PACCTPOMCTBA

KOrHUTUBHbIE PACcCTPOMNCTBA BAUSIOT Ha MPOLLECCHI MblLL-
NEHUSI M BOCMPUATHS, @ TaKKe Ha NpPUoGpPeTeHne 3HaHWM
M HOBOM MHboOpMauun. Cpean KOFHUTMBHbLIX PacCTPOWCTB
MOXHO YCNOBHO BblAE€NUTb Tsxenble U nerkve [5, 16].
YCNOBHO TSXKENbIM KOTHUTMBHbLIM HapylleHWeM sBAsSeTCs
WMHTENNEKTyalbHas HeAOCTaTOYHOCTb (HapPYWEHUS WHTEN-
NEeKTyanbHOro pPasBUTUS) — TOTANbHOCTb KOTHWTUBHOIO
aedvunTa Npu 3TUX COCTOSHUSIX HE MNO3BOJSET AETAM OCBa-
MBaTb CcpeaHeo6pasoBaTe/bHYIO LWKOAbHYIO MPOrpaMmy.
K yCNnOBHO NIErKMM KOTHWUTMBHbLIM HapyLIEHUSAM OTHOCHTCS
COCTOSIHWS, KOTOPbIE BbI3bIBAOT TPYAHOCTU B y4ebHOW aes-
TENbHOCTU, HO HE B TaKOW CTeneHu, YTo6bl AeTU He Oblan
CNOCOGHbI YCBOWUTbL cpeaHeo6pa3oBaTelfibHyt0 NporpamMmmy:
ancdasuns pasBuTus (cneumdPpuyeckoe paccTPOMCTBO pede-
BOr0 pasBUTUSA), KOTHUTUBHbIE HapylweHusa npu CABI, auc-
JIeKCcUs (pacCTPOMCTBO HaBblKa YTeHUS), aucrpadusa (pac-
CTPOWCTBO HaBblKa NUCbMa), AUCKabKyIUs (PacCTPOMCTBO
apuPMETMYECKMX HaBbIKOB), AMCMNPAKCUS (PacCTPOMCTBO
MEJIKUX MOTOPHbIX HAaBbIKOB M KOOPAMHALMK), CMELLaHHbIe
W apyrue pacctponctsa [16]. Jlerkne KOrHUTUBHbIE HapyLue-
HUS 06najaloT OTHOCWUTENIbHO BbICOKOW BHYTPWUIPynnoBOM
KOMOPOGUIHOCTbIO, XOTS U HE B TAKOW CTEMEHU, KaK annepru-
yeckue 3aboneBaHusa [17-20]. K oco6oMy Tvny HapyLeHWn
HEMPOPa3BMTUA OTHOCATCS PACCTPOMCTBA ayTUCTMHECKOro
cnekTtpa (PAC): ux Begywunm nposiBNeHNeM SBNSIOTCS NoBe-
[leH4YeCcK1Me 0COGEHHOCTU BCNeACTBME 3aTPYAHEHUS B COLM-
anbHOM O6LIEHMM WU B3aMMOAENCTBUKM, @ COCTOSIHWE KOr-
HUTMBHbIX QYHKLUMI MOXET BapbMpoBaTb WMHAMBWAYaSbHO
OT TSXKENIOM HEeJOCTAaTOYHOCTH A0 HOPMBI.

CABI' — XpOHMYECKOE reTeporeHHoe PacCTPOMCTBO HER-
pOpPas3BUTUS C TUMUYHBIM Ha4YyasoM B AETCTBE U U3BECTHbLIM
COXpaHeHWeM BO B3pOCIOM Bo3pacTe. ITo Haubonee pac-
NpPoCTpaHeHHOe PacCTPOMCTBO HEMPOPA3BUTUS, OKa3biBa-
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The publication is devoted to the review of accumulated data on the relationship of respiratory allergopathology with neuropsychiatric
disorders in childhood. The immediacy of the problem is due to the mutual influence of allergic and neuropsychiatric conditions
combined in a child on the course of these diseases. According to research, the connection of respiratory allergic diseases with
disorders of neurodevelopment, in particular with attention deficit and hyperactivity disorder and autism spectrum disorders, is
clearly manifested, and the first publications on the connection with speech and other mild cognitive impairments have appeared.
At the same time, the formation of depression, suicidal behavior, and anxiety disorders in respiratory allergopathology is being
actively studied. It is assumed that the close relationship between nervous and immune regulation provides a high correlation
of allergic and neuropsychiatric pathological conditions, although cause-and-effect relationships have not yet been precisely
established. In this regard, it becomes relevant to introduce into clinical practice monitoring of cognitive status, neuropsychic
development and possible symptoms of anxiety, depression and suicidal thoughts in the treatment of children with respiratory
allergic diseases. Timely detection of violations will make it possible to provide specialized interventions at an early stage in order
to achieve a favorable treatment result in the long term.

Keywords: respiratory allergic diseases, cognitive impairments, emotional disorders, behavioral disorders, ADHD, autism
spectrum disorder, depression, anxiety, suicidal behavior

NEAUWATPUHECKAA ®PAPMAKONOIUA / 2024 / TOM 21 / N¢ 3

For citation: Ustinova Natalia V., Karkashadze George A., Namazova-Baranova Leyla S. Cognitive, Emotional, and Behavioral
Disorders in Children with Respiratory Allergic Diseases: Causes and Solutions. Pediatricheskaya farmakologiya — Pediatric
pharmacology. 2024;21(3):226-239. (In Russ). doi: https://doi.org/10.15690/pf.v21i3.2757



REVIEW

OB30P JINTEPATYPbI

lowee 3HaYnTeNbHOE BAUSIHWE Ha IMYHOCTHOE, CoLMalbHOE,
aKkageMunyecKkoe u npodeccrmoHanbHoe GyHKLMOHMPOBaHHUE.
YpPOBHM HapyLleHWn 06YCNOBIEHBI CTOMKUMU NPOSIBEHUAMMU
HEBHMMAaTENbHOCTH, Ae30praHn3aunm U/unn rmnepaxkTne-
HOCTU-UMMNYIbCMBHOCTU. B 0TCYyTCTBME BUONOTMYECKUX Map-
KEpOB [AMArHOCTUYECKWUMA MOWUCK COCPEAOTOYEH Ha OLEH-
Ke MOBEAEHYECKUX NPOBMEM U KOTHWUTUBHBIX HapyLleHWN.
[unarHocTMKka paccTpoMCTBa Bbl3blBaeT onpeaefneHHble
TPYAHOCTH, YTO NPUBOAMT K HECBOEBPEMEHHOCTH UM OTCYT-
CTBMIO HEOBXOAMMOM NomMoLu [5].

PAC, nnn aytmam, — 3TO K/MHWYECKM pa3HopoaHas
rpynna paccTPOMCTB HEMPOPA3BUTHUS, XapaKTepuayloLascs
KayeCTBEHHbIMW OTK/IOHEHWAMU B COLMANbHOM B3auUMO-
AeNcTBUKM M cnocobax O6LEHNUs, a TaKkKe OrpaHUyeHHbIM,
CTEPEOTUNMHbIM, MNOBTOPSAOWMMCA HABOPOM WMHTEPECOB
W 3aHatun [21, 21]. Ans Hanbonee pacnpocTpaHEHHOro
K/IMHM4YecKoro BapunaHTta PAC TUNUYHbI HapyLweHWs B3auMo-
LENCTBUS C OKpYXKaoLWMMK (BMIOTb A0 MOAHOIMO OTCYTCTBUSA
GYHKLMOHANbHOMW pPeYyun), CHUKEeHWe/0COBEHHOCTU HeBep-
6anbHbIX NPOABAEHUA KOMMYHUKaALWUKU (3PUTENIBHOMO KOH-
TaKTa, }ecToB), 0fHO06Pa3HOE UrPOBOE NOBEAEHNE, PUTYa-
Nbl U 0COBbIE MHTEPECHI.

TpeBOXHble paccTponcTBa — Haubosiee pacnpocTpa-
HEeHHas rpynna MCUXMYECKUX PacCTPOMCTB C Hayalom
B AETCKOM WM IOHOLECKOM BO3pacTe, BK/o4Yatolwas B cebs
reHepanM3oBaHHOE TPEBOXHOE PACCTPOMCTBO, MapPOKCH3-
MasibHyl0 TPeBOry (MaHW4YecKune aTtaku), pasinyHble Gobuu.
OCHOBHblE XapaKTEPUCTUKM BKIIOYAIOT Ype3MepPHbIN CTpax
W TpeBory unu msberaHne npegnonaraemblx yrpos, KOTO-
pble ABAAIOTCA MNOCTOSHHLIMW W MPMBOAAT K HapyLeEHUIo
counanbHoro GyHKLMOHUPOBAHKSA B pa3Hbix chepax KU3HW.
TpeBOXHble paccTpoMCTBa YacTo KOMOPOUAHbLI APYr C ApY-
rOM U C APYrMMU NCUXMYECKUMMU PACCTPONCTBAMMU, OCOBEH-
HO C Aenpeccuen, a Takxe C CoMaTUYeCKMMK paccTponcTBa-
MU. Takass KOMOPBMAHOCTb O6bIYHO O3HAYaET yTsaKeNeHue
BCEX CUMMTOMOB M JONOMHUTENbHbIE TPYAHOCTU B IEYEHUMU.
TpeBOXKHble paccTpolcTBa ABAAIOTCA OAHMMWM M3 CaMbIX
pPaHHMUX MCUXMYECKUX PaCCTPOMCTB AETCKOro Bo3dpacTta [23].

[enpeccuss — 3TO MeHTallbHOE PacCTPOMCTBO C Mpe-
o6nagaHWeM rpycTHOro HaCTPOEHUS, CONpoBOXAatolieecs
XapaKTepHbIMW COMaTUYECKMMM (HapyweHnsa anneTuTa, cHa,
NM6MA0, U3MEHEHUS MaccChbl Tena, HeMpPUATHbIE OLLYLLEHUS
B Tefe, YyBCTBO HEXBATKM BO34yXa W ApYyrue) U KOrHUTWB-
HbIMKU CMMMNTOMaMMK (CMIOKHOCTU C KOHUEHTpauuen BHMU-
MaHUs, COCPeAoTO4EHMEM), BbI3bIBAIOWNMN 3HAYUTENbBHOE
HapylleHne GyHKUMOoHMpoBaHUS [24]. ns 3TOro COCTOAHUSA
TaKXXe XapaKTepHbl CHWXXEeHWEe CMoCcOBGHOCTU pajoBaTbhbCes,
nony4yaTb yA0BONbCTBME (@HrefoHus). O6bl4HbIMKU ABASIOTCA
BblpaKeHHas ycTanoctb, HEOO6XOANMMOCTb LOMONHUTENbHbIX
YCUAUI ONS BbINOAHEHUS CaMbIX MPOCTbIX PYTUHHbIX Aen.
Mo4Tn BCeraa CHUKEeHbl CaMOOLLEHKA M YBEPEHHOCTb B cebe.
YacTto NpuCyTCTBYIOT MbICAM O COOGCTBEHHOMW BWHOBHOCTHU
M HUKYEMHOCTHU (CaMOOBBUHEHNS U CAMOYHUYMKEHHS).

CynumpanbHoe noBefeHWe — CloXHasa npobaema
06LLEeCTBEHHOrO 34paBooXpaHeHuns rmobanbHOro MaclTa-
6a, XxapaKTepu3yeTcs 3aMeTHbIMM PasnyusaMK Mo MNpu-
3HaKam nona, Bo3pacTa, perMoHa u counanbHo-nonnTmuye-
CKMX YCNIOBMUI U NO-pa3HOMY CBSI3aHO C TEMMU WU WHbIMU
daKTOpaMn pucKa, 4YTO onpenenser BEepPOATHYIO 3TUOMO-
FTMYECKYID TeTEPOreHHOCTb. XOTS B KAMHUYECKOW npakK-
TUKe He cywecTByeT addEKTUBHOIO anroputMa MporHo-
3MpPOBaHMA Ccyuumnaa, COBEPLIEHCTBOBAHME AMArHOCTUKMU
M U3YyYeHMe KAUHUYECKMX, MCUXONOTMYECKMUX, COLMONO0-
FTMYECKUX M OMONOrMYECKMUX PaKTOPOB MOMKET 061erynTb
BbISIB/IEHME UL, C BbICOKMM PUCKOM M MOMOYb B BbiGope
neyexus. ®aKTopbl pUCKa camoybuicTBa BKOYalOT npe-
AblAYLWY0 MONbITKY camoybuicTBa M MNCUXMYECKUe pac-

cTpovicTBa. CaMbli BbICOKMI ypOBEHb CMEPTHOCTU cpeau
CamMOyObuMCTB BO BCEM MUpe OOYCNOBNEH [ernpeccuen.
McuxoTepaneBTnyeckoe, GapmMaKoaormMyecKkoe nnm Hempo-
MOAyNnupylolLee ie4yeHne NCUXMYecKMx pacCcTPonCTB YacTo
MOMXET NpeaoTBpaTnTb cynump [25].

B3AMMOBJ/IUAHUE PECIMMUPATOPHbIX

AJIEPTMYECKUX 3ABOJIEBAHMM

U KOTHUTUBHbIX, SMOLIMOHAJIbHbIX

U NOBEAEHYECKUX PACCTPOHNCTB

CBSI3b pecnupaTopHbIX a//Iepru4yeckmux

3a6oneBaHui ¢c CABIr

KpynHbI cucTematmyeckuin o63op BbiSBUA 19 uccne-
[I0BaHU OQHOMOMEHTHOM peruncTtpaumm CABI u annepru-
4yecKunx 3aboneBaHuUn U 9 NOHTUTIOAHLIX WMCCNeAOBaHWUM,
B KOTOpbIX OTMeYanucb ucxoabl CABI y netei, Habnoaas-
WMXCA C paHHero Bo3pacta Mo NpUYMHE anfepruyecko-
ro 3aboneBaHuns [26]. [aHHblM MeTaaHann3 npeacTaBui
y6eaunTenbHble AOKa3aTeNbCTBa HalMyiusa CBA3U MexAay
anneprnen n CABI. Ha oCHOBaHMM WECTM MccneaoBaHUM
(64 011 y4acTHMKOB) WaHcbl BO3HMKHOBeHUA CABIT y aeten
¢ BA no cpaBHeHUio ¢ geTbMn 6e3 BA coctaBunn 1,34 (95%
noBeputenbHbl nHTepan (AN) — 1,24-1,44). Ha ocHoBa-
HUKU Tpex uccnegoBaHui (48 550 y4yacTHMKOB) LAHCbI pas-
BuTMa CABI npu AP 6binu elle Bbllle: OTHOWEHWE aHCOB
o) — 1,52 (95% AN — 1,43-1,63). Mpn 3TOM BaxKHO,
YTO CBSI3M KaXKAoro n3 annepruyeckmx 3abonesanni c CABI
He 3aBUCEeNN OT HaNM4ma ApYrux annepruyecknx 3abonesa-
HUI 1 Apyrux dakTopoBs [26].

[pyron npoBeaeHHbI MeTaaHanM3 NoKasasn, YTo 'y AeTen
¢ COBIN waHcbl pa3utns BA noytv B gBa pasa Bbllle,
4yem y AeTel B KOHTPOJbHbIX Fpynnax 340pOBbiX AeTew
oW — 1,80, 95% AN — 1,57-2,07; naTb nccneaoBaHum,
n =59 646 peten), Toraa Kak B OTHOLIEHWMU Y4ACTOTbl pas-
BuTna CABI y naumeHToB ¢ AP pe3ynbtaT cOOTBETCTBOBAI
nepBomy metaaHanmay (Ol — 1,59, 95% AN — 1,13-2,23;
naTb UccnegoBaHum, n = 59 646) [27].

B pa6oTe WBEACKMX yYeHblX, KOTOpble NpoBenn camoe
KpynHoe NonynsilMoHHOE UccnefoBaHune ML, U3 HEeCKOSIbKMX
HauMoHanbHbIX pernctpos LLBeumu, o6was Bbi6opKa cocTa-
Buna 1 575 377 4yenoBeK, poAUBLLUXCS B Nepuoj ¢ 1 aHBaps
1992 r. no 31 gekabpsa 2006 r. [28]. CornacHo pe3ynsratam
aTOM paboTbl, BA 6bina 3HayuMmo cBasaHa ¢ CABI (O —
1,60, 95% AN — 1,57-1,63) B MOAEeNU C NONPaABKOM Ha Non
W FOA POXKAEHUS, U 3Ta CBA3b OCTaBanacb 3HAa4MMOMN nocne
OAHOBPEMEHHOW KOPPEKTUPOBKMK A5t BCEX KOBapwuat (non,
rof POXAeHWs, cOonyTCcTBylOWMe 3aboneBaHus, A3bIK, TUN
cembM): Ol — 1,45 (95% AN — 1,41-1,48).

PesynbTaTbl KPYNHOro KOropTHOro HabnogeHus 3a ame-
PUKAHCKMMU AETbMU C MOMEHTA POXKAEHUS Ha OCHOBE GUK-
CUPOBAHHLIX B MEAULMHCKOM [OKYMeHTaLuMuM [LMarHo30B
nokasanu, 4TO CKOPPEeKTUpoBaHHbIM puck CABI npu BA
cocTtaBnset 1,69 (95% AN — 1,31-2,18, p < 0,001), Tor-
na Kak ana AP puck CABI coctaBnser 1,61 (95% AN —
1,23-2,11, p < 0,001) [29]. MNMpn Hannuuum ABYx n 6Gonee
annepruvyecknx 3aboneBaHui waHcbl CABI yBenuyuBa-
SINCb y)Xe B 2,2 pa3a Mno CpaBHEHWIO C He CTpajalonmu
annepruyecknmun 3abonesaHmamu (O — 2,20; 95% AN —
1,63-2,98).

Taknum o6pa3oM, K HacTosleMy BPEMEHW HaKoMWAUCh
yb6eauTenbHble AaHHble 0 60siee BbICOKOM pucke CABI
y OeTer C pecnupaTtopHbIMKU anfnepruiecknmn 3abonesa-
HUAMK. [leTn ¢ AP o OCTOPOXKHOM OLLEHKE (C UCKIIOYEHUEM
CaMblX BbICOKMX PEe3ynbTaTtoB) MUMEIOT BEPOSATHOCTb pas-
BMUTMA CBI Ha 52-59% Bblilwe, 4em aetn 6e3 AP, petn ¢ BA
nMetoT 6onee WKUPOKUI BEPOATHOCTHbIM AMana3oH CABI —
Ha 34-69% Bblle, YeM et 6e3 bA. KoppeKTMpoBOYHblE



npoueaypbl AEMOHCTPUPYIOT, YTO 3TU CBA3WM HE3aBUCHUMBbI
OT BO3pacTa, nojia U coLmanbHO-3KOHOMUYECKNX GaKTOPOB,
HO CTEMEHb PUCKA CTAHOBWUTCS HECKOJIbKO HWMKe MO cpaB-
HEHUIO C HEKOPPEKTMPOBAHHbIMW pacyeTaMu. [pun 3ToMm
annepruyeckme 3abonieBaHUs CBA3aHbl HE TOSIbKO C yBe-
nnyeHnem BeposiTHocTM CABI, HO M ¢ 6GonblUen TAKECTbio
ero cumntomoB [30]. Hannyme HECKONbKKX annepruyecKkmx
3a6oneBaHui elle 6onblue yBennumaeT puck CABI.

CBA3b pecnUpaTopHbIX aniepru4ecKux
3a6oseBaHU ¢ pacCTPOMUCTBaAMM peyvu U APpyrumMmu
JNIErKUMU KOrHUTUBHBIMU HapyLLEHUAMMU
UccnepoBaTenbcKkue paboThl, U3yyalolme CBA3b Pecnu-
paTopHbIX annepruyecknx 3aboneBaHum ¢ 4pyrumMu Nerkumm
KOrHUTUBHBLIMWU HapyLWeHUAMMU NOKa HEMHOTOYUCTIEHHDI.

B 2016 r. ony6anKoBaHbl pe3ynbraTbl KPOCC-CEKLMOHHOIO
nccnefoBaHUs AaHHbIX, BKAOYaBwero 19 nonynsumoH-
HbIXx nccnepgoBaHun B CLUA n 337 285 peten B BO3pacTe
2-17 neT, B KOTOPOM OLEHMBaNacb CBA3b aniepruieckmx
3a60neBaHui ¢ paccTponcTBamMu peyeBoro pas3sutus [31].
OLEHKM OCHOBbIBANUCb Ha AaHHbIX OMPOCOB YyXaxuBato-
WMX 3a AeTbMM L. B MHOrOMeEpHbIX MOAENSX, Y4YUTbIBalO-
WMx BO3pacT, gemorpadpuyeckme dakTopbl, UCNONb30Ba-
HUE MEAMLIMHCKUX YCNYr U Hanu4mMe 3K3eMbl B aHaMHese,
C MOBbIWEHHbIMU LIAHCaMK PacCTPOMCTBA peyun Obln CBS-
3aHbl MOXW3HEHHbIN aHamHe3 acTmbl (O — 1,18; 95%
ON — 1,04-1,34), roanyHbin aHaMHe3 nonnnHosa (Ol —
1,44;95% AN — 1,28-1,62) n roaMYHbIA aHaMHE3 MULLEBON
anneprmn (O — 1,35; 95% AN — 1,13-1,62). MNpuryem
LaHCbl peyeBblX PACCTPOMCTB NOBbLIWAANCH NPKU COYETaHUM
nonnvHo3a u CABI, poctnras nokasatens O — 6,07; 95%
AN — 4,86-7,59 (Torga Kak npu Hanuvyiuun CABI, Ho 6e3 non-
nuHo3a Ol — 4,07, 95% AN — 3,43-4,83).

Yepesa HECKONbKO NeT B APYromM MUccleaoBaHuWu aHa-
N3 MeaULMHCKMX AaHHbIXx 585 551 HemeLKoro nauueHTa
C HapyleHUem pa3BUTUA peyn U A3blKa, Cpeau KOTopbIX
GO0/bLUMHCTBO COCTaBMAN AETU, NMOKa3as, YTO OHW UMEoT
Ha 74% (Manb4MKKW) U Ha 76% (AEeBOYKKM) 6oNlee BbICOKYIO
BEPOSATHOCTb HafMyMa aTOMUYECKOro gepmartuta, U XxoTs
pecnupaTtopHble GopMbl anneprum B 3TOM UCCNeaoBaHUK
He U3y4yanuch, C y4eToM CoBnafaloLlmx TEHAEHUMI NO BCEM
TpeM dopmam annepruyeckux 3aboneBaHuni B Apyrux uccne-
[OBaHUSAX MOXHO NPEANONOXKUTbL U Hanyne CBA3EN MeXay
paccTpoicTBaMu peyvnu W PecrnupatopHbIMU anneprusamu
B IaHHOM KpynHenwen KoropTte [32]. 3To nepBble uccneaoBa-
HUS, CBMAETENbCTBYOWME O BbICOKOM PUCKE TaKOro crneum-
dHUYECKOro KOMHUTUBHOIO HapyLWeHUsl, Kak pacCcTpoWCTBO
peuyu, y AeTemn ¢ annepruyeckuMmn 3aboneBaH1samMu.

[lBa nccnegoBaHus WBENLAPCKOM U HEMELKOM KOropTt
NnoAaTBEPXKAAT BbICOKMIN PUCK OAHOM M3 HOpPM peyeBoro
paccTponcTBa — 3aWKaHuA y AeTer C anfieprmyecKkumu
3a6oneBaHnAMMU. 10 JaHHbIM OLHOIO U3 HUX, AEeTW C NOMIU-
HO30M MMeLOT HanbosbluKe WaHcbl Ha 3ankanue (O — 2,4;
95% AN — 1,6-3,5), N0 AaHHbIM APYroro, AEBOYKKU UMEIOT
60/bLUYI0 NPeAPacnoNOXEHHOCTb MO CPABHEHUIO C Maslbyu-
Kamu [32, 33].

Tak)Xe ony6/IMKOBaHO HECKOJIbKO paboT, KoTopble
M3yyanu CBA3M C APYTMMU KOFHUTUBHBIMU HapPYLUEHUAMMU.
B nepBo# U3 HUX, cornacHo onpocy 91 642 amepuKaHCKUX
pecnoHAeHTOB, AeTK OT 2 Ao 5 NneT ¢ NOAJIMHO30M MMENU
BbICOKME LIAHChl HaNW4yus TpyaHocTen oby4eHUs CcO CKOp-
peKThpoBaHHbIM OLL 2,30 (p < 0,001), a c BA — ¢ Ol 2,09
(p <0,001)[34]. Mpn Hannynm aABYX U 6onee annepruyeckmx
3aboneBaHui pUck yBenuuuBanca o 2,46 (p < 0,001).
Pe3ynbTathl ocTaBasnCb 3HAYMMbIMU B MHOTOPaKTOPHbIX
MOAensix, KoTopble BKAYanu B ce65 BO3pacT, pacy / aTHU-
YeCKylo MpUHAANEKHOCTb, MOJ, AOXOA AOMOXO3SMCTBa,

CTPYKTYpPY CE€MbU W YpOBEHb 06pa30BaHWs poauTeNnen.
Han6onbwunin uHTepec npeacTaBnsgeT MNPOCNEKTUBHOE
KoropTHoe uccnegosaHve B CLUA, B KOTOPOM perucTpu-
poBanucb MeauuUuHCKne 3anucu 2580 geten, HabnoaaB-
LWMXCA C POXMAEHMUS, B YACTHOCTU YYMTbIBANCS KOHKpPET-
Hbin Kog MKB-10 «F81.X Cneundunyeckne paccTpoincTBa
pasBUTMA y4ebHbIX HaBblKOB», KOTOpble Mofpa3ymMeBatoT
MMEHHO PacCTPONCTBO CneunudUYECKUX LWKONbHbLIX y4eb-
HbIX HaBbIKOB (AMCNEKCHIO, ancrpaduio, AUCKanbKynuio,
CMellaHHble n apyrue paccTtporncTsa) [29]. deTn ¢ aTum
KO4OM MpH OofHOBpeMeHHOM oTcyTcTBum CABI v ayTuama
nonaganuM B KaTeropuio «apyrue paccTponcTtBa Henpo-
pas3BuTHs». NMpn KOPPEKTUPOBKE pedynbTaTa YYUTbIBanoCh
BO3MOXHOE BAMUsHUE cnefyowmnx GakTopoB: non pebeHkKa,
Macca Tena pebeHKa Npu POXAEHWU, recTalMOHHbIN BO3-
pacT npu poXAeHun, Bo3pacT pebeHKa npu nocnegHem
noceLlieHunn, BO3pacT maTepu Npu poaax, BbiCNN YPOBEHb
ob6pasoBaHua MaTepu, paca / aTHUYeCKas NpuUHagNex-
HOCTb MaTepu, KypeHne maTepun Bo BpeMsi 6€peMEHHOCTH,
a TaK)e MaTepuHCKoe OxupeHue u guabet. bbino noka-
3aHO0, YTO C y4eTOM BCEX KOPPEKTUPOBOK AETU C APpYrUMuU
paccTponcTBamMm HeMpopasBUTUSA (TO €CTb CO cneundu-
YECKMMMU HapyweHUsIMU y4ebHbIX HaBblKOB) MMenu 6onee
BbICOKWUIA MO CPaBHEHWIO C YCNOBHO 340POBbLIMWU LIAHC
Ha NONNMHO3 (CKoppeKTupoBaHHoe Ol — 1,35; 95% AN —
1,07-1,70) n Ha BA (ckoppeKkTupoBaHHoe OWl — 1,26;
95% O — 1,02-1,56). laHckl Ha apyrve paccTponcTBa
HENpPoOpPasBUTUS MOBLIWANUCE NPU HaNU4YMK ABYX U 6onee
annepruyecknx saboneBaHuin. 3T0 — MepBble AaHHble
0 60/iee BbICOKOM BEPOSATHOCTM HANNYUA Y AETEN C peCcnu-
pPaTOPHbIMK annepruyecknmm 3abosieBaHUAMU peyveBbIX
PacCTPOMCTB U APYrUX NErKUX KOTHUTUBHbBIX HapYLWEHWH.

CocTosiHUe OTAE/IbHbIX KOTHUTUBHbIX GYHKLIMIA NpU

pecnupaTopHbIX a/llIepruieckux 3adboneBaHmUaxX

BrnepBble KOrHUTUBHbIE GYHKUMKM MpU anfiepruyecKkux
3a6oneBaHmaX GblM U3Yy4YeHbl OTEYECTBEHHBIMU YYEHbIMU
B 2007 r.: o6¢nepoBaHbl 108 nogpoCcTKOB ¢ 060CTPEHMEM
KPYyrnorognM4yHoro AP ¢ MUHUMYM TPEXNETHUM CTaxem 3a60-
neBaHua 1 6e3 Tepanuu aHTUrMCTaMMHHBIMK NpenapaTamu
| nokoneHwus [35]. B pe3ynbraTe 6b1/10 YCTAHOBAEHO CHUXKE-
HWE KOHLIEHTpaLMKM M NepeKMovYeHns BHUMaHMA Ha 51,5
1 20,7% COOTBETCTBEHHO, TOYHOCTM U 06 bEMa 3PUTENTIBHOIO
BocnpuatTMa — Ha 6,0 n 14,2% cooTBeTCTBEHHO, 06beMa
3puUTENbHOM NamsATn — Ha 27,4%, MaKcMManbHOro Temna
ABuratenbHblX peakuuMm — Ha 98,4%, TOYHOCTU TOHKOWM
KoopAauHaumm — Ha 15,3%, onepaTMBHOCTU ABWUraTenb-
HO-KOOPAMHATOPHOW AesdATenbHOCTM — Ha 61,1%. B cne-
ayloulen paboTe KOTHUTUBHbIE QYHKLUKW U3MEPSINUCH YiKe
y AeTen ¢ NOAIMHO30M B PEMMUCCUU, U BbINO YCTAHOBNEHO,
4TO B pemuccun 61% getemn ¢ NoNAMHO30M BbINOMHAIN XOTS
Obl O4MH KOMMNbIOTEPU3UPOBAHHbIM KOTHUTUBHbIN TECT XYXKe
3[0POBbIX CBEPCTHUKOB (NPEMMYLLECTBEHHO CTpajanu
dYHKLMM BHUMAHKS, NaMsaTM U CKOPOCTU CEHCOMOTOPHOM
peakunn) [36]. NMpnyemM CHUKEHHbIe NoKa3aTenn KOrHUTUB-
HOWM AeATeNbHOCTU B OCHOBHOM Habno4anunchb y nauneHToB
CO CTa)keMm nosinHo3a 6osiee 4 net. Takxe 6b110 NoOKasaHo,
YTO NPUCOEAUHEHNE KPYTrNOroAnYHOro AP K Te4eHMIo Nou-
HO3a B 3HAYMTENbHOW CTEMNEHM AENPUBUPYET KOrTHUTUBHYIO
feaTenbHoCTb 6oniee YeM y 77,7% y4aCTHUKOB.

HecKonbKo No3e B HEMELKOM UccnefoBaHuu y B3pocC-
Nbix ¢ AP 6bIN10 BbISIBIEHO CHUXEHWE CKOPOCTU 06PpabOoTKM
MHbOPMaLMK KaK B 060CTPeHMH, TaK 1 B pemuccun. Kpome
TOro, OHW NMPOAEMOHCTPUPOBANK 6onee rmMbKylo HaCTPOMKY
KOHTPO/I BHUMAHWS, YTO MOT/IO CNYXUTb KOMNEHCaTOpHOM
cTpatervewn [37]. Pe3ynbraTbl 3TUX UCCNEeAOBaAHWUM BbICOKO
COOTHOCATCA C 3NUMAEMMUONOTMYECKUMMU AaHHBIMU O CBA3U
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mMexay annepruen n CABI, Tak Kak 4EMOHCTPUPYIOT, H4TO npe-
MMYLLECTBEHHO HapyLwatoTcs GYHKLUUU MPOU3BOJSIbHOMO BHM-
MaHUs M NaMaTH, a TaKKe CEHCOMOTOPHOW PeaKTUBHOCTH,
KOTOpble OTHOCHATCA K HEMPOAMHAMMUYECKUM KOTMHUTUBHBLIM
dYHKUMAM M OoTBevatoT 3a paboyyto KOrHUTUBHYIO MPOU3-
BOAUTENbHOCTb. [lpM 3aTOM cnegyer OTMETUTb, YTO B HUX
He M3y4anucb YHKLMW PeYun, MbllUAEHUS, YTEHUS, MUCb-
Ma, apudMEeTUYECKNX HABLIKOB M pAd APYTMX KOTHUTUBHbIX
GYHKUMN. TakuM 06pa3om, COxpaHsaeTcs HeobXOoAMMOCTb
B HOBbIX UCCNEAOBaHUSAX, B KOTOPbIX 4eTanu3npyeTcs CoCTo-
AHUE KOTHWUTUBHbIX QYHKLMI NpW PecnMpaTopHbIX annepru-
4yecKux 3aboneBaHumsX.

MexaHU3Mbl CBA3U MEXAYy KOTHUTUBHO-

noBejeH4YeCKMMHU pacCcTPONCTBaMHm

W pecnupaTopHbIMKU aniepruiecKumm

3a6oneBaHUAMU

ConocTaBMMble  accouMaLMKM  KOFHUTUBHO-MOBE-
[LEHYECKMX PaCCTPOMCTB HEe TONbKO C pPecnupaTtopHbiMMU,
HO M C KOXXHbIMUW annepruyeckuMmm 3aboneBaHusaIMm 1 nuuLe-
BOW anneprven yKasbiBalOT Ha TO, 4TO MMeloTcs obuue
annepronaTtofiornyeckne MexaHn3mbl JaHHON CBA3M.

MccnepoBatenn cxogsaTcsd BO MHEHMM, YTO OCHOBOMW
BbllUENepeYnCNeHHbIX CBA3eN SBNSETCA TeCHOoe B3auMo-
[leicTBUE LieHTpanbHoM HepBHoW cnuctemown (LLHC) n Bereta-
TUBHOW HEpPBHOW cucTembl (BHC) ¢ MMMYHHOM CUCTEMON U ee
KomnoHeHTamu [38, 39].

C OOHOM CTOPOHbI, HEMPOHbI U HeNpornusa Bbipaba-
TbiBAOT HelponenTuabl M HeMpoMeauaTopbl, KOTOpble
MOAYMPYIOT Yepes3 HEMPOHaNbHYI0 aKTMBHOCTb HE TOIbKO
HEBPONOrMYecKne, HoO U MMMYHOPEaKTUBHbIE (MMMYHHblE
KNIETKM), SHAOKPUHHbIE, COCYAUCTble U Apyrve QyHKUMK
[40, 41]. C npyrow CTOPOHbI, CEHCOPHbIE U BeEretaTuBHbIE
HEeMpoHbl 06najatoT peuenTopamu LUTOKMHOB U B OTBET
Ha BblA€NEeHWEe LMTOKMHOB MMMYHHBIMU KAE€TKamu Moay-
NIMPYIOT CBOIO PabOTy U BblAeNEHNE HEMPONENTULOB U HEN-
poMeaunaTopoB [42]. CBA3b MeXay WMMYHHON cUCTEMOW
n UHC nogtBepxaaetcs Tem, YTO MHOTME MONEKYSbl, CBS-
3aHHble C UMMYHHOM CUCTEMOM, WMPOKO IKCMPECCUPYIOTCSH
N GYHKLMOHUPYIOT B HEPBHOM cucteme, U Haob6opoT [43].
MN3BECTHO TaKKe, YTO TYUYHbIE KIETKU UMEIOTCSA U B HEPBHOM
cucteme [44]. NNoHWMaHWe TECHOr0 B3anuMOLENCTBUSA MEX-
Ly HEPBHOM U UMMYHHOM CUCTEMAMK NPUBOAUT K 3aKtoye-
HWIO, YTO OHO He TONIbKO 06YCNOBAMBAET Hanu4ymMe CBA3EN
MEXAYy HEBPONOrMYECKUMU U annepruyecKMmMm HapyLeHu-
AMU, HO U aKTUBHO BAIMSIET Ha TeYEHME U anNepruvyeckux,
W HEBPONOTrnYyecKnx sabonesaHum [40].

Mmelowmecs pJaHHble 3KCMepUMEHTanNbHbIX WCccneno-
BaHWN OTpakaloT BOBNEYEHHOCTb OOLMX HEMPOUMMYHHbIX
MEXaHM3MOB B KOMHWTMBHbIE W annepruyeckue paccTpomn-
CTBa M pPacKpbIBalOT T€ WK MHbIE HIOaHCbl. Hanpumep, ceH-
CUBUIM3aLnsa K 6Ky KOPOBbEro MOJSIOKa Y Mblllen, 0CO6EeH-
HO MpW MOCTOSIHHOM BO3AEWCTBWMM anjepreHa, npuBoauna
K CTOMKOMY HEMPOBOCMNANEHMIO U CBA3AHHBIM C HUM NOBEAEH-
YECKUM M3MEHEHMAM, HECMOTPS Ha noc/egylolee CHUXe-
HWE YpPOBHS annepreH-cneunduyeckoro MMmMyHornobynmHa
N peceHcnbunusaumio [45]. Mpu ceHcnbunmMsaumm Mblllen
K 6€/IKy KOPOBbEr0 MOJSIOKA U 2-HeeNIbHOM AMeTe C MOIOYHbIM
6e/KOM HabnoAaNUCb U3MEHEHUS MOABUMXHOCTU U Aenpec-
CYBHOE MOBEAEHME CO 3HAYUTENbHO YBESIMYEHHBIM KOM-
4EeCTBOM TYYHbIX KNETOK M YPOBHEM FMCTaMMHa B HEKOTO-
pbiX o6nacTax Mo3ra, TaKKe OTMeYanucb dKCTpaBadasbHas
KOHUeHTpauma 1gG B MO3re, NepuBacKynspHbIA acTpornmo3
n AEMUENNHU3ALMS KOPbI, YTO YKa3blBaeT Ha NOTEHLMabHbIN
HENPOHHbIM cybCTpaT AN NoBeAeHYECKUX U3MeHeHun [44].

Takvm 06pa3om, 3KCNepPUMEHTasIbHO MOKa3aHbl Hewn-
poBocnanuTenbHbole M natoMopdosiorMyeckne Mu3meHe-

HUS MO3ra, COMpsiXKEeHHble C annepruyeckumun 3abone-
BaHMAMU. OOHAKO K/IMHWYECKME MUCCNEAOBaHMUS He CTOJb
MHbopmMaTuBHbI. Koppensauus mexay uuTokuHamu, CABI
W anneprmyecknmmn 3aboneBaHMsMM OCTaeTcs NpoTUBOpe-
4YMBOW, NO AaHHbIM HEMHOIOYUCNIEHHbIX UCCeaoBaHUi [46].
BeposaTHO, cogeprkaHne LMTOKMHOB B 06LLEeM KPOBSHOM pycC-
N€e B KJIMHUYECKNX UCCeJOBaHMAX MEHEE TOYHO MO CpaBHe-
HMIO C AKCMEPUMEHTANIbHBIMU UCCNEA0BaHUAMMU Ha MOoAenax
XMBOTHbIX OTparkaeT HeMpoBOCNaneHne U CTPYKTYpPHO-aHa-
TOMUYECKME OCOBEHHOCTM HEeNOCpPeACTBEHHO B MO3roBOWM
TKaHW.

Cpean oTgenbHbIX 3TUOMATOreHEeTUYEeCKUX GaKTopos,
y4acTBYOLWMNX B KOMOPOUAHOCTU KOTHUTUBHO-3MOLIMOHAb-
HO-MOBEAEHYECKNX PACCTPOWMCTB M anjepruyeckux 3abo-
NleBaHWN, TaKXe paccMaTpuBaloT HapylweHWe CHa; OCTPbIN
M XPOHUYECKMI CTpecc; AMCOMO3 MUKPOOMOMA; MMUTOXOH-
ApVanbHylo AUCOYHKLMIO; MaTEPUHCKUIK CTpecc, TpeBory
W Lenpeccuto; 3anajHylo AMETY, COCTOALLYO U3 padUHMPO-
BaHHbIX 3/1aKOB, C BbICOKMM COAEPKaHWEM XKUPOB 1 caxapa;
a TaKXXe BO3JENCTBME coAepallnxcs BO BHELWHeW cpeje
TOKCHYHbIX MeTannos [8].

Ha ocHoBaHWK pe3ynbTaTtoB OTAENbHbIX MCCneaoBaHMN
MOXHO MNPeANONOXKUTb, YTO Pa3BUTUE HENPOMMMYHOBOC-
nanuTenbHbIX U CTPECCOBbLIX 3BEHbEB MaTtoreHe3a MOXeT
OblTb FEHETUYECKN AeTEPMUHMPOBAHO [47, 48]. TakKe npea-
nonaraeTcs, 4TO yNOMSiHYTbl€ Bbllle 3TMoNornyeckne dak-
TOpPbl OKpYyXKalolwen cpeabl U CTPeccoBble paccTponcTBa
MOryT UMEHHO Yepes AnUreHeTUHecKne MexaHnM3Mbl peanu-
30BblBaTb OAHOMOMEHTHOE pa3BWUTME HEWPOKOTHUTUBHbBIX
W annepruyecKkmnx paccTpomncTs [8].

B cBSI3n C KOrHWTUMBHO-MOBEAEHYECKMMU HapyLIEHUS-
MW, MOMMUMO BblllEeNepeYmncneHHblXx obLLeaniepruiecKnx
aTMoONaToOreHeTnYecKnx GaKkTopoB, onpeaensoTcs M yacT-
Hble daKTopbl, CBA3aHHbIE C OTAENbHbIMKM dOpMaMK pecnu-
patopHon annepronatonorun. Ana BA cneunduyeckum
MeXaHW3MOM CYMUTAETCA €€ BOBNEYEHHOCTb B NaToN0rnio
CTPeccoBOro pearuvpoBaHus. lpuyem paccmaTpuBaeTcs
MMEHHO BapWaHT, Korga acCoLMMPOBaAHHOE C KOTHUTUBHO-
noseaeH4yecKon natonornen (CABI) cTpeccoBoe paccTpon-
CTBO npoBouupyeT unu ycyryénsetr BA. Cneunduyeckui
4ns BA cTpeccoBbI MEXaHM3M OCHOBbIBaETCS Npexae Bce-
ro Ha UHHEepPBaLMW rMaAKOMbILLEYHbIX KNeTOK 6POHX0B CUM-
naTM4eCKMMKU U napacumnaTuieckummn Hepsamu BHC [49],
a TakXXe Ha BoBnevyeHHocT BHC B perynsaumMm MecTHOro
BOCMasieHNs, COrfiacHo nocneaHum aaHHbim [50, 51].

CneundurKka cB3el KOrHUTUBHO-NOBEAEHYECKUX Hapy-
LWeHnn ¢ AP, Mo MHEHMIO aBTOPOB, MOXET ObiTb 06YC/0BJIEHA
TeMm, 4TO canauctas 060n04Ka Hoca SBASETCA caMbIiM nep-
BbIM OpraHoM, KOTOPbIN CTallKMBaETCs ¢ a3poaniepreHamm
M HacTPOEH Ha peaKTWMBHbIM OTBET. [pn 3TOM OCHOBHbIE
3BEHbS pearMpoBaHuns (BOAAHUCTbIE BblAENEHNS U3 MOACIN-
3UCTbIX Xenes, 3y4, YMXaHue, 3aN0XeHHOCTb HOca) peanu-
3yl0TCA Yepes3 BOSIOKHA CEHCOPHbIX, BEreTaTUBHbIX U ABUra-
TeNbHbIX HEMPOHOB, YTO ABNSAETCS OCHOBOM BOBNEYEHHOCTH
HEepPBHOW cuCTeMbl B 3TOT npouecc. [pu notepe KOHTPO-
N9 BO3HWKaeT GEeHOMEH HEWPOHHOM rMNeppeakTUBHOCTMU.
MocTynupyeTtcsa, 4TO 3TO HapylleHWe peryasuuum urpaet
pelwatoLyto pofib B KNIMHUYECKOM MPOSIBAEHWUU Ha3albHbIX
cumntomoB [52]. UMeHHO Ha MOAENU CAU3UCTON 06ON0YKHM
Hoca Haubonee AEMOHCTPaTMBHbLI ABYCTOPOHHWE HEWpPO-
UMYHHbIE€ 1 HEMPOBOCNAaNNTENbHbIE CBA3M.

CBSI3b pecnuMpaTopHbIX a//Iepru4eckmux

3a6oseBaHUi C pacCTPOMCTBAMU ayTUCTUYECKOr o

cneKTpa

PAC xapaKTepusyloTca CTOMKUM AedUUMTOM coLunanb-
HOro O6LWeHNs U B3aMMOLENCTBMS M OLAHOBPEMEHHO NaT-



TepHamMu OrpaHWYeHHOro, MoBTOPSAOWeErocs NoBeaeHus
[24, 25]. OHKX npeacTaBnsAOT cCO60M WKMPOKOBAPHUATUBHBIE
no o6Len TAKECTU U COoLManbHOM aganTalnmn COCTOSAHNUS.
[o HacTosuiero BpemeHun aaHHble o cBa3n PAC u annep-
MM NPOTUBOPEYMBLI U HEOAHO3HAYHbI, YTO, MO-BUAUMOMY,
0ObACHAETCH 3HaA4YUTENbHOW 3TMONOrMYEecKon (M naTore-
HETMYEeCKOW, BEPOATHO) reTepOreHHOCTbD pPaccTpom-
ctBa. lNpeanonaraercs, 4To BapuabenbHOCTb NONynsauuu
W An3anHa UccnefoBaHUs, a TaKKe Hanuyune apyrux dak-
TOPOB PUCKa, AEWCTBYIOWMX Kak BmelunBaowmnecs dak-
TOpPbI, CNOCOGCTBYIOT MPOTUBOPEUYNBLIM pe3ynbTataM. Tem
He MeHee, B psife uccnefoBaHWMM NOKasaHo, YTO 4acTo-
Ta BCTPEYaeMoCTH anfepruyecknx 6onesHen y nauueH-
T0B ¢ PAC Bblwe, 4eM B nonynsunn B LLENOM, OLHaAKO
BbIIBNEHWE anieprum y Takux nauuMeHToB npeacraBaser
M3BECTHbIE TPYAHOCTU, CBSAI3AaHHbIE C MX OCOBEHHOCTAMM
KOMMYHWKaLWUK — OT NMOMHOIO OTCYTCTBUS PEYM A0 CIOXK-
HOCTEN MogaepKaHus guanora, 3aTpPyagHEHUMN Npu oTBeETe
Ha nocTaB/lieHHble BpayoM Bonpochl [24, 25, 51-54].
YKa3aHHble 0CO6EHHOCTU B HEKOTOPbIX CyYasx He NO3BO-
NA0T cpasy onpeaennTb xapaKTepHble 418 pecnupaTopHbIX
annepruyecknx 3aboneBaHUM anobbl, YTO MOXeT 006y-
cnoBnMBaTb HEOOGXOAMMOCTb MPOBEAEHMSI paCLUMPEHHOWM
nabopaTtopHON AMarHOCTUKM.

B HacToslee BpeMsl CylecTBYeT MNPeAnofioKeHue,
yTo ana nogen ¢ PAC 6onee XxapaKTepHOW sABAseTcs
nuuieBas anneprus, Ho TpebylTcsa AOMONHUTENbHbIE
nccnefoBaHus, 4Tobbl yTBEpPKAATh 3T0. B nccnegosaHum
2018 r. G. Xu 1 coaBT. HabnAanM 3HAYUTENbHYIO MONO-
HUTEeNbHYIO cBA3b Mexay PAC 1 KOXHOW, pecnnupaTtopHom
W nuuwesown annepruen cpeau aeten B CoeaMHEHHbIX
LWTtaTtax, npuyem nuweBas anneprua nokasana camyio
CUNbHYIO accoumnaumio ¢ aytuamom [55]. Komop6buraHocTb
nuweson anneprun n PAC noatBepxaaeTcsa pesynbrata-
MW MccnefoBaHns «PUCK AeTCKOro aytuama, BblI3BaHHOMO
reHeTMKoMm u okpyxatouen cpegon» (CHARGE), B KoTo-
pom cpaBHUBancsa npodunb anneprun 560 geten ¢ PAC
n 391 pebeHKka 6e3 ayTu3ma W TaKXKe O6blla OTMeYyeHa
60/iee BbICOKasi pacnpoCTpaHEeHHOCTb MULLEBON annep-
run B rpynne aeten ¢ PAC [53]. KpynHoe nepekpecTHoe
nccnepoBaHue, nposeaeHHoe B CLUA ¢ yyactnem 77 951
pebeHKa, NpeAcTaBuIO [JOKal3aTenbCTBa B3auMMOCBSA3MU
mexay PAC u annepruen, npuyem, no pesynbratam uccne-
[OBaHWA, pacnpocTpaHeHHOCTb acTMmbl 6bina Ha 35%
Bbllle y aeten ¢ PAC [54].

MHorne nccnegoBatenn CxoAATCS B OAHOM: Hapylle-
HUE peryasumMm MMMyHUTETa W BOCMNaseHue ABAATCS
TUMUYHBIMX MPU3HAKaMKW KaK annepruyeckux Hapylle-
HWUW, TaK W HapylweHWn HewnpopasBuTUs, BKAtoyas PAC,
YTO yKa3blBaeT Ha KOHBEPreHTHylo natodusunonoruio [8].
AnuaemMmMonormyeckne mMccnegoBaHma npeacrasuan ybe-
OUTeNbHble AOKasaTeNbCTBa CBA3M MexXAy annepruen
W paccTponcTBaMu HenpopasBuTUa. Bo3MoxHble daKTo-
pbl, BAMSIOWME HA pa3BUTHE ITUX PACCTPONCTB, BKOYatOT
B cebs genpeccuio U TpeBOry martepu, rectauuoHHbIN
caxapHblt guabeT, annepruyecKkuit cTtatyc maTepu, aueTy,
BO3AENCTBME 3arpsA3HnUTENEN OKpPYKaloLWen cpeabl, Uame-
HEHUA MUKpOOMOMa M HapyleHus cHa, BO3HUKaluwue
B paHHeM Bo3pacTe. Kpome TOro, noMMMo BOCNaneHus,
aNUreHeTMKa, 9KCMNPeccuss reHoB U MUTOXOHAPWaNbHas
ONCOYHKLMSA OKa3annuCb BO3MOXHbIMU MeXaHW3MaMM,
nexauumMn B OCHOBE naToreHesa 3TUX COCTOsSHMK [8].
[JanbHenwmne nccnegoBaHuns obwmMx GakTopoB U BO3MOXK-
HbIX MEXaHU3MOB MOrYT MO3BOJINTb HE TObKO NPOSICHUTb
CBSI3b MEXAY annepruen n HapylweHUIM1 HeEMPopPasBUTHS,
HO W MONYYUTb HOBble BO3MOXHOCTM Tepanuu yKadaHHbIX
paccTpouncTB.

CBf3b pecnUMpaTopHbIX a//iIepru4ecKux

3a6oneBaHUM C TPEBOXHbIMU pacCTpPoONCTBaAMM,

Aenpeccuen u cymuuaanbHbIM NoBejgeHUem

3HauyuMTeNbHOE KOIMYECTBO NCCeA0BaHNI NOATBEPKAA-
0T Ha/lM4yMe CBA3KM MEXY annepruen u TpeBOXHO-aenpec-
CUBHbIMM paccTponcTBamu. B meTaaHanuse n cuctemaTunye-
CKOM 0630pe J. Rodrigues 1 coaBT. (2021) oueHuBasncs puckK
pas3BUTUSA ENPECCHU N TPEBOTM Y MaumneHToB ¢ AP ¢ BKtoYe-
HMEM B aHanuns 24 nccnegoBaHui, U3 HMX 12 npeacraBnasnm
Oll Ha ocHOBe Moaenen MHOroBapWaHTHOM perpeccuu.
B pesynbraTe 6b110 NoKa3aHo, 4To AP 6bin cBA3aH ¢ 6onee
BbICOKMM PUCKOM Aenpeccun n Tpesoru [56].

B wBeACKOM wccnegoBaHUMM M3y4vaiucb accouunauuu
MeXay acTMOK, anfieprmer n aMOLMOHaNbHbIMKU PacCTPOm-
cTBamMu y AeTel OOWKONbHOro Bo3pacTta (3—-5 nert). bbinun
BKJIOYEHbI 4649 geten. ABTOpbl caenanv BbiBOA, 4YTO AETH
[IOWKONBHOIrO BO3pacTa C acTMOM M MULEBOW annepruen
MW HEMEepPeHOCMMOCTbIO MOABEPralTCs PUCKY BO3HUKHO-
BEHWS CONYTCTBYIOLLMX NPOGAEM C MCUXMYECKUM 340POBLEM
(B NepBylo o4epenb IMOLIMOHabHbIX PacCTponcTa) [57].

B macwTtabHom uccnenosaHmn 2023 1. 66111 NpeacTaB-
NIEHbl JaHHble OHMaMH-0NpPOca O PUCKOBAHHOM MOBEAEHUM
monoaexn (KYRBS) cpean 1 067 169 HOXHOKOPENCKUX
NoAPOCTKOB CPEeAHEero M CTapllero LWKOJbHOro BO3pacTa
B nepunog ¢ 2005 no 2021 r. [58]. bbinun onpegeneHsl 2 noa-
rpynnbl: 299 468 4yenoBek ¢ AP n 767 701 — 6e3 npo-
AB/IEHUM atonuu. [MoapOCTKOB cnpalwnBanu, NepexunsatT
/1M OHM OT4YasiHWe, cyMunAasnbHble MbICIK, GblIM M MOMNbIT-
Kn camoybumnctea. OKasanocb, 4TO NoApOCTKM ¢ AP yaue
UCMbITbIBaNM oT4asgHUe (CKoppeKTupoBaHHoe O — 1,16;
95% ON — 1,15-1,17], cymumaanbHble MbICIN (CKOPPEK-
TnpoBaHHoe Ol — 1,12; 95% AN — 1,11-1,13) u npea-
NPUHUMANN MNOMbITKN cCamMoybuncTBa (CKOPPEKTUPOBAHHOE
oWl — 1,13; 95% AN — 1,10-1,15). B 3aKknto4eHne aBTOpbI
[JenatoT BbiBOA O HEOGXOAMMOCTU ByAyLIMX UCCNEeNOBaHUNM,
NOCBSILEHHbIX M3YYEHWUIO MPUYMH 3HAYMMOW accouuaumu
AP ¢ oTyasHueMm, cynumaanbHbIMU MbICASIMU W MOMbITKAMM
camMoybuincTBa, C LieNbto pa3paboTKM cTpaTerum npeaoTepa-
LLeHMA caMOyBUICTB, a TaKKe yny4ylweHns obwero ncnxuye-
CKOro 310pOBbS MOAPOCTKOB.

B HacTosiwiee Bpems Hambonbluee pacnpocTpaHeHue
nosy4ymna KOHLUENuUMs BO3HWMKHOBEHWS CyuLMAANbHOIO
noBeAeHusl, npeanonarawpllas B3aMMOLENCTBUE MeXAay
HENPOBMOSIOTMYECKON YA3BUMOCTbIO U Tpurrepamu [59]
(cTpecc-anate3Has Mofenb). YTBepXKAaeTcs, 4To y npej-
PAacroJIOKEHHOro YenoBeKa MCUXONOrMYECKUN Unn 6uodu-
3UOSIOTMYECKHUIA CTPECCOP NMPUBOAMT K YBEMYEHUIO PUCKA
camoybuincTBa NOCPeACTBOM TaKMX MEXaHM3MOB, KaK Mpo-
BOLMPOBAHWE UK YXyALIEHME NCUXMYECKOr0O 3a60/1EBaHUS,
4YTO B MTOre W 3amnycKaeT cyumuuaanbHoe noseaeHune. Becb
KOMMJIEKC B3auMMOJENCTBUIA MeXay MNoAdeprKMBatoWUMu
(cembsi, Opy3bsl, penurus) u caepxupatlowmnmm daxkrtopa-
MW (Hanpumep, HECOBEPLIEHHONETHMUE OE€TH), Haluynuem
CPEeACTB OCYLIECTBAEHUS cyuumaa (Hanpumep, s4a, orHe-
CTPENbHOIO OPYXMS), a TaKKe HalM4YUeM WU OTCYTCTBU-
€M afleKBaTHbIX COLMaNbHbIX U MEAULMHCKUX YCIYT MOMXET
B/MSATb Ha CyuUMAANbHbIA PUCK W MoBeeHue, MoBbiwas
WUN CHUXKasa BEPOATHOCTb camoybuicTBa. BbicKa3biBanocb
NpeanosioXeHne, YTo 3Ha4yMTeNnbHOe yBeNWyYeHwe BO3Aew-
CTBWSI a3apoasiepreHoB, 0COOEHHO Y NUL, CEHCUBUNN3NPO-
BaHHbIX K annepreHam (nmauueHtbl ¢ AP n/unun BA), moxeTt
TaK)Xe npeactaBnsATb COG0M CTPECCOBbLIM GaKTOP OKpyXKa-
IoWwen cpebl, KOTOpbIM, B CBOK O4epenb, MOXET NPUBECTHU
K peanusaunu cynuuaanbHOro noBeAeHus noja AencTBueM
6MONOrMYECKMX M MCUXOSIOTMYEeCKNX daKTopoB [60-62].

lMoKa3aHo, 4YTO Y 340POBbIX C MEANLMHCKOM TOYKKN 3pe-
HMS NaLUMEHTOB C [AeNpeccuen M TPeBOron 4acto Habnto-
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OB30P JINTEPATYPbI

4aloTCH MOBbIWEHHbIE YPOBHW HEWPOBOCNANUTENbHbIX
MapKepoB, KOTopble TaK)e Habnwgatotca npu AP. Tak,
coobLlLaeTcs O MoBblleHUN ypoBHA IL (MHTepnenkunHa) -6
[63-65], IL-1B 1 dpaKTopa HEKpO3a onyxonu (tumor necrosis
factor; TNF) [66]. MeTaaHanus, BKNtOYMBLWKIK 24 nccnegoBa-
HMS, NOKa3an 3Ha4YnTeNbHO 60/1ee BbICOKME KOHLEHTpaL MK
npoBocnanuntenbHbix LUUMTOKMHOB TNF 1 IL-6 y nauuneHTOoB
C Aenpeccuen No cpaBHEHWUIO C KOHTPOJIbHOM rpynmnon [67].
B apyrom cucrematnyeckom o63ope Oblia NPOAEMOHCTPHU-
poBaHa CBA3b MeXAy BOCManuTeNbHbIMM GMOMapKepamu
IL-1, IL-6 n C-peaKTuBHbIM 6enKOM W aenpeccuen [68].
HeKoTopble M3 3TUX MMMYHHbIX HapyweHWM MOryT HuBe-
nmpoBaTbcs Ha ¢oHe ncuxodapmaKkoTepanuu aenpeccuu
n Tpesoru [69, 70].

B TO e Bpems npuHMMaloTCS BO BHUMaHWE U MCUXO-
norunyeckune ctpeccopbl B dopmMe peakuumnm Ha 60nesHb,
Ha CUMNTOMbI anfieprum U CBA3aHHbIE C ATUM OrpaHUYEeHUs,
OLLYLLEHMS 1 NEepeXnBaHus.

B cBolO o4epefnb, Bbl3BaHHble CTPECCOM W3MEHEHMS
B MMMYHHOM CUCTEME, KOTOpble MPUBOASAT K HEMpoBOC-
naneHuio U NocneayllwmMm U3MeHeHUsaM B Mo3re, 6binau
npeanoXeHol B KayecTBe BO3MOXHbIX HeMpobuonoruvye-
CKMX Ccyb6CTpaToOB TPEBOMXHbLIX PACCTPOMCTB. TPEBOXHblE
W OenpecCUBHbIE pPacCcTPOMCTBA 4acTo CBSA3aHbl C XPOHM-
4YeCKMM cTpeccoM. Kpome Toro, coobLaeTcs, YTo XpoHuye-
CKMI CTpecC NPUBOAMT K HapyLleHWo paboTbl rMnoTanamo-
runo®un3apHO-HaANOYE4YHUKOBON CUCTEMbI U HapyLUEHUIO
BeretaTMBHOM HEPBHOM CUCTEMbI, 4TO, B CBOI O4Yepeab,
MOXET Bbl3blBaTb CUCTEMHbIE NPOBOCNANNTENbHbBIE COCTOS-
Hus. NMpeaBapuTenbHble AaHHbIE CBUAETENbCTBOBAIN O TOM,
4YTO TPEBOXKHbIE PACCTPOMCTBA TaKXe MOryT 6biTb CBA3aHbI
C ycuneHuem Bocnanexus. CucteMHoe BocnaneHune cnocob-
Ho BoBfieKaTb LUHC v noBblwaTth ypoBEHb NpoBOCNannUTENb-
HbIX LMTOKMHOB, KOTOPbIE, Kak 6bl/10 NOKa3aHo, Bbi3biBatoT
npsiMble U KOCBEHHble HEMPOTOKCUYECKUE IDdEKTbI, TEM
cambIM 3anycKasi MOPOYHbIM KPYr, B TOM YUC/IE U B OTHOLE-
Hun anneprun. LLUMPOKO M3BECTHO, 4TO npedpoHTaNbHble
N NTMMOBUYECKME CTPYKTYPbl NOABEPKEHbI BAUSHWUIO HEWPO-
BOCNaNMUTENbHbIX COCTOSAHUIA. B COOTBETCTBMM C 3TUMM AaH-
HbIMW, pasfiMyHble HeWpoBM3yaNu3aLMOHHblIE UCCNeaoBa-
HWS genpeccuy, NaHMYeCcKOro paccTponcTea, aropadpobuu
W reHepann3oBaHHOIO TPEBOXHOIO pacCcTponcTBa NOKa3bl-
BalOT UBMEHEHUS B CTPYKTYpPE, PYHKLMM M CBA3HOCTU Mpe-
GpPOHTaNbHbIX U TUMBUYECKUX CTPYKTYP [61].

lNMoKka3aHo, 4TO NpoBOCNaNNTENbHbIE LUTOKUHBI B3aUMO-
LEeNCTBYIOT CO MHOTMMM MAaTOPUINONOTMHECKUMU JOMEHAMMU,
KOTOpblE XapaKTepU3YIOT AeMnpeccuto U TPeBOry, BK/OYas
MeTabon3M HEeNPOTPAHCMUTTEPOB, HEWPOIHAOKPUHHYIO
dYHKLMIO, CMHANTUYECKYID NAAacTUYHOCTb U MOBEAEHME.
CTpecc, KOTOPbIM MOXET CNPoBOLMPOBaTh AEMNPECCHIO, TaK-
e MOXeT cnocob6CTBOBaTb BOCMANMTENbHBIM peakuusm,
BO3JENCTBYS Ha CMMNATUYECKME M MapacumnaTuyeckue
nyTM HEPBHOW cucTeMbl. HakoHel, BbiCKa3biBaeTCcs npea-
NONOXEHME, YTO Aenpeccuss MOXKET OblTb MOBEAEHYECKUM
NO60YHbIM NPOAYKTOM PaHHUX afganTUBHbIX MPEUMYLLECTB,
obecneymBaemblx reHamu, Cnoco6CTBYOLWMMM Bocnane-
Huto. lonyyYyeHHble peaynbTaTbl onpefenunun paspaboTky
HOBOW CTpaTernun nevyeHuss Lenpeccun M TPEBOXKHbIX pac-
CTPOWCTB NyTeM BO3AENCTBMSA Ha MpoBOCMaNUTENbHbIE
LLMTOKMHbBI U UX CUrHaJIbHble NyTh [71].

B aKkcnepumeHTanbHbIX UCCNeA0BaHUSAX BOCMPOMU3BOAN-
/10Cb B3aMmoaencTeue mexay AP/atonmen n cypporaTHbIMU
MapKepamu annepreHoB, TaKMMK KaK Ce30H Hanbosbluen
HarpysKkuM aspoanjepreHamu (mblabla) UaM U3MepeHHoe
KO/IMYECTBO MNbl/ibLbl, KOTOPbIE CBA3aHbl C 3aMyCKOM MUKOB
AP, BbIGPOCOM BOCMaNUTENbHbIX LLUTOKMHOB, @ TaKXe C Cyu-
UMaanbHbIMU MbICSIMKM M noBeaeHueM. TaK, uccnegosa-

HUSi CE30HHOCTU CaMOyOGUMCTB CBA3bIBAOT BECEHHUM MUK
cymumaoB [72] Bo BceM mupe [73] ¢ CE30HHON (BeCeH-
HeWn) AeKoMneHcauuen paccTponcTB HacTpoeHns. OaHaKo
OKasanocb, 4TO CE30HHOCTb CyMUMAANbHOMW aKTUBHOCTHU
nepeKkpbiBaeTcsa ¢ o6ocTpeHnem AP 1 Bo3aencTBnemM aspo-
annepreHoB, B 4acTHOCTM aTMoCchepHOM Mbliblbl. TakK,
caMoybuncTBa cpeau vy, 6e3 KaKux-TMbo aTonuyecKux
paccTpoOMCTB MMENU PaBHOMEPHOE CE30HHOE pacnpegene-
HUe B TeyeHue roga [74].

BbicKasblBaeTca runoTtesa, YTo Yepes UMMYHHblE Mean-
aTopbl B BEPXHUX AbIXxaTeNbHbIX NyTAX, JOCTUraloLWme Mo3ra
WU BAMSIIOWME HA MOAYNSLMIO CYyMUMAANBHOIO MOBEAEHMS,
BO3JENCTBME alepreHoOB M CE30HHbIN PUHWUT NPUBOASAT
K CE30HHOMY 060CTPEHMIO CyMUMAaNbHOro pucka. Ana noa-
TBEPXAEHMS TMNOTE3bl O NOTEHLMANLHON NPOrHOCTUYECKON
CBSI3N Mexay Bo3fencTemem atMochepHOM Nbliblbl gepe-
BbEB Ha YSI3BUMbIX JIIOAEN W CyMUMAANbHbIM MOBEAEHM-
eM OUHCKMMMK y4yeHbIMK 6bin npoBeaeH aHanna 13-netHen
6a3bl AaHHbIX BCeX camoyoumicTB B PuHaaHAnK. bbino npo-
[LEMOHCTPUMPOBAHO, YTO NaUMeHTbl C aToNWeEN, nonyyatoLme
CcTalMOHapHOe NleyeHne, ymupanu B pesynbrate caMoyoui-
cTBa (72%) Yallle BECHOM M NEeTOM, Koraa KOaM4yecTBO Mblfib-
Libl Camoe BbICOKOE, M0 CPaBHEHMIO C IMLLaMu, He cTpajato-
WwMmu atonuen [74].

B nepBomM nonyasiuMOHHOM MCCAeAOBaHUM CMEPTU
B pe3ynbraTte caMoybuMWCTBa WM BO3LENCTBMSA annepreHa
Oblla NoATBEPXKAEHA CBA3b MEXAY KOAMYECTBOM Mblib-
Ubl U camoybuicTBamM, KOTopas ocTaBanacb 3HA4YMMOM
nocsne nonpaBKK Ha Apyrve GaKkTopbl OKpYyKatowen cpeabl.
Taknum 06pa3om, B Hay4HbIX UCCNEeA0BaHUAX NOATBEPKAAET-
€Sl CBA3b CyMUMAaNbHbIX MbICIER U anneprum, B TOM Yucie
nocse NonpaBoK Ha BO3PacT, NoJ, pacy, KypeHue u apyrue
dakTopsbl [75].

MccnepoBaHnsa nokasann, YTO MaKpPOMOMEKYbl OKPY-
alollen cpeabl ¢ BOCnaauMTenbHbIM NOTEHLMANOM, @ TaKKe
obpa3syowunecs Ha nepudepun aHAOreHHbIE BOCNannTeNb-
Hble MOJIEKYNbl CNOCO6GHbI JOCTUraTb MO3ra pasfiMyHbiMU
nyTaAMU, TPUYEM KPUTUHECKUM 3TanoM SBASETCS NPOXOXae-
HWe Yyepes remaToaHuedanmyecknin 6apbep (M36). B mopae-
NIFIX Ha XMBOTHbIX NPOAEMOHCTPMPOBAHO, YTO NenTuabl [76]
N UHTEPNENKKHDI [77] MOTYT nNepemMeLLaTtbCs N3 Hoca B MO3T
no TPOMHUYHOMY MK 06OHATENbHOMY NYTAM [78, 79], MUHYSA
[3b. 0630p UMeLMXCA AaHHbIX NO3BONSET MNPeanoso-
XWUTb, 4YTO MOTEHUMaNbHble HEMPOMMMYHHblE MeXaHW3MbI
nexart B OCHOBE CBS3U Mexay nepudepmnyecknum Bocnane-
HMEM U nNcuxnmyeckumm cumntomamu [80]. MNMpeanonaraeTcsy,
4TO, B YacTHOCTH, nNpu AP HelpoBocnaneHne MoxeT ObiTb
0nocpeaoBaHO MPOXOXAEHUEM MONEKYASAPHbBIX M KNEeTou-
HbIX MeAMaTopoB BOCMaNieHUs M3 MOJOCTM HOCa B MOST,
XOTS TOYHbIA MEeXaHM3M elle MPeacTouT 0O6bACHUTL [81].
MprMynHHaa cBA3b MOXET OblTb GMONOrM4Yeckn 06ycnoB-
NIEHHOM, O YEM MOXHO CYAWUTb NO OGHaPYXEHHbIM CXO4HbIM
LMTOKMH-0MOCPeAoBaHHbIM HEWpoBOCNanMTeNbHbIM MPO-
Lueccam npu genpeccuun/TpeBore u annepruu.

Takum 06pas3oM, ecTb BEPOSTHOCTb, YTO NaTtoreHeTnye-
CKMEe NYTU BKAKOYAIOT KaK MHAYKUMIO BOCManeHus aenpec-
CUeN/TpeBOron, TaK U peanuaaumio Jenpeccun BCneactene
BOCNaseHus WAU [ABYHanNpaBfiEHHblE BWSHUSA, MOCKONbKY
W anneprus, u TPEBOXKHO-4ENPECCUMBHbIE PACCTPONCTBA CBSI-
3aHbl C aKTMBaUMen BOCNanUTENbHbIX NMyTeEW € y4yacTuem
aHanorM4yHbIX MegnMaTopos.

C y4eTOM MCMNONb3yeMbIX ANF NEeYEHUS aneprmuyeckmnx
3a60neBaHMi NpenapatoB BaxHO OTMETUTb, YTO LIUPKYIU-
pyloune npu genpeccun/TpeBore LUTOKUHbI TakXe MOoryT
NPUBOAUTL K YBENMYEHUIO BbIpabOTKMU MMIOKOKOPTUKOUAOB
U AMCOYHKLMM PELLeNnTOPOB B CTPECCOBbLIX CUTyauusx [82,
83]. HeKoTopble LMTOKMUHLI (Hanpumep, IL-13, IL-2, ypoBeHb



KOTOPbIX 4acTO MNOBbLIWAETCH y MaUMEHTOB C aniepruew,
B YacTHocTU ¢ AP [84]) MOryT MHAyUMPOBaTb 3KCMPECCUIO
depmeHTa LHC nHponamuH-2,3-anoKecureHasbl [85], KoTo-
pbii, B CBOKO o4vepefb, CNOCOBCTBYET BblpabOTKE KUHYype-
HWHa 13 TpuntodaHa. Ponb KUHYPEHUHOBOIO NyTW B HACTO-
flee BpeMsi paccmaTpmMBaeTCs KaK Begylasa B natoreHese
[enpeccun 1M CyumuMaanbHOro NOBEAEHMS, YTO CBSA3bIBAET-
CSl C HEMPOTOKCMYECKOW, rnyTamaTeprnieckom u, BO3MOXK-
HO, cepoToHMHepruyeckon aucperynsuen B LUIHC [86-88].
MNepudepunyeckas UMMyHHasi akTMBauusa crnocobHa pery-
NIMpoBaTb 3KCMNPECCUI0 MPOBOCNANUTENbHBIX LIUMTOKMHOB,
aKTMBALMIO MUKPOMUKU W BbIpabBOTKY HEMPOTOKCUYECKMX
BELLECTB, TaKUX KaK MeTabonuTbl KMHypeHuHa [89]. Takum
06pa3oM, BO3MOXKHO, Y4TO LMTOKMHbI, BbICBOOOXAaeEMblEe
BO BpeMS aniepruun, MOryT MMeTb CXOAHble Henponose-
aeHyeckne addeKTbl, NpuBoAsSLLME K NPOBOLMUPOBAHMIO
WY COXPaHEHUIO MCUXMYECKUX U NOBEAEHYECKMNX NPOBEM,
B 0CO6EHHOCTM TpeBoru n aenpeccum [90,91].

MccnepoBaHnsamu yctaHoBneHo, 4to BA n AP noBbl-
LaloT PUCK pa3BMTUS TPEBOMU U Aenpeccuu y nauMeHToB,
CBAI3aHbl C BO3HUMKHOBEHWEM CYyMLMAANbHOrO MOBELEHUS.
CobnogeHne NpMHLMNOB NEPCOHaNM3NPOBaHHOIO Noaxoaa
W BKJIOYEHME B MPOLIECC OKa3aHWa MeaWLMHCKON NMOMOLLM
TakMMm nauueHTam cneumanucta B chdepe MNCUXMYECKOro
3[0POBbSl — A1 KOMMIEKCHOM OLLEHKM COCTOSIHUS, BblGOpa
Tepanuu U TaKTUKKW JanbHenwero HabngeHns — obecne-
YyaT JOCTUKEHME Haunyywero peaynbrarta ieYeHus N5 KOH-
KPEeTHOro nauuneHTa.

MpepoTBpalleHne cyuumMaancHoOro noBegeHus ¢ NoMo-
Wb HEMELNEHHbIX Mep 6€30MNacHOCTH, TaKMX KaK CBOeBpe-
MEHHOEe BblIIBfieHWe, rocnuTannaaums, ycTpaHeHue goctyna
K CMEPTOHOCHbIM CpeAcTBaM (f4bl, OpYyXKue), afeKBaTHoe
N 6bICTPOE JSle4eHNEe OCHOBHOMO MCUXMYECKOIO COCTOSHMSA
W ncuxocoumanbHas ctabunnsdaums, OCTalTCad Kpaeyrob-
HbIM KaMHeM TepaneBTUYECKUX MOLXOAOB K yrnpaBfieHWIO
pPUCKOM camoybuincTBa.

JIEHEHUE PECNMUPATOPHbLIX AJUTEPTUYECKHUX
3ABOJIEBAHUM U ACCOLLUMPOBAHHBIE
HEWPOMNCUXUYECKUE PACCTPOMCTBA

BaXHbIM 3anemMeHTOM nevyeHusa AP gBnseTtcs orpaHu-
YyeHne BO3ENCTBMA BOBMEYEHHbIX B Mpouecc annepre-
HOB. 3TOr0 MOXHO AOCTUYb, PUIMYECKM yaanuB annepreH
M3 NnomeweHns (Hanpumep, NyTemM 4acToro UCMNONb30BaHUSA
HEPA-dunbTpoB AN YOOPKM XWUbIX NOMELWEHUN U pabo-
YUX MECT) UK naberas MecT, rie BO3MOXHO BO3aeNcTBHE
annepreHa (1.e. n3éeras NporyaoK B CE30H MblIEHUS BETPO-
onblinsieMblx pacTeHui). Takne BMeLaTenbCTBa MOryT yCyry-
OWTb aKagemuyeckue n npodeccroHanbHble orpaHUYeHns
M NPUBECTU K CHWKEHUIO COLMANbHOIO B3aWMOLENCTBUS.
3T0 MOXET Cnoco6CTBOBATb CHUMEHWUIO KayecTBa XW3HU
M yXyALeHWo HacTpoeHus. bonee TOro, moCKONbKy M30-
nauma asngetca GakTopom, Cnoco6CTBYIOWMM CyuLuay,
a [OCTyn K couManbHbiM CETAM — 3awuTHbIM GaKTopoM,
3TO MOXET ele 60blle YBENNYUTb PUCK camoybuicTaa.
Ha aaHHbIM MOMEHT OCTaeTCs HEsICHbIM, B KaKoW CTeneHu
BUPTYyanbHOe OO6LEHNE CKOPPEKTUPYET COLMaNbHYlD M30-
NAUMIO B KOHTEKCTE aKTMBHOMO NpeAoTBpaLLeHNs CE30HHOMO
BO34eNcTBMS annepreHoB. bonee Toro, BMewartenbcTea
no nNpefoTBpaLLEHUIO anepreHoB WMMEKT OrpaHUYEHHYIo
3pPEKTUBHOCTb, 4TO 06YCNOBAMBAET HEOBXOAMMOCTb dap-
MakoTepanuu [61].

OUEHKM BAUSHWA NEeKapCTBEHHOM Tepanuu annepruu
Ha pa3BUTUE HEMPOMCUXUYECKUX (MEHTASIbHbIX) PACCTPOUCTB
NPOTMBOPEYUBLI W TpebyloT AaSbHEWWEro MU3y4yeHus,
YTO BNOMHE O6BACHUMO — C YYETOM TECHbIX NaToreHeTnye-
CKMX CBSI3EN anneprum u MeHTanbHbIX HapyLIEeHNUH.

dapmaKoIKo3INMAEMUONOTMYECKME AaHHble NO3BONSIOT
NPeanonoXnTb, YTO MHIaNSLUMOHHbIE MTIOKOKOPTUKOCTEPO-
nabl (MTKC) moryT 6bITb cBA3aHbl ¢ 60/1€€ HU3KUM PUCKOM
camoybuincTBa, B OT/IMYME OT HECKONbKO MOBbILEHHOro
puUCKa Npu UCNonb30BaHWM aHTUITMCTaMUHHBIX NpenapaTos
Il nokoneHusa [92]. OagHaAKo NpoOBeAEHHble UCCNeaoBaHUA
cofepKaT C/IMWKOM BbICOKWUM MNOTEHLMAN cUCTEMATUHECKOM
OLMBKM, 4TOObI AeNaTbh OKOHYaTENbHbIE KIMHUYECKME BbIBO-
Abl Ha OCHOBE 3TUX AaHHbIX. KOpTMKOCTEPOM bl CUCTEMHOIO
LEeNCTBUS CBA3aHbl C AeNpeccuen, a Takxe MaHWaKalbHbl-
MW COCTOSIHUAMMU M Ncuxo3oM [93]. Heob6xoanMMbl KpynHO-
MacwTabHble, NPeanoyYTUTENIbHO MNPOAOJbHbIE dapMaKo-
3NMAEMUONOTMYECKME UCCNEefOoBaHUS ANA NOATBEPKAEHUS
WY ONPOBEPKEHNUS 3TUX PEIYNLTAaTOB U B KOHEYHOM MTO-
re — KAWHWYECKME UccnefoBaHus ANs CpaBHEHWS UCMONb-
30BaHWA WHTpaHa3abHblX [NIOKOKOPTUKOMAOB C aHTH-
rMCTaMUHHbIMK NpenapaTtamu |l MoOKoneHus y nauueHToB
C genpeccuen u, BO3SMOXHO, CynLUnaanbHbIMU MbICISMMU.

Onpoc 0 cMMNTOMax yKa3aHHbIX COCTOSIHWUIA W JanbHEN-
LWWMA MOHMUTOPUHI Ha GOHe Tepanuu BaxKHbl NPU MHULK-
MPOBaHWUMU CUCTEMHOIO MPUMEHEHUS KOPTUKOCTEPOUIOB.
Mpn Ha3Ha4YeHW KOPTUKOMAOB NaLMEHTY C YCTAHOB/IEHHbIM
NCUXMYECKMM AMArHO30M MOryT noTpeboBaTbCa yBenuye-
HWe [03 aHTMAENpPeCCaHTOB, CTabUIN3aTOPOB HACTPOEHUS
N @aHTUMNCUXOTUKOB MU BKJIOYEHWE AOMONHUTENbHbIX NeKap-
CTBEHHbIX CPEACTB.

AHTUrMCTaMUHHbIE MpenapaTbl MOryT NOTEHUMpoBaTb
aencreme 6OMbWIMHCTBA MNCUXOTPOMHBLIX MNpenapaTos,
B OfHMX Ciy4asix OKasblBas 6naronpuaTHoe (nedyeHne 6ec-
COHHULbI, YCUNEHNE @HKCMONIMTUYECKOTO AENCTBUS), B APY-
rMX — HeraTMBHOE BO3AENCTBME (YCUNEHWE COHMBOCTH,
noBbllWatollee PUCK HecyacTHblX chyy4aeB). beccoHHuua,
NPUCYTCTBYIOLLAA Yy MHOTMX NauueHToB BO BpeMsa obocTpe-
HUS anneprum 1 y naumMeHToB ¢ pacCcTpoOMCTBaMM HacTpoe-
HUS, yeyryénsiowas aenpeccuio, ABASETC LIEbIO NeYeHUs,
KOTOPOW MOXHO AOCTUrHYTb ObICTpee, YemM YMEHbLUEHUS
4enpecCcuBHbIX CUMNTOMOB.

CUCTeMHble AEKOHrecTaHTbl ¢ anbda-agpeHepruyeckum
aroHUCTUYECKUM MEeXaHU3MOM AEeWCTBUS MOryT CMpPOBOLM-
poBaTb MMNOMaHMIO MM MaHUIO, @ TaKKe ycyrybuTb 6€CCoH-
HULLY M TPEBOTY Y HEKOTOPbIX NauueHToB [61].

CtumyndaTopbl (rpynna npenapatoB, WCNonb3yemas
ana nedyenuns CABI), a TakXKe aHTMAENPEeCcCaHTbl TPULMKIK-
YeCKMe W Tpynnbl CENEeKTUBHbIX MHIMOGUTOPOB 06GPATHOro
3axBaTa HopajpeHanvHa U CepoTOHMHA MOryT OKa3blBaTb
aAAUTMBHOE [OENCTBME C AEeKOHrecTaHTaMu, NoBbllas Mx
apUTMOreHHbIn noTteHunan [61].

B 2008 r. YnpaBneHue no caHWUTapHOMY HaA30py
3a Ka4yeCcTBOM NULLEBBLIX MPOAYKTOB U MeanKameHToB CLUA
(FDA) BbInycTWaO npepynpexaeHne o HenporncuxuaTtpu-
YeCKMX NOoBOYHbIX addeKTax MOHTeNykacTa, OCHOBbIBa-
ACb Ha MHbOPMaLMK, MONAYYEHHOW B MOCTMAPKETUHIOBbIX
HaGNOAEHUSAX U HE BbIIBEHHON B NPOLECCe KIMHUYECKUX
ncecnenoBaHuin [94]. Ans n3yyYeHUs BAUAHUS MOHTENyKa-
cTa 6bl10 NPOBEAEHO 3KCMEpPUMEHTaNbHOE UccliefoBaHne
Ha mogenu BA y Mbllen C MHAYLUUMPOBAHHLIM OBasibby-
MnHOM (OVA) penpeccuBHONoAo6GHbIM noBeaeHvem [95].
[JenpeccuBHonogob6HOE NoBeAeHMe OLEeHUBaNnochb C Nomo-
Wbl0 TECTOB MPUHYAMTENbHOrO NAaBaHud, a ABuratenbHas
aKTMBHOCTb OLleHMBanacb C NMOMOLLbIO TECTOB B OTKPbLITOM
none. B KOHUe MCCNeaoBaHWA MU3MEPSIM KOHUEHTpauuu
MOHTEeNyKacTa B nfiasme W rMCTONOrMYecKn uccnegosanu
pasBuTHE acTMbl U IDDEKT TeyeHnss MOHTeNyKacToM. bbino
noKasaHo, 4YTO CTeneHb BOCNaneHus, Kotopas yBenuyu-
nacb y OVA-mblWwen, CHU3UNACh NPU NEYEHUM MOHTENyKa-
cTOM. TaKKe yMeHbLUanocb BpeMS HEMNOABUKHOCTU MblWeN
npu nevyeHuu MOHTeNyKkacToM. BBepeHne moHTenykacTta
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OB30P JINTEPATYPbI

MbIlWaM M3 rpynnbl KOHTPONS HE U3MEHWNO BPEMS HENoA-
BUXXHOCTU. TakuM 06pa3oM, He 0OBHAPYKEHO CBA3U MeEXAY
nevyeHMemM MOHTeNlyKacToM M genpeccueit. bonee Toro, anu-
TenbHOE BBEAEHWEe MOHTenyKacTa Mblllam, He cTpajas-
WKM acTMOM, He yBeNn4YnMBano BpeMs HENOABMUMKHOCTH.
PesynbraThl NOKa3bIiBalOT, YTO XPOHUYECKOE NeYeHne MOHTe-
NYKacTOM He CBfI3aHO C AeMnpPeCcCUBHbIM NOBELEHNEM.

NccnepoBaHne Metabonnama MoHTeNyKacTa, NpoBeAeH-
HO€E C UCMO/Ib30OBAHMUEM CUCTEM in Vitro — mMogenun ambpuo-
Ha/bHbIX KNETOK, 060ralleHHbIX HeWpoHamMu, U in vivo —
MOAENN MblleWN, MO3BOIMA0 NOATBEPAUTL €ro CNOCO6HOCTb
B3aMMofeNcTBoBaTh C ryTaTMOHOM C 06pa30BaHUEM KOHb-
loraTa MOHTeNyKacT-ryTaTuoH [96]. MoHTenyKacT B3auMo-
[LEeNCTBYET C CUCTEMOMN LETOKCUMKAaLMKU ryTaTuoHa B MO3re,
OH TaKXe cnocobeH BO3AeNCTBOBaTb Ha perynsuumio pas-
JINYHBIX HEMPOTPAHCMUTTEPHbBIX U HEMPOCTEPOUIHBIX NyTEN,
B YAaCTHOCTM TeX, KOTOpPbIE€ y4acTBYIOT B perynsunv runota-
namo-runodu3apHo-HagNno4YeYHNKOBON CUCTEMBI, a TaKkKe
BNWATb Ha MUTOXOHAPManbHble GYHKLMWU B HEMPOHaSbHbLIX
KneTkax. CornacHo pesynbrataM psja uccnefoBaHui, ycta-
HOBJIEHO, 4YTO Npu 060CTPEHNN BA NOTPE6HOCTL OpraHM3ama
B rlyTaTMOHEe BO3pacTaeT, OgHUM M3 cy6CcTpaToB ans obpa-
30BaHUA ryTaTMoHa ABAsSETcA rnytamaT (rnyTaMuHoBas
KWUCNOTa), KOTOPbIN BbICTYNAeT BaHbIM YY4aCTHUKOM Hew-
POTPaAHCMUTTEPHOW CETH, NOITOMY USMEHEHUS €0 KOHLEH-
Tpauun B OpraHM3me MOryT MPUBOAUTb K MaHudecTauuu
Pa3nYHbIX KAMHUYECKUX CUMATOMOB M COCTOSIHUW, B TOM
4yucne nNporpeccupoBaHUio HEKOTOPbLIX HEPBHO-MCUXMYE-
CKMX PacCTPOMCTB, TaKMX KaK Aenpeccus, Tpesora u ctpecc
[96]. bbino BbiCKa3aHO NPeanonoXeHWe, YTO neguaTpu-
4yecKue nauueHTbl MOoryT 6biTb B 6OMbLIEN CTENeHW noa-
BEPMKEHbI PUCKY PasBUTUS HexenaTeNbHblx aBneHun (HA)
Ha doHe Tepanuu aHTaroHMcTaMu NeMKOTPUEHOBLIX peLen-
TopoB (AJITP), 4TO MOXKET 6bITb CBSA3aHO C TEM, YTO UX HEPB-
Hasi TKaHb HaxOAMTCA Ha CTafMKM aKTUBHOIO CO3peBaHMS.
OaHaKo 3TO AaHHble NoayYeHsbl in Vvitro 1 Bce elle He HaxoaaT
NOATBEPKAEHUS B KIMHUYECKUX UCCNEeO0BaHMUSX.

MacwTtabHoe peTpoCrneKTUBHOE W3y4YeHUe UCTOpUKn
6one3Hn 11 840 B3pocCabIX NaALMEHTOB, NPOBeAeHHOoe
B CLUA, ycTaHOBWIO, 4TO Hayano MPUMEHEHUS MOHTENy-
KacTa AOCTOBEPHO He acCOLMMPOBAHO C MOBLIWEHHbIM
PUCKOM pa3BUTUSA HeXenaTeNbHbIX HEMPOMCUXMYECKUX pac-
CTPOWCTB, BKMtoYasa aenpeccuto [94].

Mccneposanne HA Tepanuu AJITP B oTHoweHun BA
n AP, npoBeneHHoe B HOxHon Kopee, BbISIBUIO, YTO HaM-
6onee 6blNN NOABEPKEHbLI PUCKY NALMEHTbI }XEHCKOro nona
B Bo3pacTte oT 19 fo 64 neT, cpean KOTOpbIX PErncTpmpo-
BaNWCb TaKne HexenaTeslbHble peaKkunn, Kak 6eCcCoHHMLa,
ronosHas 60/b U TPEMOP, 3HAYUTENIBHO PEXKE BbIABAAINUCH
Aenpeccus, TPEBOXKHOCTb, yCTpallalolwmMe CHOBUAEHUS, pas-
[IPaXXUTENbHOCTb M BO30OYKaeHue [97].

B cuctematnyeckom o63ope C.W.H. Lo 1 coaBrT. (2023),
oLeHMBaloWeEM BAMSHUE MOHTEeNyKacTa Ha pasBuTue HA
y nauueHtoB ¢ BA, 6binM NpoaHanuM3upoBaHbl pes3ynbra-
Tbl 59 wccnepoBaHui (21 uccnegoBaHve dapMaKoHaj-
30pa, 4 0630pa 172 paHAOMW3UPOBAHHbIX KOHTPOIUPYe-
MbIX uccnegoBaHuin, 20 HabnogaTenbHbIX UCCNefoBaHWM,
10 coobueHun o cnydyaax HA u 4 cepun cnyyaeB). bbino
yCTaHOB/IEHO, YTO MOHTENYKacT He accouunpoBaH ¢ cobbl-
TUSIMK, CBA3AHHBLIMKU C CYMLIMAOM W Aenpeccuen, y naumeH-
ToB ¢ acTmoMn [98]. MNMoxunble ntoamM MoryT 6biTb 0COGEHHO
BOCMNPUUMYMBBI K TPEBOre U HapyLlWweHUAM CHa, He06X0ANMO
C 0COO0M BHMMATENIbHOCTLIO OTCNEXMBaTb YKa3aHHble HA
B 3TOW rpynne nauuMeHTOB AN OKa3aHus CBOEBPEMEHHON
NMOMOLLM U MOAAEPHKKM.

B uccnenosanue R.L. Yu 1 coaBT. (2023) 66111 BKOYEHbI
netn ¢ AP (n =27, cpeaHui Bo3pacT 7,4 £ 2,9 roaa), Kotopble

Ha npoTsxeHun 3,6 £ 1,9 roga nonyyanu tepanuto CABI
6e3 ocobeHHoro apdeKTa. MNOCKONbKY paHee, Kak oTMme-
Yyanu aBTOpbl UccneaoBaHus, 6bI10 NPOLEMOHCTPUPOBAHO,
yto AP Koppenupyet ¢ TukoM u CBI, y4yeHble nocTtaBu-
M ana cebs uenb oueHUTb 3GPEKTUBHOCTL NedyeHua AP
y LeTewn, y KOTopblX paHee Obliv AMarHOCTUPOBaHbl TUKM
unu CABI, HO KOTopble He pearnpoBasnu Ha noBegeH4YecKoe
UM MeaMKaMeHTO3HOEe NeyvyeHUe 3TUX HEMPOMNCUXMYECKUX
HapylleHun. Yepe3 2—6 Mec cucTeMaTuyeckoro iedeHuns AP
(MOMeTa30H Ha3aslbHbli Cnpen, MOHTENYKacT, LEeTUPU3UH)
y 27 peten ¢ CABI 6biN0 OTMEYEHO CHUMKEHWE HE TONIbKO
BbIpaxeHHOCTM cumnTomMoB AP, Ho 1 nposiBneHun CABI (Bce
p < 0,001). Janee B TeyeHne cpeaHero nepuoaa Habnoae-
Husa 2,4 + 1,1 roaa (0,5—5 neT) He 6bI10 3apErncTPMpPoOBaHO
HW oHOro peumamMBa cumntomoB CABIT [99].

Kak 6b1710 NoKazaHo Bbile, KOMOPOWAHOCTL annepruu
M AeNpPeccun MOXET ObiTb 06YCMOB/IEHA CXOXECTblo naTo-
reHeTUYEeCKUX MEXaHU3MOB, U B peasibHOM KIMHUYECKON
npaKkTUKe y NaumMeHTa MOryT 4acTo BCTpevaTbcs o6a pac-
cTponcTBa. B TakoMm cnyvyae CTAHOBWTCA BaxHbIM CBoOe-
BPEMEHHOE yCTaHOBNEHWEe KOMOPOGUAHOro AenpeccuBHOIO
paccTponcTBa — KakK B LieNsiX ero fieyeHus, Tak n Bo nsbe-
aHue JUCKpeauTauMn WMCnonb30BaHWS MOHTeNyKacTa,
€C/IM CUMNTOMbI fenpeccumn 6yayT BbIiBEHbI YKe B NpoLec-
ce Tepanun 1 olWnB04HO NPUHATLI 3a HA. B 3TOM cBA3M elle
OAHWM BaKHbIM acneKToOM SBASETCS BbiCOKas BEPOSATHOCTb
COBMECTHOI0 Ha3Ha4yeHUs aHTUMAENPECCAHTOB M MOHTENy-
KacTa, 4To TpebyeT NpoBeAEeHUs LONONHUTENbHbBIX UCCNeao-
BaHUN.

Tak, B nccnegosanuun H. Chung n coaBT. (2023) usyya-
NOCb BAUSIHWE MOHTeNyKacTa Ha aPhEKTUBHOCTb Tepanuu
aHTugenpeccaHtamu. Habnoganucb naymeHtol ¢ BA 1 ana-
rHOCTUPOBAHHOM Aenpeccuen. B xoge HabnwogeHus 6biin
BblAeNeHbl 2 NoArpynnbl: NauueHTbl, nofyyaBwne aHTuae-
npeccaHTbl 4O CTapTa MOHTeNlyKacTa, ¥ Te, KTO Havyan Tepa-
nuio Ha doHe npuema AJTITP n UIKC. Pe3ynbTaThl BbiABUAN
HeabPEeKTUBHOCTb aHTHaenpeccaHToB y 21,3% (628/2943)
n 22,3% (2044/9166) nauveHTOB, MONy4YaBLIWUX MOHTe-
nykact u UIKC cootBetcTBeHHO. OTHOCHUTENbHBLIA PUCK
B CKOPPEKTMpoBaHHOM aHanun3e coctaBun 0,98 (95% AN —
0,90-1,07). PeunauB penpeccun Habnwoganca y 24,4%
(288/1182) n 22,4% (3027/13 491) nauneHToB, Ha4vaB-
WKNX Nle4eHne MOHTenyKactoM B cpaBHeHun ¢ UMKC coot-
BETCTBEHHO. OTHOCUTENbHbIM PUCK B CKOPPEKTMPOBAHHbIX
aHanmsax coctaBun 1,08 (95% AN — 0,96-1,20) B TeveHue
6 mec 1 1,50 (95% AN — 1,16-1,93) B TeueHune 45 gHew.
Bbin caenaH BbIBOA, YTO MPU Ha3HaAYeHUW aHTUAenpeccaH-
TOB NpPeKpalleHne Tepanun MOHTENyKacToM He TpebyeTcs.
OaHaKo AaHHble 0 BO3MOXXHOM MOBbILLEHUN OTHOCUTENBHOIO
pUCKa peunanBa fenpeccuy nocne Havyana npUMeHeHus
AJITP TpebyloT AOMOSHUTE/IbHOIO M3YYEeHUS Yy MNaLUeHTOB
¢ BA v paHee gnarHoctupoBaHHon genpeccuen [100].

B kpynHomacwTabHom uccnegosarum V. Sansing-Foster
1 coaBT. (2021) [101], AONONHUTENLHO NPOBEAEHHOM B pam-
Kax aHanu3a [102] 6a3 gaHHbIx Sentinel System nop arngown
FDA, 6b1710 NoKasaHo, 4TO0 Ha ¢pOHEe MPUMEHEHUS MOHTEe-
NyKacTa y nauueHToB 6 neT u craple, cTpajaBlimx bA
(n = 457 377) 1 nonyyaBlUMX MOHTENYKACT, MO CpaBHe-
HUIO ¢ nauueHTamu, neunslummuca UFKC (n = 457 377),
He 0TMeYanoCb MOBLIWEHNS PUCKa FrOCNUTaNU3aLmm no npm-
YuHE [EenpecCUBHbIX PaCCTPOMCTB M pPUCKa MNPUHUHEHUS
Bpeda co6CTBEHHOMY 340pOBbi0. pu aTOM Habnganocb
He60/blLOE CHUMXEHWE PUCKa PA3BUTUS AENPECCUBHbIX pac-
CTPOWCTB, He TPeOBYIoLLMX rocnuTanusaumm nauneHTos [101].

Takum o6pas3om, B HacToslee Bpems He AOKalaHa
CBSI3b MeXKAy NPMEMOM MOHTeNlyKacTa, pa3BuTMeM genpec-
CUW 1 CYMUMAANBbHBIM NOBEAEHUEM.



OAMH 13 caMblX MHTPUTYIOLLMX BONPOCOB BCE €elle OCTaeT-
€Al aKTyaNbHbIM: 00yCNOB/IEHa M CBA3b MEXAY cynunianb-
HbIM NOBEAEHMEM M BO3AENCTBMEM annepreHa / annepruemn
NCUXONOMMYECKUMM CUMITOMaMK 3aboneBaHuns, Auckomdop-
TOM, MPUEMOM NEKAPCTB OT PUHMTA, UM 3TO BUONOrMYecKas
CBSA3b, COMPSXKEHHas ¢ MeanaTopamMu BocnaneHus, JocTura-
loWwmnmmn Mo3ra? MHorve nccnegoBaTenn CKAOHAKTCS B NOJb-
3y nocnegHero. Bo-nepBblX, NOAYEPKMBAETCS YBENMYEHUE
9KCMPECCUN TEHOB LMTOKMHOB, CBA3a@HHbIX C annepruew,
B NpedpoHTanbHOM KOpe ftofen, YMepwux B pesynbrate
CaMOy6MICTBA, MO CPABHEHMIO C TEMU, KTO YMEP MO APpYyrum
npuyrHam [103]. Bo-BTOpbIX, Y FPbI3YHOB BbISBASOTCSA MOBbI-
LWeHHaa 3JKCnpeccus aHanormyHblx npodbuner LMTOKUHOB
B npedpoHTanbHON KOpe, yCUNeHUe TPEBOXKHOMNOA06HOrO (HO
He LenpeccuBHONOLOGHOMO) MOBEAEHNUS U HapyLUEHNE COLM-
a/bHbIX B3aMMOLENCTBUIA B peaynbraTe CeHcnbunusauuu
1 Bo3aencTBusl annepreHos [104]. B-TpeTbux, B dhapmaro-
9KONIOrMYECKOM MCCNeA0BaHUKN NOKa3aHo, YTO MHTpaHa3asb-
Hble KOPTUKOCTEPOWAbl, KOTOPblE, KaK M3BECTHO, YMeHbLa-
0T KOJIMYECTBO MOJIEKYNSPHBIX MEAMaTopoB BOCManeHms
npu AP; 6b1/11 CBSA3aHbl CO 3HA4YUTENIbHO 60J/1e€ HU3KUM YPOB-
HEM camoybuncTs, addeKT He Habnogancsa npu UCnonb3o-
BaHWM @HTUIMCTaMUHHBIX NpenapaTtoB |l moKoneHus, KoTo-
pble 0AMHAKOBO 3(DOEKTUBHbI B OTHOLEHWW CUMMNTOMOB,
HO HE BAMSAIOT Ha MONEKYNApHble MeanaTopbl BOCNaneHus
npu AP. 3To roBOpMT O TOM, YTO CBSA3b MEXAy BOcnaneHvem
BEPXHUX AbIXxaTeNbHbIX NyTeN U CyMunLanbHbIMU HAKIOHHO-
CTAMM SIBNSIETCS HE TOMbKO Nncmxonoruyeckon [91].

[Ons npepoTtBpalleHns passutusa HA B npouecce neve-
HWSI peCNUpPaToPHbIX annepruyeckmx 3aboneBaHni cynTaem
HEO6X0AMMbIM BBEAEHME B KIIMHUYECKYIO MPaKTUKY OLEHKHU
HenpopasBuTUA pebeHKa C LIe/blo BbISIBAEHNUS CONYTCTBYIO-
LWMX HapYLLEHWI, a TaKXKe paccnpoca 0 cMMnTomax genpec-
CUW M cynumMaanbHbix Mbicaax [105] (npu Havane nnv Bo306-
HOBMIEHMU Tepanum).

3AK/IIOYEHHME

HepBHasi © UMMYHHasl CUCTEMbI B3aUMOCBS3aHbl pery-
NAUMAMU HEe TONbKO LEHTPanbHOro, HO U MECTHOro ypOB-
HSl, 4TO nNpeponpeaenseT COMNPSKEHHOCTb annepruyecKmx
MU HEMPOMNCUXMYECKUX 3abosieBaHnin, 4eBIOTUPYIOLWMX B AET-
CKOM Bo3pacTe. HecmMoTps Ha 04eBMAHOCTb AaHHOro dak-
Ta, CBA3b MeXAYy 3TMMKM 3abofieBaHUAMU OTHOCUTENbHO
HeJaBHO nonana B GpOKyC uccnefoBaTeNbCKUX UHTEPECOB.
AKTyanbHOCTb Npo6aemMbl 06ycnoOBfieHA BAWSHMEM COMNYT-
CTBYIOLLMX a/IEPrMYECKUX U HEMPOMNCUXMHECKUX COCTOSAHMM
Ha TeyeHue 3TUX 3aboneBaHU 1 BO3MOXKHOCTAMMU COBEP-
WEeHCTBOBaAHUSA NevyebHO-NPOPUNaKTUYECKON MOMOLLM,
KOTOpble OTKPbIBAOTCA C NOSIBIEHMEM HOBbIX AaHHbIX. YXKe
noKasaHa 1 CTaHOBMWTCS NPU3HAHHOM CBSA3b PECMMPATOPHbIX
annepruyeckmx 3abonesaHuin ¢ CABI, nosBuancb nepeble
paboTbl O CBA3M C pPeYEBbIMWU W APYrMMU KOTHUTUBHbLIMU
HapyLWeHNMU, aKTUBHO M3y4aloTCs accoumaLmnm ¢ genpec-
CUSIMW, CyMUMAaNbHbIM MNOBEAEHWEM, TPEBOXHbIMU pac-
cTpolcTBamMu M ayTuamoMm. bonee Toro, aBTopbl nonarator,
4YTO B HacTosillee BpeMsa MAET NnosHas CMeHa napagurmbl
npeactaBieHn 06 3TUX Npoleccax C NepexogomMm oT npu-
3HaHWUA «KOMOPOWAHOCTM anneprum U HemponCUXUYECKUX
60n1e3HeN» Ha KOHLUENLUMUIO €AMHOIr0 HEMPOUMMYHHOIO BOC-
naneHusl, NPoSBAAIOWEroCs U annepruen, u Hemponcuxm-
YEeCKMMKU 3aboneBaHUaMKU (MyNbTUMOPOUAHOCTL). Pa3Hble
MOAENN peanu3auun HempoBOCNaNeHUs, O4eBUAHO, ByayT
onucaHbl B 6nxKanem éyaywem.

OUEHKM BAUAHUSA NeKapCTBEHHOW Tepanuu annep-
MW Ha pasBUTME HENPOMCUXMYECKUX (MeHTanbHbIX) pac-
CTPOMCTB MPOTMBOPEYMBbLI U TPEOYIOT AalbHENWeEro wuay-
yeHus. B HacToslwee Bpemsi He [JOKal3aHa CBSA3b Mexay

NPUMEMOM MOHTENlyKacTa M pasBUTMEM AEeNPECCHM, a TaKKe
CYyMLMAANbHOI0 NOBEAEHUS.

C y4eTOM BbIWENINOKEHHOIO NPEACTABASETCH BaXKHbIM
dopmrpoBaHmne nonnnpodeccuoHanbHoOM KoOMaHabl BeAeHUs
nauneHToB C anfiepruen ¢ BKIOYEHUEM MEAMLMHCKUX cre-
LLManmcToB B 061aCTH NCUXMYECKOIO 340P0BbS (MCUXMATPOB,
ncuxoTepaneBToB, NCUMX010roB). [NIpoBeaeHne OLEHKMU conyT-
CTBYIOLLIMX paccTponcTB Hewnpopassutua (CABI, PAC), ncu-
XUYECKMUX HapyLEHUH (TPeBOru, Aenpeccun, cymunaansHoro
noBejeHus) y AeTen C pecnupatopHbIMKU annepruyeckumu
3ab0/ieBaHUAMU ABNSETCS HEOOX0AUMbIM ycnoBueM addek-
TUBHOW Tepanuun 1 61aronpuaTHOro NPOrHo3a levyeHus.

B cooTBeTcTBMM C peanusaLnen COBPEMEHHON Mope-
NI OpraHM3aunn MeauuUMHCKON NOMOLLM HEOBXO0AMMO BHe-
ApPEeHMe NepcoHanM3MpoBaHHOIO MNoAMNPodEeCCUOHaNbHO-
ro nogxoja K BeAeHMWI0 MauMeHTOB [EeTCKOro Bo3pacTta
C pecnuMpaTopHbIMU annepruyeckumMm 3aboneBaHUsIMH.
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NMpumeHeHue uHruoutopos PD-1 u PD-L1
B l6€TCKOW reMmaToJIOruu:
0030p nuTepartypbl

ABTOp, OTBETCTBEHHbIA 32 Nepenucky:

Banues Tumyp Tesimypa3oBuy, LOKTOP MEAULMHCKUX HayK, 3aBEAYIOWMI LETCKMM OTAENEHUEM XMMUOTEPanuK remobnacto3os HAW A0Oul

uM. akag. PAMH J1.A. lypHoBa ®I'BY «HaunoHanbHbIN MEAULMHCKWI UCCea0BaTeNbCKUIA LEEHTP OHKonorun uM. H.H. bnoxnHa» MuHaapaBa Poccuu
Appec: 115478, MockBa, Kawupckoe Ww., 4. 24, Ten.: +7 (905) 797-70-06, e-mail: timurvaliev@mail.ru

OTKpbITUE UMMYHHbIX KOHTPOJIbHbIX ToYeK (MKT) cTaio 3HaKoBbIM COBbITUEM B UMMYHOOHKOJIOTUU, YyYLINB MOHUMaHUe
MEXaHM3MOB YK/IOHEHMWS OMYX0JIEBbIX KIETOK OT MMMYHHOIo Hag3opa. Ha ocHoBaHuu 3TOro 6biia pa3paboTaHa TaKas
rpynna npenaparoB, Kak MHIMOUTOPbI UMMYHHbIX KOHTPOJIbHbIX ToYeK (MUKT), aenctBue KOTopbix 06yC/I0BIEHO pa3pbiBOM
MMMYHOJIOTMYECKOro C1Harica v pacrno3HaBaHmem T-KneTkamu ornyxonu. B HacTosuee Bpems MMIKT ycrnelwHo ncnosib3yoT-
csl B Tepanuu psaa 3/10Kka4eCTBEHHbIX HOBOOOGPa30BaHMM, yay4luMB rnokalatein 6e3peLUmnanBHOM 1 06LLEN BbIXXMBAEMOCTH.
OaHako onpegeneHne poau AaHHbIX MPenapaTtoB B €YEHNN E€TEN C OMyX0a5IMU CUCTEMbI KPOBU SB/SETCA MPeAMETOM
aKTUBHbIX nccieoBaHnin. B faHHOM cTaTbe rnpeacTaBieH 0630p MTepPaTypbl, MOCBSLEHHbIN aKTyallbHbIM acrexkTam rnpu-
MeHeHUs1 nHrnbutopoB PD-1 u PD-L1 B getckou rematonorun. [puBeAEHbI MX MEXaHM3Mbl AENCTBUS, 3PPEKTUBHOCTb
U MOTEHLMAIbHbIE OC/I0XXHEHMS Tepanum.

Knr4eBbie cnoBa: MHrMGUTOPbI UMMYHHbIX KOHTPOJ/IbHbIX TOYEK, AE€TH, reMaTos10r1s, NPeANKTOPbl 3QPEKTUBHOCTH, NCEB-
Aornporpeccus

Ana yntupoBanus: NMagepuHa A.C., Bannes T.T. NpumeHeHne nHrnéutopos PD-1 1 PD-L1 B eTCKon rematonoruu: o63op

nutepatypbl. legunatpuyecKkas papmaronorus. 2024;21(3):240-248. doi: https://doi.org/10.15690/pf.v21i3.2751

BBEJAEHME NPOTUBOOMNYXONEBOr0 MMMYHHOIO HaA30pa U B KOHEYHOM

MMMYHHble KOHTpO/bHble TO4KM (MKT) — aTO cucTte-
Ma MHIMOGUTOPHbLIX MEexaHU3MOB, MpeAcTaBasdoLWas
co60N GenKku-peLenTopbl U UX JIUraHabl, 3KCMpeccupy-
eMble UMMYHHbIMU KNeTkaMu. UKT perynupytor MMMYyH-
Hbll OTBET, HE AOMyCKas ero Ype3MepHOM aKTUBaLWH,
n ob6ecneynBaloT ayToToNEPaHTHOCTb OpraHu3mMa K co6-
CTBEHHbIM TKaHAM. HaKonneHHble AaHHble MoKasanw,
YTO MPU HEKOTOPbIX 3/10KAYeCTBEHHbIX HOBOOGpPa30Ba-

nTore nporpeccupoBaTtb M MeTacTasupoBath [1]. Knoueson
BKNag B oTKpbiTMe UKT, Takux Kak 6enoK 3anporpammu-
poBaHHOM KnetoyHon rmbenn 1 (PD-1), nuraHg peuen-
TOopa 3anporpamMmmmpoBaHHOM KneTo4yHon rubenn (PD-
L1) n ymtoTOoKCcHYecKun T-nMMPOLUT-aCCOLMUPOBaHHbIN
npotenH 4 (CTLA-4), n B pa3paboTKy MMMYyHOTepanuu
C UCMONb30BAHNEM MHTMOBUTOPOB UMMYHHbIX KOHTPOMbHbIX
ToyeK (MMKT) BHecnu y4yeHble TacyKy XoHAa3e v [xxenmc

ONnUCOH, 3a 410 B 2018 1. 6bIIM yaocTtoeHbl HobGeneBcKom
npemMunun no GU3noaornun u meaununHe [2].

HUAX OMyxoNneBble KNETKU CNOCOGHbI JKCMnpeccunpoBaTb
Ha cBoeMn NOBEPXHOCTH MKT, yto no3BonaeT um nsbexarb

Aleksandra S. Paderinal, Timur T. Valiev?

1 National Medical Research Center for Hematology, Moscow, Russian Federation
2N.N. Blokhin National Medical Research Center of Oncology, Moscow, Russian Federation
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MUKT npenctaBnastoT cO60M KNlacC NEKAapPCTBEHHbIX Mpe-
napaTtoB, AEVCTBME KOTOPbIX 3aK/to4aeTcs B 610KMPOBaHMM
B3aMMOJENCTBUS peuentopa C ero auvraHaom. 370 npw-
BOAMT K MpPEpbIBAHUIO UX MHIMOGUPYIOWErO BO3AENCTBUS
Ha T-KNeTKM M TeM CaMbliM CMOCOBCTBYET MMMYHOOMOCPEO0-
BaHHOW 3/IMMWHALIMM OMNYXONEBbLIX K/TETOK.

reynmnbl UHFTUBUTOPOB UMMYHHbIX

KOHTPOJIbHbIX TOYEK

MonyymnBwKne ogobpeHre YnpaBneHus No caHUTapHOMY
HaA30py 3a Ka4eCTBOM MULLEBLIX MPOAYKTOB M MeAUKaMEH-
ToB CLUA (FDA) nMKT npegctaBnieHbl Tpems rpynnamu npe-
napatoB: MHrMéutopbl CTLA-4, nHrnéutopsl PD-1 1 HrnMoém-
Topbl PD-L1.

UHruourtopbl CTLA-4

Mnunumymab — anTtuteno npotmB CTLA-4, npepcta-
BuTeNnb nepson rpynnbl MMKT — nonyynn ogo6pexHne FDA
B 2011 r., NpOAEMOHCTPUPOBAB yNyylleHne O6LEN BbiXKK-
BaeMOCTM MNpu meTacTaTudyeckon MenaHome [3]. [pyron
nHrnoutop CTLA-4, Tpemenumymab, TakKe nMen 3Hauynmbln
NPOTMBOOMNYX0NEBbIN 3PDEKT NPU NEYEeHUU MeTacTaTuye-
CKOM menaHombl [4] n 6bin 04o6peH B KOMOMHaAUUK C Ayp-
BajlymaboM npu HeonepabenbHOW renaTouentoaAapHON
KapuuHOMeE, MeTacTaTM4EeCKOM HEMENIKOK/IETOYHOM pake
nerkoro (HMPJT)[5].

CnepyeT OTMETUTb, YTO 3a NPOLLEALINE FOfbl B KIMHUYE-
CKOWM NpaKTUKe NpUMeEHeHUE MHIMbuTopos PD-1 3Ha4uTENb-
HO MpeBbICUN0 Ucnonb3oBaHue aHTU-CTLA-4. 06e UKT oka-
3blBAlOT HErAaTUBHOE BO3ENCTBME HA aKTUBHOCTb T-K/IETOK,
OHaAKO pacnpeaeneHne NMraHaoB, CUrHa bHble MEXaHU3Mbl
M aHaTOMM4YeCKME MecTa UMMYHHOro MHIMGUPOBaHMSA pas-
nuyatotes. Npsamoe cpaBHeHne aByx MKUKT, PD-1 u CTLA-4,
M UX KOMBGWHALMK NPOBOAMNIOCL B KIMHUYECKOM MCCNeno-
BaHuu ¢asbl Il y nauneHToB ¢ HeonepabenbHOW MenaHo-
mown llI/IV cTagun. Pe3ynbTaTbl UcCnefoBaHUA MNOKasanu
JyYlWMM OTBET (HacToTa 06beKTUMBHbIX 0TBETOB (HO0) — 44%
W BblXKMBaemocTb 6e3 nporpeccuposaxus (BBIM) — 6,9 mec)
B rpynne nawuMeHToB, NoayyYaBlUMX HUBOAYMa6, YeM B rpyn-
ne nauMeHTOB, HAXOAMBLUMXCS Ha Tepanuu UNUIMMymMabom
(19% n 2,9 mec cooTBeTCTBEHHO). KOMBUHMpPOBaHHOE Npu-
MEHeHWe HuBoNymaba W unuanmymaba NpuMBENO K elle
605ee BbICOKMM MoKasaTensam orteeTa (58%) v BbhKMBae-
MocTH (11,5 mec). TaKKe 4acToTa HexenaTte/bHbIX ABNEHUN
(H4) 6bina Bbiwe npu Tepanun aHTU-CTLA-4 (27,3%), yem
aHTU-PD-1 (16,3%), a npu nevyeHnn KombuHaumen npenapa-
TOB YyacTtoTa HA coctaBuna 55% [6].

K HacTosillemMy BpeMeHW AaHHas rpynna npenapaToB
He ogobpeHa FDA ana neyeHnsa remobnacto3oB. B psage
nccnenoBaHuin oueHmMBanacb 3GOEKTUBHOCTb UNUAUMYMa-
6a B MOHOTepanuu y B3pOC/blX NaLMUEHTOB C pPeLUaAnBU-
pytowen/pedpaktepHon (p/p) numdomon XomxkKuHa (J1X),
XPOHUYECKUM NUMbOonenkodom (XJ1J1), XpOHUYECKUM Mue-
JIONENKO30M, MHOXXECTBEHHOW MUeNoMoW [7], OCTPbIM Mue-
nounaHbiM nenkozom (OMJT), mrmenoancnnacTUYeCKUM CUH-
apomom (MZC) [8, 9], a TaKKe Yy NauMeHToB ¢ B-KNeTo4yHbIMK
numoomamu [10]. Ununnumymab nmen yaoBaeTBOPUTENbHYIO
NepeHoCUMOCTb, HO HE MPOAEMOHCTPUPOBAS NMPOTMBOOMY-
xonesbix adpdekToB [7-10].

Kom6uHMpoBaHHOE nevyeHne oKalasiocb 60/1ee MHOro-
o6Gellaowmm. Tak, nccneaoBanocb COBMECTHOE MPUMEHE-
HWe ununuMmymaba ¢ puTykcumabom u nnunmmymaba c neHa-
NIMAOMUAOM Y MaLUMEHTOB ¢ p/p B-KNeTo4YHbIMK NnMboMamu
[11, 12], ununumymaba ¢ HUBONymMaboMm y NauueHToB ¢ p/p
NIX ¥ HEeXOmXKKUHCKMMKU nuMmbomammn (HXJT) [13], vnunu-
Mymaba ¢ geumtabuHom y nauneHTos ¢ OMJT u MAC [14].
[aHHble KOMGMHALMK MPUBEN K BbICOKMM MOKasaTensim

YO0 1 wumenu yaoBNETBOPUTENbHLIM Npodunb Ge3onac-
HOCTU. B MHOroueHTPOBOM KAMHUYECKOM WccneaoBaHum
dasbl I/l oueHnBanucb 6e30mnacHOCTb U 3GDEKTUBHOCTD
KoMOGUMHauunn 6peHTyKcumaba BepoTuHa (BB), HMBONyma-
6a u ununumymaba y B3pocnbix nauuveHtoB ¢ p/p JIX. 310
nccnefoBaHne MNPOAEMOHCTPUPOBANO BbICOKYO addek-
TUBHOCTb BCex KoMOuHaumin. Ho YOO u 4yacToTa MOMHbIX
pemuccun (MP) B Koroptax, nofy4vawolmnx HUBoaymao, oKka-
3anuch Bhllle, Yem B ay6nete bB + nnunumymab. HOO/MP —
80/60% (BB + ununumymab), 94/64% (bB + HuBONymab)
n 95/84% (bB + HnBonymab + MnunMmymat) COOTBETCTBEH-
Ho. MeaunaHa BBI1 coctaBuna 1,2 roga B rpynne 60/bHbIX,
nonyyaswux bB + wununnumymad, u He 6blna AOCTUMHY-
Ta ANA NauMeHToB, KOTOpble MNoflydanu fnedyeHwe no cxe-
mMaMm BB + HuBonyma6 1 BB + HuBonymab + unuaMmymao.
B HacTosilee Bpems npogomKaetcs dasza Il uccnegosanus,
cpaBHUBalWaa addeKTUBHOCTbL cxembl BB + HuBONymab
¢/6e3 nnunumymaba (NCTO1896999) [15].

UHruourtopsl PD-1

Btopas rpynna npenapatoB MUKT npeacrtaBneHa UHrm-
6utopamn PD-1. K Hel oTHocATcS HMBONymab, nemo6po-
nm3ymab, CUHTUAMMab, Kampenusymab, TopunanuMman,
Tucnenudymab, nponaroammad, uemuniammab u o goctap-
numab. B Poccuitickon depepaumm Ha AaHHbIK MOMEHT
3aperucTpupoBaHbl U LWMPOKO MCMNONb3YIOTCA HUBOAYMab
M Nemoponnsymab, noKasbiBas BbICOKYO 3PPEKTUBHOCTb.
Mponronumabé — 3TO MEpPBbIM POCCUNCKUIN OPUTMHANbHbLIN
nHrnéutop PD-1. B anpene 2020 r. npenapat 6bi1 3ape-
FTMCTPUPOBAH N9 Nle4YeHUs MeTacTaTUYeCKOM MenaHOMbl.
B nuTepaTtype He onucaHo Cny4YaeB MNPUMEHEHMS LEMU-
nnumaba u goctapaMmaba B remaTonoruu. [JaHHble npe-
napatbl 0go6peHbl FDA ans nevyeHus B3pOC/biX NaLUeEHTOB
¢ HMPJ1, meTacTtaTtM4eCKUM MIOCKOKNETOYHbIM PaKOM KOXK
(uemunanmab), peunanBUpyOLLMM AKX pacnpoCTPaHEHHbIM
paKkoM 3HAOMETPUS ¢ AePULMTOM penapalmm ownbo4HOro
cnapmaHug (AMMR) (aoctapnvman).

UHruurtopsl PD-L1

AHTuTena npotus PD-L1 cocTaBnsioT TpeTbio rpynny
WUKT, ono6peHHbix FDA. Tpu aHTuTena npotuB PD-L1 —
aTe30/1M3ymab, gypsanymab u aBenymabd — MCMNONb3YOTCSH
B OCHOBHOM AN§l Jle4eHUs ypoTeNnanbHOM KapuWHOMbI,
HMP/T n paka Mepkensa. HM oanH M3 3TUX npenapaTtoB
He nony4mn ogobperHunsa FDA ana npuMeHeHUs B remaTtono-
rnu.

3a nocnegHue roabl OTKPLITO MHOXKECTBO asibTepHaTMB-
HbIX UMMYHHbIX KOHTPO/bHbIX TO4eK. Cpean HOBbIX MULLEHEN,
Haxogawmxcs B GOKyce KIMHUYECKUX UCCNEfOBAHUI, MOX-
HO BbIAENUTb T-KNEeTOYHbIK MMMYHOMNOBYIMHOBLIK U MyL M-
HOBbIN JOMEH, cofepKalwnin 6enok 3 (TIM-3), reH akTMBaLUK
numooumtoB 3 (LAG-3), cynpeccop akTuBauumu T-KNeToK,
cogeprallnin UMMYHOr1I06YNIMHONOAOGHbLIM AOoMeH V-Tuna
(IgV) (VISTA), T-KNeToYHbIN UMMYHOCYMPECCOP C AOMEHOM Ig
W ITIM (TIGIT) 1 utHagonamuH-2,3-anokcureHasy 1 (IDO1) [16].
[JOKNMHUYECKNE N KIMHUYECKNE UCCNeOoBaHUs 3TUX Mofe-
Kyn npuBenu K MHoroob6ewawownm pesynbratam. OgHako
Ha JaHHbIM MOMeHT TonbKo MWUKT, HaueneHHble Ha CTLA-4
n PD-1/PD-L1, opo6peHbl FDA © WKMPOKO MCNONb3ylTCS
B KJIMHWMYECKON NpaKTuKe.

CTPYKTYPA PD-1, EFO JIMTAHAOB,

MEXAHU3M UX B3AMMOJEWCTBUSA

U NPOTUBOOMYXOJIEBbIE 3®®EKTbI

PD-1 npeactaBnsieT cobon TpaHCMeMOpaHHbIM 6EenoK,
cocToAlWmMA 13 288 aMUHOKMUCIOT, KOTOPbIA KoaupyeTtcs
reHom PDCD1, KapTMpOBaHHOM Ha AJIMHHOM nie4ye 2-1 Xpo-
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Puc. 1. CtpykTypa peuentopa PD-1

BHeKkneTo4yHbI JOMEH

TpaHcMeMb6paHHbIM JOMEH

BHYTPUKNETOYHbIN JOMEH

lMpumeyanmne. ITIM — UMMyHOPeELENTOPHbIN TUPO3UHOBLIN MHIMBUPYIOLWMIA MOTUB; ITSM — MOTUB NepeKoyeHns UMMyHopeLenTopa

Ha OCHOBE TMPO3UHa.
Fig. 1. Structure of the PD-1 receptor

Note. ITIM — immunoreceptor tyrosine-based inhibitory motif; ITSM — tyrosinebased switch motif.

MOCOMbIl B NloKyce 2g37.3. CTpykTypa PD-1 BKAYaeT Tpu
[OMeHa: BHEKNEeTOYHbIN IgV-gomeH, TpaHCMeMOGpaHHbIn
U BHYTPUKIETOYHbIN. BHYTPUKNETOYHbIV JOMEH HECET B cebe
XapaKTepHble AN MHIMOMPYIOWKUX peuenTopoB nocneaosa-
TeNbHOCTU @aMUHOKMUCOT, Ha3blBaeMble MOTUBaAMW: UMMYHO-
peuenTopHbIi TMPO3MHOBbLIN MHIMOUpPYOLWKMK MOTMB (ITIM)
M MOTUB MEPEKI0YEHUT MMMyHOpeLenTopa Ha OCHOBe
TMpo3uHa (ITSM) (puc. 1).

JKcnpeccupyetca PD-1 B BMAE MOHOMEpPa Ha MoBepX-
HOCTM aKTUBMpOBaHHbIX CD4* u CD8' T-numdpouunTos,
B-numdounToB, AEHAPUTHBIX KNETOK U eCTeCTBEHHbIX KW-
nepoB (NK). AKTMUBMpPOBaHHbIE KIETKM HAYMHAOT FMNepaK-
cnpeccupoBaTb peuenTtopbl PD-1 BmMecTe ¢ meavatopamu
BOCMaNeHus, 4To, B CBOIO O4Yepeab, MHULIMMPYET IKCMpec-
CUI0 COOTBETCTBYIOWMX IMraHaoB [17].

Nluranpamun PD-1 asnsatotca PD-L1 (B7-H1, CD274)
n PD-L2 (B7-DC, CD273). B cBoto o4yepeab, PD-L1 Koau-
pyetcs reHom CD274, PD-L2 — reHom PDCD1LG2, ob6a
KapTUPYIOTCS Ha KOPOTKOM njieve 9-M XpOMOCOMbI B JIOKY-
ce 9p24.1. PD-L1 wnpoKO aKcnpeccupyeTcs pasnnyHbl-
MU TUNaMKU KNETOK U OBGHapyXXMBaAETCs KaK Ha MMMYHHbIX
knetkax (T- u B-KneTkW, OeHOPUTHbIE KNETKM U MaKpo-
daru), Tak U Ha 3HAOTENMM COCYAOB, KNeTKax OCTPOBKOB
JlaHrepraHca, actpouuTax, nnaLeHTapHbIX CUHLUUTUOTPOdO-
6nactax u KepatuHouuTax. PD-L2 nHAyumpyemo aKcnpec-
CUpyeTCs Ha AEHAPWTHbIX KNeTKax, Makpodarax u nonyns-
umax B-KneTok, ero akcnpeccusi orpaHM4yeHHa B CpaBHEHUM
¢ PD-L1, 4Tto penaet ero meHee ygo6HoM TepaneBTUHECKOM
MULLEHBIO B UMMYHOTEPanuu paka [17].

Mpn B3ammopencteun PD-1 co cBOMMW nuraHgamu
OCTaTKM TUPO3KMHA, PacnofioXKeHHble BHYTpK gomeHoB ITIM
nITSM PD-1, pochopnampytotcs n B3anMOAENCTBYIOT C NPO-
TenH-Tupo3uHodocdatazamm (PTP), Taknmm Kak docdaTtasbl
1 un 2, cogepxawme gomeH SH2 (src-homology 2 domain)
(SHP-1 n SHP-2) B6au3u T-knetoyHoro peuentopa (TCR)
n CD28 (puc. 2). laHHble PTP moryT gedocdopunmpoBaTtb
pasnnyHble KYeBble CUrHallbHble KWMHa3bl M MPOTUBO-
[eNCcTBOBaTb MOJIOXKMUTENbHLIM CUrHaNaM, KOTOpble MOCTy-
natoT 4yepesd peuentopbl TCR 1 CD28. Mo AgaHHbIM nuTe-
paTypbl, SHP-1 n SHP-2 pgedocdopununpyioT cUrHanbHble

Monekynbl ZAP-70 (npoTenHkuHasa 70, accouuupoBaHHas
C 3eTa-uenbto) 1 Lck (cneumduryHas ang nMMPOLNTOB Npo-
TEMHTUPO3UHKMHA3a), KOTOopble SBASIOTCA BaMHbIMU KOM-
NoHeHTaMK KacKaga akTuBauuun nepegayv curHanos TCR.
Kpome Toro, PD-1 MOXET MHrMbupoBaTb GYyHKLMK T-KNEeToK
3a CYeT yBeJIMYEHUs IKCrpeccun GakTopa TpaHCKPUNUMK
BATF (basic leucine zipper transcription factor, ATF-like),
KOTOPbIN MHIMOMPYET TPAHCKPUMLMIO MHOXECTBA 3HAaYNUMbIX
3DDEKTOPHBLIX FTEHOB M AOMNONHUTENBHO MPOTUBOAENCTBYET
curHanam nocne koctumynsaunn TCR n CD28. Takke joKa3a-
HO, 4TO PD-1 BbI3biBaeT nogasnenue nyten PISK/Akt/mTOR
n Ras/Erk, 4TO NpMBOAMT K CHUMKEHWIO PErynsaumm rnu-
Konnda M MeTabonM3ma aMUHOKUCIOT W yBENUYEHWUIO
OKUCNIEHNS MUPHbIX KUCNOT B T-KneTkax. MI3ameHseTcs xoa
anddepeHUnpoBKN T-KNETOK, B pe3ynbTaTe Yero OHM Npeoob-
pasyloTcs B perynatopHole (Treg) M UCTOWEHHbIE KNeTKu [18].
McTolleHHbIe T-KNEeTKKU, MOMUMO 3Kkcnpeccun PD-1, xapakTe-
PU3YOTCHA NMOBbILWWEHHOM U YCTOMYMBOW 3KCMPECCUMEN TaKkux
UMMYHOUHIMOMpYoWKMX peuentopoB, Kak CTLA-4, TIM-3,
LAG-3, PSGL-1 (rnnKonpoTenMHOBLIN uraHg P-cenektuHa-1),
M MHOMUX Apyrux [19].

o paHHbIM  UCCNefoBaHWM, OMNyxoneBble KNeT-
KW npu page 3abosieBaHUMK CMOCOGHbI 3KCMpeccuMpoBaTb
Ha cBoem noBepxHocTn PD-L1. Mpn aTom B GMonTate onyxo-
JIM MOXET BbIABNATbCA aKcnpeccus PD-1 B MHOUNLTPUPYIO-
WwKrx onyxonb nuMmooumtax (tumour-infiltrating lymphocytes;
TIL) [20]. 3TO 06GBACHAET YCKONb3aHWe Onyxonu OT UMMYH-
HOro Hag3opa M ucTolleHue T-KNEeTOK MOCPeLcTBOM mexa-
HM3MOB, OMUCaHHbIX Bbllle, a TaKkKe aenaet gaHHyio UKT
Ba)KHOM MMLLUEHbIO AN19 Tepanun 310Ka4eCTBEHHbIX HOBOOO-
pa3oBaHui.

NMPEAUKTOPbI 3ODEKTUBHOCTU UHTUBUTOPOB

UMMYHHbIX KOHTPOJIbHbIX TOYEK

Ha cerofHsWHWA feHb CPean OCHOBHBLIX MPESUKTOPOB
adpodeKTnBHOCTM MUKT BbIAENAIOT 3KCMPECCUIO B OMyXO-
an PD-L1, Hanuuune TIL, MUKpocaTeNIUTHYIO HecTabuilb-
HOCTb BbICOKOM cTeneHu (microsatellite instability high;
MSI-H) 1 BbICOKYIO MyTaLMOHHYIO Harpy3Ky onyxoau (tumor
mutational burden high; TMB-H).
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Puc. 2. BnusiHve PD-1 Ha OCHOBHbI€ CMTHasIbHbIE NYTU K NepenporpaMMmupoBaHme T-KneTok (agantupoBaHo 13 [18])

MpumeyaHme. PD-1 — 6enoK 3anporpaMMmnpoBaHHON KneTto4yHow rnéenn 1; PD-L1 — nurana peuentopa 3anporpammMmMpoBaHHON KEeTOYHOM
rnéenu 1; ITIM — MMMYHOPELENTOPHbIA TUPO3UHOBLIM MHIMOUPYIOWNUA MOTUB; ITSM — MOTMB NepekiovyeHns MMMyHopeLenTopa Ha
ocHoBe TMpo3uHa; SHP1 — docdartasa-1 ¢ gomeHom SH2 1; SHP2 — docdaTaza-2 ¢ gomeHoMm SH2; ZAP-70 — npoTenHkuHasa 70,
accouunpoBaHHasa ¢ 3eTa-uenbto; Lck — cneunduyHaa ang numMeOUMTOB NPOTEUHTUPO3UHKMHA3a, TCR — T-KneTouyHblt peuenTop;
MHC — rnaBHbI KOMMJIEKC rMcTocoBMECTUMOCTH; CD28 — Knactep anddepeHumpoBku 28; BATF — dakTop TpaHcKkpunuun BATF; PISK —
dochonHo3nTUA-3-KMHa3a; MTOR — WMHIMOGUTOP MULIEHW panaMuuuHa mnekonuTalouwmx; RAS — cemeictBo 6enkoB RAS (retrovirus
associated DNA sequences); AKT — npoTtenHKknHasa B; ERK — KuHasa, perynmpyemas BHEKETOUYHbIMU CUTHaNamu.

McToyHuk: Bardhan K. v coaBT., 2016 [18].

Fig. 2. Effect of PD-1 on major signaling pathways and reprograming in T cells (adapted from [18])

Note. PD-1 — programmed cell death 1; PD-L1 — programmed death-ligand 1; ITIM — immunoreceptor tyrosine-based inhibitory motif;
ITSM — tyrosine based switch motif; SHP1 — Src-homology region 2 domain-containing phosphatase-1; SHP2 — Src-homology region
2 domain-containing phosphatase-2; ZAP-70 — zeta-chain-associated protein kinase 70; Lck — lymphocyte specific protein tyrosine
kinase; TCR — T-cell receptor; MHC — major histocompatibility complex; CD28 — cluster of differentiation 28; BATF — basic leucine
zipper transcription factor, ATF-like; PI3K — phosphatidylinositol-3-kinases; mTOR — mammalian target of rapamycin; RAS — retrovirus

associated DNA sequences protein family; AKT — protein kinase B; ERK — extracellular signal-regulated kinases.

Source: Bardhan K. et al., 2016 [18].

bbina BbiSiBeHa CBS3b MEXAYy BbICOKOW 3KCMpeccuemn
PD-L1 v HanMinem n3MeHeHUs 4ymcna Konum Koaupylowen
ero xpomocombl (9p24.1) npu numodomax: B 97% cny4yaeB —
npu N1X [21], B 63-75% — npu nepBUYHOW MeanacTUHa b-
HOM (TUMMYECKOM) B-KpynHoKknetoyHon numbome (MMBKI)
[22], 6onee yem B 40% — npu nepBUYHON TMMPOME AnYKa
1 npumepHo B 20% — npu NnepBUYHOM NTMMPOME LeHTpab-
HOWM HepBHOM cucTeMbl [23]. Mo faHHbIM psga uccneposa-
HUKN, aKkcnpeccus PD-L1 Habnopaetcs Takxke npu NK/T-
KnetoyHon numoome, ALK-NO3MTMBHOM aHaniacTU4YeCKOM
KpynHoknetoyHon numoome (ALK+ AKKJT), OMJ1 [24, 25].
Mo pe3ynbTatam ABYyX MeTaaHa/IM30B, BbICOKas aKCnpeccus
PD-L1 6bina cBsi3aHa C nyyllMM OTBETOM Ha Teparnuio aHTu-
PD-1 npu JIX n gudodysHon B-KpynHOKNEeToHHON numbome
(ABKIJT) [26, 27]. OnHaKo AOCTOBEPHOCTL aKcnpeccun PD-L1
KaK npeaunkTopa 3apOEeKTUBHOCTM Tepanun WHrubutopa-
Mn PD-1 aBnseTtca npegmMeTtoM AUCKyccui. CyliecTByloT
OaHHble, AeMOHcTpupyolwme 3bPEeKTUBHOCTb aHTU-PD-1-
npenapaTtoB M NpuW OTCYTCTBUM aKcnpeccuun PD-L1, a Takxke
HaobopOT — cny4Yan Pe3UCTEHTHOCTU K Tepanuu npu Haau-
Yuu faHHOro Mapkepa [28].

[0 AaHHbIM HEKOTOpbIX WCCNeAOBaHWMA B [OETCKOW
rematonoruu, akcnpeccusa PD-L1 onyxoneBbIMU KNeTKaMu
oTMedanacb B 100% cnyyvaeB J1IX [29], 100% — ALK+ AKK/I,
B50% — ABK/, 72,7% — [ABKJ1, BO3HMKILLEW KAK MOCTTPaHC-
niaHTaunoHHoe numdonponndepaTuBHoe 3aboneBaHue,

W HW B ogHOM cnydae numdombl bepkutta [30]. Cneayet
OTMETUTb MPOTMBOPEYUBOCTb [AaHHbIX AUTepaTypbl. Tak,
HanpuMmep, B ApPYyrom uccnegoBaHumm akcnpeccus PD-L1
npu numoome bepkutTa BhigBnanacb B 80% cny4vaen [31].
PacxoxaeHus pesynbTaTtoB, MN0JyYaeMblX pPa3HbIMK
ncecnegoBaTensaMun, MoOryT OblTb CBfi3aHbl C OTCYTCTBM-
eM CTaHAgapTu3auum MEeTOAMKM onpeaeneHna 6uomap-
Kepa, a TaKkXe 3aBucAT oT cnocoba 3abopa maTepuana
Ha nccnegoBaHue.

B KayecTBe anbTepHATUBHOrO npeguMkTopa addeKTmnBs-
HOCTM Tepanuun mHrnéutopammn PD-1 Takke paccmaTpuBa-
eTC MUKPOOKPYXeHUe onyxonu, B yactHoctu TIL. CBA3b
Mexay WHounbTpauuen onyxonu CD8' T-numdouuTamu
W OTBETOM Ha Tepanuto aHTu-PD-1/PD-L1 6bina noaTBEPHK-
[leHa NocpeacTBOM MeTaaHanusa npu psae 3/10KayecTBeH-
HbIX onyxofiei. B cBolo ouyepenb, BbiCOKME ypoBHM CD8™
T-nMMdOLMTOB B OMYXOSIEBOM MUKPOOKPYKEHUU Obl/IN CBS-
3aHbl ¢ 6onee 6naronpuaTHBIM NporHo3om npu ABKJ [32],
nepsuyHon nuMmbome auyka [33], donnukynapHon numdome
(PN) [34], numdoMe U3 KNeTOK MaHTUMHOM 30HbI [35] 1 JIX
[36]. CywecTtByeT ynpouleHHas KnaccuduKauusa onyxonemn,
XapaKTepuayiollas Kaxayt M3 rpynn no BEPOSATHOCTU WX
oTBeTa Ha UMMyHoTepanuio [37] (cM. Tabnuuy).

BbicOKasi MMKpocaTennuTHasa HecTabuabHOCTb Ony-
XO0/M, Bbl3BaHHasa [OedEKTOM CUCTEMbl BOCCTAHOBJIEHWUSA
HecooTBeTcTBMA JHK (MMRd), Takxe sBNSeTcs BaXHbIM
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Ta6auua. Knaccndukaumsa onyxosiem Ha OCHOBaHWM Hanuymsa HbunbTpauun T-knetkamu u akecnpeccun PD-L1 [37]
Table. Classification of tumors based on T-cell infiltration and PD-L1 expression [37]

TIL+/PD-L1+ Onyxonu sBNS0TCSH BbICOKOMMMYHOTE€HHbIMM

TIL-/PD-L1+ Onyxonu [LeMOHCTPUPYIOT PEe3UCTEHTHOCTb K WMMMYyHOTEpanuu nullb B TOM Cllyyae, eciu WX WMMYHHOe
MUKPOOKPYXeHUe He 6yaeT MU3MEeHEHO BCIeACTBUE KaKOro-TO MHOTO TepaneBTUYECKOro BMeLLIaTeNbCTBA
Onyxonn NOAAAIOTCH NIEYEHUIO UHTMBUTOPAMU UMMYHHBIX KOHTPOJIbHbIX TOYEK, TOSIbKO €CNKU T€ He 3aTparveatoT

TiL+/PD-L1-
cuctemy PD1/PD-L1

TIL-/PD-L- Onyxonu, He cNoCco6HbIe OTBETUTb Ha KaKylo-1M60 UMMYyHOTEpPanuio

lMpumeyarme. TIL — nHOUNBLTPUPYIOLWKME ONyX0Sb IMMbOoLNTbI; PD-1 — 6en10K 3anporpaMmMnupoBaHHON Kneto4yHon rubenn 1; PD-L1 — nurang

peuenTopa 3anporpaMmM1MpoOBaHHON KIETOYHOM rnbenu 1.

Note. TIL — tumor infiltrating lymphocytes; PD-1 — programmed cell death 1; PD-L1 — programmed death-ligand 1.

NPeaUKTUBHBIM MapKepoMm. [aHHbin beHOMeH NpuBOAUT
K 60/iee BbICOKOM MyTalLMOHHOM Harpyske onyxonu (TMB)
M 3KCMNPECCUU OMyXONEBOr0 aHTUreHa, 4To, B CBOK OYe-
peflb, yCUIMBaET akTUBaLMIO NPOTUBOOMNYXONEBbIX T-K/IETOK.
B uccnepoBaHUsAx NpOLEMOHCTPUPOBAHO, HTO MNauMeHTh
C COJIMAHBIMK OMYXONSIMU C BbICOKMM ypoBHeM TMB u/unu
MSI pocturatoT ctoikoro otseta npu Tepanun MUKT [38].
OpHako, Mo AaHHbIM psija uccneioBaHUi, 3apeructTpupoBa-
Ha HU3Kasa BcTpevyaemocTb MSI npu numdomax: 0,46% —
npu NX, 3,2% — npu ABKJT 1 8% — npu NMMBKJ1 [39-41].
TaKxe 6blla NPOAEMOHCTPUPOBaHa pefiKasg BCTpe4aeMocCTb
MMRd npu OMJ1 [42].

WHIMBUTOPLI PD-1:

NEMBPOJ/IU3YMAB U HUBOJIYMAB

MNem6ponnaymad — rymaHu3MpoBaHHOE MOHOKJ/IOHa/b-
Hoe IgG4-anTuteno K PD-1. B 2017 r. oH 6b11 0go6peH FDA
LNS NevyeHus B3POC/bIX U AeTen ¢ p/p Khaccuydeckon J1X
Ha OCHOBaHWKW pes3ynbratoB uccnegosaHus KEYNOTE-087,
rae 6bina otMedeHa YO0 B 69% [43]. A B 2018 . no pe3ynb-
TataM uccnegosaHus KEYNOTE-170 (HOO —45%) nem6po-
nn3ymab opgobpeH FDA anda nevenus p/p MMBKI [44].

ObPeKTUBHOCTL 1 6€30MacHOCTb NPUMEHEHNUS JAHHOTO
npenapaTay ileTen oLueHnBanacb B MHOTOLEHTPOBOM OTKPbI-
TOM KJIMHW4YeCcKOoM uccneposanum dasbl /1l KEYNOTE-051
(n = 154). MauneHTbl BK0YaInCh B UccneoBaH1e Ha OCHO-
BaHWW aKcnpeccun onyxonbio PD-L1 > 1% u/unn Hanmyms
MSI-H. OCHOBHyIO 4acTb NaLUMEHTOB COCTaBUAM GOMbHblE
C COMUAHBIMW OMNyXoNiiMWU, HO Oblfla Hebonbluiaa rpynna
13 15 naumeHToB ¢ p/p J1X (9,1%).

MNem6ponnaymad BBOAUICH BHYTPUBEHHO B JO3MPOBKE
2 Mr/Kr Kaxable 3 Hell. B koropTte getew ¢ conMaHbiMu ony-
xonamu YOO cocTtaBuna Bcero 5,9%, Toraa Kak npu JIX —
60% (13% MNP n 47% — 4acTU4HbIX pemuccuin). B paHHoOM
rpynne nauueHToB nokasatenu BBl yepe3 6 u 12 mec
coctaBunun 72,7 n 51,9% coorBetctBeHHo, OB — 100% [45].
Mpodunb 6e3onacHocTM nembponmM3dymaba 6bi1 aHanorMyeH
npodunsam 6e30nacHOCTH, 3aperncTpUpoBaHHbIM BO B3POC-
non nonynauuun. CeasaHHble ¢ neveHnem HA ntobom ctenenHu
TAXeCTH Habnoganncb y 56% nauneHToB, Hanbonee 4acTbl-
MU U3 HUX Oblin aHemus (8%), NOBbILLIEHHAs YTOMNSEMOCTb
(8%), CHUXKEHUE KonuyecTBa TMMPOLUTOB (7%) n nnuxopasKa
(7%). HA 3—4-i cTeneHun TaxecTn 6blIv 3aperncTpupoBaHsbl
y 8% nauneHToB U BKIOYaNU B ce65 CHUMXEHUE KONMYecTBa
nmmooumnToB (2%) n aHemuio (1%). YeToipe naumeHTa (3%)
npexkpaTuIn neveHue 1u3-3a NoboYHbIX 3PDEKTOB, CBA3AH-
HbIX C le4eHnem, ABoe Nornéau (B O4HOM ciyvae pa3Buics
NMHEBMOHUT C NJeBpasbHbIM BbIMNOTOM, B APYroM — OTEK
nerkux Ha doHe cencuca).

Euwe oaHO 4YenoBevyeckoe MOHOKJIOHANbHOE aHTU-
Teno 1gG4, HanpasneHHoe npotue PD-1, — HuBOAymab.
Mpenapat nonyyun ogobpexHne FDA B 2016 r. And nevyexHus

nauMeHToB ¢ p/p Knaccuyeckon JIX Ha OCHOBaHUKU pe3yib-
TaToB UccneposaHua CheckMate 205 (HOO pocturna 69%)
[46]. Y B3pocnbix NpUMEHEHWE HMUBOSlyMaba B MOHOTEpPanuu
MM B KOMGUHALMK C APYrMMW nNpenapatamu cTano MHOro-
obeLllalolmm TepaneBTUYECKUM NOLXOAOM ANS NaLUeHTOB
¢ p/p X, HXJ1, XJ1J1, OMJ1 » MAC BbicOKOro pucka [47].

OueHka 6e3onacHoCcTU U 3bGdEKTUBHOCTU NPUMEHEHUSA
HuBOoNymMaba B MOHOTEpanuu y eteln 1 MOnoAblX B3POCbIX
C p/p OMyxoneBbiMKU 3a60/IEBAHUAMU (MCKIKOHAs OMyxonu
LeHTpanbHON HEPBHOW CUCTEMBI) MPOBOAUNACH B OTKPLITOM
uccnegosanum dasbl I/1l ADVL1412 (n = 85). OtaensHo
Oblv BblgeneHbl rpynnbl 60bHbIX JIX (0 = 10) n HXJI
(n = 10). BeepgeHne HuBonymaba OCYyLLECTBASNOCL B [JO3€e
3 Mr/Kkr B 1- 1 15-11 aeHb 28-aAHeBHOro uukna. B koropte
JIX4Y0O0 coctaBuna 30%, B rpynne nauneHtoB ¢ HXJ1 — 10%.
HuKaknx 06BbEKTUBHbLIX OTBETOB HE Habnoganochb y nauu-
€HTOB C COJIMAHBLIMWU OMyXONAMM, OLEHWBAEMbIMU B 3TOM
uccnepgosaHun. CTOUT OTMETUTb, YTO MOJyHEHHble pe3ysib-
TaTbl HOO B rpynne ageten ¢ JIX HUXKe, 4eM B CONOCTaBMMOM
uccneposaHum Bo B3pocnon nonynauunm (HOO — 87%) [46].
MpoTMBOPEYMBOCTL PE3YNLTAaTOB MOXET ObiTb 06ycnoBre-
Ha MeHbllen MyTaLMOHHOW Harpy3Kom AETCKUX OrMyxonew,
He3penocTbio UMMYHHOM CUCTEMbBI U PA3BUBAIOLLENCS UMMY-
HoCcynpeccuen n3-3a NpoBOAMMOMN BbICOKOAO3HON XUMUOTE-
panuu [48]. Taxensle (3-# unn 6onee creneHun) HA Habnto-
nanvcb y 36% nauneHToB U COOTBETCTBOBANM pe3ynbTaTtaM
nccneposanna KEYNOTE-051 [47]. Hanb6onee 4acto BCTpe-
Yyanacb remaTonorMyecKkas TOKCM4HOCTb (aHEMUS, NerKone-
HUS UM TPOMOBOLMTONEHUS), @ caMblM PacnpoCTPaHEHHbIM
HeremaTtonormyeckum HA 6bina yctanoctb, Habnogaemas
y 37%. Hanbonee pacnpocTpaHeHHbIM UMMYHOOMOCPeLO-
BaHHbIM HA (MHS) 66110 NoBbIWEHWE NeYeHOYHbIX GepMeH-
TOB (acnaptataMunHoTpaHcdpasbl — 32% n3 69 Unu anaHu-
HamuHoTpaHcdepasbl — 26%).

B nccneposanue CheckMate 744 6binv BKIOYEHbBI IETH,
noApoOCTKM M monoable B3pocabie ¢ p/p JIX 6e3 npeasa-
pUTENbHON TpaHCNIaHTauuMn remomnoaTUYEeCKUX CTBOSOBbIX
KNIETOK. HuBonymab npumeHsancs B KombuHaumu ¢ bB [49].
Mpn OTCYTCTBMM MONHOIrO MeTaboNMYeCKOro oTBETa nocne
MHAOYKLMOHHOIO 3Tana fievyerus (4 uuMkna Husonymab + bB)
nposoAunach Tepanusa B o6beme 2-4 unkna bB + 6eHpa-
MYCTUH. [0 faHHOM cxeme fieyeHue nonyunnu 44 nauueH-
Ta. CpeagHui Bo3pacT cocTaBuia 16 net. YactoTa moaHOro
MeTabonM4ecKoro oTeeta okasanacb 59% nocne 4 UMKNOB
WHAYKUMK HuBonymMab + BB u 82% npu nocneayiollen
Tepanun BB + 6eHgamyctuH, npu 3tom YOO coctaBuna
100%. NMokasaTenb BbIXXMBaeMOCTb 6€3 NPOrpPecCUpoBaHms
yepes 12 mec 6b11 91%. MeamaHa obuien BbIXXMBAEMOCTH
y BCex NauneHToB He 6blna AOCTUrHyTa. Bo BpeMs MHAYK-
umn HuBonymab + BBy 70% nauveHToB Habnoganuce HA,
B 18% cnydyaeB — 3-4-i cTeneHu. Hanbonee 4actbimu
HA (1-2-n cTeneHn) BO BpPeEMSA MHAYKUMKW Oblin runep-



4YyBCTBUTENBHOCTb (20%), TowHOTa (20%) n avapes (14%);
B OJHOM cflydae HA npuBenu K MNpeKkpaweHuto nedveHus
(aHadunaKkTMyecKasa peakuua 3-n cteneHu); HHA B ocHOB-
HOM Oblnn 1-2- cTeneHn u He TpeboBaaM CHUMKEHMA 103
NIEeKapCTBEHHbIX npenapaToB. Bce 3apeructpupoBaHHble
WMHA, 3a UCKNOYEHMEM TMNOTUPEO3a, KOPPEKTUPOBAIUCH
rNIOKOKOPTUKOCTEPONLAMMU.

Ba)HO OTMETUTb, YTO B HacTosillee BpeMs MNpoBOAAT-
€Sl KJIMHWMYECKME WCCNefOoBaHUs, MOCBSLLEHHbIE BKIOYe-
H1o MMKT B nepBylo NMHKMIO Tepanuu. Tak, B UccnefoBaHum
NCT05772624 HuBoflymab B COYETAHUM C XMMUOTEpPaNUen
(DOKcopybuLUMH, BMHGNACTUH, Aakap6a3uH) UCnofb3yeTcs
B MNepBOW JIMHUKU Y MOJIoAbIX B3pochblx ¢ JIX. MMnaHupyeTcs,
4TO UccnenoBaHue 6yaeT 3aBeplueHo B 2024 T.

HOBbIE AHTU-PD-1-NMPENAPATDI

B KnTtae paspaboTtaHbl M BBEAEHbI B KIMHUYECKYIO NpaK-
TUKY TaKue rymMaHu3uMpoBaHHble aHTuTena K PD-1, KaK Topu-
nanumat, Kampenusymab, Tucnennsymab, 1 NOAHOCTLIO Yeno-
BEYECKOE MOHOKJIOHaNbHOe aHTUTeNno K PD-1 cuHTUAnMmaO.
B cBot0 o4epeab, OHU YKe NoKasanu 3Ha4YuTeNbHoe yny4lle-
HWe BbIXXMBAEMOCTH NPM pasnyHbix Buaax paka [50]. Kpome
TOro, CUHTMIMMA0, Kampenuadymab v Tucnennudymab yxKe 040-
6peHbl B Knutae ansa nedyenus p/p J1X, npoaeMoHCTpMpoOBaB
B KJMHWYECKMX uccnepoBaHuax YOO 80,4, 76,0 n 87,1%
COOTBETCTBEHHO [51, 52]. TakKe CUHTMAMMab B UccneaoBa-
HuUM ORIENT-4 nmen npuemnembin Nnpoduib 6e30nacHOCTU
W BblPaXKEHHYI0 NPOTUBOOMNYXONEBYID aKTUBHOCTb MPU 3IKC-
TpaHoaanbHon NK/T-knetoyHon numdome [52].

Ony6nuKkoBaHbl pesynbTathl Gasbl | KAMHUYECKOro
nccneaoBaHms No NPUMEHEHN0 CMHTUAMMaba y aeten ¢ p/p
3/10Ka4yecTBEHHbIMW HOBOOGpa3oBaHuamMu [53]. Bcero 6bi10
BKJIlO4YEHO 29 nauueHToB, U3 HMx 10 yenosek ¢ JIX, 1 —
¢ ABK/, 1 — c NMMBKI/1, 1 — ¢ NK/T-kKneTto4Hon numdomon,
16 — c connaHbiMuK onyxonsMu. CpefHni Bo3pacT 60/bHbIX
cocTtaBun 10 net. B 06uwen rpynne naumMeHToB ¢ iMMmdomMamm
40O coctaBuna 61,5% (8 n3 13), ¢ JIX — 60,0% (6 n3 10).
OTmeueHHble HA oTHocunucb K 1- unu 2-i ctenenu, y 10%
nauyueHtoB — 3-i unu 6onee crteneHu; MHA B ocHOBHOM
Oblnn 1-2-1 cTENeHU TAXKECTU U BKIOYann B ceba UHPY3n-
OHHble peaKuuun (7%), runotupeos (7%), runeptTupeo3 (7%),
cbinb (7%) U NyNbMOHUT (3%).

WHITMBUTOPLI PD-L1: ATE30JIU3YMAB,

ABEJNIYMAB, AYPBAJZIYMAB

AbPEeKTUBHOCTb JaHHOW rpynnbl NpenapaTtosB OLEeHMBa-
nacb B KAMHUYECKUX UCCNefoBaHUsAX y B3POC/bIX NauMneH-
TOB ¢ p/p HXJ1. BonbHble NoNy4yann MOHOTEpPanuo aBenyma-
60M [54] nnn KombuHauuo gypsanymab + M6pyTMHUG [55].
ABenymab XOpoLlO MepeHocuacs, HO He o6ecneymn BbiCO-
KOro ypOBHSl OTBeTa Yy NauMeHToB € p/p aKCTpaHOLaNbHOM
NK/T-knetoyHon numdpomon. YOO coctaBuna 38%, a NP —
24%. B cBoto o4vepenb, aypsanymab + M6pyTMHWG npoae-
MOHCTPMPOBANW CXOLHYIO MPOTMBOOMYXONEBYIO aKTUBHOCTD,
COMOCTaBUMYIO C MOPYTUHUOOM, MPUMEHSEMBIM B MOHOpPE-
Xume, y naumneHToB ¢ p/p @1 n ABKJ1. OgHako npu KoM6K-
HUMPOBaAHHOM Tepanum oTMeYanachb JONONHUTENbHASA TOKCHY-
HOCTb.

Ate3onnzymab ABASETCSH €AUHCTBEHHbIM WHIMOWUTO-
pom PD-L1, adpdeKTMBHOCTb M 6€30MacHOCTb KOTOPOro
oLeHMBanacb y geten ¢ remaTonorMyeckumn 3abonesa-
HuAMK [56]. Tak, B MHOroLeHTpoBOe uccnegoBaHune dasbl
/I iIMATRIX 6binn BKAOYeHbl 90 nauneHTOB ¢ pas3iMyHbIMU
3/10Ka4eCTBEHHbIMW ONYyX0NsmMu (B Tom ynucne 9 — ¢ p/p JIX
n 3 — ¢ HXJ). MeagrvaHa Bo3pacTa cocTaBuna 14 ner.
ATe3onnM3ymab xOpoLO MEePEHOCUNCs, HO OTBET Ha Tepa-
nuio 6bi1 yMepeHHbIM. Bcero 4 nauueHta (5%) gocturau

YacTUYHOW peMmuccun (M3 HMx 2 naumeHTa ¢ JIX n 1 ¢ HXJT).
Y10 KacaeTca 6e3onacHocTH, Hanbonee Yyactbimn HA Obinn
nuxopagka (41% naumeHToB), yToMnsaeMocTb (36%) n aHe-
Mus (22%).

NMCEBAOMNPOrPECCUA

LLinpokoe npumeHenne WMUKT B Tepanuu 3noKade-
CTBEHHbIX HOBOOOGPa30BaHW MNPUBENO K BbIIBAEHUIO
Takoro ¢eHomeHa, Kak ncegsonporpeccus (MM) — nmmy-
HOOMocpeaoBaHHbIM MOBOYHbIM IDDEKT MMMYyHOTEPANuUK,
NpPU KOTOPOM MPOUCXOANAT TPAH3UTOPHOE yBennyeHne 06b-
eMa OnyXonau WAM BO3HUMKHOBEHME HOBbIX 04aroB 3a cyeT
X MHOUNBTPALMK aKTUBUPOBAHHLIMM MMMYHOKOMMETEHT-
HbIMW KNeTKkamu [57]. YKasaHHble M3MeHeHUs Habnwga-
I0TCA MO AaHHbIM KomnbloTepHown Tomorpaduun (KT) n/mnm
NO3UTPOHHO-3MUCCUOHHOM Tomorpaduu (M3T) npu obliem
YAyYLEeHUN COCTOAHNS NaumeHTa. B KNMHUYeCKoM NpaKkTuKe
BOSHUKAN TPYAHOCTH B AnddepeHLmanbHON AnarHocTuke
JaHHOro ABME€HMA C MCTMHHBIM MPOrpeccMpoBaHuemM ony-
xonu. B peadynbrate 370 NpMBENO K NepecmMoTpy Kiaccuye-
CKMX KpUTepueB OTBETa Ha NleyeHue. B rematonornm 6biim
nepecmoTpeHbl peKkomeHaaunn JlyraHo (2014) n paspabo-
TaHbl KpuTepun LYRIC [58]. Tak, B kpuTepusix LYRIC BBe-
[leHa Kateropus «HeonpeaeneHHol oteem™ (HO), yunTbiBas
BeposTHOCTb pasdsuTtus MI. JaHHaa KaTeropus pasgeneHa
Ha 3 Tuna. HO1 npeacrtaBnsetr cobGown yBeNUYEHUE CyM-
Mbl MPOM3BEAEHUI NepneHanKYNsapHbIX aAvameTpoB (SPD)
Ha 50% v 6onee B nepBble 12 Hep Tepanun. HO2 pa3ageneH
Ha noatunbl a 1 b. Tak, npn HO2a oTmMeyvyaeTcs yBenmyeHme
npousBeaeHns nepneHanKkynsapHoix guameTtpon (PPD) ovara
Ha 50% u 6onee. Mpn HO2b — yBenuyeHune PPD Ha > 50%
oy4yara uauM HecKonbkux ovaros. K HO3 oTHOocKTCA yBenuye-
HMEe MeTaboNMYeCcKoW aKTUBHOCTM o4ara 6e3 yBeanyYeHus
ero pas3MepoB, COOTBETCTBYIOLWMX KPUTEPUAM MpOrpeccum
1 6€3 NosABEHMS HOBbIX 04aroB. BaxHO OTMETUTb, YTO HaNu-
yne HO nogpasymeBaeT NPOAOMKEHWE HAYATOro JeyveHus
W npoBeAeHWe MNOBTOPHOM BM3yanu3auumu yepe3 12 Hep
(MNW paHee NPU HaNNYUKU KIMHUYECKUX NOKa3aHui). OueHKa
KOHTPOMbHOIO MCCNeAoBaHUS OCYLECTBASETCH C YyYeToM
cnepyowmnx KpuUTepueB: B cllydyae 3aperncTtpupoBaHHOro
HO1 yBennyeHune SPD > 10% Ha KoHTponbHon MN3T-KT cooT-
BETCTBYET Nporpeccuun 3abonesaHus; ecan SPD coctaBnset
< 10%, oTBeT no-npexHemy 6yaeT KnaccuduumMpoBaTb-
cqa Kak HO1, v nauueHTy cneayet NpofonKaTb fieyeHue
[0 Tex Nop, NoKa Nocneayownn KOHTPOIb He NOKaXKeT 6o
WUCTUHHYIO nporpeccuio (yBenuyenne = 10% OT nepsBoro
BbiiBNeHns HO1), nn6o oTBET (YMEHbLUEHWE o4ara Ha = 50%
OT UCXO4HOTO YPOBHS). B faHHOM cuTyauun pekomeHayeTcs
NOBTOPUTb BM3yanu3auuto yvepe3 4-—8 Hed OT MCXOLHOM
BPEMEHHOM TOYKU, YTOObLI YO6eanTbCs B OTCYTCTBUN AaJIbHEN-
wero pocta o4yara. B cnyqyae HO2 HoBble MK yBennMymBato-
Lmecsa ovarv JOMKHbl 6blTb Ao6aBEHbl K LieneBbiM nopa-
eHuam npu pacyete SPD (Ho He 6onee 6 ovaroB). Ecnu
SPD ouaroB yBenuuunacb Ha = 50% OT UX MUHUMAbHOIO
3HayeHns (Kotopoe MoxeT npegwectsoBatb HO), cneagyet
cyuTaThb, YTO Yy MauueHTa nporpeccus. MNpu BbIBAEHHOM
HO3 yynTbiBaeTCs TOT GaKT, YTO K YBEIMYEHUIO MeTabonum-
YEeCKOM aKTMBHOCTWM o4ara MOryT TaK)Ke MpuUBOAUTb BOC-
nanuTenbHble npouecchl. lporpeccuss B AaHHOM ciy4vae
OyfeT ycTaHOBEHa NpU yBEIMYEHUM pa3mepa NoparkeHus
WKW NOSIBNEHMM HOBbIX O4YaroB, KakK OTMeYanocb Bblle.
Mo AaHHbIM ABYX MeTaaHanu30B, o6lWas YacToTa BCTpe-
yaemocTu MM npu Tepanun MUKT npu CONMAHBLIX ONYyXoNnsx
n numdomax coctaBnset 6,0 n 10,4% cooTBETCTBEHHO [59].
Mo npeacTaBNeHHON B nuTepaTtype MHOOPMaLnK, HET AaH-
HbIX 0 YacToTe BCcTpevaemocTu MMMy geTen c remaTonormye-
CKMMU 3a60NEeBaHUAMM.
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MMMYHHbIE KOHTPOJIbHbIE TOYKK SABNSIOTCA BaXKHOM
4yacTbl0 MMMYHHOW cucTeMbl. B uccnegoBaHmsax 6bino
NPOAEMOHCTPUPOBAHO, 4YTO OMNyX0nW wucnonb3yT WUKT
ONS YKIOHEHMS OT MMMYHHOro Hagsopa. 3TO OTKpbITUE
NMOCNYXMI0 OCHOBOM ANs pa3paboTKn HOBOIo Kaacca npe-
napatoB — MHrM6UTOPOB UKT. [[puMEHEHNE UX B KIIMHUYE-
CKOW MpaKTUKe cnoco6CTBOBANO 3HAYMMOMY YYHILIEHUIO
NPOrHo3ay NauMeHToB C peunamBupyowmMmmn/pedparktep-
HbIMW remo6a1acTo3aMu, YTO NPUBENO K 0J06PEHUIO HUBO-
nymaba n nem6ponudymaba ana p/p 1X v NMMBKJ1. Kpome
TOro, MPOBOASTCS K/IMHWYECKME MCCefO0BaHUS MO BKIIO-
yeHuto MMKT B nepByto nuHuio Tepanun JIX. B uccneposa-
HUSX TaKXe 6blna NPOAEMOHCTPUPOBAHA 3PPEKTUBHOCTb
M xopowas nepeHocumocTb Tepanun MUKT B aeTckom
nonynaumn 60nbHbIX. HO Ha cerogHsAWHWI AeHb HeT yoeau-
TENbHbIX PEKOMEHAAUMN, HA KaKoM 3Tane neyenus nKT
[IOMKHbI BK/OYATbCS B KOMMEKCHbIE PEXMMbI MPOTUBO-
OMyX0N€eBOro /1€KapCTBEHHOIO Je4YeHus, MPOBOAUTLCS
B MOHOTEPANWU WU B COHETAHUU C XMMUOTEPANUEN /UK
APYrMMW TapreTHbiMM NpenapaTtamu. [Jna oTBeTa Ha 3Tu
BOMpPOCHI Tpe6yeTcs NPoBeAEHUE JOMONHUTENbHbIX KTUHW-
YeCKuX U dyHOaaMeHTaNbHbIX UccnegoBaHui. Ho, HecmoTps
Ha MHOMOYMCNEHHblE BOMPOCHI, CTAHOBUTCA SICHO OAHO:
B MpPaKTM4YeCKOW paboTe KIMHULMCTOB MOSIBMIICS HOBbIN
BbICOKOO(MPEKTUBHbIN KNacC NEeKapCTBEHHbIX Mpenapa-
TOB, KOTOPbIA CMOMXET YNyyliWTb pes3ynbTaTbl Je4YeHus
M TeX BapMaHTOB 3J/IOKAaYeCTBEHHbIX HOBOOGPA30BaHUM,
KOTOpble paHee CYMTaNUChb NPOrHOCTMYECKM HeBnaronpw-
ATHBIMM.
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NMMpoTuBOoBOCNa/UTENbHble 3P PEeKTbl
OJIMBKOBOIo MmacJjia Uu ero KOMMNOHEHTOB.
NMepcneKTuBbl NPUMEHEHUS B 1Ie4YeHUU
BOCMaJluTeNIbHbIX 3a060/1€eBaHUMU
KULLEeYHUKa
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B nocnegHue rofbl 0TMeYaeTCs 3Ha4YnUTe IbHbIM POCT PacrnpoCcTpaHeHHOCTH BOCNaanTelbHbIX 3a601eBaHMIN KULLEYHMKA.
HecmoTps Ha 3Ha4ynTeIbHbIN NPorpecc, AOCTUMHYTbIA B MHCTPYMEHTa/lbHON AUarHOCTUKE AaHHOM rpynnsl 3a6oaeBaHui,
nx ieyeHne B 60JIbLLUMHCTBE Cy4aeB ocTaeTcs opmMain3oBaHHbIM, OCHOBaHHbIM Ha JOCTAaTO4YHO XECTKUX CxeMax. B aTom
KOHTEKCTEe aKTyaslbHbIM HanpaB/ieHnemM COBPEMEHHbIX NCCAEA0BaHUI ABASETCA U3y4eHne 3pOEKTUBHOCTH MCN0Ib30Ba-
HUSA gneToTepanuun u ornpeaeneHHbIX MPOAYKTOB MUTaHUS B LEIsSX MOAYIALUMU aKTUBHOCTU BOCMAIMTE/IbHOroO nNpoLecca,
M03BOJISOLLEN M36eXKaTb MOOGOYHbIX PeaKLMn MMMYHOCYNPECCMBHOM, B TOM 4YUC/IE U UMMYHOBMOJIOrMYECKOM, Teparmu.
Cob6ntoaeHne cpean3eMHOMOPCKON AMETbI OKa3asio CBOK 3pPEKTUBHOCTL B Tepanun XPOHUYECKON HEMHOEKLIMOHHOM
nartonormn. HegaBHue uccneoBaHms TaKKe yCTaHOBUAN ee NMpeuMyllecTBa B Je4eHUN BOCNaanTe bHbIX 3aboneBaHni
Kuwe4Hnka. OgHON U3 CoOCTaBALNX CPEAN3EMHOMOPCKOM ANETLI ABASIETCS OJIMBKOBOE Macso. B gaHHoM cTaTbe 6yayT
npeacTaB/ieHbl pe3y/bTaTbl COBPEMEHHbIX UCCAEA0BaHMM, MNOCBSLEHHbIX BAUSHUIO yrnoTpebieHUs O/IMBKOBOro macna
M ero coeauHeHun Ha Te4YeHne BOCMaanTe bHbIX MPOLIECCOB B KUILUEYHMKE. Psa nccaefoBaHui, NpoBEAEHHbIX in vitro
M Ha YKMBOTHbIX MOAESIX, BblABUSI MEXaHU3MbI, C MOMOLbIO KOTOPbIX OJIMBKOBOE MAac/sio M €ro KOMMOHEHTbl OKa3biBaloT
MO/I0}KNTENIbHOE BUSIHME Ha TeYeHne BOCManeHns B KMLEYHON CTEHKE MocpeACcTBOM NPOTMBOBOCNAINTENIbBHOMO, aHTH-
OKCHAAHTHOro, MMMYHOMOZYIMPYIOLEro U NPOTMBOONYX01E€BOro AecTBUS. HEMHOroOYMCIEHHbIE KINMHMYECKME UCCAE[0-
BaHMs, NPOBeAEHHbIE Ha NayneHTax ¢ BocnaanTe/bHbIMu 3a601eBaHNIMM KULLEYHMKAE, MOKa3aan BO3MOXHOCTb UCMO/Ib-
30BaHUsa gnetotepanuu ¢ JobaBeHMEM OJIMBKOBOro Macsaa y AaHHOW rpynnbl nayneHToB B Ka4yecTBe AOMOAHUTEbHOMO
JNieqeHusl.

KnioyeBble cnoBa: KAMHWYECKME MCCAE[0BaHUS, OJIMBKOBOE MAacso, MOJMGEHO/bl, BOCMNaanTebHble 3ab0/eBaHus
KULEeYHWKa, ameToTepanus, cpeam3eMHOMOpCKas ameta

Ansa yntupoBaHuns: XaskuH A.W., Hanetos A.B., MaubiHMHa M.A. lpoTuBoBOCnanuTeNnbHble 3ddEKTbI OIMBKOBOIro Macna
M €ro KOMMOHEHTOB. [lepCcneKTUBbI MPUMEHEHUS B Ie4eHMM BOCNaNnUTE/bHbIX 3a60/1€BaHni K1leYHunKa. legnatpuyeckas
dpapmaKonorus. 2024;21(3):249-255. doi: https://doi.org/10.15690/pf.v21i3.2754

BocnanutenbHble 3a6oneBaHua KuwedHuKa (B3K) —
rpynna XpoHUYECKUX, UMMYHOOMOCPEAOBAHHbIX, MY/bTU-
daKTopHnanbHbIX 3a60NeBaHWUNA KENYAOYHO-KMUILIEYHOTO
TpakTa (MKKT), umetoLmx CNoxHbIM aTnonatoreHes. Cpeau
OCHOBHbIX 3BEHbeB natoreHe3a B3K paccmaTpuBaeTtcs
coyeTaHue reHeTMYECKON NPeapPacnoNoXeHHOCTH, Jedek-
TOB BPOX/IEHHOTO U NPUOBPETEHHOrO UMMYHUTETA, Hapy-
LUEHUS COCTOSIHUS KMUIIEYHOW MUKPOGUOTHI U BUAHUSA
daKTopoB OKpyxatuwen cpeabl [1-3]. B3K pasgensior
Ha 6one3Hb KpoHa (BK), a3BeHHbIN KonuT (AK) n Heand-
depeHUNpPOBaHHbIA KONUT. [nobanbHas pacnpocTpaHeH-
HocTb B3K pacTeT, npuyem 3a60/1€eBaeEMOCTb B OCHOBHOM
YBENMYMBAETCS B pa3BUBalOWMXCA CTpaHax Cpeau nwL,
mMonoforo Bo3pacTta. MpuinHa HabnogaemMbix aNMAEMUO-
nornyeckux tTeHaeHumn B3K octaeTca He A0 KOHUa ycTa-
HoBNeHHOW. MpeanonaraeTcs, YTO AaHHbIM MNpoleccam

CNoCO6CTBYIOT Mporpeccupylollee 3arpa3HeHne OKpyXKa-
Iollen cpeabl, CHUXEeHWEe KayecTBa MPOAYKTOB MNUTaHUSA
N ypeamepHoe ynotpebneHne HEKOTOPbIX NeKapCTBEHHbIX
cpeacTs, 0CO6GEHHO aHTMOMOTUKOB [4].

Ha cerogHsIWUHWM AeHb Bce 60/blle BHUMaHWS ucche-
[oBaTtenen HarnpaBfieHO Ha M3y4YeHWe Ponn AUETUYECKMUX
daKTopoB B natoreHe3e B3K 1 ucnonb3oBaHus anetorepa-
MU B IEYEHUN AAHHbIX NaUMeHTOB. Mexay AMETON, KNley-
HbIM MMKPOGMOMOM Y MMMYHHbIM FOMEOCTa30M CYLLECTBY-
eT C/IoXHas cucTema B3auMMoAencTBuih. [oTeHuuanbHoe
B/USHME MUTAHUA U OTAE/bHbIX MULLEBLIX KOMMOHEHTOB
Ha 3BeHbs natoreHe3da B3K ocTaeTtcs He 40 KOHLA U3y4YeH-
HbIM [2, 4]. BonblWoW UHTEPEC uUccnefoBaTeNen Bbl3blBalOT
CXEMbl MUTaHKA, KOTOPble MOTEHLMANbHO MOryT MOAY/IMPO-
BaTb TeyeHne B3K. Hanbonee nepcneKTnBHbIE pe3ynbTaThl
B 3TOM OTHOLIEHWW OEMOHCTPUPYIOT CPean3eMHOMOpPCKas
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aveta (MedDiet), 6e3rnoteHoBas gveTa, AMeTa C HU3KUM
cofiepaHneM GepMeHTUPYEMbIX OJIMFrOCaxapuaoB, Aucaxa-
pnaoB, MoHOCaxapuaos U nonunosnos (low-FODMAP) [4-9].

MedDiet — T1n NnuTaHKs, KOTOPbIA OCHOBAH Ha TpaauLM-
OHHbIX 6110Aax CTpaH ceBepHoro nobepexba Cpean3emMHoro
mMopsi. [lneta xapakTepm3ayeTcst HU3KUM NoTpe6ieHnem msca
M MOJOYHbIX MPOJYKTOB, BbICOKMM MOTPEGNEHUEM pPacTu-
TENbHOW MWLM, BKAOYas GPYKTbl, OBOLLM, LIENbHbIE 3/1aKH,
opexu M 6060Bble, KOTOPblE MOABEPraloTCd MUHMMANbHOM
TepMHUYEeCKoM 06paboTKe, PbiGbl U APYrUX MOPENPOAYKTOB,
YMEPEHHbIM MOTPe6NEHUEM BbIEPKAHHOMO Cbipa M Kpac-
HOro BMHa (06blMHO BO BpeMs enbl). ONMBKOBOE Macno
ABNAETCH OCHOBHbIM MCTOYHWMKOM upoB B MedDiet [10].
Ha cerogHsawHum geHb cobniogeHne MedDiet n ynotpe6bne-
HWe B MNULLy ee cneundUYecKMx KOMMOHEHTOB BCe Yalle
M3y4yaeTcs B OTHOLIEHUWN NPOPUNAKTUKM U CHUKEHNS PUCKA
Pa3BUTUA XPOHUYECKUX HEUHODEKLMOHHbIX 3aboneBaHui
[10, 11]. CyuTaeTcs, 4TO ONMBKOBOE Macio, U OCOGEH-
HO O/IMBKOBOE Macno nepBoro omkuma (OMIO), koTopoe
COJIEPKMUT BbICOKYIO KOHLEHTPaLMIO MoAnpEHO0NoB, TOKO-
$eponoB, MOHOHEHACHIWEHHbIX XWPHbIX KucnoT (MHMKK),
ABNAETCA OAHUM M3 OCHOBHbIX OGMONOMMYECKM aKTUBHbIX
KOMMOHEHTOB, BXxoaslWwux B coctaB MedDiet 1 oka3biBato-
L MX NOMOXKNUTENbHOE BNIUSIHWE Ha 340poBbe [12].

B paHHOW cTaTbe O6yayT npefcTaBneHbl pe3ynbTaTbl
COBPEMEHHbIX UCCNe0BaHMI, MOCBALLEHHbIX BIMSHUIO YMO-
TpebneHns 0IMBKOBOrO Macfia U ero coelMHeHunin Ha Teve-
Hue B3K.

OnenHoBas Kucnota saenserca ocHoBHon MHMK onue-
KOBOro macna, coctaBnsas go 80% oT obLero Konmyectsa
UPHbIX KUCNOT. JIHONeBasi KuMcnota — camas pacnpo-
CTpaHeHHas nosiMHeHacsblleHHas )upHasa kucnota (MHXKK)
B OJIUBKOBOM Mac/ie, e KOHLUEHTpaLmsa BapbupyeT oT 2,5 10
20%. B 0nMBKOBOM Mache TaKXe coaepxartca anbda-anmHo-
fleHoBas, nanbMUTUHOBARA, NanbMUTONEMHOBAS, CTeapUHO-
Bas KWCNOTbl, @ 9MKO3aHOBasi, MUPUCTMHOBAS M renta-

[leKaHoBasi KUCNOTbl MOTyT MPUCYTCTBOBATb B CNEAOBbIX
KonuyecTBax. bonee TOro, cogepxaHWe XWUPHbIX KUCNOT
B O/IMBKOBOM Mac/ie 4acTo pas3fiMyaeTcs B 3aBUCUMMOCTH
OT paloHa NpPOM3BOACTBA, €ro LWKPOThl, KAumaTta, copTa
W cTagnv co3peBaHus NNoaoB. K apyrum dpaKkLmnsam oMBKO-
BOro Mac/fla OTHOCAT TOKOdEPOSibl, CTEPUHbI, NOIMDEHONDI,
NMUIMEHTbI, YrNeBOAbl, apoMaTU4yecKMe M anudatuyeckue
CNMPTLI, TPUTEPMNEHOBBLIE KUC/OTbI, BOCKM M BTOPOCTEMNEH-
Hble KOMMOHEHTbI. HEKOTopble U3 3TUX COeANHEHMI NpUaatoT
Macny YHUKanbHbIM XxapaKkTep. Tak, 6eTa-KapoTuH AeNCTBYeT
KaK aHTMOKCWMAAHT, 3aliMilas Mac/io BO BPEMS XPaHEHMUs,
W KaK MUIrMEeHT — NpuaaBas Macny XKenTbld OTTEHOK. [pyron
NMUrMEHT OJIMBKOBOI0 Maca — X10poduin — OTBETCTBEHEH
3a 3e/ieHbl OTTEHOK Macna [13].

B cocTaB 01MBKOBOro macna BXxoAsT 60/bll0e KONMYECTBO
Takux nonmdeHonoB, Kak rugpokcutnposon (I'T) u Tmposon
(Tvip), GnaBOHbI (@NUFEHWH, NIOTEONNH, PYTUH), KOpenHas Knc-
N10Ta, BaHWIbHAs KUCNOTa, p-KymapoBas KUCNOTa, a TaKkKe
CeKovpuaouabl (0ieyponenH, MrcTposna, ofiealenH, oNeo-
KaHTan). OMIMO npou3BoAMUTCS MyTEM XOJOAHOrO OTXKMMa
n nepepaboTKK 0/IMBOK. [pn 3TOM coxpaHsatoTcs GeHONbHbIE
coeanHeHusa. PadbmnHupoBaHHOe onnBKoBoe macsiio u OMIO
coaepaT oaMHakoBoe kKonndyectso MHXKK, ogHako paduHu-
poOBaHHOE Mac/0 UMEET 3HAYMTENbHO 60/lee HU3KOEe coaep-
KaHWe NoAMPEHONOB U, CreaoBaTeNbHO, OKa3biBAET MEHb-
lwee 6naroTBOPHOE BO3AENCTBME Ha 340poBbe [12, 13].

[T — BaxHenwnn nonndeHon OMIO — m ero npealuie-
CTBEHHMK oneyponenH (Ole) o6nafatoT BbiparKEHHbIMW aHTH-
OKCUAAHTHLIMW M MPOTUBOBOCNANIUTENBHBIMU CBOMCTBAMM,
aHTMaTEePOreHHbIM, KapAMONPOTEKTOPHbLIM, UNUAOPEryIn-
pylOLMM, NPOTUBOOMYXOSEBLIM, MPOTMBOAMAGETUHECKNM
M HEMPONPOTEKTOPHbLIM AencTBuaMHU [14]. CHUIKEHME YPOBHSA
LUMKnooKecureHasbl 2 (LIOM-2), metannonpotenHas 1M UHTEp-
nevikuHa (IL) 6 paccmatpuBaeTcsl B KadvecTBe Beayllero
MexaHu3Ma NpoTUBOBOCNANUTENLHOIO addEeKTa 0IMBKOBO-
ro Macna v ero noavdeHonos [15].
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OCHOBHble MonudeEHONbl, COoAepKalmecs B ONUBKO-
BOM Machne, B 3Ha4uUTeNbHOW CTeNeHn mMeTabonnaupyloTcs
BKULWeEYHUKe nobnagatoTHU3KOM GMoaoCcTynHoCTbio [14, 15].
MonudeHonbl, KOTopble He BCachiBalOTCS B TOHKOM KULLKe,
nonagaloT B TONACTYIO KMLIKY, rae nogsepratorcs metabo-
IU3MYy NOJ BO3LEWCTBMEM KUILEYHOWM MUKPOOWOTHI. Tak,
mMonekynbl Ole gocTuraloT TONICTOM KUIWKM B HEU3MEHEH-
HOM BMAeE, rAe MUKpPOOGMOTa MOXKET npeobpas3oBbiBaTb MX
B ['T [14]. MonndeHonbl 0IMBKOBOro Macna, 4oCcTuras BblCo-
KOWM KOHLEHTPaLMK B KUWEYHNKE, MOTYT OKa3blBaTb Npsamoe
NPOTMBOBOCNANUTENBHOE W AHTUOKCHMAAHTHOE AENCTBUS,
MOAYAUPYSt TOMEOCTas ANUTENNUS KULLIEYHMKA, NONOKUTENb-
HO B/IMSISI HA COCTOSIHME KULIEYHOW MUKPOOBUOTHI [16, 17].

AHOMasIbHbIN MMMYHHbIK OTBET KWULEeYHWKa, KOTOPbIK
NPUBOAMT K NOBbLILEHHOMY BbICBOGOXAEHMIO NPOBOCNAaNu-
TeNbHbIX LMTOKMHOB Hapsigy ¢ yBennyeHnem obpasoBaHus
aKTUBHbIX GopM Kuncnopoaa (APK), aBnseTcs BaxKHbIM 3Be-
HomM naToreHe3da B3K. OgHMMM M3 OCHOBHbIX y4aCTHUKOB
3TOr0 KacKkagja sBnstotca GpakTop HEKPO3a onyxonu anbda
(TNF-a), LLOI-2, IL-8, saepHbI TPAHCKPUMNLMOHHbLIN daKTop
kB (NF-xB) n nHagyunbenbHas cuHTasa okcuaa asoTta (iNOS)
[18, 19].

B uccneposanun A. Cardeno u coaBT. neputoHeasb-
Hble MaKkpodaru, BblAeNleHHbIE ¥ Mbllen, CTUMYNMPOBaIn
nunononucaxapuaamu (JINMC) K1ieyHbIx 6aKTePUnn, a 3aTem
ob6pabaTbiBann Heombingsemon dpakumnen (HP) OMIO.
YctaHoBneHo, 410 H® OMIMO nposiBnsna nNpoTMBOBOC-
nanuTenbHblM U aHTMOKCUAAHTHbIN 3PPEKTbI, UHTMOUPYS
MHAyuMpoBaHHyto JINC BHYTPUKNETOYHYIO0 NpoayKLunio AGK
[20]. Takxe H® onMBKOBOro mMacna CHuxXana 3KCNpeccuio
LOr-2 n iNOS nytemM noHWXKalolewn perynsauunm curHana
NF-kB-nyt1 n dochdopmnnnpoBaHns MUTOreH-aKTUBUPOBaAH-
HbIX NpoTeMHknMHa3 (MAPK) [20]. B apyrom nccnenoBaHuu
Tex e aBTOpoB 6blNO BbIABAEHO, YTO npucyTcTBne HD
OMMO in vitro cnoco6¢TBOBAO anonTo3y U CHUXKaNo akTh-
BauMto T-KNEeTOK, BblAeNeHHbIX Y naunMeHToB ¢ B3K, ymMeHb-
was Konuyectso CDG9OT M CD25" T-KNEeTOK WU CeKpeLuio
nHTepdepoHa ramma [21].

G. Serra u coaBT. B CBOEM MCCAeAOBaHUN OLEHUNU
CNoco6HOCTb deHoNbHOro akcTpakta OMITO npoTuBOaEN-
CTBOBaTb NPOBOCMANUTENbHBIM/NMPOOKCUAAHTHBIM 3ddeK-
TaM NUWeBbIX OKCUCTEPONoB B AnddepeHLMpoBaHHbIX
9HTEPOLMTONOAOOHBLIX KNeTKax ajgeHOKapuMHOMbI 4eno-
BeKa (Caco-2). NpeaBaputenbHas o6paboTka GeHOoNbHbIM
aKcTpaktoM OMIO knetok Caco-2 npoTMBOAENCTBOBanNa
noBbileHUo ypoBHA IL-8, IL-6 n iINOS nytem moaynauuu
nytv MAPK/NF-kB [22]. AHanorn4HbiM 06pa3om B Apyrom
nccnefoBaHWM TeX e aBTOPOB Obli0 BbIICHEHO BUSHUE
ex vivo peHonbHoro akctpakta OMIO Ha UMMYHHbIe KNneT-
Kn YyenoseKa, o6paboTaHHble OKcucTeponamu. B To Bpems
KaK 006paboTKa OKCWUCTEPOSIOM YBenuMyuBana BblpaboT-
Ky npoBocCnanuTenbHbIXx LUTOKMHOB M ADPK, gobaBneHue
nonvdpeHonos OMIMO 3HAYMUTENbHO CHWXXANO CeEKpeLuio
LUMTOKMHOB U WMHTM6MpoBano BbipaboTky APK u docdo-
punupoBaHne MAPK [23]. 3auwuTHble addekTbl OMIO
OblNIN TaKXe NPOAEMOHCTPUPOBaHbl Ha MOAENU LIUTOTOK-
CMYHOCTU, MHAYLIMPOBAHHOMN aNbTEPHAPUONIOM (MMKOTOKCH-
HOM), B KneTkax Caco-2 in vitro. AnbTepHap1on oKka3biBaeT
LMTOTOKCMYECKOE AeNCTBME W MPUBOAUT K YyBENUYEHMIO
BbipaboTkM ADPK, B TO Bpems Kak fobaBneHne aKcTpaKTa
OMIMO wumeno BbipaxKeHHOe LMTONPOTEKTOPHOE W aHTH-
OKcuaaHTHoe paenctBue [24]. B wnccnegoBaHuu, npose-
neHHom E. Muto u coaBrT., n3y4yeHa crnocobHOCTb GEHOJIb-
HOro aKkcTpakta OMIMO mMoaynuMpoBaTb BOCMAUTENbHYIO
peaKkumio B KneTtkax Caco-2, NnoaBeprwnxcs BO3A4eNCTBUIO
JINC wnn IL-1B ¢ uenblo MHAYKUKMKM BOcnaneHus. ABTopamu
cienaH BbIBOA, YTO 3nuUTeNManbHble KNETKWU KULEeYHWKa

npeacTaB/istioT CO60M NPSMYI0 MULLIEHb AENCTBUSA GEHOSI0B
O/IMBKOBOrO Macna, rge OHW peryampytoT akcnpeccuio IL-8
NnocpesCcTBOM BO3AENCTBMA Ha TPAHCKPUMNLMOHHbIE U NOCT-
TPaAHCKPUMNUMOHHbIE MexaHu3mbl [25]. G. Serelli u coasT.
nccnepgosanu addeKTbl MeTabonutoB I'T U TUp B KNeTKax
Caco-2, o6paboTtaHHbix JIMC. YcTaHOBNEHO, 4TO nonunde-
HoMbl MHrMBUpoBanu akcnpeccuio INOS M BHYTPUKNETOY-
Horo curHanbHoro nytv NF-kB 3a cyeT npepoTBpalleHus
onocpefoBaHHOro  UMTOKMHaMK  dochopuanpoBaHus
n nerpagaumu kB, asnsiouwerocs nuruéutopom NF-«xB [26].
[o6aBneHne BOAHONO 3KCTPaKTa OMIMBKOBOMW BbIKUMKHM
NPUBOAUNO K 3HAYUTENbHOMY CHUXKEHWI0 cekpeuuun IL-8
[27]. UHKRy6aums kneTtok Caco-2 ¢ OMIMO ycTtaHOBUNA 3Ha-
YUTeNbHOE CHUXKEeHWE BbipaboTKK ADK [28].

UccnepoBaHue, npoBegeHHoe T. Guina 1 coaBT., Npoae-
MOHCTPMPOBAo, Kak nondeHonbl, CoaepKallmMecs B BUHe,
WHIMOMPYIOT curHanbHble nytu NOX1/p38 MAPK/NF-kB,
4yem NPOTMBOAENCTBYIOT MPOBOCMANIUTENbHbLIM/MPOOKCH-
[laHTHbIM 3ddeKTam oKcucTeponos [29].

MpenctaBneHHble paboTbl AEMOHCTPUPYIOT MNONOKUTENb-
Hble aHTMOKCHUAAHTHbIE, MPOTMBOBOCNANNTENbHbIE, UMMYHO-
Moaynupytowmne apdeKkTbl NoNMbEHONOB 0IMBKOBOIO Macna
M BMHA — OCHOBHbIX cocTaBnsowmx MedDiet.

OnnBKOBOE Maco 1 ero GeHobHbIE COEANHEHUS TaKKe
JOKazanun CBOI Nob3y B MOAYIMPOBAHMU KONOPEKTabHO-
ro KaHueporeHesa. Psg uccnegoBaHuii NpoAEMOHCTPUPO-
Banu npotmuBoonyxonesble addeKTol I'T 1 ero metabonnTos
B KNeTKax TONCTOM KWMWKKM MyTeEM OCTAaHOBKW KNETOYHOro
LUMKNa M cTuMynsiumun anonto3sa [30, 31].

B aByx nccnenoBaHusix 66110 n3yvyeHo BansHue GeHonos
O/IMBKOBOIO Macfia Ha KynbTypbl KNETOK, B3ATble Npu 61on-
cun y nauymeHTtoB ¢ B3K in vitro. B nepBom uccnegoBaHum
y 14 nauueHToB C aKTMBHbIM SK npu npoBefeHWMM Kono-
HOCKOMWKU O6blin B3ATbl GuMoNTaThl, KOTOpble B AalbHeEW-
wem o6pabartbiBanuchk JIMC ¢ Hannumem/otcytcTBrem Ole.
B o6pasuax, Kotopble noaseprnucb o6pabotke Ole, BbiAB-
NleHa CHWXKeHHasa akcnpeccus IL-17 n LOI-2. Kpome Tor0O,
fJaHHble 06pa3ubl NoKasanu NPU3HaKW 3arKUBJEHWUA CK-
3UCTON 0BOJIOYKMN C YMEHbLIEHHOW UHOUNBTPALMEN KNETOK
CD3, CD4 n CD20 [32].

NmmMmyHoMogynmpylowme addeKTbl IKCTpaKTa NUCTbeB
O/IMBbI TaKXKe 6blan UCcCcneaoBaHbl Ha Pa3nnYHbIX TUNaxX Kne-
TOK B obpasuax Cnm3ncTon 06004KMU 340POBbLIX JOHOPOB
1 naumeHToB ¢ bK. B moaensix KonuTta y }MBOTHbIX UCMO/b-
30BaHWE IKCTPaKTa CHWUXKaNO 3KCMPEeccuto npoBocnanu-
TenbHbix Megnatopos (IL-1B, TNF-a 1 iNOS), a Takke ynyy-
Wwano LLeNoCTHOCTb KULEYHOro anutenuanbHoro 6apbepa,
BOCCTaHaB/MBas 3KCNPECCHUIO 30HYNNHA, MYLIMHOB 1 Tpedo-
nnosoro nentuaa. B o6pasuax caM3ncTon 060N104KN KUlley-
HWKa nauueHToB ¢ BK npumeHeHwe gaHHOro ONMBKOBO-
ro0 KOMMOHEHTa CHUXano BbipaboTKy NpPoBOCMaNUTENbHbIX
meauaTopos (IL-1B3, IL-6, IL-8 n TNF-a) [33].

Taknm 06pa3om, AaHHble, MONyYEeHHblEe B X04€e Uccneno-
BaHWK in vitro, yKka3biBaloT Ha NOTEHUMaNbHYIO PoJib GeHo-
/I0B O/IMBKOBOrO Macna B psge KAlYeBblX MOMEHTOB NaTo-
dusnonornun B3K — npotuBoBOCnanuTeNibHble 3dbEKTHI,
KoTopble B psge paboT coveTannchb CO 3HAYUTENbHOM aHTH-
OKCMAQHTHOM 1 NPOTUBOOMNYXONEBON aKTUBHOCTbIO.

[aHHble, foKa3biBatowme adpbEKTUBHOCTb UCNONb30Ba-
HUS OIMBKOBOIO Macna B yMEHbLUEHUN BOcnaneHus, 6bliu
paclmpeHbl U NOATBEPXKAEHbI B MOAENSAX Ha MKMBOTHbIX
C KOMIUTOM, MHAYLMPOBAHHbLIM AEKCTpaHcynbdaToM HaTpus
(DSS).

B pa6ote V.K.R. Kondreddy 1 coaBT. U3y4eHO BUSAHUKE
TPUrAMLEPUAOB, KOMMOHEHTOB O/NIMBKOBOrO Macna (ofie-
nHoBas Kucnota v I'T) n pbibbero xupa (omera-3 MHMKK)
Ha MOAYNSALMIO KONUTA. YCTAHOBMEHO, YTO ONIEMHOBAs KUC-
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nota u I'T ymeHblIaOT NOBpeXAeHNe Ha KneTkax Caco-2,
B TO BpPeMSl KaK TPUIMULEPUAbI YCUIMBANU MOBPEXAEHHE.
Kpowme Toro, o6paboTka Ketok codyetaHmeMm MHXKK (anko-
3aneHTaeHoBas W JOKO3areKcaeHoBas KMCNOThl), ONENHO-
BOW KucnoTbl 1 ['T OKa3biBana CUHepPrnyeckoe Bo3aencTBue
C YCUNEHMEM 3aLUWUTHbIX IPDEKTOB U CHUKEHMEM YPOBHS
IL-8. MNMo3)ke aBTOpbl MOATBEPANIM NOMYYEHHblE peaynbTa-
Tbl Ha Mogenn DSS-MHAYLMPOBAHHOIO KOAUTa Yy KpbIC, rae
KOMOGUHMPOBAHHOE MCMOIb30BaHWE PbIGbErO XMpa U 0NNB-
KOBOro macna MpuMBENO K 3HA4YUTESIbHOMY YMEHbLUEHUIO
nospexaeHun [34].

S. Sanchez-Fidalgo v coaBT. M3y4yanu BAWUSHWE YNo-
TpebneHna OMMO, o6orauieHHoro I'T, Ha Te4yeHne KonuTa,
nHayumpoBaHHoro DSS, y mbiwen. Ocobu 6biM pasaeneHbl
Ha TpW rpynnbl ¢ y4ETOM COGMIOAEHNS AMETbIl: CTaHAapTHOe
nutaHue, aueta ¢ OMIO, aneta ¢ OMIO, o6orauieHHas I'T.
YcTaHOBNEHO, 4YTO y 0cob6en, cobnoaasLimx amety ¢ OMIO,
BbISIBIEHbI yayyweHne MopdOonorMyeckmx Npus3Hakos BOC-
naneHus KULWeYHWKa, CHUXKEHNE NHAEKCa aKTMBHOCTH 3a60-
neBaHus, a Takxe 50% CHMKEeHME YPOBHSA CMEPTHOCTM.
[do6asneHne I'T kK OMIO Nnp1MBOAMNO K YNy4LIEHWUIO TMCTONO-
FMYECKON KapTWHbI M 60/iee 3HAYUMMOMY CHUMKEHMIO YPOBHS
iNOS B cpaBHeHuu ¢ guetorn ¢ OMIO 6e3 I'T. B o6eunx rpyn-
nax mblllen, HaxoamMBLWKNXCA Ha nNuTaHum ¢ OMIIO, ypoBHM
iNOS, TNF-a 1 aktuBauus p38 MAPK 6blfin CHUXKEHbI, TOrAa
KaK ypOBeHb MPOTUBOBOCMANMTENBHOINO LMTOKMHa IL-10
6bln 3HAYMTENbHO NOBbIWEH [35]. B Apyrom nccneaoBaHum
[JaHHbIX aBTOPOB WMHAEKC aKTUBHOCTM 3abofeBaHus, npo-
nmbepauma KNeToK, a TakKe YPOBHU 3KCNPECCUU MOHOLMU-
TapHOro xemoTakcuyeckoro 6enka 1 (MCP-1), TNF-a, LIOT-2
1 iNOS 6blIM 3HAYUTENBHO CHUXKEHbI Y MbIlIEN, KOTOpble
nonydyanu OMMO [36]. B ganbHenwem Tow Xe uccneaoBa-
TeNbCKOW rpynnon npoaHannavpoBaHo BaMsHMe HP OMIO
Ha moaenb AK y Mblwen. Mbiwn GblIM PaHAOMU3NPOBaHbI
Ha Tpw rpynnbl: Noay4yaBLlwmMe nogconHeyHoe macno, OMIIO,
nofconHeyHoe mMacno, ob6oraueHHoe HP. McTonornyeckas
KapTMHa M MHOEKC aKTMBHOCTW 3aboneBaHus Obliv 3Ha-
YUTeNbHO Nyywe B rpynne Ha guete ¢ OMIMO u B rpyn-
ne, nosy4YaBluel NoacofiHe4YHoe Macno, oboraueHHoe HO,
B CPaBHEHWW C rpynnom, nonyyasLluen NogCoONHEYHOE Macho.
B o6eunx rpynnax 66110 AOCTUIHYTO 3HAYUTENBHOE CHUKE-
Hue ypoBHen MCP-1 un TNF-q, iNOS, L|OI-2; Ha6noganacb
CHUXeHHas akcnpeccus p38 MAPK, a akcnpeccus IkB 6bina
nosblweHa [37].

AHanornyHbiM o6pas3om B uccnepgosaHuun T. Takashima
M CcoaBT. MPOAEMOHCTPMPOBAHbI NpeuMmylecTBa AMETh
¢ OMIMO B moaensx DSS-MHAYLMPOBAHHOIO KONMWUTA Y KPbIC.
Y oco6ein, nonyyaslumx OMIMO, 6Gbinn CHUKEHBI 3KCNPEccUs
BOCNaNMUTENbHbIX MapKepoB (TPaHCKPUMNLMOHHbLIM daKTop
STAT3, LUOI-2 1 iNOS) 1 ypoBeHb KIeTo4HOW nponudepa-
umun. Kpome toro, aveta OMIO noBbilWana ypoBeHb Kacna-
3bI-3 [38].

B nccneposanuun M. Carriello n coaBT. BBegeHue OMI0
NPUBOAMNO K ynyyweHnio MopdOoNorMyeckom KapTuHbI
KULIEYHOM CTEHKM, MEeHblUen notepe macchbl Tena, yMeHb-
WEHWIO PEKTANbHOIO KPOBOTEYEHUS U CHUXKEHWUIO YPOBHEN
aKcnpeccun reHoB IL-1B, TpaHchopmupytowero dakTopa
pocTa 6eTa (TGF-B), IL-6 y Mblwein ¢ DSS-MHAYLUMPOBAHHbIM
KonuTtom [39].

MpoTtnBoBocnanutTenbHbin adpodekT Ole, nonyyeHHOro
n3 0NMBKOBOro Macna, u Ole, o6oraweHHOro HaHOCTPYK-
TYPUPOBAHHbIMKU NUNUAHBIMKU HOocuTenamu (HJTH), 6bin
M3y4yeH B MOAENAX KoAuTa Ha Mbllax. YCTaHOBMEHO,
4yto Ole HakannuBanca B BOCNajeHHOM CNIM3UCTON 060-
NIoYKe ToncTon KulwKuK. Ole-HJTH nokasan cBoi adpdek-
TUBHOCTb B CHUXXeHun cekpeuunn TNF-q, IL-6 n o6pa3oBa-
Hua ADPK [40].

PeKTanbHOe BBEAEHME BOLHOIO pacTBopa, cogepalle-
ro 0IMBKOBOE Macno v I'T, yMeHbLIaNo TAXeCTb BOCnaneHums
C/IM3NCTON OBONIOYKM KULIKM Ha MOAENU KOonuTa y KpbiC.
Mpn 3TOM He BbISIBNIEHO pa3BUTUS MOBGOYHLIX IDDEKTOB
OT AaHHOro MmeToga tepanuu [41].

McenepoBaHusa nokasanu, 4to nonndeHonsl OMIMO cno-
CO6CTBYIOT HOpManu3aLunn cocTaBa KULWEYHON MUKPOBMO-
Tbl, 06nagasi NPebuoTUHECKUMN IPPEKTaMU B OTHOLLEHUHU
Lactobacillus v Bifidobacterium [14, 42, 43]. Pan pa6ot
npPoAEMOHCTPMpPOBann, 4to notpedneHne OMIMO noBbiwa-
€T KOoHLUeHTpauuio Bacteroides spp., ocobeHHo B. fragilis,
npu 3TOM NPEnsaTCTBYS POCTY NpoTeobaKTepun, Firmicutes,
Rikenella v Deferribacteres [42, 44-46].

OaHaKo He BCe NPOBefEHHble UCCefoBaHNs MO3BOUAN
NnoATBEPAMTL OMUCaHHbIE NMPenmyLecTBa OT NpUeMa 0NmB-
KoBoro macna. Tak, R.D.P. Nascimento n coaBT. usyyanu
Bo3genctane OMIO 1 NbHAHOro Macna B MOAENAX Ha MblLlax
¢ DSS-MHAYLMPOBAHHBIM KONMTOM U HE OBHAPYKKIN 3ameT-
HbIX MPEeUMYLLECTB OT yrnoTpebneHus aaHHbix Macen [47].
AHanormnyHolM o6pa3oM B uccnegosanuu E. Bigagli n coaBrT.
npuem OMIO He BNMSN Ha Takue NpU3HaKW 3aboneBaHus,
KaK anapes, akTMBHOCTb MMENONEPOKCHAA3bl U NOBpeXae-
HWe cAn3ncTon 06004KK [48].

B psige nccnefoBaHui NPOAEMOHCTPUPOBAHO MONOXM-
TenbHoe BaugHue MedDiet, Ba)HOW cOCTaBMAOWEN KOTO-
poW ABASETCH ONIMBKOBOE Mac/o, Ha COCTOSIHWE KULLEYHON
MUKPOGKOTLI Yy NauumeHToB ¢ B3K n moaynsaunto natoreHesa
N TeyeHus 3aboneBanua [49, 50]. Hanpumep, F. Chicco
M COaBT. MPOBeLEHO uccnefoBaHuve Ha 142 nauueHTax
¢ B3K (84 ¢ 9K n 58 ¢ BK), koTopble co6niogann MedDiet
B TeyeHune 6 mec. CobnoaeHne aneTbl NoKasano ynyyweHue
aHTPOMOMETPUYECKMX MOKa3aTenen, CBA3aHHbIX C pa3Bu-
TMEeM MeTaboNMYecKoro CMHAPOMA, YMeHbLUEHWe cTeaTo3a
neyYeHn v ynydlweHne nokasaTenen BocnaneHms n akTMBHO-
CcTn 3aboneBaHus cpeam nauneHToB ¢ B3K [8]. Pe3ynbraThl
uccnepoBaHus, nposefeHHoro E. Papada u coaBrT., ycTaHo-
BWUK CBSA3b Mexay cobnogeHnem MedDiet v ynydweHuem
KayecTBa XWM3HW Yy naumeHToB ¢ BK, a TakKe CHUKeHUeMm
YPOBHSA deKaNbHOro KanbnpoTekTuHa [9]. B paboTe L. Godny
M coaBT. Y nauneHToB ¢ AK nocne onepaumu Ha KUWEYHM-
Ke ycTaHOBNEeHa B3auMMOCBSi3b MEXAy BbICOKOW MNpuBeEp-
¥eHHoCTbio K MedDiet n cHMXKeHneM ypoBHS deKanbHOro
KanbnpoTeKTUHa. ABTOPbI A4eNnaloT BbiBO4, H4TO cobnogeHne
[aHHOW AMETbl MOXET CHU3WUTb BOCMANUTENbHbIV MpoLecc
B KuleyHuKe [51]. OgHako B uccnegoBaHuu J. Vrdoljak
M COaBT. cpeau nauueHToB ¢ B3K B LenoM BbiiBNeHa HU3-
Kas npuBepxeHHocTb MedDiet [52].

CoBpeMeHHble JaHHble O MNPOTUMBOBOCNANUTENbHbIX
M aHTUOKCUMAAHTHbIX 3ddeKTax noandeHonoB, BXOAALMX
B COCTaB OJIMBKOBOrO Macna, yKasblBaloT Ha €ro noTeH-
LManbHyl0 TepaneBTUMYECKYID MOMb3y B JIEYEHWUU XPOHM-
YeCKUX BOCManuTenbHbIXx 3aboneBaHui, Taknx Kak B3K
[53-55]. KnuHuyeckne wuccnegoBaHus, OLEeHMBatoUMe
3O PEKTUBHOCTb UCNOb30BaAHUSA ONpeaeeHHbIX KOMMOHEH-
ToB MedDiet, TakMx KaK 0JIMBKOBOE Macso, B Tepanuu nauu-
eHToB ¢ B3K, ocTatoTcs Ha cerogHsaWwHum AeHb €4UHUYHBIMM.

B nepexkpecTtHOM paHAOMMW3UPOBAHHOM KAWMHUYECKOM
nccnegosanmm M. Morvaridi 1 coaBT. 6b110 U3y4YeHO BIUSHUE
OMIO n macna Canola (pancoBoe Macno) Ha TedyeHue FAK.
Y nauMeHToB Habnganocb CTaTUCTUYECKM 3HAYUMOE CHU-
YXEHMEe CKOPOCTU ocefaHus apuTpoLmMToB U C-peaKTUBHOIO
6enka nocne ynotpebnexnua OMIMO. Kpome Toro, notpebne-
HWe 0NIMBKOBOIO Macna yMeHbluano Takue cMMnToMbl 3a60-
NeBaHus, Kak MeTeopu3Mm, 3anop, No3biBbl K gedeKauuu
M YYBCTBO HEMOJIHOIO ONOPOXHEHUS KMLIeYHUKa [53].

B paHAOMW3MPOBAHHOM KOHTPOIMPYEMOM WCCNefoBa-
HUK S. Martin-Peldez n coaBT. 6bln onpeaeneH xapakTep



U3MEHEeHUN deKanbHOM MWKPOOGWMOTbI Yepe3 3 Hepn exe-
nHeBHoOro npuema 25 mn OMMO, o6oralleHHoro deHonamu.
MonyyeHHble pe3ynbrTaTbl YCTAHOBUAW 3HAYMMOE yBenn4ye-
HWe B deKkanusax KonmyecTtBa Bifidobacterium v coaepxaHnus
['T. Kpome Toro, y nauMeHToB 6biin BbISBIEHbI U3MEHEHMS
B IMNMAOrpaMMe C yMeHbLUEHNEM KOMYECTBA OKUCNEHHbIX
NIMNONPOTENHOB HU3KOW NMIOTHOCTH [54].

B wuccnepoBavnn EPIC (EBponenckoe nNpoOCMeKTUB-
HOe wuccnefoBaHMe AWETbl M paKka) obcnefoBaHa KOrop-
Ta M3 25 639 4yenosek. Mo pe3ynbratam paboTbl nocne
7-11 net HabnwoaeHuss 6blI10 YCTAaHOB/EHO, 4YTO ynoTpe-
6neHne ONenHOBOM KMUCNOTbl ABASETCA 3alWMTHbIM dak-
TOPOM B OTHOLEHMU CHUXKEHWS PUCKa 3ab0/eBaemMoCcTH
AK. UccnegoBaHne NpoaeMOHCTPUPOBANO AONONHUTENbHbIE
npeumyliectsa ynotpebneHns B nuily ONMBKOBOro Macna
C LieNibio nepBUYHON NpodunaktTukm K [55].

Taknum o6pa3om, obuimne addeKTbl ynoTpebneHns onms-
KOBOro Macna MoryT 6bITb CBEZJ€HbI K CIe4YIOLLMM KaTeropm-
SIM: NPOTMBOBOCNANNTENbHOE 4ENCTBUE, KOTOPOE 3aK/toya-
eTCsl B NOAaBNEHMU NPOBOCNANUTENbHbIX CUTHANbHBIX NyTEN
(ymeHbleHne akenpeccuum LLOI-2, iNOS, p38 MAPK, a Takke
curHanbHoro nytv NF-kB) n Bbipa6oTkn uutoknHoB (TNF-q,
IL-6); ynyylleHne rucToNormyecknx NPpM3HaKoB BOCManeHuns
B CTEHKE KMLWKK, HOpManu3auns 6uopa3zHoo6pasns MUKPO-
OMOTbl KMWEYHUKA. MHOIro4YMCNEeHHbIE UCCIieaoBaHus, Npo-
BeEHHbIe in Vitro 1 B MOAENSAX Ha XMBOTHbIX, AEMOHCTPU-
PYOT MEeXaHW3Mbl, C MOMOLLbIO KOTOPbIX O/IMBKOBOE Macno
1 ero nonndeHonbl OKadbiBatoT CBOE NPOTUBOBOCNANUTENb-
HOe, aHTUOKCUAAHTHOE, MMMYHOMOAYAMPYIOLLEE U NPOTUBO-
onyxonesoe genctene. Ha cerogHAWHMM AeHb KIMHUYECKNE
nccnenoBaHus, oueHuBawwmne abGeKTUBHOCTb AMeToTe-
panuu ¢ BKJIIOYEHWEM ONIMBKOBOrO Macna, NpoBefeHHble
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y naumeHToB ¢ B3K, ocTaloTcs HEMHOrOYUCAEHHBIMM, OfHa-
KO OHM MOKa3blBaloT MHOroobelatolmne pesynsrarhl.
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lcopunas siBnsieTcs BTOpbIM Hanbosiee 4acTbiM 3ab0ieBaHMEM KOXXM MOCJ/ie aTONMYeCKOro JepmMaTtuta B JETCKOM BO3pac-
Te. CyLueCTByIOT GaKTopbl, BIMAKOLME KaK Ha MaHUpecTauuio, Tak 1 Ha 060CTPEHME aHHOIO BOCMNaINTEIbHOIO KOXHOIo
rpouyecca. Be[(yLuee 3Ha4YeHue B naToreHese ricopmasa B HacTosilee BpeMs OTBOAMTCS POJIU KIOYEBbIX LUMTOKMHOB. Tem
He MeHee, TpurrepamMmu ricopnala Takxxe mMmoryTt ObITb MHPEKLMOHHbIE 3ab60/1€BaHMS.

B HacTosiuee Bpems noaxod K JIe4eHuio rncopuasa yaeTeﬁ rnepecMaTpmMBaeTCsl B CBSA3M C MOSBJIEHUEM HOBbIX 3HAHUM
06 0COBEHHOCTAX KIIMHUYECKNX MPOSBAEHUI 1 BIAMSIHUU MHOMOYNCIIEHHbIX KOMOPOMAHbBIX COCTOSHUI Ha Te4eHUe JaHHOM
natonormun. OUueHKa ¢pakTopoB prUCKa, MPU3HaKOB N CUMATOMOB MOTEHLMAbHbIX COnyTCTBYKOLNX 3ab0/1eBaHNi IBNISETCS
BaKHbIM KOMIMOHEHTOM BEAEHMS NaLMeHTOB A/15 MOCTPOEHMUS MPOrHOCTUYECKON MOAEN MPOrpPeccMpoBaHnsi OCHOBHOIO
3ab0/1eBaHNs U Pa3BUTHS 060CTPEHMI, B TOM YUCTIE HA pOHEe COnyTCTBYKOLMNX BOCMNA/INTE/IbHbIX MPOL/EeCCOB.
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Aneuwenko H.J1., KaitykoBa E.B., KyabmuHoBa A.[l., UBaH4MKoB B.B. [MoTeHUManbHOe BNUSHUE HEKOTOPbIX PaKTOPOB Ha Teve-

Hue ncopwuasay ageten. lNegnatpuydeckas papmaronorms. 2024;21(3):256-262. doi: https://doi.org/10.15690/pfv21i3.2764

OBOCHOBAHME TpebyeTca yToyHeHMe GaKTopoB, BAUAIOWMX Ha MaHude-
CoBpeMeHHOe BefeHWe MNaLUMeHTOB C XPOHWYECKM- cTauuto M 060CTPEHUE XPOHUYECKOr0 BOCMNAIUTENbHOIO
MW aepmato3aMu TpebyeT pa3paboTKM ueneBon Tepa- KOXHOro npotecca, CUMMNTOMOB CO CTOPOHbl BOBJIEYEH-
MUU C YY4ETOM KJIMHUYECKUX U BUONOrn4yecKkmnx GeHoTUnoB HbIX B OCHOBHOM MaTO/I0MMY€CKMI NpoLecc ApYyrmx opraHoB
6one3Hu. lNepcoHanM3anpoBaHHasa MeanuUmMHa nogpasyme- M CUCTEM, B TOM YUCNIe PECNMPATOPHOro TPaKTa U BEPXHUX

BaeT OTOOP MauUMEHTOB MO OMpeAeNieHHbIM KpUTepuam [bIXaTefibHbIX MyTen, ANS OnpefefieHUs TaKTUKKU Tepanuu
C BbleneHueM cybnonynauun/Knactepos/deHoTunos/ M MPOrHO3a Te4eHUsd OCHOBHOIo 3a60neBaHus.

3HAOTUNOB 3aboneBaHna KaK Ana pa3paboTKu onTUmasb- MNcopras aBngeTcqd BTOpbIM Haubosee 4HacTbiM 3a60-
HbIX METOAO0B AMArHOCTUKM, TaK U AN onpeaeneHns TaKTu- JleBaHMEM KOXMW MNoc/ie aTonuyecKoro gepmaTtuta B JeT-
KW Tepanuum n npodbunakTMkn 3abonesaHui. B cBsa3uM ¢ aTuM CKOM BO3pacTe M nopaxkaeT npumepHo 1% peten [1, 2].
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Potential Effects of Some Factors on Psoriasis Course
in Children

Psoriasis is the second most common skin disease after atopic dermatitis in childhood. There are factors affecting both the
manifestation and aggravation of this inflammatory skin process. The leading role in the psoriasis pathogenesis is currently
associated with key cytokines. However, infectious diseases could be the triggers for psoriasis.

Nowadays, the approach to psoriasis management in children has been revised due to emerging of new knowledge about the clinical
manifestations and the role of numerous comorbid conditions in psoriasis course. Risk factors assessment, as well as evaluation
of potential comorbidities signs and symptoms, is crucial part in patient management to create a prognostic model of the disease
progression and the aggravation development (with underlying associated inflammatory processes included).
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3ab601eBaeMoCTb NCOPMA30M y JeTEN YBENNYMBAETCH C BO3-
pacToMm. Tak, B Bennko6puTaHmMm pacnpocTpaHeHHOCTb NCo-
prasay aetewn B Bo3pacTe oT O go 9 net coctaBnset 0,55%,
aBBo3pacTe oT 10 4o 19 net — 1,37% [3]. Y iIeBOYEK NCOpH-
a3 MaHudecTupyeT B 6onee paHHem Bo3pacTe. CuuTaetcs,
yTo 6oNee paHHee Havano 3abofieBaHUs CBA3aHO ¢ 6onee
TXenbiMK dopmamu [4].

Bo MHOroM KnuMHWYeckue Gopmbl Ncopuasa B AETCKOM
BO3pacTe aHaNorM4Hbl TaKOBbIM Y B3pOC/bIX. TeM HE MeHee,
HEKOTOpblE M3 HWUX MOFYT pasfnuyatbCs MO JIOKaan3auuu
n mopdonornu. CAMNTOMbI, KOTOPbIE Yalle Bcero 6eCnoKkosT
nauneHToB, BKAOYAIOT B ce6s 601€3HEHHOCTb, 3yA M Bbipa-
YEHHOoe LWenylweHne KoxHoro nokpoaa [5]. lNcopuas B get-
CKOM BO3pacTe 4acTo CBOEBPEMEHHO He pacno3HaeTcH,
HeJoOLleHMBaeTCs, a cnegoBaTesibHO, U HECBOEBPEMEHHO
nieynTes, NpeactaBnas co60M TSKENyl TepaneBTUYeCKYlo
npo6nemy [6]. Taknm 06pa3oM, paHHAS AMArHOCTUKA XPOHU-
YeCKMX epMaTo30B U CBOEBPEMEHHOE Havyano ageKkBaTHOM
Tepanuu geten aBASIOTCA aKTyanbHbIMK 3ajavyaMu Kak aep-
MaTOoNoroB, TaK U NegnMaTpoB.

OCHOBHbIE ®AKTOPbI,

BJIMSIIOWUE HA TEYEHME NCOPUA3A Y [IETEN

MNcopuras aBnseTcs mynbTudakTopuanbHbiM 3abonesa-
HWEM, Bbi3BaHHbIM B3aUMOAENCTBUEM MEXAY MHOXKECTBEH-
HbIMW annensaMu reHos U GakTopamu OKpyKatowen cpeabl.
Bknaja HacneacTBEHHOCTM B pa3BWTME Ncopuasa, no pas-
HbIM OLleHKaM, npeBbiwaeT 60% [7].

B noateBepxaeHue 3TOMY KAMHULMCTaMU JaBHO Oblo
noaMeyeHo, 4To 3a60s1eBaeEMOCTb NCOPUA3OM 3HAYUTENBHO
Bbllle Cpean POACTBEHHWKOB MepBOW M BTOPOM CTEMEHM
pPOACTBa, YEM CPeAMU HaceneHus B LLeNoM, U OHa 60ee KOH-
KOpAaHTHa Cpean MOHO3UIOTHbIX, YEM AU3UIOTHbIX 6AM3HE-
uos [7].

MpoBOAMMbIE TEHETUYECKME WCCNEA0BaHUSA BbISBUIM
B HacTosiwee BpeMs 9 IOKYCOB, KOTOpble CBA3aHbl C NCOpPU-
a30M: Tak Ha3biBaemble PSORS1-9. Hanbonee n3yyeHHbIM
nokycom sBnsetrcss PSORS1, cooTBeTCTBYIOWMIA FMaBHOMY
KomnneKcy ructocoBmectumocTn (MHC), KoTopbii KoanpyeT
reHbl, y4acTByloline B Nnpe3eHTauun aHtureHos [8]. PSORS1
obycnosnuBaer 35-50% Hacnegyemoctn 3aboneBaHus,
00OBbSACHAEMOM WM3BECTHBIMKU JNIOKycaMu. Hanbonee BepodAT-
HbIM annenem BocnpummymBocTn cumtaeTca HLA-C*06:02
[9]. Apyrumn, mMeHee M3yYeHHbIMM, JIOKycamu SBASIOTCS
PSORS2 1 PSORS4 Ha xpomocomax 17g25 n 1g21 cooTBeT-
CTBEHHO. Hanbonee BEPOSATHbIM FEHOM BOCMPUUMYUBOCTHU
B PSORS2 aBnsietcs CARD14, KOTOPbI KOAMPYET aKTUBATOP
aaepHoro daktopa Kanna-6u (NF-kB) 1 cogeput BapuaH-
Tbl, CBAA3@HHbIE C PEAKMUMM U pacnpocTpaHeHHbIMKU dopma-
Mu ncopurasa [10].

PSORS4 cogepuT reHbl, KOTOpble KOAMPYIOT Genku
pPOroBOro Cnosi anuaepMuca, y4acTBylOlMe B TEPMUHANb-
HOM anuaepmanbHon AudpdepeHUMpPoBKe. ITOT JIOKYC Obin
CBSI3aH C BOCMPUUMYMBOCTbLIO K NCOpMasy B MOSHOrEHOM-
HbIX aCCOLIMaTUBHbIX UCCNELOBaHUAX KaK eBPOMENCKON, TaK
M KUTaNCKOMW nonynsuunn [7].

lNcopunatmyecknin BocnanuTenbHblM NPoOLEeCcC Bbi3BaH
B3auMmogencTemem npoandepupyowmx KepaTUHOLM-
TOB, AEHAPWTHbIX KNETOK, HENTPODUIOB, TY4YHbIX KNETOK
N T-nMMOLMUTOB C pa3BUTUEM ayTOBOCMANUTENbHbIX U ayTO-
MMMYHHbIX peakunn [11]. UHUUKMKUPYIOT BOCNaseHne B Aeblo-
Te ncopuasa [eHapuTHble KneTku [12]. Mpoucxoaut 3To
B peaynbrate akTuBauuu toll-nogo6HbIX peLenTopoB AeH-
OPUTHBIX KNETOK UMMYHHbIMU KOMMNAeKcamu [11].

AKTMBMPOBaHHbIE AEHAPUTHbIE KNETKM nepemeliatoTcs
B nMMdaTuyecKme y3nbl U CEKPETUPYIOT NpoBOCnanuTeNb-
Hble LLUTOKUHbI — PaKTop HeKpo3a onyxonu anbda (TNF-a),

MHTepnenkuHbl (IL) -23 n -12 [12]. MNocneaHne aBa WMHAY-
umpytot genevve u guddepeHumpoBky T-xennepos Thl7
n Thl [12]. UuToKMHbI Th17-numdoumToB, a MMeHHO IL-17,
IL-21 n IL-22, aKTUMBUPYIOT M36LITOYHYIO Nponudepaumto
KepaTuHouuToB B anunaepmuce [13]. BocnanutenbHbln NyTb
TNF-a/1L-23/Th17 gBnaetcs KAOYEeBbIM ANA 6GASLWEYHOro
ncopuasa U, COOTBETCTBEHHO, MULLEHbIO ANS IEKApPCTBEH-
HOW Tepanuu 60JIE3HM.

B nocnegHee pecsatunetve nosBaseTca Bce 6onblue
ny6avKaummn, LEMOHCTPUPYIOWMX B3aMMOCBA3b MNcopuasa
C HEKOTOpbIMW COMYTCTBYOWMMKU 3aboneBaHUs Mn B geT-
CKOM BO3pacTe, TaKUMUW KaK rMnepToHus, rTMnepannuaemMmus,
caxapHbli gnabet, MeTaboNIM4eCKU CUHAPOM, peBMaTOUA-
HbIM apTpuT, 601e3Hb KpoHa 1 NcmMxmyecKkme paccTponcTea
[14]. Bblno 06HapyXeHo, 4TO M3ObITOYHAsA Macca Tefa U OXKu-
peHne aBnstoTcs GakTopamu pucKa pas3BUTUA MNcopuasa
y AeTen, 0CO6EHHO Y MaNib4yMKOB. MNauneHTbl ¢ 3TUM conyT-
CTBYIOWMM 3aboneBaHUeM Yale MMeT TaKenyl dopmy
ncopvasa Mno CpaBHEHWIO C NauueHTaMu C HOpPMaibHOM
Maccon Tena [15]. TakXe nauueHTbl ¢ Ncopuvasom 4acTto
OEMOHCTPUPYIOT CENEeKTUBHOE YBENIMYEHUE TONLWMHbI BMUC-
LiepanbHOM XMPOBOW TKaHK, B YaCTHOCTM — 3nuKapanaib-
HOWM XXMPOBOWM TKaHu [16]. aHHbin deHoMeH npeacTaBnseT
NOBbILWEHHbIM UHTEPEC AN UccheaoBaTeNnen n3-3a noTeH-
LiManbHOMN CBSA3M C PUCKOM Pa3BUTUA CePaEYHO-COCYANCTbIX
3abonesaHun [17].

Mpn M3y4yeHMM MeTabONMYEeCKOro CUHApOMa Yy nauu-
€HTOB C MCOPMa3oM MOKa3aHo, YTO NIENTUH U aAUMNOHEK-
TWUH, OMOCPELOBaHHO yBenu4MBasi MPOAYKLMIO MpoBocna-
NIMTENbHbIX UMTOKMHOB IL-6, IL-13, IL-12, TNF-a u IL-17 [18],
BbICTYNnaloT ApavBepamMu MCOpUMaTUHECKOro BOCNaNeHus.
Bonee TOro, coyetaHne ncopmasa u OXXMpeHUs yBennineaet
PUCK couMaNnbHOM M30NSLMKW, 3aMKHYTOCTH, TPEBOXHOCTHU
n nenpeccun [19, 20].

Begylwee 3HavyeHMe B natoreHese ncopvasa B HacTosl-
ee Bpems OTBOAMTCS POU KOYEBbIX LUMTOKMHOB. OgHaKo
Tpurrepamun 3aboneBaHns MOryT SIBASTbCA MCUXO3IMOLIMO-
HaNbHble CTPECCHI, TPaBMbl KOXW, MPUMEHEHUE HEKOTOPbIX
MeanKaMeHToB (6eTa-610KaTopbl, NpenapaThbl AMTUS, aHTH-
MansipumHble npenapaTbl U UHTEPDEPOHDI), @ TaKKe UHDEK-
LIMOHHble 3a60/1eBaHnsA (0CO6EHHO BbI3BaHHbIE CTPENTOKOK-
Kamu 1 Bupycamu) [21].

Y peten, B oTIMYME OT B3POC/bIX, OAHUM U3 BarKHENLLNX
daKkTopoB, NpegpacnonaraloWwmnx K pasBuTuio 3abonesa-
HUA, ABNAOTCH MHOEKLMM, Bbi3BaHHbIE B-reMOIMTUYECKUM
CTPENTOKOKKOM [22]. TOKCMHbI AaHHOW GaKTepuu B Kade-
CTBE CynepaHTUreHa BbI3biBaOT akTMBaLUuio T-TMMPOLMTOB,
ABNAIOWMXCA  KNtOY4EBBIMU  3PDEKTOPHLIMU  KieTKamu
B Pa3BWTUM MHMLMALMK NcopuaTMyeckoro npouecca. Ectb
MHEHMWeE, YTO aHTUreHHOEe CXOACTBO CTPENTOKOKKOBBIX MPO-
TEMHOB M aHTUrEeHOB KepaTUHOLMTOB SIBASETCS OCHOBOM
4NS peanusauun ponu Tpurrepa ncopuvaTmyeckoro Bocna-
NIEeHUs.

Hanbonee noaBep)eHbl PUCKY pa3BUTUS Kannesua-
HOro ncopuasa, acCoLMMPOBAHHOIO C HalMYMeM CTPenTo-
KOKKOBOWM MHPEKUUN NMMIOrnoTo4HOro Kosblia, HocuTenu
annens HLA-CwG, KOTOpbIM TaKXe CNYXWT reHeTUYEeCKUM
MapKkepom ncopuasa [23]. OgHUM U3 MexaHW3MOB AaHHO-
ro B3aMMOAEeNCcTBUA ABASETCA (PEHOMEH MONEKYNSApPHOM
MUMWUKPUN — SIBAEHMS, NPKU KOTOPOM MPOUCXOANT ayTOUM-
MYHHbIA OTBET OpraHn3mMa He TOMbKO Ha aHTUreHbl CTpen-
TOKOKKa (M-npoTenH, NenTUAOrIMKaH KNeTOYHOM CTEH-
KW), HO U Ha FOMONOrMYHblE MO CTPYKTYpPE ayTOaHTUreHbl
HOpManbHOW TKaHW opraHuM3ma 4enoBeKka [24]. Ko Bcemy
npo4YemMy, KONOHU3aUMs WM pasBUTUE MHODEKLMU BEPXHUX
AblxaTenbHblx NyTen Streptococcus spp., NPOAYLMPYIOLLMMHU
cynepaHTUreHbl, ycunuBaet anddepeHUMpoBKY HaUBHbIX
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T-KNETOK He6GHbIX MUHAANMH U 3KCMPECCUIO UMW KOXHOMO
numdouunTapHoro aHtureHa (CLAT T-KneTKu), a TakKe crno-
co6eTBYeT nponndepaunm n co3peBaHnto cnelmuduyeckmnx
CD4* n CD8™ T-KNeToK, pacno3HalolMx aHTUreHHble AeTep-
MUHaHTbl CTPENTOKOKKA, 3a CYeT 3axBaTa MUKPOOPraHm3-
MOB Makpodaramu M aHTUreHMPEe3EeHTUPYIOWUMU KNeTKa-
mu (AMK) ¢ nocneaylowmnm npeacraBNeHNeEmM KOMMNOHEHTOB
CTPENTOKOKKA HauBHbIM T-KfeTKam B HEOHbIX MUHAANNHAX
W ApeHupyloWwmnx nuMmbaTtruiyeckunx yanax [25]. HYacTb CTpyK-
TYPHbIX KOMMOHEHTOB CTPENTOKOKKa B BuAae M-npoteuHa
W NenTMaornMKaHa nonagaeTt B CUCTEMHbIM KPOBOTOK, rae
noraowaeTcsd MOHOLMTaMu, KoTopble B KayectBe AlK
MUTPUPYIOT B MecTa pal3BMBAIOWMXCS MNCOPUATUYECKUX
BbICbINaHWi, NPOHMKas B AepMy v anuaepmuc. B peaynbtate
NPOMUCXOAMNT NepeKpecTHas PEaKTUBHOCTb, B KOTOPOW aKTu-
BUpPOBaHHble aQDEKTOPHbIE T-KNETKM pearnpytoT He TOSIbKO
C KOMMOHEHTaMM CTPENTOKOKKA B KOXe, HO U C KepaTUHOM
HOpMasbHbIX KETOK, MPUBOAS K NaToNOrMyecKoMy UMMYH-
HOMY OTBETY M BOCMaNEHUIo, NPOBOLMPYS TEM CaMblM BO3-
HUKHOBEHWE ncopuasa y nNpeapacnonoXeHHbIX AnL,. Takum
o6pa3om, peumansupytone MHGEKLMN pOTOrNOTKM B COBO-
KYMHOCTU C XPOHMYECKMM BOcCMnaneHueM HeGHbIX MUHAa-
JINH MOTYT NPMBECTU K CO3PEBAHUIO MUTPUPYIOLLMX B KOXKY
T-KNEeTOK, KOTopble pacno3HaloT CTPENTOKOKK U dparmMeHThbl
€ro KNeTOYHOM CTEHKM, a TaKKe MOryT pearMpoBatb C pas-
JIMYHBIMU CTPENTOKOKKOBBLIMWU 3MUTONaMMU WM, HaMNPOTUB,
C KOXHO-CNeunduyeckumMum anutonamu (KepaTuH) nocpea-
CTBOM MeXaHW3Ma MONEKYAAPHON MUMUKPUK, HTO B KOHEY-
HOM WUTOre MPUBOAMT K PA3BUTUIO NCOpUasa UAN yYXyaLWeEHUIO
TSXKECTU ero TeYeHums.

HepnaBHee wuccnepgoBaHue [26] noaTBepyKaaeT y4a-
CcTMe HebGHbIX MUHAANMH B naTtoreHe3e ncopuasa y nauu-
€HTOB C PEeLMAMBUPYIOWUMU MHOEKLMAMU POTOrNOTKM.
PesynbTaThbl 3TOr0 UccnefoBaHUs CBUAETENLCTBYIOT O 6onee
4acToM MHOULMPOBAHUU B-TeMONUTUYECKUMU CTPENTOKOK-
KaMu nauMeHToB c ncopnasom. B cpaBHeHMM C NaumneHTamu
C PeuNaNBUPYIOLLMMU MHPEKUNAMU MUHAANNH 6€3 KOXKHbIX
3aboneBaHU y geten ¢ ncopvasom MHOULMPOBAHHOCTb
CTpenToKOoKKamu rpynnbl C gocToBepHO Bbiwe. bonee Toro,
FMCTONOrMYECKOE UccnefoBaHWe NPOAEMOHCTPMPOBANO,
4TO HebGHble MWHAANMHBI MaLMEHTOB C MCOPMa3oM copaep-
Xanu 6onee menkve numdongHble GONNMKYNbI, 3aHUMAIO-
WMe OTHOCUTENBbHO MEHbLLYIO niowaab MMMOOULHON TKaHU
HeGHbIX MWHAANMH, 4TO COOTBETCTBEHHO KOpPPEennpoBano
C MEHbLUMM KOSIMYECTBOM MaKpodaros Ha eanHULY naowa-
[M N0 CPaBHEHMIO C NOBTOPHO MHOULMPOBAHHBIMU HEGHBIMM
MUHAQNIMHAMK NaUMEHTOB KOHTPOJSIbHOW rpynnbl (6€3 KOX-
HblX 3a6oneBaHuni). ATU AaHHblE FTOBOPST O TOM, YTO UMMYH-
Hble peaKkuMu B HEGHbIX MUHAANMHAX 60/bHbIX NCOPMa3oM
HapyweHbl. Tak)Ke BbiiBNeHa MOBbIWEHHAA 3Kcnpeccus
CLA v peuentopa IL-23 T-KneTkamu MUHAANWUH, YTO MOXET
cnoco6c¢TBoBaTth BbIXOAY 3PPEKTOPHbLIX T-KIETOK U3 MWH-
JanuH B anuaepmuc. Taknum ob6pas3om, npejanonaraetcs,
4YTO HebGHble MWHAANMWHBI MOFYT UMEeTb (YHKLMOHaNbHbIE
M3MEHEHUS, KOTOpble CNOCOBCTBYIOT 3anycKy unu o6ocTpe-
HWIO Ncopua3sa [26].

MccnepoBaHns B ob6nactu MMMyHonaToreHesa Mcopw-
asa B nocrnegHee fecaTuneTve BbISBUIN BaXKHble 0COOEH-
HOCTM W MeXaHW3Mbl, NoATBeEpKAaloLWne CBA3b MHPEKLHU-
OHHbIX TPUITEPOB, B TOM 4ucie nHdekumnn Streptococcus
pyogenes, ¢ Te4eHneM ncopmasa.

CyliectByeT NOAMHOXKECTBO T-KNETOK namMsaTW, aKTUB-
HOCTb KOTOPbIX OrpaHuyeHa KOXKHOM TKaHblo. TN T-KNeTKK
pacno3HaloTCqd MO 3IKCMPECCUU KOXKHOIo nMMdoLUTapHO-
accouunpoBaHHoro aHturera (CLA). Ewe B 2015 r. KomaHaa
Tomaca C. Kynnepa v Pantyen A. KnapKk naeHtnduumnpoBa-
Na 4YeTblpe OCHOBHbIX TMNa T-KNEeTOK MaMsTh, NPUCYTCTBY-

IOWMX B KOXe YenoBeKa: LeHTpasnbHble T-KNeTKW nams-
™ (Tcm), murpupylowme T-knetku namatn (Tmm) u aBe
nonynaumMmM pesneHTHbix T-knetok namatu (Trm); CD4*
n CD8*CD103* [27]. Tcm nNpenmyLlecTBEHHO HaxoAsATCs
BO BTOPWYHbIX NMMOOUAHBIX opraHax (MMMQornoToyHoe
Konbuo Banbgenpa — Nuporosa, nnmdbaTnyeckue yabl,
cefle3eHKa, NnermepoBbl GMIFLWKKM KUIWWEYHUKA) U obnajatoT
CMOCOBHOCTBIO 6bICTPO NponudepupoBaTb U AnddepeHLn-
poBaTtbCs B aGPEKTOPHbIE T-KNETKM NPU CTUMYAALUK aHTH-
reHom. MNpumeyaTenbHo, 4TO HEGHblE MUHAANUHbI ABASIOTCA
K/Il0YEBLIM KOMMOHEHTOM WMMMYHHOW CUCTEMbI CAM3UCTOM
060/104KN POTOMNOTKU M OBbIMHO MHPULMPYIOTCA CTPEenTo-
KOKKamu npu ncopuasze. [aHHble Hay4HblX NyGauKauun
NOATBEPKAAIOT CBA3b MEXY TKaHbIO CIM3UCTON 060/104KM
(He6GHble MUHAANMHbI), MUKPOGOM (S. pyogenes) U MMMYH-
HbIM OTBETOM KOXM (CLAT T-KneTku) [28].

Bo Bpem§ KOXKHOro BocnaneHus T-KNeTkn namstu, Bo3-
Bpaljalowmecs B KOy, CNOCOGHbI LMPKYIMPOBaTb MeXAay
NMOPaXKEHUAMMU YHaCTKOB KOXM M KpPOBbiO. Jlyylwee MoHu-
MaHWe PE3NAEHTHbIX U PELMPKYINPYIOLMX T-KNETOK MOXeT
NPUBECTU K pa3paboTKe HOBbIX METOLOB fle4eHns Bocnanum-
TeNbHbIX 3a60eBaHN, ONOCPELOBaHHbIX T-KNeTKamu.

YuuTbiBaa gaHHble O BAMSHWUWM PELNANBUPYIOLWErO BOC-
nanuTenbHOro npouecca B HeGHbIX MUHAANMHAX Ha Te4ye-
HWe ncopuasa, pacnpocTpaHeHbl peKomeHaalmm gepmaTto-
/IOrOB O Pa3finyHbIX TEPANEBTUYECKUX MOAXO0AAX Y AAHHOM
KaTeropuv nauMeHTOB, YTO BKJOYaeT aHTubaKTepuaib-
Hyl0 Tepanuio M TOH3WANIKTOMMIO. Ha JaHHbIM MOMEHT
B uTepaTtype HeT ybeauTeNnbHbIX AOKa3aTenbCcTB B MNoA-
LEPXKKY MCNONb30BaHUA aHTUOMOTUMKOB HW ANS NeYeHus
ncopvasa, HM AN NpeaoTBpalleHus pas3BuTus ncopuasa
nocne CTPENTOKOKKOBOW aHrMHbl [26]. Mo3aToMy Heobxo-
OVWMbl JanbHenlWune wuccnefoBaHns ANa OUeHKU addek-
TUBHOCTW, MEPEHOCUMMOCTM M 6e30MacHOCTM aHTUCTpen-
TOKOKKOBbIX BMELATENbCTB Y AeTeN C NOATBEPHKAEHHbIM
ncopuasom [29].

B HeKoTopbIX chyyasix nauuMeHTaM C KanneBUAHbIM
M NyCTyNne3HbIM NCOPUa30oM PEKOMEHAYETCSH TOH3WUNIKTO-
mus [30]. Pe3ynbtaTbl paH4OMU3UPOBAHHOIO KOHTPOAMpPYe-
MOro UccneaoBaHns NPOAEMOHCTPUMPOBANN, YTO TOH3UANIK-
TOMUS ABNSIETCS Ba)XHOW anbTepHaTMBOW CyLLecTBYyoWemy
Nle4yeHunio ncopuasa Ans BbiGpPaHHOW rpynnbl NauueHToB,
KoTopas o6ecneynMBaeT 0NrocpoYHoe ynyyleHue [29]. Tem
He MeHee, 419 TOYHOro onpeaeneHns NPenMyLLECTB TOH3UN-
3KTOMMMK NpKU ncopuase TpebyloTcs UccaefoBaHUs ¢ Aau-
TenbHbIM HabngeHem [29, 31].

PUCK pa3BuTMS MNcopuasda 3Ha4YMTeNbHO BbIWE Cpeau
nauneHToB ¢ NapogoHTUTOM [32]. NpeanonaraeTcs, YTO BO3-
oyoutenem asngetcsa Porphyromonas gingivalis, pacnpo-
CTpPaHeHHbIn rpamMoTpuLaTe/lbHbIM aHa3pPOO6HbIK NaToreH,
M3-3a ero yHWKanbHOM CnOCOBHOCTM NPoAyLMpOBaThL nemn-
TUANNAPTMHUHAE3UMKHA3Y — OCHOBHOM GEPMEHT, KOTOPbIN
CNoco6CTBYET NOCTTPAHCAALUOHHOMY LIMTPYNIMHUMPOBAHMIO
nentnaos [33]. Bo-nepBbix, 3T0, BEPOATHO, CBA3AHO C 06LLM-
MU NYTSAMKW dTMONATOreHe3a Mexay ncopnasom U NapoaoH-
TUTOM, MOCKOJIbKY B 060MX Chayvyasx Habnogaetcs akTuB-
HblW MMMYHHbIH OTBET Ha MPUCYTCTBME MUKpoOGMOMa
Ha MNOBEPXHOCTW 3ANUTENMUS, YTO MOXKET CBMUAETENbCTBOBATb
06 o6Llen reHeTM4eCKON npeapacrnofioXEHHOCTH, MOAY-
IMPYIOLLEN aKTUBHOCTb AEHAPWUTHbLIX KNETOK W 3Kcnpec-
cuio toll-nogo6HbIX peuentopoB [34]. [pyroe o6bacHeHWE
3aK/lo4YaeTcs B TOM, 4TO 6aKTEPUU U UX MPOAYKTHI, y4acTBY-
lowmne B NapoAOHTaNbHON MHPEKLMN, MHAYLMPYIOT aKkTuBa-
Um0 Knetok Thl7 u yBenuuuBaloT akcnpeccuto IL-17 [34].
OaHaKo Heo6X0AUMbI AanbHeWWwne uccnegoBaHma Ans Tou-
HOro onpefeneHnss MONEKYNSPHbIX MEXaHU3MOB, fiexallnx
B OCHOBE 3TOr0 pUCKa.



Coob6uaetca, 4to Candida albicans waeHTUGULMPO-
BaHa B 60% 06pa3L0B M3 NOJOCTM pTa NaLMEHTOB C MNCOo-
prva3om no cpaBHeHuto ¢ 20% aHanornyHbix 06pa3LoB
340pO0BbIX NauneHToB [35]. MpnmeyaTenbHO, YTO NaLMEHTbI
C ncopvasomMm MmeloT 6oee HU3KME YPOBHM CbIBOPOTOY-
Hbix 1gM, IgA n 1gG npotuB C. albicans no cpaBHEHWIO
C KOHTPO/NbHOW TPynnown, 4To No3BoNSeT NPeAnofioKUTb,
YTO MCOPMA3 MOXKeET 6bITb CBA3AH CO CHUMXEHHON rymopanb-
HOM UMMYHHOW peaKuunewn Ha C. albicans. Tak»e ecTb Noj-
TBEPXKAEHUSA BAMAHUSA npucyTcTBua C. albicans B Kuwed-
HUKE Ha TAKECTb TeYeHUs ncopuasa 3a CYeT CeKpeuuu
TOKCMHOB M 06pas3oBaHWs cynepaHTUreHoB, 4YTO Cnoco6-
CTByeT HecneunmdnyecKon aKTMBaUWMKM T-KNETOK M Bbipa-
60TKEe LMTOKMHOB, TEM CaMbIM 3anycKkas ncopuaTU4ecKum
npouecc [35].

Malassezia, Kak n3BeCTHO, HanboJsiee pacrnpocTpaHeH-
HbI poj rpnboB Ha KoXe 4yenoBeka [36]. OHM ob6uTaloT
B MOBEPXHOCTHbIX CIOSAX POrOBOr0 €105, 0COGEHHO B y4acT-
Kax, 6oraTtbix TMnNuaHon akccygauunen [37]. Coobuianocs,
YTO HEKOTOpble BOcCnanuTenbHble 3aboneBaHUA KOXMH,
TaKne KaK ceboperHbln epMaTuT, HeoHaTallbHblK Leda-
NIMYECKUW NycTynes, aToNMYecKUMn aepmaTuT M ncopuas,
CBfi3aHbl C M36bITOYHOW KONOHM3ALMEN 3TUM MWMKPOOP-
raHnamom [38]. Ponb rpn6oB poaa Malassezia B Te4eHUU
ncopuasa 4o CUxX Nop He COBCEM NOHATHA M ABNSETCS npea-
METOM AMCKYCCUI. M3BECTHO, 4TO OblBalOT Ciy4au ynydlie-
HUS Te4YeHMs ncopuasa KoKW BOMOCUMCTOM 4acTu ronoBbl
Ha ¢dOoHe NpUMMEHEeHUs MPOTUBOrPMOKOBBLIX MpenapaTtos
[37]. OnpepeneHHble BUAbl Malassezia accouUMUMpPOBaHbI
C KAnHMYecknmm dopmamu ncopuasa, Hanpumep M. japo-
nica u M. furfur — c BynbrapHblM NCOpUas3oM, a LPOXHKIKHU
Malassezia — ¢ KanneBWAHbIM MCOPUA30OM M NCopuaszom
KOXM BONOCKUCTOM YacTu ronosbl [37, 39, 40]. M. globosa
aBnseTcsa npeobnagalowmM ApOXIKEBLIM rPMOGOM, 06Hapy-
KMBaeMbIM B 06/1aCTW NCOPUATUHECKUX MOPAXKEHUN KOXKM
BOJIOCMCTOM 4acCTW rONOBbI, pexe BcTpevatotrca M. furfur
n M. sympodialis, HO MOCKONIbKY 3TO T€ €& caMble BUAbl,
KOTopble 06HapY»KMBAOTCA U Ha 340POBOM KOXe ronoBbl,
cyuwiectByeT Mafio JOKas3aTeNbCTB TOro, YTO OHW MOryT
urpaTtb pofib B NatoreHese gepmartosa. Bmecte ¢ Tem aHa-
/I3 CbIBOPOTKM KPOBU GOMbHbIX MCOPUA30M BbISIBUT HaNKU-
yne aHTUTEN nNpoTuB Malassezia v ee aHTureHoB [40, 41].
M3BecTHO, 4To Malassezia MOXET MHAYLMPOBaTb CEKPELINIO
Th1l-cBSi3aHHbIX LMTOKMHOB B MOHOHYKJIEApHbIX KNeTKax
nepudepnyeckon KpoBu in vitro, nponudepaunio Kepatu-
HOUMTOB M BblpabOTKy NPOBOCNANUTENbHbIX LMTOKMHOB,
KOTOpble MOTeHUManbHO CnocobHbl yCunuMBaTb NcopuaTu-
yeckoe BocnanexHuwe [42-44]. HepaBHWe wnccnenoBaHua
nokasanu, 4To Malassezia spp. nsbupaTenbHO UHAYLMPYET
BblpaboTKy IL-17 1 Apyrux UMTOKMHOB, NPUBOASLLMX K BOC-
naneHuio Koxu [37]. Ewe oanMH daktop, obycnoBnuBalo-
WHM ponb rpuboB poga Malassezia, — perpecc ncopua-
TUYECKMX MOpPaxKeHu Ha GoHe MPUMEHEHMS TOMUYECKMX
M CUCTEMHbIX MPOTMBOrPMOKOBLIX MpenapaTtoB [45, 46].
Bo3MOXHble NaToOreHHble MexaHn3Mbl, exaline B OCHOBE
BOCNanuUTENbHbIX 3a6oneBaHU KOXMW, BbI3BaHHbIX TPU-
6aMun poga Malassezia, BKI4YaloT B ceba paspyleHue
KOXHOro 6apbepa, 06ycnoB/ieHHOE BbICBOGOXKAEHWEM pPa3-
NIMYHBIX GPEPMEHTOB, YCUNEHMe MMMYHHOIO OTBETa 3a cyeT
JIOKaNbHO NPOAYLMPYEMBIX LUTOKMHOB U CEHCUBUAM3aLMIO
K annepreHam, npoayuupyembsiM Bugamun Malassezia [47].

Helicobacter pylori — mMuKpoaspoduibHasa rpamoTpu-
uaTtenbHas 6aKkTepus — ecTecTBEHHbIM 06pa30oM KOMOHM-
3UPYET CIU3UCTYIO 060NOYKY XKenyaKka vyenoseKa. YpoBeHb
3aboneBaemMocTn WHeKunen H. pylori, cuyuTalowenca
rno6anbHOW NPo6AeMON 34PaBOOXPaAHEHUS, B HEKOTOPbIX
cTpaHax C pas3BuBalOWMMUCA IKOHOMUKaMK AocTuraet

80-90% [48]. B nocneaHee BpeMsi B HECKONbKWUX MUccle-
LOBaHUAX Co06Lanoch O CBA3KN MEXAY HEKOTOPbIMU KO-
HbIMW 3abofieBaHUAMU U UHPeKuuen H. pylori, BKIOYas
aTOMMYECKUN AepMaTUT, XPOHWYECKYIO CMOHTaHHYl0 Kpa-
NUBHWLY, po3aliea, ovaroByto anoneuuto [48] u ncopu-
a3. B HepgaBHeM cucTemaTuyeckoM o0630pe coobliaeTcs,
410 MHbEKUMS H. pylori cBA3aHa ¢ NnaToreHe3om ncopuasa,
NOCKO/NbKY y MaLMEHTOB C CONyTCTBYlOWeEN MHeKuumen
H. pylori 6onee BbicokMe nokazatenun PASI (Psoriasis Area
and Severity Index) [49]. Ponb H. pylori B natoreHe3e XpoHu-
YECKMUX epMaTO30B CBA3bIBAIOT C BblAENEHNEM LLUTOTOKCH-
YECKMUX BELLECTB, B YACTHOCTU IHTEPOTOKCHHA, UHAYLMPYIO-
LLero aKcnpeccuio T-KNEeTOYHOIro XOYMUHI-peLlenTopa KOXKu
N AMMAOOLMUT-aCCOLMUMPOBAHHBIX @HTUTEH-MOMOKUTENbHbIX
T-kneToK Koxu (CLA), 4TO NpMBOANUT K 3amnycKy ayTOMMMYH-
HbIX MexaHM3MoB BocnaneHus [50].

B HacToswee BpemMs NOAXOA K NevyeHuto ncopuasa
y LeTen nepecMatpuBaeTcs B CBA3M C NOSBNEHUEM HOBbIX
3HaHUM 06 0COGEHHOCTAX KIMHUYECKUX MPOSABIEHUN LaH-
HOM MNaTONOrMMKU U BAUSHWM MHOIOYUCNEHHBIX KOMOPOGUA-
HbIX COCTOSIHUIA Ha MaHWbEeCTauno M Te4eHMe OCHOBHOMo
naTos0rMyeckoro npouecca. PaHblue Befyullyto No3uuuio
B Tepanuu Taxenblx $opm ncopuvasza 3aHWManu Hece-
NIEKTUBHbIE MMMYHOCYMPECCaHTbl, CUCTEMHbIE PETUHOWUADI
n doTtoTepanusa, NpUMEHeHMe KOoTopbix TpeboBano Tuwa-
TeNbHOro NabopaTopHOro U KJAMHMYECKOrO MOHWUTOPMHIA,
a TaK)e peaKko No3BOAANO AOOGMTHCS MOMHOMO OYMULLEHUS
Koxu [51]. B HacTosllee BpeMs Hanbonee nepcrneKTUBHbI-
MW NeKapCTBEHHbIMW CpeAcTBaMM SBASIOTCA MTEHHO-UHKe-
HepHble 6MONOrMYecKMe npenapatbl, a TaKXe CUHTEeTU-
YeCKMEe HWIKOMONEKYNAPHbIE NPOTMBOBOCMANUTENbHbIE
npenapartbl [21, 52]. Cpean reHHo-UHKeHepHbIX 6UONoru-
YeCKUX NpenapaTtos Aas Tepanuu ncoprasa Ucnonb3yoTcs
nHrnéutopbl TNF-a, uHrnéutopsl IL-17, IL-12/23 un IL-23.
Hu3komMoneKkynspHble NPOTUBOBOCNANUTENbHbIE Npenapa-
Thl, TAKWE KaK anpeMunnacTt U MHTMOGUTOPbI SSHYC-KUHA3, Tak-
e o106peHbl Ans nevyeHns ncopmasa [53]. Taknum o6pasom,
B HacTosillee Bpems y CneumanncTos, KOTopble paboTatoT
C NauneHTaMu EeTCKOro Bo3pacTta, CTpajalolwmMmn cpegHe-
TAXKENbIMKU W TKenbiMM dopmamMu ncopuasa, nmeetcs
B Ha/IMYUU LUMPOKKUIM M MOMNOMHAEMbIN apceHan addeKTUB-
HbIX BbICOKOCENEKTUBHbIX MMMYHOCYMPECCUBHbIX Npenapa-
TOB, KOTOpblEe MO3BONAIOT 06€CNeYnTb KOHTPOb Haj Teve-
HUEM 6ONEe3HM.

3AK/IIOYEHHME

Taknm 06pa3om, M3yyeHUe BIUAHUSA pasnnyHbix daK-
TOPOB Ha pa3BUTUE U TeYEHUE XPOHUYECKUX AepMaTo30B
He TONIbKO CMOCOGCTBYET yylleMy NOHUMAaHWIO NaTonoru-
4YeCKOoro npouecca, Ho U MOXeT obecneynTb HOBble Tepa-
neBTUYECKME CTpaTErMK AN AaHHOM KaTeropun naLmMeHToB.
Mpu3HaHWe CBA3KM MeXKAy NcopuasoMm M Apyrumu 3abone-
BaHUSAMWU MOXET 06/1erYnUTb PaHHIO AWMArHOCTUKY W Nleye-
HWEe CconyTCTBYIOWMX Ncopualdy 3aboneBaHun. K Tomy ke
HEO6X0AMMO NOHATb, NOYEMY Y OAHMX NAUMEHTOB Ha doHe
MHOEKL MM HacTynaT MaHudbecTauuns nam o6ocTpeHmne nco-
puasa, a 'y Apyrvux nauMeHToB aToro He npoucxogut. OueHKa
$aKTOpPOB pUCKa, MPU3HAKOB U CUMNTOMOB NOTEHLMANbHbIX
CoMyTCTBYOWMX 3a60/eBaHUN ABASETCH BaXHbIM KOMMO-
HEHTOM BeJeHMWs NaLneHTOB.

B cBSI3n ¢ 9TUM HEo6XoaMMbl fanbHeNLMe uccnenoBa-
HUS AN51 NOCTPOEHMS NMPOrHOCTUHECKON MOAENU NPOrpeccu-
pPOBaHWSi OCHOBHOMO 3a60/IEBaHUSA U Pa3BUTUSA 06OCTPEHNH,
B TOM 4ucne Ha ¢GOoHe COMyTCTBYIOWMX BOCMaIUTENbHbIX
npoueccoB. 3To NO3BOAUT pa3paboTaTb NEPCOHaNU3NPO-
BaHHbIA anroputM pPeKoOMeHAaLMin C yH4eTOM BbISIBAEHHbIX
GEHOTUNNYECKUX OCOOBEHHOCTEN.
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ABTOpamu npejcTaBieHbl COBPEMEHHbIE 3MNAEMNOIOrMYECKNE JaHHbIE U 0COBEHHOCTM 3TMONaToreHe3a rIMKoreHoBoH
60/1€3HM, AaHbl KIIMHUYECKME XapaKTePUCTUKN Pa3JINYHbIX TUMOB AaHHON HO30/10rMu. B cOOTBETCTBMM C pa3paboTaHHbI-
MU KJIMHUYECKUMN PEKOMEHAAUMSMM NPUBEAEHbl CBEAEHUS 0 1a60paToOpPHO-MHCTPYMEHTAbHbIM U MOP®OI0rM4eCKUM
pu3HaKam riMKoreHoBo# 601E3HU y IETEH, a TaK)Ke 0 MeToAax Ie4eHUs [NIMKoreHoBown 601e3H1. BBuay MHOroobpasaus
K/IMHMYECKUX POPM ITIMKOreHO30B B CTaTbe MpeAcTaB/ieHa aKTyalslbHasi MHPopMaLms no TeM Tunam natoaormm, KOTopble
MPOTEKAIOT C MPEeNMYLLECTBEHHbIM MOPaXKEHNEM NEYEHM.

Knro4eBbie cnoBa: HapylueHns yrneBoAHOro obmMmeHa, 60/1€3HU HaKOMIEHUS rMKOreHa, rMMKOreHo3, KIMHUYECKMEe peKo-
MeHaaLmn, 1eTn
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ONPEAENIEHUE

uKoreHoBble 60/1€3HU (INIMKOreHo3bl) — 3a6oJie-
BaHUsA U3 rpynnbl HacJe[4CTBEHHbIX 60/1e3Hel 06MeHa
BeLljecTB, 06yC/10B/IeHHbIE HapyleHueM meTa6osmsma
rMKoreHa.

FukoreHoBasa GonesHb, TMN la (B la) (CMHOHMU-
Mbl: 60/1e3Hb GOH [UpKe, renaTopeHasnbHbl MMUKOreHO3,
renatoHedpoMeranbHbll FMUKOreHo3, AedUUMT FIIOKO30-
6-dochaTasbl) — 3aboneBaHne 06YCNOBNEHO HeaocTa-
TOYHOCTbIO MIOK030-6-pocdaTtasbl, HTO MPUBOAUT K HAKO-
NAEHUIO TNUKOreHa HOPMalbHOM CTPYKTYpbl B MeYeHw,
noYyKax M CAM3UCTON 060M04Ke KULeYHUKa. Tun Hacnego-
BaHWS — ayTOCOMHO-PELECCUBHbIN.

ukoreHoBas 6one3Hb, TUN Ib (I'b Ib) — 3a6oneBaHne
006yCN0BNEHO HEJOCTATOYHOCTLIO MUKPOCOManbHOIo TpaHce-
nopTHoro 6enka T, (TpaHcnoKasbl r1Ko30-6-Gocdarasbl)
M accouMMPOBaHO C U36LITOYHBIM HAKOMIEHWEM [NIMKOreHa
HOPMasibHON CTPYKTYpPbl B MEYEHW, MOYKax WU CAU3UCTOM
0060/104Ke KMWeYHUKa. Tun HacnegoBaHWs — ayTOCOMHO-
peueCcCUBHbIN.

ukoreHoBasa 6one3Hb, TMN Il (b Il) — GonesHb
Momne (CM. KJAWHMYECKME peKoMeHAauun «bonesHb
Momney).

ukoreHoBas 6one3Hb, TMn Il (B IllI) (CMHOHK-
Mbl: 60ne3Hb Kopu, 6one3Hb Popbca, NMMUTAEKCTPUHOS,
nebnunt amuno-1,6-rnioKko3naasbl, AedUUUT TUKOreH-
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KIUHUYECKUE PEKOMEHAALUU

aesetBslero depmeHTa «aebpaHyepa») — 3abonieBaHue
06YyC/IOB/IEHO HEAOCTAaTOYHOCTbIO MMKOreH-AEBETBALLETO
depMeHTa, npeacTaB/IEHHOro amuio-1,6-rawKo3naason
M 4-a-rmoKaHoTpaHchepason, U acCoLMUPOBAHO C HAKO-
NMIEHWEM TNIMKOTEHA aHOMasIbHOM CTPYKTYPbl C KOPOTKUMMU
60KOBbIMW BETBSIMM B MEYEHM U/MNK MbllLax. B 3aBucrnmo-
CTW OT @aKTUBHOCTW KaTaUTUYECKUX eANHULL, U TOKanu3aLmm
nebunumtHoro gpepmeHTta BbigenatoT 4 noatuna B 1l llla,
IlIb, Illc v llld. Tun HacnegoBaHUA — ayTOCOMHO-peLECCUB-
HbIN.

ukoreHoBaa 6Goneswb, TMn IV (B IV) (cuHo-
HUMbI: 60one3Hb AHAepceH, aeduunt amuno-1,4:1,6-
rnoKaHTpaHcdepasbl, AePULNUT FMUKOreH-BeTBallero dep-
MeHTa, aMWIONEKTMHO3) — 3aboneBaHWe 0O6YCNOBNEHO
HeJoCTaTOYHOCTbIO amuno-1,4:1,6-rnoKaHTpaHcdepassbl
(rMMKoreH-BeTBSLLEr0 GepMeHTa) M CONPOBOXKAAETCS HaKO-
N/IEHUEM [NIMKOreHa aHOMaslbHOW CTPYKTYPbl B PasfiMyHbIX
opraHax W TKaHaXx, BK/o4asa nevyeHb W Mblllbl. Tun Hacne-
[I0BaHUS — ayTOCOMHO-PELIECCUBHbIN.

ukoreHoBas 6one3Hb, TMn V (I'b V) (CMHOHWMBbI:
60ne3Hb Mak-Apana, HeIoCTaTOYHOCTb MblleYyHOM docdo-
punasbl) — 3a6oseBaHne 06yCNOBAEHO HEAOCTAaTOYHOCTbIO

MbILIEYHOW FNnKoreHdochopunasbl, NPUBOASLLEN K HAKO-
NJIEHUIO NIMKOreHa B MbllLUax. TUN HacneaoBaHUA — ayTo-
COMHO-PELIECCUBHBbIN.

ukoreHoBas 6one3Hb, Tn VI (6 VI) (CMHOHUMBI:
6one3Hb Xepca (Ipa), aeduumt docdopunasbl nevyeHun) —
3a6oneBaHMe 06YC/OBNIEHO HEAOCTATOYHOCTbIO MEeYEeHOou-
Hol ¢ocdopunasbl M accoLUMMPOBAHO C HAKOMIEHWEM
rMUKOreHa HopmasbHOM CTPYKTYpbl B NevyeHun. Tun Hacneno-
BaHWS — ayTOCOMHO-PELIECCUBHbIMN.

ukoreHoBasa 6one3Hb, TN IXal mn IXa2 (I'b 1Xal
u b 1Xa2) (cuHoHuM ans IXal: X-cuenieHHblM NeYyeHOYHbIN
IMUKOreHo3 Tvna |; cMHOHMM ang 1Xa2: X-cuenieHHbin neye-
HOYHbIN FMKOreHo3 Tuna ll) — 3aboneBaHne 06ycNoOBAEHO
HEA0CTaTOYHOCTbIO O,-CYObeanHULIbl KMHadbl dochopuna-
3bl (GOCHOKMHA3bI) NeYeHM U acCoLMUPOBAHO C MU36bITOY-
HbIM HaKOMMIEHWEM [NIMKOreHa B opraHe. Tun HacnenoBa-
HUS — X-CLIEMNNIEHHbIV PELIECCUBHbIN.

ukoreHoBasa 6one3Hb, TuN IXb (b IXb) (CMHOHMM:
AePUUNT MblleYHON/NevYeHOYHOM KnHa3bl dochopuiasbl
ayTOCOMHO-PELLECCUBHbIN) — 3aboneBaHne 00YC/OB/IEHO
HEeAOCTaTOYHOCTbIO B-CyGbeAnHULbI MblLEYHOM/Me4yeHou-
HOWM KuMHa3bl pocdopunasbl U acCOLMMPOBAHO C HaKome-
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Current Clinical Guidelines for the Management of Patients

with Glycogen Storage Disease

Glycogen storage disease refers to hereditary pathologies of carbohydrate metabolism, its cause is mutations of various genes
encoding enzymes responsible for the synthesis and breakdown of glycogen. Due to enzyme defects, excessive glycogen
deposition occurs in cells of various tissues, mainly in the liver and muscles. The authors present modern epidemiological data and
features of the etiopathogenesis of glycogen storage disease, and give clinical characteristics of various types of this nosology. In
accordance with the developed clinical guidelines, information is provided on laboratory, instrumental and morphological signs of
glycogen storage disease in children, as well as on methods of treatment of glycogen storage disease. Due to the variety of clinical
forms of glycogenosis, the article provides up-to-date information on three types of pathology that occur with predominant liver

damage.
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HUEM [NIMKOreHa B MeYEHU W MbllLax. TUN HacneaoBaHUsa —
ayTOCOMHO-PELIECCUBHbIN.

FnukoreHoBasa 6one3Hb, TMN IXc (FB 1Xc) (CMHOHUM:
HEeAOCTaTOYHOCTb TECTUKYNAPHOM/NeYeHOYHON M30bOopMbI
y-CyobeanHuLbl KnHasbl dochopunasbl) — 3abosieBaHue
06YyC/IOBNIEHO HEOCTATOYHOCTbIO TECTUKYNSPHON/nede-
HOYHOM N30dOPMbI Yy-Cy6beanHULbI KWHa3bl dpocdopuiassl
M acCoOUMMPOBAHO C HAKOMJEHWEM TNIMKOTeHa B MEYEHU
W MbllUax. Tun HacneaoBaHUS — ayTOCOMHO-PELLECCUBHbIN.

FmukoreHoBaa 6one3Hb, TMn IXd (FB IXd) (cuHo-
HUM: AedUUMT MbIWEYHOW KMHasbl dochopuaassbl
X-cuenneHHbl) — 3aboneBaHne 06yCNOBNEHO HeAOCTaTOu-
HOCTbIO a-CYyObeANHULbI MbILEYHOM KMHa3bl docdopurnassl,
NPUBOAALLEN K HAKOMEHUIO MIMKOreHa B CKENETHbIX MblLl-
uax. Tun HacnefoBaHUA — ayTOCOMHO-PELeCCUBHBIN.

FukoreHoBass 6one3Hb, TMNn X (B X) (CMHOHUM:
HEeAoCTaTOYHOCTb MblleyHon docdornmuepaTmytasbl) —
3aboneBaHne 0O6YCNOB/IEHO HEAOCTAaTOYHOCTbIO docdo-
rnuuepaTMyTasbl, NPUBOASALEN K HAKOMIEHWUIO TMKOreHa
B CKENETHbIX MblllUax. TUn HacnefoBaHUS — ayTOCOMHO-
pPELECCUBHbIN.

FnukoreHoBaa 6Gone3Hb, Tun Xl (FB Xl) (CMHOHUM:
aeduumT Mbllle4yHOW naKtataernaporeHasbl A) — 3abone-
BaHWe 06YC/IOBNEHO HEJ0CTAaTOYHOCTbIO NakTaTaernapore-
Ha3bl A B MMOLMTaXx, NPUBOASALLEN K HAKOMIEHUIO INIMKOreHa
B CKENETHbIX MblllUax. Tun HacnefoBaHUS — ayTOCOMHO-
pPELECCUBHbIN.

Cunapom ®daHKOHU — BuKens (CMHOHWMbI: renatope-
HaNbHbIA TJIMKOreHO3 C CUHAPOMOM PaHKOHM, TIMKOreHo3,
Tmn PaHKoOHW) — 3abosieBaHuMe 0O6YCNOBAEHO HedocTa-
TOYHOCTbIO TpaHcnopTepa [MOKO3bl 2, KOoTopas MpUBOAWT
K HaKOM/EHMIO TNIMKOreHa B MeYeHW M NoYKax. Tun Hacnemo-
BaHUS — ayTOCOMHO-PELECCHUBHbIN.

FukoreHoBas 6one3Hb, TN 0 (B 0) (CMHOHUMDbI:
arnMKoreHos, AedULNT NEYEHOUYHON MM MbILLEYHOM TIIMKO-
reHCUHTa3bl) — 3aboneBaHWe 06YCNOBNEHO HefOoCTaToY-
HOCTbIO TMIMKOMEHCHUHTA3bl B MEYEHU UM B MblliLLAX, KOTO-
pasi NPMBOANT K HApYLLIEHUIO CUHTESA [NIMKOTEHA B NEYEHMH,
MblllL@ax. B 3aBMCMMOCTM OT NoKanuMsaumm aeduLMTHOIO
depmMeHTa BbIAENAIOT MEYEHOYHYIO M MbIWEYHYIO GOPMbI
3a6oneBaHusA. Tun HacnegoBaHUA — ayTOCOMHO-pelec-
CUBHbIN.

bone3Hb HaKOM/JIeHUA MUKOreHa B ceppjue, BPOX-
AeHHasd, netanbHas (CMHOHWMbI: HEAOCTATOYHOCTb KMHA3bI
docdopunasbl cepaua, PRKAG2-cuHgpom) — 3aboneBaHune
06YyCNOBNEHO HEAOCTATOYHOCTbIO KMHa3bl docdopunasbl
B KapAnomuoLmMTax, NPUBOASLLIEN K HAKOMIEHMIO INIMKOreHa
B CepAeyvyHon Mbille. Tun HacnegoBaHWs — ayTOCOMHO-
JOMUWHAHTHbIN.

3TUOJIOFUA U NATONEHE3 3ABOJIEBAHUSA

uKkoreHoBaa 6one3Hb, TUN la

3aboneBaHne 06ycnoBneHo myTtauumsamu B reHe G6PC,
Koaupylowem [oKo30-6-pocdartasy, 4To NPUBOAUT K ee
HEel0CTaTO4YHOCTM B MEYEHM, MoYKax, CIAN3UCTON 060/104Ke
KULLEYHMKA, @ TaKKe B OCTPOBKAX B-KNETOK NOAXKENYLO4HOWM
*Kenesbl U KenyHoro ny3bips. leH KapTUpoBaH Ha ASIMHHOM
nne4ve 17-n XxpoMocoMmbl B noKyce 17q21.31 [1, 2].

[NoK030-6-pocdaTada KaTannuanupyeT KOHEYHYIO peak-
LMIO KaK TIOKOHeoreHesa, Tak M rMaponun3a rMKoreHa,
rMaponn3ys roKo30-6-pocdaT Ha MIOKO3Y U HeopraHu-
yeckun pocdart (Pi) n aBnasCb eAUMHCTBEHHBIM UCTOYHUKOM
ob6ecneyeHns opraHnama 60MbWKNMKU KOHUEHTpaUUaAMKU
rntoKo3bl. Hecnoco6HOCTbL opraHnM3ama 60/bHOro npeBpa-
TUTb MIOK030-6-docdaT B IMIOKO3Y BEAET K MMMNOTIMKEMUU
[aXKe Npu KPaTKOBPEMEHHOM rofiofaHMK U3-3a 6/0Kaabl
TMIMKOreHO/IM3a M TIIOKOHEOreHe3a M K HAaKOMJIEHUIO MNKO-

reHa B MeYeHu, NoYKax U CIM3UCTOM 060I0YKE KULLIEYHMKA,
npuMBoAs K AMCOYHKLUMM 3TUX opraHoB [1, 3]. HakonneHue
cyb6cTpaTa 6/10KMPOBaHHOM peaKLnu, rMioKo30-6-docdara,
CTUMYNUPYET TMKONU3 M HaKOMJIeHWe fnaKkTaTa, KoTo-
pbli, CUHTE3UPYSACH B 3PUTPOLIMTAX U MbIlLIEYHON TKaHMW,
He MOXeT 6blTb MPeBpPAaLLEH B IMIOKO3Y B NeYeHu (6okaaa
rMtoKoHeoreHesa). 'mMnornnkemusa o6ycnoBAMBAET OTHO-
CUTENbHO HU3KYKD KOHLUEHTpauuio WHCynnHa. CHUKaeTtcs
COOTHOLIEHWE WMHCYIUH/TNOKAroH, YTo CTUMYMPYET NnUMO-
NIN3, W MOBbIWAETCA YPOBEHb KUPHbIX KUCNOT B Niasme.
CTumynauma rauMKonM3a BeAeT K YBENIMYEHUIO CHUHTE3a
rnvuepona v auetun-KoA, cy6ctpaTtoB U KOGaKTOPOB CUH-
Tesa TPUIMULEPUAOB B NeyveHwu. [MIOKaroH TakXKe CTUMY-
nvpyeT MeTabonvyeckue NyTH, yrHeTawowmne B-okucnexHve
MUPHBIX KUMCNOT B MWUTOXOHAPMSX, YTO COMPOBOXAaeTcs
AvKap6oHoBOW auuaypuen. NOCKONbKY CKOPOCTb CUHTe-
3a anosunonpoTenHOB M 06pas3oBaHUs NIMMONPOTEMHOB
04YeHb HU3KoW nnoTHocTH (JITIOHM) n NAMNONPOTEUHOB HU3-
Kol nnotHocTu (JIMHI) oTcTaeT OT YCKOPEHHOrO CUHTE-
3a AMNUMAOB, B renatoumMTax o6pasyloTcs Kanau xKupa,
410 GOPMHUPYET BbIPAXKEHHYKO renaToMerasauio (KMpPOBYIO
TpaHchopmaLmto, cTeaTos nedveHu). JTaktaT 9BASETCH KOH-
KYPEHTHBbIM MHIMOGMTOPOM MOYEYHOKaHaNbLIEBOW CeKpe-
UMK ypaToB, YTO BeAEeT K TMMNepPYypUKEMUU U TUMOYPUKO-
3ypun. MmnepypuKkemus aBnsieTcs CNeAcTBMEM He TOJNIbKO
CHMMXXEHMSA MOYEYHOro KJMpEeHca, HO W TMNepnpoayKumu
MOYEBOMN KMCNOTbl B pe3y/nbTaTe UCTOLEHUSA BHyTpUneye-
Ho4yHOro ¢docodarta M YCKOPEHHON Aerpajaunn afenHOBbIX
HyKneotugos [4, 5].

MexaHu3mbl GOpPMUPOBAHUA POKaNbHO-CErMEHTapPHO-
ro rnomepynockneposa npu b | OKOHYaTeNbHO HE SCHbI.
MpeanonoxXutenbHo, dopmupoBaHMe OKaNbHO-CErMeH-
TapHOro rN1oOMepyIoCKNepP03a CBA3AHO TaKXKe C MepCcUcTm-
pylolwen runepaMnuaemMmen — Hanogobue Toro, Kak aTo
NPOUCXOANT MPWU MNEPBUYHOM HEDPOTUYECKOM CUHAPOME
C HeaJleKBaTHbIM KOHTPOJIEM YacTOTbl PELIMAMBOB M aKTUB-
HOCTM 60ne3HU. Ha ponb ApyrMx naToreHeTUHeCcKux dak-
TOPOB MPETEHAYIOT apTepuanbHas rMNepTeH3ns, Hepeako
BO3HUWKatowas npu I'b I, n runepypukemus [6, 71.

ukoreHoBaa 6one3Hb, TUn lb

3aboneBaHne obycnoBneHo Mytauuamu reHa SLC17A4,
KOZMPYIOLWEro MMWKPOCOMasbHbIA TPaAHCMOPTHbLIA 6eNoK
T, (TpaHcnokasy r/oKo30-6-pocdaTasbl), YTO MPUBOAWT
K HE[I0CTAaTO4YHOCTM 3TOro GepMeHTa B NEYEHHM, MOYKaX, Cn-
3UCTOM 060M104KE KMLLIEeYHMKA. [eH KapTMpoBaH Ha AIMHHOM
nae4ve 11-n xpoMocoMmsbl B loKyce 119g23.3.

PacnonoxeHne aKTMBHOroO LEHTpa [/I0KO30-6-
docodaTtasbl B NPOCBETE 3HAOMNNA3MaTUHECKOIO PETUKYAYMa
(3MNP) obycnosBnnMBaet HeO6GXOAMMOCTb TPAHCMOPTUPOBKMU
BCeX Cy6CTpaToB M MPOAYKTOB peaKLuu, KaTanmsanpyemon
depmeHTOoM, Yyepe3 MembpaHy IMP. HegoctaTto4yHOCTb 6en-
Ka T, COMpPOBOXAaeTCA HEeAO0CTAaTOYHOCTbIO [/KO030-6-
docdaTasbl [1]. Cneunduyecknum npmudHakom b Ib asna-
I0TCA HEWUTPOMNeHMa U yxyaweHue GyHKUUU HEUTPOPUIOB.
Y Takux 60JibHbIX HapylweHa Kak ABuratesbHasi cnocob6-
HOCTb HEWTPODUNIOB, TaK MU WX AKTUBHOCTb MPWU pPecnu-
paTopHOM B3pbiBE. Kpome TOro, 3aTu nartonornyeckue
M3MEHEHMS MOryT GbiTb CBfi3aHbl C HapyLIEHWMEM TpPaHC-
nopTa rOKO3bl 4Yepe3 Mem6paHy MNoAMMOPOHOSAAEPHbIX
nenKkountoB. CornacHo CylecTBYOWNUM MPEeAnooXKEHUAM,
MWKPOCOMasbHbIM TPAHCMOPT MOK030-6-pocdaTa urpaet
onpeaeneHHyto pofib B aHTMOKCUMAAHTHOM 3alluTe HEWTPO-
®nnoB, a reHeTMYecKas MoJOMKa TPaHC/0Kas3bl IOKO30-
6-docdaTasdbl BeAeT K HapyleHUID KNEeTOYHbIX GYHKUWH,
B YaCTHOCTM amnomnTo3a, YTO MOMXET CNYXWUTb 06bACHEHUEM
HEeNTpPodUNbHOM ANCHYHKUMK Y 6onbHbIX ¢ B 1b [8, 9].

PEDIATRIC PHARMACOLOGY. 2024;21(3)

NEAUWATPUHECKAA ®PAPMAKONOIUA / 2024 / TOM 21 / N¢ 3



CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

ukoreHoBas 6one3Hb, Tun lll

3aboneBaHne o6ycnoBAeHO MyTauusmu reHa AGL,
KOOAMPYIOWEro TrMKoreH-geBeTBaWwmMn  GepmMeHT, KoTo-
pbii npeactaBnsger co6on 60MbWON MOHOMEPHbIM 6en0K
C MONIEKYNSipHOM maccomn npnénnauntenoHo 160 K n nmeet
2 KaTauTU4eCKne eauHuLbl — amwuiio-1,6-rnoKko3ngasy
n 4-a-rntokaHoTpaHchepasy, cnocobHble GYHKLMOHMPOBATb
He3aBMCKMMO ApYr OT Apyra, OAHAKO A5 HOpManbHOro Aew-
CTBMS OeBeTBslero depmeHTa HeobXxoaMMa aKTUBHOCTb
06enx KaTtaluTuyeckux eamHuu. lMogasBnswowee 60MblUNH-
CTBO 60JIbHbIX UMEIOT AeDULMT 3TOM0 IH3MMA KaK B NMEYEHH,
TaK U B MonepeyHo-nosocatbiXx MbllLAX, BKAOYas cep-
aeydnyto (noatun llla), oaHako npumepHo y 15% nauneHToB
OH OTMeYaeTcs TOAbKO B ne4veHu (noatun lllb). Hannuue
YKa3aHHbIX NOATMNOB 06BbACHAETCS pPa3/IM4HON 3KCMNPECCH-
en pepmeHTa B TKaHsx. B peikux cnyvyasax CeNneKTMBHOE CHHU-
EeHUe aKTUBHOCTM NM6o amuno-1,6-rnoxko3naasbl, n1Mbo
4-a-rnKaHoTpaHchepasbl NPMBOAUT K Pa3BUTUIO MOATU-
noB lllc u llld 6one3Hn cooTBETCTBEHHO. [eH KapTupoBaH
Ha KOPOTKOM njieye 1-i XpomMoCcoMbl B JIOKyce 1p21.2 [1].

Amuno-1,6-rnioKosnagasa yvyactByetT B meTabonusme
rMUKOreHa B TOYKaX BETBEHWUS [NIMKOreHOBOro «aepeBar.
depmMeHT gBnseTcsd GMPYHKUMOHaNbHbIM, C OAHOM CTO-
POHbI, NpeBpaLas TMMUT-AEKCTPUH B [JIMKOTEH C HapyX-
HbIMM LENsiMKM HOPMasbHOW [ANIMHbI, C APYron — OCBO-
6oxpaa rnoKo3dy nytem ruaponunsa a-1,6-rnoKo3naHomn
cBA3KW. HepoctaToyHOCTb depmeHTa BieyeT HapylweHue
npoLecca rMUKoreHonn3a, NpMBOAS K HaKOMEHUIO B TKAHAX
(NevyeHb, MbllWLbl) MONEKY FMMKOreHa aHomanbHOW GopMbl
C YKOPOYEHHbIMW HaPYXHbIMKU LIENSAMU, KOTOPbIA OKa3bl-
BaeT LMTOTOKCMYECKOEe AeNCTBUe, MpuBOAA K AUCOHYHK-
LMK COOTBETCTBYIOWMX opraHoB. MexaHu3ambl GopMmnpoBa-
HUS TUMOMNMKEMUMN WM NaKTaTauMao3a CXOAHbl C TAKOBbIMU
npv B | [10, 11].

ukoreHoBasa 60ne3Hb, Tun IV

3aboneBaHve 0O6YCNOBJIEHO MyTaUUsaAMW B TEHe
GBE1, kogupyoweM amuno-1,4:1,6-rnokaHtpaHcdepasy,
4TO MPUBOAWT K €€ HeJOCTaTOYHOCTHN B MEYEHU, MbllLAX,
NenKouuTax, aputTpounTax M pumbpobnacTtax. [eH Kap-
TUPOBaAH Ha KOPOTKOM njevye 3-W XpOMOCOMbl B JIOKyCe
3p12.2.

Amwnno-1,4:1,6-rnoKaHTpaHcdepasa yyacTByeT B MeTa-
6011M3Me TIMKOreHa MpW TOYKax BETBIEHWUS MKOreHOBO-
ro «gepesa». HegoctaTtoyHOCTb depmeHTa 06ycnoBAMBaeT
HapylleHne HopMalibHOrO CUHTE3a IMKOreHa, BCAeACTBME
yero obpasyeTcsi aHOMallbHbIK MonuMcaxapug C amuiaoneK-
TUHOMOLOGHOM CTPYKTYPOW (NOMMINIMKO3INMKaH), KOTOPbIN,
HaKanMBasCb B Pa3/iMyHbIX TKaHSAX, BKAOYas MNe4vyeHb
M MbilLbl, NOBPEXAaeT UX KNeTKku [1, 12].

MukoreHoBasa 60ne3Hb, TUN V

3aboneBaHne 06ycnoBaeHO MyTauusaMu reHa PYGM,
Koaupylouero MoilwedHyo docpopunasy. eH KapTupoBaH
Ha AAMHHOM nnedve 11-M xpomocombl B Nokyce 11q13.1.
BcnegctBue geduuunta mblwedyHon docdopunasbl Hapy-
LIaeTCs pacllensieHne rMUKOoreHa Ao roKo3o-1-pocdaTa,
B pea3ynbTaTe 4ero MpPOWCXOAWUT HaKOMJEHWE [NMKOreHa
B MblLILIAX.

ukoreHoBasa 6one3Hb, Tun Vi

3aboneBaHne BO3HUKaeT BCNEACTBME MYTaLWK B reHe
PYGL, koagupytouiem docdopunagdy nevyeHu. leH KaptuposaH
Ha AIMHHOM nneye 14-i xpomocoMbl B Iokyce 14q21.1 [1].

Oednumnt neyeHovHon docdopunasbl, KaTanmsnpyowemn
nepBylO peaKkLUMio pacnaja rMMKoreHa, BeaeT K ero nsbbli-
TOYHOMY HaKOMIeHMto B renatountax [13, 14].

ukoreHoBas 6one3Hb, Tun IXal un IXa2

3aboneBaHne 06ycnoBneHo MyTauusamu B reHe PHKA2,
KOAMPYIOWEM 0,-CYObeMHULY NEYEHOUHON KuHasbl ¢poc-
dopunasbl, YTO NPUBOAMT K €€ HEAOCTATOYHOCTU B MEYEHH
M aputpoumTax (noatun IXal) unm TonbKO B neyeHu (MoaTun
IXa2). TeH KapTMpOBaH Ha KOPOTKOM Mieye X-XpOMOCOMbI
B IOKyce Xp22.13 [1].

ukoreHoBas 6onesHb, Tun IXb

3aboneBaHne 06ycnoBneHO myTauumsamu B reHe PHKB,
Koaupylouwem B-cy6beanHuLy MbllEYHON/NEeYeHOYHON
KWHa3bl dochopurnasbl. [eH KapTMpoBaH Ha AJIMHHOM Mevye
16-n xpomocoMbl B IoKyce 16q12.1.

ukoreHoBas 6one3Hb, TUN IXc

3aboneBaHne 0O6YCNOBJIEHO MyTaUUsaMW B TeEHe
PHKG2, Koaupytolem TECTUKYNAPHYIO/NeYeHOUYHY0 M30-
dopmy y-cyObeanHULbl KMHa3bl dochopunasbl. l'eH Kap-
TUPOBaH Ha KOPOTKOM nieye 16-M XpOMOCOMbI B JIOKyCe
16p11.2.

ukoreHoBas 6one3Hb, Tun IXd

3aboneBaHne 06ycnoBNeHO MyTauusamu B reHe PHKAL
KOAMPYIOLWEM MbllLEYHYI0 N30hopMy a-cy6beanHULbl KMHa-
3bl dochopunasbl. [eH KapTupoBaH Ha AOJIMHHOM [MJeye
X-XxpomMocoMbl B IoKyce Xq13.1.

laToreHe3 rAMKoreHoBbIX 6os1e3HeH, Tun IX

Oedunumnt ntobon u3 cybbeanHuL, KuHasbl ¢ochopuna-
3bl b HapywaeT npouecc pocdoponnsa ne4eHo4Hon doc-
dopunasbl b B dochopunady a, 4To BeeT K HapyLeHH o
aKTMBaLUMK MocnegHen U B UTOre — K HEBO3MOXHOCTHU
paclienneHns rnMkoreHa. ®ocPpoKknHaza cocTouT U3 4
pasHbIX CyGbeaMHULL, KaXKaylo U3 KOTOPbIX KOAUPYIOT pas-
JINYHbIE TEHbl, pacnofiarallmnecs Ha pas3nyHbIX XPOMO-
coMax M Nno-pa3HOMYy 3KCMpeccupytolmMecs B pasinyHbIX
TKaHax: a (PHKA2), B (PHKAB), y (PHKG2), 6 (CALM1).
Cy6beanHuLbl a 1 B BbINONHAIOT PErynsatopHble GyHKLUWH,
Y — KaTaauTuyecKyto GyHKUMo, a & — PYyHKLUMIO CBA3bI-
BaHUs MOHOB CaZt. Cy6beanHuua a nmeet ase naodop-
Mbl — MbIWEYHYIO M MEYEHOYHYIO, KOAMPYEMblE ABYMS
pasHbIMK reHamu, pacnofiaralwMMmnca Ha X-XxpoMocoMme.
HepoctatoyHOCTb KMHa3bl dochopunasbl, B 3aBUCUMO-
CTU OT M30POPMbl, MPUBOANUT K HAKOMIEHUIO TMKOreHa
B MEYEHW, B MEYEHM M MbllIL,AX, M30/IMPOBAHHO B MblLLLIAX,
B cepaue [15, 16].

ukoreHoBas 60se3Hb, TUN X

3aboneBaHne 06ycnoBaeHo MyTauusamu B reHe PGAM2,
Koaupylouwem MblweyHyto docdhornmueparmyTady. leH Kap-
TUPOBAH Ha KOPOTKOM njeye 7-h XPOMOCOMbl B JIOKyce
7p13. HepgoctaTto4yHOCTb GepmMeHTa NPUBOANT K HapyLEHUIO
npeBpalieHns 3-pochornmueparta B 2-pocdoramuepar,
HapyLIEHWIO NPOLECCOB MMTIMKONN3a U HAKOMJIEHMIO IMKOre-
Ha B MblLLLAX.

ukoreHoBasa 6one3Hb, Tun Xl

3aboneBaHne 06yCcnoBAEHO MyTauusamu B reHe LDHA,
Koaupylouem cybbeauHuuy A nakrtataerngporeHasbl. [eH
KapTupoBaH Ha KOPOTKOM njieve 11-M XpOMOCOMbI B JIOKyCe
11p15. HepoctatoyHOCTb depMeHTa MPUBOAUT K Hapy-
LUEHMIO MPOLIECCOB [MIMKOAM3a M HaKOMEHWIO TIMKOreHa
B MblLILIAX.

Cunpapom ®aHKoHu — Bukena
3aboneBaHne 06ycnoBneHo Mytauuamu B reHe SLC2A2,
KoAupylowem TpaHcnopTep MoKo3bl 2. [eH KapTMpoBaH



Ha ONMHHOM nfeye 3-M XpOMOCOMbl B nokyce 3g26.2.
HepgocTtaTouHOCTb GepMEeHTa NPUBOAMT K HapyLWEeHUIO TPaHC-
rnopTa MOKO3bl U ranakTo3bl Yepes KIIeTOYHYl0 MeMBpaHy
B renatouuTtax, anuTeNnm KMWeYHMKa M NoYeYHbIX KaHalb-
LEB, H4TO NPUBOAMT K HAKOMIEHMIO MTMKOreHa B KNIeTKax.

FmukoreHoBas 60n1e3Hb, TN 0

3aboneBaHne 06YCNOBIEHO MyTauuaMK B reHax GYS2
n GYS2, KOAMPYIOLWMX MEYEHOUYHYID W MbILWEYHYIO NIUKO-
reHcuHTasy. leH KapTMpoBaH Ha KOPOTKOM nedvye 12-i
XpOMOCOMbI B NIoKyce 12p12.1 (ans ne4yeHOo4YHON dopMmbl)
W Ha ANMHHOM nnevye 19-1 xpomocombl B Iokyce 19q13.33
(ang  MblweyHon). HepocTaTOYHOCTb TIMKOrEHCUHTa3bl
NPUBOAMT K HEBO3MOXHOCTU CUHTE3a MMKOreHa W, CooT-
BETCTBEHHO, K BblpaXEHHOMY CHUXXEHUIO €ro coaepKaHus
B NMEYEHM UK MblLULLaX.

Bbone3Hb HaKoMJIeHUS FMUKOreHa B cepaue,

BpPOXAEHHaA, NeTajibHasA

3aboneBaHne 06ycnoBaeHo MyTauusamm B reHe PRKAG2,
KoAMpyloWeM y,-cyGbeanHuuy S'ageHosnHmoHodocoart-
aKTUBMPYEMOW  MNPOTEWHKMHa3bl. [eH KapTupoBaH
Ha AJIMHHOM nievye 7-W XPOMOCOMbI B /noOKyce 7q36.1.
HepoctaTtoyHOCTb pepmeHTa NPUBOANUT K HAPYLIEHUIO pery-
nauMn ageHosumHTpudocdhata, HapyweHutio metabonusma
FNOKO3bl U XMUPHbBIX KUCMOT, OTNIOXKEHUIO TIMKOreHa B Kap-
avoMuouuTax.

SANMUAEMHUONIOrUA

YacTtoTa BcTpevyaemocTtu I'b coctaBnseT ot 1 Ha 20 TbiC.
no 1 Ha 40 TbiC. HOBOPOXAEHHbIX [17]. Hanbonee vacto
BcTpeyatotesa B 1, 111, VI n IX.

I'b la BcTpeyvaeTca npumepHo y 80% nauueHToB cpeau
Bcex 6onbHbIXx B | [18]. YacToTta BCcTpevaemoctn b la
B 06Len nonynsaunmn coctanset 1 Ha 100-300 Thic., cpeau
eBpeeB-awkeHa3n — 1 Ha 20 Tbic. [2]. B Ib BcTpeyaeTcs
npumepHo y 20% nauneHToB Bcex 60bHbIX B | [2].

b Il BcTpeyaetca y 24% oT Bcex nauueHTtoB ¢ [b.
YacTtoTa gaHHoro 3abonesanua B EBpone coctaBnset 1 Ha
83 ThIC. }MBbIX HOBOPOXAEHHbIX, 1 Ha 5400 — B U3paune,
Ha ®Papownckux ocTpoBax (CeBepHasa ATnaHTMKa) — 1 Ha
3600 HOBOPOXK/AEHHbIX, YTO CBA3AHO C 3PpdEKTOM OCHOBA-
Tens [19].

'B VI BcTpeyaetca ¢ yactoton 1 Ha 100 TbiC. HOBOPOXK-
[OEHHbIX.

I'B IX npakTnyeckn B 25% cny4yaeB o6ycnoBfeHa Heao-
CTaTOYHOCTbIO a,-CYObEeAMHULbI KUHa3bl ¢ocdopunassl,
cooTBeTcTBeHHO b IXa aBnsetca Haubonee pacnpocTtpa-
HeHHoM cpeau I'b atoro Tnna [16, 20].

OCOBEHHOCTU KOAUPOBAHUSA 3ABOJIEBAHUA
Nno MEXAYHAPOAHOW CTATUCTUYECKOM
KJIACCUDUKALIMM BOJIE3HEHW U NPOBJIEM,
CBfiI3AHHbIX CO 3JOPOBbLEM

E74.0 Bone3Hn HaKoNeHWs rUKoreHa.

K/NIACCUDOUKALUA

B HacTosiWwee BpeMs NPUHATO MCNONb30BaTb Knaccudu-
Kauuto, npeanoxeHHyto . Kopu B 1954 . 1 NOCTPOEHHYIO
Nno XPOHONOrMYyecKomy npuHumMny: Tunbl N6 0603HavaloTCs
pPUMCKMMU UnbpamMu 1 pacnonaratoTcs B NOPSAKE OTKPbITUS
CMHAPOMOB M COOTBETCTBYIOWMUX PePMEHTHbIX AedeKTOB.
MpuBognmas paboyas knaccudukaumnsa I'b y4uTbiBaeT TUMbI
3a6o0neBaHuns, PepMeHT, HeLOCTaTOYHOCTb KOTOPOro NpuBe-
fla K Pa3BUTUIO KJIMHWMYECKON KapTUHbIl, BaXHENLWNE KINHU-
KO-nabopaTopHble XapaKTEPUCTUKKU, OCOBEHHOCTU TEeYEHMS
M NPOrHO3a 3TOM NaToNormHu.

K/IMHUYECKASA KAPTUHA

ukoreHoBaa 6one3Hb, TUN la

Bo3pacT Hayana 60/M1e3HM — HeoHaTaslbHbIM Mepuoa,
yaule 1-v roa »u3sHu (B 3—4 mec).

OCHOBHblE KJIMHUYECKME MNPOSIBNEHUS 3a60/eBaHUSA:
3a4epKKa GUBNYECKOro pasBUTUS, «KYKOJSIbHOE» UL,
60/IbLLION BbLICTYNAOWMIA XKUBOT, renatomeranus, auodoys-
Has MblllEeYHas TMNOTOHMS, KCAHTOMbI Ha KOXe.

B 60nbWKHCTBE cnydyaeB 3aboneBaHne MmaHudectTupyet
OCTPO: anNun30abl cnabocTu, BAAOCTH, BNIOTb 10 KOMbI, 06Y-
C/OBJ/IEHHbIE TUMOMMKEMMEN WM NaKTaTaUMAO30M. Y 4acTu
NauneHTOB pa3BMBAETCA CYAOPOXKHbIA CUHAPOM, 06YCnOB-
NIEHHbIV TMNOTNIMKEMUEN.

CO CTOPOHbI XeNyao4HO-KuleyHoro TpakTa (HKKT) BbisiB-
NA0TCA renaToMeranus, HapylieHne GyHKLUKU NeYeHu, neye-
HOYHas HeaoCcTaTOYHOCTb. MOXKET pa3BMBaTbCs afeHOMa-
TO3 MEYEHWU, UMEIOLLMI CKIOHHOCTb K 3/10Ka4eCTBEHHOMY
nepepoXxaeHuto (renatoma, renaToLeNItoNgpHas KapumHo-
Ma). NevyeHoYHble ajleHOMbI OTHOCSTCS K XOPOLLIO U3BECTHbLIM
ocnoxHeHnuam b |. MosgBneHne ageHoMbl nevenu npu b
BO3MOXHO B Nt060M BO3pacTe, 0OgHAaKO 06bIYHO OHM Ob6pa-
3yl0TCA MeXy BTOPbIM U TPETbUM AECATUNETUSMU KUSHU
c yacTtoTom o1 16 ao 75%, KoTopasi He 3aBMCUT OT Nnosa nauu-
eHTOB. Ha ¢doHe runepaunuaemmm Moxet chpopmMmMpoBaThbCa
XPOHUYECKMI NaHKpeaTwHT.

MopaxeHne no4vyeK BKOYaAET B cebsa (oKalbHO-cer-
MEHTapPHbIK [TOMEPYNOCKIEPO3, COMPOBOXKAAMLWINICS
NPOTEUHYPUEN U CHUKEHWEM MOYeyHbIX QYHKUWMKA, HEDPO-
KaNbLUMHO3, aMWIOMA03, CUHAPOM PaHKOHM, AMCTaNbHbIN
NOYeYHO-TYOYNAPHbIM aLua03 C MCXOAOM B XPOHMYECKY!O
NMOYEYHYID HEeAOoCTaTO4YHOCTb, Tpebylollyl remoanannia
W/Mnn TpaHcnaaHTaumm noyek [18, 21]. B noctny6epTaTHbIN
nepuvoa Ha NepBbIM NiaH BbICTYNaeT rMNepypuKkemMus c ee
KIMHUYECKMMU OCNOXKHEHNaMU [22, 23].

TaKKe xapaKTepHbl HOCOBbIE KPOBOTEYEHUS, OCTeone-
HWS, OCTEOMNOPO3, CKJIOHHOCTb K MnepefioMam, rMnoroHa-
AN3M.

Y HEKOTOpPbIX NaLMEHTOB pa3BUBAETCS IeroYHas runep-
TEH3Us, nporpeccupylollas B XPOHWYECKYK CepPAeYHYIo
HeI0CTaTOYHOCTb M NPUBOAALLAA K CMEPTU B IOHOLIECKOM
BO3pacTe.

MoparkeHne ronoBHOrO MO3ra BO3HWKAET BCleacTBME
NMOBTOPHbIX TSXKENbIX TMMNOMMKEMUMYECKMX aTaK, Hepeako
BbliBNIieTCA y nauneHToB ¢ ['b | [24].

MopaxeHne mbiwl npu b la npoTtekaetr ¢ dopmupo-
BaHMEM MWOMATUYECKOrO0 CMHAPOMA M HapylueHUEM YHK-
UMK Mbllwl. CuMnTOMbl 60NE3HU XapaKTepu3YlTCcs Hanu-
YMEM BbIPAKEHHON MbILLEYHON TMNOTOHWM C MOCAEeAYoWUM
HapacTaHWeM cnabocT M aTPOPUM MbIlL, MPOKCUMalb-
HbIX OTAENOB PYK W HOI (@MUOTPOPUYECKMI CUMNTOMOKOM-
nnekc) [25].

Mpn na6bopaTopHOM MCCNefoBaHWM BbISBASIOTCH TMMO-
rIMKEMUS, NaKTaTauwnao3, MNOBbILIEHME acnapTaTamMUHO-
TpaHcdepasbl (ACT), anaHMHamuHoTpaHchepasbl (AJIT),
rMNEPYPUKEMUS, TUNEPAUNUAEMUS (3HAYMTENbHOE MOBbI-
LIEeHWEe YPOBHS TPWUIIMLIEPMAOB, YMEPEHHOE MOBbILIEHUE
ypoBHS ¢docdonmnunaos, NMNONPOTEMHOB, XONleCTEPMHA,
JINHM, HM3KWIK ypoBEHb IMNONPOTENHOB BbICOKOM MIOTHO-
ctu (JIMNBIM)).

ukoreHoBaa 6one3Hb, TUN Ib

Bo3pacT Hayana 3aboneBaHnss — HeoHaTallbHbIM Nepu-
O/1 ¥ MEPBbIN O USHM.

OCHOBHblE KJIMHMYECKME MNPOSIBNEHUS 3a60seBaHUs:
3a4epKKa GU3NYECKOro pasBUTUS, «KYKOSIbHOE» UL,
60/1bLLION BbICTYNAOWNUIN XNBOT, GYPYHKYNEe3bl, nepruopasib-
Hble U MepuaHabHble U3bA3BMEHUS, TAXKENble PEeUnanBu-
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pylowmne MHOGEeKUUn, OTUTbl, BOCNanuTe/bHble 3a6oneBaHums
KULWIEYHMKA, YTO CBA3AHO C HalM4YUEM HEMTPONEHUN U LUC-
GYHKLNKN HENTPODUNOB.

B 6onblwmHCTBE cnyvyaeB 3abonieBaHWe HayumHaeTcs
0CTPO, C 3NM3040B cNaboCTH, BANOCTH, HAPYLLEHUS CO3Ha-
HMS, BMNNOTb A0 KOMbl B CBSI3W C FMMOMIMKEMUEN U Bbipa-
JKEHHbIM NaKTaTaungo3oMm, 4TO 0O6YC/0BMEHO YBEMYEHU-
€M MHTepBana Mexfay KopMneHusmu. MNopaxkeHue neyexu
BK/IlOYaeT B ceba renatomeranuio, HapyweHue OyHKLMK
neyeHun BNIOTb A0 PA3BUTUS LLIMPPO3a, aleHOMaTOo3 NeYyeHH,
MMEIOLWMIN CKNOHHOCTb K 3/10Ka4eCTBEHHOMY Mepepoxie-
HWIO (renaTtoMa, renatouenfonsapHas KapuuHoma). Y naum-
€HTOB 4acCTO pa3BMBalOTCS NaHKPeaTUTbI.

MopaxeHne novyek BKJOYaeT B cebs MPOTEUHYpPHUIO,
runepypukemuio, GoKanbHO-CErMeHTapHbIi rNoMepyno-
CKNepos, HedppPoKanbLMHO3, aMUNONA03, CUHAPOM PaHKOHH,
AWCTaNbHbIM NOYEYHO-TYOYNAPHBIM aLMa03 C UCXOA0M B XPO-
HWYECKYIO MOYEYHYI0 HEAOCTaTOYHOCTb.

B paHHOWM rpynne nauMeHTOB NoBbllEeHa YacToTa BCTpe-
4aeMOCTM ayTOMMMYHHbIX NOPaXeHWUM WMTOBUAHON XKenesbl
W runotupeosa [26-29].

Mpn nabopaToOpHOM MCCNEfOBaHUKU BbIABASIOTCA HEW-
TPOMNEHMs, TMNOMMKEMUS, NaKkTaTaungos, nosbiweHme ACT,
AT, rMnepypuKemMus, runepnunuaemMuns (3HavymTenbHoe
NOBbILUEHNE YPOBHSA TPUMIMLEPUAOB, YMEPEHHOE NOBbLIWeE-
HWe ypoBHS dochonnnmnaos, MMNONPOTENHOB, XONECTEPHHA,
JIMHM, HM3KKuM yposeHb JIMBIM).

ukoreHoBas 6one3Hb, Tvn Il

BospacT Hayana 3a6oieBaHUs — NEPBbIN MOf U3HW.

OCHOBHblE K/IMHUYECKME MNPOSIBNEHUS 3aboneBaHus:
3a4eprKKa GU3NYECKOro pPa3BUTHS; NOParKeHUe NevyeHn —
BK/IlOYaeT B ceba renatomeranuio, HapyweHue OyHKLMK
neyeHn, GMbpPO3 NevyeHun; Co CTOPOHbI CEPAEYHO-COCYANCTON
CUCTEMbl — KapAuvoMeranus, KapamomuonaTtus, npu anek-
Tpokapaunorpacdum (AKIN) — npusHaku runepTpodmm neBoro
enyaoyka.

Co CTOPOHbI MbILEYHON CUCTEMbI Y MALMEHTOB BbISIB-
naTca auddysHaa MbllevyHas TrUNOTOHUS, MblleyHas
cnaboctb, MuonaTtus. C BO3pacToM MblweyHas cnabocTb
HapacTaeT, pa3BuBaeTcs rMNoTpodua MbllWL, AUCTaNbHbIX
OTAENIOB KOHEYHOCTEN, BO3HWKAET OrpaHuyeHne MnoaBuIK-
HOCTV NO3BOHOYHMKA.

Y 4acTu NauMeHTOB BCTPEYalTCH XPOHUYECKUE OTUTHI,
CUMHYCWTbI, OCTEOMNOPO3, FMNOroHaanM3m. HekoTtopble 601b-
Hble ¢ ['b Il nonagatoT B rpynmny BbICOKOrO pUCKa pasBUTHUSA
0CTEeOonopo3a, 4To, B CBOIO 0Yepeb, MOXKET SABNATLCA Cnej-
CTBMEM NaKTatauMaosa v runoroHagn3ama.

MopaxeHne noyek npu I'b Il nposBnseTca peHanbHbIM
Ty6ynsipHbIM aumaosom [10, 11, 30].

Mpn nabopaTtopHOM MCCNeAOBaHWM BbISBASIOTCH MMNO-
FMUKEMUS, Y 4acTu AeTel — yMepeHHbl nakTatauuaos,
nosbiweHne ACT, AJTT, runepnunuaemus (NoBbllEHWE YPOB-
HSi TPUIIMLEPUAOB, XONeCcTepuHa), yBenMyeHne nokasate-
nen KpeatnHpocohokmHasbl (KPK) n naopepmeHToB Kpea-
TUHPochOoKMHa3bl (KPK-MB) B KpoBw.

Y 15 % naumMeHTOB BbIABASETCS M30/MPOBAHHOE Mopa-
EHUEe NeYeHu.

ukoreHoBas 60ne3Hb, TuN IV

Paznuyalor 6 KNnHUYeckux dopm AgaHHOro 3aboneBa-
HUS: KNlaccuyecKkas neyeHoYyHas, Hemnporpeccupyowas
nevyeHoyHas, daTanbHaa nepuHaTanbHas, BPOXKAEHHas
HEepPBHO-MbIWEYHas, AeTCKas HEPBHO-MbIWEYHas, B3pocnas
HEePBHO-MbllLeYHas ¢ n30AMpoBaHHOM muonatuen [31, 32].

Knaccuyeckas neyeHo4vyHas dopma I'b IV xapaKkTepuayeT-
cs renatomeranven, Bo3HMKalollen B Bo3pacTe 12-18 mec,

naoxon npubaBKOM Macchbl Tena, 6bICTPONPOrpeccupyto-
WMM Mopa)KeHMem MneyveHn BNaoTb A0 Pa3BUTUS LMPPo3a.
levyeHo4yHaa HeaoOCTaTOMHOCTb pa3BMBaETCs B Bo3pacTe
3-5 et v NnpuMBOANT K rMbenn naumeHTa.

Y 60/bHbIX Hernporpeccupylowen nevyeHoyHon ¢op-
MOW BbISIBAAIOTCA renatoMeranus, renatocnjeHoMeranms
M He3Ha4yuTeNbHOE MOBbIEHUE NeYEeHOYHbIX TPaHCaMnHas
B KPOBM, KOTOpble C BO3PacTOM MOryT BEPHYTbCH K HOp-
MaslbHbIM 3HAYEHUSAM.

Mpn nepuHatanoHon (paTanbHon) dopme b IV aHTeHa-
TanbHO BbLIABASETCS BOASHKA BHYTPMYTPOOHOro pebeHKa
M 060/104€eK MNAOAHOrO MNy3blps, HabGAAAETCS CHUMKEHUe
ABUraTeNlbHON aKTMBHOCTM BHYTPUYTPOGHOro pebeHKa,
B 4acTu c/lyqyaeB Y MaTtepew onucaHbl KUCTO3HblE TUIPo-
Mbl B LWEeNKe MaTKU. OCHOBHbIE KIMHUYECKUE MPOSIBIAEHMS
3a6oneBaHus: apTporpmMnos, auddysHasa MbleyHas runo-
TOHMS, MblleYHas cnabocTb, runopedneKkcus, Kapamommo-
naTusl, yrHeTeHWe AblXaHus, YMEPEHHOe NnopaeHue neye-
HW. JleTanbHbIM UCXO4 B HeoHaTaNbHOM nepuoge Ha doHe
TSXKENO0ro NopaKeHns cepaeyHo-CoCYaANCTON, AblXxaTeNbHOM
CUCTEM M NPOrPECCUPYIOLLErO NOPaXKEHUS MbILLLL.

BpoxaeHHas M peTckas HepBHO-MblWeYyHble GopMbl
3a60/1eBaHUS XxapaKTePUIYIOTCS NPOrpeccupytoLLlen mmona-
Tven n kapanomunonatuen [33]. MepBble NPpU3HaKKU — Hene-
PEHOCUMOCTb GU3UYECKMX Harpy3oK, oablwka npu dusm-
4yeCKux Harpy3kax. C Bo3pactom 3aboneBaHne HEYKIOHHO
nporpeccupyet, pa3BMBaeTCs MblleyHas cnabocTb. B Taxe-
NIbIX CAy4Yasix — 3acTorHas cepAedyHas HeLOoCTaTOYHOCTb.
Mpun nabopaTopHbIX UCCNEefOBaHUSAX BbIBASETCA MOBbIWe-
Hne KOK.

Bapocnas dopma gaHHoro 3aboneBaHus npeacrasnset
co60M N30NMPOBAHHYIO MUOMATUIO MK NONUMNIOKO3aHOBYO
60ne3Hb (6onesHb Jladopa).

ukoreHoBas 60n1e3Hb, TUN V

3aboneBaHne BO3HMKAET Ha NePBOM-BTOPOM JecaTuine-
TUM KUSHW.

OCHOBHble K/IMHUYECKME MNPOSABNEHUA: HeNepeHOoCH-
MOCTb GM3MUYECKUX HArpy30K, MblleyHas cnabocTb, 601K
B MblWLaAX, Cyaoporu nocne dbuM3nM4yecKknx Harpysok, pab-
aomuonus. lMpu nabopaTtopHOM wWcclefoBaHUM — yBe-
nuyeHne ypoBHA KPK KpoBW, npu GU3MYECKON Harpys-
Ke — yBenuMyeHue nakraTta, MOYEBOM KMUCNOTbl KPOBH,
MWOTNOGUHYpPHUS.

ukoreHoBas 60ne3Hb, Tun Vi

BoapacT Havyana 3aboneBaHns — nepsble roAbl XU3HMU.

OCHOBHbI€ K/IMHWYECKOE NPOSIBIEHNS: 3aepKKa pocTa
B I€TCKOM BO3pacTe, renatomeranus, HapyweHue GyHKLMK
neyeHu. Mpu nabopaTtopHOM UCCNEeAOBaHUM — yMepeHHas
runornukemus, runepaunugemus. O6bl4HO 3aboneBaHue
npoteKkaeT AO6POKAYeCTBEHHO, C LOCTUMEHWEM CTOMKOM
pemMuccumn CMMNTOMOB MO Mepe pocTa pebeHKa. MNpu HeKo-
TOPbIX MyTaLMSAX COXPaHAETCs ocTaTo4Has akTUBHOCTb dep-
MEeHTa, U y TaKux nauneHtoB 607e3Hb NPOTEKAET C MUHMU-
MaJibHON KNMHUYECKOM cumnToMaTukom [34].

ukoreHoBas 60ne3Hb, TUN IXa

3aboneBaHne BO3HUKAET B NepBble oAbl XU3HMU.

OCHOBHbI€ K/IMHWYECKNE NPOSIBIAEHNS: 3a4epKKa pocTa
B JETCKOM BO3pacTe, 3afepxKa MOTOPHOr0 pa3BuTus, rena-
TomMeranus, HapyweHue byHKUKMM neveHun. MNpu nabopatop-
HOM o6CcnefoBaHMK BbISBASIOT YMEPEHHYIO TMIOMMKEMMUIO,
He60/blWoe MOBbIWEHNE NEYEHOYHbIX TpaHCamuHag, xone-
CTEepUHa, TPUINLEepHULoB. TeyeHne 3aboneBaHuns 6naronpu-
ATHoe. C BO3pacTOM K/IMHUYECKME NPU3HAKKM U BUOXMMUYe-
CKMe noKasaTtenn NOCTENEHHO HoOpMann3yloTes.



uKkoreHoBasa 6one3Hb, Tun IXb

Bo3pacT Havyana 3aboieBaHN — NepPBbIE rofAbl }USHM.

OCHOBHbIE K/IMHMYECKME NPOSIBNEHMS: HU3KUI POCT,
renaTtomeranus, HapyleHue OQYHKUMKU MedYeHn, auapes,
anddy3Haa MblleyHas TMNOTOHUSA B COYETAHUM C JIETKOM
MbllleYHON cnabocTblo. MNpy nabopaTtopHOM MCCneaoBaHUK
BbisiBnseTcs ysenndenue ACT, AJIT, tHoraa — runornmkemus.

ukoreHoBaa 6one3Hb, TUN IXc

Bo3pacT Havyana 3ab6ofieBaHNA — NepPBbI€ rofdbl }USHM.

OCHOBHbIE KIMHWYECKME NPOSBEHMSA: 3alepKKa pocTa
B AETCKOM BoO3pacTte, renatomeranus, ¢ubpo3 MeyeHH,
B psile cny4yaeB — LMPPO3 MeyvyeHu, npoamdepaums xeny-
HbIX MPOTOKOB, CM/IEHOMEraans, Mbille4yHas rmnotoHus [34,
35]. Npu nabopatopHOM 06CNef0BaHUM BbIABASIOTCA FMMO-
rMMKemMUs (ronoa), NakTataumMaos, yBenndeHne neveHoUHbIX
TpaHCaMWHa3 KPOBM, TMNEPTPUIINLEPUIEMHUS, NOBLILIEHNE
YPOBHS! KETOHOBbIX TE€/ MPKU FOI0AAHNUN.

uKkoreHoBaa 6one3Hb, TN IXd

3aboneBaHne BO3HWKAET Ha NEPBOM-BTOPOM AecsATuNe-
TUMN HU3HM.

OCHOBHblE K/IMHMYECKME MPOSABNEHUS: HEMepeHOoCH-
MOCTb OU3MYECKMX HArpy3oK, MblleyHas cnabocTb, aTpo-
U1K MbilIL, KOHEYHOCTEW, 6ONM B MbllLLAX NPU GUINYECKMX
HarpysKax, nepeHanpseHue Mbllll, Bbl3BaHHOe U3K-
YeCKMMK Harpy3kamu. pn nabopaTopHOM uccnefoBaHUK
BbIiBAAIOTCA yBenndyeHne KOPK KpoBM, MMOrno6GuHypwus
(nocne Gn3nYeCcKMx Harpy3oK).

ukoreHoBaa 60ne3Hb, TN X

3aboneBaHne MaHUbECTUPYET B AETCKOM MM NOAPOCT-
KOBOM BO3pacTe.

OCHOBHblE K/IMHUYECKUE MPOSABNEHUS: HEMEepeHOCH-
MOCTb GPU3MYECKMX HArpy30K, 601 B MbllILAX, MbllleYHas
cnabocTb, pab4oMMONNG, ¥ YacTu NaLUMeHTOB pa3BMBaeTCS
noyeyHass HeJOCTATOYHOCTb. KnuMHMYecKas cvMmnToMaTuKa
nposouupyetcs GU3NYECKUMKU Harpy3kamu. lNpu nabopa-
TOpPHOM UccnefoBaHMn — yBennyeHme KPK kposu, muorno-
GUHYPUS, MUTMEHTYPUS.

ukoreHoBaa 6one3Hb, Tun Xl

3aboneBaHve MaHudecTupyeT B AETCKOM Bo3pacTe,
nposouunpyetcs GU3NYECKOM Harpy3Komn.

OCHOBHblE K/IMHUYECKUE MPOSABNEHUS: HEMEepeHOCH-
MOCTb OM3NYECKUX Harpy3oK, 601 M cnasmbl B MbllULaX,
MbllleYHas PUTMAHOCTb, PabAoOMMOAN3, 3pUTEMATO3HOE
nopa)KeHMe KOXW, MHOraa — MoparKeHue noyek, novyeyHas
HegoCTaTO4YHOCTb. [lpn nabopaTopHOM wuccnegoBaHUKM —
yBennyeHne KPK KpoBu, yBenmMyeHne naktata u nupyeaTa
KPOBU, MUOTTOOUHYPUS.

CuHnapom ®PaHKoHU — Bukensa

3aboneBaHne MaHMbECTUPYET B NEePBbIE FOAbl XU3HM.

OCHOBHbIE KIMHUYECKME MPOSIBNEHUS: 3aepKKa GU3u-
YeCKOro pa3BUTUSA, HU3KMK POCT, 60JbLION BbICTyNatoWmMm
MBOT, OTCYTCTBME PAXUTUYECKUX M3MEHEHUN KOHEYHO-
CTEN, XapaKTEPHbIX ANa runodochareMMyecKoro paxura,
0CTeonopo3, HepeaKo — nepenomMbl Tpyb4yaTbiX KOCTEW,
3aiepXKKa npopesbiBaHWa 3y60B, OTCTaBaHWE MON0BOr0
pas3BUTUS, MHOTAA — 3a4EPKKA MCUXOMOTOPHOIO PA3BUTUS.
[ns 3a6oneBaHUsl XxapaKTEPHO NopaxKeHne NoYeK, BKYa-
joulee B cebs Hebpomeranmio, AUCPYHKLUMIO NPOKCUMalb-
HbIX KaHanbLeB, TyéynonaTtuio. Co ctopoHbl KT — nnoxas
npubaBKa Macchbl Tena, renatoMeranus, HapylweHue QyHK-
LMK NevYeHu, Manbabcopbums. TakKe xapakTepHa nepuoau-
yecKas nmxopajka.

Mpu na6opaTtopHOM MCCNEAOBaHUW BbISBASIOTCA TMMO-
rMMKEMWUS HaToulaK, runokanvemus, runocdocoharemus,
TUMNOYPUKEMUS, YBEIMYEHNE LIENOYHON docdaTtasbl B KPo-
BW, TMNEpKanbLUypus, MIIOKO3YpUs, NPOTEUHYPUS, runep-
bochaTypus, runepaMmHoaLMaypus, KETOHYPHS.

FukoreHoBas 60n1e3Hb, TN 0

BospacT Havyana 3a6oneBaHuss — B Nepuoa HOBOPOXK-
[IEHHOCTW WM Ha NEPBOM FOAY U3HW.

Paznnyalot aBe KanHu4eckue dopmbl 3a6oieBaHnd —
NeYeHOYHYIO U MblLLIEYHYIO.

OCHOBHbIE KIIMHUYECKME NPOSIB/IEHNS NEYEeHOYHOW Pop-
Mbl I'B O: BANOCTb, cnabocTb, 61€1HOCTb KOMXKHbIX MOKPOBOB,
TOWHOTA, PBOTA, MMNOMMKEMUYECKME CYAOPOrH, TMNOMNKE-
MWS HaToLWaK, TMNEePKETOHEMUS, TUMEPITIMKEMUS U NaKTaTa-
uMao3 nocne npuema nuiunm. KnmHuyeckas cumntomaTtuKka
KynupyeTtcs NpMemMom nuuin. BarKHO OTMETUTb, YTO, HECMO-
TPS Ha HU3KKE NoKa3aTenu rMUKemmuu, y 60/blUMHCTBA AeTeN
He pa3BMBAETCS NOpaXKeHue LIeHTPanbHOM HEPBHOW CUCTe-
Mbl U HE MPOUCXOAMUT HapYLUEHNS GYHKLMKU NEYEHMU.

OCHOBHbIE KJIMHUYECKME MPOSABNEHUS MbILEYHON POp-
Mbl ['B O: runepTpoduryeckas KapamommonaTus, yenmieHume
NIeBOro npeacepauvsl, HapylweHue putma cepiua BnioTb
[10 CUHAPOMa BHE3amnHom cMepTH, BbicTpas yTOMISEMOCTb,
MbllleYyHaa cnabocTb, HENepeHOCUMOCTb GU3UYECKUX
Harpy3okK, MHoraa — CyAOPOXKHbIA CUHAPOM.

bone3Hb HaKoMJIEHUS IMUKOreHa B cepaue,

BpPOXAEHHasA, NeTajibHaA

3a6oneBaHne MaHUdECTUpPYyeT BHYTPUYTPOOHO —
y pebeHKa oTMevaeTca 6paanKkapans.

OCHOBHbIE K/IMHUYECKME NPOSBNEHNS: rpy6oBaThle Yep-
Tbl IMUA, Makporaoccus. Co CTOPOHbI CEPAEYHO-COCYANCTON
cucTeMbl — Kapauvomeranus, runeptpobuyeckas Kapamo-
Muonatus (GMBEHTPUKYNSAPHas runeptpodus), 3acTonHas
cepAeyHast HeJOCTaTOYHOCTb, TSXKeNble HapylweHus puTma
cepaua, CMHAPOM YKOpPO4YeHHOro PR, CHUeHMe apTepuanb-
HOro JaBieHus. Y NauneHTOB TaKKe HabnopatTca oTek
NIErKMX, acuuT, peHomeranus, runornnkemus. JletanbHbli
ncxod B HeoHaTanbHOM nepuoge.

PasnuyaloTr aBe 6onee 6naronpusiTHbie KAMHUYECKME
dopmbl 3a6oneBaHuns, TakxKe 06yCnoBAEHHblIE MyTaLUaMuU
B reHe PRKAG2: runeptpoduyeckas Kapamommonartums, T1n
6 n cuHapoMm Bonbda — MNMapkuHcoHa — BawTa.

AUATHOCTUKA
ano6bl u aHamHe3
Mpn cbope aHamHe3a peKOMeHAOBaHO 06paTUTb BHU-
MaHue Ha cnegytoliue xanobsol.
Npn HeoHaTanbHbIX Popmax Ib, npoTeKarWUX
C MY/ZIbBTUCHUCTEMHbIM MOPaXKeHNEeM:
°  BSIOCTb;
®  61e4HOCTb KOXHbIX MOKPOBOB, LIMaHO3;
° BfII0e cocaHue, OTKas OT efbl;
° MblleYyHas cnabocCTb;
° ofblllKa, HapyWweHUs abIXxaHus;

*  OTeKMu;

* B uYyacTu cly4yaeB — apTPOrpunos;

* pe3Koe yXy[lleHWe COCTOSHWA pebeHka — BM/OTb
710 KOMbl.

Mpn Knaccuyecknx ¢popmax N6 ¢ BO3pacToM Havana
Ha NepBOM-BTOPOM FOfY XWU3HMU:
e cnabocCTb;
® MOBbIWEHHAs YTOMIAEMOCTb;
®  61e4HOCTb KOXKHbIX MOKPOBOB;
° MOBblWEHHas NOTANBOCTb;
° «3anax auetoHa u3o pTa»;
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® TpeMop KOHEYHOCTEN;
® MOBbIWEHHOE YYBCTBO rO/0Aa;
° nnay 6e3 NpuUYMHbI, NOBbILWEHHAsA pPa34parKMTENbHOCTb

HaToLWaK;

°  TPyaAHOCTM NpM NPOBYKAEHUN (OCOBEHHO NOCE HOYHOIO

CHa);
®  3MM30A4bl CyAOPOr MPU M3MEHEHWW pPEXMMa MUTaHUS

(yBENUYEHUN MHTEPBANa MEXAY KOPMAEHUAMM);

° yBe/lMyeHue B pa3mMepax K1BOTa;
® HOCOBbIE KPOBOTEYEHUS;

° 3ajepxKa GU3NM4EeCKoro pa3BuTHS;
° renaTomeranus;

° 3ajepKKa NosoBOro pasBuTHUS.

Mpn ¢popmax b, npoTeKarLWmUx ¢ NPeuMyLeCTBEH-
HbIM Mopa)XeHuem ne4yeHW MW HayasoMm 3abosieBaHUs
B IeTCKOM BOo3pacTe:

° 3afepxKa pocTa;

°  BbICTyNatoLWmm X1BOT;

° renaTomeranus;

° 3nu304bl cNabocTu, BANOCTH.

Mpn Fb, NnpoTeKawLWHX C TAXKENbIM MNOpPa>KeHUem
noyek (cuHgpomv ®aHKoHM — bukens):
®  pPaxuMTonoaob6HbIe NBMEHEHUS CKeNeTa;
®  HU3KWKM POCT;

° 3ajepxKa npopesbiBaHns 3y60B;
® YyacTble nepenomsl;
° 3ajepKKa NosoBOro pasBuTHUS.

Mpn I'b, NpoTeKawWMUX ¢ NOPa*KeHHeM MbILEYHOH

CUCTEMBI:

° MblleYyHas cnabocCTb;

® HenepeHoCUMOCTb GU3NYECKUX Harpy3oK;

e 6071 B MbllLAX;

° MOAEPrnBaHUA MbllWL, MECTKOCTb MblWL, B OTBET

Ha Gu3nyecKme HarpysKu;

°  anddy3Has MblleyHas rMnoTOHUS;

® TEMHbIN LBET MOYM, OCOBEHHO NPU GUBUYECKUX Harpy3-
Kax;

° aTpodus MbllL, KOHEYHOCTEN.

dusukanbHoe o6cnegoBaHune
Mpn dM3nKanbHOM OCMOTpe creayeT o6paTuTb BHUMa-

HWE Ha Hann4me cnegyroLmx NPosSBAEHNUN.
Mpn HeoHaTanbHbIX Popmax [b, npoTeKawWUxX

C MY/ZIbTUCHCTEMHbIM NOPaKeHNeM:

° runopedneKkcus;

°  anddy3Has MblleyHas rMnoToOHUS;

° Kapguomeranus;

° KapguomuonaTtws;

° HapylweHue puTMa cepaua;

° cepaeyHas He4OCTaTO4YHOCTb;

° HapylweHuWe gblXxaHus;

® OTEKM N1ua, KOHEYHOCTEN.
Mpn Knaccuyeckux ¢popmax b ¢ Bo3pacTom Havyana

Ha NepoBOM-BTOPOM FOAY KU3HU:

° 3ajepxKa GU3NM4EeCKoro pa3BuTHS;

° 0OO0/IblIOW BbICTYyNalOWMNM XMUBOT C pacLUIMPEHHON BEHO3-
HOW CETbIO;

® JIOKasbHOE OT/I0XKEHME NOAKOXKHOM XUPOBOM KNeTHaTKu,
NPenMyLLECTBEHHO Ha LeKax («KYKONbHOE» ML), Tpyau,
aroauuax, 6egpax;

® KOXHble KCaHTOMbl Ha JOKTSX, KONEeHsX, Aroauuax,
6eapax;

° BblparKeHHas renatomeranus;

°* Hedpomeranus;

° Kapauomeranus, kapaunomuonatus (npu I'b, npoTeKkato-
WKMX C MOpaxeHWeM cepaua);

®  rMNOroHagusm;

°  anddy3Has MblleyHas rMnoToHUS;
° GdypyHKynes, CcTomMaTtuTbl, OTUTHI,
MHdeKunn (y naumeHTos ¢ I'b 1b);

Mpn ¢popmax b, npoTeKaroLWMnX ¢ NPeuMyLeCTBEH-
HbIM MopaXeHuem ne4yeHW M Hadasom 3abosieBaHHUSA
B A€TCKOM Bo3pacTe:

° 3ajepxKa GU3M4ECKOro pa3BuTHs;
° renaToMeranusa pasjinyHoOM CTENEHWN BbIPaXKEHHOCTH;
° MHOrAa — 3ajeprKKa MOTOPHOr0 Pa3BUTUS.

Mpun I'b, npoTeKawWMUX ¢ NOPa*KeHUemM MbILEeYHOH
CUCTEMDI:

° MblleyHas cnaboctb, anddy3Has MblllevyHas runoTo-

HMS, yeunuBatowascs npu GM3n4ecKom Harpyske;
®  CHUXXEHWE UK OTCYTCTBUE CYXOXKMUbHbIX pedNeKCoB;
® MNpW BblpaxXeHHON MMWOTNOGUHYPUMU U MUTMEHTYPUU —

yNbTPa3BYKOBbIE MPU3HAKK HapyLWeHUs QYHKLMK NOYeEK;
° npu anekTpoHenpomuorpadbum (AHMI) — nepBUYHO-

MbILWEYHbIN XapaKTep NoparKeHUs.

Mpw I'b, NnpoTeKawWMX c NopakKeHneM noYyekK:

° paxuTonogobHble gedopmaunu cKeneta, gebopmauum

HUXXHUX KOHEYHOCTEN;

° 3ajepxKa GU3M4EeCKoro pa3BuTHs;

° Hebpomeranusa, AUCOYHKLMSA NPOKCUMAbHbIX KaHanb-
ueB., Tybynonatus;

® OCTeoMneHus, 0OCTEONOPO3 MO AAHHLIM AEHCUTOMETPUH;

® CWUHAPOM ManbabCcopbLUu.

YBenuyeHve neyeHu oOBYCNOBMEHO KaK HaKOMNEHW-
€M [/IMKOreHa (He TOAbKO B LMTONAa3Me, HO U B afpax
KNIETOK), TaK M HaKonieHMeM AUNUAOB (CTeaTo3 neveHw).
lMpn 3aTOM cene3eHka 06bIYHO He yBeNnyeHa B pa3me-
pax — 3a WCKYEeHMEM clyvyaeB, Korga pas3BuBaeTcs
LMppo3 nevyeHu. NoagpobHee — cM. pasgen «KanHuveckas
KapTuHa».

peunaMBupyoLmne

JlTaGopaTopHble AuarHocTU4ECKHNE UccefoBaHUS
JlabopaTtopHasa AnarHOCTMKa [MKOreHO30B BK/OYaeT

B ce65 HMKeNepeyncneHHble uccnegoBaHus.
Ana Bcex Tunos Ib:

e 06WMKMK (KNTMHUYECKUIM) aHaNN3 KPOBU (pa3BEPHYTbIN);

® aHaln3 KPOBKU BUOXMMUYECKUI obLleTepaneBTUYECKUN:
rntoko3a, AJIT, ACT, nakTaT, ramma-rnytamuntpaHcoe-
pasa (I'TT), wenoyHasa pocdartasa (LLP), o6wnin 6enox,
anbOyMWH, XONEeCTEPUH, TPUMMULEPHUIbI, MOYEBas KUC-
noTa, 6unnpy6buH; onpegeneHne aktuBHocTn KPK B Kpo-
BM, UccnegoBaHue ypoBHs/akTuBHOCTH KPK-MB B Kpo-
BUW; NaKTataerngporeHasa (JI4), HaTpui, Kanuiu, xnop;
uccnefoBaHMe YypoBHS 06LWEro KaabLus U MOHU3WMPO-
BAHHOrO KanbLMs B KPOBW; UCCeAOBaHWE YPOBHS CBO-
604HOr0 L-KapHUTUHA B KPOBW; UCCNefOoBaHWE YPOBHS
obuero L-kapHuTMHa B KpoBu [36, 37];

° JunuagorpamMma KpoBM: OnpefeneHue xonectepuHa,
JITTHM, NNBIM, TpUurnuuepuraos;

® KMCNOTHO-leno4yHoe cocTosiHme (KLLUC) kpoBu (pH Kpo-
BMW, CTaHAapPTHbIN 6ukapboHaT — HCO, 6ydepHble 0CHO-
BaHus (base excess; BE));

® Koarynorpamma KpoBu;

° onpegeneHne coaepxaHusa
B KPOBM.
JononHutensHo — npu b ¢ nopa)keHnemM MbiLLl€YHOH

CUCTEMDI:

° uccnefoBaHWe YPOBHS/aKTUBHOCTM M30bepMeEHTOB
KPK-MB;

° onpepgeneHne coaeprKaHus MMOrnobumHa B Moye.
JononHutensHo — npu cuHapome PaHKOHM — BuKensi:

e onpegeneHue ¢ocdaTtoB B KPOBY;

° onpegeneHne CyToO4HON NPOTENHYPUMK;

° onpegeneHne MUMKpPoanbbyMUHYPUH;

anbda-peTonporenHa



®  OUOXMMUYECKMI aHanNn3 CyTOYHOWM MOYM: onpeaeneHue
3KCKpeumn Kanbumsa u ¢ocodaTtos;
® COOTHOWeHUN pocdaTbl/KpeaTUHUH B pa3oBOW Nopumu

MOYMH.

PekomeHfOBaHO npu MEPBMYHOM AMArHOCTUKE BCEX
TUNOB MMKOreHO30B NpoBefeHne BGUOXMMMUYECKOro oblLue-
TepaneBTMYECKOro aHanunaa (roko3a, AJIT, ACT, MofioyHas
Kucnota (naktat), I'TT, LLP, obwmi 6enok, anbGyMuH, xone-
CTEPWH, TPUINLEPUIbI; UCCNefoBaHME YPOBHS nMNonpoTe-
MHOB B KPOBMW; MUcclieoBaHWe ypoBHSA xonectepuHa JIMHIT;
ncecnegosaHue yposHs xonectepuHa JIMBI; moyeBon Kuc-
NnoTbl, 6UNMPYO6UHA; onpegeneHme aktuBHocT KOK B Kpo-
BMW; nccnegoBaHne ypoBHS/akTuBHoCcTM KPK-MB B KpoBsw,
NAI, HaTpuK, Kanuin, xnop, uccnegoBaHne ypoBHS obwero
KanbLns U MOHM3MPOBAHHOMO KaNbLMa B KpoBK) [19, 23, 36,
37, 38]. YpoBeHb y6eaUTE/IbHOCTU pPEeKoOMeHAauun —
C (ypoBeHb JOCTOBEPHOCTH fOKa3aTeNbCTB — 5).

Mnornukemus (0,6-3,0 MMmonb/n), 4valle 6GeccuMm-
NTOMHas WAM C CyLOpOramu, TSXenblM NaKTaTaungo3om
(3,0-10,0 mmonb/n), BO3HMKAET NpU ManenLem ronogaHum
W NpW OTCYTCTBMU CBOEBPEMEHHON BepudHnKaLmMm anarHosa
W neyeHnsa NpUBOAMT K CMepTH B Bo3pacTe oT 1 go 3 neT.
Kpome TOro, B CbIBOPOTKE KPOBM OTMEYaeTcs NoBblWEHUEe
KOHLEHTPaUUN TPUMINLEPUAOB («XxMne3Has» CbiBOPOTKA),
obuero xonectepuHa, a takxe JINOHM, JINHM, anonunonpo-
TenHoB B, C v E. TakXe oTMe4aloTcs runepypukemMus, nosbl-
LeHMe CbIBOPOTOYHbIX KOHUeHTpauun AT, ACT, WS, ITT,
NnAar[21, 371. Y petewi ¢ I'b Il c BoBnevyeHnem B natonorunye-
CKMI NPOLECC MbllL, KPOME YKa3aHHbIX U3BMEHEHMI YacTo
[AMarHoCTUPYIOT NOBbILEHNE CbIBOPOTOYHOM KOHLLEHTPaLMK
K®K B nokoe [29]. Y nauuneHToB ¢ 'b VI 1 I'b IX oTmMeyvatoTca
aHanornyHble nabopaTopHble U3MEHEHWS, BbIPaXKEHHOCTb
KOTOPbIX 3HAYUTENbHO MEHbLIE M KYNUpyeTcs C BO3PacTom
(o6bI4HO B ny6epTaTHOM nepuoae) [34]. KoHueHTpaums rio-
KO3bl B CbIBOPOTKE KPOBM 06bIYHO HOpMasibHa npu B IV [32]
1 npu mblwevHon dopme I'b 0. Mpu nevyeHoyHon popme I'b O
OTMEYaloTCs TUMNOIIMKEMUS U TMNEPKETOHEMUS HaToLlaK,
HO FMNEPrIMKEMMUS U NaKTaTaLnLo3 nocne efbl.

MccnenoBaHUs TakKe NPOBOAATCA NPU AMHAMUYECKOM
HabNAeHNN, B CpeaHeM Kaxkable 3 mec nM6o npu yxyawe-
HUK cocTosHMA NnaumeHTa. O6bem nccnefoBaHuin onpeaens-
eTcs TUNOM FMUKOoreHo3a.

Heo6xoamMmo npoBeaeHue nccnegoBaHma Kposu Ha KLLC
npu OMarHoCTUKe W Janee Npu gMHamMM4ecKoM Habnoge-
HUKM nauneHtam ¢ b | (aononHMUTENBHO NPU 0BOCTPEHUMU
N UHTEPKYPPEHTHbIX 3a60neBaHmsX) C LeNblo CBOEBPEMEH-
HOro BbISIB/IEHWUS U KOppeKuun Hapylwenun KLUC [36, 37].
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEHb JOCTOBEPHOCTU fJOKa3aTeNbCTB — 5).

MeTabonuyeckunn aunaos (pH KpoBu 00 7,34 U HUXKe)
yXyAlWaeT COCTOSHME NnauueHTa U NPMBOAMT K AEKOMMEH-
cauumu C pa3BUTUEM PECNMPATOPHOro AMCTPeCcC-CUHAPOMA
npu 3a6oneBaHnax BEPXHUX AblxaTesbHbIX NyTen. KpaTHOCTb
nccnepoBaHna — B cpeaHem 1 pas B 3 Mec. Npu yxyaweHuu
COCTOSIHMA — Yalle.

Y naunenToB ¢ I'b Ib oTmeyvatoTcs abcontoTHaa HeUTpone-
HUA (MeHee 1000 KNeToK/M), a TaKKe aHeMUS pPa3/IMYHON
cTeneHu BblpaxeHHoCTU. Y nayueHToB ¢ b VIl — aHemus,
No3TOMY PEKOMEHAO0BAHO MpoBefeHue o6Lero (KaMHu4e-
CKOro) aHanM3a KPOBW pPa3BEpHYTOro Mpu AUMarHOCTUKE
W fanee Npu AMHaMMYeCKoM HabMloAeHnM BCEM NauneHTam
¢ 'b ¢ uenblo KOHTPONS YPOBHS HEMTPODUIIOB M CBOEBpE-
MEHHOM AWarHOCTUKM aHeMWUW (AOMONHWUTENbHO MPU XPO-
HWYECKOW HeWTponeHun K ee nedveHuun) [23, 24, 27, 39].
YpoBeHb y6eaAUTEeNbHOCTU peKomeHpauun — C (ypo-
BEHb AOCTOBEPHOCTU fOKasaTtenbCcTB — 5). KpaTHocTb
nccnepgosaHua — B cpeaHem 1 pas B 3 mec.

Bcem nauueHTam c nogospeHueM Ha ['b ¢ nopaxeHunem
nevyeHn n ¢ b ¢ NoparKeHNsIMKU NEeYEeHU NPU HaNUYUK KPo-
BOTEYEHMN MOKa3aHO MpOBeAEeHWE WCCNefOBaHUsA KpPOBU
Ha remoctas (Koarynorpamma) [23, 24, 27, 39]. YpoBeHb
y6eauTenbHOCTU pekoMmeHpauun — C (ypoBeHb AOCTO-
BEpPHOCTU flOKa3aTtenbcTB — 5). UccnepoBaHue npoBo-
AUTCA fanee B nNpouecce AUHAMUYECKOro Hab6nloaeHuUA
He pexe 1 pasaBroj. 06bem uccnegoBaHus onpeaensa-
eTCAl UHAUBUAYaNbHO.

Y nauneHToB ¢ 'b | ¢ cumnTOMamu NOBbILWEHHOW KPOBO-
TOYMBOCTHU TaKKe MOXeT ObiTb PacCMOTPEHO NpoBeaeHue
nccnegoBaHusa ypoBHA aHTUreHa dpaktopa BunnebpaHaa.

MpoBefeHne 72-4acoBOro HenpPepbIBHOr0 MOHUTOPUPO-
BaHWUS MNIOKO3bl HEOGXOAMMO NPOBOAUTL 2 pas3a npu nep-
BMYHOM rocnutannadaumm (Npu NOCTynaeHun v nepes Bbinu-
CKOM Ansl OUEHKN 3DdEKTUBHOCTU CbIPOrO KYyKypy3HOro
Kpaxmana), fanee — 4yepes3 6 Mec, 3aTeM — 1 pa3 B rog
Bcem nauueHtam ¢ I'b [36, 37]. YpoBeHb y6e4uTebHOCTH
peKkomeHaauun — C (ypoBeHb AOCTOBEPHOCTU AOKa-
3atenbcTB — 5). OQHOKpPATHbIX XaOTUYHbIX M3MeEPEHUN
KOHLIEHTPaLUMUKN [NIOKO3bl B KPOBW C MOMOLbIO [IOKOME-
Tpa 4acTo 6blBaeT HeAOCTaTOYHO A5 BbISIBAEHUS CKPbITbIX
rMNOrMKEMUI, OCOBEHHO B HOYHOE BPEMS, B CBSA3M C YeM
peKomMeHayeTcs AaHHbIM MeToa uccnenoBarus [40].

C uenbto AMarHOCTUKU/KOHTPONSA COCTOSAHUS YINI€BOAHO-
ro o6MeHa 1 CBOEBPEMEHHOM KOPPEKLMU TEPANEBTUYECKHX,
B TOM 4YMCNe AMETONIOTMYECKMUX, MEPOMPUATUIA PEKOMEHIO-
BaHO onpejeneHne rnMkemuyeckoro npobuns (npu nep-
BMYHOW rocnutann3dauum gns BepuduKauuum guarHosza —
C INIOKO30M, Aanee — C NuLLeBON Harpy3kom) [36]. YpoBeHb
y6eauTenbHOCTU pekoMeHpauun — C (ypoBeHb AOCTO-
BEpPHOCTU AOKa3aTtenbcTB — 5). MiccnepoBaHune ¢ nuule-
BOW Harpy3sKom B AMHaMUYeCKOM HabnoAeHUM NPOBOAUTCS
C 4YacToToM He pexe 1 pa3a B roj.

C uenblo CBOEBPEMEHHOrO BbiiBNEHUS geduumnta BuTa-
MUHa D 1 Ha3HayeHuns Tepanuun ana npodunakTUKn/neveHns
0CTeonopo3a NoKasaHo NpoBefeHne UccnegoBaHms ypoBHS
25-0OH ButamuHa D B kpoBu nauuneHtam ¢ I'b I, 111, VI, IX [19,
23, 38]. UccnepoBaHue cneayeT NpoBoAnTb He pexe 1 pasa
B rog, 4yauie — no Heo6xo4MMOCTH.

PekoMeHfOBaHO onpegeneHne KoHueHTpauuu anbda-
deTonpoTeMHa B CbIBOPOTKE KPoBM 1 pa3 B rog BceM
naunMeHTam ¢ I'b Cc nopaxeHWem nevyeHu, Npu Hanu4yuu
ajleHoM neyeHn — 1 pa3 B 3—6 mec [36, 41]. YpoBeHb y6e-
AUTENIbHOCTU peKomeHaauun — C (ypoBeHb gocToBeEp-
HOCTU fOKa3aTenbCTB — 5). AAEHOMbl NeYeHn OTHOCATCSH
K XOPOLLO U3BECTHbIM OCNOXHeHUAM I'b |. PazBuTne ageHom
neyveHun npu ' BO3MOXKHO B 11060M BO3pacTe U He 3aBUCHUT
OT NnoJfia NaLneHToB, OHN MOTYT ObITb €ANHUYHBIMU U MHOXE-
CTBEHHbIMW, HEPEAKO NEPEPOXKAATbCs B 3/10Ka4YECTBEHHbIE
[42, 22]. JaHHbI MeTOA UCCNeaoBaHMA NOKa3aH AN UCKIO-
YeHUsa/NOATBEPKAEHNS NpoLiecca MalUrHu3aLummn B NeYeHu.
Mpu 3TOM cneayeTt OTMETUTb, YTO AaHHbIA MapKep He MOXeT
cyMTaTbhCsl aBCONOTHO HAZEXHbIM Yy nauueHToB ¢ b [43].

Mporpeccupytouwee nopaxeHue novek npu ' | nposs-
n9eTca BOSHUKHOBEHWEM MUKPOaNbOyMUHYpUK € TpaHchOop-
MaLMen ee B HapacTaloLLyto NPOTENHYPUIO U NapanienbHbiM
CHU)EHMEM CKOPOCTU KNy6O4YKOBOM duabTpauun BNAOTb
40 GOpPMHUPOBaAHMA XPOHUYECKOM NOYEYHOW HEAOCTaTOYHO-
cTn. Ha ¢oHe pasButus HedponmutTMasa n HebpoKanbLUHO-
3a MOryT oTMeyaTbCs remMatypus, MHOEKLMN MOYEBbLIBOAS-
Wwmx nyten [25], KoTopble TPeBYIOT AMArHOCTUKKU U Tepanuu
B paMKax COOTBETCTBYIOLLMX KIMHUYECKUX PEKOMEHAALINN.
MNMopaxeHne novyek npu b Il npoaBnseTcs peHasbHbIM
Ty6ynspHbIM aunao3om [19]. KeToHoBbIe Tena NoBbIlWaTCs
npu I'B 1, lll, VI, IX. PeKomMmeHOaoBaHO npoBegeHune 06LLero
(KNIMHMYECKOr0) aHanM3a MOo4YM MpU NOCTAHOBKE AMarHo-
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3a v pganee 1 pas B 3 mec (LBET, KETOHOBbIE TeNa, CoMn),
aHannsa Mo4u no Aaaumcy — KaKoBCKOMY M 3UMHMULKOMY
nauuneHtam ¢ I'b ¢ nopaxeHnem noyeK, B TOM YUCNE C CUH-
apoMom PaHKoHM — BuKens, ¢ uenbio CBOEBPEMEHHOM Ana-
FHOCTUKW/KOHTPONS MNopaeHus noyek [19, 23, 36, 39].
MccnepoBaHne npoBoanTCca B cpefgHem c Yactoton 1 pas
B rog, Npu HeobXxoAMMOCTU — Yallle. YpOBEHb yoeaUTe NN b-
HOCTU peKomMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTenbCcTB — 5).

Y nauueHTtoB ¢ B ¢ nopaeHWeM Mo4veK, B TOM YuUC-
ne ¢ cuHgpomom PaHKoHM — BuKens, ¢ Uenblo guarHo-
CTUKW/KOHTPONS COCTOSIHUSA NOYeYHOM GYHKUMM PEKOMEH-
[LOBaHO npoBeaeHune wuccnepoBaHua GyHKUMKM HeDPOHOB
no KAMpeHCy KpeaTuHuHa (npoba Pebepra) [39, 44, 45].
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEHb [JOCTOBEPHOCTM AOKasaTenbcTB — 5). KnupeHc
KpeaTuMHWHa (CKOPOCTb KyOO4YKOBOW dunbTpaLnun) cnegyet
paccuuTbiBaTb No dopmyne (pacyetHas — no dopmyne
LLIBapua, npu MnoBbllWEHHOMW Macce Tena — no dopmyne
KokpodTa — lonTta).

Heo6x0a1MM0 NPOBOAUTL UCCefOBaHWE CYTOYHON MOYM
Ha 9KCKpeuMIo conen (COOTHOLWEHUA docdaTbl/KpeaTUHmH
B pa3oBOW MopuuMn Mo4YM) y naumeHToB ¢ B ¢ nopaxeHu-
€M MoYeK, B TOM 4ucne ¢ cuHapomom PaHkoHn — bukens,
npv AUarHOCTUKE U B AMHAMMYECKOM HaBN0OAEHUN C LeNbio
npefoTBPaLLEHMNS/KOHTPONS KaMHeo6pa3oBaHUsa B NoYKax
[44,45]. UccnepoBaHus ciefyeT NpoBOANTb He pexke 1 pasa
B rofl. YpoBeHb y6eauTeNIbHOCTU peKomeHaauun — C
(ypoBeHb JOCTOBEPHOCTU JOKa3aTeNbCTB — 5).

MauveHtam ¢ B ¢ nopaxeHuWeMm Mo4vek, B TOM 4ucle
¢ cuHagpomom dPaHKoHM — bBukenda, cnegyet onpenensitb
ypoBeHb docdopa, napatMpeomngHOro ropmoHa B KpoBM
npu AMArHOCTMKE WM B MpoLecce AMHAMUYECKOro Habnio-
LEeHUs C uenblo NpefoTBpaLleHus/KOHTpoNs KamHeobpa-
30BaHua [39, 45, 46]. MccneaoBaHua cneayet NpoBOAUTb
He pexe 1 pasa B roj. YpoBeHb y6eaUTEIbHOCTU pPEKo-
MmeHaauun — C (ypoBeHb JAOCTOBEPHOCTU [OKa3a-
TenbcTB — 5).

PekomeHgoBaHo onpeaeneHne aktuBHocTM KOK B Kposu
n/unun uccnegoBaHune ypoBHsa/aktuBHocT KOK-MB naumer-
Tam ¢ 'b ¢ nopakeHneMm Mblle4YHOM TKaHu Npu AnarHoCcTuKe
W Npyu AMHAMUYECKOM HabNIOAEHUMU C LIeNbl0 CBOEBPEMEH-
HOWM MArHOCTMKKW TaKoro nopaxenus [39]. B auHammnyeckom
HabnheHMnM YactoTa uccnepoBaHua B cpegHem 1 pas
B roa. YpoBeHb y6eauTenbHOCTU peKomeHpgauui — C
(ypoBeHb JOCTOBEPHOCTU JOKa3aTeNbCTB — 5).

PekomeHaoBaHO onpegeneHne cogepxaHus MUOorno-
6uHa B Moye nauueHTam ¢ b ¢ noparkeHMem MbllevyHon
TKaHW NpU AMarHoCTMKe U NPy AMHAMUYECKOM Habno4eHUN
C LeNblo KOHTPOAA TeyeHus 6one3Hu [39]. B anHamumyeckom
HabngeHMM YactoTa uccnegoBaHua B cpegHem 1 pas
B rofl. YpoBeHb y6eauTeNIbHOCTU peKomeHaauun — C
(ypoBeHb JOCTOBEPHOCTU JOKa3aTeNbCTB — 5).

Knaccuburkaums, KNMHUKO-nabopaTopHas U GUoOXMmMUYye-
cKas xapakTtepuctuka 'b gaHbl B Tabn. 1.

MoneKkynsapHo-reHeTU4ECKasa AUarHoCcTUKa

BceM naumeHTamM C KAMHMYECKMMU Npu3dHakamu b
noKasaHo npoBeAeHUne MONEeKYyNAPHO-reHeTUYECKOro
nccneaoBaHuUs: onpeaefieHne BapMaHTOB reHoB B o6pa3sLe
61oNornyeckoro matepuana Apyrom WM HeyTOYHEHHOM,
He KnaccudUUMPOBAHHbLIX B APYrnx pybpuKax, MeToaoMm
ceKkBeHnpoBaHusa no CeHrepy, U/unun onpeaeneHne cTpyk-
TYPHbIX BapuMaHTOB reHOB B o6pasle 6GMOoN0rMyeckoro
mMartepuana Apyrom WM HeyTOYHEHHOM, He Knaccuduum-
pOBaHHbIX B APYrMx pybpuKax, MeToJoM MHOMECTBEH-
HOW NUra3Ho-3aBUCUMMOW amMnandUKauMn 30HAOB, U/WUK

onpegeneHne BapuaHTOB reHoB B o6pa3ue 6uonoruye-
CKOro matepvana Apyrom uiuv HeyTOYHEHHOM, He Kinaccu-
GUUMpOBaHHbIX B APYrnx pybpuKax, MeTogoM TapreTHo-
ro0 BbICOKOMNPOU3BOANUTENbHOIO CEKBEHWPOBAHMUA, W/WUNK
onpegeneHne BapuaHTOB reHoB B o6pa3ue 6uonoruye-
CKOro matepvana Apyrom uiuv HeyTOYHEHHOM, He Kinaccu-
GUUMpPOBaHHbIX B APYrMx pybpuKax, MeTo40M BbICOKOMPO-
M3BOAUTENBHOIO CEKBEHMPOBAHUSA C LieNibio BepuduKaumm
anarHosa [2, 10, 13]. YpoBeHb y6e4UTEeNIbHOCTU PeKo-
mMeHaauuminh — C (ypoBeHb [OCTOBEPHOCTU fAOKas3a-
TenbCTB — 5).

uKoreHoBasi 60/1€3Hb, TUN la

MoneKynsapHo-reHeTM4ecKoe uccnegoBaHWe: BbISB-
neHve mytauui B reHe G6PC, KoaupyloleMm rnioKo30-6-
docdaTtasy.

ukoreHoBasi 60/s1€3Hb, TUM Ib

MoneKkynspHo-reHeTu4yeckoe uccnegoBaHue: BblsiBNe-
HWe myTaumi B reHe SLC17A4, Kogupylowem MUKpocoMab-
HbIM TPAHCMOPTHbLIA GeNoK T, .

ukoreHoBasi 60s1e3Hb, Tun I

MonekynspHo-reHeTu4yeckoe uccnegoBaHue: BblsiBNe-
HWe myTauuin B reHe AGL, KOAWPYIOLWEM MUKOreH-4eBeTBS-
WK GEPMEHT.

uKkoreHoBasi 60/1€3Hb, TUN IV

MoneKynsipHo-reHeTM4ecKoe uccnenoBaHue: BbiBNe-
HWe MyTauun B reHe GBE1, koaupyouwem amuno-1,4:1,6-
rnioKaHTpaHcdepasy.

ukoreHoBasi 60/s1€3Hb, TUN V

MonekynspHo-reHeTu4yeckoe uccnegoBaHue: BblsiBNe-
HWe mMyTauui B reHe PYGM, Koaupyowem MblleyHyto doc-
dopunasy.

ukoreHoBasi 60s1€3Hb, TN Vi

MonekynspHo-reHeTu4yeckoe uccnegoBaHue: BblsiBNe-
HWMe MyTauuh B reHe PYGL, koaupytolem dochopunasy
neyeHu.

nuKoreHoBas 6oie3Hb, Tun IXal n IXa2

MonekynspHo-reHeTu4yeckoe uccnegoBaHue: BblsiBNe-
HWe MyTauun B reHe PHKA2, koaupyowem a,-CcyGbeanHuuy
neyeHOYHOM KMHa3bl dpocdopunassbl.

ukoreHoBasi 60s1€3Hb, TUN IXb

MonekynspHo-reHeTu4yeckoe uccnefoBaHue: BblsiBNe-
HWe myTauuin B reHe PHKB, kogupylowem B-cyGbeanHuuy
MblLWEYHON/NIe4eHOYHON KMHa3bl dochopunasbl.

uKoreHoBasi 60/s1e3Hb, TUMN IXC

MonekynspHo-reHeTu4yeckoe uccnegoBaHue: BblsiBNe-
HWe MyTauuh B reHe PHKG2, Koauvpylollem TecTUKynsap-
HYl0/NeYeHOYHYI0 M30bOopPMYy Y-CyObeanHULbl KMHa3bl doc-
dopunasbl.

IuKkoreHoBasi 60s1€3Hb, TUN IXd

MonekynspHo-reHeTu4yeckoe uccnegoBaHue: BblsiBNe-
HWe MyTauun B reHe PHKAL, KOAMPYIOLWEM MbILLIEYHYIO U30-
dopmy a-cybbeanHuLbl KWHa3bl dochopunasbl.

uKkoreHoBasi 60/1€3Hb, TUM X

MonekynspHo-reHeTuyeckoe uccnefoBaHue: BblsiBNe-
HWe MyTauun B reHe PGAM2, KOAMPYIOLWEM MbllEYHYO
dochornmueparmyTasy.
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KJIMHUYECKUE PEKOMEHAALUUU

MukoreHoBasi 6os1€3Hb, TN Xl

MoneKkynspHo-reHeTu4yeckoe uccnefoBaHue: BbisiBle-
HWe MyTauumn B reHe LDHA, Kogupywowem cybbeanHuLy
A naKktataermgporeHasbi.

CuHgpom DPaHKOHU — BuKkens

MoneKkynspHo-reHeTu4eckoe uccnefoBaHue: BbisiBlie-
HWe myTauumin B reHe SLC2A2, KoaupytloweM TpaHcnopTep
rIOKO3bI 2.

MukoreHoBasi 601€3Hb, TN 0

MoneKkynspHo-reHeTu4eckoe uccnefoBaHue: BhbisiBle-
HWe MyTauuin B reHax GYS2 n GYS2, KOgMpPYIOLWKUX NevyeHou-
HYO M MbILIEYHYIO [NTMKOrEHCHUHTa3Y.

Bone3Hb HaKoM/IeHUs rNIMKOoreHa B cepjue,

BpPOXXAEHHas, NeTalbHas

MoneKkynspHo-reHeTu4yeckoe uccnefoBaHue: BbisiBlie-
H1e MyTaumi B reHe PRKAG2, KogupyoLuem y,-Cy6beanHuLy
5'afeHo3nHMoHodoCchaT-aKTUBMPYEMON NPOTEUHKMHA3bI.

UHCTpyMeHTaNbHble AUarHocTu4eckue

uccnepoBaHus

PeKkomeHL0BaHO MpoBeAeHWEe yNbTPa3BYKOBOIO MccCle-
noBaHusg (Y3W) opraHoB GpIoLLIHON NONOCTM MPM MOCTaHOBKE
anarHosa 1 ganee 1 pas B rog naumeHTtam ¢ 'b ¢ nopa-
EHMEM MEYEHU C LIeIbI0 OLLEHKM COCTOSIHUS MapeHXMMbI
NeyYeHn, KOHTPONS pa3MepoB MeYEHU, BbISBIEHUS aJEeHOM
nevyeHu, OLLEHKM COCTOSIHUSA MOAXKENYAOYHOW enesbl [36,
39]. YpoBeHb y6eaUTENbHOCTU peKomeHaauun — C
(ypoBeHb AOCTOBEPHOCTHU AOKa3aTenbCcTB — 5). [1pn Y31
y BCex 60/1bHbIX OTMEYaeTCs 3HaYnTENbHOE YBENYEHNe o6e-
WX ONEen NevyeHun, B ocobeHHOCTH 1IeBOK. [MapeHxnuma neve-
HW rMNepaxoreHHa, CTPYKTypa ee xapaktepuayetcsa audaoys-
HOW HEOAHOPOAHOCTbIO 3a@ CYET MHOMKECTBEHHbIX MEIKMX
rMNEepP3XOreHHbIX 3XOCMIHaN0B C PaBHOMEPHbLIM pacnpeje-
NIeHMeM No BceMy 06beMy napeHxuMbl. OTMeYaeTcst TaKkxKe
ocnabieHne NPOXOXKAEHUS ynbTpa3ByKa B BMAE CHUMKEHUS
YETKOCTU WM3006paXKEeHUs AUCTajbHbIX YYACTKOB MapeHXu-
Mbl OT 1/4 go 1/2 no rnybuHe opraHa. 3ta 0CO6EHHOCTb
axorpad@uryecKon KapTuHbl 06bIYHO Haubonee BblipaXeHHa
npu I'b | no cpaBHenuto ¢ B 1lI, VI, IX. OgHOBpeMEHHO nmeeT
MecTo o6efHEHME COCYAMUCTOrO PUCYHKa MeYeHu: BU3yanu-
3UPYIOTCH €AUHUYHbIE TOHKUE, TOPU30HTAIbHO HamnpaBeH-
Hble MEeYEeHOYHble BEHbl C POBHbIM KOHTYPOM; MpaKTuye-
CKM OTCYTCTBYET PUCYHOK MENIKUX BETBEN BOPOTHOM BEHbI.
B peakux cnyvyasx BU3yannm3npyroTcs aleHOMbI NeYeHu (eam-
HWYHbIE MM MHOMECTBEHHbIE), OT/IMYAlOWNECSH CTPYKTYp-
HbIM Pa3HO06Pa3NEM — TMMOIXOrEHHbIE C TMMEPIXOreHHbIM
060AKOM WM TUMNEPIXOTEHHbIE C aH3IXOrEeHHbIM OGOAKOM.
MHorga oTMmedvaeTcss Hebonblwoe yBeNWYeHwe pa3mMepoB
cene3eHKkn 6e3 U3MEHEHUN ee NapeHXMMbl U COCYAUCTOrO
PUCYHKa. MpW HaNM4YnKM LMPPO3a NeYeHn BM3yaan3npyoTcs
HEPOBHbLIN €€ KOHTYP, MHOMECTBEHHble Yy3/bl Pa3iM4yHOM
3XOrEeHHOCTM B MapeHXMMe OopraHa, pacluMpeHue aname-
TPOB CTBOJIOB BOPOTHOM U CENE3EHOYHON BEH.

Take MMerT MeCcTo pas3finyHble aHoManum GopMbl
eNYHOro nyabipsa (Yawe — nepernbobl B 06nactu AHa),
yBE/MYEHNE €ro pa3mMepoB, HapylleHMEe COKpaTUTENbHOWM
GYHKUMK, yTONWEeHNe CTEHOK. Budyanusunpyetca andodysHoe
yBeNNYEeHUe NOAKENYAOHHON Kenesbl, MapeHxnuma ee runo-
WKW TMNEeP3XOreHHa, MHoraa HeoaHopoaHa [48].

Y3W no4vyek peKoMeHA0BaHO MPOBOAMTL MPWU MOCTAHOB-
Ke AauarHosa W ganee nNpuv AMHAMWUYECKOM HabG0AEHUU
nauneHTam ¢ 'b ¢ nopaxeHnem NoYeK ¢ Uuenbto onpeaene-
HWS Pa3MepoB MOYEK, AMArHOCTUKM CTPYKTYPHbIX Hapylle-
HWUW, KOHTPONS KamHeobpas3oBaHua [36, 39, 44]. YpoBeHb

y6eauTeNbHOCTU peKoMmeHaauum — C (ypoBeHb AOCTO-
BEpPHOCTU poKasarenbctB — 5). [lpu b |, cuHapome
®daHKOHM — BWKens oTMevaloTcs yBenuM4yeHue pa3MepoB
noyeK, YyTo/lEeHNE NapeHXMMbl U NMOBbILLIEHNE 3XOrEHHOCTH
KopKoBoro cnosi. CobuparenbHas cuctema noyexk 6e3 oco-
6eHHocTen [6, 48]. NccnepoBaHMe NpPoOBOASAT B CPEAHEM
He pexe 1 pasa B roj, ¢ Bo3pacrta 10 net — o6s93aTtenbHo.

Axokapaunorpadus (AxoKl) n AKI npoBoasaTcs npu nocTa-
HOBKe auarHoza b Ill u IV n gpanee — npu exerogHom
o6cnefoBaHMM C LENbl0 CBOEBPEMEHHOIO BbISIBEHUS
n Tepanuun Kapgnommonatuu [36, 49]. YpoBeHb y6eanTeb-
HOCTU peKomeHaauun — C (ypoBeHb JOCTOBEPHOCTHU
AokKasaTtenbcTtB — 5). Y nauumentoB ¢ I'b Il u IV nopaxa-
I0TCH OpraHbl cepaevyHo-CoCyanucTon cuctembl — oT IKI-
NPU3HAKOB XeNyao4KOoBOW rMNepTpodun A0 BbiparKeHHOM
Kapavomeranumu, Kapamopmbpo3a M cepaedyHon HepocTa-
To4yHocTM [19, 32, 33].

PekomeHOoBaHO MNpoBEAEHWE HEWHBA3UBHOW TpPaH3wU-
€HTHOM 3anacTorpadumn nevenun (TAl) (anactomeTpus nedye-
HW) AN OLLEHKM COCTOSIHWUS CTPYKTYpbl neveHn y aeten ¢ I'b
C nopaeHuem nevyeHun [36]. YpoBeHb y6eAUTENbHOCTHU
pekomeHpaauun — C (ypoBeHb JOCTOBEPHOCTU [AOKa-
3arenbcTB — 5). Y naumneHtoB ¢ b oTmevatotcs dubpo-
TUYECKME W3MEHEHWUS Pa3/IMYHON CTEMEHW BbIPAXKEHHOCTH
BM/0Tb A0 GOPMMPOBAHMUS LUMppo3a neyeHn. BaxHo oTme-
TUTb, 4TO TAI NO3BONSET BbIIBUTb CTPYKTYPHbIE UBMEHEHUS
neyvyeHn aaxe npu OTCYTCTBMM NaBGOPaTOPHbIX U3MEHEHWMN.
MccnepoBaHue nposBoauTcs B cpeaHemM 1 pa3 B rog

MarHuTHO-pe3oHaHcHylo Tomorpaduio (MPT) opraHoB
6ptowHon nonoctn (Npu Heobxogumoctn — MPT opra-
HOB OPIOWHOM NOMOCTU C BHYTPUBEHHLIM KOHTPaCTUPO-
BaHMEM) UKW KOMMNbloTEpHYO ToMorpaduio (KT) opraHoB
OPIOLWHON NONOCTU C BHYTPUBEHHbBIM BOJIIOCHBIM KOHTPAaCTH-
pPOBaHMEM PEKOMEHAO0BAHO MPOBOAMTL MPU MOAO3PEHMUU
Ha HaJnyMe HOBOOOGpPA30BaHWM C LENbD MX AMArHOCTU-
KW, @ TaKXe ANS KOHTPONS COCTOSIHWUS aAeHOM MeYeHu
npu nx Hannymm [38, 39]. YpoBeHb y6eAUTEIbHOCTU PEKO-
meHpauun — C (ypoBeHb AOCTOBEPHOCTU [AOKa3a-
TenbcTB — 5). [letam g0 16 neT ¢ AaHHOW LEnblo vauie
nposoaaT Y3U 6plowHOM Nonoctn (KOMMEKCHOE), nocne
16 netr — MPT- unn KT-nccnegoBaHue ¢ KOHTpAcTMpoOBa-
HMEM Kaxkable 6-12 mec Ans BblIBEHWS ajgeHomaTto3a
neyeHn. lpu BbIABAEHUM aJeHOMaTo3a neyeHn — Y3U
OpPIOLWHOM NONOCTM (KoMMJIEKCHOE), nnn MPT opraHoBs 6ptoLu-
HOM nonoctu, unu KT opraHoB GpIOLLIHON NOIOCTU B 3aBUCH-
MOCTK OT BO3pacTa 1 BO3MOXHOCTEN MaLMeHTa, Npu Hau-
YUKW/ OTCYTCTBMM MPOTUBOMOKa3aHUMN.

PekomeHgoBaHo npoBefeHne a3odaroracTpoayoneHo-
CcKoMnMuu naumeHTam ¢ 'b n npuaHakamun LMppo3a MeyeHu
015 OLLlEHKM COCTOSIHMS BeH nuueBoaa [38, 39]. YpoBeHb
y6eauTeNnbHOCTU peKoMmeHaauum — C (ypoBeHb AOCTO-
BEPHOCTHU JOKa3aTenbCcTB — 5).

PekomeHOoBaHO nNpoBedeHUe peHTreHorpadun Kucten
C LeSIbI0 OLUEHKM KOCTHOro Bo3pacTta naumeHTam ¢ ['b [36,
39]. YpoBeHb y6eaUTENIbHOCTU peKomeHpauun — C
(ypoBeHb LOCTOBEPHOCTHU AOKa3aTeabCcTB — 5). Y noja-
BASIOLWEro Yyucna geten ¢ 'b oTmevyaeTcsd oTcTaBaHWe KOCT-
HOro BO3pacTa OT nacnopTHoro. MiccnegoBaHme NpoBOANTCS
C 4yacToToM B cpeaHem 1 pa3 B 2 roga/roa.

PekomeHAoOBaHO nMpoBeAeHWe [BYX3HEPreTUu4ecKom
PEHTrEHOBCKOM abcopbuMOMETPUM MOSICHUYHOrO oTaena
No3BOHOYHMKa nauuneHTtam ¢ I'b I, I, VI, IX ¢ uenbto oueH-
KW COCTOSIHUS MWHEpPaNbHOW MAOTHOCTM KOCTHOM TKaHMU
(MMKT) [19, 23, 36, 38, 46, 50]. YpoBeHb y6eauTenb-
HOCTU peKomeHaauun — C (ypoBeHb JOCTOBEPHOCTHU
AoKa3aTenbcTB — 5). Y geten ¢ ['b yacTto oTMeYaeTcs CHU-
weHne MIMKT BnnoTb 40 pa3BMTMS OCTEONOPO3a, B CBA3M



C YeM HeoBX0AMM pPeryaspHbIi KOHTPOIb Ha GOHE CTPOroro
cobnioaeHna ametoTepanun ans NpoBeAEHNS CBOEBPEMEH-
HbIX MEPOMPUATUI C Leblo NPeaoTBpaLLeHUs NOBbILEHNS
KOCTHOM pe3opbuun. MccnegoBaHve NpoBOAWUTCA B Cpea-
HeM 1 pas B rog getam crtaple 5 ner.

MauuneHTam c b, npoTeKatoWwmnmmn ¢ NopaKeHMeM Mblley-
HOM cucTeMbI, MOKa3aHo npoBeaeHne AHMI npu nepBUYHON
[MarHoCTUKe 1 B AMHAMUYECKOM HabtoAeHUN ANs CBOeBpe-
MEHHOM AMarHOCTUKM W KOHTPONS MopaxeHus Mmblwy, [39,
51-53]. YpoBeHb y6eaUTeNbHOCTU peKoMeHgauuim — C
(ypoBeHb 4OCTOBEPHOCTHU JOKa3aTeNbCTB — 5).

PekomeHgoBaHo nauuneHtam ¢ b, npoTekawowumu
C MNOpaXeHWEeM MbIleYHON cucTeMbl, nposeageHne MPT
MbIWL, HWXHUX KOHEeYHOCTEW (NpM HeobXoAMMOCTUM —
AN BU3yanu3aunu gereHepaTuBHbIX UIBMEHEHWI, XKMPOBOIO
3aMelleHNs MbllLbl, HanM4yMa oTeKa W BOCManUTENbHbIX
U3MEHEHUW CKeneTHon myckynatypbl) [39]. YpoBeHb y6e-
AUTENIbHOCTU peKomeHaauun — C (ypoBeHb Jo0CTOBEP-
HOCTHU fiOKa3aTtenbCcTB — 5).

PekomeHgoBaHo nauuveHTam ¢ b, npoTekawowumu
C NopaeHWeM CKeNeTHOM MyCcKynaTypbl, MPOBOANUTb UCCie-
[0BaHWS QYHKLMM BHELWHEro AbiXxaHus C Lefblo KOHTPO-
N9 NerovyHon GyHKUMKM, KOTopas MOXKeT OblTb HapyleHa
BCNEACTBME MOPaXKEHUs AblxaTenbHOM MycKynaTypbl [39].
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEHb JOCTOBEPHOCTU fJOKa3aTeNbCTB — 5).

UHble gnarHocTuyecKkue uccnepoBaHus

PekomeHaoBaHO npoBeAeHne MNyHKUMOHHOW 6Guoncum
nedyeHn ¢ MopdoONOrnMyecKMM uccnegoBaHuem OGuonTta-
Ta npu o6cnefoBaHUM AOMONHWUTENbHO MO MOKa3aHUSM
Cc uenbtio anddepeHUnanbHOM AUArHOCTUKKU U YTOYHEHUS
ctagun ¢nbpos3a B COMHUTENbHbIX cnyvasax [17]. YpoBeHb
y6eauTeNbHOCTU peKomeHgauun — C (ypoBeHb JOCTO-
BEepPHOCTU AoKa3aTenbCcTB — 5). OcO6eHHOCTbI0O MOPGhO-
JIOrMYeCKoMn KapTuHbl nevyeHn npu I'b la asnaetcsd TunuyHoe
M3MeHeHWEe renaToLnTOB: OHU UMEIOT BU «PaCTUTENbHbIX»
KNIETOK, FPaHuLbl UX YETKMUE, UMEIOT LUTaMNoOBaHHbIN BUA,
ONTUYECKM NYCTYIO LUTONNA3My, HaCTo BaKyoM3npoBaHHoOe
M CMelleHHoe K nepudepun sapo. B umtonnasme rena-
TOUMTOB HabnogaeTca rnbib4yatoe pacnpeneneHve ruKko-
reHa, 4acTto cKanauBalowerocs B 60/blUMX KOIMYECTBAX.
[MMKOreH BbIABASETCA HEPEAKO M B BaKyOJIM3MPOBAHHbIX
A4pax renatouMToB. Hapsigy ¢ 9TUM OTMeYaeTCs BblparkeH-
Has 6enkoBag (BMOTb A0 BaKyOJIbHOM), @ TaKXe MEeJIKO-
W KpynHOKanenbHas xuposas AMcTpodus renatoLmToB € UX
HEKPOOMO30M M HEKPO3OM. PETUKYNMHOBbLIE W KOnnareHo-
Bble BOJIOKHA, pa3pacTascb Ha MecTe rubenun renatoumToB,
06pasyloT orpaHuyeHHble GMOPO3HbIE OYaXKKKU B A0SIbKAX;
HabngaeTca «Kanunnspuaauuns» CUHYCOMAOB C Nocaenyto-
wen obnutepauunen ux npocseta. BocnanutenbHble n3me-
HeHna 6o OTCYTCTBYIOT, MMGO OTMEeYatoTCs He3HaYuTeNb-
Has, NPeMMyLLEeCTBEHHO MOHOHYK/ieapHas, MHOUAbTpaLms
nopTasnbHbIX TPAKTOB, X GMOPO3MPOBaAHME C pa3pacTaHnem
COEAMHUTENbHON TKaHW U BHEAPEHWEM CeNT B MapeHxumy
opraHa, 4TO BeAeT K NepecTponKe ero apxXMTEKTOHWMKMK.
Bo3MOXKHO pa3BuTHE LMPPO3a ¢ POPMUPOBAHMEM WIOKHbBIX»
NeyvyeHOYHbIX AONEK.

Mpn T'B Il Mopdonornyeckne M3IMEHEHUs TMeYvYeHu
B LIe/IOM CXOAHbl C TakoBbiMK Npu b |, oAHaKO BbipaxeH-
Has 6enkoBas AMCTPOdUS KNEeTOK nNpeobnajaeT Haj Xupo-
BOM. O6GbIYHO MMeETCH NepmnnopTasbHbIi U/UNK cenTanbHbIN
®nbpo3, a UHOrga M MUKPOHOLYNAPHbLIA LMPPO3 MEeYEHH,
4YTO, BO3MOXHO, CBfI3@aHO C HaKOMIeHWeM aHOMasbHOro
KOPOTKOLLENOYEYHOIO MMUKOreHa.

Mpun I'B IV xapaKTepHbIM MOPHONOTMYECKUM NPU3HAKOM
ABNSETCA Hanuyue B UMUTONNa3Me renaTtouuToB CBETNO-

303MHOODUIbHbBIX BKJIIOYEHUIN OKPYINIOM, OBasbHOM U 6060-
BMAHOW GOpPMbl C ONTUYECKM MNyCTbiIM 06OLKOM MO nepw-
depun, PAS-NO3UTUBHBIX, YCTOMYMBLIX K amunaze (Tak
Ha3blBaeMble MUKOreHoBble Tenbua). Mpun aToM Hanbonee
4acTo OTMeYaeTcs LMppoTHYeckas TpaHchopMauma neye-
HW. TTpK INEKTPOHHOM MUKPOCKOMNUM OBHapPYKMBAKOT HAKO-
naeHue amunoneKTMHONoAOGHOro BeLLECTBa KaK B HENpPO-
HaX, TaK M B MbllUEYHbIX BO/IOKHaX.

Mpn I'b VI n IX ructonatosiornyeckas KapTuHa nevyeHu
B Lle/IoM cxodHa ¢ TakoBon npu | u Il TMNne 3aboneBaHus.
OpHako 6enKkoBas AuCTpodus renatouMToB npeobnagaet
Haj4 XXWPOBOW, @ CTENeHb WX BbIPaXKEHHOCTW HEBbLICOKas.
3adurKcupoBaHbl clyYyan MHTEHCMBHOWM MOPTasbHOM M BHY-
TPUAOIBKOBON MHPUABTPALMN MEKYTOYHOW TKAHMU NEeYveHu
NPEUMYLLECTBEHHO NMMbOUAHBIMK 3nemeHTamu. dubpos
06bI4HO YMEPEHHbIN, HO OMKUCaHbI CyYan LMppo3a NeyeHu,
oco6eHHo npu I'b IXc [52, 54].

PekomeH4OBaHO NpoBeAeHWE MEeAMKO-TeHEeTUYeCKOo-
rO KOHCYNbTMpPOBaHUA (KOHCynbTauusa Bpadva-reHeTuka)
npu AWarHOCTUKE W BeAeHWn nauueHTa ¢ b, a Takxke
npY NNaHUPOBaHWUM NOCNEYIOWNX AETOPOKAEHUN B OTArO-
LWEHHbIX ceMbsix. Mpn He06X0a4MMOCTM — MPOBEAEHME Npe-
HaTanbHON ANArHOCTUKM UM NPEUMNIAHTaLNOHHON FreHeTH-
yecKon anarHocTukm [38, 39, 50, 52].

KoHcynbTauuu cneunanuctos

MauneHTbl ¢ b A0/IKHbI OblTb KOHCYNBTUPOBAHbI MY/IbTH-
AVCUMNAMHAPHOW KOMaHAOW, BKJOYatoWwen crneuManncToB
B COOTBETCTBUU C KIIMHUYECKUMM NPOSIBNEHNSIMM 3a60NeBa-
HWS MPU NEPBUYHOMN ANArHOCTUKE U AMHAMUYECKOM Habnto-
AEHWMW NPU HanMyuuM MNoKalaHui: Bpadva-neguaTpa/Bpa-
Yya-TepaneBTa, reHeTuUKa, ractpoaHTeponora, HeBponora,
Hedponora, gMetonora, MEAULIMHCKOro NcmMxonora, Kapamo-
nora/AeTcKoro Kapavonora, NyibMoHoora, aaneporofiora-
MMMYHOJI0ra, a TakXe Bpaya obuwen NpakTMKn (CeMernHoro
Bpaya) [36, 38, 39, 50, 52]. YpoBeHb y6eauTEbHOCTH
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbCcTB — 5).

JIEMEHME

Cneunduryeckoe neyveHue b Ao HacTosiwero Bpeme-
HW He pa3paboTaHo. OCHOBHbLIM BMAOM MaTtoreHeTu4ecKom
Tepanuu SBASIOTCSA PEXUM NUTAHUSA U ANETa, HanpaBieHHble
Ha npeaynpexaeHne n 60pbby ¢ rMNnornMKeMmnen, metabo-
NIMYECKMM aLLMA030M, KETO30M, TMNepunuaeMnen, KOppek-
LMIO HapyLeHnn GYHKLMOHANbHOIO COCTOAHNUS renatobunm-
apHow cuctembl U HKKT.

KoHcepBaTUBHOE NneueHune

Mpn ycnoBun apekBaTHOM AueToTEpPAnmM BO3MOXHO
MWHUMWU3UPOBATL MeTabosIMYECKUE HapylweHUs, CBA3aH-
Hble C Te4yeHneM 60/1e3HU, a TaKKe CHU3UTb PUCK Pa3BUTUA
OTCPOYEHHbIX OCNOXKHEHNN. COOTHOLIEHME OCHOBHbIX NULLE-
BbIX BELWECTB B NUTaHWKU OOJNbHbBIX C Pa3/IMYHbIMU TUMAMMU
rMIMKOreHo3a OT/IMYHO OT TaKOBOIo Y 3J0POBbIX AeTeN 1U3-3a
NOBBILWEHUA COLEPXKAHMUA YINIEBOLOB U BeflKa U CHUXKEHUA
A0/ XXMBOTHOIO XXUpa.

AunetoTepanus npu rmMMKoreHoBoMH 60/1I€3HH,

Tan I, I, Vi n IX

B ¢BA3M CO CKIOHHOCTbIO MALMEHTOB C MMMKOreHO3amu
K pa3BuTUIO auMao03a v runepnakrateMun peKoMeHgoBaHo
OorpaHMymMBaTh UM NOSTHOCTBIO UCKOYaTb U3 paLMoHa caxa-
po3y (NULeBOW caxap), GPYKTO3y U ranakTody, Tak KaK 3Tu
caxapa y nauuneHTtoB ¢ 'b o6MeHMBalOTCA HE A0 [IOKO3bI,
KaK y 340pOBblIX, @ A0 NlaKTaTa, YTO MOXKET yCyryonsTb Nak-
Tataumaos [19, 23, 38, 55, 56]. YpoBeHb y6e4uTebHOCTH
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pekomeHpaauun — C (ypoBeHb JOCTOBEPHOCTU AOKa-
3atenbcTB — 5). CogepKaHue NerkoycBOsiEMbIX Yr1eBO-
noB coctaBnseTr 5-20% oT obuiero CyToO4HOro Konn4ecTea
YyrneBoAoB MUK, NMPEUMYLLECTBEHHO 3a CYET IOKO3bl —
B cpegHeM 40—-80 1 rnioKo3bl B CYTKM.

BBuay ocobeHHoOCTen meTabonn3ma npu pasinyHbIX
Buaax 'b peKoMeH10BaHO NPeEUMYyLLECTBEHHOE YBENNYEHUE
notpe6nexnuns yrnesogos (I'b 1) unm kmBotHoro 6enka (b
I, VI n IX) [19, 23, 38, 55, 57]. YpoBeHb y6eAUTENIbHOCTH
pekomeHpaauun — C (ypoBeHb SOCTOBEPHOCTU fOKa3a-
TenbCTB — 5). CHMKEHME COAEpKaHUa Kupa B 1e4ebHbIX
[AVeTax HanpaB/IEHO Ha KOPPEKLIMIO MMEIOLLMXCS HapyLLEHWUH
NUNMAHOro obMeHa.

K coxkaneHuto, adbeKTUBHOCTb AMEeTOTEPanum 3a4acTyto
CHM)EHa M3-3a TOro, YTO MaLMeHTbl YacTO HapyllalT ee
[40].

PekomeHpoBaHa, ocob6eHHo ana nauuneHTtoB ¢ b |, opra-
HM3auMa APOGHOro MUTAHWS C WMCKIIOYEHUEM MULLEBOrO
caxapa (caxapo3bl), OrpaHM4YeHneM ranakTo3dbl U GPyKTO-
3bl, C paBHOMEpPHbIM pacnpeaeneHMem NerkopacTtBopu-
MbIX Yr1€BOAOB B TEYEHWE CYTOK C LiENblo MoAAepKaHums
HopMornnkemun [23, 55, 57]. YpoBeHb y6eaUTENIbHOCTH
pekomeHaauun — C (ypoBeHb JOCTOBEPHOCTU fOKa3a-
TenbcTB — 5). C 3TON LENbO KOJIMYECTBO MPUEMOB MULLM
yBENM4YMBaloT 40 6—8 pa3 B AeHb (BK/tOYasi paHHUIW 3aBTpaK
B 6:00-7:00 1 no3gHum yxunH B 22:00), 4TO N03BONISET NOA-
JlepKMBaTb HOPMOMTMKEMMUIO.

[Mpn KOHLIEHTPALIMK TNIIOKO3bl HUXKe 2,5 MMOb/N1 4ONO0S-
HUTENbHO BBOAAT 1—2 HOYHbIX KOPMJIEHMUS.

PekoMeH0OBaHO Ha3Ha4YeHWE CbIPOro KyKypy3HOro
Kpaxmana, UMetoLero CBOMCTBO MeASIeHHO U HeNpepbIBHO
pacllennaTbcsa noa AeWCTBMEM MaHKpeaTU4YecKoW amuna-
3bl 4O [NIIOKO3bl, YTO MO3BOAAET 0O0OMTUCH 6e3 4acToro
KPYr1OCYyTOYHOTO KOPMJIEHUS, AOCTMYb W MOAAEPKUBaTb
YAOBNETBOPUTENBHYIO KOHLEHTPAUMIO [IIOKO3bl B KPOBM
[23, B5]. YpoBeHb y6eanuTenbHOCTU peKkoMmeHaauumn — C
(ypoBeHb OCTOBEPHOCTU AOKa3aTenbcTB — 5). B cB4-

31 C 0COBEHHOCTAMM MOJSIEKYNIIPHOTO CTPOEHUSI YCBOEHUE
FMIOKO3bl U3 KYKYPY3HOro Kpaxmana Bbllle, YeM M3 KapTo-
denbHoro. MNepsble NOMbITKM UCMONb30BAHUS CbIPOrO KyKY-
py3HOro Kpaxmana npeanpuHMMatoT K KOHLY NepBoro roga
XU3HU pebeHKa. Kpaxman cmeluvMBaloT ¢ BOAOW, Ge3nak-
TO3HbIMW/6Eccaxapo3HbIMKU CMECSMMU, COEBbIM MOJIOKOM
WK C APYTMMU HanUMTKaMu, He CoAepXKallnuMK caxapa, KoTo-
pble nonyyaet pebeHoK. [ng MnageHueB 1 aeTten paHHero
BO3pacTa LieneBas A03a KyKypy3HOro Kpaxmana cocTaB-
naet nopsaka 1,6 r/Kkr (Kaxable 3—4 4, BKAOYas HOYHOM
npuvem), a ANs NauMeHToB, AOCTUTLLMX LIKObHOrO BO3pacTa,
OHa Bo3pacTaeT o 1,7-2,5 r/Kr (Kaxable 4—6 4) [55, 56].

MpumeHeHne Kpaxmana No3BOASIET AOCTUYb M MOAAEpP-
WBaTb YAOBNETBOPMUTENbHYIO KOHLIEHTPALMIO [IOKO3bI
B KPOBM B CpPeOHEM Ha npoTsxeHun 4,25 4 (anana3oH —
oT 2,5 10 6 4). [pn ocywecTBAEHUMN PETYISPHOrO KOHTPONS
rMUKEMUU MOXKET CHU3UTbCS CTENEHb BOBIEYEHHOCTU MOYEK
B MaToN0rM4YecKmi npoLiecc.

Mpu pguetoTepanuMuM TNMKOTEHO30B PEKOMEHAOBAHO
cob6noeHne OonpeaeneHHoro pexXuMma MUTaHus ¢ pery-
NFPHBIMKM MPUEMAMKU MULM C LENbio NoAAEPKAHUS YPOB-
HS T/IIOKO3bl Ha [0CTAaTOYHOM YPOBHE M Npeaynpexae-
HUSA runornukemun [23, 55]. YpoBeHb y6eaUTENbHOCTH
pekomeHaauun — C (ypoBeHb SOCTOBEPHOCTU fOKa3a-
TenbcTB — 5). [lepBbiii NPMEM MWLM, KaK NpaBWJIO, Ha3Ha-
yatoT Ha 5:00-6:00, OH MOXKET COCTOSATb M3 Kallln, OTBAPHOM
BEpMULIENN, Yasd C [IIOKO30MW, Jasiee CAeayloT OCHOBHOWM
M BTOPOW 3aBTpakK, o6ef, NoNAHMK, YXUH. MocnegHun npu-
em nuwu npuxoantcs Ha 22:00-23.00, COCTOUT rMaBHbIM
o6pa3om u3 kedupa M 06e3XnpeHHoro Teopora. B 24:00
M NPU HEOBXOAMMOCTHM HOYbIO AAtOT KYKYPY3HbIA Kpaxmanl.

CpefHecyTo4YHble HOPMbl MOTPEGHOCTM B MULEBbIX
BelecTBax U 3HEPrnuM Aeten € YacTo BCTpevalwumucs
Tnnamu 'b npeacrtaBneHbl B Tab. 2.

B cBS13M € BbIpaXXEHHbIMW HapylleHNaIMU GYHKLMKU Neye-
HU W XKenyeoTaeneHus naumeHtam ¢ B pekomeHgoBaHO
HasHa4yaTb WMHAMBWAYaANbHYIO OWETY, JIMILIEHHYIO 3KCTpPakK-

Ta6auuya 2. MoTpe6GHOCTb B OCHOBHbIX MULLEBbLIX BELECTBAX U 3HEPTUM [IeTeN C MNMKOreHoBOoW 60ne3Hblo [55]
Table 2. The need for macronutrients and energy in children with glycogen storage disease [55]

Bo3pacrT, roabi
WUHrpeauneHTbl 1.3 16 7-10 11-13 14-17 fa?‘;:ﬁ;:q:;‘:
Manbuuku | [leBo4KM | Manbyuku | [1eBOYKHU
nnKkoreHoBas 60/1€3Hb, THM |
Benku, r 64 82 98 114 104 124 108 17
Hupsbl, r 28 36 43 50 46 55 48 17
Yrnesofbl, 248 317 378 443 402 483 419 66
KanopuiHocTb, KKan 1540 1971 2351 2749 2502 3000 2607 100
ukoreHoBas 60ne3Hb, Tvn I, VI n IX
Benku, r 75 96 115 134 122 146 127 20
Hupbl, r 41 53 63 74 67 81 70 25
YrneBogbl, 207 261 315 368 337 402 349 55
KanopunHocTb, KKan 1538 1957 2349 2746 2505 3000 2603 100
dusmnonornyeckas Hopma
Benku, r 53 68 77 90 82 98 90 14
Hupbl, r 53 68 79 92 84 100 90 31
Yrnesogabl, r 212 272 335 390 335 425 360 55
KanopuiHocTb, Kkan 1540 1970 2350 2750 2500 3000 2600 100




TUBHbIX BELWECTB, MPOAYKTOB, 60ratbix 3aGMPHLIMK Maciamm
N OpraHMYeCKUMMU KUCNOTaMM, XKUPHbIX, OCTPbIX U MPSHbIX
6noa, npunpas [19, 23, 38, 55]. YpoBeHb y6eauTenb-
HOCTH peKoMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTtenbCcTB — 5).

PeKoMeHLOBaHO UCKAOYUTb KUPOBbIE MPOAYKTbI (CK-
BOYHOE W TOMJEHOE Macno, CMeTaHy, C/IMBKM), GoraTbli
XONECTEPUHOM SMYHBbIN OENOK, KOHAWTEPCKUE W3Lenus
C KpeMom, MArkyto caobHyto Bbineyky [19, 23, 38, 55, 56].
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEHb OCTOBEPHOCTU fJOKa3aTeNbCTB — 5).

PeKomMeHLOBaHO orpaHn4MBaTh UM UCKNOYaTb NPOAYK-
Tbl, cogeprKalime GPYKTO3y M ranakrosy: NULEBON caxap,
LleflbHOEe MOJIOKO 1 ero NpPon3BOAHbIe, CoaepKallune MoaoY-
HblM caxap (aKTo3y), GPYKThbl (CBEXWE U CYLIEHbIE), KOp-
HennoAbl, WNUHaT, WaBefb, BCE ClajKue KOHAUTEPCKUEe
n3genus, N1oL00BOLHbIE KOHLLEHTPUPOBAHHbIE COKU, GPYK-
TOBble BOAbl, Me[, BapeHbe, CUPOMbl, KOHDETLI, a TaKKe
HEeKoTopble MeAMKaMeHThI, coaepxKalume caxap [19, 23, 38,
55, 56]. YpoBeHb y6eaUTEeNbHOCTU peKoMeHaauuin — C
(ypoBeHb 4OCTOBEPHOCTHU JOKa3aTeNbCTB — 5).

[ns npegynpexaeHvs passButua Ketoaunaosa nauuneH-
TaM ¢ b peKoMeHLOBaHO MCKIOYUTL NPOAYKThI, 6oraTble
cpeaHeuenoYyeYHbIMU TpUrmLepuaammn (KOKOCoBoe macho,
HeKOTOpble cneunann3mpoBaHHble CMeCcH ANs SHTepanbHO-
ro nutaHus) [19, 23, 38, 55]. YpoBeHb y6eauTeNbHOCTH
pekomeHpauui — C (ypoBeHb JOCTOBEPHOCTU fOKa3a-
TenbCcTB — 5).

NauneHtam ¢ B nNoKasaHbl HeXMWpHble copTa MAca
1 pbl6bl, BCE KPYMbl, MaKapOHHbIEe U34eNns, SUYHbIN GENOK,
MOJIOKO, Kedup, HecnagKkue NOrypTbl XUPHOCTbIO He 6onee
1,5%, 06€3KMPEHHbIN TBOPOT, HEOCTPbLIA CbIP XUPHOCTbIO
5-10%, noACYyLWEHHbIW MNIWEHUYHbIN XNeb, cyxne Hecnaakue
ranetbl, CNajoCTU, MPUrOTOBNIEHHbIE Ha [NOKO3e, GPYKThI
M OBOLM, COAeprKalimMe CpaBHUTENbHO HeOBO/blIOE KO-
4eCcTBO GPYKTO3bl (IMMOH, 3e/eHble A6/10KHM, KNOKBa, 3eEM-
NsHWKa, obnenuxa, Kaptodenb), Bce BMAbl KanycTtbl (6eno-
KOYaHHas — YMEPEHHO), Orypubl, TomaTbl (OrpaHUM4EHHO),
TblIKBa, Kaba4yoK, NaTUCCOHbI, GaKknaxaHbl, lyK-Nopewn, oro-
poaHas 3eneHb (orpaHuMyeHHo), GPYKTOBbIE COKK, pa3baB-
NleHHble Ha 1/2 KMNs4YeHOM BOAOW, HEKPEMKUM Yal, oTBa-
pbl U MOPCbI, MPUrOTOBMEHHbIE M3 pa3pelleHHbIXx GPYKTOB
WM qrog ¢ po6aBneHWem [IOKO3bl, pacTUTeNbHOE Macno
(nogconHeyHoe, KyKypy3HOe, NibHAHOE, COeBOE, pancoBoe,
TbIKBEHHOE) B KOAM4YecTBe 3—4 YaWHble NIOXKU B [AeHb
(no6aBnsaTb HenocpeacTBeHHo B 6atoga) [19, 23, 38, 55,
56]. YpoBeHb y6eauTeNIbHOCTU peKkomeHzauun — C
(ypoBeHb 4OCTOBEPHOCTHU OKa3aTeNbCTB — 5).

Jetam ¢ b | peKoMeHAOBaHO MNPUMEHEHWE HU3KO-
1 6e31aKTO3HbIX CMeCcew AN9 NMTaHusa AeTen NepBoro roga
YKMU3HWM Ha MOJIOYHOW M COEBOW OCHOBE, CMECeN ANs HTe-
panbHOro MUTaHUS, JNWEHHbIX NAKTO3bl U HE COAEPIKAaLLMUX
cpeaHeuenoYeYHbIX TPUMULEPUAOB, C LieNbio NoAAepKaHUs
YPOBHS IIOKO3bl Ha JOCTAaTOYHOM YPOBHE W Npeaynpexae-
HUS KeToauwmaosa [23, 55, 56]. YpoBeHb y6e4UTeNbHOCTH
pekomeHpauui — C (ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbCcTB — 5).

MpuHUKMNbl neyebHoro nutanusa npu b Il pekomeHpo-
BaHbl TakMe e, Kak npu b |, HO NOCKONbKY TeHAeHUMs
K TMNOrMMKEMUN MEHEE BbliparKeHHa, TO AN5 NoaaepKaHus
HOPMasIbHOr0 COAEpPXKaHWs [IOKO3bl B KPOBW B HOYHOE
BpeMs AOCTAaTO4HO WMCNONb30BaHMA CbIPOTO KYKYypy3HO-
ro Kpaxmana [19, 55, 57]. YpoBeHb y6eaUTEe/IbHOCTH
pekomeHpauui — C (ypoBeHb AOCTOBEPHOCTU fOKa3a-
TenbCcTB — 5).

Taknum o6pasom, aueta npu b Il meHee pecTpUKTUBHA,
W OrpaHWYeHus caxapa Mnpu Hew 3ayacTylo He TpebyeTcs.

PaspeluaeTcs Takxe NPUMEHEHWE B paLMOHe NUTaHus rpya-
HOr0 MOJIOKa, CTaHAaPTHbIX ero 3aMeHuUTeNen Mnn cmecemn
C NOBbIWEHHbIM coAepKaHnem 6enkKa. MoCKOoNbKy nulieBble
6€eNKM cnyxaT UCTOYHUKOM aMUHOKUCAOT, ABASIOLLMXCS Cy6-
CTpaTOM [/lOKOHeOoreHesa, ux notpebneHne cnocobCcTByeT
YMEHbLIEHNIO YrNEeBOAHOM Harpy3ku (MOTeHUManbHO Mpu-
BOASLLEN K Pa3BWUTUIO TUMOMIMKEMWUM W NaKTaTauugosa),
anpu b lll — v K ynydweHnio Mblle4yHOro o6meHa 6eskKa.

MoCTOAAHHOE MHTparacTpanbHOE NUTAHWE MPU TAKENIOM
TeyeHun 3abofieBaHUsA U HecTabWuibHOW HOPMOMIMKEMUM
pPEKOMEHOBAHO OCYLEeCTBAATbL NyTEM 30HAOBOro BBeje-
HUSI MUTaTENbHbIX CMECEN B HOYHOE BPEMS, C aHanorMyHom
LieNblo MOTyT MCMOMb30BaTbCs PacTBOPbl AEKCTPO3bl (Mpu
YCIOBUW MEANEHHOIr0 U KOHTPOAMPYEMOro MOCTYMNEHUS
B opraHuam) [19, 23, 38, 40, 55]. YpoBeHb y6eauTeibHO-
CTU peKkomMeHpaauun — C (ypoBeHb AOCTOBEPHOCTH AOKA-
3atenbcTB — 5). MHTEHCMBHOCTb NMOCTYNAEHUS nUTaTeNb-
HOM CMecH onpeaenseTcs CKopocTbio GU3NONOTrMYECKOM
NPOAYKLMKM MMIOKO3bl MeYeHbio: B MiadeHYeCKOM BO3pacTe
OHa cocTaBnsieT NnpuMepHo 8—10 Mr MMOKO3bl/KI/MWH.

MeanKkameHTO3Has Tepanus

PeKoMeHLOBaHO NpUMEHEHWE BUTAaMUHOB, MUHepasb-
HbIX BeWeCcTB W BUTAMUHHO-MWUHEPASbHbIX KOMMJIEKCOB,
06yCcnOB/IEHHOE MNPEUMYLLECTBEHHO AedULUTapPHOCTbIO
PECTPUKTUBHBIX AUET MO PALY MUKPOHYTPUEHTOB (0COBGEHHO
npu I'b 1), ¢ LUenblo BOCMNONHEHUA AeduunTa U noaaepxKa-
HUS afleKBATHOro HYTPUTMBHOIO ctaTtyca [19, 23, 37, 55].
YpoBeHb y6eauTebHOCTU peKoMmeHaauuin — C (ypoBeHb
AOCTOBEPHOCTHU flOKa3aTeNnbCcTB — 5). LlenecoobpasHocTb
NPUMEHEHNS TEX MU UHBIX BUTAMWUHHbIX NPenapaToB, nuuie-
BbiIX [06aBOK C COAEPKaHWEM MUHEpPasbHbIX BeELLEeCTB
MY BUTaMWHHO-MUHEPaNbHbIX KOMMIEKCOB onpegensercs
nieyalmm Bpayom.

MauuneHtam c I'b |, Il Ha3HavalTCa KoneKkanbuudepon,
3aprokanbundepon, npenapaTbl KanbLmsa (KanbLms ruuepo-
docdaT, KanbUns MIOKOHAT U ApP.) UM KOMOUHMPOBAHHbIE
npenapartbl (KoJieKanbundepon + KanbLusa KapboHar).

MauuneHtam ¢ I'b Ib 1 HeRTponeHnen Ha3HavyeHne BUTa-
MuHa E (getam ¢ 5 net — 600 mr/cyT, B3pocinbim — 900
M[F/CyT) B Te4€HMe OAHOro roga cnocob6CTBYET NOBbLIWEHUIO
YPOBHSA HENTPODUNOB U YMEHbBLUEHWUIO YacTOTbl MHEKLIMOH-
HbIX 3a6oneBaxuii [58].

MayneHtam ¢ I'b | n npn HeobxoagumocTn — ¢ b Il
MOryT 6bITb Ha3Ha4YeHbl BUTAMUHHO-MUHEPANbHbIE KOM-
naeKcbl (MOAMBUTaAMUHBLI, MONMBUTAMWHBI + MUHeEpanbl)
[19, 23].

MNauneHtam ¢ 'b ¢ peCTpPUKTUBHLIMK AUMETAMU (Hanpu-
mep, npu b 1) MoxeT noTpeboBaTbCs Ha3HavYeHue npena-
paTtoB xenesa, U/unn umaHoko6anamuHa, n/mnu Gonmeson
KUCNOoTbl.

MNauneHTam ¢ BapuaHTamu I'b, npoTeKkaowmmm ¢ nopa-
YeHueM MblweyHon TkaHu (V, VI, VII, IX) Ha3HavaeTcsa nupu-
JIOKCHH [59].

Mpu apyrux popmax b pelleHne 0 Ha3HaAYEHUN BUTAMMU-
HOB ¥ MMHEPAaNoB NPUHUMAETCS B MHAMBUAYANbHOM NOPSAKeE.

B KOMMNNEKCHOM Jfle4yeHUn OOMEHHbLIX HapyleHUn
npu 'b ¢ Ne4eHOYHON HE[OCTaTOYHOCTbIO PEKOMEHLOBAHO
BBeAeHWe KOoKapboKcunasbl C LeNblo CNOoCOO6CTBOBAHMUSA
o6pas3oBaHuio aunn-KoA, perynsuuun yrneBogHoro o6meHa
W YMeHbllUeHMa nakTaT-aumMaosa [37, 55]. YpoBeHb y6eau-
Te/IbHOCTU peKoMmeHAaauuin — C (ypoBeHb AOCTOBEPHO-
CTU fOKa3aTtenbCcTB — 5).

Mpn pednymte KapHUTUHaA NaymeHTam ¢ 'b pekomeHgo-
BaHa 3amecTuTe/lbHas Tepanus IEBOKapPHUTUHOM C ne4veb-
HOM uenbio [60]. YpoBeHb y6eaAUTe/IbHOCTU peKoMeHaa-
uun — C (ypoBeHb JOCTOBEPHOCTU AOKa3aTeNbCTB — 5).
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Mpn BTOPUYHBbIX OCNIOXHeHUsX B (BTopuyHble Ty6yso-
naTuu, NeYeHoUHble U BUanapHble AUCPYHKLMK U Ap.) PEKO-
MEeHAOBaHbl KOPPEKLMSA TYOYNSPHbIX PACCTPONCTB, OCTEONO-
po3a, yCTpaHeHWe 3aCTOMHbIX ABNEHUI B XKENYHOM Ny3bipe
(PEKOMEHAOBAHO MPUMEHEHME KENYErOHHbIX NpenapaTos,
NOBbIlEHWE 3BaKyaTOPHOM GYHKUMMW KENYHOro ny3bips),
Ha3Ha4yeHMe renaTonpoTEKTOPOB, /IMMOTPOMHbLIX BeELEecTB
[37, 56]. YpoBeHb y6eaUTeIbHOCTU peKomeHaauun — C
(ypoBeHb JOCTOBEPHOCTU OKa3aTeNbCTB — 5).

Mpn BO3HMKHOBEHMN METAbOIMYECKOro aungosa peKo-
MEHAOBaHO BHYTPUBEHHOE BBEAEHME LWENOYHbIX PacTBO-
POB HaTpua rmapokapboHaTa C LeNblo KOppeKuun meTa-
60NUTHbLIX HapyweHui [61]. B cnyyae pa3BuTUS auuao3a
Heo6X0AMMO BBEAEHWE pacTBOpa HaTpus ruapoKapboHa-
Ta (1-2 MMOnb/Kr/cyT B 4 npuema) uam uutpaTta Kanus
(5-10 MEp Kaxable 8—-12 v).

C aHTUNPOTEMHYPUYECKON LieNnblo U Ans NpeaoTBpalle-
HMS yXyaweHns GyHKLMM NoYeK nauneHtam ¢ I'b ¢ nopaxe-
HMEM NOYEK PEKOMEHA0BAHO UCMONb30BaHME MHIMOUTOPOB
aHrMoTeH3UHNpeBpaLlatowero depmeHTa (Hanpumep, Kan-
TOMNPWA, paMunpua u Ap.) MAM aHTaroHWCTOB PeELLEenTOpoB
aHrnoteHsuHa ll (Hanpumep, BancapTaH 1 ap.) [6, 23, 39, 45,
62-64]. YpoBeHb y6eaUTeIbHOCTU pekomeHaauun — C
(ypoBeHb JOCTOBEPHOCTU OKa3aTeNbCTB — 5).

Mpu pa3BUTUM TMNEPYPUKEMUN PEKOMEHAOBAHO NPUMeE-
HATb aNIONYPUHON C LIENBIO KOPPEKLMMK AaHHOTO COCTOSHMS
(10 mr/kr/cyT B 3 npuema) [6]. YpoBeHb y6eaUTeNIbHOCTHU
pekomeHaauun — C (ypoBeHb AOCTOBEPHOCTU lOKa3a-
TenbcTB — 5).

Ecnn KoHUeHTpaumus TPUrMLEPUAOB B CbIBOPOTKE KPO-
BW coxpaHseTca Bblwe 10 MMOMb/f, HECMOTPS Ha AMETO-
Tepanuio, PEKOMEHAOBAHO Ha3HayeHwe npenapartos, CHU-
KaloWwmnx MX YPOBEHb: TMMOAMNUAEMUYECKME nNpenapathbl
(Hanpumep, HUKOTMHOBAA KUcnoTa, UHrMGuTopbl MI-KoA-
peayKkTasbl (CTaTuHbl), GubpaTbl), YTOObI YMEHbWUTL PUCK
pa3BUTUS XoflennTnasa M naHkpeatuta [36, 37, 506].
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEeHb JOCTOBEPHOCTU fOKa3aTtenbcTB — 5). Boi6op npe-
napaTtoB OCYLLECTBASETCA B COOTBETCTBMM C BO3PacTOM
nauueHTa.

Mpn HENTPONEHMUN PEKOMEHAOBAHO Ha3HaYeHNe PEKOM-
OGMHAHTHOrO rPaHYNOLMUTAPHOrO KOMOHUECTUMYIMNPYIOLLETO
daKkTopa yenoBeKka ([FKCP) ¢ uenbio KOppeKLUn AaHHOro
nposiBneHns (o yposHa Bbiwe 0,5-1,0 x 102/n) n cBA3aH-
HbIX C HAM COCTOSIHWI [26, 27, 65, 66]. YpoBeHb y6eau-
TEeNbHOCTU peKoMeHpauuin — C (ypoBeHb OCTOBEPHO-
CTU AoKa3atenbcTB — 5). Micnonb3oBaHue -KCP npu b
Ib no3BonseT BOCCTAaHOBUTb PYHKLIMM KPACHOIO KOCTHOIO
MO3ra, CKOPPEKTMpPOBaTb HENTPOMEHUIO, CHU3UTb CTEMNEHb
TAXEeCTU OaKTepuanbHbiX WMHPEKUWUA, BOCMnanuTenbHbIX
M3MEHEHUN KUWEYHMKA M MeTaboNMYeCKUX HapyLleHWH,
yAyylMB TeM cambiM NPOrHo3 3aboneBaHus. HadvanbHas
fo3a — 1 MKI/KI/cyT 4yepe3 fdeHb. [OnuTenbHas Tepanus
[-KC® npoBoantcs B A03€ 5 MKI/KI Macchbl Tena Ha WHb-
eKkuuto go 2—-3 BBeAeHUn B Heagento [26, 27]. o3y cneayeT
NoBblLaTh NOCTEMEHHO, NPUBAUBUTENBHO C 2-HeAeNbHbIMU
WHTEpBanamu, A0 LOCTUMEHMS LEeNeBOro 3HayeHus abco-
NIOTHOTO Yucna HenTpodunos oT 6onee 500 go 1 x 109/n
[49].

JleyeHne cnepyet NpoBOAMTL NOA TWATENbHbIM HabMO-
aeHuneM. Y naumeHToB ¢ ['b Ib onucaHbl peakue cnyvyan mue-
NOAMCNNACTUYECKOr0 CUHAPOMA UM OCTPOro MUENOUAHOMO
NenKosa, He cBA3aHHble ¢ npuMeHeHnem -KC®, 4yto ankTyeT
HEO6X0AMMOCTb KOHTPONS U, MPU HEOBXOAUMOCTH, andde-
peHunanbHOM AMarHOCTUKM NPU HENTPOMNEHWUMN.

MauneHTam, nonyyatouwmm nevyeHme M-KCP, pekomeHao-
BaHbl TWaTeNbHbIM MOHUTOPUHI pa3dMepa Cene3eHKu (cnne-

HOMeranus), KAMHWYECKMX NapaMeTpoB KPOBWM (TPom6O-
LMTOMEHMSA) U MNOTHOCTM KOCTEM (OCTEOMNOopO03), a TaKxKe
perynsapHoe HabniogeHue y remartofiora M LeTCKOro OHKO-
nora-remarosiora / oHkonora (KapuvHoma no4ek) [17, 66,
67]. YpoBeHb y6eaUTeNIbHOCTU peKomeHpauun — C
(ypoBeHb AOCTOBEPHOCTU JOKa3aTeNbCcTB — 5).

PeKomMeHL0OBaHO Ha3HavyeHWe npenapaTos rpynmbl «aMu-
HOCaNMUMIOBas KUCNOTa U aHanorMyHble npenapatbl» (aMu-
HOCannuMIoBas KucioTa) Mpu Je4eHnn BoCnanuTeNbHbIX
3a60neBaHnit KulleyHnKa [65, 68]. YpoBeHb y6eauTenb-
HOCTU peKomMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKasatenbCcTB — 5). [lpu nevyeHUM BoOCManuUTENbHbIX
3a60n1eBaHN KULLIEYHNKa YacTo addeKTUBHA KOMOUHALUSA
[-KC® v npon3BOAHbIX aMUHOCANIMLIMIOBON KMUCNOThI [68].
OaHaKoO B HEKOTOPbIX CAy4yasx TakKoe fevyeHue He UMeeT
ycnexa, 4to TpebyeT Apyrux TepaneBTUYECKUX NOLXOA0B.

[MIOKOKOPTUKOMAHAA Tepanus Npu nNevyeHun Bocnanu-
TeNbHbIX 3a60M1eBaHNN KUWeYHUKa Ha poHe b He peKkoMeH-
[OBaHa, y4yuTbiBas CTepona-uHAYLMPYEMbIR TIMKOreHONn3,
BO3MOXHOCTb yCYyrybneHus nakratauuaosa v runepavnuae-
Muun [69]. YpoBeHb y6eaAUTEeNIbHOCTU peKoMmeHaauuin — C
(ypoBeHb AOCTOBEPHOCTHU JOKa3aTeNnbCcTB — 5).

lMpUuMeHeHne WMMYHOCYNPECCAHTOB MpU  NeYeHUU
BOCMNanuUTENbHbIX 3ab0/ieBaHUM KUleyHUuKa Ha ¢oHe b
(MeToTpeKcar, a3aTMONPUH 1 MEPKaANTOMNYPUH) HE PEKOMEH-
[OBaHO, TaK KaK COMNpOBOXAAeTCs PUCKOM WU3ObITOHHOWM
UMMYHOCYMPECCUN U YCUNEHUS HEMTPONEHUN Yy NaLMEHTOB
c b Ib [65]. YpoBeHb y6eaUTEeNbHOCTU peKoMeHAa-
uun — C (ypoBeHb OCTOBEPHOCTHU JOKa3aTenbCcTB — 5).

OnucaH eavHWUYHbBIM chlydarm YCNewHoro neyvyeHns nog-
pocTtka ¢ I'b Ib ¢ nomolbto MHbAMKcmaba [70].

NleyeHne aganumymabom (peKOMOWHaAHTHOE 4YenoBe-
4YeCKoe aHTUTeNo K GaKTopy HEKpPO3a OMyXonu) Npu neye-
HUW BOCNanMUTENbHbIX 3a60/IEBaHUI KUWEYHUKa Ha doHe
b He pekomeHgoBaHO. bbino npoBefeHo y 0AHOro 60/b-
Horo ¢ B Ib, nmeBWwero BocnanutensHoe 3abosieBaHne
KuLWeYyHrKa, pedpaKTepHoe K CTaHAaPTHON NeKapCTBEHHOM
Tepanuu, U annepruyeckue peakumm Ha MHOAMKCKMMaAO,
M oKasanocb 3ddeKTUBHbIM [71]. YpoBeHb yb6eaUTENb-
HOCTU peKomMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTeNnbCcTB — 5).

Xupypruyeckoe ne4yeHue

YpesBblyallHO Ba)XeH BOMPOC MOArOTOBKWM MaLMEHTOB
¢ 'b K onepatnBHbIM BMelwaTenbcTBaM. lepen nposene-
HUEM KaKUX-TMBO XMPYPrUYECKUX MaHWUMNYNSaUMN Y TaKux
nauymMeHToB HeobGXoAMMO HOpmanuM3oBaTb MoKasaTe-
/1M CBEPTbIBAEMOCTU KPOBM (CKOPOCTb arperauuvm TPOM-
60UMTOB) MNOCPEACTBOM MNPOAO/IKUTENBHOINO MUTAHUA
yepes3 HazoracTpanbHbli 30H[ (HEMNPEPBLIBHO B TeyeHue 1
Hea) UM NocpeacTBOM BHYTPUBEHHON MHOY3WMK TNOKO3bI
B TeyeHue 24-48 4. B go- 1 nocneonepauymMoHHOM Nepuo-
[le KpallHe BaKeH perynsipHbli KOHTPOMb YPOBHS MOKO3bI
M NaKTaTa B KPOBW. B psise cnyvyaes npu TSXeNbIX Nopaxe-
HMAX NeYyeHn (LMPPO3 C OCNOXKHEHUAMMU) PEKOMEeHAOBaHa
opToTonMyecKkas TpaHcnnaHTaumsa nedenu (OTM) [72, 73].
YpoBeHb y6e[uUTeNbHOCTU peKomeHpauun — C (ypo-
BEeHb [JOCTOBEPHOCTU JAOKa3aTeNbCTB — 5). ABndascob
eIMHCTBEHHO 3} dEKTUBHbIM CMoco60oM paguKaibHO-
ro nevyeHus TaXenblx daTanbHbiXx 3ab0/ieBaHUN nede-
HW, YyCNEWHO MNpUMeHaeTcs B NneauMaTpUYecKOn MnpaKTu-
Ke. Mpu rnMkoreHo3ax nokasanus K OTI ycTaHaBnuBatoT
npu HaanM4yMm UMPPO3a MEYEHU U ero OCNOXKHEHWUW, Hau-
6onee 4yacto Bo3HUKatowmx npu b Il u IV. B HacToswee
Bpems onbIT BbinonHeHua OTI y aeten ¢ rMMKoreHosamu
BEeCbMa OrpaHuWyeH, No3TOMy pe3ynbTaTbl XMPYPru4ecKoro
fle4eHnss HeoAHO3Ha4YHbl. TeM He MeHee, TpaHCNIaHTauus



nevyeHu npu 'b Nno3BonseT ckoppeKkTupoBaTb BCe GUOXMU-
MUYECKME HapylweHus, BKIOYas rMNOrIMKEMUIO, CBA3aH-
Hble C MOpaXeHWeMm opraHa, 04HaKo A0 CUX NMOP HESCHO,
CNoco6HO Nn Takoe onepaTuBHOE BMellaTenbCTBO obpa-
TUTb UKW NPEAOTBPATUTL NOparkeHne noyek. Mpu atom OTI
06bI4HO HWKaK He BAUSAET Ha NEPCUCTEHLMIO HENTPONEHUHU
WY NPUBOAUT NTULWb K BPEMEHHON ee KoppeKumu. OcTaeTtcs
HeOKa3aHHOM BO3MOXHOCTb NpeaoTBpaLLeHns nporpec-
CMPOBaHUA NOParKEHUS NeYeHn, KOTOPOE MOXKET JarKe yCH-
nmMBatbca Ha GOHe MMMYHOCYNPECCUMBHOM Tepanuu nocne
OTI. Cpeam onucaHHbIX OCNOXKHEHUI BO3MOXHbI XpPOHUYe-
CKOE OTTOPXEeHWe TpaHcnaaHTata, NOCTTPaHChY3UOHHbIV
renatut C, noyeyHas HeLOCTATOYHOCTb, MOAArpUYeCcKuin
apTpUT U TPOMOBO3 BOPOTHOM BEHbI, TPEOBYIOLLIUIA MOBTOPHOM
OTI. Kpome TOro, UMEOTCA CBEAEHUSA O TOM, YTO y Mauu-
€HTOB C MIMKOreHo3aMu MOryT ObiTb AOCTUIHYTbl YAOB-
neTBOpUTENbHbIE CPefHECPOYHble Mcxoabl. CywecTByeT
TaKXe MHeHue, 4To neped nposegerHnem OTI BarkHa Twa-
TefbHas OUEHKa puCKa M NOAb3bl, OHa Lefecoobpas3Ha
NIMWb NPU BbICOKMUX PUCKax pas3BUTUS renatoLennonsap-
HOW KapuuHOMbl MK AUCOYHKLMM neyveHu. Mpu Hanny4mm
noKasaHui K TpaHCnnaHTauuu paccmaTpuBaeTcs Bapu-
aHT COYeTaHHOM TpaHCMAaHTaLMK NeYeHN U NOoYeK B Ciy-
Yyae 0OAHOBPEMEHHOIr0 HapylweHns QYHKLNK 3TUX OPraHoB;
B IMTEPATYPHbIX MCTOYHMKAX COO6LAN0Ch O HECKONbKMX
noAoGHbIX yenelHblx cnyydasx [73, 74].

[pn nevyeHnn ageHoM neyeHu y nauneHToB ¢ b peKo-
MEHAOBaH MNEpPCOHANN3NPOBaHHbLIN MOAXOA K Kaaomy
KOHKPETHOMY NauMeHTy B 3aBUCMMOCTM OT PUCKA Manur-
HU3aLuK C Lenblo Bbibopa Haubonee ONTUManbHOMo fieye-
HUA [52]. YpoBeHb y6e[uTe/IbHOCTU peKoMeHJauun —
C (ypoBeHb pAOCTOBEpPHOCTM pAOKasaTenbCcTB — 5).
JleyeHne ageHOM oOcTaeTcs aMNMpuyecknm. MoryT ObiTb
NPUMEHEHbl BblKMAATeNbHas TaKTUKa WKW XMPYypPruyeckoe
BMewaTenbCcTBo. Y nauneHToB ¢ B Ib MoxeT BO3HUKHYTb
HEeo6X0AMMOCTb B MPOBEAEHUM TpaHCMaHTauuMu nevyeHu
AN9 NpefoTBpaLLEHMS MaNUrHU3aL MK NEYEHOYHbIX a4eHOoM,
a TaKKe B c/ly4ae BOZHUKHOBEHUS TAXKeNon, pedpaKTepHom
K NeYyeHuto runornmkemmm [52].

Heo6xogMMo paccmoTpeTb NpoBefeHWe TpaHcniaHTa-
LMK MOYEK MPU XPOHUYECKOW MOYEYHOM HefoCTaTOYHOCTU
y nauuneHToB ¢ I'b npu HanM4ynm NnoKasaHWm cornacHo o6LWwum
noaxoAam K MpPOBEAEeHMI0 AaHHOro Bmellatensctea [6, 7].
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BE€Hb OCTOBEPHOCTU JOKa3atenbCTB — 5). [1pn XpOH#U-
YeCKOM NOYEeYHON HEeAOCTaTOYHOCTHN TPaHCNaHTaLUMs NoYeK
NO3BONSET CKOPPEKTUPOBATL TONIbKO HapyleHns GyHKLMK
NnoYeK, He BIUSAS Ha TUMNOMTUKEMMIO.

PeKomeHLOBaHbl YpecKoXKHas yaapHO-BONHOBAs NUTO-
TPUNCKA UK XMPYPrUYEecKoe neveHne npu HedpoKanbLm-
HO3e n HedpponuTnase [6, 7]. YpoBeHb y6eaUTEeNbHOCTH
pekomeHpauui — C (ypoBeHb JOCTOBEPHOCTU fOKa3a-
TenbCcTB — 5).

NMPOPUJIAKTUKA U AUCNAHCEPHOE

HABJIIOAEHUE

NMpodunakTuka

MpodunakTMKa C LeNblo NPeaynpexaeHns poXKAeHUs
pebeHKa ¢ HacneacTBeHHoM natonorven — b nnm ¢ uenbio
paHHero Havana neyeHus nauumeHta ¢ I'b nogpasymesaet
cnepytowmne pekomeHgaumm.

Heo6xoaMmMo npoBefeHne MeAnKO-reHeTUHECKOro KOH-
CYNbTMPOBAHUA Map C OTArOWEHHbIM CEMENHbIM aHaMHe-
30M no b, nnaHupyloLWnX 6epeMeHHOCTb, ¢ 0bcneaoBa-
HMEM Ha HOCUTENbCTBO CEMEWHbIX NaTOreHHbIX BapMaHTOB
B reHax, OTBETCTBEHHbIX 3a pas3suTue I'b, ¢ uenblo npu-
HATUS pelleHns ceMben O MPOBEAEHMM MpeuMMnnaHTauum-

OHHOW WX NpeHaTanbHOM AMarHoCTUKK [75]. YpoBeHb
y6eauTenbHOCTU pekoMeHpauun — C (ypoBeHb AOCTO-
BEPHOCTU AOKa3aTeNbCTB — 5). [NMMKOreHo3bl Hacneay-
I0TCS MPEUMYLLECTBEHHO NO ayTOCOMHO-PELLECCUBHOMY THUMY
(3a ucknoyeHnem I'b IX 1 BpOXKAEHHOW fieTasibHOW 601€3HU
HaKonaeHusa ruMKkoreHa B cepgue). MNpu HannM4mMm B cembe
pebeHKa C MMWKOreHO30M BEPOSTHOCTb MOBTOPHOIO POX-
AeHus pebeHKa ¢ JaHHbIM 3a6onieBaHnem coctaBnseT 25%.
Mpu XenaHun cemMbM BO3MOKHO NpoBegeHue ob6cneno-
BaHU — NpeuMniaHTaLMOHHON AMArHOCTUKM C MOUCKOM
CeMeWHbIX MaToreHHbIX BapuaHTOB B KaeTKax aM6puoHa
60 NpeHaTanbHOM AMAarHOCTUKM (acnmpaLms BOPCUH XOpH-
oHa B 10-14 Hen / amHuoueHTe3 B 16-20 Hepn) ¢ nouc-
KOM CeMEeWHbIX MaToreHHbIX BapMaHTOB B KJIETKax Xopuo-
Ha / OKONOMOAHbIX BOA).

Mpu b IX, Hacneayowencs no X-cuenieHHoMy pelec-
CMBHOMY TWMy, BEPOSATHOCTb MOBTOPeHUs 3aboneBaHus
y notomcTtBa cocTtaBnset 50% a4na manb4ynMKkoB. Bce geBoyKku
6yayT 300poBbl, 50% M3 HUX yHACNeAylT CEMENHbIN naTo-
F€HHbIN BapuaHT.

BepoAaTHOCTb NOBTOPEHUSA BPOXKAEHHOW JieTallbHOM
601e3HM HAKOMNEHNS TIMKOreHa, HacneayloLwencs no ayTto-
COMHO-AOMMWHAHTHOMY THMY, 6/IM3Ka K 06LLENONYASALMOHHOWM.
OaHaKo Henb3sa WCK/YaTb BEPOSATHOCTb FEPMWMHaNbHOro
MO3anumn3ma, B CBA3M C YEM PEKOMeHAyeTcs nposeaeHue
npeHaTanbHON AMArHOCTUKM (acnupauns BOPCUH XOpMOHa
B 10-14 Hep / amHuoueHTe3 B 16-20 Hed) ¢ NMOMCKOM
NnaToOreHHOro BapmaHTa B KJ1eTKax XOpMoHa / OKONOMIOAHbIX
BOf).

BakuuHauua nauueHToB ¢ B McKAYMTEeNnbHa BarkHa,
TaK Kak npu 6GONE3HSAX HaKOMAEHWUS TIMKOreHa Hepenku
UMMYHOAEDULUTHBIE COCTOSAHUS, MO3TOMY NPOBEAEHUE BakK-
LMHaLUMK B pamMKax HalMOHaNbHOro KaneHgaps nokasaHo
BCceM nauymeHtam ¢ I'b ¢ uenbto npegoTBpalleHuns / obnerye-
HUS TeYEHUST BaKLMHOyNpaBasiemMblx MHbEKLNUN [76]. BaxHa
BaKLUMHALMS NPOTUB CE30HHOMO rpumnna, NMHEBMOKOKKOBOM
nHbeKuumn [23, 38].

Mmetotca nybnnMkauuMnm O HefoCTaTOYHOCTM BaKuUMHa-
LMK Cpeaun NnauueHToB ¢ MeTaboNMYeCKMMU HapyLweHnaMu
M He06X04MMOCTM 06pa3oBaTefibHbIX MPOrpaMm No UMMYHH-
3auuun B gaHHou rpynne [77].

AucnaHcepHoe HaGalAeHUe NaLuUueHTOB

C IMIMKOreHOBOW 60J1Ie3HbIO

NHdopmaums o gucnaHcepHom HabntoAeHUN U KOHTpoSie
3a aleKBaTHOCTbIO Nle4eHns npeacTaBneHa B Tabn. 3.

OPrAHM3ALIMS OKA3AHUSA MEAULIMHCKOM
nomMmoLuiu
lMoKasaHus ans N1aHOBOW rocnuTanu3aunn B MeAULIMH-

CKYIO OpraHu3saLmio:

1) npoBeAeHWe AMArHOCTUKM M neyveHus, Tpebytowmnx npo-
[IOMKUTENBHOTO (AHEBHOE WM KPYrIOCYyTOYHOE npebbl-
BaHWE) MEANLMHCKOro HabMoAEHUSA U MOHUTOPUHIA KNK-
HMKO-NabopaTopHbIX NoKasaTtenewn;

2) Heob6X0AMMOCTb NPOBEAEHUs Pa3IMYHbIX BUAOB 3KCMep-
TM3 unn obcnenoBaHusl B MeAULMHCKOW OpraHv3aumm
Nnpy¥ HEBO3MOXHOCTU MPOBEAEHNS UX B aMOYNaTOPHbIX
YCNOBUSIX (B TOM Yncne obopmaeHne 3akntodeHns deae-
panbHOro KoOHCKAMyMa / Bpa4ebHOM KOMUCCHUN).
lNMNoKka3zaHus AN aKCTPEHHOW/HEOTNIOXHOW rocnuTaamnaa-

UMW B MEAULMHCKYIO OpraH13aLmio:

1) ocCTpble, yrpoxatoline XU3HU COCTOSTHUA C PUCKOM pas-
BUTUS OCNOXHEHUI, TPebytoLLMe HEOTIOKHOIO NIeYeHus,
B TOM YMC/le MHTEHCMBHOW Tepanuu, a TaKxKe Kpyrio-
CYTOYHOIr0 MEAMLIMHCKOro HabntoaeHus u npoBeaeHus
cneumanbHbiX BUAOB 06CneoBaHUs U neveHus.
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Ta6nuua 3. NnaH BegeHUs nauneHTa ¢ rMUKoreHoBon 60/1e3Hbto

Table 3. A management plan for a patient with glycogen storage disease

O6GcnepoBaHue

YactoTta npoBeaeHuUs

0653aTesIbHOE NpU KaxK4oM AUcrnaHcepHoOM npueme

AHTpONomeTpuUs (POCT, Macca, pac4eT Macco-pPOCTOBOro
COOTHOLWEHMUSA)

1 pa3 B 3 mec

O6LWMIN (KNMHUYECKUI) aHaNN3 KPOBW pa3BepHYTbIN

1 pa3 B 3 MeC (4ONONHUTENBHO NPU XPOHUYECKON HENTPONEHUN
1 ee neyeHumn -KCP)

O6LWmi (KMMHUYECKMI) aHann3 Mo4u

1 pa3 B 3 mec

KOHTpOnb rnkemMun (MccnefoBaHne yPOBHS MIOKO3bl B KPOBM)

1 pa3 B 3 Mec (4ONONHUTENBHO NPKU 060CTPEHUHU, Ha GoHe
MHTEPKYPPEHTHbIX 3a601eBaHNN)

KOHTPONb KUCNOTHO-OCHOBHOIO COCTOSIHUS (MCCliefoBaHMe YPOBHS
6ydepHbix BELLECTB B KPOBU, UCCNEOBaAHUE YPOBHS BOAOPOAHbIX
MOHOB (pH) KpoBM, UccnefoBaHKe ypoBHA 6MKapboHaToB B

KPOBMU, UCCNlefoBaHMe NapumanbHOro JaBeHus Knucnopoaa,
nccnefoBaHue napunanbHOro JaBneHus YyriekKnenoro rasa,
uccneaoBaHue cTaHgapTHOro 6ukap6oHaTa, uccnefoBaHne
CTaHAapTHOro n36bITKa OCHOBaHWM, UccieaoBaHme N36biTKa
OCHOBaHUK)

1 pa3 B 3 Mec (4ONONHUTENBHO NPKU 060CTPEHNH, Ha GoHe
MHTEPKYPPEHTHbIX 3a601eBaHUN)

Buoxumuyeckun aHanna kposwu (AT, ACT, I'TT, LD, nakTaT, o6wwmi
6€enoK, XONEeCTEPUH, TPUMULEPUIbI, MOYEBAs KUCNOTa, GUINPYOUH,
uccnepoBanue yposHsa/aktusHoctn KOK-MB B kposwu, IO, HaTpui,
Kalluin, MOHU3UPOBAHHbIN KanbLMi)

1 pa3 B 3 Mec (4ONONAHUTENbHO NPKU 060CTPEHNU, Ha doHe
MHTEPKYPPEHTHbIX 3a601€BaHNUN)

0O6s3aTesibHOE exxeroHoe B cTalMoHape

Koarynorpamma (MccnenosaHue npoTpoOMBUHOBOIO MHAEKCA,
uccnefoBaHne TPOMBMHOBOrO BPEMEHU, UccnefoBaHune

TOYHOW XMOKOCTH

MeXAyHapoAHOro HOpManu30BaHHOIO OTHOLWEHUS, UccnefoBanve | 1 pas B rog
aKTUBMPOBAHHOI0 YaCTUYHOrO TPOMOGOMNACTUHOBOIO BPEMEHM,
nccnefoBaHue KOHLEHTpaumm GubpuHoreHa B KpoBK)
72-4acoBoe HenpepbIBHOE MOHUTOPUPOBAHUE MIOKO3bl B MEXKIIE-
1 pasBroa

Onpenenenune coaepratHmsa anbda-peTonpoTenHa B CbiIBOPOTKE
KPOBM

1 pas B roa (Np1 HanM4Ynm ageHom nevyeHn — 1 pas B 3—6 Mec)

McecnepoBaHne CyTOYHOM 3KCKPELIMKU COMTe C MOYOW, KallbLMiA-

CTOMETPUS NeYeHn)

o 1 pa3 B ro
KpeaTUHUHOBLIN KO3bDULMEHT P A
AHanua moyu no Agauc — KakoBckomy 1 pa3Broj
AHann3 Mo4M No 3UMHULLKOMY 1 pasBroa
YnbTpa3ByKoBOe UccneaoBaHne opraHoB GPIOLWHON MONOCTH,

1 pasBrog
noyex, cepaua
HenHBa3unBHas TpaH3nMeHTHasa anactorpadus nedenu (T3AM) (ana-

1 pasBrog

KomnblotepHas Tomorpadus (KT) niv marHMTHO-pe3oHaHCcHas
Tomorpadus (MPT) opraHoB 6pIOLWHOM NOMOCTH (MO MOKa3aHUsAM)

1 pa3 B roa (np1 HaaM4Yuu ageHom neveHn — 1 pas B 3—6 Mec)

930daroractpoayoaeHOCKONUS (MO NOKa3aHUaM)

1 pasBroa

PeHTreHorpadusa KUCTEN C Lienbio OLLEHKW KOCTHOro Bo3pacTa

1 pas3 B 2roaa/rog

[ByxaHepreTuyeckasa peHTreHoBcKas abcopbLmMomMeTpums

1 pasBrog
(PEHTreHOAEHCUTOMETPUS) MOSICHUYHOIO OTAENa NO3BOHOYHMKA
AnekTpoHenpomuorpadus (QHMI) (QHMI uronbyaTbiMK aneKTpoaa- 1 pa3Bron
MU (OAWUH HepB))
MccnepoBaHue GyHKLMKM BHELIHEro AblXxaHus (ccnefjoBaHue 1 pas s rog
HECMpPOBOLIMPOBaHHbIX blXaTeNbHbIX 06bEMOB U MOTOKOB) P
OneKTpoKapanorpamma 1pa3Broj




Ta6auuya 3. OKoHYaHMe
Table 3. Ending

0O6cnepnoBaHue

YacTtoTa npoBeaeHUs

MNyHKUMOHHasa 6uoncus neyeHn ¢ MopPonoruyecknum
nccnepoBaHvem 6uonTaTta

1 pa3 npu NnepBUYHOM ANArHOCTUKe 3ab6oneBaHus

MeanKo-reHeTU4ecKoe KOHCYNbTUpOBaHWe (KOHCYbTalusa Bpaya-
reHeTuKa)

1 pa3 npv NepBUYHOM ANArHOCTUKe 3aboneBaHus

LIMHCKMM NMCUXONOT, colmanbHbli paboTHUK) U Ap.

Mpu exerogHom o6cnefoBaHUKU B OTAENEHWM BbIMONHAIOT BCE UCCNEL0BAHNUS, OCYLLECTBASEMbIE NPU KaXKA0M ambBynaTopHOM npueMe.
Kpome Toro, LONONHUTENbHO, MO NOKa3aHUSAM, MPOBOASAT PEHTIEHONOrMYECKOe UCCNeOBaHNe OPraHoB rPyAHON KNETKK, rpyAONOSCHUY-
HOro OTAeNla NO3BOHOYHUKA, KOCTEN KUCTEN, afleKTpoaHuedanorpammy, MPT ronoBHOro Mo3ara, NyHKLMOHHYIO 6GUMONCUto nevyeHu ¢ mopdo-
NIOrMYECKMM UccnefoBaHnem GuonTarta, NPoOBOAAT KOHCYNbTaLMKU Pa3nnyHbIMK cneunanMctTamu (Bpady-gMeTonor, Bpad-kapavonor / Bpay-
KapAuonor AeTCKUI, Bpad-Hepponor, Bpay-remMatonor, Bpay-HeBpoor, Bpay-xMpypr / Bpay-xmpypr AeTCKUI, Bpa4y-0TOPUHONAPHUHIONOT,
Bpay TpaBMaToNor-optonea, Bpay-aHAOKPUHONOr / Bpay-aHAOKPUHONOr AETCKUIA, BPay annepronor-uMMyHoor, Bpay-cTOMaTtonor, Meau-

MpumeyaHne. ACT — acnaptatamuHoTpaHcdepasa; AJIT — anaHuMHaMmuHoTpaHcdepasa; TT — ramma-rnytamuntpaHcdepasa; O —
wenoyHas pocodataza; KOPK-MB — nsodepmeHTbl KpeatnHdochokunHasbl; 1A — naktataerngporeHasa; -KCP — rpaHynoumTapHbIi Kono-

HUECTUMYINPYIOLWMI daKTop.

Note. AAT (ACT)— aspartate aminotransferase; ALT (AJIT)— alanine aminotransferase; GGT (I'TT)— gamma glutamine transferase;
AP (LLid) — alkaline phosphatase; CPK-MB (KOK-MB) — creatine phosphokinase-MB; LDH (JIAIN) — lactate dehydrogenase; G-CSF (I-KC®) —

granulocyte colony-stimulating factor.

[ToKa3aHK1S K BbINMWUCKE NalMeHTa U3 MEAULMHCKOM opra-

HU3aLNK:

1) OTCyTCTBME Yrpo3bl 415 MU3HM NaLMeHTa U yrpo3bl pas-
BUTUS OCNTOXKHEHUI, TPEOYIOLLMX HEOTIOXKHOIO IeYeHus,
Mo 3aBePLUEHUN AUArHOCTUYECKUX MEPOMPUATUN;

2) cTabunundauus COCTOSIHUS M OCHOBHbIX KJMHUKO-Nabo-
paTopHbIX MOKas3aTenen naToN0rMyeckoro npotlecca,
OTCYTCTBME HEOOXOAMMOCTHM B NPOAO/IKUTENBHOM Meau-
LIMHCKOM HabniogeHnn (AHEBHOE WU KPYrnocyTO4HOEe
npebbiBaHuKe);

3) BbIMOAHEH NfaH 06CnefoBaHUA M JIeYEeHUs NauMeHTa,
JaHbl peKoOMeHAauuMu No JalbHenwemy HabnioaeHUIo
U NIEYEHMUIO;

4) HeobXoAMMOCTb NepeBofa MauueHTa B Apyroe meau-
LIMHCKOE Yy4YperKaeHne Wnu y4dperkaeHue coumanbHOro
obecneyvyeHus.

MpuHUMNbI OpraHu3auum MeAULUHCKON NOMOLLU
nawueHTaMm C rNIMKOreHoBOW 60J1e3Hblo
YyutbiBaa cneunduKky mMeTaboNM4yecKUX HapylweHuH,

KNMHUYECKME M NnabopaTopHble MNpu3Haku 3aboneBaHus,

HEepeKo MNPOTEeKaloWero ¢ HeyaoBNEeTBOPUTENbHLIM MPO-

rHO30M, AMArHOCTUKA U NevyeHre naumeHToB ¢ b AoMKHbI

OCYyLWECTBNATLCA Ha 3 YPOBHSX:

e | ypoBEHb — MeEAMUMHCKME OpraHu3auuu, oKalblBalo-
lMe npevmyLecCTBEHHO MEPBUYHYID MEeAMKO-CaHuTap-
HYI0O, B TOM 4uCNe NEePBUYHYIO CneunannampoBaHHyio,
MEZLULMHCKYIO NOMOLLb;

e |l ypoBEHb — MEAMLMHCKME OpraHn3aLunun, oKasblBato-
lMe npeuMyL,ecTBEHHO Creunann3vpoBaHHylo Meau-
LIMHCKYIO NMOMOLb, MMEIOLIME B CBOEW CTPYKType crne-
LManmM3npoBaHHble MEeXMYHUUMNaNbHble oTaAeneHus u/
WUIN MEXMYHULMMAlbHbIE LIEHTPbI, @ TaKXe panoHHble
W TOPOJCKWE AMCMaHCepPbl, MHOrONPO®UIbHbIE TOPOA-
CKMe 60/bHULbI;

e |l ypoBeHb — defepasnbHbii — Hay4YHbIW LLEHTP 340p0-
Bbfl IETEN, MEAULIMHCKME OpPraHM3aLuK, OKasbiBalolme
cneunanM3npoBaHHY0 MEAULIMHCKYIO MOMOLLb, @ TaKXe
MEAULMHCKME YYPEXAEHUS, OKa3blBatloWMeE BbICOKOTEX-
HOJTOMTMYHYIO MEAMLIMHCKYIO MOMOLLb.
3agayv | ypoBHS:

1) 3anopo3puTb 3abosieBaHWe MO KIMHWYECKUM Mpu3Ha-
Kam (61e4HOCTb KOXHbIX NMOKPOBOB, YBE/IMYEHUE pas-
MEpOB XMBOTa, renatoMeranus, Cyaoporu, TpyaHble npo-

Oy aeHusa, 6ecrnoKoMCcTBO pebeHKa Mpu AAUTENbHbIX
nepuogax Mexay KopmaeHusamu, Hanuume I'b y cnbcoB
nap.);

2) ecnn BO3MOXHO, MPOBECTU WUCCNEef0OBaHME TIMKEMUYE-
CKMX KPUBbIX MPWU Harpy3Ke roKo30M;

3) HanpaBMWTb Ha KOHCY/AbTaLMIO B MEAULIMHCKOE yYypexae-
Hue |l ypoBHS.
3agayum Il ypoBHs:

1) noaTBepxAaeTcs (MM UCKYaeTcs) agnarHosa 'b;

2) AucnaHcepHoe HabnaeHne — MUCnonb3ys peKoMeHaa-
UMK, NPOBOAUTb AOMOSIHUTENbHYIO KJIMHUKO-OYHKLIMO-
HaNbHY AMArHOCTUKY U NeYeHHe.
3agaum lll ypoBHs:

1) peTanbHoe o6cnefoBaHue nauuneHTa ¢ b He pexe
1 pa3a B roa C Bblgayen 3aK/l04YeHUs O JafibHENLLEWN
TaKTUKe nevyeHus;

2) [OHK-anarHocTuKa, npeHatanbHasa gMarHoctuKka I'b;

3) nnaHoBOE JleyeHue.
lMocne NoCTaHOBKM AnArHo3a «rnKoreHoBas 60/1e3Hb»

enaTenbHo, YTOObl MMEHHO fevyawuin Bpady coobwmn

poautenam o 3aboneBaHunn Mx pebeHKka. Becbma Bepo-

ATHO, YTO BO Bpems nepBon Geceabl poauTENU B CBA3U

C LUOKOBOW peaKLMen Ha COOOLLEHNE O AnArHo3e U Henpw-

BbIYHOCTbIO MEANLMHCKOM TEPMUHOJIOTMU HE CMOTYT YCBO-

UTb BCIO HEob6xoauMmyilo Ans Hux uHbopmaumio. Moatomy

Ba)HO, 4TOObl 06bACHEHMA Bpaya OblnnM 4OCTATOYHO MPO-

CTbl U MOHATHbI IOASM, HE UMEIOLLMM MEANLIMHCKOro ob6pa-

30BaHuA. C poautensamu cnegyeTr NpOBECTU MOBTOPHYIO

BCTpeYdy 4Yepe3 1-2 AHA M OTBETUTb Ha BOMPOCHI, KOTO-

pble MOTYT Y HUX BO3HUKHYTb. [IpyruM cOTpyagHWKaM LeH-

Tpa (MEOUUMHCKMM cecTpaMm, NCcuxonoram, couuanbHbiM

paboTHMKaM, AMETONOrY U AP.), YHACTBYIOLWUM B IeHEHUH

pebeHKa ¢ ['b, TakKe cneayeT yaenuTb BpeMs poanTensm
pebeHKa, 06bACHAS UM aKLEHTUPYS UX BHUMAHWE Ha Hau-
60nee BaXKHbIX acneKkTax neyenus. Kak n3BecTHo, ganekxko

He BCE POAMTENN CMOCOOHbLI aleKBATHO OLLEHUTb HEKOTO-

pble Ka4yeBble GaKTbl, Kacatowmnecs I'b, noaTomy B Kave-

CTBE UCTOYHMKA MHDOPMaALIMM HEOBXOAMMO UCMOIb30BaTh

COOTBETCTBYIOLWYIO NUTepaTypy, KOTopas Bcerga AO/KHa

ObITb A4OCTYMHA.

Han6onbluee KonnyectBo TMnoB b oTHOCATCH K HEUs-
Nle4ynMbiM 3ab6oeBaHUAM, B CBA3M C YEM NaLMEHTbI HYXKAa-
I0TCS B aKTMBHOM AINCMAHCEPHOM HabB/IOIEHUM U HENPEPDIB-
HOW Tepanuu B TEYEHUE BCEWN KUIHW.
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JleyeHune nauneHToB ¢ 'b HEOGX0AMMO NPOBOAUTL B CNe-
LManM3nPOBaHHbIX LleHTpax. Tepanus He orpaHuMyYnBaeTcs
paMKamMu MeAWKaAMEHTO3HOro nevyeHusl: Taknum 60MbHbIM
TpebyeTca KOMMIEeKCHasa MeauLIMHCKasa NOMOLLb NPW aKTUB-
HOM y4YacCTMMK He TONIbKO Bpayvem, HO U MeAMULIMHCKKUX cecTep,
[IMEeTOoNoroB, MCUXONOroB W COLMANbHbIX PabOTHUKOB.
Cnenyet aKTMBHO BOB/EKaTb B MPOLECC le4eHUs 060uX
poauTenen naumMeHTa u oby4yatb UX HEOOXOAMMbIM HaBblKaM
nomoun 6onbHOMY pebeHKy. B psae cnyyaeB Heobxoauma
reHeTM4yecKasi KOHCynbTaLUusa poauTenen n Apyrux 6an3Knx
POACTBEHHUKOB 6O/IbLHOIO MMMKOreHO30M.

MauuneHTbl ¢ b Hy»KAaloTcsa B YacTbIX MOBTOPHbIX 06C/e-
[I0BAHUSX C LIeNIbI0 CBOEBPEMEHHOIO BbIIBAEHUSA BO3MOXK-
HbIX OC/IOXXHEHWW 3ab6oneBaHWs U CBOEBPEMEHHOW Tepa-
NeBTUYECKOM MX KOPPEKLMK, NO3BONSIOWEN NPEeA0TBPaTUTb
Heo6paTuMble NOCNeaCTBHUS.

B ycnoBuax denepanbHOro LeHTpa PeKoMeHayeTcs
perynsipHoe ambynatopHoe HabnwoaeHuWe 3a nauueHTa-
MW (@MOByNaTOPHO-MNONNKIAMHUYECKUI NPUEM WU OHEBHOWM
cTauuoHap) ¢ rocnuTanu3aumen B cneuuann3npoBaHHYyLO
KIMHWUKY (KPYrM1OCYTOYHbIM CTaLMOHap) B cilyyae pa3BuUTUSA
OCNOXHEHUN 3ab6051eBaHMS.

UCXO0Abl U MPOTHO3

[JoKazaHo, 4TO paHHUM U IPDEKTUBHLIN NepeBoj
Ha cneuvannM3npoBaHHYIO AUETY CNOCOOCTBYET CHUMKEHUIO
nokasatenen CMepTHOCTM M 3abofieBaeMOCTM NauMeH-
T0B ¢ B 1, 4TO No3BonseT 60/bWNHCTBY GO/NbHbLIX BECTH
06bI4HYI0 M3Hb. [pM [JOCTUKEHUU HOPMOTIUKEMUU
MeTab0NMYeCKMe OTKIOHEHUS W KIMHUMYECKMEe napame-
Tpbl ynyywatoTcs y 60/blIMHCTBA NauMeHTOB, HeCcMOoTpS
Ha coxpaHeHwue runepaMnuaemumu. Yactota pas3suTus age-
HOM CHWXXaeTcsl, OAHAKO He NpeAcTaBNfeTCqd BO3MOX-
HbIM MONHOCTLIO NPEfOTBPaATUTL MOPaXKEHUe MOoYeEK, aaxe
y NaLMEHTOB C XOPOWMWM OTBETOM Ha NMPOBOAUMYIO ANETO-
Tepanuio U MeanKaMeHTO3Hoe fievyeHune. Hekotopble 60/b-
Hble He JOCTWraloT yaoBNEeTBOPUTENbHOIO OTBETa fJocTa-
TOYHOW NPOAOJIKUTENBHOCTH, B CBA3K C YEM A1 HUX MOXKET
OblTb PacCMOTPEH BapuaHT COYETAHHOW TpaHcniaHTauuu
noyek/neyvenun. Mpu I'b Ib gocTuKeHUe yaoBNETBOPUTENb-
HOro MeTaboNMYEeCKOro KOHTPOSA MOXeT BblTb 6oiee npo-
6n1eMaTUYHbIM B CBSA3U C TSXKENbIMU PEeLUANBUPYIOLLN-
MU MHOEKUMAMU M BOCManuUTeNbHbIMK 3a60NE€BaHUSIMMU
KuweyHuKka. Mpun I'b Il BO3MOXKHO KaK yMeHblleHWe Bblpa-
EHHOCTU KJIMHUMKO-NabopaToOpHOM CUMMNTOMATUKK, TaK
n ee NporpeccupoBaHune ¢ pas3BUTUEM TaxKenoro pubposa
neyeHu BMAOTb A0 UMppo3a, Tpebywouwero OTM. b IV
Hanbosee 4YacTo 3aKaH4YMBaAETCS LMPPOTUYECKOW TpaHC-
dopmaumnen nevyeHn u HapyweHuem OYHKUMM opraHa.
be3 CcoOTBETCTBYIOWEr0o XMPYPru4eCKOro je4vyeHus Takue
netn ymupatot B Bo3pacTte go 5 net. ['b VI u IX xapakTe-
puaytotcsa 6onee 61aronpuUaTHbBIM TE€YEHUEM, CUMMTOMbI
3a60n1eBaHns 06bIYHO KYNMPYIOTCA Y B3POCbIX.
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MpunoxeHune

METOZ0JIOrUsl PA3PABOTKHM K/IMHUYECKUX PEKOMEHAALIMHA

KnuHuyeckne pekomMeHjauun co3gaHbl Ha OCHOBaHWM
COBPEMEHHbIX MEXAYHAPOAHbIX KIMHUYECKUX PEKOMEHAA-
LM NO AWArHOCTUKE, TEYEHUIO U BEAEHWIO 60JIbHbIX C INMUKO-
reHOBOM 60NE3HbIO.

[nuKkoreHoBas 605€3Hb OTHOCUTCS K PEAKMM Hacneg-
CTBEHHbIM 3abofeBaHUAM, YTO WCK/OYAeT BO3MOXHOCTb
npoBefeHUs 60NblUMX KOFOPTHbIX U PaHA0OMU3UMPOBAHHbIX
KOHTPOJIMPYEMbIX MCCNEfOBaHUN, W ANS CO34aHWMs MpoTo-
KOMIOB AMArHOCTUKM M Tepanuu MCMosb3yTea Wb TeMa-
TUYECKME WCCNeaoBaHWS 3KCnepToB, Ony6/AMKOBaHHbIE
B nocfiegHue ABa AecAaTUneTus.

LleneBas ayauTOpUA faHHbIX KIMHUYECKUX
peKomeHgauun

Bpauun-ractpoaHTeponoru.
Bpauun-negmatpsbl.

Bpaun-tepaneBTbl.

Bpauu 061iern BpaiebHOM NPaKTUKKU (CEMENHbIE Bpayw).
Bpauun-anetonoru.

Bpauun-reHeTunkm.

Bpauun-Kapamonoru / Kapamonoru geTcKume.
Bpauun-Hedponoru.

. Bpauu ynbTpa3ByKoBOM ANArHOCTUKMU.

10. Bpauun-nabopaHTbl.
11.Bpaun-natomopdonoru.

12.MeanLuMHCKME NCUXONOTN.

13.CTyaeHTbl MEAULIMHCKUX BY30B.
14.06y4alowmecs B opanHaType.

=

COWND U A ®N

MeToabl, MCNO/Ib30BaHHbIE A/ c60opa/ceneKuum
AOKa3aTeNbCTB
[TonCK B 3NeKTPOHHbIX 6a3ax AaHHbIX.

OnucaHue MeTo0B, UCNOJ/Ib30BaHHbIX AJISl OLLEHKHU

Ka4yecTBa U CU/Ibl AOKa3aTeNbCTB

[okazatenbHoM 6a30oM Aas8 peKoMeHJauun SBASTCS
nyénukauum, sowegwme B KOKPEMHOBCKYID GMOIMOTEKY,
6a3bl JaHHbix EMBASE, MEDLINE 1 PubMed. My6u1Ha nouc-
Ka — 8 ner.

MeToabl, CNOJIb30BaHHbIE
ANA OLLeHKU KayecTBa M CU/bl JOKA3aTeNIbCTB

e KoOHCeHcyc aKecnepTos.

e QueHKa 3Ha4YMMOCTM B COOTBETCTBUM C PENTUHIOBOM
CXEMOW.

MeToabl, UCNOJIb30BaHHbIE AJIA aHa/Au3a
AOKa3aTeNbCTB

° 0630pbl ONYy6/MKOBaHHbIX METaaHaM30B.

e CucrtemartmyecKkune 063opbl c Tabamuamm oKa3aTenbCTB.

OnucaHue MeTo0B, UCTMOJIb30BaHHbIX AJIA aHaAuM3a

AOKa3aTeNbCTB

Mpu oT60pe Ny6nnKauuin Kak noTeHunanbHbIX MCTOYHK-
KOB [0Ka3aTeNbCTB MCMNOoMb30BaHHasA B KaXK[OM Wccleno-

BaHUKW METOLONOMUS M3yyYaeTcs Ans Toro, 4Tobbl y6eanTbes
B €e BaNWAHOCTU. Pe3ynbTaT M3yYeHUs BAMSET Ha YPOBEHb
[OKa3aTeNbCTB, NpUCBaMBaeMbIi Ny6aMKaumu, 4To, B CBOIO
oyepeab, BNUAET Ha CUTY PEKOMEHAAL M.

Ong MUHUMMU3ALUMKM NOTEHLUMaNbHbIX OWMOOK Kaxjoe
ucenegoBaHMe OLIEHMBaANOCb He3aBucUMO. Jlilobble pas-
NM4na B OLEHKax 06CyXAanucb BCEW Tpynmnon aBTOPOB
B MNOJIHOM cocTaBe. Mpu HEBO3MOXHOCTHU [JOCTUKEHUS KOH-
CeHcyca npuBeKancs He3aBUCUMbIN IKCMNEPT.

MeToabl, uCcNob30BaHHbIe ANA popmynupoBaHusa
peKomMeHaauun
KoHceHcyc aKkenepTos.

UHpauKaTopbl OGPOKaYecTBEHHOM NpaKTuKku (Good

Practice Points — GPPs)

PekomeHgyemasi jo6poKavyecTBEHHas NpakTuka 6asu-
pyeTcsl Ha KAMHWYECKOM OMbiTE aBTOPOB pa3paboTaHHbIX
peKoMeHaaLmnNn.

OKOHOMMYECKUI aHaNus3
AHanM3 CTOMMOCTM He MNpPOBOAMACH, M NybGAuMKauuu
no ¢apmMaKo3KOHOMUKE He aHaNM3UPOBAUCh.

MeToa Banuaauum pekoMmeHpauumn
° BHelWwHsa aKcnepTHas oLeHKa.
° BHyTpeHHss aKcnepTHas oLeHKa.

OnucaHue MeToaa BaiMaauum peKoMmeHaauum

HacToslulme pexkomeHaauuuM B MpeaBapuTENIbHOW Bep-
cun 6bln peLEeH3MpPOoBaHbl HE3AaBUCUMbIMU 3KCMepTaMu,
KOTOpPbIX MpeXae BCEro MOnpocuM MPOKOMMEHTUPOBATD,
HACKO/IbKO AOCTYMHa A5 NOHUMaHUS UHTePNpeTaLmMs AoKa-
3aTeNbCTB, JIEXKALLNX B OCHOBE PEKOMEHAALINN.

OT Bpayer NepBUYHOro 3BeHa (NeamMaTpoB, raCTPO3HTe-
POJSIOroB) Nosy4eHbl KOMMEHTaAPUKN B OTHOLLIEHWK 1OXOA4YMNBO-
CTU U3JI0XKEHUS AaHHbIX PEKOMEHAALIMM, @ TaKKe UX OLEHKa
BaXHOCTW NpeafiaraemMblx PEKOMEHAALUMM KaK MHCTPYMEHTa
NOBCEAHEBHOM NMPAKTUKMU.

Bce KOMMEHTapu1K, NoNyYeHHbIE OT IKCNEPTOB, TlLaTENb-
HO CUCTEMATU3NPOBANUCL M OBCYXKAANMUCb YieHaMmn pabo-
yen rpynnbl (@aBTOpamMu peKkomMeHaauun). Kaxabli MyHKT
o6cyKaancsa B OTAENbHOCTH.

KoHcynbTauusa u akcnepTHas oueHKa

MpoeKT pekomeHagaumm 6bi1 peLeH3MpoBaH HE3aBUCH-
MbIMUW 3KCMEepTamMu, KOTOPbIX MPEX e BCErO MONPOCUIN NPOo-
KOMMEHTMPOBaTb JOXOA4YMBOCTb U TOYHOCTb MHTEPNPETaLIMK
[IOKas3aTeNibHOM 6a3bl, JIEXKalllen B OCHOBE PpEKOMEHAALINNA.

[na OKOHYaTeNbHOW pedaKuUMM U KOHTPONS KadecTBa
peKkoMeHaaumn Gbliv MOBTOPHO MpPOaHaIM3MpPOBaHbl Yne-
HaMun paboyen rpynnbl, KOTOPbIE MPULWU K 3aKJUYEHUIO,
4YTO BCE 3aMe4YaHUs MU KOMMEHTapWUW IKCMEPTOB MPUHATHI
BO BHMMaHWE, PUCK CUCTEMATUYECKUX OWMGOK Npu paspa-
60TKe peKoMeHaaLmn cBeeH K MUHUMYMY.
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CLINICAL RECOMMENDATIONS

N

88

KJIMHUYECKUE PEKOMEHAALUUU

Ta6nuuya 1. lLlkana oueHKM ypOBHEN AOCTOBEPHOCTM AoKa3aTenbcTB (YAL) Ans MeTOA0B AMArHOCTUKM (AMarHOCTUYECKUX BMeLLaTeNbCTB)
Table 1. Scale of assessment of levels of evidence for diagnostic methods (diagnostic interventions)

yan PacwudpoBKa

1 CucteMaTnyecKkre 0630pbl UCCieaoBaHKI C KOHTPONEM pedepeHCHbIM METOAOM WM CUCTEMATUYECKUI 0630pP
paHAOMU3UPOBaHHbIX KIIMHUYECKUX UCCNIefOBaHUI C NPUMEHEHMEM MeTaaHan13a
OTaenbHble UCCNeoBaHUs C KOHTPoeM pedepeHCHbIM METOLO0M WK OTAENbHbIE PAHAOMU3UPOBAHHbIE KIIMHUYECKKUE

2 nccnefoBaHUs U cucTemMaTMiyeckme 0630pbl UCCNefoBaHUIM N06GOro AM3arHa, 3a UCKIIDYEHUEM PaHAOMU3UPOBAHHbIX
KJIMHUYECKUX UCCNEeLOBaHNI, C MPUMEHEHMEM METaaHan13a
McenepoBaHns 6e3 nocneaoBaTeNbHOro KOHTPoNs pedepeHCHbIM METOAOM, UK UCCNefOoBaHUs C pedepeHCHbIM METOAOM, He

3 ABNAOWMMCA HE3aBUCUMbIM OT UCCNeLyeMOro MeToaa, Uin HepaHAoMU3UPOBaHHbIE CPAaBHUTESIbHbIE UCCNEL0BaHUS, B TOM
4yucne KoropTHble UccnesoBaHms

4 HecpaBHUTENbHbIE UCCNENOBAHUS, ONUCAHUE KJIMHUYECKOrO Cyyas

5 MmeeTcs n1wb 060CHOBaHWE MexaHn3ma AeNCTBUSA UM MHEHWE 3KCNEPTOB

Ta6auuya 2. LLIkana oueHKM YpOBHEN AOCTOBEPHOCTU AoKa3aTenbcTs (YAA) Ans MeToaoB NpodUNaKTUKK, IeHeHUs U peabunutauum
(NpodunakTUyecKunx, ne4ebHolx, peabunnTaLuMoHHbIX BMeLllaTeNbCTB)

Table 2. Scale of assessment of levels of evidence for methods of prevention, treatment and rehabilitation (preventive, curative,
rehabilitation interventions)

yan PacwudpoBKa
1 CuctemaTnyecKkuin 0630p paHLOMU3UPOBAHHbIX KIMHUYECKUX UCCIeA0BaHMI C NPUMEHEHMEM MeTaaHan13a
2 OTaenbHble PaHLOMU3UPOBaHHbIE KIMHUYECKME UCCeJOBaHUS U CVIE:TEMaTW-IeCKMe 0630pbl UccneaoBaHWi N060ro An3anHa,
3a UCK/Il0YEHWEM PaHAOMU3MPOBAHHbIX KIIMHUYECKUX UCCNEOBAHMIA, C MPUMEHEHWEM METaaHanM3a
3 HepaHAoMU3WpPOBaHHbIE CPaBHUTENbHbIE UCCNEA0BaHUS, B TOM YUC/IE KOrOPTHbIE UCCNEL0BaHNUS
4 HecpaBHUTENbHbIE UCCNELOBAHUS, ONUCAHWE KIMHUYECKOrO CyyYas Uan Cepun cnyvyaes, UCCNefoBaHUs «Clydah — KOHTPOSb»
5 MmeeTcs n1wb 060CHOBaHWE MexaHM3Ma AedCTBUSA BMellaTeNbCTBa (AOKINMHUYECKME UCCe0BaHUS) MU MHEHWE IKCNEePTOB

Ta6nuuya 3. LLIKkana oueHKM ypoBHeEN y6eanTenbHoCTH pekoMeHauni (YYP) ans MetoaoB NnpodunakTUKK, AMarHOCTUKK, NeveHuns
1 peabunutaumnn (NPodUNakTUHECKUX, AMAarHOCTUHECKHMX, le4eBHbIX, peabuInTaLMOHHbIX BMELWaTeNbCTB)

Table 3. Scale of assessment of levels of evidence for methods of prevention, diagnosis, treatment and rehabilitation (preventive,
diagnostic, therapeutic, rehabilitation interventions)

YYP PacwudpoBKa
CunbHas pekomeH[aLums (Bce paccMaTpmMBaemble Kputepum addGeKTUBHOCTHU (MCXOAbI) ABNSIOTCA BaXKHbIMW, BCE UCCIe0BaHUA
A MMEIOT BbICOKOE UK yAOBNETBOPUTENIbHOE METO0/I0rM4eCcKoe Ka4eCcTBO, UX BbIBOJ bl MO MHTEPECYIOLWLUM UCXOAaM ABAIOTCA
cornacoBaHHbIMM)
YcnoBHas pexkomMeHaauua (He BCe€ paccMaTpmBaemMble KpUTepuun :-)C])dJeKTVIBHOCTVI (MCXO,qu) ABNAOTCA BaXXHbIMU, HE BCE
B ncecnegoBaHUa UMEKOT BbICOKOE UK yAOBNETBOPUTE/IbHOE METOA0/10rM4ecKoe Ka4eCcTBo VI/VIJWI MX BbIBO/JbI MO MHTEPECYIOLWLNM
Nncxonam He ABNdatTCa COFﬂaCOBaHHbIMM)
Cnabas pexKoMeHagauuna (OTcyTCTBVIe AOKa3aTeNbCTB Hajsiexallero ka4yectBa — BCeE pacCMaTpuBaeMble KpUTePUn
C Sd)d)eKTVIBHOCTVI (MCXOﬂ,bI) ABNATCA HEBAXHbIMU, BCE UCCNeJOBaHUA UMEKOT HU3KOE MeTo40J1orM4yeckoe Ka4eCTtBo U UX BbIBObl
No UHTEpPECYLWNUM UCXoaaM He ABNAITCA COI'ﬂaCOBaHHbIMVI)
Mopapok oGHOBNEHUA OaHHbIX C MO3ULMKN OKa3aTebHOM MeAULIMHbI MO BOMNpPOCcam
KJIMHUYECKUX PeKoOMeHAauun OWArHOCTUKK, NedeHus, NpodunakTukm 1M peadbunntaunu
MexaHM3mM OGHOBMEHUS KIMHUYECKUX PEKOMeHAauun KOHKPETHbIX 3a60/1eBaHNN, HanMiMmM 060CHOBAHHbIX AOMOJI-
npegycMaTpuBaeT UX CUCTEMATUYECKYID aKTyanusauuoo — HEeHWN/3amMevyaHnn K paHee YTBEPKAEHHbIM KIMHUYECKUM

He pexe YyeM 1 pa3 B 3 roaa, a TakKe Npu NosiBJeHUU HOBbIX peKomeHaaLmMsaM, HO He Yalle 1 pa3a B 6 Mec.

Cratbs noctynuna: 01.04.2024, npuHaTta K nevartu: 16.06.2024
The article was submitted 01.04.2024, accepted for publication 16.06.2024
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PaccTpoicTBa NULLEeBOro nosejeHus
Yy AeBOYEK-NOoAPOCTKOB: B3I/ rMHeKoJiora

ABTOp, OTBETCTBEHHbI 3a Nepenucky:

KapaveHuoBa MprHa BacunbeBHa, KaHAMAAT MEAULIMHCKUX HayK, AOLEHT Kadeapbl akywepctsa 1 ruHekonorin um. M. Casenbesoit rAOY BO
PHUMY vm. H.U. NMuporosa MuHagpaBa Poccuu, raBHbIM BHELWTATHbIM CNELMANUCT TMHEKONOr JETCKOMO M IOHOLWEeCKoro Bo3pacTta [enaptameHTa
3/1paBoOXpaHeHns ropoaa MocKBbl

Appec: 117997, Mocksa, yn. OCTpOBUTAHOBA, A. 1, ¢Tp. 7, e-mail: 5053104@list.ru

B 0630pe npeactaBaeH aHann3 JaHHbIX TNTEPATYPbI, UCCAEAYIOLMX BJIMSIHNE PACCTPOMCTB MULLEBOro NoBeAEHUS Ha 3/10-
POBbE 1EBOYKU-10APOCTKA, 0COBEHHOCTHU MX AMArHOCTUKM M BO3MOXHYI0 TAKTUKY Bpaya aKylluepa-ruHeKkosiora, 3a nociaes-
Hne 10 net (2012-2022 rr.). CambiM pacrnpoCTPaHEHHbIM MPEeANUKTOPOM BOCCTAHOBJIEHWUSI MEHCTPYyalbHON QYyHKLUMM
Yy IEBOYEK C AAaHHOM rpynroi naTo/I0rM4eCcKMX COCTOSIHMI ABSETCS M3MEHEHNE MHAEKCA MacChl Tesla, HO HE BO BCEX CJly4a-
SIX HOpMan3aLmsi Macchl Tesia crioco6CTBYET JOCTUKEHNIO PEMUCCUM PACCTPONCTB NULLEBOIO NoBeAeHMs, 6oaee appek-
TUBHOW SIB/ISIETCS OL|EHKA MPOLIEHTHOIr0O COAEPIKAHNS KMpa, MHCYIMHOMOA0GHOro paxkTopa pocTa u AentuHa. JanbHedlmne
nceneoBaHus Le1ecoobpas3Ho HanpaBUTb Ha M3yYeHUe 601ee 3PEKTUBHBIX METOAOB KOPPEKLMN HAPYLLIEHUH PENPOAYK-
TUBHOM QYHKUMN M pa3paboTKy MyNbTUANCLUMITIMHAPHbIX KIMHUYECKUX PEKOMEHAALMI A1 CBOEBPEMEHHOM ANarHOCTUKHN
M JIe4eHNs pacCTPONCTB MULLEBOIO MOBEAEHNS N TMHEKOIOrMYECKUX OC/TIOXKHEHNH.

KnroueBbie cnoBa: pacCTpoiCTBa MULLEBOro MNOBEAEHMNS, HEPBHAS aHOPEKCUS, OXKMPEHUE, MEHCTPYasIbHbIN LIMKII, @aMEHO-
pes, ANCOYHKLMOHAIbHbIE MATOYHbIE HAPYILIEHUS, MOAPOCTKU

Ans unTupoBaHmsa: Cnéupckas E.B., KapayeHuosa W.B., HaymoBa B.B., YepHbiwesa M.1O., Haymos M.A., KapenuH A.B.,
dapgeeBa [.B., buxept W.WU. PaccTpoincTBa NuLEBOro MNOBEAEHUS Yy AEBOYEK-NMOAPOCTKOB: B3NS IMHEKOOra.
Meanatpuyeckas papmaronoruns. 2024;21(3):289-294. doi: https://doi.org/10.15690/pf.v21i3.2760

AKTYAJIBHOCTb [AVMarHoCTUKY 1 leyeHne B CBSA3U C HU3KOW 06pallaemMoCTbto

PacctporictBa nuwesoro noseaexusa (PrM) — rpynna
NCUXMYECKMX NATONOMMYECKUX COCTOSHUI, OCHOBHbIMU GOp-
MaMu KOTOPbIX ABNIAIOTCA HepBHas aHopeKeus (HA), HepBHas
O6ynMMKnS U naTonornyeckoe nepeenaHve. 3a nocnegHue 10
NeT OTMEeYEHO yBeNM4yeHne pacrnpoCcTPaHEeHHOCTU AaHHOro
3aboneBaHusa B 2 pasa [1]. Ha Tekywmin momeHT Pl ocTa-
I0TCA CTUrMaTU3UPYIOLLMMK, YTO elle Gonblue 3aTpyaHAeT

naumMeHToB 3a MeAMLUMHCKOM nomollblo. B 6o0nblunHCTBE
CNy4yaeB MMHEKONOr ABASETCS MEPBbIM CMELMaNUCTOM, aua-
rHoctupylowmm PIIM, 4To noaTBeEprKAaeT BaXXHOCTb Bnaje-
HUS KOMMNETEHTHbIMU 3HAHUSIMKU B 3TOM 06nacTu. [onyvyeHne
60/1ee TOYHbIX CTAaTUCTMHECKMX [AaHHbIX 3aTPyAHEHO BCiea-
CTBME 06paLLEHNS YacTU NaUMEHTOB ¢ 6onee nerkumun dop-
MaMu 3a60NeBaHNS B HaCTHbIE KJIMHUKM.

Elena V. Sibirskayal' 2:3: 4, Irina V. Karachentsoval, Viktoriya V. Naumoval, Mariya Yu. Chernysheva?l,
Maksim A. Naumov?, Akim V. Karelin1, Daria V. Fadeeval, llia I. Bikhert!

1 Pirogov Russian National Research Medical University, Moscow, Russian Federation

2 Center for Adolescent Reproductive Health of the Moscow Region, Moscow Region, Russian Federation

3 Russian Children’s Clinical Hospital, Pirogov Russian National Research Medical University, Moscow, Russian Federation
4 Moscow State University of Medicine and Dentistry named after A.l. Evdokimov, Moscow, Russian Federation

Eating Disorders in Adolescent Girls. Gynecologist’s Point of View

This review presents an analysis of the literature data for the last 10 years (2012-2022) investigating the effect of eating
disorders on the health of adolescent girl, its diagnosis, and possible tactics of gynecologist. The most common predictor of
restoring menstrual function in girls with this pathology is body mass index change, however normalization of weight does not lead
to remission in all cases. Thus, estimation of fat percentage, insulin-like growth factor, and leptin is more effective. We suggest
directing further research on the study of more effective methods of reproductive disorders correction and the development
of multidisciplinary clinical guidelines for the effective diagnosis and management of eating disorders and any gynecological

complications.
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FOR PEDIATRICIAN’S PRACTICE

B MPAKTUKY NEAUATPA

LLE/1Ib UCCNNIEAOBAHUSA

Llesibio MccnefoBaHua ABAAETCA aHanu3 nutepaTypHbIX
JaHHbIX, U3ydalolwmnx BansHue P Ha 340p0OBbe AEBOYKM-
MOAPOCTKA U BO3MOXHYIO TAKTUKY Bpava-rmHeKosnora.

CTPATErMf NMOUCKA

Bbin npoBeaeH 0630p aHMO- U PYCCKOA3bIYHbIX Ny6n-
Kauuin B 6a3ax aaHHbix PubMed, Cyberleninka u eLibrary.

Kputepusasmn BKAOYEeHMUS ABASIINCL: rny6uHa nuTte-
paTypHoro noucka 10 net (2012-2022 rT.); KIUHUYECKUE
nuccnefoBaHus, PaHAOMU3UPOBAHHbIE KOHTPOJMpPYyEMble
nccnepoBaHus, cucTeMaTUyeckue M nutepaTtypHble 0630-
pbl, KIMHUYECKME peKOMeHAaunKn; 06bEKTbI UCCefoBaHMA
B Bo3pacTe 12-17 ner.

Kputepmumn MCKAIOYEHHUS: KHUTW, NEKLIUU, OTHETBI O CNy-
yasx.

[Ons noucka 6bINM MCNONb30BaHbl 3anpochkl: «eating
disorders AND menstrual cycle», «eating disorders AND
amenorrhea», «eating disorders AND menstrual disturbance»,
«anorexia nervosa AND menstrual cycle», «bulimia nervosa
AND menstrual issues», «pacCTPOMCTBO MULLEBOro nose-
LEHUS, MEeHCTPYyanbHbIA LIMKA, NOAPOCTKMU», «PacCCTPONCTBO
NULWEBOro NoBeAeHUs, ameHopes, NOAPOCTKMU», «ameHopes,
MEHCTPYanbHbIR LMK, NOAPOCTKW», «BYIUMUS, MEHCTPYaSb-
HbIM LMK, NOAPOCTKMU», «OXMPEHUE, aHOMa/IbHblE MaTO4Hble
KpOBOTEYEeHHUS, MOAPOCTKM».

B pesynbrate NOUCKa C y4ETOM KPUTEPUEB BKIOYEHMS
M UCKNIOYEHNS ObIN0 HanaeHo 14 aHrnos3bi4HbIX U 13 pyc-
CKOSI3bIYHbIX CTaTeM.

PE3YJIbTATbI U OBCYXXAEHUE

Pl B HACTOALWMIM MOMEHT OCTalOTCA TPYAHOAMATHOCTU-
pyemon rpynnov 3a6oneBaHui ¢ BOSMOXHbIM pa3BUTUEM
netanbHoro ucxoga B 15-20% cnydyaeB [2]. Poautenwu
NOAPOCTKOB OOGHapyXMBAOT M3MEHEeHWe Macchl Tena,
urypbl 1 xapaktepa nutaHusa B cpeaHem 3a 12,7, 13,3
n 9,7 Mec COOTBETCTBEHHO 0 o6palleHns K cneunanucty
[3]. Mo paHHbIM CaHKT-MNeTepOyprckoro LeHTpa OxpaHbl
penpoayKTMBHOIo 3a00poBbsa 3a 2022 r., y 82% ob6patmBs-
LIMXCA K TMHEKONOry ¢ Kaflobamu Ha 3afepKKy MeHCTpya-
umm PN 6bino BbisBneHo Bnepsble [4]. OCOBEHHYIO CNOXK-
HOCTb NpeacTaBnseT cobon atunuyHas HA, ons KoTopow
OTCYTCTBME MEHCTpyaLMUN HexapaKTepHO, 4TO CHWKaeT
WaHChl BbIIBIEHUS AAHHOM NaTOIOMMK NPU TMHEKONOrn4ye-
CKoM ocmoTpe [2].

Oedbnunt nporectepoHa, Bbl3BaHHbIM PIIM, npuBo-
OWT K HapyLleHWI0 CEKPEeLMU U OTTOPMKEHUIO IHAOMETPUSA
W, KaKk cneacteue, K AAUTENbHbIM U OOUIbHBIM MEHCTPY-
aNbHbIM KpoBoTeyeHusam [5, 6]. Y 10% naumeHToKk ¢ auc-
YHKLMOHANbHBIMX MaTOYHbIMU KPOBOTEYEHUAMKU Habto-
[LaeTca Bblpa)KEHHOE OXUpeHue (MHAEKC Macchbl Tena
(MMT) > 35) [7]. Mo gaHHbIM UccneaoBaHKsa HauMoHanbHOro
MeAULMHCKOro yHuBepcuTeTa M. B.A. Anma3oBa, y ieBoYeK
c 6onee TAKENbIMU CTENEHAMMU OXMpeHUs (3-1 U 4-i) auc-
dYHKLMOHaNbHble MaTO4YHble KPOBOTEYEHWUSI BCTpeyaloTcs
pexe, 4em npu 6onee nerkux popmax [8].

Y 34% nauueHToKk ¢ P BbIABNSIOTCS pacCTpoMCcTBa
LUMKNa, 13 HUX y 33% pa3BMBalOTCS HapyLEHUA MEHCTPYaslb-
HOro UMKna, y 67% — BTOpMYHasa ameHopes [9]. Hanbonee
4yacTbiM Buaom PIM, BAUSIOWMM Ha PENPOLYKTUBHYIO cUCTe-
My, BbicTynaeT HA.

HA, Kpome HapylweHWn MeHCcTpyanbHOro uukna, B 8%
ABNSETCA MPUYMHON PasBUTMUA NONOBOrO0 MHbaHTUIM3MA
y AeBoyveK-noapoctkoB [10, 11]. TaKxe AN AeBOYEK CO
CHUXXEHHOWM Maccon Tena xapakTepHo 6onee nosjgHee NosB-
NeHne BTOPMYHbIX MONOBbIX NMPU3HAKOB, C U3ObITOYHON —
6onee paHee [12].

B AnarHoCcTM4eCKOM M CTaTUCTUYECKOM PYKOBOACTBE
no MCUXMYECKUM paccTponcTBaM 5-ro magaHusa (DSM-5)
amMeHopes He BKYeHa B Kputepun HA, ogHako BoccTa-
HOBJIEHWE MEHCTPyaNbHOro LMKAA NO-NpexHemMy ocTaeTcs
BaKHbIM MOKa3aTenem AocTuxeHua pemwuccun PIM [13].
Han6onee pacnpocTpaHeHHbIM NPeauKTOPOM BO306OHOB-
NIEHUST MEHCTPYanbHOro UMKNa aBaseTrcs nameHeHne UMT.
B peaynbrate paHAOMM3MPOBAHHOIO KOHTPOAMPYEMOrO
nccnefoBaHus, B KOTOPOM nocne 3-HeaeflbHOoro ctaunoHap-
HOro neyeHus B Te4yeHue 12 mec Habwoganucb 172 nauyu-
E€HTKM-NOAPOCTKA, NoNyYeHbl cneaytowne gaHHbole. CpeaHui
MMT y naumeHTOK C BOCCTaAHOBJ/IEHHOW MEHCTpyasibHOM
PyHKUMen — 19, UMT — mexay 15-m 1 25-m nepueHTuns-
MU. Y 53% neveHue 6b110 HEaDPEKTUBHO, U3 HUX OKONo 31%
nuccneayeMblX Haxo4uIWCb B MpeMeHapxasbHOM nepuose,
YTO CBMAETENbCTBYET O 6OMIEE TAXKENOM NPOrHO3e AN AaH-
HOW KaTeropuun noapocTKos [13].

Euie ogHum dpakTopom, TpebyoLWnM BHUMaHUS Npu nna-
HMPOBaAHWUM JleYeHUss U LeNeBbIX MoKasaTtenew, fBnseTtcs
npemop6uaHas Macca Tena, Tak Kak AeBo4ykam, cTpajato-
wum HA, ¢ M36bITOYHOM Maccon Tena B aHaMHe3e HeobXo-
oM 6onee BbiCOKMM UMT ans BOCCTAHOBJ/IEHUSA MEHCTPY-
anbHoMn GyHKUMK [14].

MceneposaTenem S. Pitts 1 coaBT. 6bin0 06GHapPYKEHO,
4yTo 60SIe€ BbICOKMIM MPOLLEHT COAEPIKAHUS XuUpa B opra-
HM3Me, OLLEHEHHbIN C MOMOLLbI0 MeToaa PEeHTreHOBCKOM
abcopbuMomMeTpumn, 6bin CBSI3aH C HOpManM3aunen MeH-
CTPYanbHOro LMKna, u cpegHee NpoueHTHOEe CoAepXKaHue
¥upay nL, C BOCCTaHOBIEHHOM MEHCTpYaibHOW GYHKUMEN
coctaBnsano 23,1%, y n1L, ¢ coxpaHsiollencs ameHopeen —
18,1% [15]. Ba)KHO y4MTbiBaTb, 4TO 06bEKTAMKU UcCneno-
BaHUA ABNSANNCH HE TONbKO NMOAPOCTKMU, HO M fMLa oT 18
no 27 ner.

Mo pe3ynbraTtam cucTeMatMyeckoro o63opa, KOTOpbIM
BKJl0Yan B ceb6s AaHHble 366 NOAPOCTKOB, 6blIM NOMYYEHbI
CXOXMe BblBOAbl. TaKke OblI0 0TMEeYeHO 60siee BblICOKOE
NPOLEHTHOE COAEepPIKaHWe Knpa y NaLuMeHTOK C BOCCTAHOB-
JIEHHOW MeHCTpyanbHOM GYHKLUMEN, U MPUCYTCTBYIOT JaHHble
0 TOM, YTO YyBENIMYEHMUE MPOLEHTHOIrO COAEPKAHUS KMpa
Ha 1% yBenuymMBaeT WaHCbl BO3OOHOBNEHUS MEHCTpyaL i
Ha 15-20% [16].

Mo paHHbIM 5-neTHero NPOCMEeKTUBHOrO MUccnegoBa-
HUS, O6LMIA NMPOLEHT Upa, HEOOXOAMMBIN ANsT HOpPMau-
3auMKn MeHCTpyanbHOro uukna, — 21,2%, 4to cornacyercs
C pesynbTatamu npeablaywmx nccnegosanui [17]. B gaHHom
cllydyae ANna OLEHKM noKazaTens npumeHsancs éuoumne-
[JaHCHbIM aHanu3, npeumyliecTsa KOTOPOro 3ak/tyatoTcs
B OTCYTCTBWMM Ny4E€BOMN HArpy3K1M 1 BO3MOXKHOCTU COMOCTaB-
NIEHUS MbILWEYHOM, KMPOBOM M KOCTHOM Macchl, 4TO UMeET
3Ha4YeHne AN HaxOASWMXCH B HEMPEPbLIBHOM PoOCTe Moa-
POCTKOB.

[OnarHocTnyeckoe 3HayeHMe WmeeT FOPMOH NEenTUH,
CHMXalWM anneTut W yBeNWYMBaloOWMN 3HepretTuye-
cKue 3atpathbl [18]. B uccneposaHuun B.O. AHapeeBoW 6blif
pa3pabotaH cnoco6 MPOrHO3MpPOBaHWS BOCCTAHOB/IEHMS
MEHCTPyaLnn C MNOMOLLbIO OnpeaeneHns ypoBHSA NenTuHa.
B peaynbrate 6b110 YCTAHOBIEHO, YTO NOKa3aTenu nentuHa
Bbile 23,5 Hr/mN, nHaeKca nentuH/UMT Bbiwe 0,8 cBuae-
TENbCTBYIOT O HOPMaibHOM TeYEeHWW peabunanTaulMoHHOIO
nepuvoga v 6naronpPUATHOM MPOrHO3e HopManu3auun MeH-
CTpyanbHOro umkna [19].

lpynny pucKka NO BO3HWKHOBEHWIO MEHCTPyasibHOM
ONCOYHKLKMKM COCTaBNAOT He TOMbKO noapocTku ¢ PIIM,
41O TpebyeT anddepeHumanbHON AMarHOCTUKKM U onpeae-
NIeHUs1 BEPHOM TaKTUKK rnHekonora. Okono 25% geByluek-
CNOPTCMEHOK CTpaAatoT HapyLleHNEM MEHCTPYaNbHOMO LIMK-
na [20]. F. Dominé u coaBT. npeanaratT Ansa onpeaeneHus



Ta6nuua. CpaBHUTENbHAA XapaKTEPUCTUKA AEBYLLEK C HEPBHON aHOPEKCHUEN U AEBYLLIEK-CNOPTCMEHOK CO CXOXUM UMT
Table. Comparative characteristics of girls with anorexia nervosa and female athletes with comparable BMI

Mokasartenb

[eBywKu c HA, 3aHumalowmecs cnopTom

[leBYyWKN-CNOPTCMEHKHU

dusunyeckas akTMBHOCTb

HaBs34yuBas, 6ecnoKonHas, NnocTosHHaa

3anporpammupoBaHHoe 06yyeHne

MNMoTpe6nexHue aHepruun OrpaHuyeHHoe

HepocTtaTouyHOE B CPpaBHEHUMU C IHEPreTUYECKUMM
3aTpaTtamu

daKTOp BHELWHEro BAUSHUS

CBEPCTHUKU, MoZEeNu

TpeHepbl, CBEPCTHUKM

MoTeps macchl Tena BbicTpas

MporpeccupyoLas ¢ NoBbllUEHUEM UHTEHCUBHOCTH
aKTUBHOCTH

AmeHopes

MoKeT npeawecTBoBaTL NOTEPE Macchl Tena;
BOCCTaHOBJIEHUE HEPETYNSPHBIX MEHCTPYaLUM
nocse KoppeKLun Macchl Tena

Cnepnyet 3a noTepen Macchl Tena M BoO3o6HoBAsETCH
nocne Ha6opa maccbl Tena

MpuU3HAKK HapyLEeHWUs

€0 cTopoHbl CCC KPOBOTOKa

CHueHune YCC, Al, ckopocTu nepudepryeckoro

HopmanbHble YCC, Al n CKOpOCTb
nepudeprnyeckoro KPOBOTOKa

MpeactaBneHune o cebe McKaXkeHHoe

PeanuctuyHoe

AddeKTbl 3cTpOreHos /
OopasbHbIX KOHTPALLENTUBOB

OTCyTCTBME CYLLECTBEHHbLIX UBMEHEHMI B 06LLEM
CamMOo4yBCTBUM U NMIOTHOCTU KOCTHOW TKaHM

YnyyweHue o6Liero camo4yBCTBUS U MIOTHOCTU
KOCTHOM TKaHu

lMpumeyaHne. HA — HepBHasa aHopekcus; CCC — cepaeyHo-cocyaucTas cuctema; HCC — yacToTa cepaeyHbix COKpalleHnin; AL —

apTepuasnbHoe JaBfieHne.

Note. AN (HA) — anorexia nervosa; CVS (CCC) — cardiovascular system; HR (YCC) — heart rate; ABP (A[l) — arterial blood pressure.

NMPUYUHBbI HapYLIEHWN MEHCTPYasbHOro LUWMKa MCMNOJb30-
BaTb MNOKa3aresiu, NpeAcTaB/iEHHbIE B TabuLE.

HepoctaTok notpe6neHusa Kanopui y 4eBOYEK C aKTUB-
HbIMWU GU3NYECKUMM Harpy3dkamun u Pl MOXKET 6biTb Npu-
YUMHOM 3a[EPKKM POCTa M NOMOBOIro co3peBaHusd [21].

TaK KaK He BO BCex ciy4yasax HopManusauus Macchl Tena
NPUBOAMT K paspelleHuio HapylleHWh UuKa, ecTb Heob-
XOAMMOCTb B BblE/IEHUN €LLe OHOro NpeauMKTopa BoccTa-
HOBJIEHUA MEHCTPYasIbHOMO LIMKNa — WMHCYMHOMOA06HOIo
dakTopa pocta 1 (MOP-1). L. Cominato u coaBT. yTBEpX-
[aloT, 4TO 3TOT MapKep ABJIFeTCH JiydlWwnm nabopaTopHbIM
noKasaTtesieMm, 1 Mo JaHHbIM NPOBELEHHOIO UMK UCCNeoBa-
HUS NPU HOPManu3aLumM MEHCTPYabHOMO LMKJ1a OH NpeBbl-
waet 342,8 HI/MJ, 0HAKO YKa3aHHOE UccnejoBaHue umeet
HECKO/IbKO HeJOCTaTKOB: MajleHbKas BblGOpKa nauueHToB
(n = 22) 1 oTCYTCTBUE NPOBEAEHNS YIbTPA3BYKOBOIO UCCe-
[OBaHUA SUYHUKOB [22].

ToMUMO KOPPEKLMU HapyLLEHUI MEHCTPYabHOMO LMKAa,
0719 YacTW NaLMEeHTOK aKTyallbHbIM ABAISIETCS BONPOC O BbI6O-
pe meToAa KOHTpaLuenuuu, Tak KaK, HeCMOTPd Ha runo-
TanaMMUYeCKYIl0 AUCOYHKLMIO, BEPOATHOCTL GEpeMEHHOCTU
y AeBOYEK-NOAPOCTKOB ¢ HA noBbllleHa B 2 pa3a B CBA3M
C OoTcyTcTBMEM npepoxpaHeHuns [23]. Jeduuut actporeHosB

npu HA — npuynHa CHUMKEHMSA MAOTHOCTU KOCTHOM TKaHMW.
Mo pgaHHbIM 0630pHOM cTaTbn G.S. Merki-Feld un J. Bitzer,
B HacTOSALWMM MOMEHT OTCYTCTBYIOT [JOKal3aTeNnbCTBa Hera-
TUBHOIO B/IMSIHUSA KOMOUHMPOBAHHbIX OpalibHbIX KOHTpaLen-
TUBOB Ha MWHEpPasbHYIO MIOTHOCTb KOCTHOW TKaHW y noa-
pocTKoB ¢ HA. Y IeBOYeEK, MCMONb3YIOLMX YKa3aHHbIN METOA,
KOHTpauenuuu, Habniogaetca Takas e uan eule 6onblias
npubaBKa maccel Tena [23]. a5 NOAPOCTKOB C OXMPEHUEM
npenapatamv Bbl6opa AN KOHTpauenuun aBASioTCS MUKPO-
[1031MPOBaHHble KOMOUHUPOBAHHbIE OpasibHble KOHTPaLENTH-
Bbl C POCMUPEHOHOM B pexume 24 + 4 [24].

[Ona ruHexkonora AMarHOCTMYECKOEe 3HayeHue UMetoT
cnegylowme nposiBAeHUs: UIBMEHEHWE MacCChl TeNla U Xapak-
Tepa MEHCTPyanbHOro LMKNa, BbiMaJeHue BOJIOC, CYXOCTb
KOXW M NPU3HaKKM acTeHuu. MNpu coyeTaHnmn aTUX NPpU3HaKoB
C HENEPEHOCUMOCTbIO Xapbl HEO6X0AMMO 06PaTUTb BHUMA-
HME Ha TUPEOTOKCUKO3 KaK Ha OfHY U3 BO3MOMHbIX MPUYUH
notepu macchbl Tena [25].

OnpocHukn ESP un SCOFF pekomeHgoBaHbl K npume-
HEHWIO B PYTMHHOM aMOynaTOPHOM NMpPaKTUKE M MO3BONS-
10T 6bICTPO BbIIBUTb U3MEHEHWS B MULLEBOM MOBEAEHWUU
[25]. CopeprkaHue AaHHbIX OMPOCHWKOB MpeacTaBIEHO
Ha puc. 1 m 2.

1) YnoBneTBOpeHs! /i Bbl CBOUM PALIMOHOM MUTa-
HMA? (OTBET «HET» Ha 3TOT BOMPOC Kaaccupuumpyercs
KaK HeHOpMaJibHbIi)

2) Enn an Bbl Korga-HUbyAb BTalHe? (0TBET «ga»
Ha 3TOT MU criefyiolmne BOMpochl Kaaccupuumpyercs
KaK HeHOpMaJlbHbIi)

3) BiuseT i Bal BecC Ha TO, KaK Bbl OTHOCUTECH
K cebe?

4) Ctpagan m KTo-HMOBY1b U3 4J1EHOB Balle CEMbU
pPaccTponCTBOM MHULLEBOro NOBEAEHUSA?

1) Bbi3bIBaeTe /i Bbl PBOTY, MOTOMY YTO YyBCTBYeTE
cebs1 HEKOM@OPTHO ChITbIM?

2) becriokontecb M Bbl, YTO NOTEPSIN KOHTPO/b
Ha/J TEM, CKOJIbKO eUTe?

3) Moxyaenu nv Bl Ha 7,7 1 60aee Kr 3a nociegHue
3 mecsya?

4) Cuntaete nu Bbl ceb6s1 MOAHbIM, Korga Apyrue
CYMTAlOT, YTO Bbl XyA0MN?

5) MoxeTte M Bbl CKaszaTtb, 4YTO ega AOMUHUpYyeT
B BalLEN KUIHU?

Puc. 1. OnpocHuk ESP
Fig. 1. ESP questionnaire

Puc. 2. OnpocHuk SCOFF
Fig. 2. SCOFF questionnaire

PEDIATRIC PHARMACOLOGY. 2024;21(3)

1

NEAUWATPUHECKAA ®PAPMAKONOIUA / 2024 / TOM 21 / N¢ 3



FOR PEDIATRICIAN’S PRACTICE

B MPAKTUKY NEAUATPA

B cBolo o4epeab, 4eBOYKM C HApYLWEHUAMU MEHCTPYasb-
HOroO UMKNa Hanbonee npeapacrnofoXeHbl K nepeefaHuio
W 3aHUKeHHoM camooleHKe. N no MHeHuto A.A. TnynKkoBa
M COaBT., NALMEHTKMN € NOObIMKU BUAAMWU HAPYLEHWUN MEH-
CTPyaNbHOrO LMKAA HYXAaloTcs B NcuMxoTepaneBTU4ECKOM
KOHCYNbTUPOBaHuu [26].

Euwe opgHonm Ho3onornyeckon odopmoun, Tpebytollen
OT r’MHeKonora o6patuTb BHUMaHWE Ha Halu4ymMe Unn oTCyT-
cteue PIIM, ABnseTca CUHAPOM MOJMKUCTOSHbIX SUYHUKOB,
TaK Kak HapyLlweHWsa nuTaHusa MOryT 6bITb €0 KIMHUYECKUMHU
nposiBNeHusamu [271].

3AK/IIOYEHUE

BonbWKHCTBO MCcneaoBaHMiM NO AaHHOW TeMe Hanpas-
NeHbl Ha BbIABNEHWE MNPEAUKTOPOB BOCCTAHOBEHUSA
MEHCTPYanbHOro UMKAA, HO WX O6LEenpuHaTble Lenesble
3HA4YeHUs Ha AaHHbIM MOMEHT OTCYTCTBYIOT. CamMbiM pac-
NPOCTPaHEHHbIM NPEeANKTOPOM ABnseTcs nameHeHne MMT
B CTOPOHY HOpManun3aumm (Mpu aHOPEKCMU — MOBbIWEHHKE,
npu 6yTMMUU — NOHUKEHME), HO HE BO BCEX CyYasix HOpMa-
N13auma AaHHOro nokasatens cnocob6CTByeT BbI3JOpOBIe-
HUIO; 6onee apPEKTUBHOM ABNAETCS OLEHKa NPOLEHTHOro
coaepxaHus xupa, MOP-1 n nentuHa. Llenecoo6pasHo
JanbHenwne nccnegoBaHns HanpaBuTb Ha U3yveHue 6onee
3O PEKTUBHBIX METOLOB KOPPEKLMU HapyWeHU penpoayK-
TUBHOM OYHKUMM ¥ padpaboTKy MyAbTUAUCUMNAUHAPHBLIX
KIMHUYECKUX PEKOMEHAaUMM ANA AMAarHOCTUKM U NleYeHums
PN, HanpaBneHus NauMeHTOK, cTpajalowmx 3abosieBaHns-
MU 3TOW rpynnbl, K CNELMUANUCTY NCMXMATPUYECKOro npodm-
N9 1 NPOOUNAKTUKM TMHEKOIOTMYECKUX OCNOXKHEHUN.

BKJIAA ABTOPOB

E.B. CubrpcKas — HanucaHwe TeKCTa cTaTbM, paboTa co
CMWCKOM NnTepaTypbl, peAaKkTMPOBaHWE CTaTby.

M.B. KapayeHLoBa — HanucaHwe TeKcTa cTaTbk, paboTta
CO CMUCKOM NnTepaTypbl, peAakTUpoBaHue CTaTby.

B.B. HaymoBa — 0630p Hay4HbIX Ny6aAnMKauum no teme
cTaTbW, HaNWCaHWe TeKCTa cTaTbu, paboTa Co CMUCKOM NuTe-
paTypbl, peAaKkTUpoBaHne cTaTbu.

M.HO. YepHbllueBa — 0630p HayYHbIX MNyGAMKaUMWK
no TeMe CTaTbM, HanncaHue TeKcTa cTaTbu, paboTa co Cnu-
CKOM NnTepaTypbl, peAakTMpPOBaHWE CTaTby.

M.A. HaymoB — 0630p Hay4HbIX Ny6anKauun no teme
cTaTbW, HaNMCaHWe TeKCTa cTaTbu, paboTa Co CMUCKOM NnTe-
paTypbl, peAaKkTUpoBaHue cTaTbu.

A.B. KapenuH — 0630p HayudHblx Ny6auKauumn no teme
cTaTbW, HaNMCaHWe TeKCTa cTaTbu, paboTa Co CMUCKOM NnTe-
paTypbl, peAaKkTUpoBaHue cTaTbu.

[.B. dapeeBa — paboTa CO CNMCKOM nMTepaTypsbl,
pefaKkTupoBaHWe cTaTbMm.

MN.N. buxept — paboTa co CMMCKOM nuTepaTypsbl, peaak-
TMpPOBaHWe CTaTbM.
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HoBocTu neguaTpuieckon papma

W) Check for updates

«Kpyr po6pa» 6yaeTt 3aKynartb npenapart
ANA 1IedYeHus aeten ¢ cuHapomom JlapoHa

anpens 3KCNepTHbIM COBET rocyapCcTBEHHOro 6na-

roTBopuTenbHoro ¢oHga «Kpyr gobpa» paccmotpen
BHECEHWEe cuHapoMa JlapoHa B nepeyvyeHb 3aboieBaHun
doHaa.

CuHapom JlapoHa — HacneacTBeHHoe 3abosieBaHue,
XapaKTepuaylolweecs HU3KUM POCTOM, OOGYCNOBIEHHOE
ngedeKktamu reHa peuentopa coMatoTPOMHOrO rOpMoHa
(reH GHR), npuBOASWMMM K HEYYBCTBUTENLHOCTU Nepude-
pPUYECKUX TKaHEeN K LEeNCTBMIO ropmoHa pocTa. [na nedye-
HUSA cuHApoMa JlapoHa Ha3HavaeTcs npenapat MHKpeneKkc
(MeKacepMnH) — PEeKOMOMHAHTHbIA WMHCYIMHONOAOOHbIN

daKTop pocta 1. BBeaeHue meKacepmuHa yCKOpSieT Temn
pocTa B TeyeHWe roja B CpeaHeM Ha 8 cM, Mo3Bonser
YMEHbLIUTb B KPOBW YPOBHU NIMMOMNPOTENHOB U YBENIUYUTb
KOHLIEHTPaLMIO aHAPOreHoB.

JKcnepTbl 0406PUNN KaTeropmn geTen 1 BHECU NeKap-
CTBEHHbIN NpenapaT MEKAaCEPMUH B NepeYeHb IEKapCTBEH-
HbIX MpenapaToB, 3aKynaembix ¢oHAOM. [locne yTo4yHe-
HUS BO3MOXHOCTEN MOCTaBKW HOBbIA NepeyeHb OTnpaBAT
Ha yTBEpPXAeHMEe NoNeYnTeIbCKOMY COBETY.

UcTouHUK: https://boHaKpYrao6bpa.pd/sKcnepTbi-peLlmnim-
BHECTU-B-repeyeHb-3a6/

FDA o406pH/1I0 HEe OTHOCSALLMMACH K CTUMYIATOPaM

XuUaKum npenapart ot CABIr

npasfieHMe No CaHUTapHOMY HaA30py 3a KayecTBOM
nulLeBbIX NPOAYKTOB W MeaukameHToB CLUA (FDA)
opobpuno npenapat Onyda XR (KNOHWAMHA TMAPOXI0PKUL)
ON9 NeYeHns cuHapoma geduumTa BHUMaHUS U rTMnepakTmB-
HocTn (CABIM), coobuiaeT npou3BoauTenb npenaparta Tris
Pharma. 31o nepBbit 0406PEHHbBIN HECTUMYNMPYIOLLMIA Mpe-
napart B BUAe CycneH3uun ansg 60pbobl ¢ 3TUM 3a60neBaHUEM.
CycneH3uns ¢ NpOSIOHITMPOBAHHbIM BbICBOOOXAEHMEM
[EeNCTBYIOLWErO BelecTBa, NPUHMMaeMas OMH pa3s B AEHb,
MOXET MCMNOSIb30BaTbCs CaMOCTOATENIbHO WM B KavyecTBe
OOMNONMHUTENbHOM Tepanun K o4o6peHHbIM FDA cTumynupyto-
LWMM npenapaTtam y naLMeHToB B Bo3pacTe OT 6 neT.
Jlhiogam ¢ COBI TpebyeTcs uenbin psa TepaneBTUye-
CKMX OMNUMIA, pa3dpaboTaHHbIX C Y4ETOM UX MHANBUAYAbHbIX
NoTPeBGHOCTEN, MOCKOMNbKY HE KaXJoe NIEKapCcTBO WK BUA
Tepanuu NOAXOAAT Kaxaomy nauuneHty. OpobpeHue Onyda
XR, nepBOro WAKOrO HecTUMyAMpylowero npenaparta

ana nedyenns CABI ¢ HOYHOM AO3MPOBKOW, KOTOPas MeHseT
npodunb BbICBOGOXKAEHUS, ABASETCA YAOOHbLIM BapuaH-
TOM ANA NaLUMEHTOB, HYXJAlLWMXCH B NyyllemM KOHTposne
CABM», — 3aaBuna 3HH Yanngpecc, LOKTOP MeAMLMHbI, NCH-
XvMaTp v npesnaeHT LleHTpa ncuxnatpun u noBeaeHYeCcKown
MeauLnHbl B Jlac-Berace.

Onyda XR npoTuBOMOKa3aH NauueHTam C runepyyB-
CTBUTENBHOCTbIO K KJIOHWAMHY. [penapat TaKkxe MOXeT
BbI3blBaTb J0303aBMCMMOE CHUXKEHME apTepuasbHOro AaB-
JIEHUSI U YaCTOTbl CepAeyYHbIX COKpalleHWU. Y nauueHToB,
BXOAAWMX B FPyMNny pUcKa, ciegyet 4acTo KOHTPOMpOBaTb
rnoKasaTenn XnsHegeaTenbHOCTU. B nccnegoBanusax tabne-
TOK C NPOSIOHTMPOBaHHbLIM BbICBOGOXKAEHMEM OTMEYaNuUCh
COH/IMBOCTb M cefaTuBHbIN 3D DEKT.

UcTouHuK: https;//gxpnews.net/2024/05/fda-odobrilo-
ne-otnosyashhijsya-k-stimulyatoram-zhidkij-preparat-ot-
sdvg/?amp=1

FDA oao6puio nepBylo Tepanuio
HEeMPOIHAOKPUHHDIX ONMYX0NEen y AeTeun

npaBfieHWe MO CaHWTapHOMY HaA30py 3a KayecTBOM

nuLeBbIX NPoayKToB U MeanKkameHToB CLUA (FDA) ogo-
6puno paguonuraHgHyto Tepanuio (Radioligand therapies;
RLT) Lutathera (gotataT ntoteums Lu 177; lutetium Lu 177
dotatate) ans nevyeHus racTpoaHTeponaHKpeaTUyecKux
HEMPO3HLOKPUHHBIX Onyxonen (gastroenteropancreatic
neuroendocrine tumors; GEP-NET) y neten 12 net u ctap-
e ¢ AMarHo3oM «MO3MTUBHbLIN peuenTop comMaTocTaTUHa»
(SSTR+). 310 nepBas Tepanus, cneunanbHO oao6GpeHHas
ONs Aeten ¢ 3TUM pPeaKMM BUAOM OMNyxonen.

PelueHne NpMHATO Ha OCHOBaHWW JaHHbLIX MCCeaoBa-
Hua NETTER-P, B KoTopoe 6biv BKAOYEHbl 11 nauMeHToB
B Bo3pacTe 12-18 net ¢ HEMPOIHAOKPUHHBIMMK OMYXONIIMHU
HaAMOYEeYHWKOB M MapacuMnaTUYeCKUX raHrnveB (mapa-

raHrnMoma). KomnaHms He packpblia noapo6Hble AaHHbIEe,
HO OTMETHUNA, 4TO Npoduab 6€30MacHOCTM COOTBETCTBOBA
pesynbTataM MCCNefoBaHMs, B KOTOPOM M3y4yanucb B3pOC-
Nble NauMeHThbl.

B KOMNaHWW TaKKe OTMETU/IN, YTO «pacyeTHas Mnorno-
waemas [fo3a pajvauumu y neamatpuyeckux nauumeHToB
Haxoaunacb B npeaenax ycTaHOBEHHbIX OpraHHbIX MOPOros
N9 BHELWHEro Ny4KkoBoro o6ay4yeHns n 6blna conoctaBuMa
C TAaKOBOW Y B3POC/IbIX».

GEP-NET cumtatotcsa oppaHHbIM 3a601eBAHUEM M OObIY-
HO pacTyT MeANEeHHO, HO YaCcTO MOTYT 6bITb arpeCcCUBHbBIMMU,
W UX TPYAHO NEeYUTb, €CNU HEe OBHapPyXMUTb Ha paHHen cTa-
AWK, OTW OMyXO0nM U3BECTHbI TEM, YTO UX AMArHOCTUPYIOT
Ha NO34HUX CTAAMSIX, YTO YCNOXHSAET neyveHue. Mo nocnea-
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HUM OaHHbIM, 0Kono 10-20% nauneHTOB [AETCKOro BO3-
pacTa y)»e MMelT meTacTa3bl Ha MOMEHT MOCTAHOBKM
[narHosa.

Lutathera — 310 nenTna-peLenTopHasa paguoHyKAnaHas
Tepanusa, KoTopas WMCMosb3yeT BbICOKOAO3HOE W3NyyYeHue
[N19 NOPaXKEHUS N YHUUTOKEHMA PAKOBbIX KIETOK.

PagvonuranaHas Tepanus npeactaBnaseT co6om nepeno-
BOM py6ex B NeYeHnn paKa, coveTas LeneBble paguoaKkTuB-
Hble M30TOMbl C MOJIEKYAMW, KOTOPbIE MOTYT cneundUyecKn
CBf3bIBATbCHA C ONYX0/IEBbIMU KNeTKamu. ATOT MeTo N03BO-

N9eT HanpsMylo AOCTaBNSATb pajgvauMio K PaKoBbIM KeT-
KaM, MMHUMWU3UPYS NOBPEKAEHME OKPYKaloWmnX 340POBbIX
TKaHen. Lutathera penctByeT nyteM BAMAHUSA Ha KNETKM,
3KCMpeccupylolne peuenTopbl coMatocTaTMHa, KoTopble
npeo6nagatT Bo MHorMx GEP-NET. CBs3aBlWKCb C 3TUMMU
peuenTtopamMu, MeyeHas pagMoaKTUBHBLIM M30TOMOM Mose-
Kyna JOoCTaBAsieT netanbHOe M3ny4YeHue HenocpeacTBEHHO
K ONyX0NeBbIM KNeTKaM.

UcTovyHuK: https://chemrar.ru/fda-odobrilo-pervuyu-
terapiyu-nejroendokrinnyx-opuxolej-u-detej-ot-novartis/

FDA oao6puio nepBbiK Npenapar
NPOTUB PEeAKOro UMMYHHOI 0o 3a60/iIeBaHuUe

npaB/ieHMe MO CaHWTapHOMY HaA30py 3a KayecTBOM

nuiLeBbIX NPoAYKTOB 1 MeankameHToB CLUA (FDA) opo-
6puno nepopanbHbiv npenapat Xolremdi (MaBopuKkcadop)
N9 nauneHToB B Bo3pacTe 12 feT 1 cTaplie ¢ CUHAPOMOM
WHIM. 370 KpailHe pegkoe reHeTuM4ecKoe 3aboseBaHue,
npu KOTOPOM MMMYHHasi cucTeMa opraHuMaMa He QyHKUM-
OHUPYET JOMKHbIM 06pa3oM. Tak, B 4YaCTHOCTH, OHO BbI3bl-
BaeT peunamBupyolime MHOEKLUN NErKUX U NpoBOLMPYET
nosiBfieHne 60poJaBoOK, CBSA3AHHbIX C BUPYCOM Manuiaiombl
yesioBeKa.

Ha3BaHue cuHapoMa NPOUCXOAUT OT CUMNTOMOKOMIJIEK-
ca: W (warts) — 6opogaBku, H (hypogammaglobulinemia) —
runorammarnobynnHemus, | (infections) — mHdekumn nu M
(myelokathexis) — muenokaTeKkcuc.

Mpu cuHgpome WHIM CHUXaeTcqa KOIMYecTBO 3pPesbix
HENTPODUIOB M NTUMOBOLMTOB, LIMPKYIUPYIOLLNX B OPraHm3-
me. Kak yTBepAaeT npou3BoanTENb — aMepuKaHCKas
6uodapmaueBTudeckana KomnaHua X4 Pharmaceuticals,
npenapaT paboTaeT 3a CYeT TOro, YTO YBENMYNBAET KONnye-
CTBO 3pesiblX HEUTPODUNIOB U NTMMOOLIUTOB.

«X0TS MHpOopMaLmMs O cCMMNTOMax pas3HUTCS, cYMTaeTcs,
4yTO nauueHTbl ¢ cuHagpomom WHIM MoryT MmeTb peuu-
OVBUpYIOLLIME MHPEKLUMKU, BKIOYaA MHEBMOHWIO, CUHYCUT

N KOXHble MHDEeKUUKN. TaKKe OHKU NoABEPIKEHbI PUCKY onac-
HbIX 419 XM3HW BaKTepuanbHbIX U BUPYCHbIX MHDEKLUIM», —
rosopuTtce Ha cante FDA.

Mo naHHbIM arentcTBa, WHIM BCcTpevaeTcd npuMepHo
y OAHOr0O U3 5 MIH HOBOPOXAEHHbIX. B mMeanumHcKon
nuTepaType onucaHo Bcero okono 60 cnyyaeB 3abone-
BaHus.

AdPeKTMBHOCTb Xolremdi 6bia oueHeHa B 52-Heaenb-
HOM paHAOMMW3MPOBAHHOM ABOMHOM CAenom naawueb0o-KoH-
TPONMpPyeEMOM UCCNefoBaHUK, B KOTOPOM MPUHAN yvyacTue
31 4yenoseK. 3a 3TOT Nepuos BPEMEHW npenapaTr CHU3WU
Konn4yectBo MHbeKumnn Ha 40% no cpaBHEHUIO C niaLebo,
O[lHaKo He cnpaBucs ¢ bopoJaBKamu.

Cpeayn nob6o4HbIX peaKkuui HabnwganMcb TPOMOOLMTO-
NeHKus, CbiNb, PUHWUT, ANUCTAKCUC (KPOBOTEYEHME M3 HOCA),
pBOTa M rofIOBOKPYKeHne. Kpome Toro, M3BECTHO, YTO npe-
napaT MOXET HaHecTu Bped BHYTPUYTPOOHOMY pebEHKY,
NO3TOMY KEHLWWHAM C AeTOPOAHbIM MOTEHLMUaNomM cneayet
peKoMeHAoBaTb MCNOMb30BaTb 3GPEKTUBHbIE CpeacTBa
KOHTpaLuenuuu npu ne4eHuu.

UcTo4HuK: https;//gxpnews.net/2024/05/fda-odobrilo-
pervyj-lp-protiv-redkogo-immunnogo-zabolevaniya-
sindroma-whim/?amp=1

FDA npucBouno ctatyc RMAT
reHHOu Tepanuu cuHapoma PeTtTta

MepuKaHcKkas komnaHuga Taysha Gene Therapies nony-

Yuna oT YnpaBneHusa No caHUTapHOMY HaA30py 3a Kade-
CTBOM MULLEBLIX NMPOAYKTOB M MeauMkameHToB CLUA (FDA)
cepTudUKaT nepenoBoOn Tepanuu pereHepaTtMBHOW Meam-
LuMHbl (RMAT) anda cBoero reHotepaneBTUYECKOro npenapa-
Ta TSHA-102, npeaHa3Ha4YeHHOro A5 fie4eHUs CUHAPOMa
PeTtTa.

TSHA-102 — 370 reHHas Tepanusg, KoTopas npeano-
naraeT ucnonb3oBaHue Bupyca AAVO gna focTaBKM reHa
MECP2 HenocpefCTBEHHO B LeHTPasibHYI0 HEPBHYIO CUCTe-
MYy AN Ne4eHUss OCHOBHOM MPHUYMHbI CMHApPOMa PeTTa —
peaKoro reHeTM4ecKoro 3abosieBaHus, BbI3BaHHOIoO MyTa-
umamMn B reHe MECP2, KoTopble BAUSIOT Ha pas3BuUTUE
mo3ra. OHO BCTpedvaeTcs NPeUMMyLLeCTBEHHO Y AeBOYeK
N NPUBOAUT K TAXKENBIM YMCTBEHHBLIM U GUIUYECKUM Hefo-
cTaTkam.

Mporpamma npuceoeHns ctatyca RMAT npeaHasHavyeHa
L7191 YCKOPEeHUs pa3paboTKK 1 pacCMOTPEeHUs pereHepaTus-
HbIX Tepanuin, HanpaBieHHbIX Ha nevyeHne, MoanbUKaLUO
WM NOSTHOE U3NIeYeHUe Cepbe3HbIX 3ab601eBaHuin. PelieHune
FDA o npucsoeHnn RMAT npenapaTy NogKpenieHo nepBuy-
HbIMW pe3ynbTaTaMyu KIMHUYECKUX UCCef0BaHUIM Y B3pOC-
NbIX U AETEN.

B aBrycte 2023 r. FDA npucBouno paspabotke TSHA-
102 ctatyc Fast Track Designation. 3Ta nporpamma cnoco6-
CTBYET YCKOpPEHHOM pa3paboTKe W PacCMOTPEHUIO HOBbIX
JIEKapCTB MM GUONOTMYECKUX NpenapaToB, KOTopble npes-
Ha3Ha4yeHbl AN NeYeHUss CEPbE3HbIX WU XUIHEYrpoxato-
LLMX COCTOSIHWUM U NPU 3TOM LEMOHCTPUPYIOT NoTEeHLMa.

McTouHuK: https.//gxpnews.net/2024/05/fda-prisvoilo-
status-rmat-gennoj-terapii-sindroma-retta-kompanii-
taysha/?amp=1



EMA oao6puno npenapar

ANA cBepTbiBaHUA KpoBU npu aeduuute pakrtopa Vill

BPOMENCKOE areHTCTBO JieKapCTBEHHbIX cpefcTs (EMA)

25 anpensa 2024 r. peKkomMeHA0BaNo BbiAaTb perncrpa-
LIMOHHOE yaocToBepeHue Ha npenapat Altuvoct (apaHecoK-
TOKOr anbda) Ans neYyeHns n NpoPuUNaKkTUKM KPOBOTEYEHNUN
y B3pOC/bIX U AeTen ¢ remodpunnen A, BbiIaBaHHON aedunum-
ToMm dakTopa VIII.

Y nauMeHTOB C 3TUM reHeTUYeCKUM 3abofieBaHMEM
B KpPOBM OTCYTCTBYET chneumduyecKuin CBEpPTbIBAIOLWMN
6enoK. TaxecTb CMMNTOMOB BapbUPYyeT OT NIEFKON A0 TsKe-
JIOW B 3aBMCUMOCTMU OT KonuyecTBa dakrtopa VI, npucyT-
CTBYIOLWWErO B KPOBU, U €r0 aKTUBHOCTM.

AKTMBHbIM BELLECTBOM Npenaparta sBnseTcs adpaHecok-
TOKOr anbda — pPEKOMOWHAHTHbIA YEeN0BEYECKUMI (aKTop

VIIl, KOTOpbIN 3aMeHseT HefoCTaloWNn GaKTop CBEPTbIBAHUSA
Kposw VI, Heobxoanmbin ana apGeKTUBHOIO remocTasa.

Hanbonee pacnpocTpaHeHHbIMW MOGOYHbIMW ABAEHUSA-
MW B peaynbTaTe NpUMEHEHNs NpenapaTa 9BASIOTCA roN10B-
Has 60/b, PBOTA, 3K3EMA, CbiMb, KpanuMBHWULA, apTpanrus,
60/1b B KOHEYHOCTAX, 60/1b B CMUHE U MUPEKCHS.

[MoNHbIM NOKa3aHWeM K MpUMEHEeHUI0 3paHeCoKTOKora
anbda ABNATCA NevyeHre u NpodunakTuka KpoBOTeYEeHUN
y 60/bHbIX remodunnen A (BpoxaeHHbIN aeduumt dakTopa
VIIl) BCcex BO3pacTHbIX rpynm.

UcToyHmK:  https://www.medscape.com/viewarticle/
ema-approves-factor-viii-deficiency-clotting-drug-
2024a100087e

BO3 npeaynpeauna o pactywieun YCTOMYUBOCTH

OaKTepuUu K aHTUOUOTUKAM

cemMupHas opraHusauma 3gpaBooxpaHerus (BO3) o6Ho-

BWN1a CMIMCOK NPUOPUTETHBIX GaKTEPHUabHbIX NATOreHoB
(BPPL) n npegynpeaunna o pacTtylen yCToM4nBoCTH 6ones-
HETBOPHbIX OpPraHM3mMoB K NMPOTUBOMWMKPOOGHbLIM npenapa-
Tam (YI).

Kak coobuwmna xeHeBcKas wTtab-kBaptupa BO3, atoT
nepe4vyeHb BKIOYaET 15 ceMencTB 6aKTEPUR, BblaeNeHHbIX
B rpynnbl KPUTUHECKOTO, BLICOKOIO U CPELHEro yPOBHS Npu-
OPUTETHOCTH.

B opranuzaumun noscHunu, 4yto YII Bo3HUKaET B TOM Clly-
Yae, Koraa 6aKTepuu, BUPYChl, rpubbl M NapasvTbl nepecTatoT
pearnpoBaTb Ha JleKapcTBa, YTO «yBeJMYMBAET PUCK pac-
npocTpaHeHus 6one3Hemn». Takast yCTOMYMBOCTb «BO MHOIMOM
06ycnoBsieHa HenpaBW/IbHbBIM U U36bITOYHBIM MCMONb30Ba-
HMEM NPOTMBOMMKPOOGHLIX MpenapaToB». B HOBOM crnucke
BO3 «gaHa cuctemMatudmMpoBaHHas oueHka rnobanbHoMy
OpemMeH#n, BbI3BaHHOMY pacnpocTpaHeHUeM neKapcTBEHHO-
YCTOMYUBBIX BaKTEPUIM», KaK 3asBU UCMOJHAIOWMKN 00s3aH-
HOCTM MOMOLWHMKa reHepanbHoro gupektopa BO3 HOkuko
HakaTanu. Mo ero cnoBam, 3T0T LOKYMEHT «MMEET BayKHOe
3Ha4yeHue ans onpegeneHus HanpasaeHuin GUHaHCMPOBaHUSA
W NpeofoNneHns Kpusnca B chepe NpomM3BOACTBa U JocTyna
K @aHTMOMOTUMKaM». OH MOSICHWU/I, YTO C MOMeHTa ny6nMKaumm

B 2017 r. NepBOro CrucKa NPUOPUTETHbLIX BaKTepuanbHbIX
naToreHoB «yrpo3a YCTOMYMBOCTU K MPOTUBOMMKPOOHbLIM
npenapartam ycuaunacb», 1 370 NPMUBENO K 0CNabneHunto aen-
CTBUSI MHOIMX @aHTUOMOTUKOB, @ TaKKe «NoCTaBMo Noj yrpo-
3y MHOTME AOCTUKEHUS COBPEMEHHON MEAULMHDI.

BO3 KoHcTaTMpoBana, 4TO naToreHbl KPUTUYECKOro
YPOBHSA MPUOPUTETHOCTU, TaKUE KaK rpamoTtpuuaTtenbHble
GaKTepuu, «NPeacTaBnaioT Cepbe3Hylo rnobanbHyo yrpo-
3y». 3T 6aKTepun obnagaloT eCTeCTBEHHOM CNOCOBHOCTLIO
«HaXo4WTb HOBble CNOCOObI MPOTUBOCTOATb NEYEHMION.

MaTtoreHbl BbICOKOrO YPOBHS MPUOPUTETHOCTH, Takue
KaKk 6aKtepun pofos Salmonella vn Shigella, cTaHoBATCSA
NPUYUHON «KpalHe BbICOKOro 6peMeHM B CTpaHax ¢ HU3KUM
W CPEeAHUM YPOBHEM A0X0A0B». K naToreHam cpeiHero ypos-
HS MPUOPMUTETHOCTU OTHOCHATCA CTPENTOKOKKM rpynn A u B,
KOTOpble BNepBble BHECEHbI B CMUCOK B 2024 . OHK Tpeby-
0T NOBbLILEHHOTO BHUMaHUS CPean Ya3BMMbIX Fpynn Hace-
NIEHUS, BKIIlOYas AeTer U NOXKMUbIX.

B BO3 nogyepKHynuM Heo6XoAMMOCTb KOMMIEKCHOro
nogxoda K peueHuto npobnembl Y. B yacTHocTH, Tpe-
oyeTca obecneynTb «BCEOOLWMIA AOCTYN K KayeCTBEHHbIM
W LOCTYMHbIM MO LieHe cpefcTBamM NpodunakTUKm».

UcToyHuK: https;//tass.ru/obschestvo/20834533
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WH®OPMALIUA COIO3A NEAUATPOB POCCUU

Uudopmauuna Coro3a neguartp

https://doi.org/10.15690/pf.v21i3.2753

‘W) Check for updates

PE3O0J/1IOLUA
XXV KoHrpecca neauatpoB Poccuu
C MeXAyHapoAHbIM y4YacTuem
«AKTyanbHble npoo6sembl neguaTpmun»
1-3 mapta 2024 roaa

r. MockBa

XXV KoHrpecc neanatpoB Poccumn, B KOTOPOM MpuHSIM y4actue 6osee 15 000 y4acTHUMKOB (B TOM
yncne cBbiwe 3200 04YHbIX AeneratoB) U3 pPas/iMiHbIX PErMOHOB Poccuiickor ®Peaepalmu, cpeam
KOTOpbIX NeauaTpbl, AETCKUE CreuUanncTbl, OpraHn3aTtopbl AETCKOro 34PaBOOXPaHEHUS, a TaKxKe
Yy4eHble, npenogaBaTesiv BbICLUEH LLKOJIbl, CTYAEHTbI, OPAUHATOPbLI U aCrnpaHTbl, 06CYAN/T aKTyallbHble
Mpo6iemMbl 0OXpaHbl 340P0Bbs AETEMN U MPHUHSJT CIEAYIOLLYI0 PE3O0/TIOLMIO.

1. Mpocutb lFocypapcTBeHHylo Aymy PoccuicKon
®depepaumm M MuUHUCTEPCTBO 3ApaBOOXpPaHEHUN
Poccuiickoin ®Pepgepauuu:

1.1. Pa3paboTaTtb U NpUHATbL 3aKoH «06 oxpaHe 3[0-
poBbsi AeTeil», NPeaycCMOTPEB B HEM AENCTBEHHblE Mepbl
rocyfapcTBa Mo 3alluuTe XM3HU U 3[0POBbSA AETEW, a TaKKe
YCNOBMUS, rapaHTUPYoLWME rapMOHMYHOE GU3nMYecKoe, HepB-
HO-MCUXMYECKOE, PEMPOAYKTUBHOE U KOTHUTMBHOE Pa3Bu-
Te pebeHKa.

1.2. BHecTM wu3meHeHuss B deaepanbHbii 3aKOH
oT 17 ceHTabps 1988 r. N2 157-®3 (pea. ot 02 wuionsa
2021 r.) «O6 MMyHOMPOdUIaKTUKE MHDEKLIMOHHbBIX 60Ne3-
Hew», NPeayCMOTPEB B HEM MEPbI MO YCUNEHWUIO OTBETCTBEH-
HOCTU poauTenen (3a OTKa3 OT MPMBUBOK) U Heaobpoco-
BECTHbIX MEAULIMHCKMX PaBOTHUKOB (BbICTyMalOLWLMX NPOTUB
BaKLMHALMW UM PEKOMEHYIOLMX HEOBOCHOBAHHbIM OTBOA
OT NPMBUBOK).

1.3. BHecTu wuameHeHus B DdeaepanbHbit 3aKOH
oT 12 anpens 2010 r. N2 61-93 (pea. ot 19 gekabps 2022 r.)
«06 obpalleHnn NeKapCTBEHHbIX CPeacTB», NpeaycMoTpeB
B HEM CO3/jaH1e AOMONHUTENbHbIX YCNOBUI A5 MPOBEAEHMS
KIMHUYECKUX MCCNEefoBaHUM NIEKApPCTBEHHbIX NMpenapaTosB
onsa neten.

2.MpocurtblNpasutensctBo Poccuiickoi ®epaepayum:

2.1. MNpu popmmnpoBaHUM BIOAKETOB 34PaBOOXPaAHEHNSA
BCEX YPOBHEW npeaycMoTpeTb dUHaHCUpOBaHWE CryxObl
OXpaHbl MaTEPMHCTBA U AeTcTBa B 06bemax He MmeHee 30%
OT KOHCO/IMAMPOBAHHOMO 6o KeTa 3[1paBOOXPaHEHHS.

2.2. TlpuHATb Mepbl K OpraHu3aunn OTeYEeCTBEHHOrO
NPOM3BOACTBA COBPEMEHHbIX JIEKAPCTBEHHbIX NpenapaTos
ana geTen, BKJAKYas MMMYHOGWOMNOrMyeckue (B TOM 4wuc-
Nne KOMOGWHWMPOBaHHbIE BaKUMHbI), @ TaKxXe chneuuanbHbiX
NIEKapCTBEHHbIX GOpM ANa AeTeW, B TOM 4uCie B nepuon
HOBOPOXAEHHOCTU (BUTaMKUH K 1 ap.).

2.3. BKaounMTb B nepeyeHb MHAMKATOPOB 3dODEKTUB-
HOCTW [AeATENbHOCTU MCMONHWUTENbHOM BlacTU CYGbEKTOB
Poccuitickon depepaumm nokasartenb CMEPTHOCTU AeTew
B BO3pacTe A0 5 1eT U CMePTHOCTM AeTen BCeEX BO3PacToB
OT BHEWHMX U UHOEKLMOHHBIX MPUYMH, YPOBEHb MHBANUA-
HOCTW [ETCKOro HacefleHus, ypoBeHb GaKTU4eCKOW Mnpu-
BUTOCTM AETCKOr0 HaceeHUs oT BaKLMHOMNPEAOTBPaTUMbIX

60ne3Hen, a TakKe ypoBeHb 3ab60seBaemMoCTh BaKLMUHO-
npeaoTBpaTUMbIMU UHOEKLMOHHBIMU GONE3HAMU Cpeau
neten.

2.4. BoccTaHOBUTb B 34paBOOXpaHEHWW BepTUKanb
ynpasneHus, ob6ecneyMB TeM CaMblM efuHble MNOoAXOAbl
B pa3BUTUM 34pPaBOOXPaHEHWUS W paBHble MNpaBa AeTen
Ha noJfly4yeHne BbICOKOKBaNMGOULMPOBAHHON MeAULIMHCKON
NMOMOLLM HE3ABUCHUMO OT PerMoHa NPOXKMUBaHUS.

2.5. B uenax peleHus npob6aembl MOBbIWEHUS YKOM-
NNEKTOBAaHHOCTU MEeAULMHCKUMWU KaapaMu neguatpude-
CKOM cnyx6bl HaBEeCTU NOPSAOK B oniarte Tpyaa MeauLuH-
CKMX KagpoB Bcex KaTeropui. BHeapuTb cnpaBennuBbiv
NPUHUMN: 3@ paBHbIM Tpya — paBHasa 3apaboTHasa nnaTa,
He 3aBucsLLas OT YPOBHS Pa3BUTUS pervoHa.

3. Mpocutb MuHUCTEpCcTBO 3apaBoOXpaHeHUs
Poccuiickoin ®epepauuu:

3.1. Mpoaomkutb paboTy NO COBEPLIEHCTBOBAHMIO
CUCTEMbI BaKLMHOMPOPUNAKTUKN MHDEKLMOHHbIX 6ones-
Heln y neten B Poccuiickon denepauun: pacimpuTb HaLmo-
HaNlbHbIN KaneHaapb NPobUIaKTUHECKMX MPUBUBOK 3a CYET
BBEAEHUS BaKUMHALMKU MPOTUB MHOEKLMN, BbI3BAHHbIX
MEHWHIOKOKKOM, pOTaBUPYCOM, BMPYCOM BETPSHOM OCMbl,
nanuaIoMaBupPyCcoM, AOMONHUTENBbHbBIX peBaKLUUHaLKUA Npo-
TMB KOKJ/OWa B AOWKOMBHOM M MOAPOCTKOBOM BO3pacTe,
a TaKe nponucatb U UMMYHONPOPUNAKTUKY NPOTUB pecnu-
paTopHO-CUHLMUTHUANIBHON BUPYCHON UHPEKLIUMN.

3.2. MoBbICUTb AOCTYMHOCTb U Ka4eCTBO KOMMIEKCHOM
peabunaMTauMoHHOM NOMOLLM AETAM C XPOHUYECKOM NaTono-
rMen, AeTam ¢ orpaHUMYeHHbIMU BO3MOXHOCTSAMU 340POBbS
W fjeTaM-uHBanuMaam:

3.2.1. O6patutbca B [paBUTENbCTBO PoccuiMcKowm
degepaumm ¢ npeanoxeHnem paspabotaTb U NPUHATL NPO-
rpamMMy rocyfapCTBEHHbIX rapaHTUi 6ecnnaTHOro okasaHums
rpaxgaHam MHOronpoduibHOM peabunuTaLlMOHHOW NOMO-
WKW nocne nepeHeceHHbIX OCTPbIX U 06OCTPEHUS XPOHUYe-
CKUX 60JIe3HEN.

3.2.2. YKOMNAEKToBaTb Y4YpexaeHns MeauLMUHCKOM
peabunuTauumn cTpaHbl COBPEMEHHbBIM peabunnTaLnoHHbIM
o60pynoBaHMEM.

3.2.3. PaspabotaTb, cornacoBaTb W NpeacTaBuTb
Ha yTBEPXKAEHWE B YCTAaHOBJIEHHOM MOPSAKE MPOEKT rocy-



JAapCTBEHHOW nporpamMmsbl «[podunakTnka MHBaIMAHOCTH
cpeau aeten B Poccuinckon degepaumn».

3.3. B CBA3KU C COXpaHAOWMMUCS TPYAHOCTAMU B OCY-
LLLleCTBIEHMM ONepaTUBHOro c6opa CBEAEHM, HE0BX0AUMBbIX
ANS BbIMNOMHEHMA 3a4ay M GYHKLUMIM TMaBHOMO BHELUTATHO-
ro cneuunanucta (OT rMNaBHbIX BHELTATHbIX CMeunanucToB
CyGbEKTOB, IMaBHbIX cneLranncToB deaepasnbHbiX OKPYroB,
oT denepanbHbiX MEAULIMHCKMX OpraHu3auui no Hanpas-
JIEHWI0), BHECTU AonosnHeHus B Mpukad MuHsgpasa Poccuu
«OQ rnaBHbIX BHelTaTHbIX creunanuctax MuWHUCTepCTBa
3ApaBooxpaHeHusa Poccuiickon depepauunm» (N2 444
oT 25 okTA6psa 2012 r.), AeTanbHO NpeacTaBMB NOJIHOMOYUS
rMaBHOro BHeWTaTHOro cneunanucta MuHsapaBa Poccuu,
rMaBHbIX CMeLMannucToB CyGBLEKTOB, crneuuanucToB dene-
panbHbIX OKPYroB.

3.4. TpoBECTU PEBU3UID HOMEHKNATYpPbI CreunanbHOo-
CTeln npuvKkasa. BBECTM B UHCTUTYT rNaBHbIX CNELManMcToB
rMaBHOIO BHELWTATHOro [JETCKOro crneuuanucta aniepro-
flora-MMMyHoOJ0ra, raBHOro BHELWTATHOrO [ETCKOro crne-
uManucTa AepMaTtoBeHeposiora, rlaBHOrO BHELWTATHOMO
[JETCKOro cneuuanucta cypaosiora-oTopMHONapuHrosnora,
rMaBHOrO BHELWTATHOro AETCKOro creuuanucTa no cnop-
TUBHOW MeauLWHe, NPUBECTU B COOTBETCTBUE MEPEYEHb
rNaBHbIX BHELITATHbIX CNELManMCTOB M HOMEHKaTypy cre-
LManbHOCTEN B AETCKOM 3[1paBOOXPaHEHWUWU, FAPMOHU3U-
poBaB [IETCKME CMeLMnanbHOCTM C YPOBHEM 3a60eBaEMO-
CTU JeTemn.

3.5. Ing yny4lieHuns CoCTOSAHWUA 3A0POBbS M NOBbILIEHUS
30 PEKTUBHOCTU OKal3aHWs MeOMKO-MCUXO0ro-neaaroru-
YecKoW MoMmollM MoapoCTKam nepenpodunmpoBaTb LEH-
Tpbl 340POBbS CTPaHbl B LIEHTPbI 340POBbS MOAPOCTKOB,
npopa6otaB ¢GyHKLUMOHAbHbIE 0693aHHOCTU COTPYAHUKOB
M MapLIpyTM3aLMIO NaLMEHTOB.

3.6. B cBA3M C LWUWMPOKUM BHELPEHUEM B NMPAKTUKY BCMNO-
MOraTefibHbIX PEenpoayKTUBHbIX TexHonorun (BPT), BKO-
YaloUmX MHTEHCMBHOE MPUMEHEHME 3CTPOreHOB B Nepu-
o4 MOArOTOBKW C LENb CTUMYNSILMKU OBYNSILIMKU, BHECTHM
B cTatucTuyeckyto ¢opmy N° 32 «CBepeHuss 0 MeauLMUH-
CKOM MoMolM GEPEMEHHBLIM, POXEHWLAM W POAWUIbHM-
uam (dopma N¢ 32 (ropgoBasi))», yTBepKAEHHYO [MpuKazom
Pocctata ot 27 Hoa6ps 2015 r. (ped. ot 24 pekabps
2018 r.) «O6 yTBEPKAEHMUN CTATUCTUHECKOTO WMHCTPYMEH-
Tapus ana opraHusauum MUHWCTEPCTBOM 3apaBOOXpaHe-
Hua Poccuickon Pepepaumnmn ctaTMCTUYECKOro Habnwoae-
HUS B cdepe 34paBOOXPaHEHUS» pasfesibHy0 OTYETHOCTb
no 6epeMeHHOCTSM, HACTYNMMUBLUIMM €CTECTBEHHbIM MyTEM
U ¢ ucnonb3oBaHueM BPT. Kpome aToro, BBectn rpady
«KPaTHOCTb NMPOBEAEHHbIX MPOLIEAYP» C YKa3aHUEM Ucxoaa
npeablayLwmx.

3.7. Ana npepocTaBfieHUs CBeAEHWM O YUCIEHHOCTH
NauneHToOB C Pa3nyHbIMKU 3a60/1EBAHUAMM, HEOBXOAUMBbIX
ans GopMMpoBaHMA MPOEKTOB CTaHAapTOB MeAMLMHCKOWM
NMOMOLLM, a TaKXe ANS pacyeToB MOTPEGHOCTEW B neKkap-
CTBEHHbIX NpenapaTax, MeAULUUHCKUX U3Aennax, UCNoNb3y-
€eMbIX B TOM 4YMuC/e NPU peabunmMTauumn onpeaeneHHblx Karte-
ropun 60nbHbIX, B POpMax CTaTUCTUYECKOro HabnwoaeHus
N2 12 «CBeneHus o yucne 3aboneBaHui, 3aperMcTpMpoBaH-
HbIX Y NALMEHTOB, MPOXMBAIOLWMX B PaioHE 0GCNYKUBaHNUS
MeaULMHCKOM opraHm3auunm» u N2 14 «CBeaeHuns o aesaTtenb-
HOCTW NoapasaeneHnini MeanLMHCKOM OpraHmM3aLunm, oKasbl-
BaloLLMX MEAMLIMHCKYIO MOMOLLb B CTALlMOHAPHbIX YCIOBUSAX»
yKa3blBaTb YUCNEHHOCTb MNALMEHTOB MO KOHKPETHLIM KOaM
MKB-10, 6e3 rpynnupoBKM.

3.8. B cBAA3n ¢ rnobanbHbIMKM Npo6iemMamMmm aHTUMUKPOO-
HOM PE3UCTEHTHOCTM U HEOBXOAMMOCTbIO MHGOEKLIMOHHOIO
KOHTpona B Gopmax cTaTUCTMYecKoro HabnwoaeHmnsa N2 12
«CBEefleHnss 0 4ucne 3aboneBaHWi, 3apPerncTpupoBaHHbIX

y NauMeHTOB, MPOXMBAIKLWMUX B pamoHe 06CayKMBaHUSA
MeaULMHCKON opraHm3auunm» u N2 14 «CBegeHuns o gesaTtenb-
HOCTHM noapasaeneHnin MeanuLMHCKON opraHu3aLnm, OKasbl-
BalOLLMX MEAULIMHCKYIO MOMOLLb B CTALlMOHAPHbIX YCOBUSAX»
npU HaNMyinKM pPe3ynbTaToB 3TUONOTMYECKOW AMArHOCTUKM
MHOEKLMOHHOro areHTa yKasbiBatb Kog MKB-10 ¢ cooTBeT-
CTBYIOLLMM MHDEKLMOHHBIM BO36YAUTENEM.

3.9. B uensix agekBaTHOM OLLEHKM 06eCcneyeHHOCTH Bpa-
yaMmu-crneymanucTtaMm JeTCKOro HacefieHuss POCCUICKOMN
depgepaumn B noapasgen 1 «JOMKHOCTM M DU3MYECKME
nuua MeauUMHCKOW opraHnsaumm» pasaena ll «ltatel megu-
LIMHCKOW opraHu3auuun» GopMbl CTAaTUCTUYECKOro Habno-
nenunss N2 30 «CBegeHuMss O MEAULMHCKOM opraHv3auuu»
K BpayebHbIM crneuunanbHOCTSM, He UMEeoWUM OTAebHON
cneuvanusaunv Ans naunMeHToB AeTCKOro Bo3pacTta (Hanpu-
Mep, anneprosoru-uMMyHONIOrn 1 Ap.), BKAOYaTb CBEAEHUS
0 YMCNIEHHOCTU TaKUX CNEeLManMcToB, OKa3blBalOWUX Mean-
LIMHCKYO MOMOLLb AETSAM.

3.10. B cBA3M ¢ HEO6XOAMMOCTbIO PErYSAPHOro aHanm3a
COCTOSIHUSI CUCTEMbI OKa3aHMA MEAULIMHCKON MOMOLLM AeTAM
He TOJIbKO B LIEJIOM MO CTPaHE, HO M B KOHKPETHbIX pernoHax
dopmbl cTaTucTnyeckoro HabnwoaeHns N2 30 «CBeaeHus
0 MeaMUMHCKOW opraHmnsaummn» u N2 47 «CBegeHus o cetu
N 1eATeNlbHOCTM MEAULIMHCKUX OpraHmM3aLmii» NpeacTaBnaTh
He ToNbKO B Uenom no Poccuinckon Pepepaunn, HO TaKkKe
npeaycMoTpeTb paclIMPEHHbIE BapWaHTbl, BKJOYalolme
CBeleHUs N0 KOHKPETHbIM cy6beKkTam Poccuu.

4. MNpocutb MHUHUCTEPCTBO 3[paBOOXpPaHEHUd
Poccuiickon Pegepauun u ®egepanbHbit GoHp 06a3a-
Te/IbHOro MEAULIMHCKOro CTPaxoBaHUSA:

4.1. B uenax ganbHeEWLWeEro pa3BnTtng ctalunoHaposame-
LLLaIOLLMX TEXHONOMMI NepecMoTpeTb Tapudbl GUHaHCHPOBa-
HUS Npe6biBaHUs AeTeN B AHEBHbIX CTaLMOHapax 1M npuee-
CTU UX B COOTBETCTBUE C GAKTUHECKUMM 3aTpaTamu.

4.2. lMpefocTaBuTb AeTAM NpaBo noayvyatb MeauLUH-
CKYl0 NomMollb B Nto6om denepanbHOM YYpeXAeHUN B COOT-
BETCTBUMU C Npodurnem 3abosieBaHNS.

4.3. Co3faTtb AMArHOCTUYECKYIO KIMHUKO-CTaTUCTUYe-
ckyto rpynny (KCI) ¢ KoaddULMEHTOM OTHOCUTENBHOM 3aTpa-
TOEMKOCTU OKa3daHusa MefuuuHcKon nomowm (K3) 6onb-
we 2 B rpynnax KCI st27.005 MMnepTtoHmnyeckas 60ne3Hb
B cTagun ob6octpenus, KCI st04.003 Bbone3Hu neyeHw,
HeBupycHble (1-1 ypoBeHb) 1 st04.004 BonesHu neyexw,
HEeBUpPYCHble (2-1 YPOBEHb) AN NPOBEAEHUA AMarHoCTUYe-
CKOro MOMCKa C MCMNOSIb30BaHMEM AOPOroCTOSLIMX METOI0B
nccneaoBaHUsl nauueHTam AETCKOro Bo3pacTa C UeNblo
BepudbMKaummn auarHosa B defepanbHbiX yYpexaeHmsaX.

4.4. TlepeHecTn peaKue reHeTMyeckue 3abofieBaHus
13 rpynn KCI' st15.010 ¢ K3 0,74 n st35.008 ¢ K3 1,16
B rpynny KCI st36.002 Peakne reHeTU4eCcKne 3aboneBaHus
¢ K3 3,50, TaK KakK, cornacHo cTaHaapTaM OKa3aHusa Meau-
LIMHCKOM MOMOLLM M KIUHUYECKMM peKomeHaauunsam, o06b-
eM HeobXoaAMMbIX KIWHWMKO-NabopaTopHbIX MccneaoBaHui
B AAHHOWM rpynne BKAOYaeT B cebs goporocrosiiMe MeTo-
[bl MArHOCTUKM, KOTOPble HE MOKPbLIBAOTCS MMELIMMCS
TapudHbIM MNaHOM B BblWeyKa3aHHbix rpynnax KCI ¢ K3
MeHee 2.

5. MNpocutb MMUHUCTEPCTBO 3apaBoOXpaHe-
Hua Poccuiickonn Pepepaunun, MUHUCTEPCTBO HayKH
M BbiCcLLero o6pa3soBaHus, AkagemMuio HayK PoccuincKkom
depepauun:

5.1. YBenn4nTb GUHAHCUPOBaAHME Hay4HbIX UCCNeaoBa-
HWW, HanNpaBfIEHHbIX Ha BbIMNOMHEHWE HALMOHAsbHbLIX MPO-
eKToB «3paBooxpaHeHuner», «[demorpadus», «Hayka», obpa-
TMB 0c060€e BHWMaHWe Ha NpoBeaeHne yHAaMeHTaNbHbIX
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M MOWUCKOBBIX Hay4HbIX Pa6oT Mo NPoduUIaKTUKE MHBaANUA-
HOCTU AeTeN 1 No TeEME MHDEKLMOHHbIX 60NE3HEN.

5.2. [poaonKuTb COBEPLWIEHCTBOBAHME NeanaTpu-
4yecKoro o6pa3oBaHMA M MOArOTOBKM Hay4yHbIX KaapoB
no neavaTpuu, akTyanuanposas GOH[ OLEEHOYHbIX CPEACTB
M npodeccuoHanbHble CTaHAapTbl NeAMaTPOB U AETCKUX
cneLmanncToB.

5.3. lMpenycMoTpeTb MeXxaHM3M BblAeNeHUss LOMOHK-
TeNbHbIX GUHAHCOBLIX CPEACTB A/ OpraHM3aLnn HayyHbIX
nuccnegoBaHWM Mo TeMaM, MMEILWUM YPreHTHYIO aKTyasb-
HOCTb (B C/lly4ae BO3HUMKHOBEHUS MaHAEMWIA, TEXHOIEHHbIX
KaTacTpod u T.4.), HE BXOASAWMM B rocylapCTBEHHOE 3aja-
HWe No HayKe TeKyLLero roaa.

6. Mpocutb MuHKUCTEpPCTBO NpocBeLeHnusa POCCUICKON
depgepauum:

6.1. lWupe npuBneKaTb NpodeccroHansbHOE Meau-
LUMHCKOE COO6LECTBO K MOANOTOBKE YYEOHbIX MPOrpamMm
no GopmMUpoBaHUIO 340pOBOro M 6e3onacHoro obpasa
HMU3HM YYaLMUXCS.

6.2. MNpoaomKnTb paboTy NO CO34aHMI0 WKON 340POBbS,
npeaycMOTPEB B HWX CO3AaHWE YCNOBWW AN COXPaHEHMS
W YKpPEeNeHUs 310P0BbS y4allMxcs.

7. PeKomeHaoBaTb opraHam ynpaBJjieHUs 34paBoOOX-
paHeHuem cy6beKToB Poccuinickon Pepepauum:

7.1. Co3paTb ycnoBua A9 paclUMPEHUsT CETU U OpraHu-
3auUuu paboTbl OTAENEHU MEMKO-COLMaIbHOW MOMOLLIN.

7.2. MPUHATb MEPbI N0 PAa3BUTUIO B PErMOHE peabunuTa-
LLMOHHOW MOMOLLM AETAM.

7.3.TpoBecTn paboTy Mo COBEPLIEHCTBOBAHUIO CECTPUH-
CKOM cny»KObl. BBECTM B CTPYKTYypy OpraHoB ynpaBieHus
34paBOOXpPaHEHWEM [OMKHOCTb [NaBHOro cneuuanucta
no CECTPUHCKOMY Aeny.

8. MopyuuTtb Nnpe3uaeHTy u Ha6nogarenbHOMy coBe-
Ty Coto3a neguaTtpoB Poccuu:

8.1. O6ecneynTb negnaTpuyeckme dakynbTeTbl Meau-
LIMHCKMX BY30B M KNAaCCUYECKUX YHUBEPCUTETOB €XErogHO
06HOBNAEMbIM KOHTEHTOM ANA NPOBeAeHUs B MNepByto
Hegento ceHTabps «BcepoccmnincKoro 4aca NnaMaTi BENUKUX
neanaTpoB», OOGUIEN KOTOPbIX OTMEYalTCAa B TEKYLLEM
roay.

9. PeKomMeHAoOBaTb peKTopaM MeAMLUHCKUX
u dpapMaueBTUYECKMX BY30B U ileKaHaM MeAULMHCKUX
¢aKynbTeTOB K/1aCcCUYECKMX YHUBEPCUTETOB, B KOTOPbIX
06yyaloTcst CTYAEHTbI MO CreLuanbHOCTH «NeanaTpus», obe-
CreynTb NPOoBeAeHNE Ha NepBo Heaene CEHTABPA Kawaoro
roaa «BcepoccuiCKoro yaca namati BENUKUX NeanMaTpoBy,
I06UNEN KOTOPbIX NMPAa3AHYIOTCA B TEKYLLEM rofy.

10. PekomeHpoBaTb OTAeNeHUI0O MeJULUHCKUX
HayK PAH (ceKuusi KIMHUYECKON MeAULMHbI) NOCBSLLaTb
He MeHee 0AHOro 3acefaHuns B rofl NamMaTh BEJIMKUX POCCUI-
CKMUX NeaMaTpoB.





