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IOBUJIEUN

K 65-1eTuio co aus poxaenus u 40-j1eTHI0 HAYYHOIH MeIUIMHCKOM 1eITeJbHOCTH

10.JI. Mu3epHunkoro

26 nmexabps 2022 roma MCTIOJHWIOCH 65 JIeT u3BecT-
HOMy aeTckomy myiabMmoHosory Poccumn FOpuio Jleo-
HUIOBUYY MM3EPHUIIKOMY, OTHOMY W3 JIMIEPOB OTe-
YEeCTBEHHOW JETCKOW MYyJIbMOHOJOTUU, CO3JATENI0
KpYMHOI Hay4yHol 1ikoJbl. bosnee 40 et ero HayuyHast
MeOWLMHCKasa nesaTeabHocTh cBsg3aHa ¢ HUKU menm-
arpun u gerckoit xupyprum um. HO.E.Benbruinesa,
B KOTOPOM OH TPOIIENT BCE CTYNMEHM TPOQPeCCUOHATb-
HOTO pOCTa OT CTapllero jabopaHTa 10 PYKOBOAMTES
OTJIeNIa XPOHWIECKUX BOCTIAIMTEIbHBIX U aJlJIeprUIeCKUX
0oJie3Hel JIeTKuX, BO3rJIaBisis ero yxe 20 jieT.

3HauyurtenbHasd 4dacth pabor lO.JI. MusepHuiikoro
MOCBsIIeHa OpoHXMaJIbHON acTMe y nereil. MM pa3s-
paboTaHbl MCHOJb3yeMble YK€ TpPeTh BeKa KPUTEPUU
JMIMarHOCTUKM 3TOTO 3a00JIeBaHUA y JIeTeil paHHEro BO3-
pacta, kpuTepuu aubGepeHINaTbHON TUArHOCTHKYI
C OOCTPYKTUBHBIM OpPOHXWTOM, W3YYeHBI DPa3TUIHBbIC
MaToreHeTUYeCKUe BapyuaHThI 3a001eBaHUS, B TOM YHUCIIe
MPU COYETAHUM C TUTIEPYYBCTBUTETHHBIM ITHEBMOHHUTOM,
BCKPBHITBI 3THOTEHETUYECKHE OCOOEHHOCTH, ITOKa3aHa
pOJIb B3aMMOJIEMCTBUSI TEHOB B MaHMecTaluu 3adoJe-
BaHUs, TOKa3aH BKJIAI 9KOJOTUYECKUX (PaKTOPOB, TpUO-
KOBBIX M XWMHWUYECKUX aJUIEPreHOB B CEHCHUOMIM3AINIO
nereil ¢ OpOHXMAJIbHOW acTMOM, pa3paboTaHbl MPUH-
LIMTTBI 9KCTIEPTU3bI 3a00JIeBaHUS Y TTOIPOCTKOB U FOHO-
1Ieil MpU3BIBHOTO Bo3pacTa. BriepBbie B cTpaHe 000011IeH
OTTBIT MCCIIEMOBAHUST PACIPOCTPAHEHHOCTH OPOHXMATb-
HOI acTMBI y JIeTell B paMKaX MeXIYHApOIHBIX 3IMUIE-
MMOJIOTUYECKUX MPOrpaMM, OIpeleeHa 4acToTa 3TOTo
3aboneBanus B Poccuu. 10.JI. MusepHulikuii ObL1 Hay4-
HBIM pPEAaKTOPOM TIEPBBIX B CTpaHe BCEOOBEMITIONINX
KJIMHUYECKNX peKoMmeHmaumii Poccuiickoro pecrnmpa-
TOPHOTO OOIIECTBa MO OPOHXMAJLHOW acTMe y NeTei,
pa3paboTaHHBIX Ha OCHOBE MEXIyHapOAHON Tpo-
rpamMbl GINA u nonyuunBimx omoopeHne MuH3apaBa
P® 1 mmpoxoii MeaunHCKOM obiecTBeHHOCTH (1997).
IMpu yyacTum ero U Ipyrux BeAyIIUX SKCIEPTOB CTPaHbI
9TU PEKOMEHIALIMU OBLIN BITOCIEACTBUU Teper3IaHbl 6
pa3 (nmocieaHee BbiuIo B 2021r.). X moBcemMecTHOE BHE-
JIpeHue KapAWHAJIbHO M3MEHUJIO TTOOXOAbl K IUATHOC-
TUKE U JICYEHUIO0 OPOHXMAIBHOI acTMbI y HeTeit B Poc-
CHM, BBIBEJIO MOMOIIb 3TUM OOJIbBHBIM Ha COBPEMEHHBIN
MUPOBOU YPOBEHb.

Bnepsrie B otreuectBeHHOI nenuatpuu FO.JI. Muzep-
HULKWAM U €T0 YYeHWKaMH TPOBeAeHbI MHOTOTUTAHOBBIE
WCCNIENOBAHUST KIMHUYECKON 3HAYMMOCTH XEMUJTIO-
MMHECLUEHTHOTO OMpEeNeIEHUsT YPOBHSI BBIIBIXa€MOTO
OKCHIa a30Ta, SIBJISIONIETOCsS YYBCTBUTEIbHBIM Map-
KEPOM  aJlJIeprMYeCKOTO  BOCITAJICHUSI  JIBIXaTeIbHBIX
myteii. [TokazaHa BbICOKass MH(GOPMATUBHOCTbL METOAA
IJIST TMarHOCTUKU OpOHXMAJIbHOM acTMBI, €€ MOHUTO-
puHTra M KOHTPOJsI 3(PhEeKTUBHOCTU Tepanuu, nudde-
PEHIIMATBHON NTUArHOCTUKU C IPYTMMU XPOHUYECKUMU
3a001eBaHUSIMU JIETKUX. TakKe BIIEpBbIe B OTEYECTBEH-

HOWM TleMaTpuyecKkoi MpakThKe ObUta ampoOupoBaHa
Tepanus TSLKeJIoi OpOHXMATbHOM acTMbl MOHOKJIOHAJTb-
HeiMu aHTU-IgE-anTuTenamu, nmoxkasaHa ee 3¢hGheKTUB-
HOCTb U 0€30TIaCHOCTb.

AHaM3 KIMHUYECKON 3(PPEKTUBHOCTU PA3TUYHBIX
MPOTUBOACTMATUUECKMX, MYKOJIUTUYECKUX, aHTUOMOTH -
YeCcKMX, TTPOTUBOBUPYCHBIX TPEIapaToB MOJYyUYMJI OTpa-
>KEHUE B 1IeJIOM psiie HayyHbBIX CTaTeil, B MOHOTIpausIx
U y4eOHbIX rocodusix. BaxkHoit Bexoii B 9TOM HarpabJie-
HUM cTajlo u3naHue MmoHorpagum «Kamenab u ero tepa-
nus y gereit» (2020).

O0600611IeHne B BUae MoHOrpacuu M atjiaca OIlbITa
PEHTIreHO-(PYHKIIMOHAIBHBIX MCCIENOBAaHUN TpU pas-
JINYHON OPOHXOJIETOYHOM TATOJIOTUM Yy JAeTei Croco0-
CTBOBAJIO YJIYYIIEHWIO KayecTBa JMArHOCTUKU 3THUX
3a00JIeBaHUI, BHEIPEHUIO TEPEIOBBIX METOIOB MCCIe-
MIOBaHUSI B IPAKTUKY Ha TEPPUTOPUM BCE CTPAHBI.

Bonbioe BHuMaHue B padborax F0.JI. MusepHuiikoro
M ero YUeHUKOB YyIeJIeHO pa3paboTKe U olieHKe 3(dek-
TUBHOCTM Pa3JIMUHBIX METONOB peadbwiutaunu, nudde-
PEHIIMPOBAHHON MMMYHOKOPPEKIIMM M STAITHOTO BOC-
CTaHOBUTEJBHOTO JICUEHHUS B ITYJIbMOHOJIOTUM JI€TCKOTO
BO3pacTa, IoKa3aHa MOJ0XUTeJIbHAsK POJIb IICUXOJIOTHYE-
CKOI KOPPEKLIMHU B JICUSHUN OPOHXUAJIBHOM aCTMEL.

ITpu aktuBHOM yyactuu FO.JI. MuzepHuiikoro 6nuia
pa3paboTaHa MCITOJb3yeMasi 10 HACTOSIIIETO0 BpeMEeHU
COBpeMeHHasl KjaccuduKkalusi OpOHXOJETOYHBIX 3a00-
neBanuit y aereit (2009), KIMHUYECKUE peKOMEHAAIIUU
M PYKOBOJCTBAa IO JWArHOCTUKE U JIEYEHUIO OCTPBIX
WHGEKIUH TbIXaTeIbHbIX TTyTeil, BHEOOJIbHUYHON MTHEB-
MOHHUM, OpPOHXOJIETOYHOU MWCIUIa3UM, TUIEPUYBCTBU-
TEJIbHOTO TTHEBMOHMUTA, TIEPBUYHON IUJIMApHON auc-
KWHE31MM, PYKOBOJCTBO IO HeOyJsaii3epHOI Teparuu.
WMznannas nipu yuactuu FO0.JI. MuzepHuiikoro MmoHorpa-
bust «XpoHnueckue 3adoaeBaHus Jerkux y neteii» (2011)
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IO CYTU SIBJISIETCSI HACTOJBHBIM PYKOBOJCTBOM TIeaMa-
TPOB, B KOTOPOM 3aTPOHYTHI BCE ACMEKTHI XPOHUYECKOM
OpPOHXO0JIETOYHOI ITaTOJIOTUM.

Bomonnennsie HO.JI. MusepHULIKUM HMCCIeIOBaHMST
o TpobJieMe TTHEBMOHUU Yy AeTeld B Poccuu mokasanu,
YTO BeylIed MPUYNHONW CMEPTHOCTH SIBJISTIOTCS COII-
aJbHbIe (HaKTOpHl M Ae(heKTbl OpraHU3alMU METUIIH-
CKOU TTOMOIIH.

CuCTeMHBII TTOAXOM K OIIeHKE MEAULIMHCKUX JTAHHBIX
HalleJ oTpaXkeHWe B KOJIJIEKTUBHON MOHOTrpadun «310-
pPOBbE YeJIOBeKa M KayeCTBO KM3HM: MPOOJIEMbI U 0CO-
6enHocTu yrpasieHus» (2009). Buenpenue paspadboraH-
Hoit ripu yuyactuu FO.JI. MU3epHUIIKOTO KOMITBIOTEPHO
MporpaMMbl  c60pa MEIUIIMHCKUX JAHHBIX TTO3BOJIUIIO
B Pa3JIMYHBIX PETMOHAX CTpPaHBI CHENaTh BepHBbIE IKC-
MepPTHBIE OIEHKU W TIPUHATH 3(POEKTUBHBIE YITpaBIeH-
yeckue pemeHus (SIpocnasnb, Upkyrckas obiacts, bia-
TOBEIIEHCK, Y1aH-Y3).

10.JI. Mu3epHULIKMM U COTPYIHUKAMU €ro KIIMHUKHU
ObUT OTIMCAH LEbINI psil peaKUX (POpM JIETOYHOI 1aToJI0-
ruu. ONbIT KIMHUKU U KOJUIET U3 BEAYLIUX YUPEXKACHU I
cTpaHbl ObLT BIiepBble 0000111eH B MOHOTpaduu «OpdaH-
HbIe 3a00JieBaHMSI JeTkux y aeteit» (2015). Kaura Obu1a
yooctoeHa I poccuiickoit mpemuu (2016) cpeay ayqimmx
Hay4yHBIX MOHOTpauii MO KIWHWUYECKUM TUCLIMTUIA-
HaM. becripenieneHTHBIM TaKKe SIBUJIOCH U3TaHUEe MOHO-
rpadpun «KiimHWYeCKre BapyUaHThl MHTEPCTULIMATBHBIX
3a00JIeBaHUI JIETKUX Yy JeTei» (Mo TUTYJIbHOW pemak-
uueit F0.JI. Muzepnuukoro u H.C. JleB), 06001uB-
et onbIT MoYTH 40-JeTHETO U3YUEHUST B KITMHUKE STOM
OYEHb CJIOXKHOU MPOOIEMBI.

[IIvpoko M3BecTHA aKTHBHAsI OOIECTBEHHO-HAyIHAsT
U opraHu3auudoHHas naesteabHocTs FOJI. MwusepHuil-
KOTO B KauyecTBe pyKOBOAMTENS JIeTCKOro HayJdHO-TIpaK-
TUYECKOTO TTYJIbMOHOJIOTMYECKOTO ILieHTpa MUH3IpaBa
P® (c 1999 1.), raBHOTO AETCKOTO MyJbMOHOJoTa MMWH-
sapaBa P® (c 2001T.), wnena (¢ 2003T.) u 3aM. Tipen-
cematens (¢ 2021 r.) CoBera no atuke Mun3snpasa P®D,
YjJleHa OPTKOMUTETOB BCeX POCCHIICKMX KOHTPECCOB
1o 6osie3HsIM opraHoB abixaHus (1990—2022) u koHrpecca
«MIHHOBALIMOHHBIE TEXHOJIOTUHU B TIEAUATPUM U JIETCKOM
xupyprun» (2001—2022), yneHa peakosuieruu psiza aBTo-
PUTETHBIX HAyYHBIX MEIULIMHCKMX XypHanoB («Poccuii-
CKUIl BECTHMK TIEPUHATOJNIOTUM W TIeAVATPUU» U JIp.),

IOBUJIEN

yleHa Tpe3uauyMa POCCHICKOTO  TemMaTpU4ecKoro
pecrpaTopHOro odirecTBa M1 MeXKIyHapOTHOIO OOIIe-
cTBa AeTcKux myabMoHosoros (CIPP). UM opraHuzoBaHbl
22 MexXpernoHallbHbIe HayYHO-TIpaKTUUeCcKre KOH(pepeH-
i 1 12 Poccuiicknx KOHTPEccOB T10 IyJIbMOHOJIOTUHN
nmerckoro Bospacta, ¢ 2001 r. m3maercs Bcepoccuiickuii
MeANATPUIECKU  ITyJIbMOHOJIOTUUECKUI  €XKETOIHUK
«[TymbMOHOJIOTHST IETCKOTO BO3pacTa: MpoOIeMBbl K pellle-
Hust» (Boimea 21 Beimyck), nutupyemsiii B PUHILL (e-li-
brary), CHUCKaBIIMiII TOMYJISIPHOCTh Y IIMPOKOTO KpyTa
MeAaTpoB W CTABIIMM TUTOIIAAKOM ITOMYJISIpU3allin
COBPEMEHHBIX 3HAHUI W BHEIPEHUS TTEPEIOBBIX TEXHOJIO-
TMi B IPaKTUYECKOE 3IpaBOOXpPaHEeHNE.

10.J1. Musepaunkum ~ omyOJMKoBaHO — OoJiee
1200 pa6or, B T.4. 3a pyoexoMm. OH COaBTOp/TUTYIb-
HbIlt penakTop 20 MmoHorpadwmii, a Takxke 6osee 100 raB
B PYKOBOJCTBaX U MoHorpadusx, 17 nHbopMalmoHHO-
METONMYECKNX THNCEM M YyYeOHBIX IOCOOUii, COaBTOP
16 mareHTOoB Ha n300peTeHus. Ilox ero pyKoBOIACTBOM
3amuiieHo 33 nucceprauuu (26 KaHIUIATCKUX U 7 TOK-
TOPCKMX), a CpelM YYEHUKOB — peKTOpa M TpPOpeK-
TOpa, JeKaHbl U 3aBeaylolie KadgeapaMu MeTULMHCKUX
By30B Poccuu u 6mkHero 3apyoexbsi. [ToueTHbI 10K-
Top SIpOCIIaBCKOTO TOCYIApCTBEHHOTO MEIUIIMHCKOTO
yHuBepcuteta (2016), modeTHsIii mpodeccop IlepMm-
CKOTO TOCYIapCTBEHHOTO MEIUIIMHCKOTO YHUBEPCUTETA
um. akanemuka E.A. Barnmepa (2020). Jlaypeatr Hay4d-
Hoit mpemMuu uM. akanemuka FO.E. BeavTumena (2020).
Wunexke uwmrtupyemoctn HOJI. MwusepHuiikoro— 29
(uHaekc Xupiia).

10.J1. MuzepHuiikuii HarpaxaeH 3HakoM «OTIUYHUK
3npaBooxpaHeHust» (2007), nmouyeTHoit rpamMoToit MuUHM-
ctepcTBa 3apaBooxpaHeHust P® (2001, 2017), Menanbio
«3a 3aciyru mepe OTe4eCTBEHHBIM 3IpaBOOXpaHeHUEM»
(2022). EMy mpucBOoeHO MOYeTHOE 3BaHME «3aciIyXeH-
HBII pabOTHUK 3apaBooxpaHeHust Poccuiickoir denepa-
> (2018).

10.J1. MuzepHuKmii 3acCiIy>kK€HHO TTOJIb3YeTCS BBICO-
KM aBTOPUTETOM CPEIU COTPYAHUKOB MHCTUTYTA, YHU-
BepcUTETA U IIIMPOKON METULIMHCKOI OOIIEeCTBEHHOCTH.
Ero otinmyaroT 3pyauius, CKPOMHOCTb, BBICOKUI MPO-
deccroHan3M U TpebOBaTEIbHOCTh K ce0e, NCKIIIOUM-
TeJbHas TPYAOCTIOCOOHOCTh U TIPETaHHOCTh BEIOpAHHOM
CIeIMaTbHOCTH — TeIUATPUN.

Konnexmue pedaxyuu icyprana npucoeounssiemcst K MHOOHUCACHHbIM NO30pasAeHUsIM Opy3eil,
yueHukos, koanee u weeaaem F0.J1. Muszepruyxomy 300p0o6bs u 0anrbHeluux meop4ecKux ycnexos.
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MNEPEJOBAS

HenoHomeHHblii peOEHOK 1 OIIEHKA €r0 BO3MOXKHOCTEH /ISl INKOJIbHOT0 00y4eHuUs
K 7-JIeTHEMY BO3pacTy (PoJib MeKIUCIMILIMHAPHOTO MOAX0/13)

E.C. Kewuwian, M.U. 3uboposa, E.C. Caxaposa

OCI «Hay4HO-1ccnenoBaTeNbCKUN KINMHUYECKNIA MHCTUTYT NeANaTpun 1 ETCKON XUPYPrm
M. akagemuka tO.E. Benbtuwesa» @ra0Y BO PHUMY um. H.U. Muporosa MuHsapasa Poccuun, Mocksa, Poccus

Premature children and assessment of their capability for school education by 7 years
of age (the role of interdisciplinary approach)

E.S. Keshishyan, M.1. Ziborova, E.S. Sakharova

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia

B nociennue necstnieTusi HAOMIOAAETCSA OTYETIMBDBIA POCT YMCIA JeTeid, POKIEHHBIX Iy0OKO M IKCTPEMAILHO HEIOHOMIEH-
HbIMH 0€3 CTPYKTYPHBIX OPraHMYecKUX MOpPazKeHuil HepBHOIi cucTembl. BececToponHee ucciiejoBanne U KIMHUYECKHE HAOIIOeHns
32 9THMH J€TbMH BBISBISIOT UX OTJIHYHSL OT JOHOLIEHHBIX CBEPCTHHKOB, HAuOoJiee OYEBHIHbIE K HAYATY IIKOJLHOTO O0yYeHHs.
B nanHoii cTaTbe MbI paccMaTpUBaeM 0COOEHHOCTH KOTHUTHBHO¥ ccepbl, MOBeAeHNS M COLUMAIM3ALMM 3THX JeTeil, yaenss BHU-
MaHue KJII0YeBbIM 0HOCOUMATbHBIM (DAKTOPAM MX Pa3BUTHSI, TAKMM KaK J0JTOCPOYHOE BJIMSIHUE PAHHEr0 HEOHATAJIBLHOIO Mmepuoaa
Ha (hopMUpPOBaHHE MO3TOBBIX CTPYKTYP H CBsI3€ii U «[IepeyCTAHOBKY» HeliPOryMOpaJIbHOii CHCTEMbI, POJIb FeHOMHOTO MOJMMOpdu3Ma,
0c00YI0 3HAYMMOCTD OJIATONPUATHOTO OKPYKEHHUS /ISl SMOLMOHAIBHOTO OJIArONOIyYns M yCrexa 3THX JieTeil CpeJiu CBEePCTHUKOB.
3HaHHe ¥ MOHUMaHHUe crien(UKKN Pa3BUTHS TTyOOKOHEIOHOMIEHHBIX JeTell, XapAKTePHbIX PUCKOB HAPYIIEHHUS NMOBEAEHHS U COLHU-
aJIbHO¥ e3aanTalyy NpeJcTaBiseT 00JbIIYI0 MPAKTHYECKYIO 3HAYUMOCTD LI MEXKAUCHMIIMHAPHOI OPraHU3ALUH MPOJIOHIHPO-
BAHHOTO CONPOBOK/IEHHUS ITHX JIeTell B BH/Ie COOTBETCTBYIOLIMX MeJUKO-IICHX0JI0r0-1e1aroruyecKux MporpamMm.

Karoueswte caosa: nedornouienHblil pebeHOK, 20M0O8HOCHb K WKOAe, PACCMPOIICMBA aymucmu4eckoeo cneKmpa, cuHopom deguuyuma
GHUMAHUSA U 2UNEPMOMOPHOCIb, OMOAACHHbIE UCX00bl 300P08bsL U PA3EUMUS HCOOHOUEHHbIX Oemell.

Ana umtupoBanus: KewwuwsH E.C., 3unboposa M.U., CaxapoBa E.C. HenoHoLeHHbIi pebeHOK 1 OLeHka ero BO3MOXHOCTE AJisl LUKOJIb-
HOro 06y4eHusi K 7-NeTHeMy BO3PacTy (pPoJib MeXANCUMIIIMHaPHOro noaxoada). Poc BecTtH nepuHaton v neawarp 2022; 67:(6): 7-13.

DOI: 10.21508/1027-4065-2022-67-6-7-13

In recent decades, there has been a distinct increase in the number of deeply and extremely preterm children without structural
organic lesions of the nervous system. A comprehensive study and clinical observations of these children reveal their differences
from full-term peers, becoming the most obvious by the beginning of schooling. In this article, we consider the cognitive, behav-
ioral, and socializing features of these children, paying attention to key biosocial factors of their development, such as the long-term
influence of the early neonatal period on the formation of brain structures and connections and the «resetting» of the neurohumoral
system, the role of genomic polymorphism, the special importance of a favorable environment for the emotional well-being and success
of these children among their peers. Knowledge and understanding of extremely preterm infants’ specific development, typical risks
of behavioral disorders and social disfavor is of great practical importance for prolonged interdisciplinary follow-up — in the form
of appropriate medical, educational, and psychological programs.

Key words: premature child, school readiness, autism spectrum disorders, attention deficit disorder and hyperactivity, long-term outcomes
in health and development of premature babies.

For citation: Keshishian E.S., Ziborova M.l., Sakharova E.S. A premature child and assessment of its possibilities for school education
by the 7-year age (the role of interdisciplinary approach). Ros Vestn Perinatol i Pediatr 2022; 67:(6): 7-13 (in Russ). DOI: 10.21508/1027-
4065-2022-67-6-7-13

Mo3ra pacTeT BO BceM Mupe. SBisiercss 1M HEIOHO-
IIEHHOCTh KaK TaKoBas M, B YaCTHOCTH, IKCTpPEMallb-
Hasl HO30JIOTMEW WM cocTosiHueM? 3HauyeHue Hemo-
HOIIIEHHOCTU KaK JMarHo3a B HEOHATaJbHOM IIepHOJIe
(Bo Bpemsl apanTaliud  OpraHoB/CUCTeM peOeHKa
U  MHTEHCUBHOTO MEIUIIMHCKOTO COIPOBOXICHMUS)
U B JaJbHEWIINX TIepuoaax pa3BUTHUS peOeHKa MMeeT
crreunduky u pasnuuue. [lo mepe OnaronmpusaTHOTO
paspelieHrusT MeIUIIMHCKUX TpoOJeM y AeTel, POX-
NEHHBIX TJIYOOKO M BKCTpeMajibHO HEIOHOIIEHHBIMU,
Ha TIEpPBBII TUIAH BBIXOAAT OYEBUIHBIE OCOOEHHOCTU
UX TIOBENEHMSI, BBIACISIONINE W3 TPYIIbl CBEPCTHU-

I I onyJdauunsga rny601<0— 1 BKCTPpEMAJIbHO HEAOHOIIICH-
HBIX JIeTel 0e3 pr6OFO OPTraHNYECKOTO IMOPaXKECHUA

© KonnekTtune aBTopos, 2022
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koB. HeoOBIYHOE TIOBemeHNEe HeceT B cebe prCK Hapy-
LIEHHOM COLMANbHOM WHTErpalny, HEBO3MOXHOCTH
WJIN TPYOHOCTH aIalTalliy B OOIIECTBE.
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VYV 3TuX nereil 4acThl TOBEJACHUYECKUE HapYyIIEHUS,
BHEIIIHE BBIMISIASIIME KakK 3aJepXKa peyeBOro, KOr-
HUTUBHOTO U couMajbHOTro paszButus. Ilepen crienu-
aqucTaMu, HaOJIOMAIIIMMU 3TUX JeTeil, BO3HUKaeT
psii BOTIPOCOB: C 4YeM MBI MMeeM JeJI0 — BBICOKUM
MPOIIEHTOM PAacCTPOMCTB ayTUCTUYECKOTO CIIeKTpa
WJIN CUHIPOMOM AeduiliTa BHUMAHUS C TUTIEPMOTOP-
HOCThIO? SIBISIETCS JTU CTOJIb pacIpOCTpaHEHHOE Cpeau
9TUX JIeTeil HapyllleHUe BHUMAHUSI — MX MaTOJOTUYE-
CKUM COCTOSTHUEM WM CBOWCTBEHHBIM MM TMEPUOIOM
B pa3Butuu? CMOTrYT JIM OHU MOJHOLIEHHO YYUTbHCS
B LIKOJIE U «BBICHXKMBaTL» ypoku? Temmosas mpooOiie-
MaTuKa B Pa3BUTUU U TIOJATOTOBKE ITUX JAETE K IIKOJIe
MPOXOISIT Ha CThIKE TpeX HarpaBlIeHUI: OOIIECTBEH-
HOTO 3[paBOOXpaHEHUsI, 00pa3oBaHUS U COLIMATbHOM
3amuThl. TOo, KaKk MBI TpaKTyeM 3T TOBEICHUYECKUE
1 KOTHUTUBHBIE OCOOEHHOCTU, TOHUMAEM U TIPOTHO3U-
pyeM MX MOTEeHIIMaJl B AMHAMUKE, OTIpeeIsIeT TTOAXOAbI
K WX KOppEeKIMM B BUIE COOTBETCTBYIOIIMX MEIUKO-
TICUXO0JIOTO-TIEAArOTUYECKUX MTPOTPAMM.

C yBemyeHMeM UKciia AeTei, poAUBIINXCST Ha MaJTbIX
CpoKax TecTallud M JOCTUTIIMX IIKOJBHOTO BO3pacTa,
HAaKOIJIECHUEM  MaccuBa  HCCIAENOBATENbCKUX — JIaH-
HBIX M KIMHWYECKUX HaAOMIONEeHWI IpobjiemMa yCIIel-
HOIl couMajbHOI M 00pa3oBaTelIbHOW WX amaITalnn
CTaHOBUTCS 0ojiee 3HAUMMOW U TpeOyeT CHUCTeMHBIX
OpraHM3allMOHHBIX pEelIeHUIi: BBICTpAaUBAaHUE MEX-
MUCUUTUTMHAPHBIX TPOrpaMM MEIUIIMHCKOTO M TICHUXO-
JIOTO-TIeIarOTUYECKOro corpoBoxaeHust [1—3]. Oror
BOMpPOC 371000QHEBEH HE TOJbKO JJIs HaIlleil CTpaHBbI,
HO U B CTpaHax, TAe JUIMTEJbHOCTb HAOIIOACHMS
3a TAKMMU AEThbMU 3HAYUTEJbHO OOJIbIlIE, STOT BOIMPOC
He pellleH U JUCKYTUPYETCS] B HAyUHBIX U3MaHUsIX [ 1—4].

Takum oOpa3oMm, OTBET Ha BOIMPOC, SBISIOTCS
JIN XapaKTepHble OCOOEHHOCTW pa3BUTUS JIETEHl, POX-
NIEHHBIX TJIyOOKO M 3KCTpeMajibHO HEJIOHOIIEHHBIMU,
MaTOJIOTMYECKUM  COCTOSIHUEM WJIM  OCOOEHHOCTBIO
TPaeKTOPUM WX Pa3BUTUSI, MMEET KIIIOYeBOE 3HAUYeHUE
B MPaKTUYECKOM COMPOBOXIEHUW 3TUX JIeTel Crelu-
anicraMu  (MeIUMKaMM, TiefaroramMu, TICUXOJOTaMM),
W I pelieHusT 3alayd KOJIJIETMaJIbHOW CHUCTeMbl WX
COTIPOBOXICHMSI.

OTnajieHHble TOCJEICTBUS TPEXKIEBPEMEHHbIX POJIOB
B TNOCJeIyImux nepuoaax aercrBa. Ha mpoTsokeHUn
HECKOJIBKUX JECSATKOB JIET B UCCIEIOBAHUM OTIAIEHHBIX
WCXOMIOB 3/I0POBbSI M Pa3BUTUSI TJTyOOKOHEIOHOIIEH-
HBIX JeTeil yAeasijioch OOJbIIoe BHUMaHWE OTCPOUYEH-
HBIM BJIMSIHUSIM aTUIIMYHOTO TIOCJEPOIOBOrO TMepuoaa
Ha CTPYKTYpHOE€ U (DYHKIIMOHAJIbHOE TepernporpaMMm-
poBaHUe opraHu3Ma 3TUX jAeteil [5]. Bemyrcst Tiaresn-
HbI€ BCECTOPOHHUE TOMBITKU BBHISIBUTH 3aKOHOMEPHOCTH
U TMporHOocTUYecKue (haKTOpPbl HAPYIIEHUSI Pa3BUTUS
y TaKuX JieTeil 6e3 CTPYKTYPHBIX OPTaHMYECKUX TTepruHa-
TaJbHBIX MOPaKeHUT MO3Ta JIJIsI CHUKEHUST PUCKOB Hera-
TUBHBIX TIOCJIEACTBUI U JIYYIIETO MOHUMAaHUSI TPAeKTO-
puu opMUPOBaHUS 3I0POBbS 1 YCIEITHON COLIMATbHOMN
aganranuu [3, 6, 7].

NEPELJOBAS

Ilon BoO3meiicTBMEeM BHEYTPOOHO#W cpedbl C 28-it
no 40-10 Hemeso recTallu 00beM MO3TOBOI KOpPhI yBE-
Ju4yuBaeTcs B 4 pasa, ¢hOpMUpYeTCS TaK Ha3bIBaeMbIil
«UHOU MO32», eM y Oemeil, pojcoeHHbX 6 cpok [6]. DTo
MOATBEPKIAIOT CPAaBHUTEIbHBIE NCCIIEIOBAHUS B pa3HbIe
BO3pACTHBIE TIEPMOMLI POXKAEHHBIX MPeXIeBPEMEHHO
U B CPOK: BIMSIHME ITOCPOYHBIX POIOB COXPAHSIETCS
BIUTOTH JIO B3pOCJIOTO Bo3pacta. OOHaApYKeHbI CTPYKTYpP-
HbIEe pa3INyus MO3ra y JeTeil M B3POCIBIX, POKIEHHBIX
HEIOHOIIEHHBIMU: MHasl KOPTHKaJbHasl repubuKaius,
MOBpPEXIEHUST HEWPOHHBIX COENVMHEHWI, W3MEHEHUS
TPaeKTOpPUU 1iepeOpabHOTO pa3BUTUSI B Tiepuonm ¢ 6
no 13 5eT BIUIOTH IO B3POCJIOTO BO3pacTa, OTIWYHUS
B 00beMe CTPYKTyp M oOjlacTeil Mo3ra, BOBJIEYEHHBIX
B COILIMATbLHO-3MOIIMOHAJIBHYIO 00paboTKy [7, 8].

Ipennonaraercst, 94To TpepbIBaHUE M3-3a TIPEXKICB-
PEMEHHBIX POJOB CEHCOPHBIX TEpeXXWBAaHUII B MaTKe,
KOTOpBIE 3aMEIIaloTCST aHOMAJIbHBIMU CEHCOPHBIMU CTH-
MyJiaMu (HarpuMmep, SIpKUM CBETOM M IITyMHBIMU, 00JIe3-
HEHHBIMU MEIUIIMHCKUMU TIPOLIeAypaMu) TIpU  YXOme
32 HOBOPOXICHHBIMU B OTIEJICHUM WHTEHCHUBHOM Tepa-
MUY HOBOPOXXIEHHBIX B TMEepUHATAIBHBIN/HEOHATATBHBIN
Mepuo, MOTYT U3MEHUTh HOpPMaJIbHOE Pa3BUTHE MO3Ta,
TeM CaMbIM HETaTMBHO BIIMsISI HA CEHCOPHBIE CITIOCOOHO-
CTH 00pabOTKM y HEIOHOIIEHHBIX neteil [9]. DT1o mpen-
MOJIOXKEHNE TOATBEPKACHO WCCIEAOBAHUSIMU Y JEeTel,
POXKIEHHBIX M0 32-ii HemenW TrecTallydd, IS KOTOPBIX
XapakTepeH BBICOKMIT TiporieHT (37—82%) aTumuyHOM
CEHCOPHOI1 00paboTKM BO BceM nepuoze aercrna [10].

ABTOPUTETHBIN HCCIIeOBATEb TEMbI TIPEXIeBpe-
MeHHBIX poaoB J. Volpe [6] xapakTepu3yeT UX KaK «CI0XK-
HYIO CMeCh JNeCTPYKTUBHBIX HapyIIEHWH W HapylIeHW
pa3BUTHS, KOTOPbIE MOTYT TIPUBECTH K HapyIIEHUIO
CO3peBaHUs OYEHb YSI3BUMOTO Pa3BUBAIOIIETOCS MO3Tay.
ABTOp JieJTaeT BBIBOJ, UTO TTO KpaifHeil Mepe HeKOTOphIe
«TTOBEICHUECKNe W TICUXWYEeCKHe MpOoOJIeMbl Yy IeTeit
¢ TIyOOKOM HEIOHOIIEHHOCThIO B aHAMHE3¢ MOTYT OBITh
CBSI3aHBI C PA3TUNYUSIMU B Pa3BUTUM HEPBHOM CUCTEMBI —
MPOIOJIKAIOIIEMCST BCIO XKU3Hb TPOoliecce, MOCPeICTBOM
KOTOPOTO MO3T pacTeT W aJanTupyeTrcs K U3MeHe-
HusgM». Crienududyeckue o0ObeMHBIE M3MEHEHUST ObLIN
OMUCaHbl B OOJIACTSX MO3Ta, YYacTBYIOIIMX B COLM-
aJIbHO-3MOLIMOHAILHOIT 00paboTKe y JIomeil ¢ riybo-
KO HEIOHOIIEHHOCThI0O B aHaMHe3e. McciemoBaHUs
MaTTEPHOB 1LIepeOpaTbHBIX CBS3CH BBISBUIN U3MEHEHUS
B TaJaMOKOPTUKAJIBHBIX M KOPTUKOCTPUAPHBIX TTYTSIX,
KPUTUYECKM 3HAYMMBIX JISI COLMATbHO-3MOIIMOHAIb-
HOIl 00pabOTKM, MOBEAECHYECKOW TMOKOCTH M BBICIIHUX
WCTIOJTHUTENbHBIX (QYyHKIMM. DyHKIMOHAbHBIE W3Me-
HEHUsI B 3TUX OOJIACTIX U CBSI3SX MO3Ta ObUIM OMUCAHBI
MPpU TICUXOHEBPOJOTUIECKUX PACCTPOMCTBAX ¢ JAehUIIn-
ToM camoperyisiiiun 1 BHuMaHus [10, 11]. TTokasaHo,
YTO BBICOKOYPOBHEBBIE KOTHUTHBHBIE W OMOLIMOHAIb-
HbIe TIPOLIECCHI OOCITYKMBAIOTCS AWHAMUYECKUMU B3a-
UMOJECHCTBUSIMU MEXIY HEMPOCETIMU MO3Ta, TIPU 3TOM
HU OOVWH W3 HUX HE SIBISIETCS KOHKPETHO «KOTHUTHB-
HBIM» WK «apPeKTUBHbIM». DaKTUUECKN HapyllIeHUe
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Kewwwsan E.C. u coaem. HenoHoLIEHHBIIT peOSHOK M OLIEHKA €ro BO3MOKHOCTEH LTSI KOJIbHOTO 00YYeHMS K 7-JIeTHEMY BO3PACTY...

00IIIero MO3HaHUS B3aMMOCBSI3aHO C TOBEICHYECKUMU
po0JieMaMu TIpu TITyOOKOM HeqOHOIIeHHOCTH [12].

Hespenas HepBHasI cucTeMa MOXeT IEMOHCTPUPOBATh
MTOBBIIIIEHHYIO YSI3BUMOCTh K 4pe3MEpHON CEHCOPHOM
CTUMYJISILIUA U CIOCOOCTBOBATh M3MEHEHUIO CEHCOP-
HoOIT oOpabotku. Mccaenys ponb HeOHATaJIbHBIX BIIMSI-
HUIT Ha CEHCOPHYI0 00pabOTKy IITyOOKOHETOHOIIIEHHBIX
neTeit B Bo3pacte 4—5 JieT, KaHaJACKHWe MCCIIeAoBaTeIn
BBISIBUJIM CBSI3b MEXIY OOJIbIIEH MHBa3WBHOCTBIO MPO-
LeIyp U YXyAIIEeHUEM CEHCOPHOW oO0paboTKM Y JeTei,
POIMBIINXCSI TIPU TeCTallMOHHOM cpoke 24—28 Hen [11].
DKCTpeMabHO HEIOHOIIIEHHbIE HOBOPOXICHHBIE, MO~
Beprimrecss OOJIBIIOMY KOJUYECTBY TMPOLEIyp, Hapy-
IAIONINUX TEJIOCTHOCTh KOXHU, TEMOHCTPUPOBAINA OoJee
MeUTEHHBI HEeOHATAJIbHBIM POCT TajlaMyca K TTOJTHOMY
CPOKY recTallii U HauOOoJIbIIMe TTPOOIeMBI ¢ CEHCOPHO
obpabotkoii B 4—5 net. McciemoBaTeny AenaloT BBIBOI,
YTO paHHee BO3ACHCTBUE OONMM M CBSI3aHHBIE C HUM
M3MEHEHUsT B Pa3BUBAIOIIEMCS TajlaMyce — CEHCOPHBIX
BOpPOTax MO3ra — MOTYT OBITh KITIOUEBBIM (DaKTOPOM,
JIeXalluM B OCHOBe 0oJiee TIO3IHUX CEHCOPHBIX MPooJIeM
y JeTeid, pOXICHHBIX KpaiiHe HeTOHOIEHHBIMU. Taknum
00pa3oM, ySI3BUMOCTb K Ype3MepHOU CEHCOPHOI CTUMY-
JISUAKA OTUX JeTeil MOXeT CIoCOOCTBOBATh M3MEHEHUIO
CEHCOPHOI 00pabOTKU.

M3yueHne BO3MOXHBIX MEXaHW3MOB TE€HHO-OITOC-
pEeOBaHHOTO BJWSIHUS HEOHaTalbHOW OoJun/cTpecca
Ha KOTHUTHUBHBIE CITOCOOHOCTU 7-JE€THUX AETel, POXK-
IEeHHBIX Ha 24—32-i1 Hemeje TecTallMd, ITPOBeIeHHOE
KaHaJICKUMU WCCIeIOBaTeISIMU, TOKA3aJlo, YTO HEOHa-
TaJbHBIN OGOJIEBOM CTpecC MOAETUPYET PaboTy cTpecc-
CHCTEMBl  TUIOTAJIaMO-TUTNO(GU3aPHO-HAATOYEYHNKOB
B JnojrocpouyHoi mepcriektuBe [13]. B cBsI3u ¢ aTuMm
WHTepeC TIPENCTaBIsIeT TeHETMUYECKU TMOJUMOP(HU3M
U €ro poJib B BOCIPUUMYUBOCTU U YCTOMIMBOCTHU K paH-
HUM HeOJIarONpUSITHBIM BO3ICHCTBUSM Cpeabl, HA TIPU-
Mepe HelpoTpoduueckoro (akropa TOJIOBHOTO MO3ra
(BDNF — Brain-derived neurotrophic factor), BaxxHoro
IJIST CUHANTUYECKON TUTACTMYHOCTH, SITU30AMYECKON
MaMSITU M KOTHUTUBHBIX (DYHKIIMIA, a TaKXKe 3aaeiCTBO-
BaHHOTO B TTATO(U3UOJIOTUN TICUXUIECKUX PACCTPOICTB,
TaKMX Kak mMu3odpeHnsi, 6oblas Iernpeccust U OGUIo-
JIIpHOE paccTpoiicTBo. Lleab maHHOTO MCClieIOBaHUS —
BBISICHUTb, MOIYJIUPYET JIM Yy POKIECHHBIX OYeHb HEIO-
HOILIEHHBIMU JeTeil TeHETUIEeCKUI MOIUMOPGU3M TeHa
YKa3aHHOTO HelpoTpoduueckoro ¢hakTopa Helporia-
CTUYHOCTM MO3Ta CBSI3b MeXIy HeOHaTaJIbHBIM O0oJie-
BBIM CTPECCOM U YPOBHSIMM KOPTH30J1a B Bo3pacTe 7 JIeT
U CBSI3aHBI I YPOBHU KOPTU30JIa ¢ KOTHUTUBHOM (DYHK-
LIMeil, a Takke BO3MOXHYIO CIEIM(MUUHOCTh IS TToJIa
pebenka. OOHapyXKeHO BIMSIHHE TEHHOTO TOJIMMOP-
(usma: o neicTBEM HEOHATAJIBHOTO CTpecca Y HeKO-
TOPBIX JeTell uMeJach OONbIIas YyBCTBUTEIbHOCTH
K MU3MEHEHUSM B paboTe HENPOIHIOKPUHHOW CUCTEMBI
cTpecca B Bo3pacTe 7 JieT. Y eTeli ¢ TeHOTHIIOM, CTITOCO0-
CTBOBAaBIIMM CHWXXEHHOI BBIPaOOTKE YKa3aHHOTO Heil-
poTpormHOTro (hakTopa, OTMeJanach IMOBBIIIEHHAs peak-

TUBHOCTh KOPTHM30JIa B OTBET Ha KOTHUTHUBHBIN BBI3OB
(KOMITbIOTEPHBIE TECTHI HA OLIEHKY KOTHUTUBHBIX (DyHK-
1I1if), KOTOpasi CTATUCTUYECKU 3HAUMMO KOppeJnpoBaia
co cHmkenneMm 1Q (=—0,60; p=0,001) u yxymmeHuem
3puUTeIbHO-MOTOpHOI MHTerpanuu (r=—0,48; p=0,008).
ITpu 5TOM MaTbUMKKM — HOCUTENTA JAHHOM aJljieTu UMeJT!
OOJIBIIYIO YYBCTBUTEIBHOCTD (YSI3BUMOCTbD) K MTOTOOHBIM
HEHpOropMOHAILHBIM M3MEHEHUsSIM B paboTe cTpecc-
CUCTEMBI BCJIEJICTBUE HEOHATAJIIbHOTO 00JIEBOTO BO3-
JEWCTBUS, YTO TOATBEPKIAET KIMHUIECKNE W HaydHbIE
HaOJIIOIEHNST B CTPECCOYCTOMYMBOCTM U TIOBEIEHUU
MaJbYUKOB 1 IeBo4YeK. TaknuM o0pa3oM, IIpeaCcTaBIsIeTCsT
MPaBIOTIOAO00OHBIM, YTO YSI3BUMOCTh K HEOHATAJIBHOMY
BO3ACHCTBUIO OOMU Yy OTHENbHBIX (HOCUTEIU ajiesu
BDNF 66Met co CHUXKEHHBIM CUHTE30M HEMpOIIacTh-
yeckoro (pakTopa) riry0OKOHETOHOIIIEHHBIX IeTei U 0CO-
OCHHO y MaJbYMKOB OINOCPEIYeTCs] TeHETUYECKM, CBSI-
3aHa CO CHMXXEHUEM TUIACTUYHOCTH HEHPOHOB M MOXET
OKa3bIBaTh JIOJTOCPOYHOE BIWSHUME Ha KOTHUTUBHOE
pa3BuTHE. Y 3THX XKe JIeTeil BbICOKAsl peaKTUBHOCTb KOP-
THU30J1a CJIIOHBI HA KOTHUTUBHBIN CTpeccop Obliia CBsi3aHa
¢ 6oJiee HUBKMMU KOTHUTUBHBIMU crtocoOHocTsmU [ 13].

TlokazaHo, 4yTO paHHee BIMSIHUE CTpecca OKa3bIBaeT
JUTUTEJTbHOE BO3IEMCTBUME HAa KOTHUTHMBHBIE M addek-
TuBHbIe GyHKUMU [9]. ITlpuumHa TOrO, YTO MAETH,
poIMBIINECs] TJYOOKO HETOHOIIEHHBIMU, XyXe CITpaB-
JIAIOTCS ¢ 3aJa9aMy, TPeOYIOIIMMUA BHUMAHKST U TOPMO-
SKEHUST JaXke TMPU HOPMATUBHBIX ITOKA3aTeNsIX WHTEN-
JIeKTa, uMeeT MHOroakTopHyto npupoay. B wactHocTH,
HapylleHnue (GYHKIUU UCITOJHUTETLHOTO  KOHTPOJIS
CBSI3BIBAIOT TAKXKE C paHHEN MepeyCTaHOBKOW OCH TUIIO-
TajaMyC—TUMOPU3—HaAMOYeYHUKHN,  HadyWHAaIoIehcs
B TMepBbIe MECSIIBI JKU3HU, a TakKe C JOJTOCPOYHBIMU
n3MeHeHUsIMU paboTel cTpecc-cucteMbl [5]. Ilepe-
MpOrpaMMUPOBAHUE CTPECC-aAANTAIUOHHON CUCTEMBI
MO BO3IEHCTBUEM HEOHATaJIbHOTO 0O0JIeBOro cTpecca
B Mepuos HamOoJIbllIeil (hU3MOJIOrMYeCKON YSI3BUMOCTHU
U CTPEMUTEIBLHOTO CO3pEBaHUsI/pa3BUTUSI MO3ra CIy-
KAT 3BEHOM B TaTOTeHe3e HapyIIeHHOTO COLMAIbHOTO
W SMOIMOHAJILHOTO Pa3BUTHS Y HETOHOIIEHHBIX IETel,
BKJIIOYAsl UHTEPHAJIU3UPYIOLIEE MOBEJCHUE B IIKOJIbHOM
BO3pacTe.

Takum oOpa3om, TpexXIeBpeMeHHOE IpepbiBaHNE
BHYTPUYTPOOHOTO CO3peBaHMSI MO3ra, Kak U HEOHaTallb-
HBII 00JIEBOM CTpecc B paHHEM BO3pacTe, MOTYT UMETh
CTOWKME TMOCJIEACTBUS 11 HACTPOEK B paboTe HEPBHOM,
TOPMOHAJILHOW Y KOTHUTUBHO-TIOBEIEHUECKON CHUCTEM,
npeapacriojiarasi K rpoosemMaM oOydeHUs, caMOperyJisi-
1IMY U cOLMaIM3aluu B 0oJiee Mo3HEM Bo3pacTe.

OueHka KOrHUTHBHOM cepbl M akageMU4ecKoi ycre-
BAEeMOCTH Y JieTeil ¢ IIy0OKoi HeIOHOMIEHHOCThIO B aHAM-
He3e. Ha 1-M u 2-M romax XXU3HM TJIYOOKOHETOHO-
IIEHHBIX JeTeil BHUMaHWE JOJDKHO OBbITh HaIpaBIeHO
Ha MEIUIIMHCKYI0 KOPPEKIINI0 CEHCOMOTOPHOTO U peye-
Boro paszButus. [To Mepe uMX CTaHOBJIEHUST TTOCTEIEHHO
MPOUCXOIUT CHSITME POAUTEIHCKOTO CTpecca OT Tepe-
SKUTOM CHUTyallMW TMPEXIEeBPEMEHHBIX POJOB, a Tarpo-
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JIOJDKUTEIBHON TOCTIMTANIM3alMKU ¢ Je0I0TOM M TpaeK-
TOpUE OHTOTeHe3a, UCXOMHO OTIWYHBIMU OT TaKOBBIX
y IOHOUIEHHBIX HeTeil. OmHAaKo IO Mepe YCHEITHOTO
pelIeHus 3a1a4 MEIUIIMHCKOTO COMTPOBOXICHUS Ha Tep-
BBII TUTAH BBIXOMST 3a/auyd COLIMATIM3AlMU U OOyYeHMUSI.
B mpoliecce craHoBIeHUST Bce Gojiee TOHKUX CEHCOMO-
TOPHBIX M KOTHUTUBHBIX HABBIKOB, TPEOYIOIINUX BBICO-
KO CTeTIeHW KOOPAWHALIMM B COOTBETCTBMM C YCIIOXK-
HSIOIIUMUCST 00pa30BaTeIbHBIMU TPEOOBAHUSIMU, MOTYT
MPOSIBIIATECS  OTJIMYMSI 3TUX JeTeil OT CBEPCTHUKOB.
«MOMEHTOM UCTUHBI» [T CeMeil 3TUX AeTei CTAHOBUTCS
HavaJjio rnmepuoaa o0yJ4eHUs B IIIKOJIE CO CBOMCTBEHHBIMU
eMy TpeOOBaHUSMU U Harpy3kaMu Ha (hU3UOJIOTMYECKHe,
TICUXUYEeCKKe 1 amanTalliOHHbIE pe3epBhI peOeHKa.

HecmoTtpst Ha TO 4TO GOJBIIMHCTBO NETEN C 3KCTpe-
MaJbHOM M TIIyOOKOI HETOHOIIEHHOCTBIO TIPU BBITIUCKE
13 HEOHATAJbHBIX OTIEJEHWII He MMEIOT IpyObIX Hapy-
IIEHWIA Pa3BUTHsI HEPBHOM CHCTEMBI, TIO3IHEE Y MHOTHUX
13 TaKUX JeTel pa3BUBAIOTCST HEBPOJIOTUYECKUE PACCTPOIA-
CTBa, HEWPOIICUXOJIOTMYECKNE U TOBeJCHYECKHNE Hapy-
IIEHUS KaK B IETCKOM, TaK M B 6oJjiee TIO3IHEM BO3pacTe,
YTO MPUBOAMT K TPYTHOCTIM OOYUEHUS W COLMATU3ALINKA
[2—4]. UccnenoBaHust MEHTAIBHOTO 3M0POBbSI U YUeOHOI
YCIIEBa€MOCTH B 3TOM MOMYJISIIAKM AeTell BO BCeM MUpPe
BBISIBJISTIOT TTOKa3aTeIn XyXKe, YeM Y ITOHOIIIEHHBIX CBep-
CTHUKOB, OOpaTHO TPOITOPLIMOHALHO TeCTALIMOHHOMY
CPOKY M ¢ MAaKCUMaJTbHBIM PUCKOM CPEIU JAeTel ¢ KCTpe-
MaJIbHOI HeIOHOIIIEHHOCTRIO B aHamHe3e [ 14]:

— Ooutee 50% neteil ¢ 3KCTpeMaIbHONM HEIOHOIIECH-
HOCTBIO B aHamMHe3e (< 26 Hed recralyu) UMEOT TPYI-
HOCTU B yuyeOe M CHIDKEHHBIE MOKa3aTelu 1Mo YTEHUIO,
MpaBOIMCAHWIO U apr(METUKE;

— BBICOKA M CTaOWJIbHa BEPOSITHOCTb CHUKEHHOM
YCIeBAEMOCTH TI0 BCEM TIpeaMeTaM IIKOJbHOW Tpo-
rpaMMbl Ha TIPOTSDKEHUM OOYYeHMST B MJIAIIINX KJlac-
cax mxkombl (6—11 JeT), ocobeHHO B MaTeMaTHKe,
YTO BBI3BAHO He CIaOBIMM HaBBIKAMU CYeTa, a TPYIHO-
CTSIMU paboyveil MaMsITH U 3PUTEITBHO-TTPOCTPAHCTBEH-
HBIMM HaBbIKAMMU;

— TPYTHOCTM B OOYYEHUU CBsI3aHBI KaK CO CHIKE-
HUEM KOTHUTUBHBIX TIOKa3aTesieil Ha NpHUMepe cpaB-
HUTEJIbHBIX OlIeHOK 1Q, Tak 1 ¢ meduImTOM TakK Ha3bl-
BaeMBIX UCITOJHUTEIBHBIX (QYHKIUNA U IUCPETYIISLIIE
BHUMaHWUs [ 15];

— mokazaresm [Q cpenyt meTeit 1 MOIPOCTKOB € TITy00-
KO M 3KCTpeMaIbHOM (<26 Hel recTallii) HeAOHOIIIEHHO-
CTBHIO B aHamMHe3e B cpeaHeM Ha 13 1 20 nmyHkToB 1Q coort-
BETCTBEHHO HIKE, YeM Y TOHOIIIEHHBIX CBEPCTHUKOB [ 16];

— Cpeny IeTeil, HyXKIaroIIuXcsl B CrelIMaIbHOM 00yJe-
HUU, Ha J0JII0 TIIyOOKOHEIOHOIIEHHBIX (M0 32 Hex recrta-

HcnonnutensHble GyHkuuu (aHri. executive functions) — B Heii-
POTICUXOJIOTHH: CUCTEMa BBICOKOYPOBHEBBIX TICUXMUECKUX TPOIIeC-
COB, TUIAHUPOBAHMS TEKYIIMX ACUCTBUI B COOTBETCTBUMU C OOLLIEH
LIeJIb10, U3MEHEHMS PeakliMU B 3aBUCUMOCTH OT KOHTEKCTa U U30U-
paTelbHOTO BHUMAHMSI HY>XXHBIM CTUMYyJaM. MIHBIMU cloBamu, 9TO
COBOKYMHOCTb KOTHUTUBHBIX CIIOCOOHOCTEH [UIs1 KOHTPOJISI U CaMo-
PeryJsiuMy NOBeIeHUS.

NEPELJOBAS

mn) nipuxonutest 27,4% neteit mo 11 jet, uto B 3 pasa
MpeBbIIIAET TTOKa3aTesb ISl CBepcTHUKOB 40 Henm u Ooee
recraliuy (DaHHbIe bpUTaHCKOrO KOrOPTHOTO MCCIen0Ba-
Hust MuieHuyM cpeau 6osee 12 ThIC. AeTeid, poXKISHHBIX
B 2000—2002 rr. [17]). IloTnanackoe peTpoCreKTUBHOE
KOTOPTHOE WCCIIeNOBaHNWEe, B KOTOpOe OBUIM BKITIOYEHBI
400 ThIC. IIKOJIBHUKOB, C aHAJIM30M TECTAllMOHHOTO CPOKa
noxasajo cienyiomee [18]: 1) BEICOKMIT OTHOCUTEJIbHBIN
PUCK HEOOXOIMMOCTH B CTIEIIUATBHOM OOYIeHUU TSI TJTy-
GOKO- 1 9KCTPEMATbHO HETOHOIIIEHHBIX AeTeit: 2,66 1 6,92
COOTBETCTBEHHO (B cpaBHeHUU ¢ 1,53 u 1,16 mia cpoka
33—36 u 37—38 Hen recTaryu); 2) cpear HETOHOIIEHHBIX
JIeTeil Ha cIelMaJbHOM 00yYyeHUM Haxomuauch 8,4%,
TOT/Ia KaK cpenu TOHOIeHHbIX — 4,7% (Bcero u3 400 ThIC.
neteii 18 Toic. — 4,9% — Ha crieMaIbHOM OOYYEHNM ).

TMpyyrHOI CHIKEHUST KOTHUTUBHOW TPOM3BOANTEITb-
HOCTM M, KaK pe3yJbTaT, aKaAeMUYeCKOW YCITeBaeMOCTU
CUYMTAIOTCS TPYAHOCTH UCTIOJTHUTEIBHBIX (DYHKIIWIA, B YacT-
HOCTU CHIXEHHE CKOpOCTHM 00paboTKy WHGbOpMaIIUu,
GEryIoCTH pevr, YMCTBEHHOM TMOKOCTH 1 pabodeil maMsITu
[14, 19]. CrerneHb yMCTBEHHOTO pa3BUTHSI Y TIyOOKOHE-
JOHOIIEHHBIX JeTeli MOXET He NOCTUTHYTh IoKa3aTesieit
CBEPCTHUKOB T10 Mepe B3pociieHus [20]. Ocoboe 3HayeHMe
JUTS Pa3BUTHSI, aKaIleMUIECKON YCIIeBAEMOCTH W COLIMAITb-
HOM YCIEIIHOCTH TIPUAAETCS SMOLMOHAIBHBIM CBSI3IM
B CEMbE M YPOBHIO 00pa30BaHUST POAMTEIISI, OCYIIECTBIIS-
JOIIIETO OCHOBHOM yXoI 3a pedeHKoM. Tak, HU3KMi COIu-
aJIbHBII YPOBEHb CEMbU/00pa30BaHMsI POIUTENIEH CO3IAI0T
JOTIOJTHUTENTbHBIM PUCK CHIDKeHHOro IQ B cpaBHEHUM
¢ OnarononyyHbiM OKpyxkeHuem [4, 20]. TTokazarenbHbI
TaKXe pe3ybTaThl CPAaBHUTEIBHOTO YEIICKOTO MCCIIeIoBa-
HUSI ¢ ydyacTHeM JieTeil 5—9 JieT, poxkIeHHBIX ¢ OYeHb HU3-
KO M 3KCTpeMaJIbHO HU3KOW MAaccoil Tena, ¢ JOHOIIECH-
HBIMU CBEPCTHUKAMU, KOTOPOE BBISIBUJIO CTATHUCTUYECKU
3HAUMMOE CHIDKEHME CJIeIYIONIMX TToKa3aTesIeil KOTHUTUB-
HOTO U COIIMAILHO-3MOILIMOHAIBHOTO pa3BuTus [21]:

1) IQ na 13 mynkroB (96,4 nmpotus 106,4; p<0,001);

2) pe3yabTaToOB MO BCEM IIKajaM WHTEJJIEKTa U pa3-
BUTUST  (3pUTENIBHOE  BOCTIPUSITHE, W30MpaTebHOE
BHUMaHUe, (QOHOJoOTMYeCKass TaMsATh, 3pPUTEIbHO-
MPOCTPAHCTBEHHAsI TaMsTh, CIyXOBas IaMsTh, 3pU-
TeJbHO-MOTOPHBbIE HAaBBIKM, pELIENTHUBHAs W BbIpa3u-
TenabHas peub; p<0,001);

3) COLMO-3MOILIMOHAIBHON KOMIIETEHTHOCTU (pac-
MO3HAaBaHUE HACTPOESHUI, CTOCOOHOCTh TOHUMATh TOUKU
3peHusi, HamepeHus u yoexneHus apyrux; p<0,001).

ABTOpBI OTMEYAIOT, YTO MPU CTATUCTUYECKU 3HAUM-
MBIX Pa3IMYUAX BBICIIUX TMCUXUUECKUX (DYHKIWHI, ydeb-
HBIX 1 KOMMYHUKATMBHBIX HABBIKOB TTOKAa3aTeIn OOEMX
rpynn ObUIM B mpeaenax Hopmbl [21]. DTu maHHBIE,
C OIHOW CTOPOHBI, CBUAETELCTBYIOT O Pa3BUTUM JIETEN,
POXIEHHBIX TIIYOOKO M Jaxe SKCTpeMaJbHO HEIOHO-
IIEHHBIMU B IWaIa3oHe YCJIOBHOW HOPMBI, C APYrod —
BBISIBJISIET T€ pa3jvuusl C JOHOIIEHHBIMU CBEPCTHU-
KaMU, OCOOEHHO TpU CpaBHEHUM B KOJUIEKTHMBE, Kiacce,
KOTOpBIE TIPU MPOYUX YCIOBUSIX (TIOBBIIIEHUN Y4eOHOI,
TICUXO3MOIMOHAIBHOM Harpy3Ku IO Mepe B3pOCIeHUS
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Kewwwsan E.C. u coaem. HenoHoLIEHHBIIT peOSHOK M OLIEHKA €ro BO3MOKHOCTEH LTSI KOJIbHOTO 00YYeHMS K 7-JIeTHEMY BO3PACTY...

IeTeit u/WIIK TIOBBIIIIEHUST 00pa30BaTeIbHBIX TPEOOBAaHMIA)
MOTYT UMETb 3HAUYCHUE B YCYTYOJIeHUN 1e(DUIIUTOB, PUCKE
NIEKOMIICHCAlMMY 1 TaKUM OO0pa30oM YBEJIUYEHMU «pa3-
pbIBa» YCIIEBa€MOCTH U 3HAHUIA.

B nuteparype takke MUCKYTHMPYETCSl BOIIPOC O AWHA-
MMKE KOTHUTHBHBIX MCXO/IOB Ha TPOTSKEHUU TTOCIIETHUX
NEeCSTUIETUI Y IIIKOJbHUKOB, POXKIEHHBIX TJTyOOKO Hel0-
HolleHHbIMU. MeTtaananu3s 27 myonukanmii 1980—2009 rr.
¢ JaHHbIMU O 7 Tbic. aeteil (rmo 3500 HemOHOIIEHHBIX
U IOHOIIIEHHBIX CBEPCTHUKOB) TOKa3ajl CTaOUIbHO OoJiee
Huskue 3HaueHus 1Q, B cpenHeM Ha 12 MyHKTOB, y HEO-
HOIIIEHHBIX JIeTelt — 0e3 CTaTUCTUYECKU 3HAUUMOM THA-
MMKM Ha TIPOTSDKEHUM BPEMEHHOTO Tepuoia aHaiausa
U C OTYETJMBOM JIMHEHHOM Koppesiuei [Q ¢ recraum-
OHHBIM CpoKOoM [22]. Cxoxue pe3yIbTaThl BbISIBUJI MeTa-
aHanmu3 uccnenaosanuit 1980—2001 rr. na 6aze MEDLINE
(1556 HemOHOIIIEHHBIX MO cpaBHeHWIO ¢ 1720 mOHOIIEH-
HBIMU IIKOJIbHMKaMM): cHkeHue [Q B cpemHem Ha 11
MyHKTOB, JIMHelHas Koppensuus IQ ¢ maccoil Tena
Nnpu poxneHuu u Bo3pactoM rectamuu (+=0,51 u 0,49;
p<0,001) [23]. Yka3zaHHBle pabOTHI IIUPOKO WM3BECTHBI
U LUUTUPYEMbl B JIMTEPAType, OMHAKO HE aKIEHTUPYIOT
BHUMaHHME Ha JETSIX C TIyOOKOI M BKCTpeMaslbHOI Helo-
HOIlIeHHOCThI0. CpaBHUTENbHBI MeTaaHalnu3 KOTHM-
TUBHBIX UCXOHOB Y IeTel 5—18 JeT, posKIeHHBIX 3KCTpe-
MaJIbHO M TJYOOKO HEIOHOIIeHHBIMU B repuoa ¢ 1990
no 2008 r. (7752 neteit npotuB 5155 TOHOILIEHHBIX CBEP-
CTHMKOB, MO JJaHHBIM 71 MyOIMKaluii), BEISIBJISIET CXOXHUE
pazmuuust [Q B cpenHem 13 MyHKTOB, CTaOMIIbHBIE IS pa3-
JIMYHBIX BO3pPAcTOB W TofoB poxkiaeHus [16]. M3 3Haum-
TEJLHOTO 4YUCJIa TIepUHATAJIbHBIX U JeMorpaduieckux
(akTopoB pucka HaubOJbLIME AOJATOCPOUYHBIE MOCTE/-
CTBUSI JUISI yMCTBEHHOTO Pa3BUTHSI 3TUX JIETEH MMeEN Heo-
HaTaJIbHBIN JMarHo3 OPOHXOJIETOYHON JAUCILIA3UM, acCo-
LIMMPOBaHHbIN co cHukeHreM [Q Ha 15 myHKTOB.

OCo0eHHOCTH TIOBeIeHHs JIeTeil, POKIEHHBIX TITy0OKO
HelOHOmEeHHbIMUA. JIist feTeld ¢ TiyOOKOI HEOHOIIEeH-
HOCTBIO B aHAaMHE3€ OINUCAH CTOWKWI MOBEIEHYECKUIA
(eHOTUTT HETOHOIIEHHOCTH C XapaKTepHOW Tpuamoun
MPOSIBJIEHUI:  HEBHUMATEJIbHOCTb, 3MOLIMOHAJbHbBIC
TPYAHOCTU Y CJIOKHOCTU COLIMAIM3allMU, a TAKXKe UHTep-
HaJM3auus, KOTOPbIE MOTYT COXPaHSITHCS OT MJIAIEH-
YyecTBa J10 B3pocyoit ku3Hu [24]. O BO3MOXXHOM paHHEM
Ne010Te MOBENEHYECKUX MPOOIeM TIyOOKOHEIOHOIIEeH-
HBIX JIeTeil CBUACTENIbCTBYIOT pe3yIbTaThl UCCIEI0OBAHUN
MEePBBIX JIET KU3HU: OMMCAHBI TIPOSIBICHUST aTUTTUYHOTO
COILIMAJTbHO-3MOIIMOHAJIBHOTO pa3BUTUSI Ha 1-M romy
JKM3HU, CTOWKOE CHWXEHME 3MOLMOHAIBbHOM peryssi-
LI, OPUEHTAIMM/BOBJCUCHUS] y MIANCHLEB W JeTei
SICEJTLHOTO BO3pacTa, TOBBIIIEHHAs] WHTEepHAIU3AINS,
9MOUMOHATIbHAS TUCPETYJISIIS U 0oJjiee HU3Kasl COLM-
aJibHas KOMITIETEHTHOCTb, YeM Y JOHOIIEHHBIX CBEPCTHU -
KOB [23, 24].

*  VnTepHaNIM3auus — «<KU3Hb BHYTPU», CIIOCOO CIIPABIISTHCS «BHY-
TPpU JIMYHOCTU» C SMOLUAMU H KOH(i)JII/IKTaMI/I, 4YTO 4aCTO BECIECT
K cTpaxaM, 6eCroKOCTBY UM MofaBIeHHOCTH [ 14].

WHTepecHbl TakKe pe3yJbTaTbl aMepPUKaHCKOTO
HCCIIeIOBaHUSI, B KOTOPOM OLIEHKa COIMATbHO-3MOIIM-
OHAJIBHOTO ™" TTOBEIEHMUS TITyOOKOHEIOHOIIEHHBIX AeTei
B Bo3pacTe oT | roma 10 3 JIleT oKa3ajach BLICOKO TTPOTHO-
CTUYHOMW JIJII paHHETO IIKOJIbHOTO Bo3pacTa (6 jeT) [25].
IMoutn 50% neteit co 3HAUUTETBLHBIMU TIPOOIEMaMMU,
M0 CJI0BaM UX yuutesei, u 68% nereil ¢ MCUXUUECKUMU
paccTpoiicTBaMHM, O KOTOPBIX COOOIIMJIM POOUTEIIH,
B paHHEM JeTCTBE MMEJM BbI3bIBAIOIINE OECITOKO-
CTBO OILIEHKM TIOBeIeHMSsT (arpeccusi, HEMMOBUHOBEHUE,
TUTIEPaKTUBHOCTh, OTpUIIaTeIbHAasE 3MOLIMOHAIBHOCTD,
TpeBora u yxonm B cebs1). Pomurenbckoe GecroKoicTBO
B paHHEM JIETCTBE ObLIO BaKHBIM TTPEIUKTOPOM TTPOOIEM
MOBEJACHUSI, OTMEUEHHBIX UMY TTO3Xe, HO HE TPEINKTO-
POM TPYIHOCTEN, O KOTOPBIX COOOIIAN yIUTeNsd. DTH
JNAHHBIE TTONTBEPXKIAIOT MPOTHOCTUYECKYIO 3HAYMMOCTh
MOAOOHOTO PaHHEr0 CKPMHWHTA KaK BaXKHOW CTpaTeTun
JUTSL BBISIBIIEHUST COLMAIbHO-3MOIMOHABHBIX U TTOBe-
JEHYECKUX TTPOOJIEM, KOTOPBIE MOTYT COXPaHSThCS /WU
MPOSIBIIATBCSI C HaYaj0M ooydyeHwus [25].

CorracHO MeTaaHaju3y HWCCIeIOBaHUI TTOBEICHUS
JeTeld, POKIEeHHBIX HeMOHOIIEHHBIMU, B 81% myOnuka-
LI OTMEUEHO HapyIlIeHUe TTOBEAeHUSI — 9KCTePHATTN3H -
pylolliee 1 MHTepHAJTU3UPYIOIIee, a TAKXKe TMOBBIIIEHHBII
B 2—3 pa3a puCK pa3BUTHS CUHApOMa Je(UIINTa BHU-
MaHUs C TUTIEPMOTOPHOCTBIO TTO0 CPABHEHUIO C TAKOBBIM
Yy CBepCTHUKOB [23]. ¥V aKcTpeMalibHO HEIOHOIIEHHBIX
JeTeil, TIOMUMO TPYIHOCTEH OOIIEHUSI ¢ POBECHUKAMM
1 MHTEPHATU3UPYIOLIMX CUMITTOMOB ™", TMAarHOCTUPYIOT
CUHAPOM JedUIUTa BHUMaHUS C TUIIEPMOTOPHOCTHIO,
paccTpoicTBa ayTUCTUUYECKOTO CITEKTPa, TPEBOKHOE pac-
CTPOMCTBO U PAHHIOIO MTOIPOCTKOBYIO AETIPECCHIo B 2,7—
4,5 pasa yalle, YeM Y JOHOLIEHHBIX CBEPCTHUKOB [26].

WHTrepHanusupyolliee MoBeAeHUe HeCeT PUCK BUK-
TUMU3AlMM W OyJUIMHTA: JETH, POXIEHHbIE TIIyOOKO/
KpaiiHe HeTOHOIIIEHHBIMHU, B 3 pa3a Jalile oaBepraloTcs
XpoHU4YecKUM wu3sneBaTenbcTtBaM (12—14% mnpotusB 4%
JIOHOIIIEHHBIX CBEPCTHUKOB); TaKUM O0Opa3oM, BUKTH-
MM3aLUsT OMOCPEAYyeT MHTePHATU3UPYIOIee MOBeIecHNE
B IETCTBE W TICUXOTUYECKHE HAPYIIEHUSI B MOJIOJIOM BO3-
pacte [27]. HampoTtuB, GmarompusiTHas COLMaIA3aIUs

ek

CommaabHO-3MOIMOHAJBHbINA CKPUHUHT — TTPUKJIATHOM TeCT OOHa-
PYKEHUSI 1 MOHUTOPUHTA CUTHAJIOB, YKAa3bIBAKOIIMX Ha BO3MOXHOE
OTCTaBaHME MaJEHbKOTo pebeHKa B acleKTaX COLMATbHO-IMOLMU-
OHAJILHOTO PAa3BUTHSI, TAKMX KakK OOIIeHWe, aBTOHOMUs, addekT
¥ B3aMMOJEICTBUE C JIoabMU [25].

e

MHTepHANIM3UPYIOIIIE CHMIITOMBI — ITOIBU] SMOLIMOHAJIBHBIX U ITO-
BEICHYECKMX PACCTPOMCTB, MPU KOTOPBIX MPOOIEMbl OTPaXaloTCs
BHYTPU JIMYHOCTU B BUJE OECITOKOMCTBA, CTPAXOB, MOIABIEHHOCTH.
Jlet ¢ UHTEPHATU3UPYIOIIUMHU PAcCTPONCTBAMU CKJIOHHBI CIIpaB-
JIAThCS ¢ MpoOJeMaMu M SMOLMOHATbHBIMU KOH(IMKTaMU CKOpee
BHYTpPEHHE, UeM MCKaTh UX MIPUYUHBI BOBHE. B oTimyme ot «3KkcTep-
HaAJIU3UPYIOIIMX», UK CBSA3aHHBIX C «HEIOCTATOYHBIM KOHTPOJIEM»
PacCTPOMCTB, MPU KOTOPBIX JETHU CKJIOHHBI BbIpaXkaTh BHYTPEHHUIA
KOHMJIUKT WIM 3MOLMU JIeMCTBUEM, HalpaBJIeHHBIMM BOBHE (Ha-
TMpUMep, MOCPEACTBOM arpeccuu), MHTEPHAIU3UPYIOIINE PACCTPOt-
CTBa, KaK MpaBujIo, MPUHOCST OOJIbLIE CTPaNaHUil CAaMUM ACTIM, YeM
UX OyKaitieMy oKpyxeHuto [14].
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1 OMOLIMOHAJIbHOE OJiarorosyyue (B TOM YMCie B ceMeii-
HbIX OTHOIIEHUSIX) Y NeTel ¢ TIyOOKOW HENOHOIIEHHO-
CThIO B aHAMHe3e — KpaiiHe 3HaYMMbl B TIEPCIIEKTUBE:
WCCIIeNOBaHUS TIoKa3anu (pyHIaMEeHTaJIbHBIM BKIIAl
COLIMATbHO-3MOIIMOHAJIBHOTO Pa3BUTUSI B TOCHEIYIO-
1mee aganTuBHOe (GPYHKIMOHHWPOBAaHUE, aKaleMUYEeCKUe
IIOCTVKEHUS 1 TICUXWYECKOe 310poBhe [4].

ITockonbKy —COIMATbHO-3MOIMOHAIBHOE  (PYHKIINO-
HUPOBaHUE BKJIIOYAET CIOCOOHOCTb YUMTHCS, YCIIEIIHO
B3aMMOJICICTBOBAaTL M OOIIAThCSI B COLIMAJIBHOM KOH-
TekcTe U 2Gh(MEKTUBHO CIPABIATHCS C OMOILMSIMU, OHO
TpeOyeT yMesol KOOpPAWHAIIMM HECKOJIbKHX Mpoliec-
COB, BKJIIOYAOIIMX OO0pabOTKy couuaabHON WH(bOpMa-
1IMM OJTHOBPEMEHHO C KOTHUTUMBHBIMM, MEPLENTUBHBIMU
1 MOTOPHBIMM HaBblkaMu [28]. BbickazaHo mpeamnoso-
JKEHME, YTO B OCHOBE aTUITMYHOTO COIMAJIbHO-3MOIINO-
HaJIGHOTO Pa3BUTHS B BIOOPKAX INTYOOKOHEIOHOIIEHHBIX
NeTeit IeXUT Ae(ULIUT OCHOBHBIX KOTHUTMBHBIX HABBIKOB:
HampuMep, HapyIIeHUs] OpPUEHTAllMMd BHUMAaHUSI MOTYT
MOBJIUSATH Ha OoJiee MO3IHEee Pa3BUTHE CJEXKEHUST 3a B3IJIsI-
JIOM, YTO TIPUBOIUT K HapPYIICHUSIM COLIMAIbHO-KOMMY-
HUKATUBHBIX criocobHocTei [29]. TouHo Tak ke nepuumr
MYJIBTUCEHCOPHOI 00pabOTKM MOXET TOBJIUSITh Ha BOC-
MPUSITUE PEUYH, UTO BITOCIECACTBUY MIPUBENET K TPYTHOCTSIM
B OOIIIEHNM U COLIMAIbHBIX B3auMoaeincTBusx [10].

VYrpoxatoiue XU3HU COOBITUSI B TIepMHATAILHOM
repuojie U He3pesiasi MoBeeHYeCKast OpraHu3alust Hejao0-
HOIIIEHHBIX JeTell MOTYT YCWIMTDH OOLIMI TICUXOJIOTYE-
CKUI CcTpecc poauTesieil U U3MEHUTb B3aMMOACUCTBUE
MEXIy peOEHKOM U pOAUTENIeM, TTOTEHIIMAIbHO TIPETIsIT-
CTBYSl YCTAHOBJICHMIO JOJTOCPOYHBIX ITOJOXUTETbHBIX
MaTTepHOB JETCKO-POAUTEILCKUX OTHOIeHui. [lcu-
XMYECKOE 3I0POBbE POJWTENIEN TECHO B3aMMOCBSI3aHO
C PpaHHUM COIIMAJbHO-OMOILMOHAIBHBIM pPa3BUTHUEM
NeTeill, MOCKOJIbKY WTrpaeT KIIIYEBYIO pOJib B 3allluTe
OT TIOCJIEZICTBUIM paHHEro cTpecca U CIOCOOCTBYET CTa-
HoBJIeHUI0 3 deKTUBHOI caMoperyisuunu [30].

3aknovyeHue

Taxkum obOpa3zoM, TiIyd0oKast M SKCTpeMaibHas Hello-
HOIIEHHOCTh CBSI3aHBI C PUCKOM Pa3BUTUS KOTHU-
TUBHBIX, TOBEIEHUYECKMX TPYIHOCTEH U COLMAIBHOMN
ne3aganTalMyd HayuMHasg C Iepuofa JIeTCTBa BIUIOTh
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NEPELJOBAS

10 BO3MOXHOCTHU COXpPaHEHMsI BO B3POCJIOM BO3pacTe.
HakomyieH ©OoJbllloii  MacCuB  MCCIIENOBATEIbCKUX
MAHHBIX MO 3J0POBbI0 U Pa3BUTUIO ITUX JETEH, OCYy-
IIeCTBJIEHA TpaKTUKa TMOCJIeI0BaTEeIbHOTO (3TAITHOTO)
n  3hGEeKTUBHOIO MEIUIIMHCKOTO COTIPOBOXIEHUS,
OIHAKO COXPaHSIETCS MHOXECTBO MPaKTUIECKUX U Opra-
HU3AIMOHHBIX aCIeKTOB, OCOOEHHO OCTPO IPOSIBIISIIO-
IIUXCS B TIEPUO OOyYEHUSI 3TUX JIeTeil B JTOIIKOJIbHBIX
U WIKOJBHBIX yupexneHusx. [ToHuMaHne BO3MOXHBIX
PUCKOB M OCOOEHHOCTEN AeTell MaHHOW TPYyINIibl CTa-
BUT OTYACTU PUTOPUYECKUI BOTIPOC: SIBJISIIOTCS JIM WX
0COOEGHHOCTM HOPMATUBHBIMU [JII 3TOM «CyOTmoIty-
JISIUW» eTelt (C BOBMOXKHOCTBIO TIEPEOLIEHKU KPUTe-
pyeB OILIEHKM M TCHUXOJIOTO-TIEJarorM4ecKruX IOIX0-
JIOB) WJIM XK€ Mbl UMEEM JEJIO C Pa3IMYHON CTEeTeHbIO
ne(UIMTAapHOCTU, B OCHOBE KOTOPOW JIEXKUT BIUSTHUE
JMIOCPOYHOTO BHEYTPOOHOTO Pa3BUTHS C OTJIMYAIOLIEICS
nocaeayouei TpaeKTopuei.

WM3MeHeHHBbIe YCIOBUSI Pa3BUTUSI M CTAHOBJICHUS
paboThl HEPBHOW, SHIOKPUHHBIX U TIPOUYUX CHUCTEM
UMEIOT UTUTEIbHO COXPAHSIOUIUICS WMIIPUHT WHOM,
OTJIMYHBI OT «TPACKTOPUM PA3BUTHSI» TOHOIIEHHBIX
CBEPCTHUKOB, B OCHOBE KOTOPOW JieXaT CTPYKTYpHO-
(YHKIIMOHATbHBIC OTJIMUMSI, UHBIE TATTEPHBI BOCIPU-
SITUsI, pearupoBaHus, BOSMOXHOCTA KOHTPOJIsI, TIaHU-
pOBaHUS U PETYJISIIIMU MoBeeHus. B ocHOBe TecHelei
B3aMMOCBSI3M KOTHUTHUBHBIX, PETYISITOPHBIX, 3MOIIMO-
HaJIbHBIX U MTOBEIEHYECKUX BOBMOXHOCTEM 3TUX NeTeil —
WHAWBUAYaIbHbBIE CTPYKTYPHO-(YHKIIMOHATBbHBIE U3ME-
HEeHUsS B 00JaCTSIX MO3ra, yJacTBYIOIIMX B 00OpaboOTKe
9MOLMA W COLUMAIBHBIX CTUMYJOB M TIOABEPTLINXCS
MepuHaTaJbHOMY CTpeccy, 00, a TaKXKe BIUSTHUIO OCO-
OEHHOCTE! BOCITUTAHUSI.

O0une MenuKo-0MOJIOTUYECKUX U CPENOBBIX (hak-
TOPOB, TECHO B3aUMOJACHCTBYIOIINX MEXIy COOOM,
3aTpPyIHSIET BbIAEJIEHNE U3 HUX MEePBOCTENIEHHO 3HAYM-
MbIX. OUeBUIHO, YTO 3TU JETU YSI3BUMEE CBOUX TOHO-
IIEHHBIX CBEPCTHUKOB M 0OCO0OO HYXIAalOTCS B KBa-
JU(GUIIMPOBAHHOM  COTIPOBOXIEHUM  CIEIMAJIMCTOB,
3HAKOMBIX C HX TIOBEJICHUYECKUM (DEHOTUIIOM U BO3-
MOXHBIMM TIpoOJieMaMy B OOYYEHUM, TPEBOTOW POIU-
TeJIeil U CITOCOOHBIX K UyTKOMY OOpaIlleHUIO0 U MTOMOIIKN
B COIIMAJIM3AlINU.
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B konme 2019 r. HOBbIii MOATUN KOPOHABMPYCA, HA3BAHHBI KOPOHABHPYCOM TSIKEJOr0 OCTPOTO PECNHUPATOPHOTO CHHIPOMA
2-ro tuna (COVID-19 SARS-CoV-2) ObICTpo pacnpocTpaHUJICs M0 MUPY, BbI3BAB INI00AIbHYIO NaHAeMuI0. VI3HaYaIbHO 1014 MO -
TBEePIKIEHHBIX CIy4aeB CPeu JeTeii ObLIa OTHOCUTEIBLHO HEOOIBbIION, H CYUTAJIOCH, YTO JAETH 3apaxKaiotcs penko. [locienyomue
HA0.TI0IeHHsI IOKA3AJIM, YTO Y JIeTeil U OAPOCTKOB HH(pEKIMs JTU00 NPOTeKaeT 0eCCUMIITOMHO, JIUGO0 CONMPOBOKAAETC MUHUMAILHOM
KJIMHAYECKOW CUMINTOMATHKOI, B CBS3M C YeM MCTHHHAS 3200/1€BAEMOCTb HEJ00IIEHUBAETCS WM NePEOLEeHNBAETCS M3-32 HU3KOIO
YPOBHS TeCTHPOBaHus. B cTaTbe cucTeMATU3MPOBAHBI Pe3YJIbTATHI MCCJIEIOBAHMIA, MOCBSIIEHHBIX PACTIPOCTPAHEHHOCTH, IUATHOC-
THKe, KIMHNYECKOU KapTHHE, BAKIMHALMY U JIEYEHHUIO JieTeil ¢ HoBoii KopoHaBupycHoii nnpeknueit COVID-19 SARS-CoV-2.
YpoBeHb n0JI0KUTENbHBIX pe3yabTaToB SARS-CoV-2 Ha npoTsKeHUH BCEro MUKa MAHIEMHUH Y JeTeil ObLI HU3KUM 110 CPABHEHHIO
C TAKOBBIM Y B3pPOCJbIX. /leTH He TOJIKO pexke 3apazKalTcs BUPYCOM, HO U NMePeHOCAT HH(eKIMIo jierde, YeM B3pocibie. Jletain-
Hoctb y nereii ¢ COVID-19 cocrasiasia menee 0,5%. Y GoJbIIMHCTBA JieTeli 3apaxkeHHe NPOTeKaeT MO0 0eCCHMNTOMHO, JIHOO0
CONPOBOKIAETCS CTEPTOM KIMHUYECKOi KapTHHOIi. BaKuuHauus aeTeii ¥ oAPOCTKOB PEKOMEHIYETCS B OCHOBHOM JIJISl TOCTHKEHHS
KOJUIEKTHBHOTO MIMMYHHUTETA BO BCEX BO3PACTHBIX rpynnax. OJHAKO OTCYTCTBYIOT yOeuTe ibHbie JaHHbIE O JJIMTEIbHOCTH MIMMYH-
HOT'O0 OTBETA, yPOBHE HEOOXOAMMOI0 3AIMTHOIO THTPA AHTUTEJI, 4 TAKXKE 00 OTAAJEHHBIX NOOOYHBIX I(h(heKTaX BAKIMHAIMM B CBA3H
C HEIOCTATOYHBIM CPOKOM HAO.TIOIEHHS] U HEONPeeJIeHHOCTBIO KpUTepreB MMMYHHOTo oTBeTa. Ilo Mepe Hakomienns undopmanun
0 BHUPYCHOIi HArpy3Ke y JieTeil M MOJPOCTKOB, HX POJIM B Mepeaadye BUPYCa ONTHMHU3MPOBAHBI MOIXO0/IbI K JUATHOCTHKE B 3TOM BO3-
pactHoii rpynne. D¢ deKTHBHOCTD JiedyeHHs MPOTECTUPOBAHA HA NMALMEHTAX, TOCIUTAJIM3UPOBAHHBIX B CTAIMOHAP, M PA3PA0OTAHBI
PEKOMEeHIAINM 1O JiedeHno. B HacTosmee BpeMs IJI00aIbHbIe HCCIEN0BATENbCKUE YCHINS COCPENOTOYEHBI HA 3AIUTE 0COOEHHO
YS3BUMBIX JI€Teii, ePCNeKTHBAX TOTAJIbHON BAKIMHALMH JeTeii, ee () ()eKTUBHOCTH U 0€30MaCHOCTH.

Karouesvte caosa: demu, koponasupycras ungpexyusi, COVID-19 SARS-CoV-2, demu, sakyunayus, oMukpon, 0emckas OHK0A02US.

Ans untupoBanus: PoikoB M. 0., onrononos U.C. KopoHasupycHas nHgekums COVID-19 y neteii: knmHn4deckas KapTvuHa, AnarHocTvka, Bak-
unHauusi n nedeHne. Poc BecTH nepuHarton v neamnarp 2022; 67:(6): 14-24. DOI: 10.21508/1027-4065-2022-67-6—-14-24

In late 2019, a new subtype of coronavirus named Severe Acute Respiratory Syndrome Coronavirus 2 (COVID-19 SARS-CoV-2)
rapidly spread around the world, causing a global pandemic. Initially, the proportion of confirmed cases among children was rela-
tively small, and it was believed that children were rarely infected. Subsequent observations have shown that in children and adoles-
cents, the infection is either asymptomatic or paucisymptomatic, and therefore the true incidence is underestimated due to the lack
of testing. The article systematizes the results of studies on the prevalence, diagnosis, clinical features, vaccination, and treatment
of children with a new coronavirus infection COVID-19 SARS-CoV-2.

The SARS-CoV-2 positivity rate throughout the peak of the pandemic in children was low compared to adults. Children are not only less
likely to become infected with the virus, but they also endure the infection more easily than adults. The mortality rate in children with
COVID-19 was <0.5%. In most children, infection is either asymptomatic or paucisymptomatic. Vaccination of children and adolescents
is recommended mainly to achieve herd immunity in all age groups. However, there are no convincing data on the duration of the immune
response, the level of the required protective antibody titer, as well as on the long-term side effects of vaccination due to the insufficient
follow-up period and the uncertainty of the immune response criteria. As information is accumulated on the viral load of children and ado-
lescents, their role in the transmission of the virus, diagnostic approaches in this age group are optimized. The effectiveness of the treatment
was tested on patients admitted to the hospital, and recommendations for treatment were developed. Currently, global research efforts are
focused on the protection of particularly vulnerable children, the prospects for total childhood vaccination, its effectiveness and safety.

Key words: children, coronavirus infection, COVID-19 SARS-CoV-2, vaccination, omicron, pediatric oncology.
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Puikos M. 1O., Jloncononos U.C. KoponaupycHas uHpexunst COVID-19 y neteii: KnuHnueckast KapTuHa, IMarHOCTUKA, BAKLIMHALIMS 1 JICYeHUE

BKOHue 2019 r. HOBBII TOATUI KOpPOHABUPYCa,
Ha3BaHHBII KOPOHABHPYCOM TSIKEJIOTO OCTPOTO
pecniupaTopHoro cuHapoma 2-ro tumna (SARS-CoV-2),
ObUT MIEHTU(WIMPOBAH KaK MPUYMHA TPYMIIBI CIyJYaeB
ITHEeBMOHUHM B YXaHe, ropoJie B KUTalCKOM MPOBUHIINU
Xy03ii. Bupyc ObICTpO pacrpocTpaHWiCS TI0 MUpY,
BBI3BaB TJT00ATBHYIO MTAaHAEMUIO 3a00JIeBaHM s, Ha3BaH-
Horo BcemMupHOIT opraHu3zamueil 3IpaBOOXpaHEHMS
(BO3) kopoHaBupycHoii 6oe3nbio 2019 (COVID-19)
[1]. Ha pannux cragusix nmangemun COVID-19 nons
MOATBEPXKIEHHBIX CIy4aeB cpeiu AeTeil Oblla OTHOCH-
TeJbHO HEOOJBIION U CUMTAIIOCH, UTO IETH PEIKO 3apa-
xkatorcsa SARS-CoV-2 [2, 3]. ITocnenyrommue Hab0m€E -
HUS TIOKA3aJIu, 4TO y JeTe U MOAPOCTKOB MHMEKIIUS
SARS-CoV-2 mnporekaer aub0 OECCUMMTOMHO, JIMOO
COITPOBOXKIAETCSI MUHUMAJIBHON KIWMHWYECKON CUMII-
TOMaTMKOM W MCTUHHAs 3a00JIeBaeMOCTh HEIOOLEHU-
BaeTCsl M3-3a HU3KOTO YPOBHSI TECTUPOBAHUS y NETei
Ha SARS-CoV-2 [4].

HecmoTpst Ha TO 4TO y IeTeit M MOAPOCTKOB MH(MEKITUST
COVID-19 mpoTtekaeT 3HAYMTEILHO Jierde, 4eM Y B3poc-
JIBIX, U PUCK TOCTUTAJIM3ALMNA W Pa3BUTUS OIMACHBIX
JUTSE KM3HU OCJIOXKHEHUI Y 9TUX TAllMEHTOB JOCTOBEPHO
HVKE, OTTMCAHBI CTydau pa3BUTHSI Y IeTel MyJTbTUCUCTEM-
HOTO BOCHAJIMTEILHOTO cuHapoMa [5]. Hetn mimTenbHO
MOTYT BBIIEJISATh BUPYC, TeM 0oJjiee TIpy 6eCCUMITTOMHOM
TedeHnu. C OMHOM CTOPOHBI, PUCK Mepeaadyn OT OECCUMIT-
TOMHOrO 4esioBeka ¢ nHbekuneit SARS-CoV-2 meHblie,
YyeM OT YeJloBeKa C CUMIITOMAMHM, a CHUMIITOMATHKa
y IeTell, KaK IpaBmio, orcyTrcTByeT [5]. C mpyroii cro-
pPOHBI, GECCUMIITOMHOE TeUeHUE HE TTO3BOJISIET BOBPEMS
pacro3HaTh W M30JMPOBaTh 3a00JIEBIIETO, YTO MOXKET
CITOCOOCTBOBATH PACIPOCTPAHEHUIO 3a00JIeBaHUSI.

B cratbe cucTemMaTM3MpOBaHBI PE3YNBTATHI HCCIIE-
JIOBAaHWH, TIOCBSIIEHHBIX PaCIpOCTPAaHEHHOCTH, IUar-
HOCTHKE, KIMHUUYECKON KapTUHe, BaKIIMHALUKA U JIeue-
HUIO JeTeil C HOBOW KOPOHABUPYCHOW WH EKIIMen
COVID-19, Bei3BanHoit SARS-CoV-2. B PubMed 0nir
MPOBENIeH IMOUCK CTaTei, OMmyOJMKOBAaHHBIX 10 15 stHBapsi
2022 1., ¢ WCIOJb30BaHMEM KOMOWHAIIMI KITIOYEBBIX
cioB: «COVID-19», «SARS-CoV-2», «metn», «mnenu-
aTpusl», «ITOAPOCTKM», «MJAJEHIbI» U «IIKoja». OTo-
OpaHo 78 cTareit Ha OCHOBE X aKTyaJIbHOCTH JIJISI OOCYXK-
nIaeMbIX TeM. Kpowme Toro, ncmosb3oBajiach MHGOpMaLIHs
¢ 8 oduIMaNbHBIX CAaWTOB OOIIECTBEHHOTO 31PaBOOX-
paHeHUs1, NOOaBIeHBI 3 CTaThbW O BaKIWHAIIUU HeTei
ot COVID-19. Bcero B 0630p BkitoueHo 89 crareit. [letu
OTpeNeISTNCh KaK JIWIa B Bo3pacTe <18 ser.

B HaGmomeHUsIX, TIPOBEICHHBIX B pa3HBIX CTpa-
Hax, clydau y JeTeid M MOAPOCTKOB 10 19 jeT cocTas-
Jis MeHee 2% OT Bcex JTabopaTOPHO MOATBEPKACHHBIX
ciygaeB 3apaxkeHust SARS-CoV-2 Ha paHHHMX 3Tamax
MaHIeMnu, 6e3 CYIIEeCTBEHHOI BapuallMd IO BO3pacCT-
HbeIM Kateropusim [2, 3]. B oryete Kuraiickoro ueHTpa
MO0 KOHTPOJIIO U TpoduaakTuke 3a00jeBaHUl cooOIIa-
J10¢h 0 72 314 naGopaTOpHO MOATBEPXKISHHBIX MU TTOI0-
3peBaeMbIX (Ha OCHOBE WCTOPUM KOHTAaKTOB ¢ 3a00-

JIEBIIMMU) CUMITOMATUYECKUX WM OeCCUMITTOMHBIX
ciydasx 3apaxeHus SARS-CoV-2 pgereit B Bo3pacte
1o 19 nert, uto coctaBmwiio 2% OT OOIIETO YKCIa CTyJIacB
3apakeHns. B aToM McciienoBaHUY He BBISIBJICHO pa3iiu-
YU TT0 9acTOTe MHOUIMPOBAHMS CPelM JeTell pa3HbIX
Bo3pacTHBIX rpynn [3]. B Anriuu B iepuon ¢ 16 ssHBaps
no 3 mas 2020 r. netn coctaBwiu 1,1% u3 129 704 3apa-
suBmmxcst Bupycom SARS-CoV-2 [2]. ITo mpyryio cTo-
poHy ATmaHTuku, B OHTapuo, ¢ sSHBaps IO IeKaOpb
2020 r. nmonst geTedt ¢ TOATBEPXKIEHHBIMU CIyvasiMu
COVID-19 coctaBuna 5,1%. Ilpu sTOoM ypoBeHb MH(DU-
LIMPOBAaHUS Cpeau AeTeil ObUT 3HauuTe bHO HIke (60,4
Ha 100 ThIC. HaceneHus ), 4eM cpeand B3pocabix (298,8
Ha 100 Teic. HaceneHus1) [6]. B sTOoM ucciiegoBaHUU
caMbIii BBICOKMIT YpPOBEHb 3a00JIeBAEMOCTH OTMeEYascsl
y nmeteii B Bo3pacte 15—19 njer (109,6 na 100 ThIC.)
10 CPaBHEHMIO ¢ MJTAAITMMHK BO3PACTHBIMU TPYITITAMMU.

B mnipouiecce pazsutusi manaemun COVID-19 yucno
WHOUIMPOBAHHBIX JeTell 3HAYMTEIbHO YBEIMUMIIOCH.
Ilo manneim BO3, ciyyam cpenm nereil B Bo3pacre
no 18 jer cocraBnsior npumepHo 8,5% 3aperucrpupo-
BaHHBIX CJTy9aeB, IPUYEM Y JAeTeil OOBIYHO OTpeaeIsiiach
Jerkas popma 3adoseBanus [7]. Bo3aMoxxHO, 3TO CBSI3aHO
Cc TeM, 4To KpuTepuu TectupoBaHuss Ha SARS-CoV-2
M3MEHWINCh TI0 Mepe TOro, Kak B XOAe TaHIeMUHU
MEHSITUCh PUCKM 3apaXkeHWs, CUMIITOMbI, CBS3aHHBIE
¢ COVID-19, BO3MOXHOCTH JaOOPaTOPHOTO TECTUPO-
BaHUs W TIPUOPUTETHBIE TPYMIbI HaceleHus. BpemeH-
Hble TEHIEHIIMW 3apeTMCTPUPOBAHHOI 3a00JieBaeMO-
CTU cpeau JeTeil W ToIpoCcTKOB B Bo3pacte 0—17 ner
COTJIACYIOTCSI ¢ TEHAEHIMAMU, HaOII0ZaeMbIMU CpEeIn
B3pocibiXx. UTO KacaeTcsl BO3paCTHBIX TPYMI, TO CPenn
nmeteit B Bo3pacrte 1o 18 mer ¢ nndexkueir SARS-CoV-2
OTMeYeHa TEHIEHILIMST K POCTY 3a00JIeBaeMOCTH Y TIOM-
poctkoB 14—17 net (16,3%) no cpaBHEHUIO C MJIAAIIMMU
Bo3pacTHbIMKM TpyrmmamMu  (8,7%) [8]. OcHoOBBIBasICh
Ha PEeTPOCTIEKTUBHBIX CEPOJTOTUIECKUX MCCIETOBAHUSIX,
MOXKHO TIpeArnojarath, 4To 3aperucTpUPOBAaHHOE YUCIIO
JTabopaTOPHO TOATBEPXKIECHHBIX ClydaeB WHGMEKINT
SARS-CoV-2 y nereli 3aHMXXEHO BBUJY BBICOKOW TOJIN
JIETKUX U OECCUMITTOMHBIX CJTy4aeB, B KOTOPBIX TECTUPO-
BaHME MOXET He TTPOBOINTRCS [5].

Hety mpencraBasitoT HaUOOIBIIYIO IMUIEMUYECKYIO
OIMacHOCTh B TeYeHUE TIEPBBIX 5 ITHEU MOcye MOSBICHUS
CUMIITOMOB, TIPU 3TOM TSDKECTh 3a00JIeBaHUST HE KOp-
peupyeT ¢ TIOBBIIIEHHOW BUPYCHOW Harpyskoi [9].
WccnenoBaHusi, OCHOBaHHBIE Ha BHMPYCOJIOTUYECKOM
MpoOUIMPOBAHUN OECCUMIITOMHBIX JEeTei MO CpaBHe-
HUIO C IEThMU ¢ KIMHUYECKUMU TIPOSIBJICHUSIMU, TTOKa-
3aJI1, TIOHMKEHHYIO BUPYCHYIO Harpy3Ky, a Takxke 0oJee
OBICTPBIN KJIMPEHC BUpyca 0e3 CyIeCTBEeHHBIX BO3PacT-
HbIX paznuuuii [9]. TlokazaHo, 4TO y B3pOCIBIX HAOJIIO-
naeTcst Ooyiee BBICOKAs CTENeHb aKTUBALIMM MMMYHHOI
CHCTEMBl W TIPOIYKLIMHU LIUTOKWHOB. [Ipn 3TOM OTMe-
YaloTCs TIOHMKEHHBIE YPOBHM BBIPAOOTKU HEUTpav-
syfomnx aHtuten TpotuB SARS-CoV-2 mo cpaBHe-
HUIO ¢ TAKOBBIMU Y JeTell W MOIPOCTKOB. DTa pa3HUIIa
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B MMMYHHOM OTBET€ He KOppelupoBaja C YpOBHEM
BUPYCHOI Harpy3ku [5].

HccrnenoBaHusl TTOKa3bIBAIOT, YTO JETU HE CIyXKaT
OCHOBHBIM HCTOYHUKOM  paCIpOCTpaHEHUsI BHpyca
SARS-CoV-2. XapakTepHast yepTa maHAeMUU — TPeoO-
Jlajarolliee HampaBJIeHUe Tepeaadd BUpyca — OT B3pOC-
JIoTo K pebeHKy, a He oT pebeHKa K B3pociomy [10].
Tonbko B 8% ceMeit cuMIITOMBI 3a00j1€BaHusI Y pebeHKa
MOSIBUJTMCH paHbIIIe, YeM Y JIF0OOTO APYroro YjeHa CEMbH.
Hau6onee yacto MICTOYHUKOM MHOEKIIMU OBbIT POAUTEIH
(56% caydaeB), B TO BpeMsl KaK TOJIbKO B 4% ciydaeB
WCTOYHUKOM CJTY>KWJI OJWH U3 CUOJIMHTOB pedeHKa [5].

ONUIeMUOIOTHUYECKOe pacciiefoBaHUe T0Ka3ajo,
yro nepenadya SARS-CoV-2 B mikonax Kacaercsl JHWIIb
MeHbIHCTBa ciaydaeB COVID-19, ocobeHHO mpu TIpu-
MeHeHuu Mep WHpeKImoHHoro KoHTpouss. B IllBe-
LIMU TITKOJIBI M JOIIKOJBHBIE YUYPEXKIECHHMST OCTABAJIUCh
OTKPBITBIMM, TIPU 3TOM HE COOOIIATOCh O BBICOKOM
3aboneBaemoct COVID-19 B Tsikenoit dopme cpenu
nereir [11]. TlpocrneKTMBHOE KOTOPTHOE WCCIEI0Ba-
HUE, MPOBeAeHHOe B ABCTpaliMM, T0KAa3alo, YTO JETU
U YYUTENS] He BHECIW 3HAUMUTETbHBIN BKIIAI B Tiepenady
COVID-19 nipu noceliiieHU 00pa3oBaTeSIbHBIX yUpexkie-
Huit [12]. YcTaHoBIE€HO, YTO pacnpocTpaHeHNe MH(PEK-
IIMM B IIKOJIaX MOXHO PE3KO COKPATUTh TIPU CTPOTOM
COOJTIONEHNM CAHUTApHBIX Mep (YacTasi OYMCTKAa KOH-
TaKTHBIX TTOBEPXHOCTEN, PETyasIpHOE M BPEMEHHOE TPO-
BETpMBaHMUE TOMEIIEHWI, TUTUEHA PYK M MCIOJIb30Ba-
HUE JIMLEBBIX MACOK BHYTPU M BHE KJIACCHOW KOMHATHI,
cobmoneHne (U3MIECKOTO PACCTOSIHUSI MEXIY JeThbMU
U CBOeBpeMeHHas n3osisiius 3adosnesmunx) [5]. [pocnek-
TUBHOE KOTOPTHOE HccliefoBaHue B Mtamum He mon-
TBEPAMIIO MHEHHE O TOM, YTO OTKPBITHE IITKOJT OBLITO ABU-
KyIiei cutoil Bropoil BojHBI snuaemMun SARS-CoV-2
B atoii ctpaHe [13]. KpaTtkuit 0630p 16 crarteii, BKItovast
MOJIeJIbHOE WCCIIe0BaHWe, O 3aKPBITUM INKOJI U JIpy-
I'MX METOIAaX COLMATbHOTO AUCTAHLIMPOBAHUS B IIIKOJIAX
BO BpeMsI BCITBIIIIEK KOPOHABUpYca MoKa3ajl, YTO 3aKphbl-
THE IIKOJ BIMSIET Ha YPOBEHb CMEPTHOCTH TOpasio
B MEHBIIEH CTEMeHU, YeM IPYrue Mepbl COLMABHOTO
nuctaHuupoBaHus [14]. Bonee Toro, 3akpbiTHe IIKOJ
OKa3bIBaeT KpaifHe HeraTMBHOE BJIMSHUE Ha (U3nMde-
CKOE COCTOSTHME JIeTeil M TOIPOCTKOB, MX COLIMAIbHOE
B3aMMOJICCTBUE M OJIAroIoylydrue M CBS3aHO C TICUXO-
JIOTUYECKUMHU TPOOJIEMaMU, PUCKOM Pa3BUTHUST OXHUpPe-
HUS W DKpaHHOU 3aBUCUMOCTH [5]. DTW maHHBIE ITOM-
TBEPXKIAIOT YCTOSIBIIEECST MHEHHWE O TOM, YTO PHUCKMU,
CBSI3aHHBIE C 3aKPBITUEM IIKOJI, He TIePeBEIIMBAIOTCS
MOTeHUIMAIbHBIMU BbITONaMU. B 1ieloM naHHBIE pas-
JIMYHBIX UCCIIEIOBAHUI U TO, YTO 3a00JIeBAEMOCTh CPEIU
JeTell MITaIIIero Bo3pacTa 3HAYMTEIbHO HIDKE, TO3BO-
JISIIOT TIPEIIOJI0XUTh, 4To puck repeaaun SARS-CoV-2
cpenu JeTeid, CBA3aHHBINA C OTKPBITUEM JETCKUX CaJoB
Y HaYaJIbHBIX IITKOJI, MOXKET OBITh €Ille HIKE, YeM B CPeI-
HUX IIKOJIaX U YHUBepcuTeTax [§].

ITouemy y meteit COVID-19 nporekaet B 00Jiee Jerkoii
t¢opme? HaGmoneHusi ¢ Havajiia MaHAEMUN CBUIETENb-

Ob30Pbl JINTEPATYPbI

CTBYIOT, UTO JIETU HE TOJIBKO PexXe 3apaxkaloTcsl BUPYCOM
SARS-CoV-19, HO u nepeHocIT MHGEKIIUIO JIerye, YeM
B3pocabie [5, 15]. JleTanbHOCTh Cpean TOCIUTATU3UPO-
BaHHBIX JeTeil Ha paHHEeN CTaaWu MaHIEeMHWU OlLleHWBA-
etcst HUXKe 1% 10 cpaBHeHUIO ¢ 27% ns BceX BO3pac-
TOB [5]. CymiecTByeT HeCKOJIBLKO MapajiIeIbHBIX TEOPUI,
MPU3BAHHBIX OOBICHUTH JaHHBIN (PeHOMeH. Bo-TiepBbIX,
OoJiee JIeTKOe TeYeHHEe MOXKET OBITh CBS3aHO C TEM,
YTO y JAETe pexke BCTpevaroTcsl COMYTCTBYIONIME 3a00Te-
BaHUsI, TAKWE KaK apTepuabHasi TUTIEPTOHUS, CaXapHbIii
nuabeT U XpoHUYecKue 3a00JieBaHUS JIETKUX, KOTOpbIe
CBSI3aHBI C TSDKEJIBIM TedeHneM MHbeKunu. JIpyruM o6b-
SICHEHUEM CIIy>KUT TO, YTO JETH Yallle OOJIeIoT APYTUMU
KOpOHaBUpYyCaMU B OCEHHE-3MMHMII TIEpUON U UMEIOT
6oJiee BHICOKUI YPOBEHb aHTUTEN K HUM, YTO MOXKET 00e-
CIIEYUTH MEePEKPECTHYIO PEAaKTUBHOCTh C APYTUMU BUPY-
camu [16]. AHTUTENA, HATIpaBJIEHHbBIE TTPOTUB CE30HHBIX
KOpPOHABUPYCOB Yy JMETE M MOAPOCTKOB, MOTYT OOecre-
YUTh HEKOTOPYIO 3allMTy. BhIcKazaHO TakXKe TPeaITono-
JKEHME, YTO BBICOKHME TUTPBI aHTUTEN Kinacca IgG mpoTtus
pecrMpaTOpHO-CUHIIMTHAIBHOTO BUpyca W MUKOTLIA3-
MEHHOI MHMEKIINY MOTYT 00eCTieurBaTh MEPEKPECTHYIO
3amuty ot uHpekiuu SARS-CoV-2y nereii [17]. YacTbie
BUPYCHBbIE MH(MEKIIMU B TIEPUOJ IETCTBA W BaKIIMHAIIUU
JKUBBIMM BaKIIMHAMU MOTYT BBI3BaTh COCTOSIHUE TTOBBI-
IIEHHOW aKTUBAIlMU BPOXICHHOW MMMYHHOM CUCTEMBI,
YTO IIPUBOIUT K 0oJiee 3 (HEeKTUBHOM 3aIIUTE OT pa3Ind-
HBIX MaToreHoB. HakoHell, oMHOBpeMeHHOE MMPUCYTCTBHE
IPYTUX BUPYCOB B CIM3UCTON OOOJIOUKE IbIXaTeIbHbIX
nyTei nereit MoxeT KOHKypupoBaTh ¢ SARS-CoV-2 [5].
WsBectHo, uto Bupyc SARS-CoV-2 nponHukaer
B KJIETKH, CBSI3BIBASICh C PELETITOPOM aHTMOTEH3UHITPEB-
pamatoiiero (epmenta-2 (ACE2). Ilpenmnonaraercs,
yTo netu MeHee yyBcTBUTEbHBI K COVID-19, moromy
yTOo (HPYHKIIMOHAIbHASI AaKTUBHOCTH (HampuMep, CBSI-
3pIBalONIasl CIMOCOOHOCTH), a TaKXke CTeNeHb JKCITpec-
cun ACE2 B HazaJabHOM BMUTEIUU Y JIeTel HUXE, YeM
y B3pocibix [16]. TTokasaHo, 4To neTH obJamaloT Gojiee
9 GEKTUBHBIM U OBICTPO (DOPMUPYIOIIMMCST BPOXKIEH-
HBIM TIPOTUBOBUPYCHBIM MMMYHHMTETOM W OHU MOTYT
WHaYe pearnpoBaTh Ha MaTOTeHBI, YeM B3pocible. Y 3110-
POBBIX JeTeil 10 4—5 JIeT ypoBeHb JUM@POLIMTOB 1 0CO-
6eHHO NK-KJIeToK BbIIIE, YEM Y 3M0POBBIX B3POCIBIX.
MOHOLMTE W JEHAPUTHBIE KJIETKU MeHee aKTUBHBI
W He 3alycKaloT HealeKBaTHYI0 UMMYHHYIO peakInio
C TIOBPEXICHUEM DHIOTENNSI, B TO BpeMsI KaK TeHBI, CBSI-
3aHHBIE C aKTHBauMell B-KiaeTok, 3amyckaloTcs y meTei
panbire [15, 18]. UccrmenoBanue, mpoBeneHHoe B ['ep-
MaHWMM, TOoKa3ajo, 4To OKoyso 60% ceporno3UTUBHBIX
JeTeil TIPOIeMOHCTPUPOBAIM OYEHb BBICOKME YPOBHU
anTuTen npotuB N-6enka u S-6enka. I1pu stom y 86%
W3 HHUX pa3BUBajiaCch JOCTAaTOYHAs HEUTpaTu3yIoast
aKTUBHOCTH HE3aBMCUMO OT BO3pacTa U ToJjia; MpuoImn-
3utenbHO Y 30% IMTLIP-no3UTUBHBIX JeTell CEPOKOHBEP-
cusg He HaOmomamach [19]. B CIHA cpenn 1038 nmeteit
HCCIIeIoBaTeIM OOHAPYKUJIM YPOBEHb aHTUTENT TPOTUB
SARS-CoV-2 B 8,5% cnyyaes, ipy ToM uTo y 66% cepo-
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MO3UTUBHBIX neTeir He Obuto cumrnromoB COVID-19
HU B aHaMHe3e, HM Ha MOMEHT o0cyienoBaHus. B 1ienom
CEPOTIO3UTUBHOCTD Y JieTeil OblIa HAMHOTO BBINIE, YeM
Y B3pOCJIBIX B TOM K€ perroHe B To Xe Bpems [20].

Knuanyeckue mnposiBjieHus. Y OOJBbIIMHCTBA NETEH,
nHdumpoBaHHbIx BupycoM SARS-CoV-2, 3apaxeHue
6o npoTekaet 6eccuMnToMHO (16—35%), 6o compo-
BOXIAETCSI CTEPTON KIMHMYECKON KapTtuHou [5, 16].
BaxkHO OTMETHTH, YTO BO BCEX MPUBEIECHHBIX MCCIIEIO-
BaHUSX WMeEETCS HeTOOIleHKa WCTUHHOM pacrpocTpa-
HeHHocTu OeccumnToMHOl WH(pekunu SARS-CoV-2,
MOCKOJIbKY JIeTU 0e3 CMMIITOMOB Tropasfo pexe obpa-
IIAIOTCSl 32 TECTUPOBAHUEM, UM JETH C CUMIITOMaMMU.
CepoJiornyeckue MCCiaeIoBaHus MoKasbiBaoT, 4yTo 50%
JeTei ¢ MOJOXUTENbHBIM pe3ynbTatoM Ha SARS-CoV-2
He coob1anu o cummnromMax [21].

JInxopanka n Kamienb — HanboJjiee pacrpoCTpaHeH-
Hble TIpU3HAKW 3a00JIeBaHMS, KOTOPbIE BCTPEYAIOTCS
B 48—65 1 35—56% cnyyaeB cooTBeTCTBeHHO [22]. CuMII-
TOMAaTUKa TIOPaXXeHUS BEPXHUX JBIXaTeJbHBIX TyTei
U XKeJyTOYHO-KUIIIEYHOTrO TpakTa oTMevawTcs y 25—50
n 30% manMeHTOB COOTBETCTBEHHO. JIpyruMu CUMIITO-
MaMH, acCOLIMUPOBAHHBIMM C TE€YEHHEM KOpPOHABU-
pycHOI MHGEKIMY, CIyXaT roJioBHasi 00Jib, aCTEHUYEe-
CKUIf CUHIPOM, KOXHBIE CBITTU MamyJIe3HOrO XapaKTepa,
MMAaJITUU, TaXUKapaIus U pa3HOOOpa3Hble BEereTaTUBHBIC
HapylieHus. AHocMusi/areB3usi (M3MeHEeHUe OOOHsI-
HUs WIM BKyca) BcTpevaeTcs y 1 u3 7—8 nereii B BO3-
pacte 10 19 net [5]. I1o cpaBHEHUIO ¢ AETEMU B BO3pacTe
6—13 et y moapoCTKOB Yallle IMarHOCTUPOBAIU TPUIIIIO-
mogo6HbIe cUMITOMEI (61% mpoTuB 39%), XenymouHO-
KUIIeYHbIe CUMNTOMBI (27% TipoTuB 9%) M CUMIITOMBI
rnmopaxkeHusi O0OHSITETLHOTO WJIM BKYCOBOTO aHAIM3aTO-
poB (42% nipotus 9%). Kpome Toro, y MOAPOCTKOB MAaTO-
JIOTMYECKUEe CUMITTOMBI COXPaHSIOTCST 6oJiee UTUTEeTbHOE
BpeMsl (CpeAHssl TPOIOJIKUTEIBHOCTh 7 THEW TpPOTUB
4 nHeit y neteit muaaie 14 ner).

Cpenu y1abopaTOpHBIX TIOKa3aTesleil cienyer OTMe-
TUTH TIOBBIIIEHUE YpoBHeil C-peakTuBHOTO Oenka (14—
54%), nakratmeruaporeHasbl (12—50%) wm D-mumepa
(0—67%). Kpome Toro, y 50% mnauueHTOB ¢ CUMIITO-
MaMM oTipeAesTioTcs mmoBbieHne B 10—20 pa3 ypoBHel
WHTeNeMKNHA-6 M aHTaroHUCTa pelenrTopa WHTepsei-
kuHa-1 RA, a Takxke ¢pubpuHoreHa [23]. B obuiem aHa-
JIN3e KPOBM CIIEM(PUISCKUX U3MEHEHUH TT0 CPaBHEHUIO
C IPYTUMM BUPYCHBIMU MH(EKILUSIMU, HE BBISIBICHO [5].
IIpn kommbloTepHOt ToMorpaduu Jerkux y 27—62%
MalMeHTOB OOHAPYKUBAVCH U3MEHEHUS 110 TUITY MaTO-
BOTO CTeKJIa.

Jlonst TSDKENBIX W KPUTUYECKHMX CIIydaeB y JeTeid
HUXe, 4YeM y B3pOCHbIX, U coctasisiet 10,6, 7,3, 4,2, 4,1
n 3% 1ia Bo3pacTHBIX Tpyr <1 roma, 1-5 ner, 6—10 ser,
11—-15 nmer m >15 ner coorBeTcTBeHHO [24]. MHorme
HCCIIeIOBAHMS TTOKA3bIBAIOT, YTO JETH C OTTPeaeTeHHBIMU
COIYTCTBYIOIIMMU 3a00JIeBAHUSIMU, TAKUMU KaK XPOHU-
YyecKMe pecrupaTopHbie 3a0ojieBaHUsI BHE 00OCTpeHUs
He OTHOCSITCS K rpyrmaM pucka. Hampotus, et ¢ oxu-

peHueM, caXxapHbIM AMabeTOM, CepITOBHIHO-KIECTOUHOM
aHeMMel WM 3JI0KaueCTBEHHBIMU HOBOOOPA30BaHUSMMU,
a Takxke MJjaaeHIbl (muammre 1 roma) MOTyT TOIBEp-
raThCsl TIOBBIIIEHHOMY PHMCKY TSDKEJIOTO TEUEHUST aTH-
MUYHOU TTHeBMOHUM Ha ¢doHe nHpekunu SARS-CoV-2
[5, 15, 25]. BoabIIMHCTBO IeTelt ¢ TSLKENIbIM U KpUTHYE-
ckuM TeueHrnem COVID-19 umenu ogHO UM HECKOJIBKO
CONYTCTBYIOIINX 3a00ieBaHMit [25].

YcraHoBUB, 4TO OOJBIIMHCTBO CllydyaeB y JeTeit
¥ MOJIOIBIX JTIIO/IeH MpoTeKaeT 6eCCUMIITOMHO WU B JIeT-
KOl hopMme, HCCIIeNOBaHUS BCKOPE COCPEIOTOUMIINCH
Ha peIKOM MCKITIOUeHNU — TshKenol popme 3abojieBa-
HUS y JIeTeil, TOJyYMBIIEe Ha3BaHUE «MYJbTHCHCTEM-
HBIii BOCHAJMTENbHBIA cHHApOM» [5, 26]. K OCHOBHBIM
KJIMHUYECKUM CUMIITOMOM 3TOTO CMHIPOMAa OTHOCUTCS
JuUxopanka, Kotopas Bctpedyaetcss B 100% coydaes,
He KynmupyeTcsl B TedeHWe |—2 Hel WJIM BO30OHOBIISI-
eTCsT TIoCJie HE3HAYMTEJIbHOTO WHTepBaja HOpMaju-
3alM TeMIepaTypbl Tejla. AOTOMUHAJIBHBIN 00JIeBOI
CUHIPOM, COMPOBOXIAIOIIUIACS Auapeeii U/ Ui pBOTOM,
BCTpevaeTcss y GOJIBIIMHCTBA MallMeHTOB. KinHudeckas
KapTMHAa MOXET WMHMTHPOBATh BUPYCHBIA TacTPOIHTE-
PUT, a B HEKOTOPBIX CIIyYassX — OCTPYIO XUPYPTHUECKYIO
natoJjioruio. bosnee yem y 50% mnanureHTOB HAaOIIOAAIOTCS
nmojauMopdHast ChITlb, JBYCTOPOHHUI KOHBIOHKTUBUT,
CKJIepUT, Xelnut, auMmdpaneHomatus. He MeHee deM
y 30% neteit otMevaroTcss pusHaku yrHeteHus LTHC:
BSIZIOCTh, CITyTAaHHOE CO3HAHWE, TOJIOBHAsl 0OJb, CYIO-
poru. MoryT BO3HUKAaTh 3aTpyANMHHbBIE 00U, apTepruaib-
Hasl TUTIOTEH3MSsI, IUPKYISTOPHBIN IIIOK 3a CYET Ba30IM-
JaTauuu. PecnipaTopHble HapylleHUs HaOTIoaaoTCs
B 30—50% cinyyaeB U TakKe CJIYKAT XapaKTEPHBIMU ITPO-
SIBJICHUSIMU MYJIBTUCUCTEMHOTO BOCTIAJIMTETLHOTO CHH-
npoma. B 7—10% oTMmedaeTcst OTEeYHOCTh KUCTE M CTOII,
apTpairvst Uiy aptpuT, ¢papuHrut. [Toutn y 50% manm-
€HTOB C MYJBTUCUCTEMHBIM BOCHAJUTEIbHBIM CUHAPO-
MOM pa3BUBAETCs AbIXaTebHasi HEMOCTaTOUHOCTh, B TOM
YHCIie PeCITUPATOPHBIN TUCTPECC-CUHAPOM, TPeOyIoIIne
pecnupaToOpHOM momaepKK. MoryT Ha0IogaThCs KOpo-
HapWT, MIEpUKAPINT, MUOKAPANT, BaJbBYJIUT. B oTmesnsb-
HBIX CIyJasiX JaHHBI CUHIPOM COTIPOBOXKIAETCST apuT-
MUeH, pa3BUTUEM OCTPOU CEepAeYHON HETOCTAaTOYHOCTU
[25, 26]. MynbTUCUCTEMHBII BOCIHAIUTEIbHBIA CHH-
JIPOM HMeeT CXOJACTBO C HEKOTOPBIMHU IPYTMMM 3a00-
JIEBaHUSIMU, TIPUCYIIUMM IETCKOMY BO3pacTy, TaKUMU
Kak Oojyie3Hb KaBacakm, CMHIPOM TOKCHMYECKOTO IITOKa
¥ BTOPUYHBIN TeModaronutapHbiit TMMOOTUCTUOIUTO3/
CHHIPOM aKTUBalIMKU Makpodaros [26]. [TaToreHes MyJib-
TUCHCTEMHOTO BOCTIAJIUTEIbHOTO CUHAPOMA, CBSI3aHHOTO
¢ COVID-19, BkitouaeT mocTUH(MEKIIMOHHYIO MMMYH-
HYIO TUCPETYISILINIO ¢ TIOCIEAYIONUM (hOopMUPOBAaHUEM
«IIUTOKWHOBOTO IITOpMa». JIabopaTOpHbIE TeCTHI IMOKa-
3BIBAIOT MOBBIIIEHHBIE MAPKePhl BOCTIAIEHUST 1 TTOJIOXKM -
TeJIbHbIN pe3ynbTaT Ha nHpekuuo SARS-CoV-2.

WccnenoBaHusi  Mo3BOJMIAM  cOOpaThb  KOTOPTY
n3 539 ciaygaeB MyJBTUCHUCTEMHOTO BOCITAJIMTEIb-
HOTO CHHIpOMa MAeTeil, KOTOpble 3aTeM CpaBHWIA
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¢ 577 nerbmu ¢ Tskenoi popmoit COVID-19. Mynbru-
CHUCTEMHBIM BOCTIAJTUTENbHBI CUHIPOM 4Yallle BCTpe-
qajicsl B BO3PaCTHOI Tpyrmie 6—12 JieT, conmpoBoXaaics
MMOpaXeHUEM CepAeYHO-COCYIUCTON CHUCTEMBI U U3Me-
HEHUSMU B J1aOOpaTOPHBIX TOKa3aTelsIX B BUAE Heil-
TPOGUIBHOTO JICHKOIINTO3a, TPOMOOILIMTOIIEHUH, BBICO-
Koro ypoBHs C-peakTuBHOTO OGenka. ['ocmuTanmsarust
B OTJIeJIeHME MHTEHCUBHOI Teparnuu notpedbosanack 75%
JeTell ¢ MYJBTUCUCTEMHBIM BOCTIAJIMTEbHBIM CUHIPO-
MoM. JleTaTbHOCTh Cpely TOCTTUTAIM3UPOBAHHBIX JeTei
coctaBuia 1,9% cpenu Tex, y KOTO pa3BWICI MYJIbTHU-
CHUCTEMHBI BOCHAIMUTEIbHBIN CUHIpPOM, TipoTuB 1,4%
cpenu meteit ¢ TsokenbiM COVID-19 [26, 27]. HesicHo,
MoYeMy y HEKOTOPBIX JeTell 0O0JIe3Hb IMpPOTrpeccUupyeT
JIO TSDKEJION M JIeTaTbHOM (DOPM MYITBTUCUCTEMHOTO BOC-
MaJUTEIbBHOTO CUHIPOMA, XOTST Y HUX UMEIOTCST aHTUTENa
npotuB SARS-CoV-2. IIpenrnonaraercsi, 4To MyJIbTUCH-
CTEMHBII BOCITAJIUTEIBHBIN CUHIPOM MOXKET OBITH OITOC-
penoBaH TeHETMYEeCKMM BapuaHTOM perentopoB HLA
nnu Fcy, 00ycloBIMBaOIINX MEXaHU3M aHTUTE03aBU-
cumoro ycuneHus COVID-19, uro npuBOaUT K TUTIEPBO-
CcrajieHUIo, CBI3aHHOMY ¢ aucbamaHcom T-xemmepos 17
(Th17) u T-perynsropHbix kieTok (Treg) n conpoBoxmna-
foreMycsl TIoBbIIIeHHBIM ypoBHeM IL-6, 1L-10, IFNy
u IL-17A. B 1O Xe Bpemsi CHUXKAEeTCsI KOJIM4ecTBO Treg-
curHanbHbIx MoJieKys FoxP3 u TGF-p [28].

CpeaHuii WHTepBajl OT TOSBICHUS CHUMIITOMOB
COVID-19 no pa3BuTusi CHMITOMOB MYJbTUCUCTEMHOTO
BOCITAJIMTEJILHOTO CUHApoMa cocTaBisgeT 25—30 mgHeit
[5, 21, 28]. LleHTp 11O KOHTPOJIIO M MPOPUIAKTHKE 3a00-
neBanuit (CDC, CIIA) BbInycTUA peKOMEHIAIINH,
B KOTOPBIX OIIpeieJIeHbl KpUTepuu cuHapoMma [5, 25]:

— Bo3pacT <21 roma ¢ auxopankoit >38 °C mimmTenab-
HOCThIO Ooyiee 1 cyT, abOpaTOPHBIMM TIpM3HAKAMU
BOCITAJICHUSI W KJIMHUYECKUMM TMPU3HAKAMM TSKETOTO
3a0071eBaHMsI, TPEeOYIOIIETO TOCTIUTAIN3ALH, C MYJIBTH -
CHCTEMHBIM (>2) MopakeHNeM OpPraHoOB;

— TOJIOXUTENbHBINN pe3ynbTaT Ha SARS-CoV-2
(COVID-19) no naunbim OT-TILP (MeTon monumepas-
HOW IIENMHON peakiMu ¢ OOpaTHOW TPaHCKPUITIINEH),
CEepOJIOTUM WJIW TecTa Ha aHTUTEH Ha MOMEHT ITOCTYy-
IJICHWST B CTAllMOHAp WJIW B TeYeHWe OMKaiimx 4 Hes
IO TIOSIBJIEHUSI CUMITTOMOB;

— OTCYTCTBUE aJbTePHATUBHBIX BEPOSITHBIX IMAar-
HO30B.

JlnarHocTuKa MYJIbTHCUCTEMHOTO BOCIAJIUTEIBHOTO
CUHIpOMa CKJIaAbIBaeTCsS U3 KIMHUYECKNX KPUTEPUEB,
JIOTIOJTHEHHBIX JTAHHBIMU JIAOOPATOPHBIX W WHCTPYMEH-
TaJbHBIX METOIOB 0OCIIeIOBaHMS, C TIPUBJICUCHUEM JIET-
CKHUX HEBPOJIOTOB, KapIuOJIOrOB, MyJbMOHOJIOTOB, pea-
HUMATOJIOTOB. B 0011leM aHanmn3e KPOBU OMPEeISIIOTCS
HelTpodWIbHBIN NeitkonnTo3 (78—85%) m ymepeHHOE
CHIDXKEeHUE YpOBHS TpoMOo1uToB (okojo 50%). B 6uo-
XUMUYECKOM aHaJi3e BBISBJISIETCST TTOBBIIIICHUE aKTUB-
HOCTM acmaprtaT- W aJlaHWHaMUHOTpacdepasbl, TpU-
TJIALIEPUIOB, TUTOATBOYMUHEMUSI, HapacTaHWe YPOBHSI
C-peakTUBHOTO 0ejiKa, MPOKaIbIIMTOHWHA, (heppUTHHA,

Ob30Pbl JINTEPATYPbI

WHTepJeiikuHa-6. B KoarymorpaMMe xapakTepHBbI YBeT-
yeHue conepxkaHus ¢pudprHOreHa u ypoBHsi D-gumepa,
CBUIIETEIBCTBYIOIIME O Pa3BUTHUM CUHIpPOMAa JUCCE-
MHWHUPOBAHHOTO  BHYTPUCOCYIMCTOTO  CBEPTHIBAHUSI.
ITpu KOMIBIOTEPHOI TOMOTpad®uUM JETKUX XapaKTePHBIM
CUMIITOMOM SIBJISIETCSI MaTOBOE CHIDKEHME TIpo3pad-
HOCTU JIETOYHOM TKaHM C YeTKO AudhepeHIIMpyeMbIM
PUCYHKOM COCYIIOB M OpOHXOB Ha 3TOM (poHEe (CHMMIITOM
«MaToBOTO CcTeKJa»). CHUXXEeHUEe HaChIIEHUsT KUCI0PO-
JIOM KaNMJUISIPHOM KpoBU MeHee 92% Tpu TTOBTOPHBIX,
aZieKBaTHO TIPOBENCHHBIX U3MEPEHUSIX CBUAECTEIbCTBYET
0 TUTMIOKCEMUU U TpebyeT Kuciopomorepanuu. [1pu yib-
TPa3BYKOBOM HCCJIEIOBAHUU OPIOIIHOM TOJOCTH MOTYT
OBbITh BBISIBJIEHBI TEMaTOCTUICHOMETAIUS, OpbIKeeUHast
nmuMdaneHomnaTus, acuur |5, 25].

V nereii ¢ TskenbiM TeueHrnemM COVID-19 moryT pas-
BUBATLCSI HEBpOJIOTUYeCKUe TposiBieHus (22%). Omu-
CaHbI OTIEIbHBIE CITy9ar OCTPOTO AUCCEMUHUPOBAHHOTO
SHIe(aTOMUeNTa, OCTPOTO ITOMEPEYHOr0 MUENINTA,
MMOKApINUTa, OCTPOI TTOYEYHOM U TTOJTMOPTaHHOM HElo-
crarouHoctH [28]. Y HekoTophix nereit ¢ COVID-19 pas-
BWINCH JIPYTUE TSIKeJble COCTOSTHWS, TaKue KaK WHBa-
TUHALIMST KUIIEYHUKA W AMabeTUUeCKUi KeToalumao3.
Ciyyan pa3BUTHS aTUTTMYHOM MTHEBMOHUM (ITHEBMOTIA-
TUUA) W PEeCIMPAaTOPHOTO AUCTPECC-CUHIpPOMAa Yy OeTeit
pPEeIKU U COCTaBIISTIOT MeHee 5% cpeay BceX TOCTIATAT-
3UPOBAHHBIX MALIUEHTOB [5].

BoNBIIMHCTBO NeTeil CO CPEeTHETSIKETbIM W TSKe-
JIBIM TeuyeHHeM WHMEKIMU BBI3AOPABINBAIOT, W HET
TaHHBIX 00 M30BITOYHOI OEeTCKOI cMepTHOCTHU. B mccie-
JMOBAaHMSX, BKITIOUEHHBIX B 0030p, JETATLHOCTD y JeTel,
nHbumpoBaHHbix BupycoM SARS-CoV-2, cocraBuia
ot 0 10 0,69%, 1 TOJILKO B OAHOM MCCJIEAOBAHUHU JICTATb-
HocThb coctaBuia 2% [5, 11, 29]. B nocienHee uccieno-
BaHUE BKJTIOYEHBI TOJBKO TOCIUTAIM3UPOBAHHBIE JETU
¢ KJIMHWYECKMMM CHUMMTOMaMHu. B cpemHem Jetaib-
HOCTb Cpeny rocnuTtaausupoBaHHbIx geteii ¢ COVID-19
He mpesbimaer 0,7% [5]. OmHako cieayeT OTMETUTh,
YTO MOJIHBIN crieKTp nocnencTsuii manaemun COVID-19
OCTaeTCs B 3HAYMTEJbHOM CTeTIeH HEU3BECTHBIM.

Jleuenue. Xots OOJIBIIMTHCTBO MHOEKI
SARS-CoV-2 y nereit 6butn 1100 OECCUMITTOMHBIMU,
MO0 JIETKUMM, TIOSIBIIEHUE CIIyY4ailHBIX TOCITMTaIN3a-
LU, HaJIUIue 0cobO0 YSI3BUMBIX HeTell ¢ (hakTopamMu
pucka pa3putusi Tskesbix opm COVID-19 u mynb-
TUCUCTEMHOTO BOCTIAJIUTEILHOTO CUHAPOMA TTOOYIVIN
K VCClIeOBaHUSAM B obacTu iedeHus . Tsokenass hopma
COVID-19 y nmereit Obuta ompeneieHa KaK «ITOTpeO-
HOCTb B JIOTOJIHUTEJIbHOM KHCJIOpoae 0e3 HeoOXomu-
MOCTH HEMHBAa3WBHOW MY MHBA3UBHON MeXaHUUYECKOM
BEHTUJIIIIUM WJIM  OKCTPaKOPITOpajibHO MeMOpaH-
HOIl OKCUTeHaluu». PemmecwuBUp B TedeHUe 5 mHel
OBbLT TIEPBBIM TpenapaToM, MPeITOXEeHHBIM IS Jiede-
HUS IeTeil, MPeamoYTUTEIbHO B paMKaxX KIMHUYECKUX
HUCTIBITAHWI, YTOOBI TTOMOYB JIYYIlle TTIOHSTh eT0 3 deK-
TUBHOCTh B MJAAIIMX BO3PAaCTHBIX Tpymnmax. Pemue-
CUBUpP TaKXe ObUI peKOMEHIOBAH IS JIeYCHUS JIeTei,
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Puikos M. 1O., Jloncononos U.C. KoponaupycHas uHpexunst COVID-19 y neteii: KnuHnueckast KapTuHa, IMarHOCTUKA, BAKLIMHALIMS 1 JICYeHUE

HaXOISIIUXCSI B KPUTHMUYECKOM COCTOSTHUM, KOTOPBIM
TpeboBajach WHBa3WBHas WJIM HEWHBA3WBHasT MCKYC-
CTBEHHAs! BEHTWJISILMS JIETKUX WU DKCTPaKOPITOpaib-
Hasi MeMOpaHHasl OKCUTeHalus. [MIpOKCUXJTIOPOXUH
WA JIOTMTMHABUP-PUTOHABUP WU APYTMe WHTUOUTOPBI
poTea3bl He peKoMeHIoBaHbl 1 edeHust COVID-19
y IeTell, MOCKOJbKY OHU He TToKa3aianu 3PPeKTUBHOCTHA
B KJIMHUYECKMX UCIIBITAaHUSIX y B3pocabix [30]. Kpome
TOTO, TIPEATTPUHUMAINCH TTOTTBITKU UMMYHOMOIYJISIIIAYN
C UCMOJIb30BAHUEM JIeKCAMETa30Ha U JPYTMX KOPTUKO-
CTEPOUIOB, BHYTPUBEHHOTO WMMYHOTJIOOYJIMHA, TOLIM-
nu3yMaba, aHaKUHPBI U cuiatykcumaoa [5, 27]. pen-
MPUHUMAIUCh TIOTBITKU JIEUeHUs] a3UTPOMULIMHOM
U PEKOHBAJIECIIEHTHOM IJIa3MOI OT IOHOPOB, TepeHecC-
mx COVID-19 [30].

KucnoponHyio Tepanuio Ha3HAYalOT JETSIM C THUITOK-
cHuell Y HachllIEeHUEM KalnuJUISIPHOM KPOBU KUCIOPOJIOM
<92% ¢ ucrnonb30BaHUEM BBICOKOITOTOYHON Ha3aJIbHOM
KaHIOJIM, WIW armapaTta, 00ecreYrBalollero BbICOKOE
no3utuBHoe AamieHue Baoxa (CPAP). B kputuueckux
CUTYyalIUsIX TIPUMEHSIETCST MCKYCCTBEHHAs! BEHTUJISILIUST
JIETKUX C MCTIOJb30BaHWEM HU3KUX JBIXaTeTbHBIX 00b-
eMoB (5—6 cM3/KT), BBICOKOTO ITOJIOXKHUTEIBHOIO IaB-
JIEHUST Ha BBIIOXE, aleKBAaTHOW Celallii B TMOJOXEHUU
«ji1exa Ha xuBote» [30]. JleueHne ocTpoil mbIXaTeabHOM
HEJIOCTATOYHOCTH Yy JeTeil TpeOyeT WHAMBUAYAIBHOTO
MOAXoMa, TaK KaK peKOMEHAAIUU TT0 YIPpaBJIeHUIO BeH-
TWISILMEN JIETKUX Ha paHHEeW CTaauM MaHIEMMU OCHO-
BaHBI Ha OTIBITE JICUECHUSI JIETEH ¢ OCTPBIM pecrpaTop-
HBIM IMCTPECC-CUHAPOMOM, He cBsa3aHHoM ¢ COVID-19.

B Hos6pe 2020 r. YmpaBieHue 10 CaHUTApPHOMY
Haa30py 3a Ka4yeCTBOM TMUIIEBBIX MPOAYKTOB M JIEKap-
crBeHHbIX npernapaToB CIIIA (FDA) Bwimano pasperie-
HUSI Ha WCIIOJb30BaHWE B YPE3BBIYAMHBIX CHUTYaIUsIX
JIBYX HOBBIX BHPYCHEUTPATU3YIOIINX MOHOKJIOHAJTBHBIX
anturen — O6amiaHuBumada u REGN-COV2 (kazupu-
BUMa0 TUTIOC UMIeBMMa0). DT TpenapaTbl pa3perieHbl
st nedenusi COVID-19 nerkoit u cpenHeil creneHu
TSKECTU Yy TIOAPOCTKOB M B3POCIBIX B TPYMIIAaX BBICO-
KOTO pucKa. B majbpHelilreM Ha OCHOBaHUU PEKOMEHIa-
LU TPYIIbl 9KCcrepToB U3 29 yupexneHuii CeBepHOM
AMEPUKM TIPEUTOKEHO OTKa3aThCsl OT CTaHIAPTHOTO
Ha3HAYeHMST Tepanmud MOHOKJIOHAJIbHBIMU aHTUTEJIaMU
B CBSI3U C TeM, UTO He TTOJYYeHO YOeaUTENbHBIX ToKa3a-
TEJbCTB UX 0€30MacHOCTH U 3(PHEKTUBHOCTU TIPU Jieue-
aHun COVID-19 y neteit mum mogpocTtkos [31].

Tepanus y amMOyJIaTOPHBIX MALIMEHTOB, WH(MUIIMPO-
BaHHBIX BUpycoM SARS-CoV-2, He oTim4yaeTcst oT Tako-
BOI MIPU OCTPO¥ BUPYCHOM MH(PEKIIMU IPYTOTO reHe3a.

Bakununamus. IlokazaHo, 4TO y nereil ¢ OHKOJIOTU-
YeCKUMHU 3a00JIeBAHUSIMU CJIEAYET OXUOATh TSKEJIOTO
WM KPUTHYECKOTO BIMU30la WHGEKINU TMPUMEPHO
y 20% wHGUIUPOBaHHBIX. B wuccienoBaHuM peTpo-
CMEKTUBHO OIIEHUBAJINUCH 0Oe30MacHOCTb U 3(hGHEKTUB-
Hoctb MPHK-Bakimmaer BNT162b2 npotus COVID-19
y 23 MOAPOCTKOB C COJUAHBIMU OIYXOJISIMA B BO3pacTe
16 et m crapie, KOTOpble HAXOOWJIWCh Ha JIeYeHUU

WM B Te4eHWe 6 Mec Tocie jJedeHus. JIeTh MOoaydIvin
JIBe MHBEKIIMY BaKIIMHBI C UHTEPBAJIOM 3 Hea. Y 5 maru-
€HTOB He OTMEUEHO MOOOYHEIX 3(P(PEKTOB ITOCIIE TIePBOIA
WHBEKIIMU U Y 4 — Tocyie BTOpoii MHbeKInU. OCHOB-
HBIMU CUMIITOMaMU MECTHOM PeaKTUBHOCTHU OBbLIA yMe-
peHHas 00J1b B MECTe MHBEKIIMU U yTomisieMocTb. M3 10
MauueHToB y 7 chOpMUPOBATUCH aHTUTEJIA TOCIIe Tep-
BOM MHBEKIIMU BaKIMHBI, a Y 90% TMallMeHTOB MMelach
MOJIOXKUTEIbHASI CEpoJIorMyecKasi KapTuHa 4yepe3 1 mec
rmocjie BTOpoii MHBeKIMH. Kpome Toro, y Bcex Mamu-
€HTOB C CEPOKOHBEpCHEU OBbIIT TTOJIOXUTEIBHBINA TECT
Ha Heitpanuzauuio COVID-19, 1 HU y ogHOro maunm-
eHTta He pasuics COVID-19 [32]. IlpeasapurenbHbie
pe3yabTaThl KIMHUYECKUX WMCIBITAHUI BaKIWH TIPOTUB
COVID-19 B nerckoii MOMyJsiIIUM TTOKA3bIBAlOT OYEHb
xopomryio 3P@PEeKTUBHOCTb U TIEPEHOCHUMOCTb. B psime
ctpaH, BKimouast Poccuiickyro Deaepannio, peKOMeHIy-
ercs BakumHays npotus COVID-19 no snmaeMndecKuM
MOKa3aHUSIM W ¢ WH(MOPMUPOBAHHOTO COTJIACUS POIU-
Tesell (OMeKyHOB) JiMllaM B Bo3pacte 12 jieT u crapiie.
IIpu stom npenmoutenue ornaerca MPHK-conmepzkammm
BaKLIMHAM, KOTOpble HE HECYT TMOTEHIMAJbHOTO pHUCKa
BUpPYC-UHAYLIMpOBaHHOTO MyTtareHe3a [33]. Bakuuna-
LIVST IETEe ¥ TTIOAPOCTKOB PEKOMEHIYETCS IJIST UX 3alIUATHI
ot COVID-19, HO B OCHOBHOM [IJI51 TOTO, YTOOBI CTIOCO0-
CTBOBATh JOCTIKEHUIO KOJUIEKTUBHOTO WMMYHMTETA
BO Bcex BOo3pacTHBIX Tpymmnax [33]. OgHako B HacTosiee
BpeMsT OTCYTCTBYIOT YOeIWTeNlbHbIE JaHHBIE O IJTUTENb-
HOCTU UIMMYHHOTO OTBETa, YPOBHE HEOOXOIMMOTO 3alllUT-
HOTO TUTpa aHTUTEN, a TaKKe 00 OTHAJICHHBIX MTOOOYHBIX
a(dekTax BaKIMHAIKA B CBA3U C HEMOCTATOYHBIM CPO-
KOM HaOJIIOJIEHUSI M HEOIPeleJIEHHOCThIO KpUTEepHeB
MMMYHHOTO OTBETa.

Bausnue Bapuanta Bupyca SARS-CoV-2 B.1.1.529,
OMMKpPOH Ha 3NMHAEMUYECKYI0 CUTyaluio B mupe. [TosiBre-
Hue HoBoro BapuaHTa Bupyca SARS-CoV-2 (B.1.1.529,
OMUKpOH), BIepBbIe BbIIeJeHHOro 9 Hos10pst 2021 r.,
BBI3BAJIO CEPbE3HYID 03a00UEHHOCTh MEIUIIMHCKOTO
coo01IecTBa, ITOCKOJBKY M3 modtu S50 HOBBIX MyTa-
Ui B ero reHoMe okoJjio 30 JIOKaJIM3yIoTcs B 00JacTi
6enka BupycHoro mmmurmna (S) [34]. Xapakrep 3apaxkeHusl,
6oJice BBICOKAsI TPAHCMUCCUBHOCTb U OTCYTCTBUE Tepe-
KPECTHOTO MMMYHHTETA C paHee ONMMCAHHBIMM IITaM-
MaMHu TIpUBEJIO K ToMmy, 4To OMMKpPOH pacrpocTpa-
HUJICS TI0 BCEMY MHPY OBICTPO — B TeUeHUE HECKOIBKUX
Henenb. Ha mramm Omukpon SARS-CoV-2 x 15 sHBapst
2022 r. nmpuxoamnochk 99,5% ceKBeHUPOBAHHBIX 0Opa3-
nos B CIIIA [5, 34].

B nepuonsl ¢ npeobnaganuem enbtohl (1 utonss —
18 nexabps 2021 r.) u Omukpona (19 nexadpst 2021 r. —
22 auBaps 2022 r.) ToKazaTeNMu eXeHeIeTbHbIX TOCIH-
Tanu3zanuii, cesizaHHbIX ¢ COVID-19, Ha 100 ThIC. nerteit
¥ MOAPOCTKOB JOCTUTJIM TTMKA B TeYeHUE HENENb, 3aKOH-
yusumxcst 11 centssops 2021 r. u 8 suBaps 2022 r. coot-
BeTCcTBeHHO. [TMK 3a601€BacMOCTH, BEI3BAHHOW BapHaH-
ToM OMUKpOH, coctaBui 7,1 Ha 100 Teic. neteit 0—17 net
1 B 4 pasza TIpeBbIIIaJl MUK 3a00JIeBa€MOCTU TPU Bapu-
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anTe [enpra (1,8 Ha 100 ThIC.). Hanbonbinee yBermueHme
HaOII01a710Ch cpenn aeteil B Bo3pacte 0—4 et [35].

IMukoBbIe exxeHenelbHbIEe MOKA3aTeIn TOCIUTATIN3a-
uii, cBsizaHHbie ¢ COVID-19, cpenu 1475 nereit B BO3-
pacte 5—11 yier Bblllle B paHHUI MEepUO. TTpeodiagaHus
Owmukpona (19 nexabpst 2021 r. — 28 depans 2022 1.),
yeM B Inepuof npeobmamanus BapuanTta [denpra. Cpenn
397 nereiil, TOCMUTAIU3MPOBAHHBIX B TEepUOJ TIpeobdiia-
nanust OMuKpoHa, 87% He ObLTM BaKIIMHUPOBaHBI, 70%
VIMEJTH COTTYTCTBYIOIIME 3a00meBanus, a 19% rocruranu-
3UPOBaHbI B OTAEJIEHUS] MHTeHCUBHOM Teparuu. CoBo-
KYITHBIM YPOBEHb rOCTIMTAIM3ALIMI B TTIEpUOL TTpeodraaa-
Hust OMUKpoHa ObLI B 2,1 pasa BbIllle Cpear HEMPUBUTBIX
nereit (19,1 na 100 ThiC. HaceneHuUs1), YeM Cpenu TIpUBU-
ThIX fAeteii (9,2 Ha 100 ThIC. HaceneHus) [36].

T. Nyberg u coanr. [37] cooOMIM, YTO pUCK TOCITH -
Taau3aluyu U cMepTu Ha oHe BapraHTa OMMKpPOH ObLT
3HAYUTENIbHO HUXe, YeM JUIS BapuaHTa Bupyca [enbTa,
HE TOJBbKO y B3pPOCIbIX, HO U y JIETeil W TOAPOCTKOB,
3a uckiaovyeHuem nereir muaame 10 jger. C maHHBIMU
KoJIler u3 BenukoOpuUTaHMU TepeKINKAIOTCS Pe3yiib-
TaTbl WCCEIOBAaHMI, MPOBEACHHBIX IO IPYTYI0 CTO-
pony Arnantuku. CoriiacHo otduety LleHTpa KOHTpOs
3a uHpeKIMoHHbIMU 3aboneBaHusiMu (CDC, CIIA)
Ha (hoHe OMMKpOHA B 5 pa3 yBeJIMYMIaCh YaCTOTA TOCITH -
TaJu3aluy IeTeil MITajie 5 JIeT B TeAuaTpUuIecKue OT/e-
JIEHUST UHTEHCUBHOM Tepanuu. 1 MiTafeHIIeB MJlaaiie
6 Mec yacToTa TOCTTATAIM3alil Obljla IPUMEPHO B 6 pa3
BBIIIIE BO BpeMs HUPKYIIOuM BapuaHTta Jlenbta [35].
IMonHbBIe KITMHUYECKUE TaHHbIE TOCTYITHBI 11t 97% (2562
n3 2637) TOCTIMTATM3UPOBAHHBIX MJIAJICHIIEB W JETeH
B Bo3pacte 0—4 jyiet, B ToM uucie 99% (1200 u3z 1209),
94% (790 u3 841) u 97% (572 w3 587) rocnUTANIM3UPO-
BaHHBIX B HOJENbTa-, IeJIbTa- U OMUKPOHHBII MEPHOIBI
COOTBETCTBEHHO. XOTS B pa3Hble TIEPUOIbI HAOTIOAATNCH
HEKOTOpble pasznuuus, y 87% NalueHTOB TPU IOCTY-
IJICHUU 3aperMCTPUPOBAHBI CUMIITOMBI, CBSI3aHHBIC
¢ COVID-19. V 37% rocnuTaJu3upoBaHHBIX B CBS3U
C CUMITOMaMHM KOPOHABMPYCHOM WHMEKIINU MJIaJIeH-
1IeB U JAeTeil UMEJIOCh OTHO MM HECKOJIBKO COMYTCTBYIO-
KX 3a0oeBaHuii 1 (aKTOpOB pucka. BaXkHO OTMETUTD,
qyTo cpenu 62% (1582 u3 2562) mnaneH1eB U AeTei, Mpo-
IIeAINX TeCTUPOBAaHWE Ha JOTOJIHUTENIbHbIE BUPYCHBIE
MaTOTeHbI, JOJISI TOCTUTAIU3UPOBAHHBIX C KOWH(EK-
LIMeil pecrupaTopHO-CUHIMTHAIBHBIM BUPYCOM ObLTa
3HAYUTEJIbHO BBIIIE B Tiepuoj] BapuaHTa JleiabTa, ueM
npu mpeobmaganuu BapuaHta OmukpoH (20% mpoTus
7%; p<0,001 cooTrBeTcTBeHHO). [T0 CpaBHEHMIO C TIPEOO-
JlagaHveM BapuaHTa [lenbTa MpOMOKUTEIbHOCTh TIpe-
ObIBaHUS B cTallMoHape Npu npeobiagaHu OMUKpOHA
6buta Kopoue (2 nHs mpotus 1,5 aHs; p=0,002), a monst
TOCTTUTATM3UPOBAHHBIX AeTeld 0—4 JeT, Hy>KIaroIInmXcst
B TOCTIUTAIM3ALIMKU B OTAEJIeHUE NHTEHCUBHOM Teparuu,
Huxe (27% nipotus 21%; p=0,02) [35]

Bo Bpems mpeobGmaganus Bapuanta OmMukpoH 44%
TOCTTUTATU3UPOBAHHBIX JIeTeil (B CBSI3M C MOJOXUTETb-
HbIM TecToM Ha SARS-CoV-2) B Bo3pacte 0—4 et ObLu

Ob30Pbl JINTEPATYPbI

MJaamre 6 Mec, 9YTO aHAJIOTUYHO MPOTTOPIIUSM B TIEPHOIBI
npeobnananus Jlenbter (43%) v Ha 3Tarie pa3BUTHS MTaH-
nemun 10 HenwThl (46%). Cpenu 252 TOCTIUTAIU3UPO-
BaHHBIX MJIaZIcHIIEB B Bo3pacTe 10 6 Mec 146 (58%) Obutn
mianmre 2 mec, a'y 30 (21%) u3 aux auarno3 COVID-19
OBLT TTOCTABJIEH B TIEPBYIO HEAEI0 XU3HU. KITMHn4eckme
CUMIITOMBI BUPYCHOW WHGMEKIUU TIPU TTOCTYIUIEHUN
y meTeit Miaaire 6 Mec HaOMIOAAIUCh peke, YeM y aeTeit
B Bo3pacte 6—23 mec wim 2—4 net (82, 92 u 89% coort-
BETCTBEHHO). [TpoaoKNUTETEHOCT TTPeOBIBAHUST B OT/IE-
JICHUW WHTEHCUBHOM Teparuy 1 MOTPeOHOCTh B PECITH-
paTopHOI TOMIEPKKe CYIIECTBEHHO HE pPa3Indajuch
B 3aBUCHMMOCTH OT BO3pACTHOM TpyIimsl [35].

TToBBIIIEHHBIT PUCK TOCTIUTAIM3ALIMU €T U MO -
POCTKOB B Ilepuon Iipeobjaganus BapraHTa OMHUKPOH
M0 CPaBHEHUIO C MPEAbIAYIIUMH TTepUOAaMHU TTaHIEMUN
MoKa3aH B UCCIIEIOBAHNM JATCKUX YYeHbIX. OOIINi1 prcK
rocnuTanu3auuy B miepuon OMUKpOHA Ui JIUIL B BO3-
pacte 0—19 net coctaBun 1,59 (95% noBepuTeILHBIN
untepBan — JAM 1,09—2,32) no cpaBHeHuto ¢ [enbTa-
BapMaHTOM B TOM Xe Bo3pactHou rpymre. [lpu pas-
OuBKe 10 Bo3pactaM Ha rpynmnbsl 0—2 roma, 3—11 ner,
12—15 ner u 16—19 yler oTMeUeHO TpeBLILIEHNE PUCKA
JUTS BapuaHTa BHpyca OMMKpPOH BO BCEX BO3pPACTHBIX
rpynmnax, KpoMme aeteit B Bo3pacte 3—11 met: 1,18 (95%
AN 0,59-2,33), 0,90 (95% AN 0,36—2,23), 2,48 (95%
aN 0,98-2,33) u 1,26 (95% AN 0,62—2,53) cooTBeT-
ctBeHHO [38]. OnHako cyMMapHO PUCK TOCIUTAIN3ALNN
y 188 980 yenosek B Bo3pacte oT 0 g0 90 neT u crapie
B ciiydae BapuaHTa OMMKPOH ObLT HUKE, YeM TMPU Bapu-
ante [lenbTa.

Tekymiee corjacoBaHHOe MHEHWE B OTHOIIEHUM
METOIIOB JIeYeHUs JeTel M MJaIeHIEeB, TMOPak€eHHBIX
COVID-19, 3akimouaercss B TOM, YTO B OOJILIITMHCTBE
cllydaeB TpeOyeTcsl TOJNIBKO TOAAepKUBAoOIIas Teparusl.
Crnieunduyeckoe (hapMaKoJIOTMUECKOe JIeYeHHUE 3ape3ep-
BUPOBAHO JIJIsT 60JIee TSKENBIX Cly9aeB U TIPU pa3BUTUU
MYJIBTUCUCTEMHOT'O BOCITAIMTEIBHOTO CMHIpoMa [5, 39].

Biuganue COVID-19 Ha oka3aHue NOMOIIM AETAM
C OHKOJIOTHYECKMMH 3a00JieBaHMAMH. 3a TIOCTeIHUE
30 JeT MOCTUTHYTHI 3HAYUTEIbHBIE YCIEXU B 0OJACTH
Tepanuu 3JJ0Ka4YeCTBEHHbIX HOBOOOPa30BaHUM y JAETEN.
3a nmocieaHee IeCATUIIETUE JEeTCKas CMEpPTHOCTD
OT 3JI0KaueCTBEHHBIX HOBOOOpA30BaHUI TMPOMOJIKAET
CHIXAThCsl TpuMepHo Ha 1—3% B rog B 3aBUCHUMO-
CTH OT COIIMOOKOHOMMUYECKOTO YPOBHSI aHaIU3UpPYye-
MbIx ctpaH [40]. OnHaKo OHKOJIOTUYECKUE U OHKOTIe-
MaToJioTudeckue 3abosieBaHusi B Bo3pacte 0—17 et
MO-TIpEXHEMY YBEPEHHO BXOIST B YUCJIO TSITU OCHOB-
HBIX TIPUYUH AETCKOW CMEPTHOCTM B CTpaHaX C BBICO-
KMM U cpeaHuM ypoBHsiMu poxomoB [40]. Ouenka
pmusgHnsa mangemun COVID-19 Ha pe3yiabTaThl Jiede-
HUS JeTeil CcO 3JI0Ka4yeCTBEHHBIMM HOBOOOpa30BaHU-
SIMU TIPEACTaBJsSIeTCs KpailHe BaXXHOM, IO MEHbIIei
Mepe ¢ IBYX MO3UILMiA. Bo-MepBBIX, B CBSI3M C TeEM,
YTO K OJHMM W3 OCHOBHBIX ITOCJEACTBUI JEUCHUS
paka OTHOCHUTCSI MMMYHOCYIIPECCHSI, KOTOpasi COIMpO-
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BOXIAETCS TOBBIIIEHHBIM PUCKOM pPa3BUTHUS MHMEK-
Ui, B TOM YHUCJIe BUPYCHBIX. Y HeTel, MOJTydarolInx
MMMYHOCYTIPECCUBHYIO XMMUOTEPAITNIO, HAOIIOIaI0TCS
KaK KayeCTBEHHBIE, TaK W KOJWYECTBEHHBIC Hapylle-
HUA GyHKIUKU T-KIETOK ¥ YPOBHEN MMMYHOTJIOOYIM-
HOB, KOTOpBIE COXPAHSIOTCS B TeUYeHWE HECKOJIbKUX
MecsueB nocie 3aBepuieHus: Tepanuu [41]. [Tockoabky
JIETSIM C OHKOJIOTUYECKUMM 3a00JIeBaHUSMU TpedyeTcst
HeTpepbIBHAS XUMMOTEpAIusi, BO3HUKAET IUJIeMMa:
MpephIBaTh JIM Tepanuio WM TPOJOJIKATh JieueHUe
B IMOJJTHOM 00BbeMe, TEM CaMbIM, BO3MOXHO, YBEJTUYMBAsT
PUCK Pa3BUTHS OCIIOXKHEHWI, CBI3aHHBIX ¢ MH(pEKINeH
SARS-CoV-2. Bo-BTOpbIX, OeTCKas OHKOJOTWYecKas
ITOMOIIb B 3HAYUTEBHOM CTEITEHU 3aBUCUT OT OBICTPOIA
OLIEHKU PUCKOB W AWATHOCTUKM, HAJIWYMS W JTOCTYII-
HOCTM BBICOKOCITEIIMATU3UPOBAHHOM TTOMOIIM, CBOE-
BPEMEHHOI M CKOOPAMHUPOBAHHON Tepamy 1 JOCTYITa
K TIoonepXuBarllein Tepanuu. YacTUYHO JIOTUCTH-
YecKHe CBSI3M OBUTM HapylleHbl BO BpeMs TaHIEMWU,
0COOEHHO B CTpaHaX CO CPEOIHUM W HU3KUM YPOB-
Hsamu poxona [41]. IMpu ananuze BaussHust COVID-19
Ha OHKOJIOTMYECKYIO MOMOIIb AETSAM CJIEIyeT yUYMUThI-
BaTh, YTO B CTpaHaX CO CPEIHUM M HU3KUM YPOBHSIMU
JIOXOIOB CYIIECTBYIOT MPOOJIEMbI ¢ JOCTYIIOM K Kade-
CTBEHHOM MeIuaTpuiecKoil MOMOIIM TI0 CpPaBHEHUIO
CO CTpaHaMU C BBICOKMM YPOBHEM JIOXOJa, a TTaHIEeMUST
TOJIBKO yCyryousia 3To HepaBeHCTBO [41].

ITo pa3HbIM oOlleHKaM, B OTJIMYHME OT B3POCITBIX
0onbHBIX pakoM, COVID-19 mpotekaer y nmeTeil co
3JI0KaYeCTBEHHBIMU  HOBOOOpa3oBaHUSIMU B  Ooiee
nerkoit popme [41]. B 6omb1Ioit BEIOOPKE IeTeil ¢ OHKO-
JIOTMUECKMMM  3a00JIeBaHUSIMU,  WH(UIIMPOBAHHBIX
SARS-CoV-2, ob6ob6menHoit B I[mobanbHOM pernctpe
COVID-19 npu aerckom pake (GRCCC), cmepTHOCTD
OT KOPOHABUPYCHOW MHMEKIMU cocTaBuiaa okoso 4%,
YTO 3HAUMUTETbHO HMXKe 13% CMepTHOCTH, 3apeTUCTpU-
POBaHHOI B aHAJIOTMYHOM PeecTpe JJIsST B3POCIbIX 00JTb-
HBIX pakoM [42].

Bausnue COVID-19 na pezyabmamut aewenus u okasa-
HUue nomouju 0emsm co 310Ka4ecmeeHHbIMU HOB000PaA308a-
HUSMU 8 CMPAHAX C 8bICOKUM YyposHem doxoda. Ha mepBoM
roJy pa3BUTHS MaHAEMUU 13 46 1eTeil co 3I0KaYeCTBEH-
HBIMM  HOBOOOpa30BaHUSIMU W  KOWH(MUIIMPOBAHUU
SARS-CoV-2 B 51% ciiyuyaeB HaOIIOAAIUChL CUMIITOMBI
JIETKOM pecrupaTopHoil MHdekimu, a 26% mainueHToB
nMeIu 6ecCMMNTOMHOE TeueHne nHgekuuu. B 23% ciy-
YaeB OTMEYaJoCh CPEIHETSIKEI0e U TSKEIoe TeueHHe
KOPOHAaBUPYCHON WH(EKINKW, TOTpeOOoBaBIlee TOCITHU-
TajJu3aluy B OTIeJeHUe WHTeHCUBHON Teparuu B 8%
ciaydaeB. B MerTaaHanu3e, omyOJMKOBAaHHOM B SIHBape
2021 1. E. Dorantes-Acosta u coaBT. [43], oOHapyKWJIH,
YTO OOIIAsT JIETATBHOCTD CPEIU AETCKUX OHKOJOTUIECKUX
nauueHToB (n=191) u3 3anagHoit EBpornbsl 1 AMepuku
Ha pore COVID-19 cocrasuna 0,6%.

B ampene 2022r. omyO0aMKOBaH aHalIW3 HaHHBIX
1518 oHKoJIOTMYECKUX MMalMeHTOB B Bo3pacte 0—17 ner,
nHdumpoBaHHbIX BupycoM SARS-CoV-2. YV 928/1470

(63,7%) maueHTOB AUATHOCTUPOBAH TeMo0bIacTo3 (JIeii-
K03 niu JuMdoma) n'y 542 (36,3%) — conmmHasi omy-
xonb [41]. B 33,7% cny4yaeB y maldeHTOB OTMEUYajoCh
06eCCUMITTOMHOE TeYeHUEe KOPOHABUPYCHON MHMEKIINH.
V¥ 36,1% mauneHTOB MePBUIHBIMU TTPOSIBICHUSIMU ObLITH
Jxopanka, y 26,6% oTMedannuch CUMITTOMBI BUPYCHOTO
MOpaXXeHUsI BEPXHUX JbIXaTelbHbIX TiyTeit [41]. U3 1518
AHAJIM3WPOBAHHBIX TALIMEHTOB, KOTOpPbIe WHMULIMPO-
BaHbl SARS-CoV-2, 28 ymepan OT OCJIOXHEHMH, CBSI-
3aHHbIX ¢ COVID-19 (netanbHocth 1,8%). B GonbImH-
CTBE CJIyJaeB 3TO MALIMEHTHI ¢ pepakKTepHBIM TeYeHUEM
OITyXOJIEBOTO Tpoliecca, TUCCEMUHUPOBAHHOU (POPMOIi
3JI0KAY€CTBEHHBIX HOBOOOPA30BAaHUIT W C TSIKEIBIMU
COITYTCTBYIOIIUMU 3a00J€BAaHUSIMU  WJIM  OCJOKHEHU-
SIMUA TIPOBEIEHHOU Tepanuu. B Ipyrom uccienoBaHUM
aBTOPHI OTMeYaloT, 4To u3 917 meteit co 3710KaYeCTBEH-
HBIMU HOBooOpasoBaHusimu u COVID-19 10,9% wHyx-
MAJINCh B TOW WM MHOU PECNUPATOPHON MOIIEpKKE,
9,2% — B TOCTIMTAU3AIUNA B CBSI3U C TSKECTBIO COCTO-
auusi. CMepTHOCTh coctaBuia 1,6%. Hamuume comyr-
CTBYIOIIMX 3a00JIeBaHWIi, TaKUX KaK OXUpeHUe, apTre-
puanbHasi TUIEPTEH3Us] W acTMa, acCOIMUPOBAIOCH
C TIOBBIIIEHHBIM PUCKOM TOCIUTAIU3AIUU (OTHOCH-
TenbHBIN puck 1,3; 95% AU 1,1—1,6) u rocnuTanu3anin
B OTIeJeHWe WHTEHCUBHOM Tepanmuu (OTHOCUTEBHBIM
puck 2,3, 9% AU 1,5-3,6) [44].

Bausunue COVID-19 na pezyabmameol neveHus u oka-
3aHue nomMouju 0emsam co 310KaAUeCmMEeHHbIMU H08000PA30-
BAHUAMU 68 CMPAHAX C HUBKUM U CDEOHUM YPO8HeM 00X00d.
Ilpu m3yyeHuu naHHbIX 837 OHKOJOTMUECKMX TAllMEH-
ToB (JIeiiko3 unu aumdoma 61,8%, comumHas OIMyXoib
38,1%) B Bo3pacte 0—17 neT, MHGUIIMPOBAHHBIX BUPY-
com SARS-CoV-2, GeccmMnToMHOE TeYeHME OOHapy-
keHo y 22% [41]. B 51,4% cayyaeB y mallMEHTOB OTMeYa-
Jlach uxopanka, B 23,6% xamreiab v B 11,7% cuMIToMbl
BUPYCHOTO TIOPaX€HWSI BEPXHUX JBIXaTeJbHBIX TyTeEi.
W3 837 manmenToB 70 yMepiIn OT OCJIOKHEHUIA, CBSI3aH-
HeIx ¢ COVID-19 (netanpHOCTh 8%) [41]. TIpu aTom 7
n3 70 yMepImx MaiyeHTOB 3apeTUCTPUPOBAHBI B MEK-
CUKAHCKOM PETPOCTIEKTMBHOM UCCJIeIOBAaHUM OeTeit
C OCTpPBIM Jeiiko3oMm (JietanbHOCTD 46,7%, 7/15 manm-
eHTOB). Puck cmepTu y nereil C OCTPbIM JIEHKO30M
n COVID-19 koppenupoBall ¢ TOBBIIIEHHBIM YPOBHEM
(GepMEeHTOB TIeYeHU, pa3BUTHUEM PECITUPATOPHOTO IUC-
Tpecc-CUHIpOMa M TIPOBEIeHHEM MCKYCCTBEHHOU BEH-
TAJIsIuMK Jierkux [45]. B KoornepupoBaHHOM UcCen0Ba-
HuM 13 bpasunuu coobiaeTcst o 22 geTalbHBIX UCXOIAX
Ha ¢oHe COVID-19 y 179 (12%) neTeit ¢ OHKOITATOJIO-
rueit. Tun nuarHosa (Jieiiko3/aumdoma), TSKECTh Teue-
HUSI OCHOBHOTO 3a00JIeBaHMSI M PacIpOCTPaHEHHOCTh
Mpoliecca Mpy MOCTAaHOBKE AMArHO3a OKa3bIBaJIu JOCTO-
BepHOE BJIMSIHUE Ha PUCK Pa3BUTHS JIETAIBHOTO MCXOIa
(»<0,001) [46].

Bmsinue COVID-19 Ha opranusanyio 1eTCKOW OHKO-
JIOTHYecKoil momMomy. B HacTosiiee BpeMst He CyIIECTBYET
TOYHBIX JAHHBIX OTHOCHUTEJIbHO TOoro, kKak COVID-19
MOBIUSIT Ha 3alepKKy IUATHOCTMKM 3JI0KAYeCTBEH-
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HBIX HOBOOOpAa30BaHMI BOOOIIE W B JIETCKOW OHKOJIO-
My B YacTHOCTH. OIHAKO TMpeaBapuUTeSbHbIE TaHHBIC
CBUIETEIBCTBYIOT, UYTO 3T MMEIOIINECST 3aIep>KKHU CBSI-
3aHbI C TOBBILIIEHHBIM cTpaxoM 3apaxeHus COVID-19
B CHUCTeMe 3IpaBOOXpaHEeHUs, OJOKMPOBKAMU Tepe-
MeIIeHUsT MeXIy CTpaHaMW W pPerMOHaMU, OrpaHhye-
HHMEM JIOCTYIa B MEAULIMHCKHE LIEHTPBI, a TAKXKe YacTh4-
HBIM Tepenpod@UINpoBaHUEM OOJTBHUIL O MaIlMeHTOB
¢ COVID-19. Hetsim, OOJIbHBIM pakoM, JIEUEHHUE B psizie
cllydaeB OTJIOXKEHO, TMPEepBaHO WM W3MEHEHO B CBSI3U
¢ nHpuumpoanueM SARS-CoV-2 u/unm orpaHuunTEb-
HBIMA MepaM¥, BBEIEHHBIMU JIT MUHUMU3AIUU CMEPT-
Hoctn u 3aboneBaemoct COVID-19 [47—49]. Coo06-
IAJIOCh O CPeIHel 3amepKKe Hayajla Tepaliiv B TPYITIe
n3 326 WHAMIACKUX TMAalMEHTOB C PETUHOOIACTOMON
Ha 45,8+24,3 nen [50]. Okono 60% crielmann3nupoBaH-
HBIX IETCKMX OHKOJIOTUYECKUX LIEHTPOB B (hPaHKOS3bIY-
HBIX CTpaHaXx AQPUKKM COKPATUIM CBOIO JESITEIbHOCTh
13-3a HEXBATKU TIePCOHAIA Y OTJIOXKEHHBIX KOHCYTBTAIIWIA
10 3MHIeMUoJIoTnIecKoMy Hamzopy [51]. B mcciaenona-
HUM, BKiIOYawoIlieM gaHHbie 1o 20 ctpaHam JlaTuHCKO
AMepVKHM, Ha paHHMX 3Tarax MaHAeMHUHM ObLI OTMEYeH
TepeHoC Ha HEOTpeNesIeHHBI CPOK KOHTPOJBHBIX KOH-
CylTbTallMii y JIeTeil CO 3JI0KaYeCTBEHHBIMM HOBOOOpa-
3oBaHusIMU (89%), OHKONOTMUYeCKMX orepaiuit (45%),
n3MeHeHre rpadukoB JydeBoii Teparuu (33%) u aMOy-
JIATOPHBIX KOHcynbTaumii (26%) [52]. HexBatky mpen-
METOB MEIWILIMHCKOTO Ha3Ha4YeHUs, TperapaToB KPOBU,
CPEICTB MHIWBHUIYATBHOM 3allUTBI OTMETHIN 79% ydJacT-
HUKOB MccienoBaHus. JlaHHasa nmpoOjeMa Jalle BeTpeda-
JIach B CTpaHaX ¢ pacXoiaMM Ha 3[paBOOXpaHeHUEe MeHee
7% BBII, BbICOKMMU TIOKa3aTeIIMU 3a00JIeBAEMOCTH
COVID-19 u ¢ 6onee cTporuMu OrpaHUYCHUSIMU, HAJIO0-
JKeHHBIMU B Tiepron naHmemun [53]. OcobeHHO mocien-
Hee aKTyaJlbHO JJISI CTpaH ¢ HU3KHUM YPOBHEM [OXOJa,

WUCIIBITBIBAIOIINM ~ Oe(PUIIUT  MEOULMHCKUX  KaJIpoB
U PECypCcoB U BHe nieprona naHgemuu [41, 54].
AHamu3upyst TIpenBapuUTeNIbHbIe JTaHHBIE, MOXHO

KoHcTatupoBaTh, uto TaHaemuss COVID-19 oxkazana
HeraTUBHOE BJIMSIHME Ha COCTOSTHME NIETCKOW OHKOJIO-
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TMYECKOM TIOMOIIM B CTpaHaX CO CPeIHUM M HHM3KUM
YPOBHEM [0XOHa, MMEBIIUX AePUIIMT pPeCypcoB 3apa-
BooxpaHeHus1 U 10 2020 ., ¥ MPaKTUYECKU HE TTOBJIM-
sla Ha COCTOSTHME JETCKOW OHKOJIOTMU B DKOHOMUYE-
CKU Pa3BUTHIX cTpaHaX. [To cpaBHEHUIO C MallMeHTaMU
B CTpaHaX ¢ BEICOKMM YPOBHEM JIOXO/Ia Y IeTeil, OOTbHBIX
3JI0KAYeCTBEHHBIMU HOBOOOPAa30BaHMSIMM, B CTpaHax
CO CPeIHMM W HU3KUM YPOBHSIMM OXOJA PUCK CMEPTH
yepes 30 1 90 nHei mocie MOCTaHOBKU IMTEPBUYHOTO THAaT-
HO3a 3JI0KaueCTBEHHOTO HOBOOOpa3oBaHUs BO BpeMs
nangemut COVID-19 6wut Bermie B 12,1 n 7,9 pasa coort-
BETCTBEHHO [54].

3akntovyeHue

WccnenoBaHust 1O  XapaKTepUCTHKE WHMEKIINU
COVID-19 y nereit u MOJONEXM Pa3BUBAJINUCH OYEHD
osicTpo B Teuenne 2020 n 2021 rr. Panaue ncciaenoBaHus
COCPEeIOTOYeHBl Ha TTIOHUMaHUU CUMITTOMOB U PacIpo-
crpaneHnu SARS-CoV-2 cpenn yyammxcsi 1OMKOJIbHBIX
U TIKOJTBHBIX YIPEXKIEHUI U UX POJIU B SMUAEMUIECKOM
npouecce. [To Mepe HaKoOIJIeHUST UHGOPMAIIUK O BUPYC-
HOI Harpy3Ke y JeTeil U MOAPOCTKOB, X POJU B Tepe-
JaJe BUpyca BHYTPU CEMBbM M B OPTaHM30BaHHBIX KOJI-
JIEKTUBAX ONTUMU3UPOBAHBI TTOOXOABl K ITMArHOCTUKE
U TECTUPOBAHUIO B 3TOM BO3PACTHON TPYIIe. YUUTHIBAS,
YTO Y HECOBEPIIEHHOJIETHUX CUMIITOMBI ObLITH O0JIee JieT-
KHUMM, 4eM Y B3POCIIBIX, TPEIIOKEHO HECKOJIBKO TUTIOTE3
IUTSE OOBSICHEHUS 3TOTO HAOJTIONEHNsI, HO CITOPHI BCe ele
nponoyKawTcs. DPOEeKTUBHOCTD JIEUEHUsI C UCTOJIb30-
BaHWEM DA3JIMYHBIX MPOTHBOBUPYCHBIX, UMMYHOMOIY-
JIUPYIOIINUX WU TOIAEPXKUBAIOIINX METOIOB JICUCHUSI,
BKJTIOYAsl BCIIOMOTATEIbHYI0 BEHTUISILIMIO JIETKUX W 9KC-
TpaKopIopajibHyl0 MeMOpaHHYH OKCUTeHalluio, Oblia
MPOTECTUPOBAHA Ha TALIMEHTaX, TOCTTUTAIM3UPOBAHHBIX
B CTallMOHAp, U pa3paboTaHbl PEeKOMEHIAIUK TI0 Jieue-
Hul0. B Hacrosiee Bpems To6aabHbIe CCIeA0BaTEb-
CKU€ YCWJIUS COCPENOTOYEeHBI Ha 3alllUTe YSI3BMMBIX
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Annepruyeckue 3a00eBanus y aeteii B anoxy nmanaemun COVID-19

LI A. Cyaaiimanos

Knprmnacko-poccuinckunii cnaBsHCKnin yHuBepcuteT umenn bopuca EnbupiHa, Knpreidckas Pecnybnuka, buikek
Allergic diseases in children in the age of the COVID-19 pandemic

Sh.A. Sulaimanov

Kyrgyz-Russian Slavic University, Bishkek, Kyrgyz Republic

Koponasupycnas undexuust COVID-19, bi3Bannas Bupycom SARS-CoV-2, crana Hacrosimum OefcTBHEM ISl BCEro yesoBeye-
cTBa. B HacTosmiee BpeMs aKTyaJabHbI BONPOCHI, KACAIOMIMECS IMATHOCTUKH, KJIMHUYECKHUX MPOsIBIEHHUIi, G0PHOBI C OCI0KHEHUAMH,
Tepanuu, NPOGUIAKTHKH, B TOM YHCJIE BAKIMHALWM NP HOBOIi KOPOHABUPYCHOI MH(eKimu. BaxHo Takke BbisiBlieHHe (haKTopoB
PUCKA TSKEJIOro TeYyeHHsi, 0COOeHHOCTel pa3BuTHs UH(peKIMH HAa (hoHe KOMOPOMIHBIX COCTOSIHUIA M Pa3INYHOIl HIMMYHOJIOTHYECKOI
PEAKTHBHOCTH OPraHM3Ma 4YejioBeka. B oCHOBe KOMOPOMIHOCTH aJLIEPrHYecKuX M MH(QEKIMOHHbIX 3200/1€BaHMIi JIEKUT OOIIHOCTH
TYMOPAJIbHBIX M KJIETOYHBIX MEXAHH3MOB UIMMYHHOTO 0TBeTa. TpurrepoM pa3BuTHs a/ieprudecKux 3a001€BaHMIl YACTO CIIYKAT BUPYChI
KOpPH ¥ BeTPSIHO# OCIIbI, IPHUINA, NAPATPUNINIA, PUHOBUPYCbI, SHTEPOBHPYCHI, PECIMPATOPHO-CHHIMTHAJIbHbIE BUPYChI, KODOHABHPYCHI
U 1p. BoJIbIIMHCTBO MANMEHTOB C aJIeprueii MpeapacnoiokeHsl K OCTPoii pecriupaTopHoii BupycHoit ungekmun. COVID-19 Berpe-
qaerca y 0,39—12,3% nereii. Teyenune 3a00s1eBaHus y 1eTeii, KaK MPaBUiIo, 6ojiee JIeTKoe, 4eM y B3POCJIbIX, CMEPTHOCTD CPeu AeTeit
Huskas. [Ipu 3ToM Hesib3s1 320bIBATH 00 AIEKBATHO MO/IIEPKKE MAIMEHTOB C XPOHUYECKUMH 3200J1eBAHUAMH, 0CO0YI0 KOTOPTY Cpeu
KOTOPBIX COCTABJISIIOT J€TH C AJUIEPrHYecKuMH 0oJie3HssMA. Bupychl i CBSI3aHHBIE ¢ MAHIeMHUeil MPEBEHTHBHbIE THTHEHHYECKHE MepbI
HepeIKO BBICTYNAIOT TPUITEPaMH 000CTPeHHsi OPOHXUAIBLHOI ACTMBI, ATONHYECKOTo AepMaTuTa. I1podaeMaTHYHBIM TAKKe OCTAIOTCS
BONPOCHI CBOEBPEMEHHOI IUATHOCTHKH, A/IeKBATHOIi TEPANMM AJUIEPTHYECKNX 3200J1€BAHNIA Y ieTeii 1 HH(OPMAIMOHHO-MeTOIHYECKOii
o0ecneyeHHOCTH Bpayeil. BakHo MOHATH, KaKHe MAIMEHTHI ¢ OPOHXHAIBHON ACTMOi 0COOEHHO MOJABEPKEHbI PUCKY H KAK WHTAJISIIU-
OHHbIE ITIOKOKOPTHKOCTEPOUIBI MOIYT BiMATh Ha Tedenne u ucxon COVID-19. Mexnynapoausie accouManyuy, o0LIecTBa pa3pa-
00Ta/IM PEKOMEHIANNH 10 BeIeHHUIO JeTeii ¢ ajuieprueii B nepuon nanaemun COVID-19. MHransmioHHbIe NIIOKOKOPTHKOCTEPOUIBI
npu OPOHXHAIBHON ACTME CHIZKAIOT SKCIPECCHI0 TeHOB OCHOBHBIX pelienTopoB-muiieHeii ais Bupyca SARS-CoV-2. Ilporusosoc-
NAJUTEIbHASL Tepanusi OPOHXHAJIBHON ACTMbI, B MEPBYIO O4Yepe/ib HHTISIMOHHBIMYA IJIIOKOKOPTUKOCTEPOMIAMM, J0JDKHA ObITH MPO-
JIOJDKEHA JI0 I0CTHKEHUSI KOHTPOJISI ACTMBbI, YTO TIOMOXKET CHU3UTh PUCK HeOaronpustHoro tedenuss COVID-19.

Karoueewte caosa: demu, COVID- 19, annepeus, 6ponxuansras acmma, amonu4ecKuii 0epmamum, XxpoHu4eckas KpanugHuya.

Ansa untuposanums: CynavimaHosB LLI.A. Anneprudeckue 3abonesaHus y neteii B arnoxy naHgemmmn COVID-19. Poc BeCcTH nepuHaTosn v neanarp
2022; 67:(6): 25-32. DOI: 10.21508/1027-4065-2022-67-6-25-32

COVID-19 coronavirus infection caused by the SARS-CoV-2 virus has become a real disaster for all of humanity. Today, issues related
to diagnostics, clinical presentations, treatment of the complications, preventive measures, including vaccination for a new coronavirus
infection, are relevant. It is also important to identify risk factors for a severe course of the disease, features of the development of infec-
tion against the background of comorbid conditions and different immunological reactivity of the human body. The comorbidity of allergic
and infectious diseases is based on the common humoral and cellular mechanisms of the immune response. The trigger for the develop-
ment of allergic diseases is often the viruses of measles and chickenpox, influenza, parainfluenza, rhinoviruses, enteroviruses, respiratory
syncytial viruses, coronaviruses, and others. Most allergic patients are predisposed to acute respiratory viral infections. COVID-19
occurs in 0.39—12.3% of children. Children tend to have milder disease than adults and have low mortality rates. At the same time,
one should not forget about the adequate support for patients with chronic diseases, especially children with allergic diseases. Viruses
and preventive hygiene measures associated with a pandemic are triggers of an exacerbation of bronchial asthma and atopic dermatitis.
Early diagnosis, adequate treatment of allergic diseases in children, and provision of doctors with information are also problematic.
It is important to understand which patients with bronchial asthma are at particular risk and how inhaled glucocorticosteroids may
influence the course and outcome of COVID-19. International associations and societies have developed guidelines for the management
of children with allergies during the COVID-19 pandemic. Inhaled glucocorticosteroids for bronchial asthma reduce the expression
of genes of the main target receptors for the SARS-CoV-2 virus. Anti-inflammatory therapy for asthma, primarily inhaled glucocorti-
costeroids, should be continued until asthma control is achieved, which will help reduce the risk of an unfavorable course of COVID-19.

Key words: children, COVID- 19, allergy, bronchial asthma, atopic dermatitis, chronic urticaria.
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CTBEHHbIC pa3JIMUMsI, TOCKOJIbKY aJUleprusi TpencTaB-
JIsIeT co00il UMMYHOJIOTUYECKMI CITOCO0 ITOBBIIIIEHHOTO
pearupoBaHUs,  COIPOBOXMAIOIIMICI  BOCIaJIECHUEM
U TOBPEXIEHUEM: IpeodianaeT aKTUBHOCTb CYOIOITy-
nsiuun Th2-KJ1eTok, mpoBOCHATUTEIbHBIX LIMTOKUHOB,
ocjabJyieHa TIPOTUBOBOCTIAIUTEbHAS (DYHKIIUSI UMMYH-
HOIi CUCTeMBI. PHCK pa3BUTHS MPOBOLUPYEMOI MH(pEK-
LIMeil aiepruy YBEJTMWYUBAETCS TIPYU HAJUMYUU Y TTal-
eHTa aronuu [11—14] (ta6n. 1). Tpurrepom pazButus
aJUIepruyeckux 3a0oJieBAaHUIM 4YacTO CJyKaT BUPYCHI
KOPH W BETPSTHOM OCIIBI, TPUIITIA, TTaparpuIina, puHOBU-
pPYCbl, 3HTEPOBUPYCHI, PECIUPATOPHO-CUHIIUTHAIBHBIE
BHUPYCHI, KOPOHABUPYCHI, METAITHEBMOBUPYCHI, OOKaBU-
pYyChl, aIeHOBUPYCHI, POTAaBUPYCHI, PEOBUPYCHI, BUPYC
nMMyHoneduLuTa yeaoseka [1, 3, 7].

Koponasupychast nungexkumnss COVID-19 (CoronaVi-
rus Disease — kopoHaBupycHasi 60ie3Hb-2019), BbI3BaH-
Hasl paHee Heus3BecTHbIM BUpycoM SARS-CoV-2 (Severe
Acute Respiratory Syndrome CoronaVirus 2 — TSKeJIbIiA
OCTPBIi pecrnupaTOpHbIA CHUHAPOM), CTajla HacCTOs-
UM OencTBUEM [JIsi Bcero 4venoBevecTBa. [lo okoHYa-
HUM MHKYOAIIMOHHOTO TIepMoaa, KOTOPBI COCTaBIISIET
B cpemHeM S5—7 maHel, MHGEKIMST MOXET pa3BUBAThCSI
MO-pa3HOMY, OOYCJIOBJIMBAsT PeaKIIMI0 BEPXHUX U HUXKHUX
IeIxaTeTbHBIX TiyTelt (Y 80—90% manmeHToB) Mpu JTIeTKOM
TEUYEHNH, a TIPU TTPOTPECCUPOBAHUN — TPUBOIUTH K JIBY-
CTOPOHHEMY MOPAKEHMIO JIETKUX WJTU TIPOSIBIISITHCS TTOJIN -
MOP(MHON CUMIITOMATUKOM MOPaKeHUsI pa3HbIX OPraHOB
(v 10—20%) B TspKenbix caydasx [15—19]. Harmeit mienpto
cTajy aHaJIu3 COBPEMEHHOM JTUTEpaTyphl 1 TIpeICcTaBIe-
HUE aKTyaJbHBIX JAHHBIX MO KIMHWYECKOMY TEUYECHUIO,
MOHUTOPUPOBAHUIO U JICYCHUIO aJlJIEPrMUYecKux 3abose-
BaHuit y neteit B nepuon nmanaemuu COVID-19.

BonbIIMHCTBO MAalMEHTOB C alJIeprUUYecKUMU 3a00-
JIEBAHUSIMU TIPEIPACIIONIOXKEHBI K OCTPOI pecrupaTop-
Holi BUpycHoit nadexkmuu [3, 5, 7, 20]. Bupycsl Hepenko
BBICTYMAIOT TPUITEpaMU OOOCTpEeHUsT OPOHXUATBHOM
acTMbl, aTornmyeckoro aepmatura [7, 21—24]. Pecriupa-
TOpPHBIC BUPYCHBIE MH(MEKIIUU U pa3BUTHE HOBOI KOpO-
HaBUPYCHOW MHQEKIIMN MOTYT YCYTYOJISITh KIMHUYECKOE
TeyeHue OPOHXMATBbHON acTMbl M 3HAUUTEJBHO YCIIOX-
HATh auddepeHIInaTbHY0 IUarHOCTUKY, TOCKOJbKY

PecniupaTopHO-CHHIIMTHATLHBIH BUPYC
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Pucynox. OcHoBHBIE BO30YIUTEH, KOTOPbIE MOTYT ObITH TPHI-
repaMu 000CTpPeHHiT OPOHXHAIBHOI ACTMBI.

Figure. The main pathogens that can be triggers of asthma exac-
erbations.

1 KOpOHaBUpYCHasi MH(EKLIMS U pecrupaTopHas ajijiep-
rust  (ajulepruyeckuii  puHUT, OpOHXMAaJbHAsI acTMa)
UMEIOT PSII CXOXMX CHUMIITOMOB, TaKUX KaK Kallejb,
YyMXaHWE, 3aTPyJIHEHHOE JbIXaHWE, TOJOBHAsi 0OJb,
YTOMJISIEMOCTD, HacMopK [19, 25—28]. DnmaeMuoaoru-
YyecKMe JaHHbIe 00 OCHOBHBIX BO30YAUTENSIX, KOTOPbIE
MOTYT CJIy>KWUTb TPUTTepaMU 00OCTPEHUI OPOHXMATBHOM
aCTMBI, IpeICTaBJIeHBl Ha pucyHKe [3, 7, 10, 29].

Ponp  amnepruyeckux — peakuudii B pa3BUTUM
COVID-19 u BinusiHMe KOPOHABUPYCHOW WH(EKINU
Ha TeueHWe aJulepruyeckux 3abojieBaHUNl 1O KOHIA
He wu3yueHbl. WMMerwrniuecss naHHbIe HEIOCTAaTOUYHbI
¥ HOCSIT MPOTUBOPEYMBLIN Xapaktep [1, 13, 15, 16, 21,
22]. OgHUM U3 MEepBBIX TPUMEPOB aHaIM3a O0OOIIEH-
HBIX JaHHBIX IO TEYEHUID HOBOW KOPOHABUPYCHOM
UHGEKIMN 1 OPOHXMATBHOW acTMbl ObUI OIMTBIT Bpayei
n3 Kurasi, cBUIETEILCTBOBABIINIA, YTO acTMa HE OTHO-
CUTCS K Cepbe3HbIM (haKTOpaM pUCKa Pa3BUTUSI TSXKEJIOMH
KOpoHaBUpycHoO# mHpekunu. [lo maHHBIM uccenoBa-
Hus, y 140 maumeHnToB, nHguimpoBaHHbIX SARS-CoV-2,
He ObUIO 3aperucTPUPOBAHO HU OJHOTO Cilydasi OpOHXM-
anmbpHOM acT™MBI [30].

Tabauya 1. Tunbl KOMOPOUIHOCTH MPH MH(EKIMOHHBIX U AJIEPrHYECKUX 3200/1eBAHHAX

Table 1. Types of comorbidity in infection and allergic diseases

XapakTep B3auMoeiCTBHIA

NHdekuuoHHbIE areHTbI

Bupycbl KOpY 1 BETPSIHO OCTIbI, TPUIINA, MaparpuIina, puHOBUPYC, PECIUPATOPHO-CUH-
LIMTUATBHBIN BUPYC, KOPOHABUPYC, METAITHEBMOBUPYC, O0KAaBUPYC, aIeHOBUPYC, POTO-/

Octpast uHMEKUS — Hecre-
uduIecKuit Tpurrep aaiep-
TUYECKUX 3200JIeBaHUIA

PEOBUPYCHI M BUPYC UMMYHOIE(DUIIMTA YETIOBEKA.
bakmepuu: MHEBMOKOKK, Heliccepuu, reMoMUIbHbIE MAJTOYKU, MOPAKCEIIbI, CTPEI-
TOKOKKW TPYTIIBI A, 3eJIeHSIINE CTPENTOKOKKH, KOKJTIOIITHBIE MTaJIOYKH, SHTEPOKOKKH,

KUIIEYHbIE MTaT0YKH, ITUTEIIbL.
ITpubwe: pona Penicillium, Aspergillus, Alternaria, Malassezia, Candida, Trichophyton, Mucor,
Rhizopus, Cryptococcus, Cladosporium, Scedosporium

XpoHunyeckast UH(PEKIs —
TPUTTEP AJUTEPTUIECKUX 3200-
JIeBaHU («MH(MEKIIMOHHAs
AJIJICPIUST»)

Bupyce uMMyHoneduIIMTa YeaoBeKa, rpurina u remnatutos B u C.

baxmepuu: MuKobakTepru TyOepKyie3a U IPOKa3bl, HETYOEePKYJIe3HbIe MUKOOAKTEpUH,
ITHEBMOLIMCTHI, OPYLIEJIIbI, OYPKXOJIbAEPUM, (DPAHIIMCEIIIbI, JETMOHEILIBI.

Ipubwi: Aspergillus, Alternaria, Malassezia, Candida, Trichophyton, Fusarium, Cladosporium

POCCUIICKWIA BECTHUIK MEPUHATOJIOMMW U MNEANATPUM, 2022; 67:(6)

26

ROSSIYSKIY VESTNIK PERINATOLOGI! | PEDIATRII, 2022; 67:(6)



Cynaiimanos 1l1.A. Anneprudeckue 3aboeBanus y aeteii B anoxy nanaemu COVID-19

IMpoGieMaTUYHBIMU ~ TaKKE OCTAIOTCS  BOIIPOCHI
CBOEBPEMEHHOM MWAarHOCTUKU W aIeKBAaTHOW Tepamuu
ajulepruyeckux 3abojieBaHUl y neteid, WHpopmanm-
OHHO-METOANYECKON 00OecreYeHHOCTH Bpaueit. JlaH-
Hble, TolydeHHble Hamu 1o Metoauke ISAAC (Inter-
national study of asthma and allergies in childhood),
CBUIETENIBCTBYIOT, 4TO «wheezing» — 3aTpymgHEeHHOE,
IIYMHOE W CBUCTSIIEE ABIXaHWe C YIJIUHEHHBIM BBIIO-
XOM, KOTOpOE CIYKUT Hauboliee XapaKTepHBIM CUM-
MITOMOM OpOHXMAJBHON acTMbI, B TeYeHUE KU3HU
otmeuaercs y 11,6£0,9% neteit 6—7 netruy 17,2+0,8%
nereit 13—14 ner (p<0,02) [31]. CuMnOTOMBI ajlIeprude-
CKOTO PUHHTA B BHIE 3aJIOKEHHOCTU HOCOBBIX XOJIOB,
ynxaHusl BeIsiBIIsioTes y 38,7£0,5% nereit 13—14 ner
ny 25,0%0,4% nereit 7—8 ner. B 11,2£0,75% cnyyaes
CUMIMITOMBI aJJIEPTUYECKOTO PUHHUTA COMPOBOXAAINCH
3yIIOM TJIa3 U cjie30TeueHreM. [1oydeHHbIe pe3yIbTaThl
3HAYUTEJIbHO OTJIWYAIOTCST OT HaHHBIX LleHTpa 3mpaBo-
oxpaHeHMs pu MUHUCTEepCTBe 3npaBooxpaHeHus Kup-
ru3ckoii PecriyOavKM, 4TO CBUIETENBCTBYIOT O THUITOAM-
arHoCTUKE ajljiepruueckux 3aboneBanuii. Tak, 31,5%
Bpayeil yKa3alM, YTO OHM BBISIBISIOT TIPUYMHY XPOHU-
YeCKOM KpamMBHUIIEI MeHee YeM Y 20% mnanueHToB [32].
IMpu sTOM wyallle APYTMX Bpadeil MPUYUHY OIMPEIessioT
aJUIeproJIoru, pexe Bcex — TeparneBThl. bonee 50%
aepronoroB n 15% menuaTpoB W TeparieBTOB 3HATU
xoTs1 Ol | Kputepuit st nuddepeHInaaIbHON AuarHoc-
TUKHA CXOIHBIX C XPOHWYECKOM KparMBHULIEH 3abore-
BaHWIi: YPTUKAPHOTO BAaCKYJWTA, ayTOBOCIATUTEIBHBIX
U TUTIEP303UHO(MUIBHBIX CHHIPOMOB, a TaKKe MaCTOLIN-
TO3a. DTU ITaHHbIE MOTYT CBUIETEILCTBOBATH O PEIKOI
BBISIBIISIEMOCTH TAHHOM MAaTOJIOTUW Y KUPTU3CKUX AL~
€HTOB C XPOHWYECKOU KpaITMBHULIEH.

B Hacrosiiee BpeMs aTONMMUYECKUI JAepPMaTUT pac-
CMaTpuBaeTcsT KaK XpOHWYECKOe pelMIUBUpYIOIIee
BOCITaJiecHWe KOXMW, BO3HUKAIOIIee BCJIEICTBUE Hapy-
IIEHWST 3MUIEPMaIbHOTO Oapbepa W BBI3bIBaOIIEe
JMAJbHEWINYI0 ero OUC(HYHKIHNIO. DTO HOCTUTAeT MaK-
CUMAaJIBHOTO DPa3BUTHS Ha (hOHE TPeapacioioXXeHHO-
ctu K IgE-omocpenoBaHHOM TUIEPUYYyBCTBUTENBHOCTH,
peayiM3yeMoil TpU CEHCUOMIM3ALMU K OKPYXAIIIUM
ajutlepreHaM. B TlaToreHe3e aTONMMYECKOTO IepMaTUTa
KJTIOUEBYIO POJIb UTPAIOT TOYEUHbIE HACeIyeMble MyTa-
LIMU B Te€HAX, OTBEYAIONINX 3a (DYHKIMOHUPOBAHUE DITU-
nepMasibHOro Oapbepa (dunarrpun) [21, 24]. UmMmyH-
Hble HapyllleHus He orpaHuyuBatotcs IgE-3aBucuMbiMu

peakuMsIMU U MPOTEKAIOT C yYacTMEM MHOXECTBa LIMTO-
kuHoB (IL-4, IL-5, IL1-3, IL-25, IL-31, TSLP) [20].
Bbaxrepun v rprObI BBICTYITIAIOT TSI TUM(OIIUTOB B Kaue-
cTBe WMH(EKIIMOHHBIX areHTOB, WJIM CYIEepaHTUTEHOB.
OCHOBHBIM KOMITOHEHTOM 3I0POBOT0O KOXHOTO Oapbepa
CJIY>KUT POTOBOM CJIOM, COCTOSIIIMIA U3 KEpAaTUHA U JIUTTU-
moB [21, 24]. CIMIIKOM CTpOroe COOIIOACHUE TUTHUEHBI
PYK MOXET BBI3BaTb ITOTEPIO ITOBEPXHOCTHBIX JIMIH-
OB M3-32 3MYJIbTMPYIOIIUX JIUTHIbI MOIOIIUX CPEICTB
W JIMTIMIOPACTBOPUMBIX CIUPTOB. B aTux ycmoBusix
0oCJ1abJIEHHbBIN KOXHBIM Oapbep JIETKO TepsieT BOIY M CTO-
COOCTBYEeT MPOHUKHOBEHUIO B BMUIECPMUC PAZTUYHBIX
aJIJIepreHoOB, B TOM 4YHMCJIe MMUKPOOHOTO TeHe3a, BbI3bI-
BAaIOIIMX BOCTHAJIUTEIbHYIO pEaklMIo, TPUBOISIILYIO
K 00OCTpeHMIO JepMaThTa PyK. AMEpHUKaHCKOe OOIIe-
CTBO MO KOHTAaKTHOMY JEPMaTUTy OXUIACT YBEJIUUEHUS
pacrpoCTpaHEHHOCTU KaK UPPUTATUBHOTO KOHTAKTHOTO
NepMaTUTa, TaK W aUIEpPrUYecKOro KOHTAaKTHOTO Jiep-
matuta [13]. Bo Bpemst Bcbiiiku COVID-19 B Kurae
66,1% MemMIMHCKUX pabOTHMKOB MBUIM PYKHU OoJee
10 pa3 B ieHb, HO TOJIBKO 22, 1% MpUMEHSIIN TTOCJIe 3TOTO
yBiaxHsomue cpenctsa [14]. bonee Bbicokast yacroTa
MBIThSl PYK TIO0 CpaBHEHUIO C 0oJjiee HU3KOW 4YacTOTOM
HaHECEHMUS YBIIAXHSIOIIETO KpemMa Co3aaeT nucodayiaHc,
KOTOPBIN MpepacroiaraeT K MOBBIIIEHHOMY PUCKY 000-
crpeHus aepmatura. [ToaTomy AMepuKaHcKoe 0011eCTBO
KOHTaKTHOTO JiepMaTUTa PEKOMEHIyeT OoJjiee 1asiiue,
nepenoBble METONIbl TUTUEHBI PYK, MPOMUIAKTUKA KOX-
HBIX 3200JIeBaHUI 1 BOCCTAHOBJIEHUS KOXKM [13].

Kak orMeueHO, mMeeTcsl TMITOAMArHOCTHMKA ajuiep-
rmyeckrx 3a00JIeBaHUIA, B TIEPBYIO O4Yepe/lb ajiepruye-
CKOTO PUHMTA, y JIIL C YaCTBIMU BUPYCHBIMU MH(EKIIMN-
sIMH, 0COOEHHO B 1eTcKoM Bo3pacrte [11, 31]. I[ToBTopHBIE
OCTpbIe pEeCUpaTOpHbIE BUPYCHbIE WHMEKIUU TOBbI-
1IaI0T PUCK pa3BUTUSI XpoHMUeckux uHbekuuii JIOP-
opraHoB. Hepenko ormeuaercsi oOOCTpeHUE ayljiepru-
yeckMx 3abojieBaHMI Ha (oHE BUPYCHOW WHQDEKIIMHU.
OcTtpble pecrnupaTOpHble BUPYCHBIE MH(EKINU MOTYT
MacKMpOBaTh NeOI0T ajUIepruYecKuX TMPOSIBICHUM, M03-
TOMY TIpU COXPAaHEHUM CUMIITOMOB OCTPOTO PHUHUTA
OoJiee 2 Hem, YacTbIX OMHOTHUITHBIX pelMAMBax 3abosie-
BaHMSI HEOOXOMMMO WCKJIIOUUTH HajlWyue y TalueHTa
ajiepruueckoro puHurta (tabm. 2) (3, 4, 11].

Pesynbrarel  psina McchaenoBaHUN  TOKas3ai,
yto COVID-19 Bctpevaercsa y 0,39—12,3% nereit [33—35].
OmmuurenbHble ocobeHHocTn TeueHnss COVID-19 B nget-

Tabauya 2. InddepeHumanbHas JMATHOCTHKA aJJIePrHYECKOro M HeaslJlepruyeckoro puHUTa

Table 2. Differential diagnosis of allergic and non-allergic rhinitis

AnepruyecKuil pUHAT

* 2 CMUMIITOMA WJIK > B Te4eHKe > | 4 3a GOJIBIIMHCTBO JHEN
* BOMISIHUCTasi PUHOPES

* ypXaHUe, 0COOEHHO MapOKCU3MAaTbHOE

* 3AJI0KEHHOCTh HOCA

* 3y1I HOCA

* KOHBIOHKTUBUT

Heannepruyeckuii puauT

OIHOCTOPOHHSSI CHMIITOMaTUKA
3aJI0)KEHHOCTh HOca 0€3 IPYyrux CUMITTOMOB
CJIM3UCTO-THOMHOE OTIEISIEMOE

3aHSIST pUHOpPES

* 00JIb

HOCOBOE KPOBOTEUEHME

aHOCMUST
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CKOI TIOTYJISILIMKM COCTOSIT B TOM, UTO B OOJIBIITMHCTBE CITy-
YyaeB y JIeTell OTMeYaeTCs JIETKOe WIM CPEeTHETSIKEI0e ero
TeYeHUe; IETU CYILIECTBEHHO Yaille, YeM B3pOCJble, MOTYT
OBITh OECCUMITOMHBIMU HOocuTeamu [1, 36—38]. B 1o xe
BpeMsI HYXXIIAlOTCSI B TOCTIMTAIM3ALIMY TIAIIMEHTHI C OXM-
peHueM, caxapHbIM TMa0eTOM U IPYTUMU KOMOPOUTHBIMU
COCTOSTHMSIMM, aCCOILIMUPOBAHHBIMU C TUMEPIPOAYKIIUE
(hakTOpPOB CBEpPTHIBAaHMS, HO HE C ajuleprueil 1 OpPOHXM-
aJIbHOI acTMOI; y JIeTeil Tmociie MepeHeceHHON WH(EK-
i COVID-19 oyeHb peako pa3BUBAeTCsS CHUCTEMHast
BOCTIAJIUTENIbHAS. PEAKIUs C «IIMTOKWHOBBIM IITOPMOM»
[39, 40]. TToBblllIEHWE KOHILIEHTpAllMM MapKepoB BOCIa-
JIeHus1 Ha (poHEe KOPOHABUPYCHOI MH(MEKIIMU MOXET ObITh
CBSI3aHO C OCJIOXKHEHUSIMU Y Pa3JIMUHBIMU COITYTCTBYIO-
MU 3aboieBaHusIMU |35, 41].

Haxkoruienue omnbiTa KJIMHUKO-TY4eBOro 00C/en0Ba-
Hus 60sbHBIX COVID-19 no3BonT onpenenuTh JIy4eByIO
CEMMOTHUKY KaK BaXKHYIO JUISI OTIpe/ie/IeHUs JIeYeOHOM TaK-
Tk [42]. [Ipu KommibloTepHOI TOMOTrpadrK MePpBUYHBIM
npuszHakoM COVID-19 cinyxxut kaptriHa MHOGUIBTPALIUN
OTIETbHBIX BTOPUYHBIX JIETOYHBIX JOJIEK IO THUITY «MaTo-
BOTO CTeKJIa» (CUMIITOM «CyXOTO JINCTa») C MOCJIENYIOIIUM
YMEHBIIIEHUEM 00beMa TOPaKeHUsT TIpU OJIaronpusiTHOM
NMHAMUKE JTM00 UX HapacTaHUeM, IPUCOeIMHEHUEM Kap-
TUHBI «OYJIBDKHOU MOCTOBOW» U MIOSIBJIEHUS B 30HE «MaTO-
BOTO CTeKJIa» aJIbBEOJIIPHONM WHMWIBTPALIMKU MpU Heba-
TOMPUSITHOM BapuaHTe TeueHus1 3abosieBaHUs. OTH
CUMIITOMBI CJTy>kKaT TIPEIBECTHUKAMU PeCIMPaTOPHOTO
nuctpecc-cuHapoma npu COVID-19 [6].

Teparneprnueckre TIOOXOABl K  KOPOHABUPYCHOM
MHOEeKIMY BKJIIOYAIOT CUMIITOMATUYECKYIO Teparuio
0e3 KOHKPETHBIX PeKOMEHIALMI OTHOCHUTEJIbHO JieKap-
CTBEHHBIX mpenapatoB st neteit. [lporHo3 y nereit
HaMHOTO Jiyulle, 4yeMm y B3pociibix [34]. [1pu atom cpenu
MaIMEHTOB C COMYTCTBYIOIIMMM 3a00JI€BAHUSIMU YaCcTOTa
rOCTIUTAIU3ALIMI, TTIOTPEOHOCTh B MHTEHCUBHOM Tepanuu
craTuctTuyecku 3HayuMmo Beire [33, 38, 40]. UctuHHbIe
MPUYMHBI 1 MEXaHU3MbI 0oJiee JIETKOTO TeYeHUsI MH(EK-
mun COVID-19 y mereii moka He m3BecTHHI [1]. Bos-
MOXHO, YTO 0COOYIO pOJIb MOTYT UTPaTh KaK OCOOEHHOCTH
IIMTOKMHOBOTO OTBETa, OOYCJIOBJICHHBIE HE3PEIOCThIO
WMMYHHOHR CHCTEeMbI, TaK M HU3Kasl IKCIPECCUsT aHTUO-
TeH3WHITpeBpalamIero @epmenra-2 (angiotensin-con-
verting enzyme 2, ACE2) u unbie npuunnsl [43]. Ocobyto
rpynmy pucka Tskenoro teueHuss COVID-19 cocrasisitor
MalMEeHTbl ¢ TAKUMU COITYTCTBYIOIIMMU XPOHUYECKUMU
3a0071eBAaHUSIMU, KaK CaxapHblii 1uabeT, mouyeyHasi HeJl0-
CTAaTOYHOCTh, TUTIEPTOHMYECKast 00JIe3Hb U Apyrasi 1aro-
JIOTUSI CEPACUHO-COCYTUCTON CUCTEMBI, HApYIIEHUS CBEP-
TBIBAIOILIEH ccTeMBbI KpoBH [34, 36, 39, 44].

IMaTodusunonornyeckre MeXxaHU3Mbl BIWSIHUSI XPO-
HUYECKMX BOCTIAJIUTEIbHBIX 3a00IeBaHUI bIXaTEbHBIX
MyTel, TaKMX Kak OpoHXMaslibHasl acTMa, Ha PUCK 3apa-
xxeHust SARS-CoV-2 u pazputue COVID-19 timarenbHo
n3yvarorcst. KpaiiHe BaXXHO TOHSITh, KaKue TalMeHThI
¢ OpOHXMaTBLHOI aCTMOM OCOOEHHO MOABEPKEHBI PUCKY,
KakiuM 00pa3oM MHTAISILIMOHHBIE TJIIOKOKOPTUKOCTE-

Ob30Pbl JINTEPATYPbI

poujibl MOTYT BIMSITh Ha TedyeHue u ucxon COVID-19.
CucreMHble TIIOKOKOPTUKOCTEPOUWIbI, OKa3bIBaoIIne
MMMYHOCYTIpecCUpylolliee NeCTBUE, TPU HEKOTOPHIX
HO30JI0THUSIX MOTYT TIPOBOLIMPOBATH PUCK BO3HUKHO-
BEHMS] BUPYCHBIX MHGEKIUI WIM BIWSITH Ha CTENeHb
UX TsKecTu (HampuMmep, y TMallMeHTOB TOCJe TpaHC-
rutanTauuun). OgHaKo OTCYTCTBUE Teparuy WHTAISIM-
OHHBIMM TJIFOKOKOPTUKOCTEPOUAAMU YIpOXKaeT TMalm-
eHTaM ¢ OpOHXMaJIbHOW acTMOW pa3BUTHEM TSIKEJIbIX,
a MopoM M YrpoXarolux XW3HU obocTpeHuid. Pesyib-
TaThl MeTaaHanu3a ucxogoB COVID-19 y mamueHTOB
C XPOHMYECKUMM JIETOYHBIMU 3a00JI€BaHUSIMU, TIONY-
YaBIIMMM Tepanuilo WHTAISIIMOHHBIMU TJIOKOKOPTH-
KOoCTepouaaMu, MoKa3aiu, YTO B HACTOsIIIee BpeMsl HET
JMIOCTATOYHBIX JI0KA3aTEeJILCTB B MOJIb3y OTMEHBI Y Talu-
€HTOB C OpOHXMAJbHOI acTMOI BbICOKOA(h(HEKTUBHOTO
U XOPOIIIO 3apeKOMEHIOBABIIIETO ceOsl JIeUeHUST MHTaJIsI-
MOHHBIMH TTIOKOKOpTUKOCTeponnamu [22, 45]. Pazmm-
yust B akcnpeccun ACE2 u TpaHcMeMOpaHHOI npoTeas3bl
cepuHa-2 (transmembrane protease, serine 2, TMPRSS2)
y MalMEHTOB C TSDKEJIOW OpOHXMaNbHOW acTMON MOTYT
MOJYJIMPOBaTh WHAUBUIYAJIbHYIO BOCIPUUMYUBOCTH
u KinHu4yeckoe TeyeHrne nHpekunn SARS-CoV-2 [22,
46, 47]. 3BecTHO, uTO Oeok-1un SARS-CoV-2 cBs3bI-
BaeTcs ¢ ACE2 B kauecTBe pelienTopa BO BpeMsI IIpUKpe-
IUIEHUs BUpYCa K KJIeTKaM-xo3sieBaM [46, 47]. [TokazaHo,
yto skcrpeccusi reHa ACE2 KoppeaupyeT ¢ KypeHuem
[43, 48]. IlpoBemeHBl WCCIeOOBaHMSI, ITOKa3aBIINeE,
YyTO TIOBBIIIeHUEe 3Kcmnpeccun reHa ACEZ2, BbISIBICHHOE
y KypsIIIuX, MalMeHTOB C caXapHbIM TMA0ETOM U apTepu -
aJIbHOM TUTIEPTOHUEH TIPUBOJIUT K YTSIKEJEHUIO TeYSHMST
3aboseBanusi COVID-19 [22]. TToaToMy MMEHHO Malu-
€HTOB C OpOHXMAJIbHONW aCTMON M OIHUM WJIM HECKOJIb-
KUMU U3 YKa3aHHBIX (DaKTOpOB ClieAyeT OCOOEHHO
KOHTPOJIMPOBATD ISl TIPEAYTIPEKACHUS TSKEJIOro Teve-
Hust COVID-19 [22, 46, 47]. Oth ke (HaKTOpHI CIeayeT
WCIIOIB30BaTh U JIJI KOTOPTHI TAIIMEHTOB JIETCKOTO BO3-
pacta. B To e BpeMss UMEHHO MOATBEPKIECHHBIE aTO-
nus 1/uiu OpoHXMaJbHAasI acTMa CJIYXKaT MPEIUKTOPOM
Jierkoro TeueHust nHgekuuu [17, 19, 38, 40].

CornacHo OIyOJIMKOBaHHOMY KOHCeHcycy EBpo-
nerckoro pecrnuparopHoro obmiectBa (European
Respiratory Society — ERS) He monyyeHo mocToBep-
HBIX JaHHBIX O TOM, UYTO YPOBEHb WH(MUIIMPOBAHMUS
SARS-CoV-2 B rpymnme 0oJIbHBIX OpOHXMAJTbHOI acT-
MOW BbIllIe TIOMyJsiMOoHHOTO. Yacrora rocnuranunsa-
LM TaKUX TMAlMEHTOB COMOCTaBMMa C MOKa3aTelsiMU
B KOHTpOJIbHBIX Trpynmnax [43]. be3sycioBHO, HOBBIN
Bupyc SARS-CoV-2 ciyXUT MHIYKTOPOM OOOCTPEHMUSI
OpOHXMAJILHOM acTMOI 1 B CIydyae HEKOHTPOJIUPYEeMO
OpOHXMAJIbHOM acTMBbl (KaK M JIPyroil pecrnupaTopHOi
MaTOJIOTUM) MOXKET CTaThb MOTEHIMAIbHBIM (PaKTOPOM
pHrcKa TSKEJIOro TeUeHUs KOPOHABUPYCHOM MHGEKIINN.
Ha npumepe npyrux BUpPYCHBIX MHGEKIUI oOrpene-
JISIeTCsl MpsiMasi KOppeJsiiiusl MeXAy CEe30HHBIM TTOBbI-
1eHreM 3a00J1eBA€MOCTU OCTPBIMU PECITUPATOPHBIMU
BUPYCHBIMU MH(MEKIUSIMU W 4YaCTOTON TOCHUTAIM3A-
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LIMiA B CBSA3M C OOOCTpeHHMEM OPOHXMAJbHOW aCTMBI.
HawnbGosee sipko 3TO TIposIBASETCS y JeTeil, HO Takxke
XapakTepHO W 1 B3pociabix [15]. B xnmHMKO-31M-
NIEMUOJIOTUYECKUX  MCCIEAOBaHUSIX  TTOATBEPKIACHO,
yto B 80—85% Bcex ciiyuaeB 00OCTpeHUsI OpOHXMAb-
HOM acT™Mbl y Aeteidi U B 60—75% y B3pOCHBIX B Kaude-
CTBE OCHOBHBIX TPUTTEPOB BBICTYITAIOT peCITMpPaTOPHbBIE
BuUpycH [15, 16, 29]. TTo MHeHMIO UieHOB EBpomeiickoii
accouMaly ajljieprojioroB U KIMHUYECKUX UMMYHOJIO-
roB (European Academy of Allergy and Clinical Immu-
nology — EAACI), y 60abHBIX OpOHXUAIBHOUN acTMOM
HaOJIOMaeTCsl  HEIOCTAaTOYHOCTh TPOTUBOBUPYCHOTO
WUMMYHHOTO OTBeTa BBMIY CHWXEHHMS BBIPaOOTKHU
nHTephepoHOB TpymIl o, b, A. B yacTHOCTH, y OOJIBHBIX
OpOHXMAJIbHOW acTMOW B3aMMONIENCTBUE MMMYHOTJIO-
oynuHa E (IgE) c peuenTtopoM Ha MOBEpXHOCTH JEH-
JIPUTHBIX KJIETOK TPUBOAUT K CHUXKEHUIO MPOIYKIINU
nHTephepoHa-a, YTO 00YCIOBINBAET CHUXKEHUE TTPOTH-
BOBUPYCHOTO MMMYHHOTO oTBeTa [1].

CrnenyeT MNOMHHUTb, UYTO aJeKBaTHOE BeJcHUE
MalMEHTOB C XPOHUYECKMMM 3a00JIeBaHUSIMU TIpE-
yIpexXaaeT pa3BUTHE TSKeIbIX (OpM M OCIOXHEHUIA
Mpu KOpoHaBUpycHoi uH@ekuu. Ocobylo KOropry
Cpelu HUX COCTABJISIIOT JETU C alJIepru4ecKuMM 3a00-
nesaHusimu. Ilepuon mangemuu B Kupruscrane copmnaj
C CE30HOM TIBUIEHUSI TTPUYUHHO-3HAYMMBIX PACTECHUIA,
YTO OOYCJIOBUJIO €XEerogHoe 000CTpeHUE KaK ajijiepru-
YeCKOTro pMHHUTA, TaK U OPOHXUAJTBHONM acTMBI y Taly-
€HTOB, MMEIIIMX CIEeUUPUIECKYID CEHCUOMIN3ALIUIO
K TIbUTBIIE IepeBbeB [1, 4, 6].

B Hacrosiee BpeMsl BeAyLIMMU MEXIYHAPOTHBIMU
accoluanusMu, oOIIecTBaMU W 3KCMepTamMu, TaKUMU
kak Coro3 nenuatpoB Poccun, Poccuiickas accoumanmst
aJUIeproJIOroB U KIIMHUYECKUX UMMYyHosIoroB, EBporieii-
cKasl akajeMusl ajulepTuM M KJIWHWYECKOW MMMYHOJIO-
ruu (EAACI), EBporneiickoe pecriuparopHoe OOIIeCTBO
(ERS), AmepukaHckoe TopakaibHOoe obiiectBo (ATS),
I'moGanbHast cTparervsi 1O JAOCTUXEHUIO KOHTPOJIS
Han actMmoil (GINA), MHuumatuBa 1o amieprudyeckoMy
puHUTY U ero BiausHUIO Ha actMy (ARIA/MACVIA),
Poccuiickoe nennatpryeckoe pecrpaTopHOe 00IIECTBO
u JeTckuii HaydHO-TIpAaKTMUECKUI TYJTIbMOHOJOTHYE-
ckuii eHTp MwuH3npaBa Poccun, paspaboTaHBI Ciemy-
[olIMe peKOMEHIAlMU 110 BeJICHUIO JIeTell ¢ ajuiepruei
B niepuon nanaemun COVID-19 [4, 6]:

— caenyet nuddepeHIpoBaTh 000CTPeHNE OPOHXM -
anbHOU acTMbl 1 nHGekuuo COVID-19;

— CTaHJApTHbIE aJITOPUTMBbI OOCIETOBAHUSI-CKPU-
HuHra Ha COVID-19 momKHBI TpUMEHSTBCS K JTII000MY
MalMeHTy ¢ pecrupaTopHbIMU cumrnitoMmamu. Herocpen-
CTBEHHO 00CJIeIOBaHKE TAKOTO MalueHTa MEeAUIIMHCKIM
pabOTHUKOM CJIelyeT OCYIIECTBIISITh, MCITOJb3YSl Cpell-
CTBa MHIWBHUIYATbHON 3aIIUTHI;

— TIALIMEHTHI ¢ ajulepruell AOJIKHBI TMOJydaTh Tepa-
MUIO PETyJISIPHO B TIOJIHOM OOBEME COIJIACHO WMeo-
IUMCS KIMHUYECKUM peKoMeHmauusaM. HckimoueHne
COCTaBIISIET PEKOMEHIAINST BpeMEHHO OTMEHBI OMOJIO-

TUYECKOTO JICUEHUST BO BpeMsI OCTPOTO Teproaa 3aboJie-
Banusi COVID-19;

— TIpOLIEAYPHI OMpeAesieHUsT TToKa3aTelield (QyHKIUKI
BHEITHETO JABIXaHUST (CITUPOMETPUIO) CIIEIYeT OTIOXHUTD,
€CJIM TOJIbKO 3TO He abCOoIMOTHO HeoOoxomumo. [Tpu aTom
MOPTAaTUBHBIE TIePCOHATbHBIE YCTPOMCTBA, W3MEPSIO-
IMe TIMKOBYIO CKOpPOCTh BbIOXa (MMK(MIOYMETPHI),
MOTYT OBITh UCTIOJIb30BAHBI TSI MOHUTOPUHTA KOHTPOJIS
HaJ aCTMOM, BKJIIOYasl ynajeHHoe HabJIIoIeH1e 32 COCTO-
STHUEM TTallieHTa (TeJIeMOHUTOPUHT);

— 0a3ucHas Tepanusl WHTAISIMOHHBIMU TITIOKOKOP-
TUKOCTEpOUIaMU TOJKHA OBITh MPOAOIKEHA COTJIACHO
KmHnYeckuM  pekoMmeHpanmusaM GINA wu  mosuumnm
EAACI: mammeHTBI ¢ acTMOM JOJKHBI IIPOIOJIKAThH
6asucHylo Tepanuio. CleayeT MOMHUTD O pUCKax HebJia-
TOMPUATHOTO HMCXOAa, OOYCIOBJIEHHBIX TpeKpalle-
HUEeM mpriemMa 6a3rcHOM Tepanuu (KaK WHTaTSIIMOHHBIX
WA CUCTEMHBIX TITIOKOKOPTUKOCTEPOUIOB, TAK M GHOJIO-
TUYECKHX TTPETapaToB);

— CcllelyeT MCKITIOUWTh HCMOJb30BaHUE HeOyaiise-
pOB (YBEJITMYMBAIOT PUCK ITPOHUKHOBEHMS BUPYCa B HUK-
HUE JbIXaTeJbHBIE MYyTH) W 3aMEHWTh WX CIeiicepaMu
60J1bI1IOTO (YBEJIMYEHHOTO) 00beMa;

— B cllyyae KYIMUpPOBaHMS OOOCTpPeHUsI OpOHXUAIb-
HOI acTMBI MepOPaTbHBIMUA TITIOKOKOPTUKOCTEPOUIAMK
cJiemyeT MPOJOJIKUTH KypC 10 UCUYE3HOBEHUSI CUMITTOMOB
(TIpY CpeMHETSIKEITBIX U TSIKEJIBIX 000CTPEHUSIX);

— JledeHrue OMOJOTMYECKUMU TIperapataMu  Cclie-
IyeT TIpONOJKUTh. B ciiyyae BbIABACHUST WHOEKIUU
COVID-19 (conpoBoxkaaronieicss TAMUYHbIMU MPOSIBIIE-
HUSIMU WM OECCUMITTOMHO) Teparnuio He0OOXOIUMO TIpe-
KpaTUTh JIO0 TeX TOp, MOKa He OyaeT TMarHOCTUPOBAHO
paspeleHue 3a00JeBaHK (0 MOMEHTA OTPUIIATETEHOTO
tecta Ha SARS-CoV-2). 1ocne 3Toro ciemayeT BO300OHO-
BUTh KYPC JIEUEHUST OMOJIOTUIECKUM MPETapaToMm;

— TallMeHTaM C¢ WMMYHOIE(MUIIUTOM, KOTOpBIE
MOTEHIMAIBHO TIPEACTABISIOT TPYMIy pHUCKa pa3BU-
™ Tsekenaou mHpexkunu COVID-19, pexomeHmyeTtcst
CTPOTO COOJIIONATh MEpPhlI MPETOCTOPOKHOCTH, YTOOBI
CHU3UTH PUCK 3apakeHus. PeryisipHblii mpueM Ha3Ha-
YEeHHOW Teparuu Mo MOBOAY KaK OCHOBHOTO 3a00jeBa-
HUSI, TaK U €ro OCJIOXHEHUI MO3BOJUT u30exaTb 000-
CTPEHU;

— B HacTosIlnee BpeMsI B OTCYTCTBHE JOCTOBEPHBIX
MOATBEPKACHUN MallMeHThl C OpOHXMAJIBHOM acTMOt
BCe ellle pacCMaTPUBAIOTCS KaK TPYIIa BBICOKOTO pUCKa
Tskeabix ucxogoB COVID-19. boabHbIe OpOHXMATBHON
ACTMOM TOJDKHBI CTPOTO MCTIOB30BaTh MePhl MHANBUILY -
aJTbHOM 3alllUTHI COTIacHO 3asiBiieHunIo LleHTpa mo KoH-
Tposto U npodunaktuke 3aboneBaHuit CIIA (Centers
for Disease Control and Prevention, CDC);

— y MalueHTOB C aJUIeprMYeCKUM PUHUTOM TIpe-
KpalleHue TprueMa TOMMYECKUX WHTpaHa3aJIbHBIX TJII0-
KOKOPTUKOCTEPOUIIOB He pekoMmeHayeTcs. HeT mokasa-
TEJbCTB MX BIUSHUS Ha UMMYHHBI OTBET, a YCUJICHHE
CUMIITOMOB (PUHMWT, YMXaHHWE) MOXET CTaThb MPUIMHOMN
AKTMBHOTO pacIpoCTpaHEHUsI HOBOTO KOpOHaBUpYyca.
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CrenyeT pOAOIKUTH TPUMEHEHUE TOMTMYECKUX TITIOKO-
KOPTUKOCTEPOUIOB B PEKOMEHAYEMO 103€;

— WCKJTIOUUTh HCIMOJIb30BaHUE (PU3MOTEparieBTHYIe-
CKUX TPOLIEIYP, CONMPSIKEHHBIX C BO3AEHCTBUEM a3p030JIsT
HMCKYCCTBEHHOTO WJIM €CTECTBEHHOTO TTPOUCXOXKICHUSI.

3akniovyeHue

HoBass kopoHaBupycHasi WH(eKIIMsI, BbI3BaHHasI
BupycoM SARS-CoV-2, crajma TSKeIbIM HCITBITAHUEM
IIJIS BCeTo uesioBevecTBa. B HacTosiiee BpeMst akTyalbHbI
BOTMPOCHI, Kacalolluecss JAUAarHOCTUKU, KIMHUYECKUX
MPOSIBJIEHU, GOPHOBI C OCIOXKHEHUSIMU, Tepariu, Tpo-
(unakTUKK, B TOM YKCJie BaKIIMHAIIMM TIPU HOBOI KOPO-
HaBUpycHOM nmHpeKnn. BaxkHa Takke naeHTU(UKAITNAS
(GaKTOpOB pHUCKA TSKEIOTO TedeHUs, OCOOCHHOCTEN
pa3BuTus MHGEeKINN Ha (GoHe KOMOPOUIHBIX COCTOSI-
HUW M pa3InYHON HMMMYHOJIOTUYECKON PEaKTUBHOCTHU
opraHusma.

B ocHOBe KOMOPOUAHOCTH AJIJIEPTUUECKUX U MH(DEK-
IIMOHHBIX 3a00JIeBaHUI JIEXKUT OOIIHOCTh T'yMOpasib-
HBIX M KJIETOYHBIX MEXaHU3MOB MMMYHHOTO OTBETa.
Tpurrepom pa3BuUTUSI ajIepruyeckux 3aboJeBaHUA
YacTo CJIy>KaT BUPYChl KOPU U BETPSIHOM OCIIbI, TPUIITIA,
raparpurina, PpUHOBMPYCHI, SHTEPOBUPYCHI, pecrupa-
TOPHO-CUHUMTHUATIbHBIC BUPYChI, KOPOHABUPYCHI U AP.
Y OonblIMHCTBA MALIMEHTOB C ajulepryueil MoBbIIIEHA
BOCTIPUMUMYMBOCTb K OCTPOIl PecrupaToOpHOl BUPYCHOM
UHMEKINN.
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BiinsgHue npeHATaJbHOM JMATHOCTUKM HA Pe3yJIbTaThl XUPYPrU4ECKOro0 JIeYeHus:
HOBOPO2KJIEHHBIX C TPAHCNO3MIMEH MATHCTPAIbHBIX COCY/0B B CDABHEHUH C JPYTUMH
KPUTHYECKMMH BPOXKIE€HHBIMHU MOPOKAMH Cepala

.B. Topbynos, JI.C. Abuxeesa, M.M. 2Kymabaesa

HaumoHanbHbI HayYHbI KapOnoxXmpypruyeckmin LeHTp, ActaHa, Pecnybnmka KazaxcTaH

Impact of prenatal diagnosis on outcomes of surgical correction in newborns with
transposition of the great arteries comparing to other critical congenital heart defects

D.V. Gorbunov, L.S. Abikeyeva, M.M. Zhumabayeva

National Research Cardiac Surgery Center, Astana, Kazakhstan

IIpeacTaBien 0630p TAHHBIX CTIENMAJIBHONM JUTEPATYPbI, OTPAKAIOMIMI BJNSHIE NPEHATATLHON ANATHOCTHKH KPHTHIECKUX BPOXK-
JIeHHBIX MIOPOKOB Cep/la HA NepHonepaOHHbIE H OTAAJeHHbIe pe3y IbTaThl. Oco00e BHUMAHKE yeJIeHO 0COOEHHOCTSM 10PO/I0BOTO
BbISIBJIEHUS] TPAHCIO3UIMH MATUCTPAJIbHBIX COCYI0B. JIaHHBIA MOPOK cepaua sBsieTcs yA00HbIM 00HEKTOM M3Y4eHHUsI BBHILY OTHOCH-
TeJIbHO AHATOMUYECKO# OJJHOPOTHOCTH 3TOi HO30I0rMYeCKOi (DOPMBI; POKIEHHS MANMEHTOB, KAK MPABIIO, B JOHOIIEHHOM CPOKE;
PeIKOCTH COYETaHUS JAHHOW NMATOJOTUH C MHOXKECTBEHHBIMU BPOXKAEHHbIMI IOPOKAMH PA3BUTHSA U XPOMOCOMHBIMHM AHOMATUSIMH,
KOTOpbI¢ MOTEHIHMAJILHO MOrYT YXyAMIaTh Pe3yJbTAThl JeYeHHs; CXOACTBA NPUHIWIOB JOONEPANMOHHOTO BENCHWS MALWEHTOB
JIAHHOM KaTeropuu B Pa3HbIX KJAMHUKAX; MPOBeleHNs ONepauuy apTepuaibHOro nepekaloyeHusi B CTPOro o4epyeHHbIX BpeMeHHbIX
paMKax (Kak npaBujio, B Teyenue 1-ro Mecsina ;Ku3Hu); OTHOCUTEJIbHOM CX0XKECTH NPUMEHSIeMbIX XUPYPrHYeCKHX TEXHUK. AKTYaJIb-
HOCTb HACTOSILIET0 MCCJIeI0BAHUS 3aKII0YAeTCs B BbISBJIEHUN 3AKOHOMEPHOCTeIi, MO3BOJISIOIINX YCOBEPIIEHCTBOBATh MMEIOLHeCs
MPOTOKOJIbI JIeYeHHs] HOBOPOXK/IEHHBIX € TPAHCNO3UIMEl MaruCTPAJIBHBIX COCYAOB U CO3/1aTh HOBble AJATOPUTMbI B3aUMO/EACTBUS
MeXKy THHEKOJIOTaMH, HEOHATOJIOTAMH, PEAHNMATOJIOTAMH M KAPINOXHPYPraMHu.

Karoueewte caoea: demu, kpumuyeckuii 8podicoeHHblil NOPOK cepouya, HeOHAMANbHAs KapoOuoXupypeus., NPeHamanbHas OuaeHocmuKa,
MPAHCROZUYUS MAZUCMPAAbHBIX COCYI08.

Ansa untuposauns: lopbyHos [.B., Abukeesa J1.C., XXymabaeBa M.M. BnvisiHne npeHatasnbHOM AnarHOCTUKN Ha Pe3ybTaTbl XUpypruieckoro
JIe4eHsi HOBOPOXXAEHHbIX C TPAHCO3nLMen MarncTpasbHbiX COCYA0B B CPABHEHUU C APYrNMU KDUTUHECKUMU BPOXAEHHLIMU MOpoKaMu cepa-
ua. Poc BecTH nepuHaron n neguatp 2022; 67:(6): 33-39. DOI: 10.21508/1027-4065-2022-67-6-33-39

A review of the literature data describing the influence of prenatal diagnosis of critical congenital heart defects on perioperative
and long-term results is presented, with a focus on the features of prenatal detection of transposition of the great arteries. This heart
defect is a convenient object of studying due to the relative anatomical homogeneity of the nosological form; the birth of patients,
as a rule, at full term; the rarity of the combination of this pathology with multiple congenital malformations and chromosomal abnor-
malities that can potentially worsen the results of treatment; the similarity of the principles of preoperative management in this cate-
gory of patients in different clinics; the performing of arterial switch surgery in a strictly defined time frame (usually during the first
month of life); the relative similarity of surgical techniques used. The relevance of this study is to identify patterns that make it pos-
sible to improve existing protocols for the treatment of newborns with transposition of the great arteries and create new algorithms
for interaction between gynecologists, neonatologists, resuscitators, and cardiac surgeons.

Key words: children, critical congenital heart defect, neonatal cardiac surgery, prenatal diagnosis, transposition of the great arteries.

For citation: Gorbunov D.V., Abikeyeva L.S., Zhumabayeva M.M. Impact of prenatal diagnosis on outcomes of surgical correction in newborns
with transposition of the great arteries comparing to other critical congenital heart defects. Ros Vestn Perinatol i Pediatr 2022; 67:(6): 33-39
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B HYTPUYTpOOHAasi AMarHOCTUKA TPAHCTIO3UIIN MaTH-
CTPaJIbHBIX COCYIOB BKJIIOYAET CJENYIOIIUE IIAru:
OLIEHKA B3aMMOPACITONIOKEHUST A0PThI U JIETOYHOI apTe-
puu; omnpeaesieHue Mop@oJOTuUd COCyaa, OTXOMSIIIErO
OT KaXJI0T0 U3 XeJTyT0YKOB; TIIaTeIbHASI OLIeHKA BHIBOJI -
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HOTO TpaKTa JIEBOTO KeJyloyka W BU3yaJIu3alus
MarucTpajbHOIO COCyjaa, SIBSIONIETOCS €ro Tpo-
NOJDKEHUEM B BUAE OYyTM aopThl WM Oudypkauuum
JIETOYHOU apTepuu. BBIABISIEMOCTh TPaHCTIO3ULINU
MarUCTPaJbHBIX COCYIOB MPU MPOBEICHUN MpeHaTaTb-
HOTO CKpUHUHTA cocTaBisieT MeHee 50%. Hamuuwme
2 cocynoB BMecTO 3 Ha cpe3e depe3 3 cocyda M Tpa-
X€10, TMapajUleIbHbIi XOJ MarucTpajbHBIX COCYI0B
W UACHTU(PUKALUS COCYIOB, OTXOISIIMX OT BBHIBO-
MHBIX TPAKTOB KaxXJIOTO W3 XKEIyJAOuKOB, CIyXaT
KJTIOYEBBIMM  MapKepaMM IS BBICTABJIEHUS 3TOTO
muarHo3za y twioma [1]. C 2013 r. MexmyHapomHoe
00IIEeCTBO yJAbTpa3ByKa B aKyIlIepCTBE U TMHEKOJOTUU
(ISUOG) u AmMepuKaHCKMI WMHCTUTYT YJIbTpa3ByKa
B MeauuvHe (AIUM) pekoMeHA0BaIu OCMOTpP BbIBOJI-
HBIX TPAKTOB OOOMX 3KEJTYIOUKOB ITOCJie BBIBEICHUS
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YeThIPEXKaMEPHOTO Ccpe3a, YTO TO3BOJMIO TOBBICUTH
YyBCTBUTEJIBHOCTb HCClenoBaHus cepaua ruioga ¢ 30
o 69—83% [2]. BwigBiaeHue (opaMeH-3aBUCUMBIX
MMOPOKOB CepIlia OIpeAessieT HeOOXOAUMOCTh 3KC-
MepTHOM 3XoKapauorpacduu Tioma Kak MUHUMYM 2
pasa BO BpeMs OepeMeHHOCTU M 00513aTeIbHO Ha CPOKe
37—38 Hen W1 MPOTHO3MPOBAHNS HEOOXOIMMOCTH 9KC-
TPEHHOI oOTepaluy aTPUOCENTOCTOMUU Cpa3y Iocie
poxneHus pedeHka [3].

BiusHue 0poOBOro  BBISBJIEHHS  TPAHCHO3UIMU
MATHCTPAJbHBIX COCYJOB HAa J0ONEPANMOHHOE COCTOs-
HHEe HOBOpPOXIeHHbIX. EBporieiickue wucciaenoBaTenn
(2003) coobmiaoT 0 6-THEBHOM BBIKMBAEMOCTH TIJIOIOB
C BPOXIECHHBIMM TIOpOKAMU Cepllia, TUarHOCTUPOBaH-
HbeIMU aHTeHaTabHO [4]. B. Holland u coaBr. (2015) [5]
Ha OCHOBAaHWU MPOBEICHHOTO CUCTEMATHYECKOTO 0030pa
C MeTaaHaJM30M, BKJIOYABIIMM & paHee BBITIOJHEH-
HBIX MCCIIeOBaHWI (IOJISI TTAllMEHTOB C TPaHCITO3U-
LIMeil MarucTpaabHBIX COCYIOB B UccienoBaHum 39,6%),
JNEMOHCTPUPYIOT, 4YTO TIpeHaTaJibHasl JIUMArHOCTHKA
YMEHBIIAeT PUCK CMEPTH HOBOPOXKIECHHOTO B JOOITE-
PAllMOHHOM TIEPMOJE; €CNIM JMArHo3 ObUT BBICTaBJIEH
B TIpeHATaJIbHOM TepHoje, y MalueHTa HeT JOTOJHU-
TeTbHBIX (PAaKTOPOB PUCKA, a €r0 POAUTENIM COTIACHBI
C orepaTMBHBIM JieueHueM [5]. loonepalinoHHast BbIKH-
BaeMOCTb CpelIM MallMEeHTOB C MOPOKAMM, ITUArHOCTH-
pOBaHHBIMU TIpeHaTaibHO, cocTaBuia 99,3%, cpemmn
JMUarHOCTUPOBAHHBIX TOCTHaTalbHO — 97%. ABTOp
OTMEUaeT, 4TO, HECMOTPS Ha TOJIOKUTENbHOE BIUSI-
HUe MpeHaTaTbHOM ITUAarHOCTUKHU Ha JOOTMepPallMOHHYIO
BBIKMBAEMOCTh, TIOCJIEOTIepalliOHHAsl BbIKMBAEMOCTh
B 00euX TPYyIIax J0CTOBEPHO He pa3iaudaercs. B MHOTO-
LIeHTpoBOM HuccienoBanuu (2018) 060611eHbl JTaHHBIE
O BJIUSTHUM TIpeHATaJIbHOM TMarHOCTUKHU Ha JOOTepaly-
OHHOe cocTossHue 12 889 HOBOPOKIEHHBIX, ITPOOIIEPUPO-
BaHHBIX B 112 kapnnoxupyprudyeckux neHrpax u3 CILLIA
B nepuon ¢ 2010 mo 2014 r. (10ns1 HOBOPOXIEHHBIX
C TPAHCMO3ULIME MaruCTPATbHBIX COCYIOB B UCCIIeI0BA-
Huu 22,4%) [6]. B kauecTBe moomnepaliioOHHBIX (DaKTOPOB
pUCKa OBUIM TIepEeYMCIICHBI 10K, MPUMEHEHWE WCKYC-
CTBEHHO! BEHTWJISIIIUU JIETKHMX; UCTIOJb30BaHUE CPEICTB
MeXaHUYeCKOM MOIIePKKHU KPOBOOOPAIIICHHUS ; TTIOYeTHAsT
HEJI0CTATOYHOCTD; HEBPOJOTUIYECKHUI Ne(PULINT, MHCYITbT
WV CYIOpPOTH; TPOBEAeHUE CepAeYHO-JIETOYHON pea-
HUMAlLMM; TIeYeHOYHass HeIOCTaTOYHOCTh, HEKPOTH-
3UPYIONINI 3HTEPOKOJIMT, CITOHTAHHAsI KOAryJIOMaTus.
CpaBHUTEIbHBIE XapaKTepUCTUKM TIAlMEHTOB M3 TIpe-
HaTadbHOU (49% HOBOPOXIEHHBIX) M TIOCTHATAIBLHON
(51% HOBOPOXIEHHBIX) TPYIII TIPEACTABICHBI B CIIEAYIO-
niem nopsake: meavana Bodpacta 0 n 1 nens (p<0,0001),
MeIuaHa BO3pacTa Ha MOMEHT ollepauuu 6 u 8 mgHeid
(»<0,0001), macca tena 3,2 u 3,3 xr (p<0,0001), nonst
HenoHoIeHHBIX 14 1 12,2% (p=0,0035) cOOTBETCTBEHHO.
COBOKYITHas 9acToTa BBISIBJICHUS] OOTIEPALIMOHHBIX
(hakTOpOB pHCKa B MpeHaTaJbHOW TPYIIIIe COCTaBWIIA
30,3%, B moctHatanpHOU rpynme — 37% (p<0,0001).
BbISIBIEHBI pa3inuus MeXIy Tpe- W MOCTHATaIbHBIMU
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rpynnamMy To CJeayIolUM J00NepalMoHHbIM (hakTo-
paMm: TIpUMeHEHHWe WCKYCCTBEHHOW BEHTWISLUM Jier-
kux — 24,8 u 31,1%, ok — 7 u 12,5%, modeyHast Hello-
CTaTOYHOCTH 2 U 2,6%, NIpoBeAeHHUE CEPAEUYHO-TIETOUHOM
peanumanuu — 0,9 u 1,5% coorBeTcTBeHHO. MHOTOBa-
PUAHTHBIN aHaJIW3 TOKa3aj] MeHblllee 3HaueHUE COBO-
KYITHOM YacTOTHI BBISBJICHUS TOOMEPALIMOHHBIX (DaKTO-
POB B TIpeHaTaJIbHOM TpyIine (oTHomeHue maHcoB 0,62;
95% noseputenbHbIii MHTEpBan 0,57—0,68; p<0,0001).
DTU JaHHBIE OBUIM TIOATBEPXKIEHBI IPY aHAJIN3E CIIEIy-
JOIIMX TTOATPYIIT MAllMEeHTOB: HOBOPOXKIEHHBIE C TPaHC-
MO3ULIMEN MaruCTPaJbHBIX COCYIOB M MHTAKTHOM MeX-
XKEJTYIOYKOBOM TEPEeropoAaKkoil; ¢ KoapKTalluMeill aopThl;
C CMHIPOMOM TMIIOIIJIa3MM JIEBBIX OTAENIOB cepaua [6].
P. Verheijen u coast. (2001) [7] yka3pIBatOT, 4TO Mpe-
HaTajbHas JMATHOCTUKA KPUTUYECKUX BPOXKIECHHBIX
IMOPOKOB CepAlla YMEHBIIAET YUCIO HOBOPOXKIECHHBIX
¢ MeTabOJIMUECKUM alliA030M B TOOTIEPAITMOHHOM TIEpH-
olie; MOXKET YJIydlllaTh OTHAJeHHbIE pPe3yJbTaThbl, YMEHb-
1masi MeTaboJIMYeCKoe MOBPEXIEHUE TOJIOBHOTO MO3ra;
He OKa3bIBaeT 3HAYMTEJbHOTO BIMSHUS Ha TOCEOoTe-
palMoOHHYI0 BbIkuBaeMocTh [7]. Ilpe- u mocTHaTanbHast
TPYMIbLI HE Pa3INYavCh MO HaMMEHBIIMM 3HAUYEeHUSIM
PaO, u HauGosnbmum — PaCO,, CBUIETEIBLCTBYS O TOM,
YTO OCHOBHOM MPWYMHON auMao3a CIYXUT TUTIONep-
dy3usa TKaHelt, a He runokcemus. G. Sholler u coaBr.
(2011) [8] nmeMOHCTPUPYIOT CpaBHUTENbHbBIE JdaHHBIC
0 YPOBHIO JIaKTaTa B TOOTEPAllMOHHOM TIEpPUOIe CPeIn
ABCTPATMICKUX HOBOPOKIEHHBIX ¢ HaKOOJIee TSKETBIMU
BPOXJIEHHBIMU TOPOKaMM cepAala (oS MalueHTOB
C TPAaHCHO3WIIMEN MaruCTPaIbHBIX COCYIOB B MCCIEIO-
BaHuu 21,1%), IMarHOCTUPOBAHHBIMU TIOCT- W TIpeHa-
TajnbHO [8]. YpoBeHb JlakTaTa 6ojee 2 MMOJIb/J onpene-
JISJICS B TIOCTHATAJIbHOM Tpytie y 89%, B IpeHaTaIbHOM
rpynmne — y 63% mauuenTtoB (p=0,023). YpoBeHb Jlak-
Tara 6ojiee 4 MMOJIb/JT ObUT BBISIBJIEH B TMOCTHATaJIbHOMN
rpynme y 33%, B mpeHaTanbHOM Tpyrine — y 10% manu-
eHnroB (p=0,003), ypoBeHb aKTaTa 60ee 6 MMOJb/T —
B MOCTHATaJbHOM Tpyrmie y 16% manueHToB, a B TIpe-
HaTaJIbHOW TPYIIIe TaKWX TMallMeHTOB He BBISBICHO.
B rpynme mpeHaTaqbHO AMArHOCTMPOBAHHBIX MTOPOKOB
ObLT OTMEYEH 00Jice BRICOKUI YPOBEHb CIIOKHOCTH OTie-
pammii mo mkaje RACHS. Jloyist HOBOpOXXIEHHEBIX C TIpe-
HaTaJbHO JMAaTHOCTUPOBAHHBIMM KJIWHWYECKW Hau-
6oJiee 3HAUYMMBIMM BPOXIECHHBIMU TTOPOKAMU CepIla
cocraBuia 62%, a eTaAJIbHOCTL B T€UEHME TIEPBOTO roaa
Ku3HU — 11%, mpyuyeM B CTPYKType YMEPIIUX MpeodJia-
JAJIM TaIUeHThl ¢ TPeHATAIbHO AMATHOCTUPOBAHHBIMU
nopokamu [8].

A. Tzifa u coaBr. (2007) [9], u3yunB naHHbIe 85 HOBO-
POXIEHHBIX C aTpe3neil IETOYHON apTepuu, MpOooTepu-
poBaHHBIX B riepuon ¢ 1997 mo 2004 r. B Evelina Childrens
Hospital (JlonmoH), cooOmiamT, 4YTO MOCTHATaJIbHasK
YCTaHOBKA IMarHo3a y MalMeHTOB ¢ aTpe3ueit TerOIHO
apTepuM COTIpsSDKEHAa € MCXOMHO 00jiee HU3KHUM YpPOB-
HeM HaCBIIIeHUS (caTypalun) KPOBU KHUCIOPOIOM B JIO-
OrepallioHHOM TIEpUOJie, OMHAKO 3TO HE BJIMSIET Ha UX
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Topbynos JI.B. u coagm. BivisiHue TIpeHaTaIbHOI IMATHOCTUKK HA PE3YJIbTAThI XMPYPrHUYECKOTO JICYEHUsT HOBOPOXKIEHHBIX C TPAHCITO3HUIIMEIL. .

MOCJICOTIePAIIMOHHYI0 CMEPTHOCTh M HaJIW4ue OCJIOX-
HeHuil [9]. ABTOp OOBSICHSET NAaHHBINA (PAaKT paHHUM
(B cpenHeM B 1-e CyTKM XM3HM) MOSIBJIGHMEM IIMaHO3a
Yy 3THX TAIIMEHTOB, YTO OOYCJOBIMBAET CBOEBPEMEHHOE
HasHayeHue WM npocraanaiHa E . Takag Tepanust
MOJIEPXKUBAET CTAOWIbHOE KIMHUYECKOE COCTOSIHUE
HOBOPOXIEHHBIX B JOOMEPALIMOHHOM TePUO/Ie, YTO TTPO-
SIBJISIETCSI  OTCYTCTBHEM DPa3jM4YMil B XUPYPTrUYECKUX
HUCXONax MEXMIy TalMeHTaMU U3 Mpe- W MOCTHATaIbHOMN
rpynil. JlaHHOe OObSICHEHME MOXET OBbITh pacrpocTpa-
HEHO M Ha JPYruX HOBOPOXAEHHBIX C JYKTYC-3aBUCU-
MO JIErOYHOM LUPKYyJsireit. JIuCKyTupyst ¢ aBTOpaMH,
COOONIMBIIMMU paHee NaHHbIE O JIYYIIUX pe3yJibTaTax
y TAIWeHTOB ¢ TMpeHaTaJbHO JAMAarHOCTUPOBAHHBIMU
TPAHCIIO3UIIMEN MarucTpPaJIbHBIX COCYIOB, KOapKTa-
LIMeil aOpThl U CUHAPOMOM THUIIOTIJIA3UU JIEBBIX OTICIIOB
cepila, aBTOp HaXOIUT 3TOMY clenyrolee oObsSICHEHNUE.
CUHIPOM TUIIOIIJIa3UU JIEBBIX OTIEIOB Cepilla U KoapK-
TalMsl AOPThl OTHOCSITCS K KPUTHUYECKUM BPOXICH-
HBIM TTIOPOKaM cepilia ¢ AyKTyC-3aBUCUMOIN CUCTEMHOM
mupkynsinuei. Cpeau MaiyeHTOB ¢ TMTOCTHATAJIbHO Tha-
THOCTUPOBAHHBIMU MOPOKAMM JI0 YCTAHOBKM JMAarHo3a
CAMNITOMBI MOTYT TIOSIBIATBCS MCITOABOJbL, IO Mepe
YMEHBIIEHUS AUaMeTpa OTKPBITOTO apTepuabHOTO
MPOTOKAa, HE Mepexo/is TOTYAC B KIIMHUYECKYIO KapTUHY
KpuTHUecKoro nmopoka. [1pu aTom, omHaKo, MTOCTENEHHO
pa3BUBaeTCS WIIEMUST OPTaHOB-MUILNEHE!, TPUBOAS-
1masi BIIOCJAEACTBUM K PA3BUTHUIO TEMOAMHAMUYECKOTO
kosutarnca. [lociie ycTaHOBKM nMarHo3a M Ha3HaYeHMSI
npocrarnaHadHa E, y MalueHToB, TEPEHECIInX IIOK
W BBDKUBIIMX TIOCNIE HETO, (PYHKIMUS OpraHOB-MUIIIE-
Hell MOXeT He BOCCTAHOBUTBLCS 1O MCXOIHOTO YPOBHSI,
YTO YXYIIIAET WX IIIAHCHI HA BbIKMBAHUE MO CPABHEHUIO
C HOBOPOXIEHHBIMU, KOTOPBIM IWAarHo3 OBUT BBICTaB-
JieH mpeHartanbHO. [lonoxurenbHoe ke BIUSHUE TIpe-
HaTaJbHOM JMATHOCTUKY Ha BBIKMBAEMOCTb MAllEHTOB
C TPaHCITO3UIIMEe MaruCTPaIbHBIX COCYI0B MOXET ObITh
CBSI3aHO C TeM, YTO y TALIMEHTOB C TMpeHaTaJbHO Juar-
HOCTMPOBAaHHBIMM TOPOKAMM W 3aBUCSIIEN OT pa3Mepa
OTBEpPCTUSI TEeMOIMHAMUKON MMeeTcsl OOJibllle I1aHCOB
CBOEBPEMEHHO BBITIOJTHUTH OA/UIOHHYIO aTPUOCENTOCTO-
muto (rpouenypy PaikuHma) B paHHME CPOKM TOCIe
poxneHusi. HoBopoxneHHbIe ¢ TTpeHaTaJbHO He TUarHo-
CTUPOBAHHOW TPaHCTIO3ULIME MaruCTPaJbHBIX COCYI0B,
pOIMBIIMECS BOAAu OT KapAWOLIEHTPOB, HE UMEIOT BO3-
MOXHOCTHM B 3KCTPEHHOM ITOPSIIKE TTOJIYYUTh TTOA00HYIO
TOMOIIb, YTO YMEHBIIIAET UX IIIaHCHl HAa BbKMBaHME [9].
IIpenaTanbHas JMATHOCTHKA KPUTHYECKHMX BPOKIEHHBIX
TOPOKOB Cep/lia U ee BJIUSHUE HA Pe3yJbTaThl XHUpPYypruye-
ckoro jgedenns. K. Brown u coanrt. (2006) [10] yka3biBatoT
Ha BJIUSTHUE OOCTOSITEJIbCTB YCTAHOBKM JAMArHO3a KpUTH-
YECKOTrO BPOXIEHHOTO MOpOKa cepjlla Cpeau MNalueH-
TOB (J1OJI51 TIALIMEHTOB C TPAHCTIO3UIIMEN MarucTpabHBIX
cocynoB B uccienoBaHuu 27%), TONydaBIIUX JieUeHHUE
B TepUOIIepallMOHHOM TIepUO/ie B OTIECICHUU peaHuMa-
mun xmHuky Great Ormond Street Hospital for Children
(Jlormon) ¢ 1999 mo 2002 r. [10]. st cpaBHUTEIBHOTO

aHaJM3a MaleHThl ObUTM pa3eieHbl Ha 3 TPYIILI B 3aBU-
CHMOCTH OT BpeMEHHU YCTAaHOBKM TMArHo3a: MpeHaTaabHO
(20%), mocTHaTaTbHO BO BpeMsl MPeOBIBAHUS B POIIOME
(55%) n mocae BeImUcKM U3 pommoMa (25%). Hauxyn-
1ee J00NepalMOHHOE COCTOSIHME HaOJII0aIOCh Y Mallu-
€HTOB, BBIMMMCAHHBIX U3 poaIoMa 0e3 yCTaHOBJIEHHOTO
JIMarHo3a KPUTUYECKOTO BPOXIEHHOTO MOpoKa cepiua
¥ TMOBTOPHO TOCTIUTAIM3UPOBAHHBIX B peaHUMAaIIMOHHOE
oTneneHue. bosee cTabMIbHOE COCTOSTHME JO OTIepariin
ObIJIO Yy TAlIMEHTOB C TTOPOKOM, JMArHOCTMPOBAHHBIM
npeHataibHo. OIHAKO B TPYIINE C MPeHATATbHO AUArHO-
CTUPOBAHHBIM TIOPOKOM HaOJIofaIach camasi BBICOKast
TTOCJICOTIepalIMOHHAsT CMEPTHOCTD (21%) o cpaBHEHUIO
C TAaKOBO Y TIAIIMEHTOB C TOPOKOM, TUATHOCTUPOBAHHBIM
B pomnome (12%). HecmoTpst Ha HaGmogaemMble OTpHUILIA-
TeJbHBIE TPEHIBI TI0 BIUSHUIO Ha CTAOMIBHOCTb TEMOJIH-
HaMUKU U (PYHKLHMIO OpraHOB-MUIIEHEW, HaWMEHbIIas
CMEPTHOCTh HabJIfofaNach B TPYITIE MMOBTOPHO TOCITHATA-
JIM3UPOBAHHBIX TIOCJIE YCTAHOBKU AMArHO3a BHE pojIoMa
(8%). JlanHy1o TEHIEHIIMIO aBTOP OOBSICHSIET HEOMHOPOI -
HOCTBIO M3yJ9aeMbIX TPYIII, TMOAYePKUBAsi, YTO B TPYIIIe
¢ TIpeHaTaJbHO AMATHOCTUPOBAHHBIMM MTOPOKAMU OBUTA
CKOHIIEHTPUPOBAHBI TMALIMEHTHI ¢ HaMOOJee CIIOXHOM
MmaToJIoTveii. ABTOPBI JeNIAalOT BBIBOMI, UTO OIpeIeIeHHbIE
00CTOATENTLCTBA B MOMEHT YCTAHOBKM IMarHo3a oOKa-
3bIBAIOT BJIMSTHME Ha TSKECTh COCTOSTHUSI HOBOPOXKIECH-
HBIX B JOOTIEPAllMOHHOM TIEPUOIE, U OTO OMPEAEsIeT X
BBDKMBAEMOCTb TTOCNIE  KapAMOXUPYPTUYECKUX BMella-
TEIbCTB, KOTOpast OymeT yaydlIaTbCcsl MPU ONTUMAIbHOMN
JIOPOIIOBOIT TMarHOCTHUKE M 0OJIETYEHHOM JTOCTYIIE K CITe-
nmanusupoBaHHoit momorm [10]. L.K. Wright u coasr.
(2014) [11] Ha ocHOBaHUM PE3YJBTATOB OIHOIIEHTPOBOTO
HCCIeIOBaHYsI, B KOTOPOM U3y4YaJIUCh UCXOMIBI OTIepaTUB-
HOTO JIeYeHUs AeTell TepBOro roia XKU3HU, KOHCTaTUPYIOT,
YTO y MAIlMEHTOB C TPeHaTaJbHO IMArHOCTUPOBAHHBIM
TMTOPOKOM OTMeYaJINCh Oojiee BbICOKAs MOCIeO0epaioH-
Hasl JIETAIbHOCTh, O0Jbllasl UIUTEIbHOCTh MPEObIBAHUS
B CTallMOHApe W OTAEJIeHUM peaHuMaluu. JleTaTbHOCTh
B TedeHUe | roma Imocjie orepaiuy Oblia B 2 pa3a BEILIE
Y HOBOPOXKIEHHBIX C MPEHATAIbHO TUArHOCTUPOBAHHBIM
nopokom (p=0,03). B kauectBe 0OBsICHEHUSI HeOIaro-
MPUSTHOTO TE€YEHUST MpPEeHATaJIbHO TUATHOCTUPOBAHHBIX
MMOPOKOB aBTOpPaMU CIEJaHO TIPEIITONIOKEHNUE O Hau-
YUM HEYYTEHHBIX COIMYTCTBYIOIIMX (haKTOPOB, TaKUX
Kak (eHOTUNHMYECcKasi TeTepOTeHHOCTh BPOXIEHHBIX
MOPOKOB Cepilia, TpHU KOTOPOil TPU OJHOM U TOM XKe
JIMarHo3e B 00enx, He OTVIMYAIOLIMXCS IO UHBIM TapaMe-
TpaMm TpyIrax, Cpeay MpeHaTaIbHO BBISIBICHHBIX MPeoo-
JIAaloT TAlMEeHThl ¢ AaHATOMUYECKUMU OCOOEHHOCTSIMU,
OTPULIATEIBHO BJIWSIOIIMMM Ha TTOCIeONepallMOHHbIE
pe3ynbTaThl [11]. ApTyMEHT B ITOJIB3Y TaHHOMN T€OPUHN OBLI
BbickazaH B pabore R.T. McCandless u coast. (2012) [12],
KOTOpbIE B CBOEM WCCJIEIOBAHUU TIO OIEHKE BIUSHUS
MpeHATAIbHOW TUATHOCTUKY KOAPKTALIUKM a0PTHl Y HOBO-
POXIEHHBIX Ha pPe3yabTaTbl XUPYPTUUECKOTO JICUCHUS
JNEMOHCTPUPYET, UTO ISt TALIMEHTOB C MPeHATAIbHO THa-
THOCTUPOBAHHBIM TTOPOKOM XapaKTepHBI CPAaBHUTEITHHO
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MaJible pa3Mepbl AYTd aopThl, (PUOPO3HBIX KOJIEIl aop-
TaJTbHOTO U MUTPAJIBHOTO KJIATlaHOB, a TAaKXKe YMEHbIIIe-
HUe MHISKCUPOBAHHBIX 00BEMOB JIEBOTO Xerymouka [12].
Bce st mapamerphl ciy>kaT KOCBEHHBIMU TIpU3HAKaMU
TUTOTUIA3UU JIEBBIX OTAEJIOB Ceplla, MPOSIBIEHUS] KOTO-
poii Gojiee BbIpaXeHbI y TAIIMEHTOB C BHYTPUYTPOOHO
NIMaTHOCTUPOBAHHBIM TIOpOKOM. Pa3smep myru aopThl
WMeeT 3HaUeHUE JIJIsI OTpeesIeHUs] XUPYPTUIeCKOn TakK-
tuku. Eciu B mocTHaTanbHOM rpymre (yCTaHOBKA Iuar-
HO3a B TeUeHUe 2—4-i1 HeJeIun KU3HU) pe3eKInsl KoapK-
Tallui B YCJIOBUSIX MCKYCCTBEHHOTO KpOBOOOpAIleHUs
MPOBOIWIINCH Y 22%, TO B TIpeHaTaIbHOM rpyrine — y 64%
HoBopoxneHHbIX (p=0,03). CxomHble TEHIEHIIMU ObLIN
0003HaueHbl B paboTe UTAIbSIHCKUX aBTOpoB (2012),
KOTOpbIE W3y4YaJM BJWSHUE TpEeHaTaJbHOM JuarHoc-
TUKM Ha pe3yJibTaThl XUPYPrUYECKOTO JIEYEHUS] HOBO-
POXAEHHBIX C aTpe3ueil IETOUHON apTepun ¢ MHTAKTHOW
MEXCKeTyIouKoBoii Treperoponkoii [13]. Ilo maHHBIM
WCCIIeIOBAHUS, B MPeHATAJIbHOM TPYIINe, M0 CPaBHEHUIO
C MOCTHATAJIBHOM, MpeodJIafaiu MaiueHThl ¢ 60J1ee BHICO-
KOI CTeNeHbI0 TMIOIIa3uK MPaBOTo XKeJIyaouka u 0osee
YacThIM  HaJlMuMeM TPaBOXETYJT0YKOBO-KOPOHAPHBIX
ductyn. M. Cohen u coant. (2006) [14] nmpu cpaBHeHUU
MaIMeHTOB C TMarHOCTUPOBAHHBIM JI0 U MOCTIE POXIECHMS
CUHIPOMOM TeTepOTaKCUM YKa3bIBalOT Ha Ipeodiana-
HUE Cpeau HOBOPOXKIEHHBIX MAllMEHTOB C IPEHATaJbHO
JMMarHOCTUPOBAHHBIM TOTAJIGHBIM aHOMAaJIbHBIM JpeHa-
K€M JIETOYHBIX BeH, HaJTMY1e KOTOPOTo MPOrHOCTUYECKU
HeOarorpusTHo [14].

A. Levey u coanr. (2010) [15] Ha ocHoBaHUU 0000-
IIEHUsI OTMbITA JIEYeHUS HOBOPOXKIEHHBIX CO CIIOXKHBIMU
BPOXJIEHHBIMU TIOpOKaMu cepana (1oJisi MalMeHTOB
C TPAHCITO3UIIMEe MaruCcTpaJIbHBIX COCYIOB B MCCIIEIOBA-
Hum 20%), mpoorniepupoBaHHEIX B Hbio-Mopke (CILA)
¢ 2004 mo 2008 r., cooOLIAIOT O TEHJAEHLIMSIX, OTpaxKa-
IOIIUX TIepUOTIEPAllMOHHBIC XapaKTEPUCTUKU TIallMeH-
TOB C TpeHaTaJIbHO YCTAaHOBJIEHHBIMU nuarHozamu [15].
Onupasicb Ha OMbBIT JIeYEHUS] HOBOPOXICHHBIX, y 3/4
KOTOPBIX B OMpeNeJeHHbIE TOAbl MOPOKU ObLIM auar-
HOCTUPOBAHBI  BHYTPMYTPOOHO, aBTOPHI  BBISIBUJIU,
YTO JUIS1 TIAIMEHTOB C TMpeHaTajJbHO JUArHOCTHPOBAH-
HBIMM TTIOPOKAMU XapaKTepHBI CIeAYIOIINe TTOKa3aTeIN:
HU3Kasl Macca Tejla TpU POXIEHUU, MEHBIIN CPOK
recTali, HaJu4due CIIOXHBIX ITOPOKOB, YBEIMYMBA-
IOIIMX YPOBEHb CJIOKHOCTU TIPOBOIMMBIX OTEpalnid.
HecMoTpsi Ha TIOBBILIEHHYIO CJIOXHOCTb, ¥ HOBOPOX-
NIEHHBIX C IMarHOCTUPOBAHHBIMU BHYTPUYTPOOHO MOPO-
KaMu B JIOOTEPaIlMOHHOM TIepuofie pexe MpUMEHsIach
WCKYCCTBEHHAsl BEHTWJISILMS JIETKUX, PEXEe MCITOIb30-
BaJlach aHTHOAKTEpuaabHasl Teparusi, OHU Pexe Orepu-
pOBaJIUCh B BKCTpeHHOM Topsiake. [IpeHaTanbHast quar-
HOCTHKA HE BJIMsUIA Ha CJIeQyIollie mapaMeTpbl: BO3pacT
HOBOPOXIAEHHBIX Ha MOMEHT OIlepaliui, IJIUTEIbHOCTh
MpeObIBaHUSI B CTallMOHApe, a TakXe CMepTHOCTh [15].
L. Peake u coast. (2015) [16] Ha mpumMepe OpuUTaHCKOM
MOITYJISILIUKA COOOIIIAIOT 00 OTCYTCTBMM BIUSTHUS TIpeHA-
TaJbHOW MMATHOCTUKW Ha OJMKaWIlue W OTHaJeHHBbIC

Ob30Pbl JINTEPATYPbI

pe3yabTaThl XUPYPTUUECKOTO JIEYCHUS] HOBOPOXKIECHHBIX
C TPaHCIO3WIMEN MarucTpalbHBIX COCYIOB M CHHAPO-
MOM TUITOTUIa3MH1 JIEBBIX OTAEIOB ceplia B mepuon ¢ 1998
no 2012 r. (monst MAlMEHTOB C TPAHCMO3UIIMEN Maru-
CTpaJbHBIX COCYIOB B uccienoBanuu 58%) [16]. I'pynma
aBTOopoB Ton pykoBomctBom W. Tworetzky (2001) [17]
0000 BOCBMWJIETHWI OIBIT JICUEHUST CUHIPOMA
MallMEHTOB C TUIIOIJIa3Meil JIEBBIX OTIEJIOB Cepla
B bocroHckom nerckom rocriutane (CIA). B manHOM
HCCIIeIOBAaHUY BIIEPBBIE TTOKa3aHO TTOJIOXKUTETbHOE BTN~
sTHU€ TIpeHATaJIbHON MTMAarHOCTUKU Ha PaHHIOI TOCe-
OTepallOHHYIO0 BBDKMBAEMOCTh IMAIIUEHTOB C JaHHBIM
cuHApoMoM. J1ost TIpepBaHHBIX MOCJE YCTAHOBKU IWa-
rHo3a GepeMeHHOCTell cocTtaBuia 33%, w3 uccienoBa-
HUST ObUTM MCKITIOYEHBI MaJOBeCHbIE HOBOPOXKIECHHBIE
W TALUMEeHTHl ¢ TMOTEHIUATbHO JIETAJTbHBIMU TeHeTHYe-
CKUMM cUHIpoMamu. [Tpu o011ei TocuTaabHOM JeTalb-
HOCTH, cocTaBsionieil 25%, BbDKMBAeMOCTb B TPYIIITe
JIMarHOCTUPOBAHHBIX TTPeHATAIbHO TTOPOKOB COCTaBMIIA
100%, B TpyIine TMarHOCTUPOBAHHBIX MOCTHATAIBHO —
66%. ABTOD CBSI3bIBACT MAHHYIO TEHICHIIMIO C JIYIIITUM
JTIOOTIEPAITMOHHBIM COCTOSTHUEM HOBOPOXIEHHBIX C TIpe-
HaTaJbHO JMATHOCTUPOBAHHBIMU TIOPOKAMU, OTpake-
HUEM KOTOpPOTO OblJla HU3Kas AOOTepallMOHHAasT 9acToTa
BO3HUKHOBEHUS allMI03a, TPUKYCIUIATLHOW HeTOoCTa-
TOYHOCTH WM TIPaBOXEITYAOUYKOBON NMC(HYHKIIUUA B HaH-
Hoit rpynme [17]. O. Franklin u coasr. (2002) [18] yka-
3pIBAIOT Ha YIy4YIIEHHWE TOOTEPAlMOHHOTO COCTOSTHUS
U YBeJIMYEHUE BBDKMBAEMOCTH CPeId HOBOPOXKIEHHBIX
¢ KOapKTaIueil aOpThl, AMATHO3 Y KOTOPHIX OBUT BBISIBIIEH
npeHataabHO. CXOXMe pe3yJabTaThl TPOAEMOHCTPUPO-
BaHBI B padote M. Stodki u coaBr. [19].

B 1999 r. (ppaHIly3cKMMM KJIMHUILIMCTAMU ObLIa OITy-
OnmkoBaHa paboTa O BAWSIHUMU MpeHaTaJbHOM ITMarHoc-
TUKA Ha XUPYPTUUYECKUE MCXOMbI JICUCHUST TAlMeHTOB
C TPAHCITO3UIIMEN MaruCTPaIbHBIX COCYIOB, POXKIEHHBIX
B Hopital Necker (ITapmk, ®panHuus). ABTOpbBI OTMe-
YalT HYJEBYIO 1O- U TOCJIEONepallioOHHYIO JieTalb-
HOCTb B TpYINe JIUMAarHOCTUPOBAHHBIX IpeHATAIbHO,
JIO- ¥ TIOCJIeOTIepallMOHHAsT JIETAIbHOCTD B TPYIIIE qUar-
HOCTHPOBAaHHBLIX TIOCTHATAJIbHO cocTaBuiaa 6 u 8,5%
COOTBETCTBEHHO. JloIsI  OCJIOXKHEHMI  JTOCTOBEPHO
He pas3nyanach B 00CUX TpYINax, IJTUTEIBHOCTh TIpe-
ObIBaHUS B CTallMOHApe ObUIA BBHINIE B MOCTHATAJTBHOM
rpynme. BeuT chaenmaH BBIBOI O TOJOXHUTEIbHOM BITHSI-
HUW TpeHaTaJbHOW TUAarHOCTMKM Ha XUPYpruvecKue
WCXOABl Y TALMEHTOB C TPAHCHO3WIIMEN MarucTpaib-
HBIX cocynoB [20]. B BbIMOJHEHHOM KUTAWCKUMMU CIIie-
LHUAUCTAMM CUCTEMaTUYeCKOM 0030pe ¢ MeTaaHaIu-
30M MO pe3yabTaTaM M3y4YeHUs 13 KOropr mnalueHTOB
u3 12 paHee MTPOBEACHHBIX UCCIEIOBAHUIM C pa3TMIHBIMU
HO30JIOTUYECKUMHU (hOpMaMU KPUTUUECKUX BPOKIEHHBIX
MOPOKOB cepana (Iodsl MaIlMeHTOB C TPaHCITO3UIMEH
MarucTpajbHBIX COCYIOB B McciaemoBanuu 28,2%) npu-
BeleHa MHMOpMAIIMSA O TOM, YTO MpeHaTajbHas IHar-
HOCTHKA MOXET CHIXATh TMepHOINepallMOHHYIO JeTalb-
HocTh. OmHAaKO JOOCTOBEPHOE CHUXKEHUE JIETATbHOCTU
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OTMEUaJIoCh JINIIb Y TTALIMEHTOB C TTPEHATAIbHO TUAarHO-
CTUPOBAHHOM TPAHCIO3UIIMEN MaruCTpaJbHBIX COCY-
IIOB, UTO OOBsICHSIeTCS Oojiee paHHUMU (Ha 3 JHS) Cpo-
KaMM OIepaTUBHOTO JIEUEHMS, paHHEeN CcTaOuIM3anuei
HUX COCTOSTHUSI, OTCYTCTBUEM allao3a 1 6oJiee BBICOKUM
YPOBHEM HaCBIIIEHHST KUCIopoaa KpoBu. bojee panHue
CPOKM OTEepaTUBHOTO JIeYeHUs ObLTM BBIOPAHBI C LIEJBIO
MPOMWIAKTUKNA HEBPOJOTUIECKUX OCIOXHEHUI, 00y-
CJIOBJIEHHBIX HECTaOWJIbHOM TeMOIMHAMUKON M Jeca-
Typalueir B nooriepanimoHHoM tniepuoae [21]. Hoso-
3enaHackue kosutern (2019) neMoOHCTpUPYIOT cpenu
HOBOPOXAEHHBIX C TIPpeHATAIbHO TUarHOCTUPOBAHHBIMU
KPUTUIECKUMU BPOXKIEHHBIMU TTOPOKAMU cepara (HoJst
HOBOPOXIEHHBIX C TPAHCMO3UILIME MarucTpaJbHBIX
COCYZIOB B uccienoBaHnu 66%) MOCTOBEpHOE CHIKEHUE
HeOoHaTaJbHOU cMepTHOCTH (1%) 1O CpaBHEHMIO C TAKO-
BOW Cpeay TALMEHTOB C MOPOKaMU, TUarHOCTUPOBaH-
HbeIMU TIocTe poxaeHus (7%; p=0,03%) [22]. N. Pinto
u coanT. (2017) [23] B paboTe 0 BAMSIHUM TIpeHATaIbHOM
MMarHOCTUKU Ha CMEPTHOCTb, YMCIIO TOCTIATAIU3ALINI
U PacXombl, CBSI3aHHBIE C JeueHreM 119 HOBOPOXKIEHHBIX
¢ TPaHCTMO3UIIMEN MarCTpaIbHBIX COCYIOB, COOOIIAIOT,
YTO, HECMOTPSI Ha OTCYTCTBHME JOCTOBEPHBIX pasiiv-
YUIii O JIETATLHOCTU B TIpe- M TOCTHATAJIBLHOM IpyIax
(7,1 u 5,7% cootBercTBeHHO; p=0,86), B MpeHaTATHLHOI
IPYIITe OTMEYaloCh YBeIWYeHUE JTUTETbHOCTH TTPeObI-
BaHMS TIALIMEHTOB B CTallMOHape (B cpenHeM Ha 13 cyT).
IMpeHaTanbHass TMaTHOCTUKA YBEJIWYMBAET OOIIME pac-
XOIIbI, CBSI3aHHBIE C JICYCHHEM MaTepeil 1 HOBOPOXKICH-
HBIX C TPAHCTIO3UIINEN MAarMCTPaTbHBIX COCYIOB, B CPEI-
HeM Ha 22 570 nomnmapos CILA [23].

Baugnue 0poioBOii JMATHOCTHKH HA OTAAJIEHHYIO
BbIKHBAEMOCTH MAIMEHTOB ¢ KPUTHYECKHMH BPOKIEHHBIMHI
nopokamu cepaua. R. Liberman u coast. (2014) [24] yka-
3BIBAIOT Ha (DAKTOPBI, KOTOPbIE MPUBOIAT K IO3THEMY
BBISIBJIEHUIO KPUTUYECKUX BPOXKIEHHBIX TTOPOKOB CepILia
Ccpeny KMBOPOXIAEHHBIX NIEeTel, POMMBIINMXCS B INTaTe
Maccauycerc (CILIA) B mepuon ¢ 2004 mo 2009 r. (monst
MallMEHTOB C TPAHCMO3ULIMEl MaruCcTPalbHBIX COCYIOB
B uccaenoBannu 9,8%). YaenbHbINM BeC KUBOPOKIEHHBIX
JIeTell ¢ TTIOPOKOM, TMarHOCTUPOBAHHBIM TPEHATAIbHO,
B CTallMOHApe W MOCJe BBIMUCKU U3 POIIOMA, COCTABUI
52,4, 33,8 u 13,8% coorBercrBeHHO. Cpenyn yMepImux
B TeUEHMeE TIEPBOTO TO1a Mpeobiaaaiy MalueHTh ¢ TTOpO-
KOM, JMarHOCTUPOBAaHHBIM IpPEeHATaIbHO, 75,7%.
Jlonst yMepInX Ha TIepBOM TOAY KU3HM CPelM MallieH-
TOB C TMOPOKOM, IWAarHOCTMPOBAHHBIM B CTallMOHape,
cocraBuia 20,6%, a cpeau neTeii ¢ TOPOKOM, TUarHOCTH -
POBaHHBIM ITOCJIE BBIITUCKU U3 pomnoma, — 3,7% [24].
B 2014 1. onty01MKOBaHbI pe3yJibTaThl OOIIIMPHOTO TIOITY-
JISIMOHHOTO WCCIeIOBAaHMS, W3y4aBIIETO CBSI3b TIpe-
HaTaJTbHOM JWATHOCTMKM C TOAWUYHON BBDKMBAEMO-
CTHIO TIALIMEHTOB C BPOXAECHHBIMU TTOPOKAMU CEpAlia,
pomuBmuxcsa ¢ 1994 mo 2005r. B mrarte JKopmkus
(CIIA) [25]. Hdons mpeHaTadbHO IMATHOCTMPOBAHHBIX
TTOPOKOB cepra coctaBuia 9,5%. B uccrenoBanum mmpo-
BEJICHO CpaBHEHHME TOOWYHON BBDKMBAEMOCTHU TAlIMEeH-

TOB C MTOPOKOM, JUATHOCTUPOBAHHBIM JIO 1 TIOCJIE POIOB.
Cpeay TAallMEHTOB C M30JUPOBAHHBIMU BPOKICHHBIMU
MOpOKaMM cepalla TOAWYHAs BBIKMBAEMOCTb COCTa-
BWJIAa B TIpeHaTajbHO rpynme 77%, B TOCTHATAJIbHOM
rpyrnmne — 96% (p<0,001). lanHast TUCTIPOTIOPIIUS 00Y-
CJIOBJIEHA BIUSTHUEM KPUTUYECKUX BPOXIECHHBIX TTOPO-
KOB cep/ilia Ha MOMyJISIINI0. ABTOPBI OTMEUAIOT, YTO PUCK
JIETAJIbBHOTO MCXOma B TeueHWe | roma Ui TalMeHTOB
C M30JMPOBAaHHBIMU BPOXIAEHHBIMU TTOPOKAMU CEPMIIA,
JMMarHOCTUPOBAHHBIMU MpeHAaTaIbHO, B 6,86 pa3a BEIlIIe,
yeM TSl TAaKOBBIX, TMAaTHOCTUPOBAHHBIX MOCTHATAILHO.
CKOppeKTUPOBAaHHOE OTHOIIEHWE PUCKOB IS TAlMeH-
TOB C TIpe- U MOCTHATAJIbHO IUarHOCTUPOBAHHBIMU KPU-
TUYECKUMHU BPOKICHHBIMU TTOPOKAMU CepAIa COCTABUIIO
2,51 (95% noseputenbHblii UHTepBan 1,72—3,66) [25].
M. Vincenti u coant. (2019) [26], U3y4nB BIUSIHUE TIpe-
HaTaJIbHOM TMAarHOCTUKU BPOXIEHHBIX TTIOPOKOB Cepla
BO (hpaHIIy3CKOI TOMYJISIIIMYA Ha TOAMYHYIO BBIKHUBae-
MOCTb TAIIUEHTOB C TSKEJTBIMU IMTOPOKAMM Cepala (IoJist
HOBOPOXIEHHBIX C TPAHCHO3UILIMEN MarucTpaTbHBIX
COCYIOB B wucchenoBaHuu 15,6%), HeMOHCTPUPYIOT,
YTO CMEPTHOCTh B T€UEHUE TIEPBOTO ToAa KU3HU TOCTO-
BEpHO He pas3inyaeTcs Cpeau HOBOPOXKIEHHBIX C TIOPO-
KaMM, JIUATHOCTUPOBAHHBIMM TIpe- W TTOCTHATAIBHO
(16,7 n 13,9% cootBetcTBeHHO; p=0,13). B rpymme mpe-
HaTaJTbHO IWAarHOCTUPOBAHHBIX TOPOKOB IpOCTariaH-
nuH E| HasHavancs paHblle, IIUTENbHOCTD TPeObIBAHMS
B CTallMOHape ObITa GOJIbINE, OCTIOKHEHHUs BCTPEYATCh
pexe, KapAUOXUPYyprudeckue Orepalry MPOBOIUINCH
yalie, HO Mo3Xe. AcCOLMaIus BPOXICHHBIX MOPOKOB
cepala ¢ XpOMOCOMHOM WJIM CUHAPOMAJILHOM TaToJIO-
rueit cayxuia (akTOpoM pPUCKa, CHIKAIOIIMM BEDKMBA-
eMocThb [26]. C. van Velzen u coaBr. [27] B 2014 1. c006-
IIAIOT O HYJIEBOM JIETAILHOCTU B TeUEHUE TePBOrO roaa
SKU3HU CPeIr TallMeHTOB ¢ MpeHaTaIbHO TUArHOCTUPO-
BaHHOW TPaHCIO3UIIMEN MarMCTPaIbHBIX COCYIOB, MPO-
onepupoBaHHbIX B Hunepnangax ¢ 2002 mo 2012 r. do-
U TIOCJIeoTIepalliOHHAsT JIETATbHOCTh B TeYeHUE TIEPBOTO
roja XXW3HU Cpelnd MITafeHIIEeB ¢ TTOPOKAMU, TUarHOCTHU -
POBaHHBIMM TTOCTHATAJIbHO, 34 aHAJOTMYHBINA TEPUOLT
coctaBuna 4,9 u 11,4% coorBerctBeHHO. H. Nagata
u coanT. (2020) [28] yka3bIBalOT Ha COKpallleHUe UHTEP-
BaJla OT POXIECHUS 0 Havasla Teparu 1 10 MPOBeICHUS
OIepaTUBHOTO JIEYeHUs, a TaKKe Ha yIydIIeHue TOIUY-
HOM BBDKMBAEMOCTHM CPeIy HOBOPOXIEHHBIX C TpeHa-
TaJbHO JIMATHOCTUPOBAHHOW TpaHCITO3WIIMEH Maru-
cTpasibHbIx cocynoB. J. Hautala u coast. (2020) [29]
NEMOHCTPUPYIOT HYJIEBYIO JieTanbHOCTh (p=0,119) cpenn
HOBOPOXIEHHBIX C TIPeHATaJIbHO JMArHOCTUPOBAHHOM
TPAHCMO3ULIMEN MAarCTPaIbHBIX COCYIOB, ITPOOIIEPUPO-
BaHHBIX ¢ 2004 o 2014 1. B GQUHCKOM MOMYISIUHN.

3aknovyeHue

HaHHBIC O BJIMAHUUN npeHaTaanoﬁ JNarHOCTUKM
Ha J0- M IOCJICOINICPAIMOHHYIO, a TAaKXE OTHAaJICHHYIO
BBDKMBAEMOCTb  HOBOPOXICHHBIX C KPUTHYECKUMU
BPOXIACHHBIMU TIIOPOKaMM CEpAlia HOCAT IIPOTHUBOPEC-
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yuBbIA xapaktep. Ha poomepanilMoHHOM 3Tane BbIKU-
BaeMOCTb BBIIIE CpeAu TALMEHTOB C TIpeHaTaJbHO
JMMarHOCTUPOBAHHBIMUA TTOPOKAMM, YTO OOYCIOBJIEHO
320J1aTOBPEMEHHBIM BBIOOPOM MeCTa POIOpa3pelIeHUsI,
OTJIaXKEHHOW JIOTMCTMKOW, WCKITIOYaoIIeil IepeMele-
HUE MaIlMEeHTOB MOCJe POXICHUs Ha OOJIBIINE PACCTOSI-
HUST ¥ TIPEIIM3MOHHBIM BelleHMEM HOBOPOKIEHHBIX HEO-
HATOJIOTaMMU.

Ipn paccMOTpeHUM ITMPOKOTO CITEKTpa KpUTHYE-
CKUX BPOXIEHHBIX IIOPOKOB CEpALA PAHHAA U OTHAJIICH-
Hasl TToc/IeoTepalliOHHAsT BbIKMBAEMOCTb CPEIU TTalu-
€HTOB C TIpeHATAJIbHO TMarHOCTUPOBAHHBIMU TTOPOKAMU
MOXeT ObITh PaBHOW WM HUXKe ToKa3aTells, XapaKTep-
HOTO JIJIT HOBOPOKIEHHBIX, C TIOPOKAMM BBISIBJICHHBIMU
rocie poxkneHus. JlaHHBINM (haKT TpaKTyeTcsl KakK CIIel-
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FunepnnnmeMnn y JeTeii: HEPCIICHHbIC Hp06JIeMbI

M.HU. Hukumuna, I'.B. Canmanosa
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Hyperlipidemia in children: Unsolved problems

M.I. Nikitina, G.V. Santalova

Samara State Medical University, Samara, Russia

B craTbe mpeacTaBlieHbl JAHHbIE JTATEPATYPHI IO PACTHPOCTPAHEHHOCTH, IUATHOCTUKE W JICYEHHIO THIIEPINNUIEMAN, B TOM YUCIIe
ceMeiiHOii runepxosiecTepuHeMun y nereii. OTMeyeHo, 4TO MPOJO/IKAETCS POCT YMCIA OOJbHBIX C THIEPIUIUIEMEEli BO BCeM MHUpe.
Io-npe:kHeMy rUNepIMNUAEMAN PACCMATPUBAIOTCS (hAKTOPAMU PUCKA PA3BUTHS CEPIEYHO-COCYANCTHIX 32001eBAHMIT H IPMINHOI
BBICOKO#f CMEPTHOCTH B Pa3HbIX CTpaHax Mupa. OGpameHo BHUMaHIE HA BO3MOXKHOCTD AT€POCKIJIEPOTHIECKOTO NOPAKEHHSI COCYI0B
cepaua y MOJIOJIbIX Jifojieii U moapocTkoB. OTMedeHbI 32a00/1eBaHUs Y AeTeil (caxapHblii 1uader, 0XKUPeHne, THIOTHPEO3, MATOJIOTHS
T0YeK U 1Ip.), IPH HAJIMIMA KOTOPHIX HEOOXO0IMMO MPOBOUTD ANATHOCTHKY runep mnmuaeMun. Het yeTKuX peKoMeHIanmii 111 meau-
aTpPOB B OTHOIIEHHH CKPDUHHMHIA B LIEJISIX BISIBIEHHS BLICOKOTO YPOBHS X0/IeCTEPHHA U CPOKOB HAYAJIa TepaNuu.

Karouesvte caosa: demu, eunepxonrecmepunemus, AURORPOMEUObl HUKOU NAOMHOCMU, OUAZHOCIMUKA, CKPUHUHE, CepOeYHO-CoCyOu-
cmole 3a001€6aHUS.

Ansa untuposanus: HukutuHa M.W., CaHTtanosa I".B. unepavnuaemunn y AeTed: HepelueHHblIe npobieMbl. POC BECTH nepuHaToa v neamarp
2022; 67:(6): 40-45. DOI: 10.21508/1027-4065-2022-67-6-40-45

The article presents literature review findings on the prevalence, diagnosis, and treatment of hyperlipidemia, including familial hypercho-
lesterolemia in children. It is noted that the number of patients with hyperlipidemia continues to grow throughout the world. As before,
hyperlipidemias are considered risk factors for the development of cardiovascular diseases and the cause of high mortality in different
countries of the world. Attention is drawn to the possibility of atherosclerotic lesions of the heart vessels in young people and adolescents.
Diseases in children (diabetes mellitus, obesity, hypothyroidism, renal pathology, etc.) have been noted, which necessitate diagnosing

hyperlipidemia. There are no clear guidelines for pediatricians regarding cholesterol screening and timing of therapy initiation.

Key words: children, hypercholesterolemia, low density lipoproteins, diagnostics, screening, cardiovascular diseases.

For citation: Nikitina M.I., Santalova G.V. Hyperlipidemia in children: Unsolved problems. Ros Vestn Perinatol i Pediatr 2022; 67:(6): 40-45

(in Russ). DOI: 10.21508/1027-4065-2022-67-6-40-45

rnnepnnnnaemnﬂ — 3TO MaTOJOTMYECKOe COCTOSTHUE,
KOrJa KOHIIEHTpAlMsSl JIUMUAOB W JIMIIONPOTEUIOB
B KPOBU TTOBBIIIIEHBI U MOTYT OBITh KaK MPUOOPETEeHHBIMU
(BTOPMYHBIMM), TaK W HACJEACTBEHHBIMU WIM (TIEpBUY-
HbeiMK) [1]. B HacTosiee BpeMst 1151 AMarHOCTUKY TUTIEP-
JIMTIAAEMUN  Cpenyu JETCKOTO HaceJIeHUs OTCYTCTBYET
cucTeMa BBISIBIIEHUSI U y4yeTa OOJIbHBIX, HEe pa3paboTaHa
IIKaja s CKpMHUHTAa W TOCenymollel crpaTuduka-
1 (haKTOpOB pUCKa, HE BEAYTCS KIMHUYECKUE pPEerui-
CTPBI OOJIBHBIX C CEMEITHOM (hOpMOIi, HEIOCTATOYEH YPO-
BEHb T€HETUYECKOTrO KOHCYJIBTUPOBAHUS, B CBSI3U C YeM
WCTUHHASI paclpOCTPaHEHHOCTh 3a00JIeBaHMUSI OCTaETCsI
HEW3BECTHOI [2].

Lleas o0630pa — omneHka 3(P@OEeKTUBHOCTA COBpE-
MEHHBIX TIOIXOMOB K JMArHOCTUKE, TMpOoQUIaKTUKe
W Teparnuy TUTEePIUNUIEMUN Y TIallMeHTOB JETCKOTO
Bo3pacTa. ABTOpaMU TIPOBeAeH aHaau3 37 MCTOYHM-
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CTEPUHEMMUH.

DNuIeMHOJIOTHS THIepUnmuaeMud. [1o TaHHBIM JTATe-
patyphbl, 3a mociaeagHue 10 JleT oTMevyaeTcsl POCT 4YKCIia
OGOJIBHBIX € TUMEPIUTIMIEMUE BO BceM Mupe. B Hacto-
giee BpeMs Y 17% HacelleHUsI MUpa IUArHOCTUPYIOT
rurnepaunuaeMuio. TTOBBIIEHHBINE YpPOBEHb XOJIeCTe-
puHa Habmonaercst y 13% MOAPOCTKOB IO CPaBHEHUIO
¢ 10% B nepuon ¢ 1988 mo 1994 r.

CylI1ecTBYIOT pa3Hble TUITBI TUTIEPIUTTHAEMUM, KOTO-
pble cayXaT (akTopaMyd pUCKa pPa3BUTHUST CEpPAEeYHO-
COCYIMCTBIX 3abo0JieBaHUIA, OOYCIOBIMBAIOIINX BBICO-
KYyI0 CMEPTHOCTh Kak B Poccum, Tak M B OOJBITMHCTBE
SKOHOMMYECKN Pa3BUTBIX CTpaH. PacrpocTpaHeHHOCTh
HacJIeICTBEHHOI (ceMelHOol) (opMbl TUMEpPIUTTHUIE-
MHUM, COTJIacHO mpoBeleHHOMY B 2017 r. MeTtaaHanmmu3ay,
cocrapisieT 1 Ha 250 4yeynoBeK; MccienoBaHUE, MPOBE-
neHHoe B IBYX perroHax Poccutickoit @enepammu (PO),
CBUETEJILCTBOBAJIO, YTO CPEIU JIWI] C TUIIEPXOJIeCTepU-
Hemueill cemeitHass ¢opma BcTpevaetcsa B 5—10% ciy-
yaeB (1 Ha 108 yenosek) [3]. EBponeiickoe coob11ecTBO
no atepockiieposy (2020 r.) cooO1iaeT o pacrpocTpaHeH-
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HOCTM ceMeliHoi rurnepxojectepuHeMun 1 Ha 200—250
YeJIOBeK; CAENaHO TPENNnoJIOKEeHUE, YTO BO BCEM MMpPE
KaxIple 8§ MUH pokaaeTcs 1 peOeHOK ¢ ceMeHOM ruTep-
xoJjiectrepruHeMueit [4]. ABcTpanuiickue ydeHble Cpenu
148 neteit, mporenInx KacKaaHbIii CKPUHWHT, BBISIBUIN
84 (56,8%) pebeHKa ¢ TEHETWYECKM TOATBEPKIACHHOMN
ceMeliHO# ruriepxojectepuHemMueii. Bbicokuii  ypo-
BEHb PE3yJbTaTOB MUATHOCTUKU OOJIbHBIX C CEeMEHOM
ruriepxojiecTepuHeMueit BbisiBIeH B Hwunmepnanmax —
71% 60abHBIX ¢ 3TO# maTtoynorueii, B Hopserun — 43%,
B Ucnanouum — 19%, B LlBeituapun — 13%, B Benuko-
oputanuu — 12% [5—7]. EBpomneiickoe 0oOIIEeCTBO aTe-
pocKJiepo3a TaKyl CUTyallli0 Ha3bIBaET OMACHOW HEWH-
deKIMoHHOoI annaemueii [8].

IlaTtorenes runepsunuaemMun. Pe3ynbTaThl MHOTO-
YUCJIEHHBIX HCCJIEI0BAHUIN CBUIETEIBCTBYIOT O CBS3U
MEXIY YPOBHEM XOJieCTepHHA JUITOMPOTEUIOB HU3KOM
TUIOTHOCTM M BO3HUKHOBEHWEM paHHEro arepocKie-
po3a M B TOCIENCTBUU WIIEMHUUYECKON OGOJIE3HU cepila
[3, 4, 9—12]. TlycKOBbIM MeXaHU3MOM B Pa3BUTHUM aTe-
pocKJepo3a CIOYXUT WHPUIbTpAUMs CTEHKU Ccocyna
XOJIECTEPUHOM.  ATEpOCKJIEPOTUYECKUM  TPOLIECCOM
MOPaKarTCsl COCYIbl IACTUYECKOTO THUIIA, Pe3KO YCKO-
psieTcst Tipoliecc (pOpMUPOBAHUS aTEPOCKIEPOTUUECKUX
OssiIeK, YTO MPUBOAUT K CYKEHUI0 KOPOHApHBIX, COH-
HBIX, MO3TOBBIX, PEHAJbHBIX apTepUii; TIPU DTOM PHUCK
paHHEro pa3BUTUSI UIIEMUYECKON OOJEe3HU cepilla yBe-
JuauBaeTcs puMepHo B 20 pa3 1o CpaBHEHUIO C TaKO-
BbIM B o6O1ieit nomnyssiuuu [13]. OCHOBHBIMUM HETIOCpe/-
CTBEHHBIMU TMPUYMHAMU TIPEKIEBPEMEHHBIX CJIydaeB
KJIMHUYECKN 3HAYMMBIX CEPIEYHO-COCYIUCTBIX OCIOX-
HEHUI B CEMbe CJIy>KaT HapyLIEHUST CTPYKTYPHI U (DYHK-
MU  apTepuii. DTUM OOBSICHSIETCS HACTOPOKEHHOCTh
B OTHOILIEHWU aTepOCKJIepO3a, TPUBOJSIIETO K Mopaxe-
HUIO KOPOHAPHBIX COCYIOB, B MOJIOZIOM M JaXe IETCKOM
Bo3dpactax. KpomMe Toro, rumnepaunuaeMusi pacueHuBa-
eTCsT KaK BaXKHBIN TPUIMHHBINA (haKTOp HApYIIeHUs Tac-
CMBHO-3JIaCTUYECKMX KauyecTB apTepuil, aHTMOIATHUM,
BO3HUKHOBEHUSI aTepPOM W TOBBIIICHUST apTepHabBHOTO
nmaBineHus. B Hacrostiee BpeMst u3BectHo Oojiee 30 dak-
TOPOB PUCKA, YBEIUUUBAIOIIMX BEPOSITHOCTh BO3SHUKHO-
BEHUSI aTepOCKJIEPO3a U €Tr0 OCJIOXHEHUN C pa3BUTHUEM
pPaHHUX CEePAEUYHO-COCYIUCTHIX 3a001eBaHWi1. Y malneH-
TOB C BBICOKMM YPOBHEM JIMTIOTIPOTEUIOB HU3KOM TIOT-
HOCTU PUCK Pa3BUTHUSI PAaHHUX KOPOHAPHBIX OCIIOXHE-
Huit yBenmumBaeTcs B 100 pa3 k 50 rogam y 50% MyxauH
" 25% XeHIIWH, eCJIM He KOHTPOJUPOBATh YPOBEHD JTaH-
Horo mnoka3zarenist [14—15]. CemeiliHast TUIIEpPXOJUCTEPU-
HeMUS BbI3BaHA MYTALIUSIMU U yTPaTOi (hyHKIIMHA Hanbo-
Jiee yacTo BetpeuaeMbix reHoB LDLR (90%), APOB (5%),
PCSK9 (3%) v np. (<2%) [16].

Knaccudmkanusa runepiumuaemuii. BcemupHoii opra-
HU3alMel 3ApaBOOXpaHEHUs] B KaueCTBE MEXIYHapOsl-
HOM CTaHIApTHON KiacCU(MUKAIIMN TUTIePIUTTAICMUIA
Oblla TpuHATA Kiaccudukamuss POpenkKWHCOHA, CO3-
naHHag B 1965 T. 1 ocHOBaHHAasI Ha U3MEHEHUM COCTaBa
JIMTIOTIPOTENIOB TUIa3Mbl MPU WX 3JeKTpodopeTrnye-

CKOM pa3fieJIeHUM U yjbTpaleHTpodyruposanuu [17].
B nanHoi1 kitaccudukauy rurepaunuaeMum oapase-
JISIIOTCS HA 5 TUTIOB.

Tunepaunuaemust | Tuma BO3HUKAET BCJIENCTBUE
neduimTa JUTONPOTEeMHINIIAa3bl — (hepMeHTa, paclier-
JISIIOILIETO TPUTJIULIEPUIBI CAMBIX KPYITHBIX TI0 pa3Mepy
¥ OOTraThIX JIMTIUIAMU JIMTIONPOTEUIOB TIa3Mbl KDOBU —
XWIOMUKPOHOB U JIUTIONIPOTEUIOB OYEeHb HU3KOM TJIOT-
HoOCTU. XapaKTepHO M30JMPOBAHHOE TTOBBIIIEHWE KOH-
LIEHTpallMM XWIOMUKPOHOB M YMEPEHHOE — OOIIEero
XOJIECTEpUHA U TPUIIULEPUAOB. B aTUX cityyasix HO30-
Joruyeckasi ¢opma 3aboJieBaHMSI TPOSIBASETCS MO0
Kak ceMmeiiHas rurnieprpuriuiepuaeMust (penorun I),
b0 Kak ceMmeiiHasi TUIepXuiIoMuKpoHeMus. [wurep-
qunuaemust | tTuna mHorma HaGmomaercsi y OOJIbHBIX
C CUCTEMHOI KpaCHOM BOJYAHKOM.

Hnst runepaunuaemun Ila Tmma xapakTepHO TOBBI-
IIeHWe KOHIIEHTPALMU JIUTIONPOTEUIOB HU3KOM TUIOT-
HOCTU M OOIIEro XojecTeprHa, MPU 3TOM YPOBEHb TPU-
MIMIIEPUIIOB OCTaeTCs B Mpefesiax HOPMbI. DTO caMblid
pacrpoCcTpaHeHHbI B TOMYISUMU (DEHOTUI, KOTOPBIi
HETMOCPEICTBEHHO CBSI3aH C Pa3BUTHEM KOPOHAPHOTO aTe-
pockieposa. CemeitHasi TUMEPXOJIECTEPUHEMUST U TUTIO-
TUPEO3 — OCHOBHBIE HO30JIOTMYECKHEe (DOPMBI, TIPU KOTO-
PBIX yallle BCero pa3BrBaeTcs runepaunuaeMmus Ila Tuma.
CeMeliHbIe TUTIePXOJIECTEPUHEMUH TIPEICTaBIISIOT CO0O0M
TpynIy TeHEeTMYeCKMX  3a0oJieBaHWi,  TPUBOASIINAX
K BBIPaX€HHOMY TOBBIIIEHUIO KOHIIEHTpALUX OOIIero
XOJIeCTeprHa 1 HapyllIeHU0 0OMeHa IUTMONPOTEUI0B HU3-
KOW TUIOTHOCTH, YTO MPUBOIUT K aT€POCKICPOTUIECKOMY
MOpaXkeHUIO COCYIOB, TPEUMYIIECTBEHHO KOPOHAPHBIX
apTepuit, U KJIMHUYECKON MaHM(eCcTalluu UIIeMUYeCKOon
00J1e3HU cep/lia B MOJIOAOM M Jlaxe JETCKOM BO3pacTrax,
PHMCK pa3BUTHsI KOTOPOIi cocTasisgeT mpumepHo 90% [18].

Tunepaunuaemus IIb Tnna — 370 KOMOMHMpPOBAH-
Hasl TUMEPJUTNTUIEMUSI, TIPU KOTOPOM TOBBIILIEHB KOH-
LIEHTpalMK OOIIIeTro XoJIeCTepUHA W TPUTIIULEPHUIOB,
XOJIECTEPUHA JIUTIOTIPOTEUIOB HU3KOW M OYeHb HM3KOW
TUIOTHOCTHU, Ha (pOHE Yero MMeeTcsl BbICOKasi BEPOSIT-
HOCTb aT€pPOCKJIEPOTUYECKOTO U3MEHEHMSI COCYI0B. DTOT
TUIT TUTIEPJIUTIAEMUY TIPEANoiaraeT BO3MOXKHOCTb pa3-
BUTHS PAa3JIMIHBIX BPOXKIEHHBIX Ne(PEKTOB B MEPBUYHON
CTPYKTYpE aromnpoTerHOB, 3CTepa3 M JUMUI-TIEPeHOCS -
IMX OEJIKOB; Yallle BCero HabJ1tonaeTcst y 00JIbHBIX C KOM-
OMHUPOBAHHOW CEMEWHOM TUTIePIUMUACMUI, caxapHbIM
nuradbeToM 2-ro Tura, He)pOTUIECKUM CUHAPOMOM.

Tunepaunuaemus Il Tuna mposiBasieTCsl TIOBbBIILIE-
HUEM KOHIIEHTpAlMU JIUTIONIPOTEUJOB TPOMEXYTOU-
HOW TIJIOTHOCTH BCJICACTBUE TIOBBIIIEHUSI COMEPKaHUSI
o01Iero XxojecTepuHa M Tpuruuepunon. JlocTaTouyHO
penKuil BUI HapylIeHU JUTTUIHOTO OOMeHa, Mpu KOTO-
POM DPELENTOPhI TIEYSHU TUIOXO CBSI3BIBAIOT JIUTIOTIPOTE-
Wbl TIPOMEXYTOUHON TIJIOTHOCTH, HaKallJIMBaIOIIMECs
B m1a3Mme KpoBu. bosee Toro, runepaunuaemus I Tumna
KJIMHUYECKU TIPOSIBJISIETCS] TOJIBKO TIpM  COYETaHUU
C METabOJIMYECKUM CUHIPOMOM U MMEET BBICOKUI PUCK
Pa3BUTUSI ATEPOCKIIEPO3a.
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Tunepnaununemus IV Tumna nposiBisieTcsi MOBBIIICH-
HOW KOHIIEHTpalMell XoJieCTepMHa JIMIIONPOTEUIOB
OYEeHb HU3KOMU TIJIOTHOCTH U TPUTJIMLIEPUIIOB, U BCTpeYa-
etcst y 40% 6ombHBIX. KTMHUYecKre TposiBJICHUSI TUTIEP-
qununemun IV Tunma mpeacTaBieHbl CeMEHHON Turep-
TPUTULIEpUIIEMUEN, a TakKe 4YacTbIM TIPOSIBICHUEM
BTOPUYHBIX HAPYIIEHU I JIMTIMIHOTO OOMEHa.

TunepmunoeMust V TMa — OOWH U3 CaMBIX PEIKUX
TUIIOB TUTIEPJIUTIUIEMUI C HesiCHOW aTtuosiorueit. OHa
XapaKTepU3yeTcsl OJHOBPEMEHHBIM TMOBBIIIIEHUEM KOH-
LIEHTpalU XUJIOMUKPOHOB M XOJECTEpUHA JIUTIONPOTE-
WUIOB OYEHb HU3KOU IJIOTHOCTU, TPUTJIMLIEPUIOB U yMe-
PEHHBIM TIOBBIIIIEHUEM YPOBHSI OOIIEro XoJecTepuHa.
JanHast Ho3osormyeckast ¢popma 3a00JieBaHUSI OracHa
pa3BUTUEM OCTPOTO IMaHKpeaTHTa.

IMokazaHusIMM K MCCIIEAOBAHUIO JIMTTUIHOTO COCTaBa
KPOBU CJIYXXUT HaJu4yue TakKux 3a0ojieBaHUIi, KaK TaH-
KpeaTuT, He(QpuT, TUMOTUPEO3, caxapHbIii nuader
U YacTble OCTPbIe pecrMpaTOpHble MH(MEKIIMN, a TaKXKe
ITATEJIbHBIN TTpUeM JIEKapCTBEHHBIX MpernapaToB (Mepo-
pajibHbIE TPOTHBO3aYaTOUYHbIE TA0JIETKU, KOPTUKOCTEPO-
WIbI, IUKJIOCTIOPUHBI U JIP.), TaK KaK 3TU (haKTOPbI MOTYT
OBbITh MPUYMHAMU BTOPUYHOM rumnepaunuaemMuu [19].
Cremyet OTMETUTD, YTO CTPOTO CeU(UIHBIX U3MEHEH-
HBIX ITOKa3aTeJIei ISt TOM I MHOI Ho30oTuu HeT [18].
JInarHoCTUYeCKUEe MEPOTPUATHS TIPU TUTIEPIUITUIC-
MUH BKJIIOYAIOT cOOp aHamHe3a (IMoapoOHO cobupaeTcst
CeMelHbII aHaMHe3 ¢ yKazaHUeM XPOHMYECKUX 3a0osie-
BaHUI/TIpUYMH cMepTU poiacTBeHHUKOB | u Il crenenu
ponacTBa), ocMOTp U (U3nYecKoe 00CIeoBaHNE C OLICH-
KO aHTPOIOMETPUUECKMX MaHHBIX, (PYHKIIMOHAIHHOTO
COCTOSTHUSI CEpIIeYHO-COCYAUCTON CHCTEeMBbI, Jlabopa-
TOpPHBIC WCCJIeOBAaHUSI JIMIUAHOTO COCTaBa KpPOBH,
TEHEeTUYECKUI TEeCT, M3MEpeHUe TOJIIMHBI KOMILIeKCca
WHTHUMa-Menna, yJIbTPa3ByKOBOE HMCC/eI0BaHUE OpIolii-
HOM TOJIOCTU M TI0 MOKa3aHWSIM KOHCYJIbTallMU CTEeLM-
aJIMCcTOB (3HIOKPUHOJIOTA, TaCTPOIHTEPOJIOra, Kapauo-
Jiora, odraabmoJiora) [2].

HapyiieHnust ypoBHet MeTabOIMTOB JIMTTMIHOTO OOMEHa
He Bcerna Hajo paclieHUBaTh KakK TAaTOJIOTMYECKUI TTpU-
3HaK, U IOBOJILHO YaCTO KOJIMYECTBEHHbIE U KAYECTBEHHbBIC
CIBUTM B JIUTIMIHOM COCTaBe KPOBU HOCST alanTHBHBINA
xapakTep. [lokazarenu TUMMIHOTO OOMeHa y IeTeii Bapbu-
pYIOT B 3aBUCMMOCTM OT BO3pacTa, IoJjia, Ce30HHOTO (hak-
TOpa, reorpacryeckoit 30HbI npoxxuaHus [20]. B Tabnuie
MPUBEICHBI TTOKA3aTe/ TN JIUITUIOTPAMMEI y neTeit [21].

Tab6auya. Tloka3zaTem JMOUIOTPAMMBI Y IeTei
Table. Indicators of lipid profile in children

Ob30Pbl JINTEPATYPbI

Jns ToCcTaHOBKM JWarHo3a TMepBUYHOM (Hacien-
CTBEHHOI1) TUTEPIUNUAEMUU HEOOXOIMMO OTpPEeneuTh
HaJIMuue TeHHON MyTalluu, CJIEICTBUEM KOTOPOW MOXET
ObITb CeMeliHasi TUIepXOJIeCTepUHEeMUsI, TPOTeKaw-
11asi B TSDKEJIOM, 3710KaueCTBEHHO# (popMe ¢ pa3BUTHEM
paHHero artepockieposa. [Ipomo/KUTeTbHOCTh KU3HU
TaKuX JIeTeit 6e3 jeueHus He npeswimaet 20 jet [22, 23].
Bo Bcex ciydasix mpu TMOAO3PEHUM Ha TUIEPIUTIUIC-
MMIO y JIeTeil oOclieqoBaHue JOJIKHO BKJIIOYATh HETOo-
CpeACTBEHHOE IBYKPAaTHOE M3MEPEHME YPOBHSI OOIIEro
XOJIECTEPUHA, XOJIECTepUHA JIMIIONIPOTENUIOB HU3KOM
TUIOTHOCTU W TPUTJUILIEPUAOB C BHIUMCICHUEM WX Cpel-
Hux 3HaueHuii. [lo pexkomeHmanmsim D.M. Kusters
1 coaBT. [24], Bce IeTH MOJKHBI IMPOXOAWUTH CKPUHUHT
B LIEJSX BBISIBIEHUSI BBICOKOTO YPOBHS XOJIeCTepUHA
B Bo3pacte oT 9 0 11 ser.

Jleyenne. [Tocyie mocTaHOBKM nMarHo3a BCEM Tallu-
eHTaM HeOoOXOIMMO JIaThb PEKOMEHIAIIMU 110 KOPPEKIIUU
ob6pa3a xu3Hu. Tak, opraHu3aius MpaBUJILHOTO MUTAHUS
CMOCOOCTBYET YMEHBIIIEHUIO PUCKA Pa3BUTHUS CEPACUHO-
COCYIUCTBIX 3a00JIeBaHUI, CHUKEHUIO YPOBHS XOJIEeCTe-
pUHA JUMONPOTEUIO0B HU3KOW TIOTHOCTU. M3MeHeHue
MUILIEBOTO peXuMa OCOOEHHO BaXHO MpPU Tpoduiak-
TUKE W JICYEHUU JIETKOW M YMEPEHHOU TUIlepXoJjiecTe-
puHemuu [25]. MI3BecTHBI pa3auyHbIe CITOCOOBI palvo-
HaJM3aluu M O3I0POBJICHMS] TMUTAHUSI, HO TIEPBEHCTBO
B TIpo(pUIaKTUKE TUMEPIUTTUIEMUN B TeYEHUE TTOCIe -
HUX JECATWICTUN YCTOMYMBO TPUHAIICKUT CpPEIu-

36eMHOMOPCKOI  JMeTe, BKIIIOUYAIOIIE  pa3IuJHbIe
BUIBI XUPHBIX KHUCJIOT, HEKOTOpPbIE aMWHOKMCIIOTHI,
pacTUTENbHBIE CTEPOJIbI, TOTUMEHONBI, MUKPOdJie-

MEHTBI, BUTAMUHBI, TUIIEBbIE BOJIOKHA, MPEOMOTUKH,
MPOOVOTUKY, CHUHOWMOTHKU, TOJUOIBI W TTOJTUAMUHBI
[10, 26—27]. ExxemnHeBHBIN pallMOH OJIKEH BKJIIOYATh
OCHOBHbBIE€ 3JIEMEHTBI: 3J1aKu (1IeJIbHO3epHOBOI XJ1e0,
MaKapoHbI, pUC KYCKYC U JIp.); He MeHee 2 MOpIUii OBO-
e, olHA U3 KOTOPBIX AOJIKHA ObITh 0€3 TepMUYECKOM
00paboTKM; PPYKTHl — 1—2 TTOPLUH; MOJOYHOKUCIIBIC
MPOIYKTHI; OJINBKOBOE MAacjio, KaK OCHOBHOW MCTOUHUK
MUILIEBBIX XXUPOB; OJMBKU, OpeXU U ceMeHa JJisi obora-
IIEHWST OpraHU3Ma 3I0POBBIMU JIUTTUIAMU, MUHEpAJIaMU
M KJeTyaTkoil. ExXeHenenmbHO peKOMEHIYeTCs yIoTpeo-
JISTh pbIOYy (2 mopuuu u 0ojee), MOPENpPOAYKThI, sl
(2—4 nop1um), 6enoe Msico (Kypulia, MHIeika — 2 mop-
uuu). BBeneHue B paliMoH KpacHOTO Msica PEKOMEH-
nyetcsi He OoJsiee HEeCKOJIbKMX pa3 B Mmecsil. CrnagocTu

IToka3arenn Huskue, MMoJIb/ 1

Hopma, MmoJb/n

ITorpaHnyHbie, MMOJIb/J Boicokue, MMOJIb/JT

OO01Mii X0NecTepuH —

XoJecTepyH JUMOMPOTENI0B HU3KOM
TJIOTHOCTU

MHnexkc areporeHHOCTU —

XoJecTepyH JUMOTIPOTENI0B BHICOKOM

<L,1
IIJIOTHOCTH

<41 4,2-4.9 >4.9
<28 2,9-33 >34
<2.,9 3,0-3,6 >3,77
1,2 1,3-3,3 3,4
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U BBITIEUKY CJIEAYET YIMOTPEOasITh B CAMBIX PEIKUX CIIy-
yasix. Bocriutanue y nereit npuBep>KeHHOCTU K TIPUHIIM -
maM «3J1I0pOBOTO» MUTAHUST TTO3BOJIMT YMEHBIIUTh PUCK
aTepOCKJIEPOTUYECKOTO TTOPaXKeHUSI KPOBEHOCHBIX COCY-
JIOB, KOTOPOE MOXET IMpOTeKaTh 0e3 KIMHUYECKUX MPO-
siBJieHui. BaxkHO TIpOBOAUTH pa3bsICHUTENIbHYIO padboTy
Ccpeay MalKueHTOB O TOJb3e U HEOOXOMUMOCTH eXKeTHEeB-
HOTO YMOTpeOJIeHUST MPOAYKTOB, BXOMSIIMNX B CPEIU3EM-
HOMOPCKYIO AWeTy, sl MpOoGUIaKTUKU TUTIePIUTTUIC-
muu [10, 28].

Hopwmanuzauuu yrieBogHOTro U JTUITUIHOTO OOMEHOB
U TIOBBIIIEHUIO SHEPreTMYECKOro OajaHca OpraHu3Ma
criocobcTByeT 3aHgTHEe crioptoMm [29—30]. Hokaszano,
YTO BBIPAXKEHHOE CHUXXEHUE KOHILIEHTpalluu oOIIero
XoJlecTeprHa B KpPOBM HaOJIOMAeTCsl Y CIOPTCMEHOB
LIMKJIMYECKMUX BUIOB CIOpTa (akameMuyeckasi rpeois,
BEJIOTPEKOBbIE TOHKM, Tpedsisi Ha Oaiimapkax M KaHO3,
JIeTKasl arjeTWKa, TlaBaHWe, CKaHIWHaBCKas XOojab0a,
TPUATIOH, OWATIOH, KOHBKOOEXKHBIN CIOPT, JBIKHOE
nBoeOOpbe, JILKHbIE TOHKM, IIOPT-Tpek). HeTsam Heob-
XOJIMMO OTKa3aTbCsl OT KYpeHUs, MCKJIIOUYUTh BO3MOX-
HOCTb IMACCHUBHOIO KYPEHMSI, OCOOCHHO AETSIM PaHHETo
W MJIQJIIIErO BO3pacTa, TaK KaK HUKOTUH U CUTapEeTHBIN
JIBIM CITOCOOCTBYIOT aTePOCKJIEPOTUYECKUM U3MEHEHUSIM
COCYIOB, YTO MPUBOAUT K YXYIILICHNIO KpPOBOOOPAIIICHUSI
U YBEJIMYEHUIO TMOTPEOHOCTH MMOKapJa B KHUCIOPOJE
[10, 31]. INepeunciaeHHbIe TUTIOJUTTUAEMUIYECKIE MEPO-
MPUSITUST OTHOCSITCS HE TOJIBKO K HEMEIMKAMEHTO3HbBIM
MeTofaM JeU4eHHUs, HO U K BO3MOXHOCTHU TTPODUIAKTUKI
aTepockKiieposa.

IIpu mepBUYHBIX TUMEPIUTIUAEMUSIX Teparusi CBO-
JIUTCS K TTATOTeHETUYECKO KOPPEKIIMY METa00IMUECKUX
U KJIMHUYECKUX CUHAPOMOB, TP BTOPUYHBIX — K YCTpa-
HEHMIO TIpUYMH OCHOBHOTO 3abosieBaHus. Bormpochl
MEIMKAMEHTO3HOW Teparnuu TUTIEPJUTTUIEMUN Y IeTei
U TIOIPOCTKOB OCTAlOTCSI OObEKTOM MPUCTATIBLHOTO BHU-
MaHMUsl, TaK KaK JJIATEJbHOE JeYeHe MOXKET HEraTUBHO
OTPa3nUThCs Ha MX KadecTBe Xu3Hu [32—33]. B kauecTBe
MEIMKAMEHTO3HOI Tepanuu Yaile BCero TPUMEHSIOT
CTaTUHBI — TIpernapaThl TepBOW JUHWUM JIST JIeYSHMUSI
runiepaunuaemMun [34]. HazHaueHue ctaTUHOB cienyer
HauMHATh C MUHUMAaJIbHOM J103bl. B OTCyTCTBUE rumosm-
MUAEMUYECKOTO NEeUCTBUS TO3UPOBKY J03y TpEraparoB
HEOOXOMMO YBEJIWYUTh WJIM 3aMEHUTH 00Jiee CUIIbHBIM
CTaTUHOM JINOO T00ABUTh IPYTOil TUMOJIUTTUAEMUYECKUIA
npenapaT. CorjacHO peKoMeHIAlUsIM AMepUKaHCKOM
KapIMOJIOTUYECKOM acCOIMAllMA CaMblii paHHUN BO3-
pacT JuUIsl Ha3HauYeHUsI CTATUHOB MPU TUTIEPIUTTUIEMUSIX
cocrapisieT 8 u 10 yieT, yduThIBasi UX rernaToTOKCUYHOCTh
Kak OIHO M3 Haubojiee 4acTO BCTPEYAIOIIMXCS HeXe-
JIaTeJIbHBIX SIBJICHWI W OTCYTCTBME CBEICHMI O JOJTO-
cpouHoOii ©Oe3omacHocTH mpuMeHeHus1 y nereit. [lpe-
rmapartbl 3TOTO KJjlacca, Kak MpaBWJIO, Ha3HAYAIOT MOCIIe
HeylIauyHOM MOMBITKM U3MEHUTh 00pa3 xku3Hu. st mep-
BOTO Ha3HAYeHHUs Yallle TPUMEHSIeTCS] aTOpPBaCTaTHH;
MpU HEOOXOAMMOCTM 3aMeHbl Ha 0OoJjiee CWIbHBINA CTa-
TUH — CUMBAcTaTWH, (JyBacTaTUH; MPU HEOOXOAUMO-

CTU TOOABJIEHUST IPYTOTO TUTTOTUTTHAEMYECKOTO TIpeTa-
pata — 23eTUMHUO (MHTMOUTOP aOCOPOIIMM XOJIeCTeprHa)
WA CEKBECTPAHTBI JKETYHBIX KUCIIOT C TIPEUMYIIIECTBEH-
HBIM MCIIOJIb30BAaHUEM TIPH TSKEJION TUTIepXOJIeCTepH-
Hemuu [35]. CTaTuHBI UMEIOT TaKo e Npoduib 6e30-
MacHOCTU, KaK M y B3POCIBIX, U MOOOYHbIC 2(D(DEKTHI,
BKJTIOYAIOIIME TOJIOBHYIO 60JIb, MMAJITUU, TEITaTOTOKCHUY -
HOCTb, MUOIIATUIO M B PEAKMX CIIydasx pabIOMMOJIN3.
IToBbIlIeHNEe YPOBHSI acrapTaT- M aJaHUHAMUHOTPaHC-
depasbl HOCUT TPAaH3UTOPHBIN XapaKTep, Mocje mpeKpa-
IIEeHUsT TIpUeMa JIeKapCTBEHHBIX TPernapaTtoB YpOBEHb
depmeHTOB HOpManuayercs. CTaTUHBI TTPOTHUBOITOKA-
3aHBI BO BpeMsl OEpeMEHHOCTH M3-3a MOTEHIIMAIBHOTO
TepaTOTeHHOTO JIEWCTBHS, TTORTOMY JeBOYKAM-TIOIPOCT-
KaM TpeOyIOTCS COOTBETCTBYIOIIME Mepbl KOHTparerm-
1IUU U/WIIN KOHCYJIbTUpOBaHue [34].

Nmerotcst cBenennst 00 apdekTuBHOCTH (HUOPUHO-
BBIX KUCJOT (peHOouOpatT u remduOpo3m) st CHU-
SKEHUSI YPOBHEW XOJIeCTepUHA JIMTIOTPOTEUIOB HUBKOM
IUTIOTHOCTH, TPUTJWLIEPUIOB M TIOBBIIIEHUS YpPOBHEM
XOJIeCTepUHA  JIUTIOMPOTEUIOB  BBICOKOM  TUIOTHO-
CTU TIpY TSDKEJIOW TUMEPTPUTIUILIEPUIEMUN B Kaye-
CTBe MOHOTEparuu, HO JaHHbIE MO WX MCITOJb30BaHUIO
y neteit orpanndeHsl [20, 36]. PaccmaTpuBaeTcst BO3MOX-
HOCTh TIPUMEHEHUSI HUKOTWHOBOW KHUCJIOTHI (HHMAIIWH)
MPU TSKETOM TUTIEPXOJIECTEPUHEMUM, OMHAKO ITOT TIpe-
rmapat He IMOJHOCTbIO U3YUeH B TeAMATPUUIECKOM TOTMy-
gssuuu [37]. B kadyecTBe BCIOMOTATEIbLHOTO CpENCTBa
MPU TSDKEOH TUMEPTPUTIULIEPUIEMUN B KOMIUIEKCHOM
Tepanuy TPUMEHSTIOTCS JUIMHHOLIETIOYeUHbIe OMeTa-3
KUpHBIE KUCIOThl (pbiOuit kup). I[lpemapar Oosee
a¢deKkTuBeH y B3pociblx, yeM y aeteit. [locie Hauana
Tepanmuy¥ TALMEHTbl JTOJIKHBI TPOUTU KOHTPOJIbHOE
HCCcleloBaHWE YPOBHS JUMUIOB yepe3 | mec, Tpu cTa-
OMIM3aLMK Mpoliecca — Kaxkable 3—6 Mec ¢ OTCeXMBa-
HUEeM MOoOOYHBIX 3(P(PEeKTOB.

3aknovyeHue

3HaynTeNbHAST PACTIPOCTPAHEHHOCTD TUTIEPIUTIHIE-
MU B IETCKOM BO3pacTe W yrpo3a pa3BUTHUSI CEpAECYHO-
COCYIMCTBIX 3aboJieBaHUII Ha ee (hoHe, MPUBOISIINX
K BBICOKOW CMEpPTHOCTU CpEIW B3POCIOTO HaceJeHWMS,
O0OBSICHAIOT HACTOPOKEHHOCTh B OTHOIIIEHUY aTepOCKJIe-
po3a, KOTOPBIM CIYKUT MPUYMHON TOPakeHUsT KOpPO-
HapHBIX apTepuii. OTCYTCTBUE CTpaTU(UKALIUU pHUCKA
pPa3BUTHUST TUNEPIUNMUAEMUN Y TIPAKTUUECKU 300pPO-
BBIX JeTeli M TOIPOCTKOB C y4eTOM (haKTOPOB pPHUCKaA
3aTpyAHSET PaHHIOK JMATHOCTUKY HAHHOM T1aToJio-
ruu. Mbl cormacael ¢ MHeHeM D.M. Kusters, 4yTto Bce
JETU JOJDKHBI TTPOXOAWTh CKPUHUHT B IIENISIX BBISBIIE-
HUSI BBICOKOTO YPOBHS XOJeCTeprHa B Bo3pacTte OT 9
1o 11 ner. OcraeTcst HepellIeHHbIM BOMPOC O HEOOXOMM -
MOCTU TIpUMEHEHUSI arpecCUBHON TUMOJUTTMIEMUYE-
CKOI Tepamnuu y JeTedl M MOAPOCTKOB C TUTIEPIUTIHIE-
mueit. be3ycoBHO, MOJIOXUTEIBHBIM SIBJISIETCS HAJUYKE
JIOCTATOYHOTO OObeMa TPeICTaBICHHBIX B JIUTEpaType
CBEJICHUI O BO3MOXKHOCTSIX M 3HAYMMOCTM HeMeIuKa-
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MEHTO3HOM Tepanuy TUIEePAUNUAEMUAN Il TalueH-
TOB MOJIOIOTO Bo3pacTa. Vcrmoiab30BaHUE 3TUX JTaHHBIX
MMO3BOJIUT CYIIECTBEHHBIM 00pa3OM CHM3UTh BEPOSIT-
HOCTb BOBHUKHOBEHHUSI CEPAEUYHO-COCYANCTHIX 3a001eBa-
HUI U CMEPTHOCTH OT HUX.

Jnst BBISIBJIEHUS TUIEPIMIIMAEMUU Y BCEX JeTei
U JIAL MOJIOAOTO BO3pacTa HEOOXOAMMBI CKPUMHUHTOBBIE
obcnenoBanms. IlequaTpbl, TECHO KOHTAKTUPYIOIINE CO
BCEMU YJIEHAMU CEMBU, JOJIKHBI BBISIBISTH OOJIBHBIX,
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B03M0KHOCTH IPUMEHEHHs] HOPMOOAPUYECKOi THIIOKCUTEPANMH B TepaneBTHIECKOM

H ne;mannquKoﬁ MPAKTHKAX

I'A. Henamenko, A.B. /lybosas, FO.B. Haymenko

locypnapcTBeHHas obpa3oBaTtesibHas opraHm3auuns Beicwero npogeccmnoHanbHoro obpasoBaHns «JOHELKNI
HauVOHaNbHbIN MEeANLMHCKNI yHnBepcuteT um. M. fTopbkoro», loHeuk, Poccus

Treatment potential of normobaric hypoxic therapy in therapeutic and pediatric practice

G.A. Ignatenko, A.V. Dubovaya, Yu.V. Naumenko

Gorky Donetsk National Medical University, Donetsk, Russia

HopmoOapuyeckasi runokcurepanus — JjiedeOHoe WM NPoQUIAKTHIECKOe NPUMEHEHHe ra3oBoil THIOKCHYECKON CMecH, cojep-
Kkamei 10% kuciopona u 90% a3ora, Yepenyonieiics ¢ IbIxanueM aTMOC(hepHbIM BO3IyXOM NPH HOPMAJILHOM 0aPOMETPHYECKOM
nasienun. [IpuMeHeHne HOPMOOAPUYECKO! TMIIOKCUTEPANINM TO3BOJISIET BKIIOYUTh M MCIOJb30BATh FeHETHYECKH 3aNmpOrpaMMu-
POBaHHbIE MEXAHM3MbI, HANIPABJICHHbIE HA MOBbIIIEHHE Hecnenn(uuecKkoii pe3uCTEeHTHOCTH opranu3ma. B craTtbe mpencrabiieHbl
JIAaHHbIE HCTOPHH, MOAPOOHO M3JI0KEHBI MATOreHe3 HOPMOOAPUIECKOI THIIOKCUTEPANNH W METONKA NMPOBEEHUs], ONUCAHO ee BJIH-

sIHHE HA CEePIeYHO-COCYIUCTYIO CHCTEMY.

Karouegwte caosa: demu, eunokcus, Hopmobapuveckas eunokcumepanus, Memoouka npogedeHus.

Ansa umtupoBanus: VirHarexko I".A., Zly6osasi A.B., HaymeHko 0. B. BO3MOXHOCTY MPUMEHEHUs1 HOPMODBapmn4ecko rurnokcutepanim B Teparnes-
TUYECKOWV 1 neanaTpu4eckor npaktukax. Poc sectH nepuHaton v neamatp 2022; 67:(6): 46-53. DOI: 10.21508/1027-4065-2022-67-6-46-53

Normobaric hypoxic therapy is a therapeutic or prophylactic use of gas hypoxic mixture containing 10% oxygen and 90% nitrogen,
alternating with breathing atmospheric air at normal barometric pressure. The use of normobaric hypoxic therapy allows activating and
using genetically programmed mechanisms aimed at increasing the nonspecific resistance of the body. The history data, pathogene-
sis of normobaric hypoxic therapy, the procedure and its effect on the cardiovascular system are described.

Key words: children, hypoxia, normobaric hypoxic therapy, procedure.

For citation: Ignatenko G.A., Dubovaya A.V., Naumenko Yu.V. Treatment potential of normobaric hypoxic therapy in therapeutic and pediatric
practice. Ros Vestn Perinatol i Pediatr 2022; 67:(6): 46-53 (in Russ). DOI: 10.21508/1027-4065-2022-67-6-46-53

BOSMO)KHOCTI/I ajjanTalyy YyeJoBeKa B COBPEMEHHOM
0011IeCTBE OMPENENSIOTCS COCTOSIHUEM MPUPOAHO-
KJIMMATUIEeCKUX, AHTPOTIOTEHHBIX U COLIMATBHBIX (DAKTO-
POB Cpebl. YXyIIIeHUe SKOJIOTMUECKON CUTyalluu, TICU-
XOOMOILIMOHAIBHBIE CTPECCHI CIYKAT MPUUYMHON MHOTHX
3aboneBaHuii. B Hactosiiiee Bpems JlonOacc siBisieTcst
SKOKPHM3UCHBIM PETMOHOM, YHUKAJIbHBIM C TOYKHU 3pe-
HUSI HaJIM4Usl y HaceJleHUST MHOTOCITOMHOTO MHOMXKe-
CTBEHHOTO CTpecca: XPOHUYECKUIl CTpecc BOEHHOTO
BpemeHn 2014—2022 rr., KOBUIHBII CTpecC, OCTPBIi
TpaBMaTUYECKUN CTPECC BCJEACTBHE aKTUBHBIX OOEBBIX
neiictBuit. [lomuMo 3TOro, HeOGJIArompusATHOE BO3IEH-
CTBUE HAa COCTOSTHHE 30POBbSI HACEICHUSI OKAa3bIBAIOT
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«MH(pOpMaALIMOHHAST BOWHA», COLMAIbHO-3KOHOMUYE-
CcKasl HampsKeHHOCTb, BHYTpUCEMEWHBbIE KOH(MIUKTHI,
yTpaTa pOIHbBIX U OJM3KUX 1 Macca MHBIX, COMPSKEHHBIX
C BOWHOM, cuTyaumi, TpUBOISIINX K CPBIBY aganTallu-
OHHBIX BO3MOXHOCTEH OpraHM3Ma M pa3BUTHUIO Je3a-
Jantaiyu. DTo 00yCIOBIMBAET HEOOXOMUMOCTh TTOUCKA
9 GEeKTUBHBIX TyTel MPOMUIAKTUKY pa3IuYHbIX 3a00-
JIeBaHU, JIEYEHUST U peaOUJINTAIlUU B3POCIbIX U IETEH.
B nocnenHue ronpl MIMpoOKoe MpUMEHEHME TTOTYIUIn
pusnyeckre MeTOAbl TOBBINIEHUS aganTallMOHHOTO
MOTeHLIMA/Ia YeJIoBeKa, B 4aCTHOCTU 3G (PEKTUBHO MPU-
MeHSoIasIcsT B Y4eOHO-HaydYHO-JIeUeOHOM KOMILIEKCe
«YHUBEpPCUTETCKAs KIMHUKA» JIOHELIKOTO HallMOHAJb-
HOTO MEIUIIMHCKOro yHuBepcutera uMm. M. T'opbKoro
METOIMKA WHTEPBAJIBHOM HOPMOOGAPUYECKON THITOKCH-
YeCcKOU TPEHUPOBKU (JIEUeHUE «TOPHBIM BO3IYXOM» ).
JleueOHBIE CBOMCTBA TOPHOW MECTHOCTW WM3BECTHBI
Ha TMPOTSIKEHWM MHOTUX cTojieThil. [IpupomHblii Top-
HBII BO3/1yX OOJIaaeT 1eJeOHBIMU CBOMCTBaMU, Hame-
JISIET YeJIOBeKa HOBBIMM CHJIAMU U YKPETUISeT 3I0POBbE.
Takoit >ddeKT O00BSICHIETCS HU3KUM COIepKaHUEM
Kucyiopoa B Bo3ayxe. Heckoibko Heselb, MPOBENeHHbBIX
B Topax, OYeHb LIEHHBI 11 opranu3ma. OmHaKo He KaxkK-
NIbIA MOXET T03BOJIMTh cebe Takoi oTnbiX. st aTmx
11esieit Obuta padpaboTaHa TMITOKCUYECcKasi TPEHUPOBKA —
METOIMKA TOBBIIIEHUs PaObOTOCIIOCOOHOCTH, YIIydIlle-
HUST (PYHKIIMOHAJIBHOTO COCTOSTHUSI M KadyecTBa KU3HU
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Henamenxo I'A. u coaem. Bo3MOXHOCTH TIpMMEHEHNs HOPMOGAPMYECKOIT TUIIOKCUTEPAIINN B TEPANIEBTUYECKOM 1 MeIMATPUYECKOM TIPAKTUKAX

YyeJIoBeKa MyTeM JO3WPOBAHHOM TOJAaYU «TOPHOTO BO3-
JIyXa» ¢ TIOHMKEHHBIM COolepKaHUeM KUCIOpoaa B 0ObIY-
HBIX ycloBUsiX. Mcrmonb3oBaHWe OaHHOW METOIUKU
JIEXXUT B OCHOBE MPOMUIAKTUYECKUX U JeueOHO-peadbu-
JINTALIMOHHBIX TIPOTPAMM.

Hopmobapnyeckass rumokcurepanusi: ucropus. Hop-
MobGapuuecKast TUTTOKCUTepanus — JiedeOHOe WU TPOo-
(punakTHYecKoe TpUMEHEHUE Ta30BOM TUITOKCUYECKOM
cMmecu, coxaepxamein 10% xucnopoma u 90% asora,
Yepenylomencss ¢ IbIXaHMeM aTMOC(EPHBIM BO3IYXOM
MpU HOPMaJIbHOM OGapoMeTpudyecKoM maBieHun [l1].
B 1980 r. B Poccuum H.A. Aramxansaom, P.b Crpenko-
BbIM, A.Sl. UmKoBbIM Oblia MpenoXeHa KOHLIETIIMS
3aMEHBI TOPHBIX ¥ 6ApOKaMEPHBIX TUITO0APUIECKHX TPE-
HUPOBOK C TMpOo(UIaKTUIECKOM, JeueOHO 1 peaduiin-
TAlIMOHHOM I1IeJIIMU Ha CTUMYJISIIAIO OpraHu3Ma 4esio-
BeKa ra3oBBIMU CMECSIMM C TMTOHMKEHHBIM COoiepKaHueM
KHCJIOpOoa MPpY HOPMaJIbHOM aTMOC(hepHOM HaBIeHUH,
YTO SIBUJIOCH TIPOJOJKEHUEM pPabOT, BBITIOJHEHHBIX
B 30—40 romax XX Beka JI.JI. [llukom u H.H. T'ony6oBbIM
1 coaBT. Ha ocHOBaHWM 3TOI KOHUEIIMU 1 ObIT pa3pa-
60TaH MEeTOI TMPEePBIBHOM HOPMOOAPUUIECKOM THUTTOKCH-
Tepanuu |2, 3].

Mexanu3m JefCTBASI HOPMOOAPHYECKOi T'MIIOKCHTE-
pamun. B ocHOBe Jle4eOGHOTrO NeWCTBHS MPEPLIBHOM HOP-
MOOapUUECKON TUIMOKCUTEPATUM JIEKUT aKTUBU3ALUST
aZanTallMOHHBIX MEXaHW3MOB K YCJIOBUSIM THITOKCUU,
KOMTIEHCUPYIOIINX HETOCTATOK KUCIOPOJIa BO BIbIXae-
MoM Boszayxe. [Ipy TMITOKCUYEeCKON CTUMYIISIIUM TeHe-
TUYECKU NeTEPMUHUPOBAHHBIX MEXaHU3MOB agarTallluy
MMPOUCXOIUT MOBBIIIEHNE HeCTIEN(PUIECKON Pe3UCTEHT-
HOCTHM oOpraHm3Ma K ¢akTopaM, JeXalldM B OCHOBE
LIEJIOTO psfa MaToJoTHIecKUX mpolieccoB. [Tpu amanTa-
LIMU K TUTTOKCUU B OpTaHM3Me TIepBOHAYAIbHO BKJTIOYA-
I0TCS pe3epBHBbIE MEXaHU3Mbl KOMIICHCAIIMU, a B ajlb-
HeleM (GopMUPYIOTCS TOJITOBPEMEHHBIE MEXaHU3MbI
anantaiuu [4, 5]. K mociegHUM OTHOCAT JIeTOYHbBIE
MEXaHU3Mbl — BHeIHee nbixaHne. CucTema JIbIXaHUS
BBITIOJTHSIET MHOXKECTBO (DYHKIIMI B OpraHuU3Me, OIHA
U3 KOTOPhIX — obecrieueHne nomuepXanus pH kposw.
IMpn ucciaenoBaHWM LEHTPAJTbHOTO 3BeHA PETYJISLINU
IBIXaHWS BBISIBIEHO aKTUBUPYIOIEe NEWCTBUE Ha HETO
Kak moHumxkeHHoro pH, tak u camoit runokcuu [6, 7].
JlokazaHo, 4TO TIpY afganTaluy K TUITOKCUIECKUM YCII0-
BUSIM TOBBIIIAETCS AP (HEKTUBHOCTh BEHTUIISLIMOH-
HOM (DYHKIIMU JIETKMX 3a CYET YMEHBIIEHUs COIMpO-
TUBJICHUST Pa3IMYHBIX OTHEIOB TPaxeoOPOHXUATBHOTO
nepeBa, ONTUMU3AIMU DPACTIpPEeIeHUs] PEerMoHapHOMN
BEHTUJISILIUM MEXIY pa3IMYHbIMM 30HaMu Jierkoro [8].
VY GOJbHBIX, CKJIOHHBIX K TMIEPBEHTUISILIMU U pa3BU-
TUIO TMTIOKAITHUM, BO BPEeMSI MPEPbIBUCTBIX WHTAISIINI
TMTTIOKCUYECKUX cMeceld, comepxammx 12—15% xwuc-
Jiopofa, TaplyajbHOE JaBJeHHWE YIJIEKUCIOro rasa
HECKOJIbKO TTOBBIIIANIOCh. BIOCIEACTBUM OTMEUaIoch
CHIWDKeHUE BEHTWISIIMOHHON peakIMy Ha YTJeKUCITBINA
ra3 [5, 9]. IIpu cpaBHEeHMM WHTEHCUBHOCTU IbIXaHUS
BO3IyXOM, TUIEp- U TUITOKCUYECKOM CMECSIMU THUIIep-

BEHTUJISILMSI B YCJIOBUSIX TUITOKCUHM OKa3ajach caMoi
HETpOAO/KUTEIbHOM M € HAaWUMEHBIIUM CyMMapHBIM
o0beMoM BeHTWIsSIIMU. CTaTUyeckrue SKCIMPATOPHbBIE
W MHCIIUPATOPHbIC YCWIUS Cpa3y MOCJIe TUTIePBEHTUIISI-
LIUY YMEHBIIATUCh. [ MTIepKamHus Ke TMOBbIIIajia MHTeH-
CUBHOCTb TUIIEPBEHTUJISIIIMU, UYTO MPUBOAMIO K Oosee
OBICTPOMY YTOMJICHUIO AbIXaTeIbHBIX MbIIIL [ 10].

LupkynsaropHble MeXaHU3Mbl TIPOSIBJISIIOTCSI YBEJU-
YeHHEM CepAeYHOro BBIOpOCa, ITepecTPONKOM MUKpPO-
LIUPKYJISITOPHOTO pycia. BwIsIBIEH psii CBOWCTB KOPO-
HApHOTO CHUHYyCa, KOTOpPbI€ YYacTBYIOT B peTyJsILIUUA
COKpaTUTEJIbHON  (YHKIIMM MHUOKapaa KeJyToukKoB
M Ta30BOTO COCTaBa KPOBU B a0pTe UM JIETOYHOM apTepuu
MO aBJICHUIO B TIPABOM TIpEACEPINU U CAMOM KOPOHap-
HoMm cuHyce [11, 12]. laBieHre KpOBM B cOCyaax OTTOKa
TeM OoJbllle, 4YeM OOoJibllle CyMMapHOe IaBJIeHWE Ta3oB
B Hux [13]. IIpn 3TOM KOHIIEHTpalMU Ta30B B KPOBU
KOPOHApHOTO CUHYca OJIM3KU K TAKOBBIM B KPOBU MYTTOY-
HOI BEHBI TUTOAA U MOTYT CIYXHUTh KPUTEPUSIMU THUTTOK-
CUYECKOTO Tpeiesa st BeHO3HOM KpoBH [ 14]. BeisiBieHa
BakHasl poJib CUHOKApOTUIHOW pedeKCOTeHHON 30HBI
B (opMHMpOBaHUM aJaNTUBHBIX pPeaKIMi OpraHu3Ma:
MpU ABYCTOPOHHEM XUPYPTUUECKOM €€ YIAJIeHUN OTCYT-
CTBYIOT BC€ aJalTUBHBIC peaKkiiMy, KPOME MOBBIIIEHUS
KOHIIEHTpaIMK reMorjioouHa B KpoBu [15—17].

Bonbiioe BHUMaHUE COBpEeMEHHBIE HCCIIeI0BaTe N
YISJSIOT ananTaluu K TUIOKCUU CepAeYHO-COCYIUCTOM
cuctembl. Eme B 1940 r. oOHapy:XeHO, YTO TUITOKCUS
CJIY>KUT MOIIHBIM  COCYI0PACHINPSIIOINM  (paKTOPOM
IJIs1 KOpoHapHBIX cocynoB [18]. Ilpu cHuxXeHuun conep-
KaHMST KHUCIIOpOAa BO BIBIXaeMOM Bo3myxe 10 8—9%
3HAUUTEJIbHO YBEJIMUYMBACTCS CKOPOCTh KOPOHAPHOTO
KpoBoToka [18]. OmnucaHo BAMsSIHUE TIPEPHIBUCTON HOP-
MO0apUUecKOl TUMOKCUU Ha LEHTPaIbHYIO TeMOAMHA-
MuKy. OTMEUYEeHO TepBOHAYAIIbHOE YBEJIMYEHME yHap-
HOTO M MHHYTHOTO OOBEMOB cepala C TMOCIeAYIOIIeH
crabunu3anueil 3Tux nokasareseit [19, 20]. Dro craHo-
BUTCS BO3MOXHBIM BCJICICTBUE psila OMO3HEepreThye-
CKMX U3MEHEHUI MUoKap/a.

Tlpouiecc ymaydiieHWs] HACBIIMIEHUS] TEeMOTIOOMHA
KHMCJIOPOIOM, YCKOPEHHUSI TpaHCIIOpTa WM TIOBBIIIEHUS
YTUIM3ALUU €T0 KJIeTKaMU pealM3yeTcsl uyepe3 Hero-
CpeJCTBEHHbIE peaKlMu CUCTeM OpraHu3Ma u, 4To Oosiee
CYIIECTBEHHO, 4depe3 (hOpMUPOBAHME JOJTOBPEMEHHOM
agantuBHoctu [21]. Kak m mpu mombemMe Ha BBICOTY,
MpU AbIXaHUW TUMOKCUYECKON ra3oBOl CMECHIO OTMe-
YarTCsl MOBBIIIEHUE apTepUaIbHOTO NaBJICHUS, TaBiie-
HUS B CUCTEME JIETOYHOI apTepyM, YBEJIMUEHNE YaCTOThI
CepIeYHbIX COKpallleHui, abixaHus. OTHOBPEMEHHO
B CUCTEME JIETOYHOW apTepuM PacKpbIBAIOTCSI pe3epB-
HbIe KamUJUISIPBI, TTPOMCXOAUT BHIOPOC B KPOBSIHOE PYCIIO
paHee JETOHMPOBAHHBIX SPUTPOIIMTOB, YBEJIUYMBA-
IOTCSI 00BbEM LIMPKYJIUPYIOLIEe KPOBM, MUHYTHBII 00beM
KpoBooOpaiieHusi. Bce 3To 0o0pa3HO MOXHO Ha3BaTh
«0OpK0OIT 3a KuUcCIopom». B OTBeT Ha TMIOKCHYECKUIA
CTUMYJT TIPOMCXOAMT IlIEHTpaJu3alns KpoBooOpalie-
HUS — 3alllMTHAsI Hecrienuduieckast peakiysi cCepaeuHo-
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COCYIMCTOM CHCTeMBbl Ha Pa3HOOOpa3Hble 3KCTpeMaslb-
Hble pasapaxurtenu [22]. [Ipu 5ToM XKU3HEHHO BaxKHbIC
opraHbl — MO3T, Cepile, TOUKM — HUMEIOT TperuMyle-
CTBO B KPOBOCHAOXEHMU 3a CUET IPYTMX OPraHOB U TKa-
Heil. DTa peakius — CBOeoOpa3Hasi TapaHTHsI COXpa-
HEHUs XW3HECTIOCOOHOCTU I1IEJIOCTHOTO OpraHu3Ma.
IMpn mpoBeneHNM TTOJTHOTO Kypca MPEepPhIBHON HOPMO-
0apnIeCcKOl TUITOKCUTEPAITIM TIPOUCXOIST OoJjiee TIy0o-
KUe, B TOM Yucjie OUOXUMUYECKUE U CTPYKTYPHbBIE U3Me-
HEHUsI, YTO TIPUBOIUT K afanTallii OpraHn3Ma K HOBBIM
ycJIoBUSAM (YHKIIMOHUPOBaHMS [23].

DddexTsl HOPpMOOAPHUYECKOi rumokcurepanuu. [1pu-
YUHAMU OMOXMMUWYECKUX PeaKLMid, JieXallnX B OCHOBE
aJlanTaly TPU TUTTOKCUYECKOM BO3AECCTBUU, BUIUMO,
CIyXXaT M3MEHEHUS BHYTPUKIIETOYHOTO MeTaboJM3Ma,
3aMejuieHre OOHOBJIeHUsT OuomeMOpaH [24]. YacTtuu-
HOe pa3pyllleHue KOMITOHEHTOB OMOMeMOpaH OCBO-
0oXmaeT TMPOTEOTUTUIECKUE (PEepMEHTBI, YTO BeIeT
K JIlerpanaiuy HEKOTOPbIX 0eJIKOB M 00pa30BaHUIO MOJIH-
nentuaoB. [locaemHUM OTBOAMTCS POJIb PETYJISITOPOB
cuHTe3a ne3okcupubonykienHoBoit (JIHK) u pubony-
xknenHoBolt (PHK) kucnor. AkTuBanusi cuHTe3a 0elKoB,
MpOTEKaloIasi B YCIOBHUSAX HAKOIJIEHUS] HETOOKHUCIIeH-
HBIX TMPOAYKTOB, MPUBOIUT K M3MEHEHMIO CTPYKTYPBI
U CBOWCTB MakKpOMOJIEKYJ, CO3[aeT 3arac MPOYHOCTU
OUOXMMUYECKUX PEaKLMi M BO3MOXHOCTh WX TOJTHO-
LIEHHOTO MPOTEKAHUS B YCJIOBUSX TMTOHIKEHHOTO COMEP-
kaHusT Kuciopoga. OTHOBpEMEHHO ¢ TIepeCTPONKOM
CTPYKTYPHl B LIEMIM OKMCIMTEIbHOTO (ochopuimpoBa-
HUST TIPOUCXOIUT aKTUBU3ALINST aHa3pOOHOTO TJIMKOJIN3a,
YTO BHOCUT BKJIal B 3HeproodecriedyeHHe OpraHu3Ma.
Co BpeMeHEM B OTCYTCTBHE TMTITOKCUYECKON TPEHUPOBKU
MTPOUCXOINUT Je3aJanTalusi, 4TO CIYXHUT TOKa3aHUeM
K TIOBTOPHOMY KypCy TpPEepPBIBHON HOPMOOAPUYECKOM
TUTIOKCUTepaInnu (00bIYHO Yepe3 6—12 Mec, B 3aBUCUMO-
CTHU OT COCTOSTHUSI TTalieHTa). [1pu KITMHNYIeCKUX ucce-
JIOBAHMSIX Ha YPOBHE OPTaHOB M CHCTEM IT0 Mepe ajanTa-
LIMU K TIPEPBIBHON HOPMOOAPWUECKON TUITOKCUTEPATTUN
3aKOHOMepHO HabmomaeTces psan adgdexros [25]:

1. Yiny4imeHre MUKPOLMPKYJISAIIMU B OpraHax M TKa-
HSIX 32 CUET PACKPBITUS Pe3ePBHBIX KAMWILISIPOB, a TAKXKe
00pa3oBaHUsI HOBBIX, paHee He CYIIeCTBOBABIINX COCY-
JIOB; TIOBBIIIIEHWE KHUCIOPOATPAHCIIOPTHOM (DYHKIIMU
KPOBM 3a CcUeT BbIOpoca (DOPMEHHBIX 3JIEMEHTOB KPOBU
U3 JeN0 W CTUMYJSILMSA KPacHOTO POCTKA KOCTHOTO
MO3Ta, a TaKXKe TTOBBIIIEHUE COIepKaHUs TeMOTJIOOMHA.

2. UmmyHOMOaynupymoliee  ACHCTBUE,  KOTOPOE
BBIpaXKaeTcs TOAABJICHUEM TTaTOJIOTMUECKUX 3BEHBEB
MMMYHHUTETA W aKTUBM3aLMEd NEMpeCCUBHBIX 3BEHBLEB,
OTMEUaeTCsl TOBBIIIEHNE KOJMYECTBA aHTUTEIOMPOIY-
LIUPYIOIINX KJIETOK, YBEJIWYeHUE CHHTE3a MMMYHOTJIO-
OyJIMHOB, aKTUBU3AIMs (PAronuTo3a; CHIKAETCS aKTUB-
HOCTb aJlJIEpTUYEeCKUX PeaKIInii.

3. TloBbllIeHMe  AKTUBHOCTM  aHTMOKCHIAHTHOM
CHUCTEMBI: TIpepbIBHas HOpMoOGapuyecKas TUITOKCUTE-
parnusl CHMXXKAeT aKTUBHOCTh MEPEKMCHOTO OKUCICHUS
JIUTIUIOB B KJIETOYHBIX MEMOpaHax.

Ob30Pbl JINTEPATYPbI

4. MoOunu3aius SHIOKPUHHBIX MEXaHU3MOB (hyHK-
LIMOHAIBHOM PETYISIUN TUIoTaJaMyCc—TUIOo(pU3—Kopa
HaAIMOYeYHUKOB, YTO pealu3yeTcsl IMyTeM TOBBIIICHUS
YPOBHSI 0011I€#1 COTTPOTUBIISIEMOCTA OpraHU3Ma I0 OTHO-
IIEHWIO K Pa3IMYHBIM 9KCTpEeMaTbHbIM (DaKTopaM OKpYy-
JKaloIe cpepl.

5. TloBbIlIeHWE YCTOMYMBOCTA K WHTOKCUKAIIUU
(B TOM 4mCIe TIPU TTPOBEAEHUN XUMUOTEpaITin), K (GU3n-
YecKNM (paKTopaM OKpYKalolleil Cpeanl.

6. AaTtuctpeccoBoe neiictBue. COCTOSTHUE XPOHU-
YeCcKOro cTpecca XapaKTepu3yeTcsl HajludueM JIOMU-
HAHTHOTO 3aCTOMHOTO odYara B LIEHTpPaJbHOW HEPBHOW
cucteme (LIHC), xapaktepHbIMu caBuramu B opmyiie
u Ouoxumuu KpoBu. [IpepbIBHass HopMobapuueckast
TUTIOKCUTEPAIUS MO TMPUHIUIY KOHKYPEHTHOTO BIHSI-
HUS TIEPEBOIUT COCTOSTHHUE TIPea00Ie3HN B (PU3UOIOTH -
YeCcKoe COCTOSTHUE.

7. PaguozamurtHoe neiicteue. [IpuMeHeHMe MpepbiB-
HOI HOpMOOApUYeCKOW TUIOKCUTEpANUM TIpU TIpe.-
OTepallMOHHON JIyueBOW Tepamuu 3JI0KaYeCTBEHHbBIX
HOBOOOpA30BaHUI1 TMO3BOJISIET YBEJIMUYUTh CYMMapHYIO
0YaroByIo 103y oonydyeHus Ha 25%. Eciu ydecTsb, 4TO 3Ta
rpyrmnma 60JbHBIX BeCbMa MHOTOYMCIIEHHA, TO CTAHOBUTCS
OYEBUIHON TePCHeKTUBA MPUMEHEHUST TUTTOKCUPAINO-
Tepanuu. Paano3anuTHoe neficTBre TMITOKCUU MPUHSITO
Ha3bIBaTh CHEUM(PUIECKUM, MMOCKOJbKY OHO HEIOoCpe-
CTBEHHO CBSI3aHO C MTaTOTeHEe30M JIyuyeBoil 00JIe3HU, Tpe-
JMOTBpaIllasi MOBBIIIEHNE KOHILIEHTPALIMU KUCIOPOIHBIX
pamukaioB. MeTOOWYECKUI TOAXOA NP TPOBEICHUU
TUTTOKCUPAIUOTEPAITUM HECKOJIbKO WHOM: Ha TPOTSIKE-
HUU BCETO BPEMEHU JIydeBOTO BO3ICHCTBUS (Hampumep,
ceaHca raMma-Teparnuu) OOJIbHOW HENpepbIBHO HaXo-
JIUTCST B COCTOSTHUY TO3UPOBAHHOM TUITOKCHM.

JlokazaHO, YTO BEOYIIUM PETyJSITOPOM aKTHUB-
HOCTM  T€HOB  MJIEKOIMTAIOLIMX,  OTBETCTBEHHBIX
3a peakiMio Ha HEIOCTAaTOK KMCJIOpOAa, CIYXKUT WHIY-
nupyembiiicoctosiHueMrunokcuu pakrop— HIF (hypoxia-
inducible factor). [1pu HopManbHOI KOHLIEHTPALIUU KUC-
Jlopoia TIPOMCXOAUT TUIPOKCUIMPOBAHNWE aMUHOKHC-
JIOTHBIX OCTAaTKOB TIPOJIMHA CBOOOIHO CYIIECTBYIOIIEH
mojiekynsl HIF-1a B pesynbrare akTUBHOCTHM 0OCO0OOTO
peryasiTOpHoro hepMeHTa MPOJUJITUAPOKCHUIIA3ZHI.

MeToaMKa TpOBEIEHHSI THINOKCHTEPANMH Y JETeid.
B.B. [lonarux u coaBr. [HuUT. 1o 3] onucaid METOAUKY
MPOBEICHUS TIPEPLIBHOM HOPMOOAPUYECKOM TUTTOKCHUTE-
panuu y JeTeil, coraacHO KOTOpO MCClieoBaHWE HauM-
HaJIu B YTPEHHUE Yachl, ¢ 00s13aTeJIbHBIM COOJTIOIEHUEM
BPEeMEHHOTO WHTepBajia Tocje TpreMa TMUII He MeHee
30 muH. [Ipomemypsl OTIyCKalMCh Ha THITOKCHKATOPE
«DBepect-1»  (Poccust). Kypc neueHusi mpoBomwics
B YCJIOBMSIX CTallMOHapa W cocTosul u3 10 exkeqHeBHBIX
npouenyp. JbixaHue TUTTOKCUYECKOM CMECHIO OCYIIECT-
BJISIIOCHh B MHTepBaibHOM pexkume (10—40 mun). Hdersm
crapiie 12 et ceaHChbl HOpMOOAPUUECKOI Teparuu OTIy-
CKaJIMCh TI0 CJIEAYIONIeH cXeMme: Ha TPOTSDKEHUU TIePBBIX
3 ceaHCOB JbIXaHUE TUTMOKCUYECKON CMECHIO COCTABIISLIO
3 MUH C 4YepeloBaHWEM BIBIXaHUSI aTMOC(EPHOTO BO3-
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Henamenxo I'A. u coaem. Bo3MOXHOCTH TIpMMEHEHNs HOPMOGAPMYECKOIT TUIIOKCUTEPAIINN B TEPANIEBTUYECKOM 1 MeIMATPUYECKOM TIPAKTUKAX

nyxa — | MWH; ¢ 4-TO ceaHca JbIXaHWE TUTTOKCUYECKON
CMEChIO COCTaBJISUIO 5 MUH C 4epeloBaHWEM BIIbIXaHUSI
arMocdepHoro Bo3myxa — 1 muH. [IpomomkuTebHOCTD
Mo BpeMeHU ObLa cienyolias: HayuHaau ¢ 10 MuH, npu-
GaBJIsIst Ha KaxKIbI IMMOCTEAYIOIINIA CeaHC TT0 5 MUH, IO TeX
nop, moka 0a3oBoe BpeMst He nocturiio 40 muH. [detsam
Miamie 12 JeT Mporueaypbl MPOBOIUINCH aHATOTUIHO
10 U3JIOXKEHHOM cXeme, HO 6a30Bast 3KCITO3UIIMSI He TIpe-
Boiaia 30 muH (crapuie 7 jget) u 20 MuH (Maniie 7 JeT).

l'unokcutepanuss W MeTa0OJMYECKMA  CHHIPOM.
O.C. T'mazaueB m coaBT. [19] mpoBenm wucciiemoBaHue
¢ yyactheM 35 MauMEeHTOB C MeTaOOJMYEeCKUM CHH-
npoMoM (anmumeHTapHoe oxupeHue [—III crenenu
C MHIEKCOM Macchl Tesma Gonee 30 Kr/m?, HapylleHue
TOJIEPAHTHOCTU K YIJIEBOJAM WJIM caxapHbIii auabeT
2-TO TUWIIa, apTepuajbHas TUMEPTEH3US U TUCTUTIHAIC-
MUSI), KOTOpbIE CIIydailHbIM 0Opa3oMm ObLIM paslesieHbI
Ha 3 rpynnbl: KOHTposbHYO (11 yenoBek, 6a3oBast Tepa-
nus), 1-10 ombITHYIO (13 4enoBek, TMPOIIENIINX Kypc
n3 12 mpouenyp pepbIBHON HOpMOOAapUUEeCKON TUTIOK-
cutepanuu) u 2-10 onbITHYIO (11 yemoBek, MpoIIeaImx
KypC TIPEephIBHOW HOPMOOApUUYECKON TUITOKCUTEPATUn
OIHOBPEMEHHO C CUCTEMHOI TUTIepTepMUeil 1 BUOpaLI-
OHHBIM arnmapaTHbIM MaccaxeMm) [19]. TIpomomxuTenb-
HOCTb Kypca cocTaBmiia B cpeagHeM 21 genb. Jlo Kypca
MpOLEeAyp TUMOKCUTEpAamuu U Ha 3—4-i JeHb T0 UX
3aBepIIeHNN BCe TALMEHTHI TTPOXOAMIM KOMILIEKCHOE
obcneoBaHue, BKJtOYamollee cOOp aHaMHe3a, OLEHKY
MUIIEBOTO PEeXUMa; TICUXOMETPUUECKOe TeCTUpOBa-
HUE, KOHCYJIbTAIIMU TICMXOJIOTOM C IIEJIbI0 OIpeaese-
HUST TUTIA TTUIIEBOTO TTOBEACHUS; aHTPOIIOMETPUYECKHE
U3MepeHUsl; 00IM-UMIIETaHCOMETPUIO, OUOXUMUYECKOE
HCCieIOBaHNE KPOBU C OTMpeAesIeHMEM YPOBHS OOIIEro
XOJIeCTepUHA, JIMIOMPOTEUIOB BBICOKON TIJIOTHOCTH,
JINTIOTIPOTEUIOB HU3KOM TIJIOTHOCTH, TPUTIULIEPUIOB,
TJTIOKO3BI TTa3Mbl HATOIIAK; TECT ¢ 6-MUHYTHOM XOIb0O0
IJIT OLEHKU (PU3MYECKON paboOTOCIIOCOOHOCTH. YcTa-
HOBJIEHO, YTO MPUMEHEHKE THIO/TUTIEPOKCUYECKUX TPe-
HUPOBOK (M30ITMPOBAHHO WJIK B COUETAHUM C CUCTEMHOM
TUTIepTepMUEii M ammapaTHbIM BUOpoMaccaxkem) Tpu-
BOIWT K CTATUCTUYECKU 3HAUMMOMY CHIKEHUIO MacChI
Teja MalMeHTOB MPEUMYIIECTBEHHO 3a CYeT YMeHBbIIe-
HUST XKUPOBOM MAacChl, YTO COMPOBOXKIAETCS CHUKEHUEM
YPOBHSI OOIIETO XOJeCTeprHa, JUTIOMPOTEUIOB HU3KOM
TJIOTHOCTH, TJIFOKO3bI, ONMTUMM3ALMEel apTepralbHOTO
JIaBJICHUSI, TIOBBIIIIECHUEM TUITOKCUYECKON YCTOMUMBO-
CTH, (PUBUYECKON BBIHOCIUBOCTH, YIy4YIIEHUEM IICU-
XOJIOTUYEeCKOTo cTartyca. [Ipy WHIWBHIYaTbHOM TIOJI-
Gope CTPYKTYpHI Kypca, JO3UPOBAHUM THUITOKCUYECKUX
BO3JENCTBUI, COUYETAaHUU C ApyruMu GU3noTepanes-
TUYECKUMHU TIPOLIEAYPAMU METOJ MMEET TePCIEeKTUBbI
B KOMIUIEKCHOM JIEUEHUW W peabWIMTALIMU TAlleHTOB
¢ MeTabOIMYECKUM CUHIPOMOM.

T'unokcuTepanus U MCUXOCOMATHYECKHE 3200/I€BaHUS.
3.X. AGa3oB 1 coaBrT. [15] onucann ocobeHHOCTH (PYHK-
mmonupoBanust  UHC, xkiInMHMKO-(PYHKIIMOHAIBHOTO
U TICUXO(PU3NOJIOTHYECKOTO COCTOSTHUST OOTBHBIX C TTCU-

XocoMaTu4yecKumMu 3adosieBaHusiMu. [locie 15-qHeBHOTO
Kypca TIpepbIBHO HOpMOOApUUECKOW TMITOKCUTEeparuu
y eTeil U MOAPOCTKOB C ayTOMMMYHHBIM THUPEOUIUTOM
HaOJIIONATUCH TOJIOXKUTEIbHbIE U3MEHEHUSI B HEBPOJIO-
ruyeckoMm ctatyce. Ilpexkie Bcero oTMeuyeHO CTaTUCTH-
YecKM 3HauMMoe YJIydIlleHWe Mokasaresieil YMCTBEeHHOM
paboTOCTTOCOOHOCTH M TOHKOW KOOPIMHAIIMY IBUXKEHUH.
Kpome Toro, y nereit v mogpoCTKOB OTMEYaJIOCh YIydllie-
HUE HACTPOEHUSsI, ABUXEHUs CTalM 0ojiee aKTUBHBIMU.
PednexcomeTpusi, mpoBoarmast ocje rurmoKCUTeparnm,
rnokasajia CyIIeCTBEHHOE YKOPOUEHHEe IUTEIbHOCTU
CYXOXWIbHBIX pediiekcoB (280120 mc) 1Mo cpaBHEHUIO
¢ mokazatesisiMu 1o jedeHus (390120 mc). Ha anexrpo-
sHUedaTorpaMMe Tocjae TUTIOKCUTEparui aKTHUBHOCTD
anb(da-puT™Ma, MO CpaBHEHMIO ¢ (DOHOBHLIMM NaHHBIMMU,
HapacTajia B 3aTbUIOYHbBIX OTBEJACHMSIX. BBISIBIEHBI 11OJIO-
SKUTEJIbHbIE M3MEHEHUS W TI0 JAHHBIM OMETaMeTpHU;
Tak, MocJie Kypca MpepbIBHOM HOpMOOApUUECKO I'MITOK-
cUTepanuu 3HaueHWe oMera-ToTeHIMaaa y 1eTeil 1 Mmoj-
pocTKOB coctapisiio —27,411,8 mB, uro xapakrepuso-
BaJIO ONTUMAJIbHBIN YPOBEHb 0OIPCTBOBAHMS U YCUIICHUE
anarnTallMOHHBIX BO3MOXHOCTE OCHOBHBIX PEryJisi-
TopHbIX cucteM. [losoxurenbHasi AMHAMKUKA OTMeUYeHa
1 B TOPMOHAJIBHOM CTaTyce TMallMeHTOB: TOCJe Kypca
JIEYEHUST HOPMaJIM30BaJI0Ch COMepKaHUEe B KPOBU THpE-
OUIHBIX TOPpMOHOB ¢ 7,6+0,06 mo 2,84+0,08 MKME/m1.
Haunbonee 1eHHBIM OKa3ajJ0Ch MMMYHOMOIYJIUPYIOIIEe
NEUCTBUE Kypca WHTEPBAJbHOW TUIMOKCUYECKOW Tpe-
HUpPOBKHU. B mpoliecce agantauny K rUMOKCUU 'y TMallM-
€HTOB C ayTOMMMYHHBIM THUPEOUIUTOM HaOII01aTNCh
OTpeieIeHHBbIE TIOJIOXUTENIbHbIE CABUTM B MMMYHHOM
craryce; TpeX/e BCero OTMEYEeHbl CTaTUCTUYECKM 3Ha-
YUMOE YBEIMYEHME MCXOIHO CHUXXEHHOTO KOJIMYeCTBa
obuux T-mumdounros — CD3+ (¢ 44,6%1,32 no 67,1
+2,16%) n CD8+ (¢ 14,240,85 mo 29,8+1,22%), ymMeHb-
IIeHWe MCXOMIHO TOBBIIIEHHOTO YPOBHST T-XeamepoB —
CD4+ (¢ 54,6%2,34 no 36,8+1,25%), HOpManmmu3aLus
UMMYHOpeTyJssTopHoro uHaeKkca. [loBbiieHue ¢GyHK-
oy 1 KonmdectBa Kietok CD8+ mocie Kypca rMmok-
CUTEepanuu TIpeloTBpalllaeT IpPOrpecCupoBaHue ayTo-
MMMYHHOTO TIpoliecca M CIOCOOCTBYET BOCCTAHOBIEHUIO
(YHKIMY IIUTOBUIHOM XeJIe3bl, YTO TMTPUBOIUT K TTOJIO-
KUTEJbHOW JMHAMUKE B HEBPOJOTUYECKOM CTaTyce
6osbHBIX. [lomoXkuTenbHasi TOPMOHAJIbHO-UMMYHOJIO-
ruyeckasi 1 HeBpoJiorndyeckasi IMHaMUKa y JeTel 1 Mo/ -
POCTKOB C ayTOUMMYHHBIM TUPEOUAUTOM TIOCIe MHTEp-
BaJIbHOW TUITOKCUYECKOW TPEHUPOBKU CBUIETEbCTBYET
0 11e71eCO00pa3HOCTU €€ BKJIIOUEHUSI B CXEMbI TTaTOTeHEe-
TUYECKOU Teparuy MaiMeHTOB ¢ JaHHOM MaToJIOTUeN.
l'unokcuTepanus W cepaevyHO-COCYAUCTbIE 3200JieBa-
Huda. [ A. UrnateHko u coasT. [24] TpoBenIy CpaBHUTEIb-
HYIO OLIEHKY 3((hEeKTUBHOCTU TIPEPHIBUCTOM HOpMOOa-
pUYECKOl TUIIOKCHUTEpANUM KaK B BUAE MOHOTEpaIuu,
Tak M B COYETAaHMM C Tepamnueil OeTa-amapeHOO0JI0KaTO-
pPOM METOIIPOJIOJIOM Y OOJIbHBIX MSITKOW 3CCEeHIUAb-
Holi runepteHsueit. [lpepriBucTasi HOpMoOOapuyeckast
TUTIOKCUTEPANUST JTaeT OTYETIIMBBIA TUIOTEH3UBHBINM
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3¢ @deKT, KOTOpBI MOTEHIUPYETCS TPUCOeTUHEHUEM
METOIPOJIOJIA, UYTO MO3BONIMIO0 Y 50% OONBHBIX CHU3UTH
no3y Oerta-agpeHoOJiokatropa. Hambonee ompaBmaHHO
C TOYKU 3pEHUST TUTTIOTEH3UBHOM 3P (OEKTUBHOCTH 1 6€3-
OTMACHOCTU COYeTaHWe HOPMOOAPUIECKOW TMITOKCH-
Tepanuu C OeTa-aapeHOOJOKATOPOM METOIPOJIOJIOM.
0.C. I'mazaueB u coaBT. [19] mpuMeHsIIU Kypc TUTIOKCH/
TUTIEPOKCUYECKUX MHTEPBATBHBIX TPEHUPOBOK y TTAllv-
€HTOB C MIIIEeMUYeCKOI 0OJIE3HBIO Cep/lla, YTO TTPUBEIIO
K TIOBBIIIEHUIO TIEPEHOCUMOCTH (DU3NIECKUX Harpy-
30K, YCTOWYMBOCTU K 3IMHU30JaM, TMIIOKCHH, a TaKXe
COIPOBOXIAETCS HOpPMalU3allMeil JIMITUIHOTO COCTaBa
KPOBH, CYObEKTMBHO — TIOBBIIIEHUEM KadecTBa KU3HU,
CHIDKEHUEM  KOJIMYECTBA AHTMHAJIBHBIX TPUCTYITOB
B TIOBCEOTHEBHON KU3HU. PeXum HopMobGapudecKoi
TUTIOKCUTEPAITMU  JIETKO TIEPEHOCUTCS  TallMeHTaMU,
HE COIPOBOXKAAETCI IMTOOOYHBIMU 3P GEeKTaMU U OCTIOXK-
HEHUSMU, a 3aMeHa HOPMOKCHUYECKHUX I1ay3 TUIEepPOK-
CUYECKUMHU TIO3BOJISIET WHTEHCH(UIIMPOBATh TIPOIIECC
TPEHUPOBKU, YBETMUNBas TTPOIOJIKUTEIBHOCTh CyMMap-
HOI TUTTOKCUYECKOW CTUMYJISIIIAN B KaXKIOW MpoLeaype,
YTO TIOBBIIIAET WX 3(PPeKTUBHOCTb. Mcmonb3oBaHMe
MeTola amamnTallii K WHTEePBAaJIbHON TUITOKCUU-THIIE-
POKCUU MOXET WMETh TEPCIEKTHBLI B TOIAEpKAaHUM
M TIOBBIIIEHUW KapAuOPeCTMPaTOPHON BBIHOCIUBO-
CTU CIIOPTCMEHOB C OTPaHUYEHHBIMU BO3MOXHOCTSIMU
(B mepuon TpaBM M 0OJie3HEi), MpU TMOce10BaTeIbHOM
WV TIapauIeIbHOM COYETaHUU ¢ (DU3MUECKUMHM Harpys3-
KaMW; JJIST BTOPUYIHON MPOMWIAKTUKUA WIIEMUYECKOM
0oJie3HU cepjlla B KaueCTBEe CPelCTBa Ipe- M MOCTKOH-
TUIIMOHUPOBAHMS TIPU TTOATOTOBKE K aHTHUOIIACTHUKE,
B KOPPEKIIUY MOITUGDULIMPYEMBIX (PAKTOPOB pUCKa.

C.A. TlomocoB u coaBt. [17] mpoBenu oOciiemoBa-
Hue 104 TamUeHTOB C TUIIEPTOHWYECKON O0O0JIE3HbBIO
I-III cramuu, 1-3-it cTtemeHu Ha ¢oHe MmeTaboauye-
CKOTO CUHIpPOMa, CPEeIHMII BO3paCT KOTOPBIX COCTa-
Bun 48,2912,23 ronma. I'pynmna HabGmoaeHust (54 nauu-
€HTa) ToJTydyayia Kypc MHTepBaJIbHBIX HOPMOOAPUIECKUX
TMTTIOKCUYECKUX TPEHUPOBOK Ha (hoHe hapMako- U aue-
totepanuu. ['pynmna cpaBHeHus (50 maiMeHTOB) TOJy-
yaja MeIWKAaMEHTO3HOe JieYeHWe W JIUEeTOTeparuio.
KauecTBO KM3HM OLEHUBAJIM IO ONPOCHUKY BP-36
(pyccKosI3bIYHAsT BepCUs), TICUXOJIOTMYECKUM CTaTyC —
no mkane aernpeccuit CESD, BereraTuBHBIE Hapyliie-
HUs — 1o «BONpOCHUKY ISl BBISIBIEHUSI MPU3HAKOB
BereTaTUBHBIX W3MeHeHWit BeitHa». Mccrmenyembie
rmapaMeTpbl OMpeAeNsyINCh UCXOMHO, Yepe3 1 m 6 Mec
OT Havajla Tepanuu. JuHamuyeckoe HaOJIOICHNE
3a 00CJeIOBAHHBIMU BBISIBUJIO TTOJOXUTEIbHBIE U3MeE-
HEHUs B KJIMHWYECKON KapTHWHe 3a00JeBaHMUS B 00EUX
rpymmax B BUIE HOpPMaJIU3allMM apTepHaJIbHOTO IaBlie-
HUSI, YMEHBIIEHUST WHIEKCa MacChl Teja, 0ojee BbIpa-
>KEHHBIE Y GOJIBHBIX TpyMIbl HabmoaeHus. [TpumeHeHne
KYPCOBBIX MHTEPBAJbHBIX HOPMOOAPUYECKUX TUITOK-
CUYECKUX TPEHUPOBOK OOECIIEYMIIO TOCTOBEPHO Oolee
PaHHIOI W BBIPAXEHHYIO TWHAMUKY KauyecTBa KU3HU,
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YMEHBIIEHNE BBIPAXKEHHOCTU JEMPECCUBHBIX U Berera-
TUBHBIX HAPYIIIEHUI Y 00CTI€10OBAaHHBIX MTAIlEHTOB.
l'unokcuTepanuss W cTeHOKapauA. PesynbTaThl Mpo-
BEIEHHOTO0 HaMM MCCJenoBaHUsT nokKasanu 3¢hGheKTUB-
HOCTb TPEPBIBUCTON HOPMOOAPUYECKOW TUITOKCUTE-
panuu y OOJBHBIX CTEHOKAapAWEH C COMYyTCTBYIOIIUM
XPOHUYECKUM TJIOMEPYJIOHEDPUTOM, YTO TTO3BOJIMIIO
0oJiee MHTEHCUBHO CHIDKATh 4YacTOTy OOJIEBBIX U 0Oe3-
6OJIEBBIX TIPUCTYIIOB CTEHOKApAWW, CHU3UTH TOTpeO-
HOCTb B JOTIOJTHUTEIbHBIX MIPUEeMaX HUTPATOB, TTIOBLICUTh
TMTOPOTOBYIO MOITHOCTb HArpy3KW W yAYYIIWTh Ka4eCTBO
KU3HM TallMEHTOB TI0 CPaBHEHWIO C TPAaAULIMOHHBIM
MeIMKaMeHTO3HBIM JieueHeM 3aboeBanus [20].

IIpoBeaenune runoKcUTEpanuu y eTeil ¢ apTepuaibHOi
runepreHsueii. Psm aBTOpoOB MpenCcTaBUIM OIBIT TTPOBE-
NIEHUST TIPEPBIBHO HOPMOOAPUUYECKOM TUTTOKCUTEPATTIN
JIeTSIM ¢ apTepuaiabHoii rurneprensueit [3]. Y 80% manu-
€HTOB MO BO3JACHCTBUEM TUITOKCUTEPATUU OTMeYasics
BBIpaKEHHBIN MOJIOKUTEIbHBIN 3(P(eKT (HopMaTru3auus
apTepuaibHOTO JABJICHUS, YJIy4dIlIeHWe CaMOUYyBCTBUSI,
CHIXEHUE YPOBHS TPEBOXHOCTH), UTO COTIPOBOXKIATIOCH
COKpAIlleHNEeM JUTMTEJIbHOCTU TMpeObIBAaHUS B CTallO-
Hape, TIPeIoTBPAIIaIO OCTOKHEHMSI.

Hamu nmokaszaHo, 4TO WCIOJb30BaHUE TUITOKCUTE-
panuu Kak KOMITOHEHTa KOMILIEKCHOM aHTUTUITEPTeH-
3UBHOI MPOrpaMMBbI Y JIMI MOJIOZOTO BO3pacTa Ha paH-
HUX 3Tarnax (GOpMUPOBAHUS TUTIEPTOHNUECKON OOJIe3HU
MO3BOJISIET OoJIee aKTUBHO, YeM TPaIUIIMOHHOE MeIrKa-
MEHTO3HOe JIeYeHe, CHU3UTh KaK CpelHee CUCTOIMYe-
cKoe (pa3HuIla MeXIy rpyImnaMu 00JIbHBIX yepe3 20 qHeil
coctaBuia 16,4 MM pT.CT.), TaK M CpelHee TUACTOINYE-
cKoe (pa3HuIla MeXIy rpyImnaMu 00JIbHBIX yepe3 20 qHeil
coctaBmia 13,4 MM pT.CT.) apTepuanbHOe gaBieHne [23].

BxkimroueHre TUITOKCHU/TUTIEPOKCUTEPATTMM B KOM-
TJIEKCHYIO TIPOJOJDKUTENbHYIO JIEUeOHYIO MpPOrpaMMy
Yy MOJIOABIX OOJBbHBIX TeHETUYECKM WHIYLHUPOBAHHOMI
TUTIEPTOHUYECKON OOJIE3HBIO MO CPAaBHEHUIO C M30JIH-
POBaHHBIM MEIMKAMEHTO3HBIM JIEUEHHEM TT03BOJINIIO
JIOCTOBEPHO YMEHBIIUTh YacTOTy Xajob (TOJOBHOM
oom Ha 15,9%, cepnuedbuenust Ha 21,6%, nepeboes
B paboTe cepaua Ha 26,7%), HeocoxxHeHHBIX (Ha 10,7%)
U OCJIOXHEHHBIX (Ha 8,2%) TUMEepPTEeH3UBHBIX KPHU30B,
CyMpaBeHTPUKYJIsIipHOU (Ha 8,9%), CymnpaBeHTPUKY-
JISPHO-BEHTPUKYJISApHOU (Ha 9,5%) 3KCTpacuCTONNM,
MapoKCU3MOB Gubputsauuu npeacepauii (Ha 9,5%),
CUHYCOBOW Taxukapauu v aputmuu (Ha 50,4 n 23,5%
COOTBETCTBEHHO),  pa3MepoB  JIEBOTO  MpeAcepaust
(Ha 21,5%), TONIUHBI MEXKETYTOUKOBON MeperopoaKku
W 3adHel CTeHKM JIEBOTO kemymouka (Ha 13,8 u 22,6%
COOTBETCTBEHHO), CPEIHECYTOYHOTO CUCTOJMYECKOTO
W IMACTOJIMYECKOTO apTepualibHOro napieHus (Ha 31,2
1 20,7 MM PT.CT. COOTBETCTBEHHO), 0011IeTO nepudepuye-
CKOTO COCYIMCTOTO COTpPOTUBJIeHUs (Ha 24,8 MM pT.CT.),
Night-peaker (Ha 24,2%) Tuma LMpKagHON Bapuabdeb-
HOCTU apTepHallbHOTO HAaBJEHUs W YBEJIUYUTH YaCTOTY
Dipper-tuma (1a 25,2%) [22].
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I'unokcuTepanus u XpoHMYecKHe 3a00J1€BAHUA JIbIXA-
TeJbHBIX myTeil y aereii. B.J[. Oxpuiikas v coasr. [13] ripo-
BOIWJIM KypC TUTTOKCUTEPATUU JAETIM C XPOHUYECKUMU
3200JIeBAHUSIMU JbIXaTebHBIX ITyTei (BTOPUIHBIE UMMY-
HOAE(UIIUTHBIE COCTOSIHUS TIPM YAaCTBIX TIPOCTYIHBIX
3a00JIeBaHUSIX, OPOHXMAJIbHASI aCTMa M PEeCIIUPaTOPHbIC
aJjuIeprosbl), 3a00JIeBAHUSIMU LIEHTPAJIIbHON U BeTeTaTHUB-
HOI HEPBHOM CUCTEMBI (BETeTOCOCYIUCTast TUCHYHKITUST
M0 KapAuaJbHOMY U TUIIEPTOHUYECKOMY THUITY, STTUIETI-
cusl, acteHnueckuit cuHnpom). [locne Kypca rurnokcu-
Tepanmuu y JeTeil HabNIomaaoch YMEHbIIEHUE YacTOThI
U JUTMTETLHOCTU OOOCTpeHUI 3a00JIeBaHMi, yBelUde-
HUE Tieprofa PeMUCCHU; TIPU OPOHXMAJIbHOM acTMe —
YMEHBIIEHWE YacTOThl M TSIKECTH TIPUCTYITOB YIYIIbSI,
yiydiieHue (YHKIIMM BHEIIHETO JbIXaHus. Y JeTeil co
BTOPUYHBIM WMMYHOIE(HUIIUTOM TTOBBICHIACH OOIIasT
COTIPOTUBIISIEMOCTh ~ OpraHW3Ma. ABTOPHI  OTMEYaloT
YMEHBIIEHWE SIBIIEHUI TUMEPKUHE30B, CIACTUYHOCTH
MBI, YAydlIeHWe JIBUTATEIbHBIX (YHKIWN, peuu,
BHUMaHMUSI, CHA y JIeTe ¢ MepUHATAIbHBIM TOpaXkKeHUeM
LIHC. Y neteit ¢ HeBpo3aMu YMEHbBIIUINUCH TTPOSIBICHUS
SHYype3a, JJOTOHEBPO3a, HABSI3YMBOCTH, YIYUIIUINCH COH
U HaCTpOEHMUeE.

T'unokcuss m runmepokcus. [IpUHIIMTIMATBEHO HOBOE
HampaBJieHUe — TpUMEHEHHe peXuMa WHTepBaIb-
HOI HOPMOOApWUYECKON TUIOKCHUYECKON TPEHUPOBKU
B UMKJIMYHOM BapMaHTe C YepeJoBaHMEM IIepHUOIOB
JIO3MPOBAHHON TUITIOKCUM W TUIIepOKCcHU. B mepuon
PEOKCUTEHAIUM B KJIETKE TPOVCXOAWT WHTEHCUBHAs
WHIYKIWS aKTUBHBIX (POPM KUCIOpOIa, TMO3BOJISIIONIAST
3aMyCTUTDh KacKaj pelOKC-CUTHAJIBLHOTO TyTH, Hampas-
JICHHOTO Ha (OpMUpPOBaHUE aJaNTallMOHHOTO OTBETA,
MOBBIIIIEHWE PE3UCTEHTHOCTH, CHWXKEHUE TOBPEXIaro-
IIIeTO IefCTBUS TTepeKMCHOTO OKMCIeHu [25].

T.I'. CazoHntoBa M coaBT. [18] mpoBenun TeopeTu-
yeckoe O00OCHOBaHME, OKCIEPUMEHTATbHBIN aHalu3
U WCCIeIOBaHWE BO3MOXHOCTHM peaju3aluy 3alluT-
HBIX 3()(EKTOB HOBOTO METO/Ia afanTallii K TUTTOKCHH/
TUTIEPOKCHUM B TIOBBIIIEHUM TOJEPAHTHOCTU OpPTaHM3Ma
K (uU3NueckKMM Harpy3kaM. YCTaHOBJIEHO, YTO COYeTa-
HUe (HU3MIECKUX TPEHUPOBOK C ajanTaiueil K TUITOK-
CHM/TUTIEPOKCHU TTOBBIIIAET BBIHOCIUBOCTD TTPU OCTPOIA
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OPUINHAJIbBHbBIE CTATbU

IToka3aren remorpamMmbl PH HOBOI KOPOHABUPYCHOI MHpeKmn y aereii 7—14 ner
U K. boeomonosa, A.A. babkun, B.H. Ilepecoedosa

dreoy BO «HutuHckas rocyaapcTBeHHas MeguumHekas akagemus» Munsgpasa Poccuu, Yuta, Poccus
Hemogram indicators in children aged 7—14 years with new coronavirus infection

1.K. Bogomolova, A.A. Babkin, V.N. Peregoedova

Chita State Medical Academy, Chita, Russia

HccnenoBanue nocBsIIIeHO OLEHKe OONIEKINHMYECKOr0 aHAJIM3a KPOBH Y JIeTeil C HOBOil KOPOHABHPYCHOIi MH(eKIMeil B 3aBUCH-
MOCTH OT TsKecTH 3a00jeBanus. OocaenoBansl 107 nauueHToB ¢ BUPYC-MAEHTU(UIMPOBAHHON HOBOIl KOPOHABMPYCHOI MH(pEK-
uueii B Bo3pacre 7—14 aer. Y 19 (17,8%) nnarnoctupoBaHo deccumntomHoe, y 69 (64,4%) nerkoe u'y 19 (17,8%) cpennersikenoe
teyenne COVID-19. I'pynna KoHTpoJs mpeicrapieHa 75 310poBbiMu AeTbMH. [IpoaHAIM3HPOBAHBI NMOKA3ATEIH TreMOrpamMMbl
B KaXK/I0ii rpymnie, NpoBeieH KOPPeJISIMOHHDII AHAJIM3 COJIePKAHUS KPACHBIX U 0eJIbIX (hOPMEHHBIX IJIEMEHTOB KPOBH CO CTENEHbIO
TSKECTH 3a00/IeBaHus1. Y JieTeil ¢ HOBOIl KOPOHABUPYCHOI MHGeKIMeil BbISIBJIEHO J0CTOBEPHOE YMEHbIIEHHE YPOBHS TeMOTJIOOMHA
B KPOBH OTHOCHTEJIbHO IPYNIbI KOHTPOJISI, XOTS M He BbIXOZsIIee 32 Mpeiesibl HOPMAJIbHBIX 3HAYEHHil. Y CTaHOBIEHA 00paTHAs KOp-
peJisinus MeXIy CHUXKeHHEM YPOBHS JIEHKOUMTOB U a0CONIOTHOTO KOJIMYECTBA JUM(OUUTOB CO CTENEHbIO TSKECTH KIMHHYECKUX
NPOsIBJICHUIA 3200JIeBAHMS.

Karoueswte caosa: demu, nHosas koponasupycuas ungexuyus, demu, SARS-CoV-2, cemoepamma, COVID-19.

Ansa untupoBanns: boromonosa U.K., babkuH A.A., lNeperoeaosa B.H. lNoka3arenu remorpaMmMsi rpyv HOBOV KOPOHaBUPYCHOM MHGeKUmn
y nereii 7-14 net. Poc BecTH nepuHaton v neanarp 2022; 67:(6): 54-57. DOI: 10.21508/1027-4065-2022-67-6-54-57

The research is focused on the evaluation of a general blood test in children with a new coronavirus infection, depending on the severity
of the disease. 107 patients with virus-identified new coronavirus infection aged 7—14 years were examined. 19 (17.8%) were diag-
nosed with asymptomatic, 69 (64.4%) mild, and 19 (17.8%) moderate COVID-19. The control group is represented by 75 healthy
children. The hemogram indicators in each group were analyzed, a correlation analysis of the red and white blood cell counts with
the severity of the disease was carried out. In children with a new coronavirus infection, a significant decrease in the blood hemoglobin
relative to the control group was revealed, although not exceeding the normal values. An inverse correlation was established between

a decrease in the WBC and absolute lymphocytes count and the severity of clinical manifestations of the disease.

Key words: children, new coronavirus infection, children, SARS-CoV-2, hemogram, COVID- 19.
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reMorpaMMa — TIPOCTOM IJIsST U3MEPEHUSI, PYTUHHBIN
1 9KOHOMUYHBII METOJI, KOTOPBII TTOMOTAeT AUarHo-
CTUPOBAaTh W YCTaHABIMBATh IMPOTPECCHPOBAHUE MATO-
Jjorndeckoro mpouecca [1, 2]. OOmwuii aHanmM3 KpoBU
MOXKET CJIYXKMTh BaXXHBIM WHCTPYMEHTOM OIpEIeIEHMUS
ctanuy 3a00J1eBaHUs, TTOCKOJIbKY YPOBEHb (DOPMEHHBIX
3JIEMEHTOB MEHSIETCS B Ipoliecce O0JIe3HU.

B oTBer Ha BHempeHUe WH(OEKIIMOHHOTO areHTa
HEe CYIIEeCTBYeT YHUBEPCAJIBHOTO THUIA JIEMKOLIMTAPHOTO
oTtBeTa. I omgHMX OOJIe3HEN ONTUMAJIbHBIM SIBJISIETCST
CETMEHTOSIIEPHBIN, IS OPYTMX — JUM(GOLMTAPHBINA
caBur B hopmyJie 6eoit kpou. M3BecTHO, uto y 46,7%
nereii, nepeHecinx rpunn A/HIN1/09, B remorpamme
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OoTMeYaju JIEMKOIMTO3 U CABUT JIeMKOIMTapHOU hop-
myabsl BieBo [3]. Ilpu pecrimpaTopHO-CMHIMTUABHBIX
BUPYCHBIX MHGEKIUAX YMCIO JTUMQPOIUMTOB B nepude-
puYecKoit KpoBM yMeHblaetcs [4]. Y mauueHToB ¢ Xpo-
HUYECKUM BUPYCHBIM rernatutom C CABUTH 3pUTPOLIM-
TapHOTO 3BE€HAa TeMOTpaMMbl 3aKJIIOYaJIUCh B Pa3BUTHUU
aHusonnTtosa (86%), makpounTtosa (22%), TUTIEPXPOMUU
(24%), anemuu 4% [1]. T1pu Kokiole B KIMHUIECKOM
aHanm3e KpoBu y 79% neTeil MOBBIIIEHO YMCIIO TPOMOO-
LIUTOB TIPOTOPLIMOHAIBHO CTETIEHM TSIKECTH 3aboJieBa-
Hus (p<0,05) [2]

OnHako B JOCTYITHOW JUTepaType HEIOCTaTOYHO
JIAaHHBIX O XapakTepe W3MEHEHMs IoKas3aTejeil TremMo-
rpaMMBbl 1O Mepe TIPOrpecCUpoBaHUsI HOBOM KOpOHa-
BUpYCHOU uHbekmu y neteit [5]. Ha panHux crammsix
COVID-19 3apernctpupoBaHO CHIZKEHHOE YMCIIO JICH-
KOLIMTOB nepudepruyecKoit KpoBU, B TO BpeMsI KaK KOJIM-
4ecTBO JUM@OIMTOB yBeandyeHo [6]. B umccrnemoBanum
W.J. Guan u coaBrt. [7, 8] Toka3aHo 0oyiee yacToe, 4em
Npu OGECCUMIITOMHBIX M JIeTKUX (opMax 3abojieBaHUS,
pa3BuTHE TUMGOILIMTOTIEHUHN TTPU ITHEBMOHMU.

Ileap wuccnemnoBaHusi: CpPaBHUTH TOKa3aTeld TeMO-
rpaMMBl Y JIETell ¢ HOBOW KOPOHABUPYCHOM MHGeEKIIMen
B 3aBUCMMOCTH OT TSI’KECTH TMAaTOJIOTUYECKOTO TIpoliecca.
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boeomonosa U.K. u coagm. TlokazaTes reMorpaMMbl ITPY HOBOI KOPOHABUPYCHOM MH(EKIINN Y neTeit 7—14 net

XapakTepuctuka petein u MeTogbl UCcriefoBaHUS

3a nepuon ¢ 1 ampenst mo 31 wuronst 2020 r. odcne-
noBaHbl 107 neteii B Bo3pacte oT 7 1o 14 ner, uHbuim-
poBaHHbBIX SARS-CoV-2: 59% (63/107) wmManbumKoB,
41% (44/107) meBodYek, TOCTUTAIM3UPOBAHHBIX B [Y3
«Toponckast knuHMYeckass OompHMIIa Nel» 1. UwmTh,
Ha 06a3e KOTOpPOH pa3BepHYT TJaBHBIM MOHOCTALIMOHAp
JIUIST OKa3aHMST MEIVIIMHCKOM MTOMOIIY OOJTBLHBIM C KOPO-
HaBupycHoii uHpekuueit COVID-19 Ha Ttepputopuu
3abaiikanbckoro Kpasi. Kpurepuu BKItOUeHUsT B HUCClie-
noBaHUe: Bo3pacT 7—14 neT; nuarno3 «HoBast KopoHaBuM-
pycHast unpexkumusi COVID-19, Bupyc maeHTUDULIMPO-
BaH (U07.1)»; nHbopMUpOBaHHOE COTJIache POaUTEes el
pebeHKa Ha yyacTue B UCCIeOBAaHUN.

CornacHoO paboOYMM KpUTEPUSIM TSKECTU  Teue-
nust COVID-19 y nereii [9] chopmupoBaHbl 3 rpynmsl:
I-a — 17,8% (19/107) mamueHTOB ¢ GECCMMIITOMHBIM
TedeHneM; 2-s1 — 64,4% (69/107) GOTBHBIX C JIETKUM
Te4eHWEeM HOBOI KOpOHABUPYCHOW WMHMEKLWU; 3- —
17,8% (19/107) mamumeHTOB CpPEAHETSKEION (HOPMBI
COVID-19. Kputepuu BKIItOUeHHUS B 1-10 TpyIITy: TOJI0-
kuTeabHbINA TecT Ha SARS-CoV-2 meTogom moianmepas-
Hoit uenHoi peakuuu (ITLIP), oTcyTcTBUE KMMHUYECKOM
CUMNTOMATUKHA Y U3MEHEHHWI Ha KOMITBIOTEPHO TOMO-
rpamMme. Kputepnu BKITIOYEHUS] BO 2-10 TPYIMITY: TOJIO-
xkuteabHbIN TecT Ha SARS-CoV-2 meTonom I1LIP, nmuxo-
panka <38,5 °C, cUMIITOMBI MHTOKCUKALUU (CIa00CTh,
MMAITUST), TIOpakeHWe BEPXHUX IbIXaTeTbHBIX ITyTei
(karesb, 00JIb B ropJie, 3aJI0’KEHHOCTb HOCa, TUTIEPeMUST
U OTEYHOCTH POTOTJIOTKN), OTCYTCTBHE ayCKYJIbTaTUBHBIX
M3MeHeHuit B Jterkux, SpO, >95%, oTcyTcTBHME M3MEHE-
HUI Ha KOMITBIOTEPHON TOMOTpamMMe OPTraHOB TPYIHOM
kaetku (KT 0). Kpurepun BkiItoueHMs B 3-10 TpyMITy:
nojoxuteabHbli  TecT Ha SARS-CoV-2  wmetomom
I[P, nuxopanka >38,5 °C, cyxoii MaJIOTIpOAYKTUBHBII
Kallesib, MTHEBMOHUS, HAJIMYKME ayCKYJIbTaTUBHBIX U3Me-
HEHUIA B JIETKUX B BUJIE CYXUX M BJIAXKHBIE XPUTIOB, OTCYT-
CTBUE JBIXaTeJbHOM HETOCTaTOYHOCTH, ONBIIKH, SpO,
>93%, He3HAUYMTEJbHbIE WM3MEHEHUsS Ha KOMITbIOTep-
HOIf TOMOTpaMMe OPTaHOB TPYIHOM KIJIETKHU, TUITUYHBIC
JIJIST BAPYCHOTO TTOPaKEHUST JIETKON MW CpeTHETSKeTon
crenenu (KT 1-2).

I'pyriy KOHTpOJISI COCTaBWJIM JETHM B BO3pacTe
7—14 ner, | rpynmbl 3M0pOBbSI, HEe OOJIEBIIME HOBOM
kopoHaBupycHoit nHdekumneit COVID-19, a takke apy-
TUMU OCTPBIMU PECTTUPATOPHBIMU WH(MEKINSIMH B TeUe-
HUe MocJIeTHUX 3 Mec, 00CceIoBaHHbIE B paMKaxX Mpohu-
JIaKTU4ecKoro ocMotpa cotpyaHukamu ['Y3 «Jlerckuit
KIMHUYECKUI METUIIMHCKII HeHTP T. YUTHI».

PHK Bupyca SARS-CoV-2 B Ha30- 1 opodapuHreaib-
HBIX Ma3Kax OMNpenessyii KadecTBeHHbIM MeTonoM TTLIP.
XapakTepHble MPU3HAKK BUPYCHOTO TOPAXKEHMS JIETKUX
YCTAaHABIMBAIM METOIOM KOMITBIOTEpPHOM TOMOTpahum
OpraHoOB TPYIHOM KJIETKU U pacleHUBAIN COTTaCHO KPpH-
Tepusm Tsekectu teyeHuss COVID-19 y nereii [9]. Tpo-
TOKOJI MCCIIeNOBaHUS OHOOPEH JIOKATbHBIM 3THUYECKUM

KOMUTETOM YMTUHCKOM rocymapCcTBEHHON MEIMITMHCKOM
akagemuu 15 anpenst 2020 roga Ne101.

ITpu nmpoBegeHNN CTATUCTUYECKOTO aHalli3a aBTOPBI
PYKOBOACTBOBAJIMCh MPUHIUATIAMUT MexmyHapoa-
HOTO KOMUTETa PEeNaKTOPOB MEIMIIMHCKHUX >KYPHAJIOB
(ICMJE) u pexkomeHnauusimu «CTaTUCTUYECKUI aHa-
JIN3 U METOAbl B Iybiaukyemoit aurtepatype» (SAMPL)
[10, 11]. YuursiBasi, 4TO YMCIEHHOCTh 1-i1 U 3-ii rpymnm
obuta MeHee 50 4eoBEK, OILIEHKY HOPMAJBbHOCTH pac-
MpeaeeHUsT TTPU3HAKOB BBITIOTHSIA C TIOMOIIBIO KPU-
tepus Ilammpo—Yunka. IlonyuyeHHOe pacrpenesieHre
MPU3HAKOB OTJINYAIIOCh OT HOPMAJILHOTO, JaHHBIE TIPe/I-
CTaBJICHBI B BUJIe MEAWAHBI, TIEPBOTO U TPETHETO KBAPTHU-
neit: Me [Q,; Q,]. JInst cpaBHEHUSI YETIPEX UCCIIENYEMbIX
TPYMI 1O OJHOMY KOJMYECTBEHHOMY TPU3HAKY TTpUMe-
Hsia kputepuit Kpackena—Yomnuca (H). [1pu Hanuuun
CTATUCTUYECKH 3HAYMMBIX PA3 MY C YIETOM IMOMPABKU
BoHbeppoHM BHITIOTHEHO MONapHOe CPaBHEHUE C TTIOMO-
mpto Kputepusi Manna—Yurau (U) [12]. Cratuctuye-
cKass o0paboTKa IIOJIydeHHBIX TAHHBIX OCYIIECTBIIEHA
¢ nomotikio rmakera nporpamm IBM SPSS StatisticsVer-
sion 25.0 (International Business Machines Corporation,
license No. Z125-3301—14, CILIA).

Pe3ynbTathl  06cyxaeHue

Kak npexacraBieHo B Tabjulie, YpOBEHb TI'€MOIJIO-
6una B 1-ii rpynme B 1,05 [1,04; 1,11] paza (U=283,5;
p<0,001), Bo 2-it rpynme — B 1,04 [1,03; 1,08] paza
(U=1350,5; p<0,001), B 3-# rpynme — B 1,03 [1,01; 1,10]
paza HIKe, yeM B rpymnre kouTpois (U=396,5; p=0,003).
OOpalaeT BHUMaHWe, YTO 110 Mepe YBEIUYEHUS CTETIeHU
TSDKECTU KIIMHUYECKUX TIPOSIBJIEHUT HOBOM KOPOHaBU-
pYCHOI WHMEKINNA YPOBEHb TeMOTJIIOOMHA CHIKAJCH,
HO He BBIXOAWJI 3a TpaHUIbl pedepeHTHBIX 3Haye-
Huit (p=—0,35; p<0,001). JaHHbIii mokaszaTelb MOXET
HCTIOJIb30BaThCs B KOMITJIEKCHOM aHaJn3e.

ConepxaHue JIEHKOIIMTOB B CBHIBOPOTKE KpPOBU
y mamueHToB 1-it rpynmsl B 1,32 [1,01; 1,44] paza
(U=383,5; p=0,002), Bo 2-i1 rpyrnme — B 1,40 [1,22; 1,46]
paza (U=1010,0; p<0,001), B 3-it rpynmne B 1,87 [1,23;
2,08] paza (U=192,0; p<0,001) HuxKe, yemM B Tpymnie
KoHTpossi. CHUXXEHUEe YpOBHS JIEMKOLMUTOB oO0JamaeT
3aMETHOI 00paTHOI Koppesiueil co CTEIeHbIO TshKe-
CTU KJIMHUYECKUX MPOSIBIEHUI HOBOM KOPOHABUPYCHOM
uHdexuuu (p=—0,54; p<0,001), 4yTO CBUAETETLCTBYET
00 yrHEeTeHWM JIEWKOIMTAPHOTO 3BEeHa MPOIOPINO-
HaJIBHO YTSKEJIEHUIO 3a00JIeBaHMSI.

AOCOIIOTHOE cofiepXKaHUe HEUTPO(UIIOB TaKXKe yMe-
PEHHO CHIXAJIOCh IO Mepe YBEJIMYEHUST CTETIEHU TSKe-
CTU HOBOI KOpoHaBUpycHOW wuHpekuu (p=—0,41;
p<0,001). Conepxanue HeiTpodwioB B 1-it rpyrme
B 1,54 [1,05; 1,87] pasza (U=463,5; p=0,02), Bo 2-ii
rpynne — B 1,74 [1,48; 1,96] paza (U=1178,5; p<0,001),
B 3-if rpynme — B 2,22 [1,29; 2,65] pa3za Huxe, 4eM
B rpymre KoHTtpojsa (U=319,5; p<0,001). Obpaiaet BHU-
MaHUe, YTO OTHOCHUTEJbHOE CoIepKaHue HeHTpoduioB
B CpaBHMBAeMBbIX TpyMIaxX MMeEET CXOMHOE pacrpenesie-
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OPUINHAJIbBHbBIE CTATbU

Tabauya. CpaBHATEIbHDII AHAJIM3 TeMOTPAMM NAIMEHTOB HCCJIEyeMbIX TPYIIT
Table. Comparative analysis of hemograms of patients in the studied groups

I'pynna KoHTpoIs Wccaenyembie rpymmsr (#=107) TecroBas craTucTHKA,
AL (n=T75) 1-5 (n=19) 2-51 (1=69) 3-a1 (1=19) daf=3

RBC, -10'%/n 4,5 [4,5;4.,9] 4,9 [4,7;4.,9] 4,9 [4,8; 4,9] 4,9 [4,7;5,4] H=6,14; p=0,11
HGB, r/n 140,0 [139,3; 142,1] 133,0[128,5; 134,4] 135,0[131,9; 135,7] 136,0[129,0; 138,0] H=33,31; p<0,001
HCT, % 38,5[38,3; 38,3] 38,1 [37,5; 38,7] 39,1 [38,3; 39,4] 39,6 [37,8; 40,4] H=4,75; p=0,19
PLT, -10°/ 265,0 [263,0; 275,9] 261,0 [250,6; 282,2] 270,0 [260,4; 286,7] 256,2 [242,4; 293,2]  H=9,26; p=0,03
WBC, -10°/n 7,517,5;7,9] 5,715,5; 7,4] 5,45,4;6,1] 4,0 [3,8;6,1] H=50,28; p<0,001
NEUT, % 50,8 [50,6; 51,3] 43,3 [39,7; 48,7] 40,9 [40,9; 45,1] 44,1 [41,4; 49,2] H=12,37; p=0,006
LYM, % 44,4 [42,2; 44,4] 45,9 [40,6; 49,1] 45,0 [41,8; 46,5] 42,2 [39,1; 45,2] H=1,77; p=0,62
BAS, % 0,6 [0,6; 0,7] 0,50,4; 0,5] 0,5[0,5; 0,6] 0,6 [0,5; 0,7] H=5,01; p=0,17
NEUT, -10°/1 4,0 [4,0; 4,5] 2,6 [2,4; 3,8] 2,312,3; 2,7] 1,8 [1,7; 3,1] H=32,41; p<0,001
LYM, -10°/n 3,2[3,2; 3,4] 2,6 [2,4;2,9] 2,412,4;2,8] 2,0[1,8; 2,4] H=49,01; p<0,001
BAS, -10°/n 0,04 [0,04; 0,05] 0,03 [0,02; 0,04] 0,03 [0,03; 0,04] 0,03 [0,02; 0,04] H=7,73; p=0,052

Hue, obJyiamaroliee MeXIy TeM ci1aboil CUIoN CBSA3M CO
CTEINEeHbIO TSKECTH KIMHUUYECKMX TIPOSIBIIEHUN KOpPO-
HaBupycHoit nHbekunu (p=—0,23; p=0,002). OTHOCU-
TeJIbHOE colepkaHue HelTpodwioB B 1-it rpynme B 1,17
[1,04; 1,29] paza (U=582,5; p=0,22), Bo 2-ii rpymnne —
B 1,24 [1,12; 1,25] pa3za (U=1591,5; p<0,001), B 3-ii
rpynrie — B 1,15 [1,03; 1,24] paza (U=571,5; p=0,18)
HUXe, 4eM B rpyrnre KoHTpossi. OTCyTCTBUE CTaTUCTU-
YeCKM 3HAUYMMBIX Pa3jIu4yvii B OLIEHKE OTHOCUTEIBbHOTO
colepKaHusl HEUTPO(MUIOB MeXay TIpyMIoil KOHTPOJS
u 1-it u 3-% rpynmnamMu MCClenoBaHUsI MOATBEpPXKIaeT
OTCYTCTBME OoJiee BbIpaskeHHOM cBsi3u. [loaTomy cHUXe-
HUE OTHOCUTEILHOTO CONlep>KaHUsI HEUTPO(UIIOB He Clie-
IlyeT paccMaTpuBaTh B KauecTBe MPSIMOTO MapKepa yTsi-
JKeJIEHUSI HOBOW KOPOHABUPYCHOW MH(PEKINN.

Mexny ypoBHEM JTUMQOILIUTOB U CTEIIEHBIO TKECTU
KJIMHUYECKUX TIPOSIBJIGHUII HOBOW KOPOHABUPYCHOM
nHGpEKINU HMeeTCsl 3aMeTHasi oOpaTHasi KOppPeJsus
(p=-0,52; p<0,001). AGcoatoTHOE conepxkaHue JuMbo-
uutoB B 1-i rpynme B 1,23 [1,10; 1,42] paza (U=348,5;
p=0,001), Bo 2-it rpynme — B 1,33 [1,14; 1,42] paza
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KomopOuanas nmaTosiorus y JaeTeii co cnuHa bHoi Mbimeunoii aTpodueii II—I11 Tunos
Ha ¢oHe npuoOpeTeHHBIX AehopMalMii KOCTell ckeJieTa

B.B. Espeunos, E.A. Pasnoensdosa

®rbeY «HaumoHanbHbI MEANLNHCKNA ncCcnenoBaTenbCknii LeHTP TpaBMaToiori n opToneamm
M. akagemuka LA. Mnndaposa» Munsgpasa Poccumn, KypraH, Poccus

Comorbid pathology in children with type II—III spinal muscular atrophy
on the background of acquired deformities of the skeleton bones

V.V. Evreinov, E.A. Raznoglyadova

National llizarov Medical Research Centre for Traumatology and Ortopaedics, Kurgan, Russia

CnuHanbHas MblIeYHAst aTPOGUS — TSKeNN0e reHeTHIecKoe 3a00J1eBaHue, CBA3aHHOE C HapyleHreM cuHTe3a 0eaka SMN u nere-
Hepanueii aabgha-MoTOHEPOHOB B cIUHHOM Mo3re. Pa3BuBarommecs HeiiporeHHblii KU(OCKOMO03 1 JedopManusi rpyIHON KIeTKH
Ha ()OHe CHMMETPUYHOIl MBIIEYHO! TMIIOTOHMH PE3KO OrPAHMYMBAIOT AKTHBHOCTH MAIMEHTOB, YCYIyOJISIOT Te4eHHE COMYTCTBY-
01IMX 3200/1eBaHuid.

eab nccaenosanus. Onpeaeautb KOMOPOMIHBIN (DOH Y JeTeii CO CIMHAIbHOM MblieuHoi aTpodueii II—III Tunos, npoxoauBmux
CTAHOHAPHOE JIEYeHUH 110 MOBO/LY MPHOOPETEHHbIX AedopMaluii KOCTell cKelleTa.

Marepuansi 4 MeToabl. [IpoBeseH peTpoCceKTHBHBIN aHAIM3 AaHHBIX 32 nepuoa ¢ 2017 mo 2021 r. Ha OCHOBAHUM MeIUIMHCKOMI
nokymeHTanuu 31 pedenka. B uccienyemyio rpynmy ot 10 nesouek u 21 manbunk; 16 aereit umesu 11 tum u 15 nereit — II1 Tun
CNMHAJIbHOI MbIIEeYHOi aTpoduu. OneHNBATH COMYTCTBYIONIYI0 MATOJIOTHIO, HEBPOJOTHIECKHUIl CTATYC, MOKA3aTe U reMOANHA-
MHKH, IaHHbIE 9X0KapaAuorpaguu, cnupomMeTpu, Ja00PaTOPHLIX HCCIEI0BAHMIA.

Pesynbrarel. B Hamem ucc/ie0BaHUN COMYTCTBYIONIAS MATOJOTHS ObLIa CBA3aHA ¢ HYTPUTHBHBIM ctatycoM (19% nauueHToB
¢ M30bITOYHO# Maccoii Tesa, 29% c HenOCTATOYHOI), 3a1epXKKOoii ncuxuyeckoro pa3sutus (3%), ractpoasodaraibHoil pedToKCHOI
oouesnbio (19%), 3adonesanusavu JIOP-opranos (16%), rias (19%), cepaua u jerkux (93%). IlpuMenenne HeMHBA3MBHOI BEHTH -
JISIAY JIETKUX [0 JKU3HEHHbIM MOKA3aHUAM TpeboBajioch 61% nereii, oTkanumBarens — 71%. 3aperncTpupoBaHbl OrpaHMYEHHS]
JIBUraTe/IbHbIX BO3MOKHOCTel Ha ocHoBanuu mkan HFMSE u GMFCS, aucdarus Ha ocnoBanun mkaisi EDACS. B onoxumuye-
CKOM aHa/In3e KPOBH BbISIBJIEH HU3KHii YPOBEHb KPEATHHHHA.

3akmouenne. [lanueHTam co CHHMHAJIBHOIN MblmeYHOU aTpodmeil TpedyeTcs MeXKIUCUUNIMHAPHBINA MOAXOX B IMATHOCTHKE,
JeyeHuu u peadumutamuu. [IpumMeHeHue 00beKTHBHBIX OLEHOYHBIX KA, HHCTPYMEHTAIbHBIX 1 J1A00PATOPHBIX METOJOB HCCJIE-
JIOBAHUS MO3BOJISAIOT MPOBOJUTh BCECTOPOHHUIA AHAIM3 MOTEHIHMANA JeTeill CO CNUHAJIBHOW MbIlIeYHoW aTpodueii, NoaOMPaTh
3¢ dexTHBHBIE, OPHEHTUPOBAHHDbIE HA CeMbl0 cxeMbl Tepanuu. OLEeHKa CHIBOPOTOYHOIO KpPeaTHHHHA B KayecTBe OHOMapkepa
TSKECTH J€HEePBAIMM MBIIII I2€T BO3MOKHOCTh MOHUTOPUPOBATH NPOTrPeCcCHPOBAHNE CIMHAJIBHOM MbINIEYHOI aTpodhuu U mpor-
HO3WPOBATh OTBET HA JICUEHHeE.

Karoueevie caosa: demu, cnunanbHas mvlueunas ampogus, 0emcKuil 03pacm, KoMopouoHas namonoaus, deghopmayus Kocmeil cKeaema.

Ans untuposanus: Espenros B.B., PasHornsaosa E.A. KomopbuaHasi natonorvisi y aeTevi Co CrimHaibHo Mbile4How atpogueii Il-1ll Tunos
Ha (oHe npuobpeTeHHbIX AepopmaLmii KocTel ckeneTta. Poc BecTH nepuHarton v neamatp 2022; 67:(6): 58-62. DOI: 10.21508/1027-4065—
2022-67-6-58-62

Spinal muscular atrophy (SMA) is a severe genetic disease associated with impaired SMN protein synthesis and degeneration of alpha
motor neurons in the spinal cord. Developing neurogenic kyphoscoliosis and deformity of the chest against the background of symmet-
rical muscular hypotension sharply limit the activity of patients, worsening the concomitant diseases.

Purpose. The study aims at determining the comorbid background of children with type II—III spinal muscular atrophy who under-
went inpatient treatment for acquired skeletal bone deformities.

Material and methods. A retrospective analysis of the data was carried out for the period from 2017 to 2021 based on the medical
records of 31 children. The study group included 10 girls and 21 boys; 16 children were with type II and 15 — with type III spinal
muscular atrophy. The following were assessed: comorbidity, neurological status, hemodynamic parameters, echocardiography, spi-
rometry, laboratory research data.

Results. In our study, comorbidity was associated with nutritional status (19% of patients overweight, 29% underweight), mental
retardation (3%), gastroesophageal reflux disease (19%), diseases of the ENT organs (16%), eyes (19%), heart and lungs (93%).
For health reasons, 61% of children required the use of non-invasive ventilation, and 71% of insufflator-aspirators. Limited motor
abilities were registered based on the HFMSE and GMFCS scales, dysphagia based on the EDACS scale. A biochemical blood test
revealed a low level of creatinine.

Conclusion. Patients with spinal muscular atrophy require multidisciplinary care in diagnosis, treatment and rehabilitation. The use
of objective rating scales, instrumental and laboratory methods of examination allow for a comprehensive analysis of the potential
of children with spinal muscular atrophy, to select effective, family-oriented treatment regimens. Serum creatinine as a biomarker
for the severity of muscle denervation makes it possible to monitor the progression of spinal muscular atrophy and predict response
to treatment.

Key words: children, spinal muscular atrophy, childhood, comorbid pathology, skeletal deformity.

For citation: Evreinov V.V., Raznoglyadova E.A. Comorbid pathology in children with type II-1ll spinal muscular atrophy on the background
of acquired deformities of the skeleton bones. Ros Vestn Perinatol i Pediatr 2022; 67:(6): 58-62 (in Russ). DOI: 10.21508/1027-4065-
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Eepeunos B.B., Paznoensidosa E.A. KomopOuIHas nmatogorus y aeteii co cnmHanbHoi MplteyHoit arpodueit II-I1T turmos ...

CnnHaanas{ MBIIIeYHasT aTpodUsT — TKENIoe TeHe-
TUYEeCKOe 3abojieBaHUe, CBSI3AHHOE C HapylleHUEeM
cuHTe3a Oenka SMN (Oenka BbDKMBAa€MOCTM JBUTA-
TEJIbHBIX MOTOHEHPOHOB) M JlereHepalueil arbda-MoTo-
HeiipoHOB B cnimHHOM Mmo3sre [1]. PacripocrpaHeHHOCTH
MaTojioruy cocTapisieT 1 ciayyait Ha 11 ThIC. XKUBOPOXKIECH-
HbIx fetei [2]. K OCHOBHBIM MpOSIBJICHUSIM CITMHAJIBHOM
MBIIIIEYHON aTpO(UU OTHOCATCS CMMMETPUYHAsI TUITOTO-
HMSI MBI KOHEYHOCTEM, C1ab0CTh IbIXaTeTbHOM U OYITb-
OapHOiT MycKynaTypsl [3]. YacTeiMu opToreanIecKnMI
OCJIOKHEHUSIMA Ha 3TOM (POHE SIBJISTIOTCS HEeMpOTeHHBII
Kudockonmos3 u aechopMalvst TpyIHON KIIETKU, KOTOphIe
PE3KO OrpaHNYMBAIOT AKTUBHOCTD MAIIMEHTOB, YCYTYOJISIOT
TeYeHNe COITyTCTBYIOIIMX 3a00JieBaHmii [4, 5].

PaHHee BoBIieueHME B TIPOIIECC MEXPeOEpHOIT MyCKYyJTa-
TYpPBI TIPX OTHOCUTETLHO COXpaHHOM (DyHKIMN AradparMbl
MPUBOAUT K BEHTWJISIIIMOHHBIM HApYIIEHWSIM B JIETKMX
10 PECTPUKTUBHOMY THITY, a TaKKe OCJAbJeHUIO Kalllle-
BOTO TOJYKA W HApYIIEHWIO 3BaKyallid OpPOHXUAILHOTO
cekperta [1, 6]. Ha ¢doHe ylerouHoii matoyiorui U UCKpUB-
JIEHUST TIO3BOHOYHUKA CO3aI0TCS YCIIOBYS JIJIS TIeperpy3KU
MPaBOTO KEJTyI0YKa, TTOBBIIIEHUSI TaBIECHUS B MAJIOM KpyTe
KPOBOOOpAILEHNsT, CHIKEHUS (hpaKLIMy BhIOpOCa, peMo-
JIEMAPOBAHUS Ceplia U Pa3BUTHS TUIaTallMOHHOW Kapay-
omuonaTtuu [7, 8]. [loMruMo HapyilIeHUs] COKPATUTEIbHOM
(GyHKIMM MUOKapaa, y TAlMeHTOB C TeHETWYECKU ITOMI-
TBEeP>KIEHHOI CITMHAILHOI MBIIIIEYHOM aTpodueii TrnarHo-
CTUPYIOTCSI BpOXKIEHHBIE cepIedHble aHOManu [9].

CHuxeHne ypoBHs Oenka SMN Takke oTpaxkaercs
u Ha pabore reyeHu. C OTHOI CTOPOHBI, 3TO MOTYT OBITh
HapylieHus: MeTaboim3Ma KUPHBIX KHCJIOT, WCXOJ
KOTOPBIX — CTeaTorenaTo3, XX1UpoBasi IUCTpodus, [up-
po3 [10, 11]. C nmpyroii cTopoHbl — nedeKTbl oOMeHa
XeJie3a, TPUBOISIIME K HAKOTUIEHWIO €ro B TeraTo-
LIUTaX, JeTeHepaTUBHBIM W3MEHEHUSIM B TeYeHOY-
HOW TlapeHXuMe M nporpeccupyoiieMmy ¢huoposy [12].
CoOoi1 cuHTe3a Oenka Ha 5ToM (OHe MOXKET OTpas-
WUThCS HA CHCTEMe TeMOKOAryJIsiliid B BUIE yBeIWde-
HUS TPOTPOMOMHOBOTO BpeMeHU, aKTMBUPOBAHHOTO
YAaCTUYHOTO TPOMOOIIJIACTUHOBOTO BpEeMEHU, CHUXKeE-
Hus aktuBHocTH daktopa VII, dakropa Bumreopanna,
HapylieHus1 anre3uu TpoMOouurtoB. PaccrpoiicTBo
KacKaJoB peaklMil BHEITHETO W BHYTPEHHEro IyTei
CBEPTHIBAHUSI KPOBU CITOCOOCTBYET WHTpaoTIepallioOH-
HOMY KPOBOTEUYEHMIO, IPEHAKHOM WIJIM paHEBOM KPOBO-
oTepe B paHHEM TocjeornepalmoHHoM niepuone [13].
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Takum oOpa3om crMHajdbHasI MbIIIEYHasT aTpopust
HE OrpaHWYMBAaETCS T1aTOJOTHUE JBUTATEIbHBIX HEM-
pPOHOB B CIMHHOM Mo3re. ComaTuyeckue, HEBpPOJIOTH-
YyecKMe M OpTOIeINYeCKHe pacCTpONCTBA OMPENesIstoT
TSIKECTh COCTOSIHUSI TaKUX TallMeHTOB W JOTIOJHSIIOT
00IIYI0 KITMHUYECKYIO KapTUHY.

Ilenp wuccaenoBanusi: ONpeACIUTb  KOMOPOWIHBIN
¢oH y gereil CO CINMHAJILHON MBIIIEUYHON aTpoduei
II-III TWmoB, TPOXOAMBIIMX CTAallMOHAPHOE JEYEHUU
0 TIOBOTY MPUOOPETEHHBIX NehopMalinii KOCTel cKeeTa.

XapakTtepucTuka petei U MeToAbl UCCeaoBaHUS

PeTpocrieKTMBHBIN ~ aHaJIM3 JaHHBIX  MPOBOIWIA
Ha OCHOBaHUUW MEIULIMHCKON MoKyMeHTamu 31 pebeHka,
MOJTy4YaBIINX CTALIMOHAPHOE JIeYeHWE IO TTOBOLY TPH-
00OpeTeHHOIl opTomenuyeckoil matojoruu. WM3Bieue-
HUE apXWBHBIX MaTepUaJOB OCYIIECTBIISIM 3a TIEPHOJ
¢ 2017 mo 2021 r. Pa6ora BeimonHeHa B ®I'BY «<HMMUILL
TO wmm. axkamemmka [.A. MimmsapoBa» MwuHuUCTEpCTBa
3npaBooxpaHeHus Poccuiickoit Denepanmu. Kputepun
JUTSI MI3BJIEYEHUST JaHHBIX: Bo3pacT oT 6 1o 17 yeT; cru-
HasibHas1 MblteyHast arpodust [I—I11 Tumna; HeftporeHHbBIN
kudockoamos, aehopMalnsl TpyaIHONW KIIETKU, KOHTpaK-
TYPBI KPYITHBIX CYCTABOB HUKHUX KOHEUHOCTEI.

B wuccnenyemyio rpynmy Bomm 10 meBouek
u 21 manbumk. Il TN cnuHaIBEHOI MBIIIEUYHON aTpodun
o1y 16 (51%) nereit, 111 Tum — y 15 (49%). MenuaHa
BO3pacTa 1 MeXKBapTWIbHBIN nHTepBas [Q1; Q3] cocra-
Bwia 9 [8; 10] ner, cpemHsist Macca Tejia (CTaHIAPTHOE
otkiioHeHue — CO) — 31 (11) kr. Bospact, B KoTopom
MaHU(beCTUpoBaa CIUHAJIbHAS MBIIIEYHast aTpodus,
coctaBui 11 [5; 11] mec ¢ MoMeHTa poxkneHus. Y 12 (39%)
MaleHToB 3a00JieBaHNe HAYaJoCh C MBIIIEYHOM cl1abo-
ctu, y 13 (42%) — ¢ nmporpeccupyiomniero Kuockoimosa,
y 4 (13%) — c medopmalii CTOI, KOHTPAKTyp Ta3o0e-
JIPEHHBIX U KOJICHHBIX CYCTaBOB, a y 2 (6%) — ¢ codyeTaH-
HOI TIATOJIOTUH OCEBOTO CKeJIETa M HIPKHUX KOHEYHOCTE.

OLIEHUBAJIMChH CJIEIYIOIINE ACTIeKThl: HAJTMYUE COIYT-
CTBYIOILIEH TIATOJIOTUU; HEBPOJIOTUYECKMIA CTaTyc; IaH-
HbIe JTaOOPaTOPHBIX M MHCTPYMEHTATTBHBIX MCCIIEIOBAHUIA:
MapaMeTpbl TeMOAMHAMUKN — CpeTHee apTepruabHOe 1aB-
nenue (Allcp.), yactora cepaeuHbix cokpaieHuii (HCC);
JMaHHbIE 9XOKapauorpadun, CIMPOMETPUH, OOIIETO 1 G1O-
XUMHUYECKOTO aHAJIM30B KPOBU, KOATryJI0rpaMMEI.

CraTucTuueckyro o0pabOTKYy TOJYYEHHBIX JaHHBIX
OCYILECTBJISIIM C TIOMOIIbIO mporpammbl Stat Plus 7.
TTpu TOMYMHEHUY YUCTTOBBIX 3HAUEHU I KPUTEPUSIM Tayc-
coBckoro pacrpeneieHust (KommoropoBa—CwmupHoBa/
JIunnudopca) KoauyecTBeHHbIE TPU3HAKU OMUCHIBAIN
C TIOMOIIIBIO CPEAHET0 3HAYEeHMST M €r0 CTaHIAPTHOTO
oTkjIoHeHus1 (M=*m). B ciyyasix, Korma OlleHMBaeMble
MoKa3aTeJM He OTBevYaJu TapaMeTpaM HOPMAaJbHOTO
pacripeneieHusI, PacCUMUTHIBAIM MeIWaHy W MeXKBap-
TwibHbIN uHTepBan [Q1; Q3]. MccnenoBanue omodbpeHo
TUYECKUM KOMUTETOM YUPEXKIECHUS W TPOBOAMIOCH
B COOTBETCTBUM C DTUYECKUMU CTaHIApTaMU, U3JIOXKEeH-
HBIMU B XeJIbCUHKCKOH IeKJIapalinu.
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PesynbraTthbl

B Hamem wccienoBaHWUM COTYTCTBYOIIAST TIATOIOTHST
ObUTa CBSI3aHA C HYTPUTUBHBIM cTaTycoM y 6 (19%) marm-
€HTOB ¢ M30BITOYHOI Maccoii Tema n'y 9 (29%) — ¢ nedu-
LIATOM; C 3amepXXKoil mcuxudeckoro passutust B 1 (3%)
ciydae, ¢ racTpoa3odaraabHoOi pedIroKCHOM 00Ie3HBIO Y 6
(19%) natmenTos, ¢ 3aboneBanussMu JIOP-opraHoB — y 5
(16%), rmaz — y 6 (19%), cepnua u gerkux — y 29 (93%).
IMpuMeHeHMe pecTMpaTOpHOI MOAAEPKKY (HEMHBa3UBHAS
BEHTWJISLIMS JIETKUX) TIO XKU3HEHHBIM TTOKa3aHUSIM Tpe6o-
Baioch y 19 (61%) neteit, orkanumiBatenss — y 22 (7%).

Ha ocnoBanum mkanst MRC (Medical Research
Council Weakness Scale) y OOJbHBIX CO CITMHAJIBLHOM
MBIIIEYHOM aTpodueil BhIsIBIeHA BhIpakeHHAsT Mporpec-
CUpYIOIasi MbIIIeYHast cJIaboCTh, B HUKHMX KOHEYHO-
CTSIX — B OOJIBIIIEN CTEIIEHU, YeM B BEpXHUX. 3apeTUCTPU -
pOBaHBl OrpaHWYEHUs] IBUTATEbLHBIX BO3MOXKHOCTEM
Ha OCHOBAaHWW PaCIIMPEHHOMN IIKaJbl OOJBHUIIBI XaM-
Mepcmur HFMSE (Hammersmith Function MotorScale
Expanded) n mkanst GMFCS (Gross Motor Function
Classification System). [Tpuuem 19% manmeHTOB He CIO-
COOHBI OBUTH yIepXXWBaTh TOJIOBY, a 61% He MOTJIN CUAETh
U TiepeABUTaThcs 6e3 TocTopoHHei momomwu. Y 16%
nanueHToB Ha ocHoBaHuu 1mKansl EDACS (Eating and
Drinking Ability Classification System) auarHoctrpoBaHa
nucharus [14—16] (ta6m. 1).

CpeaHee apTepuajibHOE JaBJI€HUE, W3MEpPEHHOE
y TTAlIMEHTOB TTPY TIOCTYTUIEHUH B CTAIlMOHAp, PABHSIJIOCH
80£10 MM PT.CT. ¥ COOTBETCTBOBAJIO BO3PACTHOI HOPME.
Ha snektpokapmuorpaMme B TTOKO€ PETMCTPUPOBAICS

OPUINHAJIbBHbBIE CTATbU

CUHYCOBBII puTM, a cpenHee 3HaueHne YCC cocraBuiio
104+17 yn/mun. Ilo maHHBIM 3XoKapauorpaguu Mpu-
3HAKOB BPOXIEHHBIX TTOPOKOB HE BBISIBJICHO, pPa3Mephbl
KaMep cepllia U COCYIOB HAaXOIWJINCh B TMpeiesiaX BO3-
pPacTHOI HOPMBI, COKpaTUTeTbHAsA (DYHKIIMST MHOKapIa
Obuta He HapylieHa (ta6a. 2). [lpu anHanuze GyHKIUU
BHEIITHETO JBIXaHUS Y AeTEN CO CITMHAIBHON MBIIIEYHOM
atpodueil 3aperucTpUpOBaHbl BhIpaKEHHBIE PECTPUK-
TUBHBIE MTOpaKeHUsI JIeTKUX (CM. TabJ1. 2).
I'ematonornueckre uccaenOoBaHNs He BBISIBUIM OTKIIO-
HEHMIT OT BO3pacTHO HOPMBI. Bce TMmokasatenm Haxomu-
JIMCH B TIpeieiax pedepeHCHOTo MUara3oHa, a UX CpeaHue
3HAYEHUST COCTABMIIN: JIEMKOLUTHI (6,7%1,9)-10°/11, remaro-
kput 39 [38; 40] %, spurpoumrtst 4,6 [4,3; 4,8]-10'2/1, remo-
io6uH 130£8 1/, TpomGoumTel (295+£71)-10°/n. B Guo-
XMMWYECKOM aHajiM3e KPOBU BBISIBJIEH HU3KUI YPOBEHb
KpeaTMHWHA, KOTOPBI ObLT MeHbIe HWXKHEW TpaHWIIbI
(pU3HOIOTMUECcKOil HOPMBI, TOTIAa KaK OCTaJbHBIE TTOKAa3a-
TEJIM COOTBETCTBOBAIM pehepeHCHBIM 3HaueHUsIM. OTKII0-
HEeHU B KOaryJorpaMMe He 3aperucTpupoBaHo (Taoit. 3).

OOcyxaeHue

BrIsiBIeHHBIE OTKJIOHEHUS B MUIIIEBOM cTaTtyce y 48%
MaIMEeHTOB COTJIACYIOTCS ¢ JAHHBIMU TOCTYITHOMN JIATE-
patypbl. KOHTpakTypbl  BMCOYHO-HUKHEYETIOCTHBIX
CyCTaBOB, MOpaXXeHNe MOTOHEUPOHOB, MHHEPBUPYIOIINX
OyJIBOApHYIO MYCKYJIATypy, IIPUBOIAT K HapyLICHUIO
JKeBaHMsI, aTpoduu si3bika, aucdaruu. JlezopraHusamus
aKTa TIp¥eMa TUIIW, yTpaTa CIOCOOHOCTH CaMOCTOSI-
TEJBHO YIEPXKUBATh TOJIOBY YBEIMYMUBAIOT BPEMsI KOPM-
JIEHUSI, CITy>KaT MPUYUHON HemoedaHusl U CITOCOOCTBYIOT

Tabauya 1. I1oKa3zaTen HEBPOJIOTHIECKOTO CTATYCA 00C/IeIyeMbIX manueHToB (n=31)
Table 1. Indicators of the neurological status of the subjects (n=31)

M MRC),
b:wu;::;l,;c[“é?;(QSI ) INIxana HFMSE, IlIkara EDACS, n (%) IlIkara GMFCS, n (%)
mennana [Q1; Q3]
Pyku Horun 11 111 11 11 v \4
2[2; 3] 1[1;2] 3[2;6] 26 (84) 3 (10) 2 (6) 2(7) 10 (32) 13 (42) 6 (19)
Tabauya 2. Tloka3zareu CIUPOMETPHH U IX0OKapauorpaduu oocaeayembix nauuentos (n=31)
Table 2. Indicators of spirometry and echocardiography
Merton
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0,6) (19) (0,6) (28) (0,5 (22) [63;93] [63;99] (0,3) (21)  (0,4) (16) (0,6) (16)
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Tabauya 3. JlanHbIe TaGOPATOPHBIX UCCJIEIOBAHMIA Y 00C/IeayeMbIX nanuenTon (n#=31)

Table 3. Laboratory data

Buoxummyeckuii aHaam3 KpoBH
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[67;75] [21; 33] [3; 5] [5; 8] [18; 26] [9; 16]
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33,7 13 16,2 3,3 96,2
[4,6]  [11,6;13,5] [15;20,1] [2,9;3,8] (154

pPa3BUTHIO OETKOBO-2HEPreTUUEeCKOM HEIOCTaTOUHOCTHU
[16—18]. B To e Bpems aTpodust MBI, OTpaHUYECH-
Hasl IBUTaTeJIbHAs aKTUBHOCTb MAllMEHTOB, U30BITOYHOE
KOpMJIEHME TIpM MEHbIIe 3HepreTUYecKoil MmoTpedHO-
CTH CO3JAIOT YCJIOBUS IJIsT oxkupeHus [2, 17].

BbipakeHHBITT HeporeHHbIN KU(OCKOIMO03 y Malu-
€HTOB CO CITMHAJILHOI MBIIIEYHOU aTpodueit 9yacTo oKa-
3bIBACT BTOPUYHOE BO3MIEWMCTBUE HA KETYIOYHO-KHUIIIEeU-
HBII TPAKT, CIIOCOOCTBYSI MOBBIILIEHUIO BHYTPUOPIOIITHOTO
naBjieHUs1, QOPMUPOBAHUIO TPHIKU TTUILEBOIHOTO OTBEP-
ctusi auadparMbl, pacTSLKEHUWIO TUINEBOAHOTO ChUH-
KTepa M pa3BUTUIO TracTpolsodarealbHON pedIOKCHOM
oone3nu. Pedmmokc-330parut Ha poHe OyIp0apHOI HEIO-
CTaTOYHOCTY MOXET MIPUBOIUTD K aCIUpPAIiU, aTeJIeKTazy
JIETKUX Y pelIMIUBUPYIOIIUM TTHeBMOHMSM [19]. B cop-
MHMPOBAaHHOI HaMM BBIOOPKe racTtpoa3odareaibHas ped-
JIIOKCHast 00Jie3Hb AuarHocThpoBaHa y 19% OGONBHEIX,
3a00J1€BaHKE TIPOSIBIISLIOCH a0JIOMMHAIBLHBIMU OOJISIMU,
B3IYTHUEM, M3XOTOU, OTPBIKKOW M TUIOXO MOMIABAIOCh
MeIrKaMeHTO3HOH Tepanuu [19].

Jlerounast maToyiorust CIyXXUT OCHOBHOM MPUYMHOMN
CMEPTHOCTHU TIallMEHTOB CO CIMHAJIbHOW MBIIIEYHOMN
arpodwueii. Ha doHe mporpeccupyiolieii c1abocTy Mex-
pebGepHOIt MyCKYJIaTyphl CO3AI0TCS YCIIOBUS JIUTsSI pa3BU-
THUSI TapalloKCaJIbHOTO NbIXxaHUs. MeHee ToaBepKeHHast
MaToJIOrMYeckoMy Tipolieccy auadparma CTaHOBUTCS
OCHOBHOM MHCHUPATOPHOU MBILILEH, MPU 3TOM PE3KO
CHUKAEeTCsl bIXaTeJIbHBII 00beM, a B TiepcrieKTuBe Ghop-
MUpPYETCSI KOJOKOJIooOpa3Hasi jaedopMaliiv  TPpyAHOM
kiaetku [16, 20]. PesynbraThl Hallero uccjieaoBaHUU
10 YaCTOTe MPUMEHEHMSI HEMHBA3MBHOM MCKYCCTBEHHOM
BeHTWISIIUK JieTkux (y 61% mamueHToB), MHCyhdIIs-
Top-acrnpatopoB (y 71% malmMeHTOB) TOITBEPXKIAIOT
TSIKECTh PeCTMpaTOpHON HEOCTaTOYHOCTU U COIOCTa-
BUMBI ¢ TAHHBIMU JIUTEpaTyphI [1, 6].

AHamM3 MEIUIIMHCKON JOKYMEHTAlluW TIO3BOJIMII
BBISIBUTb CMHYCOBYIO Taxukapauio y 93% nereii co cru-
HaJIbHOW MBIIIEYHON aTpodueii, pu 3TOM BPOXIEH-
HBIX WM TIPUOOPETEHHBIX CTPYKTYPHBIX W3MEHEHUI
Mo axoKapauorpacduu 3aperucTpupoBaHo He Obu1o [21].
BeposiTHO, 3TO CBsI3aHO ¢ TEeHETUYECKU O0YCIOBICHHBIM
HapylIeHUEM pacrpeneseHUsI IIUTOCKEIETHBIX KOMIIO-
HEHTOB B KapIMOMHUOLIMTE U ACMHXPOHUU MBIIIEYHBIX
BOJIOKOH, BJIMSIHMEM BEreTaTUBHOW HEPBHON CUCTEMBbI
Ha pUTM, UCXOIHOI TMITOBOJEMUEH; OHAKO CTATUCTU-
yeckasi MOIITHOCTh MCC/IEOBAaHUSI Majla U HE TTO3BOJISIET
MOATBEPAUTD TY WJIK UHYIO Turnoresy [22].

B Hameit paboTe HEBpPOJIOTUUECKHUI CTaTyC Taiv-
€HTOB COOTBETCTBOBAJI KJIACCMYECKOMY OINHCAHUIO
3a00J1eBaHMSI U XapaKTepu3oBajcs aTpodueil rmomnepey-
HOITIOJIOCATON MYCKYJaTyphl MPOKCUMAJIbHBIX OTIEIOB
KOHEYHOCTE, CHUMMETPUYHBIM BSUIBIM TapajiInuoMm,
CHIXKEHUEM WJIM OTCYTCTBHEM CYXOXMJIbHBIX pediek-
coB. bosbMHCTBO neTeit He CIOCOOHBI ObLIM CaMo-
CTOSITEJIbHO CHUIIETh, YAEPKUBATh TOJIOBY, MEPEeBOpaAUM-
BaTbCsl M TEpelBUTAThCs 0€3 TMOCTOPOHHEH TTOMOIIIH.
BoBiieueHHOCTh B TATOJOTMYECKUN TPOLECC MOTO-
HEWPOHOB Ha Pa3HBIX YPOBHSX TMOJATBEPXKIAETCS BbISIB-
JieHHoW mucarueit 'y 16% O6ONbHBIX, HapylIeHHEM
3peHust y 19% [1]. WUccnenoBanne TOATBEPANUIIO BO3-
MOXHOCTh 3a€PXKUA TICUXOMOTOPHOTO pa3BUTHS Y 3%
IeTell CO CIIMHAJbHOW MBIIIEYHOUW aTpodueil, Torma
KaK KOTHUTUBHBIE HapyIllIeHUsI HE 3aperucTpUpPOBaHBI,
YTO COTJIaCyeTCsl C MHEHHUEM JIPYTUX aBTOPOB 00 oOyyae-
MOCTH 3THUX NaueHToB [21].

BoisiBIeHHbIE HU3KME YPOBHU KpeaTMHMHA CIy-
XaT TIoKaszaTesieM pPaclpOCTPaAaHEHHOCTH TaTOJIOTHYE-
CKOTO TIpoliecca MpU CIIUHAJIbHON MBIIIEYHOI aTpoduu,
XapaKTepu3ylT aKTUBHOCTb MeTaboM3Ma B MUOLIMTAX,
KOCBEHHO OTpaXkaloT 00BbEM MBIIIIEYHOM MaCChl U COTIO-
CTaBUMbI C JaHHBIMM, orybaukoBaHHbBIMU R.R. Alves
un coaBT. (2020) [23] — 18—44 mxmonab/n. Ha ocHoBa-
Hum pabot M. Freigang u coast. (2021) [24], M.G. Pino
u coasT. (2021) [25] ypoBeHb KpeaTUHMHA B CHIBOPOTKE
KpPOBHM TIPEIJIOKEHO MCIOJb30BaTh B KayecTBe OMoMap-
Kepa Mporpeccupymollieii AeHepBallu U aTpouu cke-
JIETHOM MYCKYJIATypbl TP HEWPOMBIIIIEYHBIX 3a00JIeBa-
Husx [23-25].

BbiBOoAbI

» [laupeHTaM CcO CNMHAJIBHON MBIIIEYHON aTpo-
¢ueit TpedyeTcss MeXIUCUMITMHAPHBIN MTOX0/1a B AUar-
HOCTUKE, JICUCHUU U peaduIuTaIuH.

» [IpuMeHeHUe OOBEKTHBHBIX OLIEHOYHBIX IIIKa,
WHCTPYMEHTAJIbHBIX U JIaOOPAaTOPHBIX METONIOB MCCe-
NIOBaHUS TO3BOJISIET MPOBOAUTH BCECTOPOHHMI aHaIU3
MOoTEeHIMaAa AETE CO CHUHAJIBHOW MBIIIEYHOU aTpo-
¢ueit, nomdupath 3(hGEeKTUBHBIE, OPUEHTUPOBAHHbBIC
Ha CEMbIO CXeMbI Teparnu.

» OueHkKa ypoBHSI KpeaTUHHWHA B CHIBOPOTKE KPOBU
B KauyecTBe OMOMapkepa TsXKECTH JAeHepBalliM MBbIIIIL
JaeT BO3MOXHOCTh MOHUTOPUPOBATh TTPOTPECCUPOBAHUE
CMMHAJIBHOW MBIIIEYHONW aTpouu M TIPOTHO3MPOBATH
OTBET Ha JIeueHue.
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O KOHCTHTYIMOHAJIBHBIX 0COOEHHOCTSAX A3BEHHOI 00JI€3HH XKeJIyaKa
U JBEHAANATUNICPCTHOM KMILIKH Y AeTel
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About the constitutional features of gastric and duodenal ulcer in children

D.V. Kharitonov"?, V.G. Sapozhnikov', L.A. Kharitonova’

"Tula State University, Tula, Russia;
2Tula Children’s Regional Clinical Hospital, Tula, Russia;
SPirogov Russian National Research Medical University, Moscow, Russia

SI3BenHast 00J1e3Hb — JOCTATOYHO PeKasi MATOJIOTUSA AETCKOro Bo3pacta. [103TomMy akTyabHO NPOAHAIM3HUPOBATH HEKOTOPBIE 0CO-
OEHHOCTH SI3BEHHOIi 00JIE3HHU JKeJTYIKA U ABEHAUATUNEPCTHOH KKK Y 1eTeil B 3aBUCHMOCTH OT THUNA KOHCTUTYIIMH.

Lenp uccrenoBanus. AHATN3 HEKOTOPBHIX OCOOEHHOCTEN SI3BEHHOUW 00JIe3HH JKeylKa M JBEHAMIATHNEPCTHOH KHIIKM y JeTeii
B 3aBHCMMOCTH OT THIIA KOHCTUTYLUH.

Marepuan u meroabl. OocienoBanbl 58 nereii B Bo3pacte 12—18 jer ¢ 1uarHo3om si3BeHHAast 00J1€3Hb XKeTyAKA U/ WIH IBEeHAIIATH-
NEePCTHOI KMIIKH, KOTOPHIM MPOBOIMIOCH IHI0CKONMYECKOe 00ce10Banue, Boisiisics H. pylori B Guontare U a3poTecTOM.
Pe3yabratsl. SI3BeHHas 60/1e3Hb Yalie BbIABIAIACH Y HeTeii-acTeHuKkoB (67,2%), pexe — y runepcrenukos (17,3%) u HopMocte-
HukoB (15,5%). Pa3nnyHpIMH MeTOJAMH MCCJIeIOBAHUA Y JeTeii-acTreHukoB (97,4%) yamie, 4eM y runep- WM HOPMOCTEHHKOB,
BoisiBJisiics H. pylori.

3akimovenue. /leTn ¢ acTeHHMYECKUM THIIOM KOHCTUTYIUM MoABepkeHb Hp-accouunposanHoii opme s3BeHHOI 00J1€3HI KeTyaKa
M JIBEHAUATHIIEPCTHOI KMIIKK Yauie, YeM IunepcTeHUKH WM HOPMOCTEHUKH.

Karouegwte croea: demu, si36ennas 601e3Hb, KOHCMUMYUUSL.

Ans untupoBanus: XaputoHos [].B., CanoxHuvkos B.T"., XaputoHoBa J1.A. O KOHCTUTYLIMOHA IbHbIX 0COOEHHOCTSIX I3BEHHOW 601e3HM Xenyaka
Y ABeHaALaTnnepcTHOM KULWKK y neteii. Poc BecTH nepuHaton n neavatp 2022; 67:(6): 63-67. DOI: 10.21508/1027-4065-2022-67-6-63—-67

Peptic ulcer disease is a fairly rare pathology of childhood. Therefore, it is important to analyze some features of peptic ulcer
of the stomach and duodenum in children, depending on the body type.

Purpose. To analyze some features of peptic ulcer of the stomach and duodenum in children, depending on the body type.

Material and methods. We examined 58 children aged 12—18 years with a diagnosis of peptic ulcer of the stomach and/or duodenum,
who underwent endoscopic examination, H. pylori was detected in the biopsy and aero test.

Results. Peptic ulcer disease was more often detected in asthenic children (67.2%), less often in hypersthenic (17.3%) and normos-
thenics (15.5%). Various research methods in asthenic children (97.4%) revealed the presence of H. pylori more often than in hyper-
or normosthenic children.

Conclusion. Children with an asthenic type of constitution are more prone to Hp-associated forms of gastric and duodenal ulcers than
hypersthenics or normosthenics.

Key words: children, peptic ulcer, body type.
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BCTpeYaThes TOpasno peke, UeM paHee, KOTIa 3Ta MmaTo-
Jlorust 3aHuMazna nodtu 16,4% ot obiiero uyucia 3abo-
JIeBaHMI TuiieBapuTesibHOro TpakTta [1]. Hekoropwie
aBTOPBI OBUTM CKJIOHHBI CUMTATD, UYTO SI3BeHHAsT 00JIe3Hb
B CBOEM Pa3BUTUU TTPOXOIUT TPU CTAIUU: CTATUIO (DYHK-
LIMOHANBHBIX PACCTPOMCTB KedynKa W JBEHAIIATH-
MEepPCTHOM KUIIKU, CTaaui0 TaCTPOAYOJEHUTA U SI3BEH-
HOTO nopaxeHus [2].

CyliecTBoBajio MHeHue, 410 y 5—10% OGONbHBIX
TacTpOMYONEHUT TpaHC(HOPMUPYETCS B SI3BEHHYIO
o6one3up [1]. CymiecTBYIOT pa3IM4yHbIe TEOPUM I1aTO-
reHe3a SI3BEHHOI OOJIE3HM W Y B3pOCIHBIX, U Y OETeii:
cocyaucTasi, TIeNTUYecKast, HepBHO-pedIeKTOpHasI,
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TICUXOCOMaTUYeCcKasi, KOPTHUKO-BUCLEpalibHas, Hei-
porymopanbHasi, ”MMyHHas u ap. M3 mocienHux pabot
1Mo JaHHOW mpoOJjeMaTuke Haubojiee B3BEIICHHbINM,
apTyMEHTUPOBAHHBI aHallU3 COBPEMEHHBIX TIPEM-
CTaBJIEHWI O MeXaHW3MaX, MPUYMHAX BO3HUKHOBEHMUSI
yabliepoTeHe3a TIPU  SI3BEHHOI OOJIE3HU COMEPKUTCS
B pabotax .C. llumMmepmaHa u coaBT. [3—6]. B cBa3u
C OTKpBITHEM aBcTpanuiickumu ydeHbiMu J.R. Warren
u B.J. Marshall [7, 8] B xenynke 6akrepuu Helicobacter
pylori BOZHUKIIA TeOpUsT O BEAyIIEH pOJIM 3TOTO OGaKTe-
pUaTbHOTO (haKTOpa B Pa3BUTUU B TOM YKCIIE SI3BEHHOM
00JIe3HU, YTO OBILJIO MOATBEPXKIACHO MHOTOYMCIEHHBIMHU,
B TOM YMCJIe U HATUMM UCCIIETOBAHUSIMMU.

IIpu Bceit HeCOMHEHHOI OOILIHOCTM TIPUYMH, (haK-
TOPOB PUCKa, MPEANOaralolX 3THOMATOTeHETUIECKIE
MEXaHU3Mbl Pa3BUTUS XPOHUYECKOTO TacTPOLYOIECHUTA
U SI3BEeHHOI OOJIE3HUW, Ha Halll B3IJISII, TOBOPUThH O Bpe-
MEHHOI TpaHC(OpMaIMU TaCTPOAYOACHNUTA B I3BEHHYIO
Oosie3Hb He cienyeT. Mbl yOeXOeHbI, YTO TIPU OIIHO-
KPaTHBIX 3TUOTATOJOTUYECKHNX BO3ICHCTBUSIX HAa CTEHKY
KelyaKa W JABEHAAUATUIIEPCTHON KWIIKU Yy JIeTel,
Ja W Yy B3POCIBIX, B OTHOM CJlydae BO3HUKAET TOT
WM WHOM BapuaHT TracTPOAYONEHWUTa, B JAPYIOM CITy-
yae B 3aBUCHMOCTH OT TE€HETMUYECKHU TIpelorpeneseH-
HBIX OCOOEHHOCTE pearnpoBaHUs Ha 3TU BO3ICUCTBUS
CTEHKU XeJyIKa W JBeHAALIaTUIIEPCTHOM KUK 3aIy-
CKaeTcs yJIblieporeHe3.

DTO TIOATBEpXIAeTcsl W TeM, YTO, KOrJa OIWH
13 oTHOB-OTKpbIBaTenein H. pylori B.J. Marshall, nposiBus
oTpe/ieJICHHOE MYXeCTBO, BBEJI ce0e B JKeTyIOK KOHIICH-
TPUPOBAHHYIO CYCIIEH3UIO YUCTOM KYIbTYpHI H. pylori (10°
MUKPOOHBIX Tes), To yepe3 7—10 cyT y Hero pa3Bujach
KJIMHUKA OCTPOTO TAacTpUTa, HO He SI3BEHHOI OOJIe3HM.
V Ipyrux BOJIOHTEPOB, MTOBTOPUBIIIMX 3TOT CMEJBIN 3KC-
MepUMeHT ¢ caMo3apaxkeHueM H. pylori, TIOXyduscs ToT
Ke pe3ynbraT [9]. MoXHO TpenmnosoXuThb, 4TO Cpean
SKCITIEpUMEHTATOPOB He 0Ka3aJoCh HU OXHOTO, Y€l THUII
KOHCTUTYLUM TIpeapacrnojiarajl K pa3BUTHIO MMEHHO
SI3BEHHOI 0OJIe3HU, a He racTpuTa. B cBsI3m ¢ 3TUM
HaM TIPEICTaBISIETCSl aKTyaJlbHbIM MCCIIeIOBaHUE POJIU
THUMAa KOHCTUTYLIUU B BEPOSATHOCTU Pa3BUTHUSI SI3BEHHOM
00JIe3HU y JIeTelt.

Ienp uccaenoBaHua: aHaIU3 HEKOTOPBIX OCOOECH-
HOCTel SI3BEHHOW OOJIe3HW XelTyaKa W IBEHAIIaTH-
MePCTHON KUIIKW B 3aBUCUMOCTH OT TUTIAa KOHCTUTYIIUN
pebeHKa.

XapaktepucTtuka aeter u MeToAbl UCCeaoBaHNS

Hamu oGcnenoBansl 58 nereit B Bo3pacte oT 12
no 18 ner, HaXOAMBIIMXCS Ha CTallMOHAPHOM Jieue-
Huu B I'Y3 «Tynbckas perckasi oOnacTHasi KIMHUYE-
ckas OOJbHMIIA», a TakKKe B JajbHeuIeM HaOJto1aB-
IXcsl aMOyJaTOPHO € JMAarHO30M si3BeHHasl 0oJie3Hb
KeJTyaKa W/WId ABeHAAaTUIIEPCTHOM KUIIKU. JInarHo3
SI3BEHHOI OOJIE3HN BBICTABJISUIM HA OCHOBAHUMW OOIIe-
KJIMHAYECKOTO JJTabopaTOPHOTO, B TOM YHUCJIE CEpOIOTH-
YEeCKOTo MCCIIeIOBaHUSI KPOBU C LIeJIbIo onpeneneHus IgG

OPUINHAJIbBHbBIE CTATbU

u 1gM x H. pylori, "HCTpyMEHTAJILHOTO 00OCIEN0BaHUS
(3HIOCKOIMYECKOe MCCleNoBaHNe MUILEBO/A, KeTyaKa,
NBEHAAUATATIEPCTHONW  KUIIKM  amrmapatamu  «Olim-
pus» mozneneit GIF XPE, GIF XP ¢ 3a6opoM Onorrcuii-
HOTO MaTepuajia u3 4—5 y4acTKOB CJIIM3UCTON 000JIOYKI
JKeJTyIKa 1 IBeHaIIIaTUTIEPCTHOM KUIIKU C TaTbHEUIINM
MaTOTUCTOJOTUYECKUM UCCIeNOBAaHUEM C OKPACKO cpe-
30B TeMaTOKCUJIMHOM U 303MHOM (puc. 1), mMmperHa-
1Mel a30THOKUCIbIM cepedbpoM mo Bapruny—Crappu,
KynpustHoBy, Kamriocy B ToMm umcie ¢ ueibto Bepudu-
kauuu H. pylori). Kpome Toro, BceM 00cCJieJOBaHHBIM
MPOBOIMJIM aMMUAYHBINA JbIXaTeJbHBI TeCT C TTOMO-
IIBI0 KOMITBIOTEPU3NPOBaHHOTO MHANKartopa XEJITNMK®-
anmapara (OOO «AMA», Poccus) st BbISIBJICHMS
H. pylori. YyBCTBUTENBHOCTb JAHHOTO METOAA BbISIBJIE-
Hust H. pylori coctapmnsiet 95%, criertudmanocts — 92%.

BceM manmeHTaM TIpOBOAMIIN OOsI3aTeNIbHOE YIbTpa-
3ByKOBOE€ MCCJIEIOBaHWE OPraHOB OPIOIIHOW TOJOCTH,
BKJIIOUAsl MCCJIeIOBaHUE XeJynKa W JIBeHaIaTUIIEPCT-
HOI KMIITKK METOJOM aKyCTUYECKOTO KOHTPACTUPOBAHUS
MOJIBIX OpraHoB [8]. DHIOCKONMYECKOe MCCIeI0BaHNe
BEpXHMX JTaXeil MHIIeBAPUTEILHOTO TpaKTa BBIOJI-
HSITM 00CJIeIOBAaHHBIM JETSIM MPH TOCTYTUIGHUU B CTa-
IMOHAP B CTaguud OOOCTPEHUST SI3BEHHON OOJIe3HU,
gepe3 9—10 cyT 1mociie Hayaja 3TUOITaTOTeHETUYECKOM,
B TOM YHCJIe aHTUXEJTMKOOAKTEPHON 3paarKallMOHHOM
Teparnuu, ¥ Ha 21-e CyTKM OT HaJaJia Teparvi.

JI1st yCTaHOBJIEHUST TUTIA KOHCTUTYIIUN Y BCeX OOTb-
HBIX JETeil C SI3BEHHOU OO0JIe3HBIO TIPU TOCTYIUIEHUU
B CTallMOHAp OMpeneasuii MHaeKc [TuHbe Mo MeTomuKe
M.B. Yepnopyukoro [10, 11]. [Ipu maHHO# MeToauke
JUTSE OLIEHKW THUITAa KOHCTUTYLIMU WCITOJb3YIOTCS Clie-
Iylolye ToKaszaTeln: Macca Tejla, POCT, OKPY>XKHOCTb
rpyaHoi KineTkr. Ha ocHOBaHWM 3TUX MapaMeTpoB pac-
cunutbiBasi uHAEKC [Tunbe o dopmyne: nHaekc [MuHbe
= JJIMHA Tejla, KI — Macca Teja, KT — 00beM TpyIHOM
KJIeTKU B 1okoe, cM. [1pu acteHuun mHnexkc [1uHbe ObuI
>30, mpu tunepcteHun — <10, B ciiyyae HOpPMOCTe-
aum — 10-30[12, 13].

Hns cratucTuyeckoit 0OpabOTKU TMOJYYEHHBIX JaH-
HBIX TIpUMeHsuu Tiporpammy Statistica 10.0 (Stat-Soft
Inc., CIIIA).

Pe3ynbTathl M 06CcyxaeHue

Cpenu oOcenoBaHHBIX HaMHM 58 meTeil ¢ sI3BEeHHOM
6oJie3HbI0 B Bo3pacte oT 12 mo 18 ner 6wi10 38 (65,5%)
MaabukoB U 20 (34,5%) neBouek. Cpemnn MalMeHTOB
C SI3BEHHOI OOJIE3HBIO SIBHO Mpeobiagain IeTH ¢ acTe-
HMYECKUM TUITOM KOoHctuTynmu (67,2%), pexe BCTpeda-
smch turniepcreHnku (17,3%) n Hopmoctenuku (15,5%).
CTaTUCTUYECKU 3HAYMMBIX TEHAEPHBIX pa3TUIMii IO pac-
MPOCTPAHEHHOCTH  PA3IUYHBIX THUIIOB  KOHCTUTYLIWU
cpenu OOJILHBIX C SI3BEHHOMW 0O0JIE3HBIO HE YCTAaHOBJICHO.
ITo HameMy MHEHWIO, 3TO CBUIETEIbCTBYET, UTO JIETH
C aCTeHWYECKUM THUIIOM TEJIOCTIOXKEHUST B CUJTY BBISIBJICH-
HBIX 0COOEHHOCTEM (DYHKIIMOHUPOBAHUS U pearpoOBaHUST
Ha HeOJIaronpusITHbIe BHEITHUE (DaKTOPbI MX UMMYHHOI,
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Xapumonos J[. B. u coasm. O KOHCTUTYLIMOHAIBHBIX 0COOEHHOCTSIX SI3BEHHOI 00JI€3HM XeTyaKa U IBEHANLATUIIEPCTHOM KUILIKK Y AeTeit

LIEHTpaJbHOW, NepudepruIecKoil HEPBHON CHUCTEMBI,
SHIOKPUHHOW CUCTEMBI, TIPU OTHOTUITHBIX BO3IEWCTBUSX
Ha opraHu3M pebeHka HeOJaronpusITHbIX BHEITHUX (hak-
TOPOB TOpA3mo Yalle, YeM HOPMOCTEHUKW, CKJIOHHBI
K Pa3BUTHIO B CTEHKE WX KeJIyIKa 1 IBEHAMIIATUTIEPCTHOMN
KUIIKU NECTPYKTUBHBIX U3MEHEHUi (puc. 2, 3) B Bujie
SI3BEHHbIX 1€(DEKTOB CIU3UCTON 0OOJOUKH.

Pesynbrarhl o0cenoBaHMST TIAIMEHTOB C SI3BEHHOM
Oosie3Hblo Ha H. pylori IyTeM BBISBICHUST 3TOTO OaKTe-
PUATBHOTO BO3OYIMTENSI TIPU TUCTOIOTMUECKOM HCCIIe-
TIOBAaHUU TIPETIapaTOB W3 OWOINTATOB CTECHKHU KETyaKa
U IBEHAMIATUTICPCTHON KUIKU (B ovarax XeIyJouHOM
MeTarla3u W SI3BEHHBIX HedeKTaX) METOIOM CBETO-
BOW MUKPOCKOIUM TIPU MAaKCHUMAaJIbHOM YBEJIUYEHUU
(600—900 pa3) mpencraBieHbl B Tabmuie. ObcemeHe-
HUE CTEHKM XeJylKa W JBeHAALaTMIIEPCTHOM KWIIKU
H. pylori y nereii ¢ acTeHU4eCKUM TUIIOM KOHCTUTYLIUU
BBISIBJISITIOCH JJOCTOBEPHO Yallle, YeM Y THTep- ¥ HOPMO-
CTCHUKOB.

B uenom u3 58 oGcnenoBaHHBIX OOJIbHBIX SI3BEHHO
0oJie3HbIO B cTaauu obocTpeHust H. pylori ipu vcciieno-
BaHUU OMOTICUITHOTO MaTepualia BuIsiBIeH y 53 (91,4%),
C TIpUMEHEHWEM aMMUAYHOTO a3pOTEeCTa ITOJIOXKUTETb-
HBbIl pe3ynbraT mosmydeH y 97,4% nereii-acTeHMKOB
(cM. Tabmuiy). Cpenm nereil ¢ S3BEHHOU 0OJIe3HBIO
CO BCEMHU TUITAMM KOHCTUTYIIUM aMMWAYHBIN a’3po-
TecT Ha H. pylori oka3ancs TOJNOXHUTETbHBIM Vv 91,4%.
[Tpu mpuMeHEeHNN Pa3TMIHBIX METOIOB OTIpeneIeHus H.
pylori xenmukobakTep-accolMupoBaHHast (Gopma sI3BeH-

Tabauya. Yacrora BuisiBaenus H. pylori 'y nereii ¢ s3BeHHO#
00.1€3HBIO B 3aBUCHMOCTH OT THNA KOHCTUTYLUI

Table. The frequency of detection of H. pylori in children with
peptic ulcer, depending on the type of constitution

Yucio 60TbHBIX Yucio
¢ H. pylori TOJIOKHUTEIBHBIX
Tun TeI0CT0KEHHs N0 JAHHBIM pesy.JibTaToB
(n=58) THCTOJIOTHYECKOr0 aMMHAYHOTO
HCCIIeIOBAHMSI, asporecra
n (%) Ha H. pylori, n (%)
Actenuueckuit, n=39 37 (94.9) 38 (97,4)
’I;IzogMOCTeHI/I‘IeCKI/IH, 7(77.8) 6 (66.7)
’l;zlilngTeHI/I‘{eCKHI/I, 9 (90) 8 (80)

Ilpumeuanue. Paznuuus Mexy napamerpamu aoctoepHsl (p<0,05).

HOI1 Goye3HM y HeTeii-acTeHUKOB (94,9%) BBISABISLUIACH
CTaTUCTUYECKM 3HAYMMO 4Yallle, YeM y JeTei-Turepcre-
HUKOB (90%) 1 HopMOCcTeHUKOB (77,2%).

3aknovyeHue

TakuM 00pa3oM, TIOTyYeHHBIE PEe3YJIbTAThl MUCCIEIO-
BaHUST TTOATBEPXKIAIOT, UYTO B CHUJIY CBOMX TEHETHMUECKMX
JNETEPMUHUPOBAHHBIX OCOOEHHOCTEM CTPOSHUS CTEHKU
JKeJTyaKa W JIBEHaAUATUIIEPCTHOM KWIIKU, OCOOEHHO-
CTeil MECTHOTO M OOIIeT0 MMMYHHOTO OTBETa Ha KOHTAKT
¢ H. pylori, GyHKIIMOHMPOBAHUS HEPBHON U 3HIOKPUH-
HOU CHCTeM, KIUCIIOTOOOpa3yroleit, ceKpeToodpas3yromeit

Puc. 1. TacTpoduoncus u3 Telia xeayaka 00JbHOTo 16 JeT ¢ A3BeHHON 00/1€3HbI0 IBEHAMIATUIIEPCTHON KHIIKH.
YmepenHas atpodusi, CHUZKeHHE 0AKAJOBUIHBIX KJIETOK, YMEPEHHAS BOCHAIMTEIbHAS HH(DUIBTPALMS C YBEIMYEHHEM KOJIMYECTBA
303UHO(DUIBHBIX PAHYJIONUTOB HA YYACTKE CJIM3UCTOM 000JI0YKH IBEHAUATHIIEPCTHOM KUIIKHU, IPUIEKAHUEM K SI3BeHHOMY 1edeKTy.

Mukpodoto, yBermdenne Mukpockona: 10x12,5x1,25.

Fig. 1. Gastrobiopsy from the body of the stomach of a 16-year-old patient with duodenal ulcer. Moderate atrophy, decrease in sac
cells, moderate inflammatory infiltration with an increase in the number of eosinophilic granulocytes in the area of the duodenal mu-
cosa, adherence to the ulcer. Microphoto, microscope magnification: 10x12.5x1.25.
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R, 2 - - .'LL y
Puc. 2. DHpocKonnyecKas KApTHHA y MaJIb4yuKa 16 Jier ¢ si3BeH-
HO¥i 00JIe3HBIO XKeJTYKA B CTAIUH 000CTPeHus.
IIpocBer XKeayaka cna3MHPOBAH ¢ MYTHBIM, C JKeT4bIO COZIEP-
KumbiM. Ha purnaneIx, yTONIMIEHHBIX CKIAJKAX, OCOOEHHO
B HIZKHEM NPAaBOM KBajpaTe (hoTorpadu BUIHbI HECKOJIBKO SI3B
pa3mepom 3, 4 u 5 Mm.
Fig. 2. Endoscopic picture of a 16-year-old boy with a gastric
ulcer in the acute stage. The lumen of the stomach is spasmodic
with turbid, bile contents. On rigid, thickened folds, especially
in the lower right square of the photograph, several ulcers 3, 4,
5 mm in size are visible.

(yHkUMit Xenynka y NeTei-aCTeHUKOB MO CPaBHEHUIO
C TUIEp- WJIM HOPMOCTEHUKAMU CO3[AI0TCS Osaronpu-
SITHbIE YCJIOBUSI ISl ocenaHusi, (ukcauuu, pa3MHOXe-
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OPUINHAJIbBHbBIE CTATbU

Karamne3 gereii n INOAPOCTKOB C BPO2KICHHBIMHA AHOMAJINAMMH NMOYECK 1 MOYEBBIBOAAIINX
HyTeﬁ, ACCOLIMMPOBAHHBIMA C PCAKHUMH HACJICACTBCHHbIMHA CHHIPOMaMHU

HU.5. Kymuipno'?, XK.I'. Jlesuawsunu’, JI.JI. bampaxos’, H.Jl. Cagenxosa’
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Follow-up of children and adolescents with congenital anomalies of the kidneys and urinary
tract, associated with rare hereditary syndromes

LE. Kutyrlo'?, Zh.G. Leviashvili’, D.D. Batrakov', N.D. Savenkova’

'Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russia;
2City Polyclinic No. 114; Children’s Polyclinic Department No. 70, Saint Petersburg, Russia

eab ucclienoBaHNs — OLEHUTh B KATaMHe3€e 0COOEHHOCTH TeYeHHs1 M MCXO0/a B XPOHHYECKYIO 00JIe3Hb MOYEK BPOXKIAEHHBIX AHO-
Mamii noyek u moueBbiBosux nyteii (CAKUT-cunnpom), acconMmpoBaHHbIX ¢ PeAKAMH HACJIEICTBEHHBIMI CHHIPOMAMM Y JIeTei
U TO/IPOCTKOB, COMOCTABUTH Pe3yJbTATHI C AAHHBIMU JMTEpaTypsl. [IpuBeeHbl pe3yabTaThl KATAMHECTHYECKOTO WCCJIEI0BAHUS
0CO0eHHOCTE} TeYeHHs H IPOrPeCCUPOBAHNS B XPOHHIECKYIO 00J1€3Hb MI0YEK C CHHAPOMAIBHBIMH BPOKIEHHBIMH AHOMAJIUSIMH II0YEK
U MOYEBbIBOAAMIMX MyTeil MPH PeAKUX HacseacTBeHHbIX cuHapoMax (Pierson, Fraser 1-ro Tuma, rumoaucmia3usi/aniasus novexk
3-ro Tuna, Schuurs—Hoeijmakers, CHARGE, Lowe, Renal-Coloboma, VACTERL-accouuanusi) u npu XpoMOCOMHO# aHOMAJIMH
(IIepemeBckoro—Tepuepa Mmonocomus 45X). Y 4 u3 9 nereii ¥ HoAPOCTKOB C BPOXKIEHHBIMUA AHOMAJIMSMH MOYEK U MOYEBBIBOASILINX
nyTeii NPU PeJIKUX HACJIECTBEHHBIX CHHAPOMAX KOHCTATHPOBAHO (hOpPMUPOBAHUE XPOHNYECKON 00JIE3HU MTOYEK.

Karoueeote caosa: demu, CAKUT-cundpom, pedkue HacredcmeerHble CUHOPOMbL, XPOHUYECKAs 00Ae3Hb NOUeK, AHOMAAUU NOHEK U MO~
4egble00UUX NYymeil.

Ansa yuntnpoBauns: Kytoipio U.3., Jlesnawusunn X.I., batpakos [./]., CaBeHkosa H./[. KatamHe3 getevi v nofpoCTKOB C BPOXAEHHbIMU aHO-
MasISIMU r0YEK Y MOYEBbIBOLASILLMX MYTEW, aCCOLMNPOBAHHLIMU C PEAKUMU HACTELACTBEHHbIMY CUHAPOMaMU. POC BECTH nepuHaTos v neamartp
2022; 67:(6): 68-74. DOI: 10.21508/1027-4065-2022-67-6-68-74

The purpose of the study was to evaluate the course and outcome in chronic kidney disease of congenital anomalies of the kidneys and
urinary tract (CAKUT) associated with rare hereditary syndromes in children and adolescents, and to compare the results with liter-
ature data. The results of a follow-up study of the course and outcome in chronic kidney disease with syndromal congenital anomalies
of the kidneys and urinary tract in rare hereditary syndromes (Pierson, Fraser 1 type, Renal hypodysplasia/ aplasia 3 type, Schuurs—
Hoeijmakers, CHARGE, Lowe, Renal-Coloboma, VACTERL association) and chromosomal abnormalities (Shereshevsky—Terner
monosomia 45X) are presented. In 4 out of 9 children and adolescents with congenital anomalies of the kidneys and urinary tract
with rare hereditary syndromes, the formation of chronic kidney disease was established.

Key words: children, CAKUT, rare hereditary syndromes, chronic kidney disease, anomalies of the kidneys and urinary tract.

For citation: Kutyrlo I.E., Leviashvili Zh.G., Batrakov D.D., Savenkova N.D. Follow-up of children and adolescents with congenital anoma-
lies of the kidneys and urinary tract, associated with rare hereditary syndromes. Ros Vestn Perinatol i Pediatr 2022; 67:(6): 68—74 (in Russ).
DOI: 10.21508/1027-4065-2022-67-6-68-74

npobiemMbl  O0yCJIOBJIeHA OCOOEH-

q KTyaJIbHOCTb HaCJICACTBEHHbIMMN CUHIpPOMaMHn y JIeTen u IoapoCT-
OCTAMMU pa3BUTUA, TECUCHUA M HUCXO0Aa COYECTaH-

koB [1]. CAKUT-cunapom y rienmatpuueckux marueH-

HBIX BPOXIEHHBIX aHOMAJIU TMOYEK W MOYEBBIX ITyTei
(CAKUT-cunnpomMm, congenital anomalies of the kid-
ney and urinary tract), acCOUMUPOBAHHBIX C PEAKUMU
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TOB pacCMaTPUBAIOT KaK M30JUPOBAHHbBIN (BPOKIEHHBIE
AHOMAJIMM TIOYeK M MOYEBBIBOISIIMX ITyTei) WM CHH-
JIPOMAaJTbHBIN (BPOKIEHHBIE aHOMAJIUM TIOYEeK U MOodYe-
BBIBOASIINX TIyTel, acCOLMUPOBAHHBIE C PEIKUMU
HaciencTBeHHbIMU cuHapomamu) [1—10]. BpoxneHHbie
AHOMAJIMM TIOYeK M MOYEBBIBOISIIMX TyTeil TpeacTaB-
JISIIOT TETEPOTeHHYI0 TPYIIYy COYEeTAHHBIX aHATOMUYe-
CKUX aHOMaJIMii OpraHOB MOYEBOIl CHUCTEMBI, KOTOPBIE
YacTO AMATHOCTUPYIOT MPEHATATbHO W Y HOBOPOXICH-
HeIx gereil. A.J. Barakat, J.G. Drougas (1991) [1] cucte-
MaTU3UPOBAIM COYETAHHBIE BPOXIECHHBIE AHOMAJUU
MOYeK WM MOYEBBIBOASIINX IMyTei, BBIACIUB aHOMAJUU
MOYeK, MOYETOYHMKOB, MOUYEBOTO TIy3bIpsI, YPETPHI,
YTO TIpeICTaBIeHO B TabI. 1.

ITo maHHBIM €BpOMENCKOTO perucTpa, pacrpocTpa-
HEHHOCTb BPOXIEHHBIX AHOMAaJWi TIOUYeK U MOYEBBI-
BomgIIMX ITyTei coctaBisgeT 3,3 ciaydasg Ha 1000 HOBO-
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Kymb!p/m U.D. u coasm. KataMHe3 ieTeil ¥ MOAPOCTKOB C BPOXKACHHBIMU aHOMAJIMSIMU MOYEK M MOUYEBBIBOISILIMX MYTEHA. ..

Tabauya 1. Ctpykrypa CAKUT-cunapoma y nereii [1]
Table 1. Structure of CAKUT in children [1]

Bpomeﬂnue AHOMAJIMH PA3BUTHSA MMOYEK
MOYE€TOYHUKOB

AreHe3us1/ariasus IoYKu

Jucriia3ust MOYKU: MyJIbTUKKCTO3-

Hasl, KUCTO3HAas MOYKa, THIOTUIa3us

[TOYKU

I'mnponedpornueckast TpaHchop-

Malus oYK

DKTOIUS TTOYKA

AHOMAaJIMK B3aMMOPACIIOIOXKEHUS

MOYeK

Meraypetep

pedokc

HUKOBOI'O CCIrME€HTa

oTae/ia MOYETOYHU KA

B])O)Kﬂel-ll-[l:le AHOMAJIUM PA3BUTHUA

YIBoeHrE MOYETOYHIKOB
CTeHO3 JIOXaHOYHO-MOYETOU -

CreHos TIPUJIOXaHOYHOTO

BpO)KIlel-[Hb[e AHOMAJIMHA
Pa3BUTHA MOYEBOIO IMy3bIPA

BpoxkneHnbie aHOMAIN
Pa3BUTHS YPETPbI

[Ty3bIpHO-MOYETOUYHUKOBBI

OKcTpoduss MOUeBOTO o
pod Kianan 3anHei ypeTpbl

TTy3BIpst OOCTpyKIIUS nepeaHen

HeiliporeHHbIit MOYeBOI y P
YPETphL

ITy3bIPh

poxnmeHHBIX [2]. YacTble BBISBIEHMSI CEMEWHBIX
HacnenctBeHHbIX ciydyaeB CAKUT-cunmpoma cBume-
TEJbCTBYIOT O POJIM MyTallMM TeHOB B raroreHese [1—10].

MarepuHckre (HaKTOpHI, CBA3aHHBIE C pPa3BUTHEM
BPOXIEHHBIX aHOMAaJW TIOYeK M MOYEBBIBOISIINX
MyTeil y pebeHKa, BKIIOUAIOT CaXapHBIN TrabeT, TTOXM-
JIOl Bo3pacT, Oeylyio pacy, pasiuyHble 3a00JieBaHUS
MoYeK W PelUAUBUPYIOIINEe WHMEKIIUA MOYEITOJIOBOM
cuctemsl [4]. Panusas quarnoctnka u gedyeHne CAKUT-
CUHIpOMa HEOOXOMUMBI TS TIPEIOTBPAIEeHUST WHBAT-
M3y IeTCKoro HaceneHus [5]. BpoxkaeHHble aHOMA-
JINM TTOYEK M MOYEBBIX MyTeil COCTABIISIIOT B cpeiHeM 25%
OT OOIIETO YMcia BCeX TeHETUYECKHUX TTOPOKOB, TMAarHO-
CTUPYEMBIX BHYTPUYTPOOHO, M BKITIOUAIOT KaK OTIETb-
HbIe TOPOKM Pa3BUTHUS TTOYEK WJIM MOYEBBIX ITyTel,
Tak U ux coveranust [6]. CAKUT-cuHIpPOM CITyKUT
OITHOM M3 TIPUYNH XPOHUUYECKON OOJIE3HU MOYEK CTaauN
5y nmeTeil, KOTOpbIe TIONYYaroT Teparnuio, 3aMelaromyio
(YHKIIMIO TIOYEK.

G. Ardissino u coaBr. (2003) [8] mpu KaTramMHecTUYe-
cKkoM uccienoBaHuu 1197 nenratpuyeckKux M B3pOCIBIX
MallMeHTOB YCTAHOBUJIM, UYTO TIPUIMHON Pa3BUTHST XPO-
HUYECKOI 00JIe3HU TTOYeK cTaguu 5 ctanu B 53,6% ciy-
YyaeB TUIIOTUIAa3usl B COYETAaHUU ¢ Malib(popMarneit Moue-
BBIX TyTel, B 13,9% — u3oampoBaHHasl TUTIOAVCITIA3US,
B 6,8% — rnomepyaspHble 00Jie3HU. ABTOPBI MOKA3aJIn
pa3BUTHE TEPMUHAJILHOM CTaauM TOYEYHOM HeIOoCcTa-
TOYHOCTH Y TAIEHTOB C BPOXICHHBIMU aHOMATUSIMU
MOYeK W MOYEBBIBOAAIINX TyTell K 20-TeTHEMY BO3pa-
cTy B 68% ciiyuaeB; B Tepanuy, 3aMellaroiieil (yHKIIMIO
MOYeK, 3TU MallMeHTHI BO B3POCIIOM BO3pacTe HYKIAIOTCST
yalie, 4eM B JIETCKOM.

CunTaloT, YTO TIPEBEHTHUBHAS TpaHCIUIAHTALIUS
MOYKM (JI0 Havajla quanau3a) — UAeajbHbIii METOJ Jieye-
HUS IeTell C TepMUHAJIBHOM CTaIMeEl MOYeYHO HET0CTa-
TOYHOCTH, TTOCKOJIBKY OHA CBsI3aHa C JIy4llleil BIKMBae-
MOCTBIO TIALIMEHTOB 1O CPAaBHEHUIO C TAaKOBOW B Ciydae
npruMeHeHus Jo6oro nuanu3a [2]. CormacHo ucciiemoBa-
Huto S. Sanna-Cherchi u coaBt. (2009) [7] y 25% nerelii,
ponuBixcsi ¢ aByctopoHHUM CAKUT-cuHapoMowm,
B TeUEHME TMEPBBIX IBYX AECATUIECTUN KU3HU (HOPMUPY-
ercsl XxpoHu4JecKasi 60e3Hb nmouek craauu 5. CoBMecT-
Hoe ucciegoBanue A.M. McKay u coast. [10] BKITIO-
yuto 1099 marmenToB ¢ CAKUT-cuHIpOMOM B Bo3pacTe

no 30 JeT W TpaHCIUIaHTalMel ToYkKu B mepuona ¢ 1985
no 2015r.; 10-7eTHsIST BBIXXKMBAEMOCTb TpaHCILJIaHTaTa
cocraBuia 76%, a 20-netHsias — 53%.

Ileab» mccnenoBanusa: OLEHUTh B KaTaMHe3€ OCOOEH-
HOCTH TEUEHUS U UCXOJIa B XPOHUYECKYIO O0JIE3Hb MOYEK
BPOXIEHHBIX aHOMAJIWl TIOUeK W MOYEBBIBOISIINX
MyTeil, acCOLMUPOBAHHBIX C PEIKUMU HaCIIeACTBEH-
HBIMU CUHAPOMAMH Yy IeTel U TTIOAPOCTKOB, COTIOCTABUTh
pe3yIbTaThl C JAaHHBIMU JINTEPATYPHI.

XapakTtepucTuka petei u MeToAbl UCCeaoBaHUS

WMsyuyen karamue3 (ot 1 go 10 ner) 9 nereit (4
NIEBOYKM M 5 MaJibuMKOB) B Bo3pacTe oT 1 roma 10 mec
mo 17 met 11 Mec ¢ BpOXXIEHHBIMM aHOMaJIUSIMU TTOYEK
M MOYEBBIBONSAIIMX  IyTei,  acCCOLMUPOBAHHBIMU
C peoKuMMM HacJieCTBEeHHbIMU cuHApoMamu (Pier-
son, Fraser 1 tum, Renal hypodysplasia/ aplasia 3 type,
Schuurs-Hoeijmakers, CHARGE, Lowe, Renal-Col-
oboma, VACTERL-acconuanusi) a takxke XpOMOCOM-
Hoit aHoManuu (LllepemeBckoro—TepHepa MoOHOCO-
must 45X). OueHka craauii 1—5 xpoHuueckoit 60se3HU
MOYeK TMPOBOAMIIACH, B COOTBETCTBMM C OIpeaese-
Huem o K/DOQI (2002), NKF-K/DOQI [11] u R.
Hogg u coast. (2003) [12]; oHa ocHOBaHa Ha KpuTe-
PUSX CKOPOCTU KITYyOOUKOBOM (hUIBTpAIliU, pacCUUTaH-
HOU TI0 KJIIMpeHCy KpeaTWHMHa B (opmyiie Schwartz,
M KaTeropuu aibOyMUHYPUU/TIpOTeUHYpUu. B cooTBeT-
CTBMM C OINpeleieHueM XPOHUYECKON OOJEe3HM MOoYeK
no NKF-K/DOQI u R. Hogg u coasr. (2003) y nmauu-
€HTa KOHCTaTUPYIOT XpPOHUUECKYIO O0JIE3Hb TTOYEK B CITy-
yae, eCJIM UMEETCsT OUH U3 CIIEAYIOIINX KPUTEPUEB.

1. TloBpexneHue MoyeKk B TeueHHe 3 Mec uiau OoJiee
CO CTPYKTYPHBIMU WJIM (PYHKLIIMOHAJIBHBIMU HapyIIeHU -
SIMU TIOYEK C WJIK 63 CHYKEHUST CKOPOCTH KITYOOUKOBOIM
(unbTpannu, MaHubECTUPYIOIINE C OAHUM WU OoJjiee
W3 CJIEIYIOLINX MPU3HAKOB:

— HapylIeHUs B COCTaBe KPOBH U MOYH,

— HapylieHus Mpu MOpP(HOJIOTUIECKOM HCCIeI0Ba-
HUY OMOMTAaTa MOYKH,

— HapylIeHUs MPY BU3YyaTU3alluu ToYeK.

2. CHIXeHNEe CKOPOCTH KIIyOOUKOBOI (MiIbTpa-
unu <60 mu/mun/1,73 M?> B TeueHue 3 Mec M Oosee
¢ Uy 6e3 IpyTux MPU3HAKOB MOBPEXACHUS TTOYEK, O -
CaHHBIX BBIIIIE.
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PesynbraTthbl

Hcxonsl BpOXKIEHHBIX aHOMAaJIMi TTOYeK U MOYEBHI-
BOISIIIMX TTyTei y MeTel ¢ HACIeACTBEHHBIMU CUHIPO-
MaMU TIpeACTaBJeHBl B Tabi. 2. Y mepBoro pebeHKa,
MaJIbuMKa, B BO3pacTe 2 MeC YCTAaHOBJIEHBI MaTOJIOTUSI
ma3 u [HHC: aBycTOpoHHSIS BpoXIeHHasi KaTrapakTa,
HUCTarM, OOCTPYKIIMOHHasi aMOJIMOTNUsI O0OuX TJjas,
BPOXIEHHBIA JIBYCTOPOHHUIN CTEHO3 HOCOCJIE3HOIO
MPOTOKA; MBbIIIeUHAasT TUITOTOHUS, yMepeHHas CcMe-
1aHHas rugpouedanus, perpouepedesspHas KucTa,
3ajepxkKka IicuxoMotopHoro  passutus. CAKUT-
CUHIPOM XapaKTepM30BaJCs TOJAKOBOOOpa3HOW Mou-
KOMU, 9KTOMMeN, MUeI02KTa3uel, MpOTeMHYypUel TOCTH-
raloleit crerneHu HepoTrueckKoro cuHapoma. B 8 mec
pebeHKy yCTaHOBJIEH KJIMHUKO-TEHETUYECKUI TUarHo3
Pierson syndrome ¢ ayToCOMHO-PELIECCUBHBIM THUIIOM
HacienoBaHus. OOHapyxkeHa Mmyrtauus reHa LAMB2
(chr3:2.49163473G>T), paHee He OIMCAHHBLIA Bapu-
aHT (rs143405268) B ak30He 18. Mytanus reHa LAMB2,
konupytoniero Laminin f2-KOMIOHEHT IIIOMepPYJISIPHON
0OasabHOII MeMOpaHBI, ceT4aTKM, 0a3ajJbHOTO JMCTKA
BHYTPUTJIA3HBIX MBIIIII U HEHPOMYCKYJIIPHOTO CUHATIICA
ry1a3, oOyCJIOBIMBAET aHOMAJIMM a3, movyek. B kaTtam-
He3e y MaJlbuMka B Bo3pacTe 1,5 roma cKOpOCTh KITy-
60uyKOBOIf DIbTparuu coctaBmiaa 85 mi/mMuH/1,73 M3
VY maumeHTta C BpPOXIEHHOW aHOMaauell IoYyeK co
CTPYKTYPHBIMM HapyUICHUSIMU ITHATHOCTUPOBAHA XPO-
HuYecKast 60JIe3Hb MoYeK 0e3 CHUXKEHUST CKOPOCTH KITy-
0O0YKOBOI (DUIbTPALINU.

OPUINHAJIbBHbBIE CTATbU

Bropomy nanueHTy, MaTbuuKy B Bo3pacTte 6 Mec. auar-
HoctupoBaH Fraser syndrome 1-ro tumna, o0ycnOBI€HHBIN
mytanueit reHa FRAST (4:2.78979165T>C) ¢ ayrocoMHO-
PELIECCMBHBIM TUIIOM HacjenoBaHusi. OOHapyXeH paHee
He OINMUWCAHHBIN B JIMTEpaType BapMaHT B TE€TEPO3UTOT-
HOM COCTOSIHUM B 9K30HEe 1 u3 74 3k30HOB reHa FRASI,
MPUBOIAIIMI K TIOTepe CTapT-KOJOHA. BpoxXneHHbIe
aHOMAJIUM TIOYEK M MOYEBBIBOMSIIMX TyTeH XapaKTepu-
30BaJINCh TUIOIJIa3ueil HeYHKIMOHUPYIOIIEH JieBOM
MOYKHU U TY3bIPHO-MOYETOYHMKOBBINM pedtokc 3-i cre-
MeHW B JIEBYIO HE(MYHKIIMOHUPYIOIIYIO TIOUKy. BbIsB-
JIEHbl aHOMAJIUM Pa3BUTHSI OPTAHOB IJ1a3a: KpUNTOpTaTIbM
(oTcyTcTBME BEK) cieBa, CTEHO3 HOCOCJIE3HOTo KaHaja,
TUTIOTIJIA3MsT YIIHBIX PAKOBWH, JBYCTOPOHHSISI aTpe3usl
Hapy>XHbBIX CJTYXOBBIX TTPOXOJIOB, CY>KEHME CIIYXOBBIX IPO-
XO/IOB B KOCTHBIX OT/ENaX, IBYCTOPOHHSISI KOHIYKTHUB-
Hasl TYTOyXOCTb 3-Ii CTEMeHH, TEePEeTHsIsSI MEXToJIocoBasl
MmeMmbOpaHa, cuHnakTwms 111—IV manbneB obenx Kucrteid.
Pebenky B otneneHun odTajibMOJIOTUM MPOBEAeHa OIe-
paiysi SHyKJeallnsl TJIa3HOTro s1070Ka U (popMHpoOBaHUE
TJIa3HOM 11IeJU, KOCMETHYecKoe MpoTe3upoBaHue. B Bo3-
pacte 1 roma 3 Mec y pebeHKa CKOpPOCTh KITyOOUKOBOIA
dunbrparmu cocrasuiaa 84 mii/mMun/1,73 M3, Y namuenra
CO CTPYKTYPHBIMM HapyIIEHUSIMU (TUIIOTLUIA3UST JIEeBOM
MOYKU U MYy3bIPHO-MOYETOYHUKOBBIN PehIIOKC) TUarHo-
CTHpOBaHAa XpPOHWYECKasl 00Jie3Hb MOYeK 0e3 CHIDKEHMS
CKOPOCTH KJTyOOUKOBOI (DhUJIbTPALIUU.

TperbeMy malmMeHTy — MajbuMKy B 4 Toma 9 Mec —
YCTAaHOBJIEH KJIWHUYECKUM JIWArHO3:  «TMIOTUIa3Mst
npaBoii mouku. [losicHUUHAsT MUCTOTHUSI JIEBOM TTOYKU.

Ta6auya 2. CAKUT npu Hac/ieicTBeHHBIX CHHAPOMAX Y JIeTeil i MOIPOCTKOB
Table 2. CAKUT at hereditary syndromes in children and adolescents

TTauueHT: nos, BO3pact
HA MOMEHT YCTAHOBJIEHHS
JMATHO32

Ten, OMIM, ORPHA

Vicxon B XpOHHYECKYIO 00JIe3Hb

HacaencTBeHHblii CHHAPOM
A ey noyek, craaun 1-5

LAMB2
OMIM: 609049
ORPHA: 2670

FRASI
OMIM: 219000
ORPHA:2052

GREBIL
OMIM: 617805

PACS1
OMIM: 615009
ORPHA: 329224

OMIM: 214800
ORPHA: 138

OMIM: 309000

PAX2
OMIM:120330
ORPHA:1475

OMIM: 314390
ORPHA: 887

Monocomust 1o X XpomMo-
come (45X)

Manpuuk, 8 Mec

Masbuuk, 6 Mec

Manpuuk, 4 rona 9 mec

JleBouka, 4 roga 5 mec

Manbuuk, 3 roga 7 Mmec

Manbuuk, 11 ger

JleBouka, 17 et 11 mec

JleBouka, 12 net

JleBouka, 5 JieT 5 mec

Renal hypodysplasia/aplasia 3 type

IlepemeBckoro—TepHepa

Pierson DyHKIIMA TOYEK COXpaHHA

Fraser typel DyHKIMS TOYeK COXpaHHa

(DyHKI.lI/IH ITOYCK COXpaHHa

Schuurs—Hoeijmakers DyHKIMS TOYEK COXpaHHa

CHARGE XBII C2

Lowe XBIT C2

XBIT C5, TpaHcnaHTalus

Renal—Coloboma .
POICTBEHHOM IMOYKHU

VACTERL XBIT C2

q)yHKI.[I/IH IMOYEK COXpaHHa
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Kymb!p/m U.D. u coasm. KataMHe3 ieTeil ¥ MOAPOCTKOB C BPOXKACHHBIMU aHOMAJIMSIMU MOYEK M MOUYEBBIBOISILIMX MYTEHA. ..

I'mnponedpos 2-it crenenu cieBa. MOYHKLIMS IMOUYEK
coxpaHHa  (CKOpPOCTb  KJIIyOOUKOBOW  (bMJIbTpALIUU
106 mi/mun/1,73 M?). Tuapouedanusi». Y namueHra co
CTPYKTYPHBIMU HapyIIeHUSAMU (TUTIOIJIa3Kusl TPaBOMA
U JUCTOTUS JIEBOM TOYKU, TUAPOHEPPO3) XpOHNUECKasT
0o0Jie3Hb TMOoYeK 0e3 CHMXXEHUsI CKOPOCTH KJIyOOUYKOBOM
unabTpannu. Y ManbuMKa TakKe BBISIBJICHBI 3aJepkKKa
pPeYeBOro 1 MOTOPHOTO Pa3BUTHS; AehOpMalliK IPYTHON
KJIETKU, BapycHas aecopMalis HIKHUX KOHEYHOCTE.
ITpn MOEKYISIPHO-TEHETUIECKOM UCCIeTOBAaHUM OOHA-
pyxeHa myTtaius B reHe GREBI (chr18:2.19088490G>A),
paHee He ONHWCAHHBIM B JIUTEpaType BapUaHT
(rs1435669398) B reTepoO3UTOTHOM COCTOSTHUU B 9K30HE
27 (u3 33) reHa GREBI. AcconmupoBaHHOE 3a00JIeBaHUE
B kKatasiore OMIM o6o3HaueHo Kak Renal hypodysplasia/
aplasia 3 type — rumnoruiaszusi/ariasus moyek 3-ro TUIIa.

V deTBepTOll MallMEHTKW — JIEBOYKM B BO3pacTe
4 net 5 Mec — P MOJIEKYJISIPHO-TEHETUYECKOM HCCIIe-
JIOBaHUU OOHapyKeH IMaTOreHHbI BapuaHT c. 607C>T
p.(Arg203Trp) B rene PACS1, nuarHoctupoBaH Schuurs—
Hoeijmakers syndrome ¢ ayTOCOMHO-IOMUHAHTHBIM
TUTIOM HacJIeIOBaHUSI. AHOMAJIUST OPraHOB 3PEHUST TIPO-
SIBJISIIACH CXOASIIIIUMCST KOCOTJIa3ueM, MUKPOMTaTIbEMOM,
MHMKpPOKOpHea, KOJOOOMON pamykKu W COCYIMCTOMN
obosiouku. Mmenach BajbrycHast aedopmaiiysi CTOIL.
V neBOYKM AMATHOCTUPOBAHBI TUITOIIA3UST CPEIMHHBIX
CTPYKTYp YepBsS MO3Xe4yKa, IBYCTOPOHHEE YABOCHUE
MmovyeK (JalreyHo-JTOXaHOYHON CUCTeMbI U MOYETOUHU-
KOB), (byHKIIMSI TMOYEK COXpaHHa (CKOPOCTb KJIIyOOUYKO-
Boit pubrpanmn 134 mi/mun/1,73 m?). Takum oOpasom,
y OTOI MaIMEeHTKU CO CTPYKTYPHBIMU HapyIIEHUSIMU
OpraHOB MOYEBOI CUCTEMBI XpOHUYECKast 00JIE3Hb IMMOYEK
npoTekaeT 0e3 CHUXKEHUsI CKOPOCTU KITyOOUKOBOM (hUITh-
Tpalum.

Y nmgroro pebeHKa — MaJbuyMKa — JUArHo3
CHARGE-cuHapoma ¢ ayTOCOMHO-AOMWHAHTHBIM
TATIOM HAcJIeAOBaHUS TPEANOJOXEH KIMHUIECKUM
TeHETUKOM B TIEPBBI o 3KU3HU. B pe3ynbraTe ncciaeno-
BaHUs y pebeHKa B Bo3pacTte 3 JieT 7 MeC YCTaHOBJICHBI
5 OCHOBHBIX (B OTCYTCTBME OTHOTO) TUATHOCTHUYECKUX
kputepueB cuHapoma CHARGE: «C» xonmoboma cocy-
JIUCTOM 0OOJIOYKU U IMCKA 3PUTETLHOTO HepBa, CXOMsI-
meecst Kocornasue OD, Tmape3 JMIEBOTO HepBa, aCHM-
MeTpus JINIA, Pe3nayaTbHO-OpPTaHUUECKOe TOopaskeHUe
IIHC, nceBmoOymp0apHBIii CUHAPOM, 3amep:KKa TIICH-
XOPEUEeBOTO Pa3BUTHS U TICUXOMOTOPHOTO pas3BuTust; H
BPOXIEHHbII MOPOK cepala 6e3 KIMHUYECKU 3HAUUMBIX
reMOJAMHAMUYECKUX HapyIIeHWI (OTKPBITBIN apTeprab-
HBII TIPOTOK, OTKPBHITOE OBAJIbHOE OKHO); «R» neduuur
pocrta, 3amepxkKa pusnueckoro pa3BuTust; «G» — KpHII-
TOPXU3M, TE€HUTAJIbHasl TUIOIIa3usl — MUKPOTIEHNC,
¢dumos; «E» aHomanbHast (popma yIIHBIX PAKOBUH, XPO-
HUYeCKasi IBYCTOPOHHSAS HEHMPOCEHCOpHAasl TYrOyXOCTh
4-if ctenenn. OCcOOEHHOCTh TAHHOTO Cydass — OTCYT-
CTBME aTpe3nM X0aH, OCHOBHOTO Mpu3Haka «A». JlnarHo-
CTHUPOBAHBI IBA BTOPOCTETIEHHBIX TUATHOCTUYECKUX KPU-
tepusi CHARGE-cunnpoma: ckonnos, monudanaHrus

(ynBoeHue HOTTeBOH (ajaHru OGOJIBUIOTO Maliblia JEBOMH
KHCTH); BPOXICHHBIE aHOMAJIUU TTOYEeK U MOUYEBBIBOJISI -
IIMX TIyTeil (IBYCTOPOHHSISI TUIIOTLIa3usl TTI0YeK, Helpo-
reHHast TUC(YHKIIMST MOYEBOTO My3bIPS TTO TUTIOTOHUYE-
cKoMy TuIly). B kKaTaMHe3e y malmeHTa KOHCTaTUPOBaHO
nporpeccupymlliee TeueHUe XpPOHUYECKoW OoJe3Hu
rnouek 10 ctaguu 2 (CKOpOCTh KIIyOOUKOBOM (hUIbTpaliuu
68,8 mia/mMun/1,73 M%), ansOymunHypus. IlmaHupyercs
MOJIEKYJISIPHO-TEHETUUECKOe UCCieIOBaHUE.

X-CILIeTIJIEeHHBIE ~ pelLleCCUBHBIN  OKYJIoLIepedopope-
HaibHBIM Lowe-CMHIpOM y 11ecToro OOJbHOIO Xapak-
TepU30BAJICS CIEAYIOIIUM KIMHUYECKUM (DEHOTUTIOM:
MUKpODTATbMUS, MUKPOGhaKHsl, BPOKAEHHasI TIIayKoMma,
BpOXICHHAs BYCTOPOHHSISI KaTapakTa, pacXoJsIieecs
Kocorjia3ue, TOPU30HTAJIbHbII HUCTAarM; a TakKXe CHH-
npomoM PaHkoHM (TUTIohochaTeMUUecKuii paxuT, Hoc-
daTypust, THITOKATbIUMMUS, TTIPOKCUMAJTBHBIN KaHaJIbIIle-
BBIII METa0OJIMYECKUIi alua03, TUIepaMUHOALUIYPHS,
rmoko3ypust); nopaxkenuem ILHHC B Buae rumorurazum
MO30JIMCTOTO Tejla, HamuepeOeNsipHO KUCThI, BHY-
TpeHHell ruapoledanun, reHepaan30BaHHOW MbIIIeY-
HOI TurotroHueit. Y mnaummenTta ¢ Lowe-cuHIpomMoMm
BBISIBJIEHBI BPOXIEHHBIE aHOMAJIUM TMOYeK W MOYEBHI-
BOJSIIMX TIyTeil: IBYCTOPOHHUI ypereporuapoHedpos
3—4-ii cTeneHW, JBYCTOPOHHUM ITy3BIPHO-MOYETOY-
HUKOBBI peditokc 3—4-i1 cTerneHn, BTOPUYHBIN THe-
JioHedpuT. JlMarHoCTMpoBaHa XpOHMYECKasi OO0JIe3Hb
nouek, craaus 2 (CKOpPOCTh KJIyOOUKOBOW (puibTpa-
mi 70 mu/mMun/1,73 M3 n ansbymunypust). Ilanmenry
BBITIOJIHEHBI DKCTPAKIIMsI KaTapaKThl, SHI0CKOMMYeCKast
KOPpPEeKIIMsl  Ty3bIPHO-MOUYETOYHMKOBOTO  pediokca
¢ o0eux crtopoH. [lmaHupyercss npoBeneHUE MOJEKY-
JIIPHO-TEHETUYECKOTO UCCIIEIOBAHMS.

V neBoukm 17 mer 11 Mec mmarHoctupoBaH Renal-
Coloboma syndrome BciiecTBUEe MyTalluu B reHe PAX2,
C ayTOCOMHO-JIOMWUHAHTHBIM TUIIOM HacCJeIOBaHMSI.
V npobanga B 9 et 10 Mec oOHapykeHa MyTallus TeHa
PAX2 B TeTepO3UTOTHOM COCTOSTHMM, HYKJICOTHIHAS
3aMeHa B MHTpoHe 6 reHa PAX2: IV6—1G>C. I'eneaino-
TMYECKUI aHaJIM3 CEMbM BBISIBWI Y 0aOyIIKu mpobaHaa
MO OTUOBCKOW JMHUU TIaTOJOTUIO a3 (Kojioboma),
cllyxa, TIOYeK C TPOTPecCUpPOBaHUEM B XPOHUYECKYIO
MOYEeYHYI0 HEOOCTATOYHOCTH B 38 JeT, y oTua IIpo-
OaHma — apTepualbHyl TunepteH3uwo. [lanmeHTka
C TPYAHOTO BO3pacTa Habjoaanach ¢ IMarHO30M KOJIO-
OOMBI JMCKOB 3pUTEJIbHBIX HEPBOB. B 5 Jer BbIsB-
JIGHbl TIATOJIOTHSI B aHajauM3ax Mo4yu (MHUKPOIPOTEU-
HypMs, TeMaTypus, JEeHKOLUTYpHs), apTepuaabHas
TUTIepTeH3UsI, He(YHKIIMOHUpYIOIlasl TipaBasli ToYKa,
XpoHuyecKkasi 00J1e3Hb Movek, craans 2 (CKOpOCTh KIy-
0oukoBOil ¢unbTpauun 63 mia/mun/1,73 M°), mporen-
Hypust 0,2—0,9 r/n. BeimonHeHa HedpakTOMUST TTpaBOi
He(YHKIIMOHUPYIOIIEH TTOYKM TIAlIMEHTKU B 8 JeT.
Ilpu maronoroaHaTOMUYECKOM MCCJIEIOBAaHUM YIaJeH-
HOW TIOYKM YCTAHOBJIEHA MYJIbTMKUCTO3HAsl TUCILIA3USI
MO TUMOTUIACTUYECKOMY THUIY, CO 3HAYUTEJIbHBIM CyXe-
HUEM MpPOCBETa MOYETOYHMKA B BEPXHEM M IuJIaTaliuei
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B HmxXHeMm cermeHte. [Ipu aHrumorpacduum oOHapyxkeH
CTEHO3 YCTbsl JIeBOW TloyeuHoi aprepuu. [loaTBepxk-
IleHa PEHOBACKYJSIpHAsl apTepuajibHasi TUIEPTeH3US.
IIpu odTanbMoOIOTHUYECKOM UCCAEIOBAHUU JTHUarHO-
CTUPOBAHbI XOPUOUIATbHBIN 3MMOYIBOAPHBIN TEPMOUL
cJieBa, LIEHTPaIbHbBIN U TiepudepruIecKuii XOpuopeTUHUT
B pyOIIOBO# CTaJiuv, MPOTPECCUPYIOIIas MUOITUS 000MX
J1a3, TOPU3OHTAIBHBIN HUCTArM, COAPYKECTBEHHOE pac-
XoJsieecs: Kocoriasue ooboux ria3. JleBouka ¢ 12 jer
HaxonuTcsl Ha reMonuanuse. [lalmeHTKe ¢ XpOHUYECKOM
00JIe3HBIO TIOYEK, CTaAus 5, TTOTyJarolleil XpOHUYEeCKU i
remMonManus, B 13 JieT BBIMIOJIHEHA POJACTBEHHAs! TpaHC-
miaHTauus mmouyku. MDyHKIMS TpaHCIUTaHTaTa HeMeI-
JIEHHas, B KaTaMHe3e JIeByIIKM B Bodpacte 17 et 11 mec
(YHKIIMOHUpPYET MOYeYHBbI TpaHCIJIAaHTaT. ApTepUaib-
HOe NaBlieHWe cocTaBisieT 117/67 MM prT. CT., MpOTEeU-
nypus 0,13 r/cyt, kpeatuaud 0,096 MMOJIb/JI, CKOPOCTh
KJIy0OUKOBO# uibrpatuu 92 wi/mun/1,73 M3, mMoue-
BUHA 5,9 MMmosb/n. KHCIOTHO-OCHOBHOE COCTOSIHUE
6e3 orkioHeHWit. [To maHHBIM YIBTPa3BYKOBOTO MCCIIE-
IOBaHWST METPUYECKUIA 00beM mmouyku 122 cm’. JTormrre-
porpacdusi He BbISIBUWIA T€MOAMHAMMUYECKU 3HAUMMBIX
U3MEHEHUIl COCYyIOB W WHTPAapeHaJIbHOTO KPOBOTOKA
TpaHcriaHTara. [lanpeHTka mosiyyaeT MMMYHOCYTIpeC-
CHBHYIO Teparnuio.

Y BoCbMOI mMalUMEHTKHM — JeBoYkd 12 Jjer
¢ VACTERL-accommanmeii mimaHApyeTcs MOJIEKYJISIPHO-
TeHEeTUYECKUI aHajau3, IMarHo3 YCTAaHOBJIEH Ha OCHO-
BaHUM KJIMHMYECKOTO (DEHOTUIIA MHOXKECTBEHHBIX
XapaKTEepHBIX TTOPOKOB pa3BUTUSL: «V» (HapyllleHUEe cer-
MeHTauuu mo3BoHkoB ThIV—XII u pebdep, BpoxKaeHHBI
K1(hOCKOINO03 TTO3BOHOYHMKA, TUAPOMUEHS, aruia3usi
KOIMYMKa, KHUCTa KOIMYWKa), «A» (aHajbHasl arpesus),
«C» (mexcrpakapausi, MHOXECTBEHHBIE SKTOMUYECKHUE
rornepeyHblie Xopabl), «T» (HUKHUI TpaXeonmuIeBOIHbII
cui), «E» (arpe3us muieBona), «R» (ypereporuapo-
Hedpo3 MpaBoii MOYKU, TTepeKPECTHAS TUCTOMHSI TPaBOi
MOYKHU, TMY3bIPHO-MOUYETOYHUKOBBIN pedtokc 4-il cTe-
MeHU crpaBa, TUMOPEpIEKTOPHBI MOUYEBOU ITy3bIPh),
«L» (yMepeHHas BapycHas nedopmMainsi HUXXKHUX KOHEU-
HocTeil). B Bo3pacre 12 neT y 1€BOYKU KOHCTaTUPOBAHbI
XpoHuYeckasi 00J1e3Hb Mmouek, craausi 2 (CKOpoCTh KiIy-
60uKkoBOi1 punbrpaumu 80 mi/mMuH/1,7 3M°), ymepeHHast
aJTbOYMUHYPUSI.

JleBsIThIN OOJTbHON — IeBoUYKa 5 JeT 5 Mec — HalJIo-
Jajach ¢ paHHEro Bo3pacta HedpoJOroM ¢ AMarHo30M
«TTOJKOBOOOpa3Hasi Mmouyka, rurneppedieKTopHbIi Move-
BOIl My3bIpb, JHEBHOE HeAep>KaHUe MOYM» M DHAOKPU-
HOJIOTOM ¢ IuarHo3oM «cuHapoM IllepemeBckoro—Tep-
Hepa (KapuoTurl 45X)», a TakXke OKYJIMCTOM I10 TOBOIY
TUTIEPMETPOITUN,  COJAPYKECTBEHHOTO  CXOJSIIErocs
KOCOTJIa3usi U KapJ1MoJ0TOM TI0 TIOBOAY JIBYCTBOPUYATOIO
aopTasibHOTO KianaHa. [1pu ocMoTpe B Bo3pacre 5,5 rona
poct 100 cMm, 111est KOpoTKasi ¥ IIUPOKasi, KPbIIOBUIHBIE
CKJIAJIKU KOXM, KOCOIJIa3ue, TeHUTAJIUU IO XKEHCKOMY
TUITY, JIETKasl CTeTIeHb 3aJePXXKU TTICUXOMOTOPHOTO pa3-
BUTHS. Y NI€BOYKM CO CTPYKTYPHBIMU HapyIIeHUSIMU

OPUINHAJIbBHbBIE CTATbU

MoYeK 1 (YHKIIMOHATBHBIMU MOYEBOTO ITy3bIPsl TUarHO-
CTUPOBaHA XPOHWUYECKasl OOJIE3Hb TOUEK C COXPaHHOM
dyHKIMER movyeK (CKOPOCTh KIIYOOUKOBOU (hUIIbTpALIUU
108 mu/mun/1,73 M3). C paHHero Bo3pacTta y IeBOUYKHU
YCTaHOBJIEHA aHOMAJTHS TIOJIOBBIX XPOMOCOM — MOHOCO-
must X XpoMocoMbl (45X).

OOcyxaeHue

Mbl  mpencTtaBuUiIM  OCOOEHHOCTM  KJIMHUYECKOTO
¢eHoTUNA U TeHOTUNA PENKUX HACIEACTBEHHBIX CUHAPO-
MOB, aCCOIMMPOBAHHBIX C BPOXIEHHBIMU aHOMAIUSIMU
MoYeKk M MOYEBBIBOASAIIMX TyTel y 9 nmereit. B pesynb-
TaTe TEeHETUYECKUX WCCAeAOBAaHUN BBISBICHBI TEHBI,
MyTalusl KOTOPBIX TIPUBOIUT K PA3BUTHUIO BPOXKIEHHBIX
aHOMAaJIMii TTOYEK U MOYEBBIBOSIIMX MYTEH TIPU PEIKUX
HaclenCcTBeHHBIX cuHapomax [2—8, 13—24]. B.B. Jlnun
n C.JI. Mopo3zos (2021) [18] yka3siBaloT Ha Ba’KHOCTh
MOJIEKYJIIPHO-TEHETUUECKOTO MCCIeNOBaHUST IS 000-
CHOBaHUsI TIEPCOHATU3UPOBAHHOTO TIOIX0/A K JICUEHUIO
U TIpo(pUIaKTUKE C YYETOM UHAWBUAYATbHBIX TeHETUYE-
CKMX OCOOEHHOCTEN KOHKPETHOTO TMalieHTa.

VY pebenka 8 mec ¢ Pierson-cHAPOMOM € IBYCTOPOH-
Hell BpOXIIEHHOM KaTapaKToi, HUCTarMOM, OOCTPYKIIM-
OHHOI aMOJIMoTuel T71a3 U HeYPOTUUECKUM CUHIPOMOM
BciencTBue myTtauuu reHa LAMBZ2 Mbl BIepBbIE OIMM-
camu CAKUT-cuHApoM, KOTOpBIN XapaKTepu30BajCs
MOJIKOBOOOPA3HOI MOYKOM, IKTOMHEH, MUET03KTa3UEH.
B HameMm wWccnemoBaHUM TIpeACTaBIeH Takxke pebe-
HOK ¢ Fraser-cuHapoMoM BCJenCcTBUME MyTalluM B TeHE
FRASI, a CAKUT-cuHapoM TIpOsIBISIIICS TUTIOTLIa3ueit
He(YHKIIMOHUPYIOIIEH JIEBOW MOYKHU U Iy3bIPHO-MOYE-
TOYHUKOBBIM peJIIOKCOM 3-i1 CTeTIeHMU.

E. Pavlakis u coast. (2011) [15] BbISIBUIM MyTaluu
reHoB FRAST w EREM?2 npu CAKUT y nereii. H. Cor-
dell u coast. (2010) [16] ucciaemoBamn acCOLMUPOBAH-
HBIE C pPa3BUTHEM ITy3bIPHO-MOYETOYHMKOBOTO ped-
JIFOKCa TeHbl, BKiItodasi reH PAX2. Tlo pesynbratam 3TOro
WUCCIIeIOBaHUSI MyTallMM B U3YYEHHBIX TeHax He MPUBO-
nat K passutuio CAKUT-cunnpoma. Ilo pesynbratam
uccnenosanus S.K. Boualia. u coasr. (2011) [17] 3a pa3-
BUTHE BPOXIEHHBIX aHOMAJIUI MOYEK M MOYEBBIBOJISI-
IIMX TTyTeil OTBETCTBEHHBI MyTallUW B JIBYX reHax PAX2
n EMX2. B Hamem HaOMIOIeHUM Y TTAIIMEHTKY MYTallNs
B reHe PAX2 npusena x passutuio CAKUT-cuHnpoma
B couetanuu ¢ Renal-Coloboma-cuHapoMoM.

Y  nabmopaemoii  mauveHtku ¢ VACTERL-
accolalei BpoXaeHHbIE aHOMaJIUU TTIOYeK U MOYEBbI-
BOJSIIMX TIyTeil XapaKTepU30BAIUCh YPEeTepOruapoHed-
PO30M MpaBoil MOYKU, MEPEKPECTHOU AUCTONNEN TTPABOIA
MOYKHU, ITy3bIPHO-MOYETOUYHUKOBBIM pedItoKcoM 4-ii
creneHn cripaBa. Ha coyeTaHue my3bIpHO-MOYETOYHM-
koBoro peduiokca 1 VACTERL-accounanmu, o0ycioB-
sneHHoe Mytanueit reHa TRAPI, ykaspiBatoT N. Maha
u coanrt. (2019) [2].

B Hamem onvcanum y Masibunka 4 jiet 9 Mec ¢ rurno-
TUIa3uen MpaBo MMOYKK, MOSICHUYHOW AUCTONUEN JIEBOM
MOYKU M TUIPOHE(DPO30M 2-if CTENeHU clieBa JAUArHO-
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Kymb!p/m U.D. u coasm. KataMHe3 ieTeil ¥ MOAPOCTKOB C BPOXKACHHBIMU aHOMAJIMSIMU MOYEK M MOUYEBBIBOISILIMX MYTEHA. ..

CTUPOBAH CHUHIPOM TUIOAMCILIA3MK/aTuIa3uu  ToYeK
3-ro tuna BciencTBue mytauuu reHa GREBIL. S. San-
na-Cherchi u coaBt. [24] omuchIBalOT MHOTooOpasue
peHaqbHOTO (heHOTUTIa (TUTTOTUIA3Usl, aria3usl, areHe3ust
MoyYeK, My3bIPHO-MOYETOYHUKOBBII peIIOKC) U IKCTpa-
peHaJbHBIX (DeHOTUIIOB (genu valgum, IUJIOCKOCTOTIHE,
HEeHpOCEHCOpHAsl TYrOyXOCTh) y TAllMeHTOB C MyTallM-
ssmu B reHe GREBIL.

YcraHOBIEHO TIporpeccupyloiiee TeuyeHue Xpo-
HU4YecKoir Oojye3nu modek y 4 mereit u3 9 ¢ CAKUT-
CUHIPOMOM, aCCOLUMUPOBAHHBIM C PENKUMU Hacemd-
crBeHHbiMu cuHapomamu: CHARGE-cunapom, Lowe,
Renal-coloboma, VACTERL-accommanus. 13 4 nereit
C BpPOXIEHHBIMM QaHOMAJIMSIMU TIOYEK M MOYEBBIBOJISI-
IKUX MyTel TpPU HACAEACTBEHHBIX CUMHIPOMAax C MCXO-
JIOM B XpPOHUYECKYIO 00JIE3Hb MOYEK y OJIHOM MallMeHTK!
nmeetcss (YHKIMOHUPYIOUIUN B TEYeHHUE S JIeT TpaHC-
TUTAHTAT MOYKU.

Ilo maHHBIM JUTEpaTYypbl, y AETel M TOIPOCTKOB
B CTPYKType TMPUYWH Pa3BUTHUS TEPMUHAIBHOUN CTaauu
MOYEYHOM HEAOCTaTOYHOCTU MpeolsasatoT Hacjemn-
CTBEHHbIE OOJIE3HM TI0YEK M COYETaHHBbIE aHOMaIUU
noyek u wmoueBbiBomsmnx nyreit (CAKUT-cunnpom)
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CoBpeMeHHbIii MOAX0] K MOP(]OI0rH4ecKoii oneHke HedpuTa npu mypmype
ITlenneitna—I'enoxa (IgA-BacKky.mre)
M.B. IIpockypa’, 3.K. [lempocan’, I1.9. I[Tosunaiimume?, b.JI. Kyunup'

'OrAQY BO «Poccuiicknii HaLmMoHanbHbIA UCCNeaoBaTensCKuUii MeguumMHCKmii yHnsepcuteT um. H.W. Muporosa»
MwnH3gpasa Poccumn, Mocksa, Poccus;
°I'BY PO «MatonoroaHatomuyeckoe 6t0po», PoctoB-Ha-LoHy, Poccus

A modern approach to the morphological assessment of nephritis in Henoch—Schonlein
purpura (IgA-vasculitis)

M.V. Proskura’, E.K. Petrosyan’, P.E. Povilaitite’, B.L. Kushnir!

'Pirogov Russian National Research Medical University, Moscow, Russia;
2SBI of Rostov region “Pathology Bureau,” Rostov-on-Don, Russia

Heas uccrenosanus. Ionck KIMHUKO-MOPGOIOrHIecKHX KOPPesuuii MeKIy MPOSIBJIEHUSIME H MCXOI0M HepuTa mpu mypmype
Ienneiina—I'eHoxa, a TaKKe OIEHKA BIMSHUSA MOP(OIOTMYECKHX JAHHBIX HA JOCTHKEHHE PEMHCCHH B 3aBHCHMOCTH OT KJIACCH-
¢ukanumii ISKDC, SQC, MEST-C.

Marepuasisl 4 MeTOIbI. B peTpoceKTHBHOE KOTOPTHOE OJJHOIIEHTPOBOE HCCJIEI0BAHNE ObLIH BKIIOYeHbI 32 mamuenTa (15 neBoyex
u 17 manbunkoB) ¢ HedpuTom nipu mypnype Illenneiina—I'eHoxa, MeauaHa BO3pacTa NPH NOCTYILUIEHHH B HE(POIOrHYECKOE OT/Ie-
senne 9,0 [5; 12] rona. ¥ Bcex JeTeii NpOaHAIM3MPOBAHDBI KIMHUYECKHE 0COOEHHOCTH 1e010Ta (Bo3pacT, ¢hopma 1edioTa, CKOPOCTh
KJIy00uKOBO#i (hUJIbTPAIMM, CYTOYHASK POTEHHYPHUs, XapaKTep reMaTypuu, ypoBeHb IgA B CHIBOPOTKE KPOBH) M TeueHHUs1 3a00.1e-
BaHusi. MopdoJiornyeckue JaHHble OLeHMBAIH NPU nomonu Mopdoornyeckux kiaccupukanmii [ISKDC, SQC, MEST-C. Ilpo-
BOAWIM MOUCK CTATHCTHYECKH 3HAYUMBIX 3aBHCHMOCTE MEKIY KIMHUKO-MOP(OIOrHIeCKAMH JAHHBIMH, CPABHUTEIbHbINH aHATIN3
BJIHAHUS KaK10i MOP(OI0rHYecKoii Kiiaccu(pukanuy Ha JOCTHKEHHE PEMUCCHH.

Pesynbrarel. O6mas ouenka no mkane SQC craTucTuyeckd 3HaYMMo Biusiiia Ha ucxon (p=0,006): y nanueHToB ¢ NOJIHOI pemuc-
cHeii OLeHKA COCTaBIIIA He DoJiee 4 (aJI0B, Y NAMEHTOB, HEe TOCTUIIIMX PEMUCCHH, OLIEHKA ObLIa Ha 2 6ajuia oosbie. [Tpu onpe-
JieJIeHHH BEPOSITHOCTH BbISIBJIEHUS] PEMHCCHH B 3aBHCMMOCTH OT oneHKH mo Okcdopackoii mkane ¢ noMompio ROC-ananusa
ObLIa MOJyYeHa CTATHCTHYECKH 3HaYuMas Mozaens (p=0,012). ITpu ouenke no MEST-C <3 6a/u10B NpOrHO3MpPOBAIACH PEMUCCHS
(p=0,032). HyBcTBUTEILHOCTD U CIEM(UIHOCTD METOIA COCTaBHIM 75%.

3akmouenue. [Ipakruueckoe npumeHenne Oxcdopackoii Knaccupukammu MEST-C u HOBOIi MOJTyKOJIMUeCTBEHHO# KiIaccu(pu-
kanuu SQC, no cpasuenuio ¢ kiaccudukanueii ISKDC, y nereii ¢ HeppuTom npu mypnype Illenneitna—I'eHoxa nepcneKTHBHO
15l NPOTHO3MPOBAHHUS HEOIATOMPHATHOTO HCXOIA OYEYHOTO 32001eBaHNS.

Karoueevte caosa: oemu, IgA-eackyaum, nypnypa llensetina—Ilenoxa, MEST-C, SQC, npoepeccuposanue.

Ansa untuposanus: lNpockypa M.B., lMetpocsH 3.K., MNMosunavitute 1.3., KywHup b.J1. CoBpeMeHHbIV noaxon K MopgdOa0rnyeckoi oLeHKe
HegpuTa npu nypnype LLleHneriHa—-leHoxa (IgA-Backynute). Poc BecTH nepuHaton v neavarp 2022, 67:(6): 75-82. DOI: 10.21508/1027-4065—-
2022-67-6-75-82

The authors analyzed clinical and morphological correlations between the manifestations and outcome in nephritis with Henoch—
Schonlein purpura and assessed the effect of morphological data on achieving remission as per ISKDC, SQC, MEST-C classification.
Patients and methods. 32 patients with nephritis in Henoch—Schénlein purpura (15 girls and 17 boys) were enrolled into retrospec-
tive longitudinal single-center study, median of primary admission to the nephrological department was 9.0 y. o. [5; 12 y.]. Clinical
features of the onset (age, form of onset, glomerular filtration rate, daily proteinuria, hematuria, serum IgA level) and the course
of the disease were analyzed in all children. The morphological data were assessed using such morphological classifications as ISKDC,
SQC, MEST-C. A search for statistically significant relationships between clinical and morphological data and a comparative anal-
ysis of the influence of each morphological classification on the achievement of remission were carried out.

Results. The sum of the SQC scores had a statistically significant effect on the outcome (p=0.006): in patients with complete remis-
sion, on average, 4 points were obtained, patients who did not achieve remission had 2 points more. When assessing the likelihood
of detecting remission depending on the total score of the Oxford scale using the ROC-analysis, a statistically significant model was
obtained (p=0.012). If the total MEST-C score was less than or equal to 3, remission was predicted (p=0.032). The sensitivity
and specificity of the method were both 75%.

Conclusions. The practical application of the Oxford MEST-C classification and the new semi-quantitative SQC classification
in comparison with the ISKDC classification for children with nephritis in Henoch—Schénlein purpura is promising for predicting
an unfavorable renal outcome.

Key words: children, Ig A-vasculitis, Henoch—Schonlein purpura, MEST-C, SQC, progression.

For citation: Proskura M.V., Petrosyan E.K., Povilaite P.E., Kushnir B.L. A modern approach to the morphological assessment of nephritis
in Henoch-Schonlein purpura (IgA-vasculitis). Ros Vestn Perinatol i Pediatr 2022; 67:(6): 75-82 (in Russ). DOI: 10.21508/1027-4065-
2022-67-6-75-82

yprypa H_IeHneﬁHa—l"eHoxa, B HaCTOALIECC BpPEMAI HHNEC KOXH, XKCIYJOYHO-KHIIECYHOI'O0 TpakKTa, CYyCTaBOB

numeHnyemasi IgA-BackynuroM, — Haubosee pac- U movyek TUNUYHBI s nyprypsl Lllenneitna—IeHoxa,
MpOCTpaHeHHBIN BackyauToM y neteit [1]. Ee wactora  ogHaKo TsKeCThb TeUeHUs 3a0o0jieBaHUsI TIPEeXIe BCETo
kousre6srercst ot 6 mo 24 Ha 100 Teic. mereii [2]. TTopaxke- OTpeeNsieTcsl TIOYeYHbIM CUHIPOMOM, KOTOPBIN BIIM-
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sieT Ha MPOTHO3 U ucxo 3abosneBaHusi. Cpean 00JbHBIX
nyprrypoit Illenneiina—I'eHoxa mopaxkeHue MoYeK pa3Bu-
BaeTcs B cpenHeM y 34,2% [3]. CuMntomamMu MOTYT OBITh
KaK TIPOTEMHYPUST WJIM MUKPOTEMATypyst B paMKaX U301~
POBAaHHOTO MOYEBOTO CHMHApPOMA, TaK W Pa3BUTHE BbIpa-
SKEHHOM TTPOTEUHYPUU TIPU HePPUTUIECKOM WU Hepo-
TUYECKOM CUHApoMaX. MIMeHHO TalWeHThl C JaHHBIMHA
CUHIpPOMaMU WMEIOT HAOONBIINI PUCK Pa3BUTHUS XPO-
HUYECKOW OOJIE3HU TTOUeK C MCXOIOM B TEPMUHAIBHYIO
CTaJvIo TIOYeYHOol HemoctaTouHocTH [4, 5]. [Tpu BhIOOpE
JIe9eOHON TAaKTUKKM U OOJbHBIX, TTOMUMO KJIMHUYE-
CKOIM KapTUHBI, OMHY U3 KITIOYEBBIX POJIEH UTPaeT TMCTO-
JIOTMYEeCKOe OIMKMCAaHWe TTOYEYHOU TMapeHXUMBI, KOTOPOe
He TOJIbKO TOATBEpPXKIAeT AUArHO3, HO W TIPEIOCTaBIISIET
BO3MOXXHOCTb OILIEHUTh TUIOIIAAb, XapaKTep W CTENeHb
rnopaxeHusi HepoHa M TyOyJsoumHTEepcTULMS. B cBs3M
C 9TUM CYIIECTBYET HEOOXOIMMOCTh TOUHOM KiIacCurKa-
LIMM BBISIBICHHBIX U3MEHEHMI PY HePOOUOTICHH.

Hna nedputa npu nypnype IlenneitHa—IeHoxa
OIHOI M3 HamboJyiee PaCIPOCTPAHEHHBIX TMCTOJIOTHYE-
CKUX KJIacCU(PUKALNIA SIBIIIeTCS KTacCH(UKALIUST, KOTO-
past pa3pabotaHa MeXIyHapoOTHOU TpPYIIITON, WCCIemy-
foieii 6osnesnu mnouek y aereir (ISKDC, International
Study of Kidney Disease in Children) [6]. K ocHOBHBIM
MOJIOKEHMSIM, KOTOpbIE pacCMaTpUBaeT JaHHasl IIKaa,
OTHOCSITCSI TIPOLIEHTHAs1 J0JisI KJIYOOUKOB C TOJYJYHU-
SIMU, KOTOpast B TaJIbHEUIIIEM MCTIOJB3YeTCs TIPU BBIOOpE
JIe4eOHOM TaKTHKY, a TAaKKe MOP(OJIOTUYECKUIA BApUAHT
momepyioHedpura. Tak kak ximaccudukanus ISKDC
He OTpakaeT TaKUX M3MEHEHWI, KaK CKJIepo3, Topaxke-
HUE WHTEPCTULINS U TYOYJISIPHOTO arrapara, ee IporHo-
cTUYecKasi IIEHHOCTb ocTaeTcs cropHoii [7, 8]. B cBsizu
¢ atuMm ¢ 2009 r. uccnenoBareassMu MPEUIOKEHO UCTIONb-
3oBaHue Okcdopackoit kinaccupukanmu MEST, panee
0100peHHO 111 uauoriatndeckoit IgA-Hedponarum,
C TeNBI0  OICHKM MOPGOJIOTUIECKUX W3MEHEHMM
nmoyek y 6obHbIX ¢ mmyprnypoit [lenneiina—I'eHoxa [9].
IMo3znHee Obuta BHemapeHa HoBasi Bepcusi OKchopackoit
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knaccupukauu (MEST-C), Bkiouaromiast cienyroo-
IIMe TUCTOJIOTUYECKHE TTapaMeTpbl: Me3aHTuaabHas (M)
un sHuokanwuisipHas (E) rumnepkiaeToyHoOCTh, CerMeH-
TapHBII TIoMepyJsiockiepo3 (S), ¢ubpos uHTepcTuLUs/
arpodusa xananeleB (T), a TakkKe Haauuue TOYIy-
Huit (C) n ux yucno [10]. B Hacrosiiiee BpeMs naHHast
Kinaccudukanusa Ui aeteil ¢ HepuTOM MpH MypIype
Illenneitna—I'eHoxa emie He oOmenpuHsTa [8§] B cBSI3U
C TeTEepPOreHHOCTbIO TIPOBENEHHBIX MCCIEIOBaHUIA,
KCTIOJb30BaBIINX JaHHYIO IIKAJTy B TMPOTHOCTUYECKUX
monensx [8]. OmHako npoBeneHHbI K. Xu 1 coaBt. [11]
MeTaaHaau3 padboTr, omyboiamkoBaHHBIX K 2018 T., moma-
TBEPKIAET €€ YCIEITHOE MPAaKTUIeCKOoe MPUMEHEHHE.

B 2017 r. M. Koskela n coast. [12] Mmoguduumpo-
BaJIM TIOJIYKOJIMYECTBEHHYIO Kiaccudukanuio (modified
semiquantitative classification — SQC), TpenokeHHYIO
panee J. Ronkainen, mis1 mopdonorndyeckoil OIEHKU
U3MEHeHUl Tpu HedpuTe, 0OYCIOBIEHHOM MypITypoi
Ienneitna—I'enoxa. I[lo HamreMy MHEHHIO, OHA Mpen-
CTaBJISIET OCOOBII MHTEpeC B CBSI3U C (hyHIAMEHTaJIb-
HBIMU TIPUHIIUTIAMM, TIOJOKEHHBIMU B OCHOBY 3TOM
K1accudUKau: Bce YIBTPACTPYKTYPHBIE W3MEHEHUS
paccMaTpHUBAIOTCST B KaueCTBEe MapKepOB KaK aKTUBHO-
CTH, TaK M XPOHU3ALMU 3a00JIEBaHUSI, a TAKXKE YUUThI-
BarOT BCE MATOJIOTMYECKN U3MEHEHHBIE THCTOJIOTUYECKHE
CTPYKTYpHI HepoHa 0e3 uckinodeHusi. Takum odpasom,
SQC B HacTosIiee BpeMsl — camas KMCYEpPIThIBAOIIast
Knaccudukanuys, TMpeAoCTaBsTIoNias — MaKCHUMAaJIbHO
JIEeTATM3UPOBAHHYIO MH(MOPMALIMIO O XapaKTepe M JIOKa-
JIN3alMU  TIATOJIOTUYECKOTo Tpollecca Tpu  HedpuTe,
obycioBineHHoM nyprypoii Llenneitna—I'eHoxa.

Ilenp wWcclenoBaHusA: TOMCK KIMHUKO-MOPGhOIOTH-
YECKUX KOPPETSLINI MEXIY MPOSBICHUSIMU U UCXOIOM
Hedputa npu nyprnype lllenneitHa—I'eHoxa, a Takxke
OlIeHKA BJIUSHUS MOP(MOIOTUIECKNX JAaHHBIX HA TOCTHU-
JKEHHE PEMUCCHU B 3aBUCUMOCTHM OT KJacCU(PUKALIMKN
ISKDC, SQC, MEST-C.

XapaktepucTtuka petei U MeToAbl UCCNeaoBaHUSA

B xome peTpOCHEKTUBHOIO KOTOPTHOTO OJXHOLIEH-
TPOBOTO HEKOHTPOJIMPYEMOTO MCCAEIOBaHMUSI TIPO-
aHaJIM3UPOBaHbl AaHHble 32 mauueHToB (15 meBouek
n 17 manpunkoB) ¢ Hedputom npu nypnype LlleH-
neitHa—I['eHOXa; MenraHa Bo3pacTa Ha MOMEHT TepBOM
rocnuTaan3alnuy B Hedpojiorndeckoe otaeieHne Poc-
cuiickoit nerckoi kinHuyeckoi 6oapaubl (PAKB) —
9,0 [5; 12] roma. Y Bcex MccleayeMbIX OUArHO3 ObLI
nonTBepxaeH mopdosiornyecku. Jletn HabIomanuch
B PIKbB ¢ 2014 o 2020 r., MmenuaHa HaOIIOIEHUS COCTA-
Bua 24 [12; 31] mec. B xome mccinenoBaHus OLEHM-
BaJIM JaHHbIE UCTOPHUI OOJIE3HU MAaIlMEeHTOB OT MEPBOA
0 TIOCHeAHEeN TOoCTUTaIu3aluyd B Hedposornyeckoe
oTAeNeHue. AHAJIM3UPOBAIM KIMHUYECKUE OCOOEHHO-
ctu nebroTa (Bo3pacT, popMa nedrTa, CKOPOCTh KITy-
60uKkoBOii (punbrpauu o IBapiy B mur/Mun/1,73 M2,
CyTOYHAasl MPOTEMHYPHUsI, XapakKTep TeMaTypuu, ypo-
BeHb IgA B CBHIBOPOTKE KpPOBM) U TeuyeHHe 3abojieBa-
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Tlpockypa M.B. u coagm. CoBpeMeHHBIi Toaxo/1 K Mopdosiornyeckoii oueHke Hedpura npu nmypnype [enneitna—I'eHoxa (IgA-Backynute)

Hud. [larmeHTHI Mepea MpoBeAeHUEM OMOTICHU TTONYy-
yajJii Tepanuio IIIOKOKOpPTUKOcTepouaaMu B 94%
ciydaeB, Tocie mpoBeneHust ouorncun — B 100% ciy-
YaeB € MOCJEAYyIOIIel MOCTENIEHHOW OTMEHOM; WHIYK-
U PEMUCCHU [UKIohocHaMUIOM TPOBOIMUIACH
y 22% neteil TIpU HAJIUYUU KJIECTOUYHBIX U (DUOPO3HO-
KJIETOYHBIX TOJYJIYHHMI, TMOIIepKUBAIOass UMMYHO-
CymnpecCUBHasl Tepamus Mocje OTMEHBI TTIOKOKOPTUKO-
CTepOUIOB MUKO(MEHOJOBOI KUCIOTOM/MUKODEeHOIaTa
ModeTHUIOM TIpUMeHsTach B 69% ciydaes.

Mopddonornyeckue gaHHbIE MUKpOTIpenapara oYKy
OLIEHWBAIM TPU TIOMOIIM TpeX MOP(HOIOTUIECKUX
knaccudukanuii: ISKDC, SQC, MEST-C. CormacHo
knaccudukanuy  ISKDC  maHHBIE THCTOJIOTMYECKOTO
HCCIIeIOBaHUS pa3nesieHbl Ha 6 TUIoB: | — MUHUMATb-
Hble U3MEeHeHUs1 KiyooukoB, Il — meszanruomnponude-
patuBHBIN romMepynoHedput, 111 — monynynus B <50%
KiayooukoB, IV — mnonynyHus B 50—75% xi1yOOUYKOB,
V — nonynyHus B >75% xay6oukos,VI — meMOpaHO-
npoaudepaTuBHbIN rioMepyioHedpur. [lo mxane SQC
GaJlTbl HAUKMCIIEHBl B 3aBUCHMOCTU OT THUIIA TATOJIOTH-
YeCKOro Tipoliecca, BU3YaM3UPyeMOTO B MUKPOIIpe-
rmapaTte, — aKTUBHOTO WJIM XPOHUYECKOTO BOCTIAJIEHUS.
INokaszaremssmMu akTuBHOTO TIpollecca 1o mkaime SQC
CIIy>KaT JIOOYJISIpHOCTDL, (okajmbHasg win auddy3Has
Me3aHTHalbHasl TMpoaudepalnsi, KICTOYHbIE TOTYITy-
HUs B KIyooukax, (hMOPMHO3HBINE TPOMOO3 Karuisi-
pPOB KJIyOOYKa, pacHIMpeHVe KaHaJIbLIEBOTO arrapara.
IMokazarensasMu XpoHUUYECKOTO TIpoliecca B TKAHU TTOYKHU
paccMmaTpuBaroTcsl (UOPO3HBIE TONYIYHUS, CUHEXWH,
CerMeHTapHbIi W TJO0OAIBHBINA CKJIepO3, YTOJIICHNE
OazasibHOI MeMOpaHbI WK aTpodus KaHaJblieB, (prudpo3
WY BOCTIAJTUTENIbHAas WHQMUIbTPALIMS WHTEPCTUIIAATb-
HOTO mpocTpaHCTBa, aprepuockiepo3 [12]. CormacHo
Oxcdoprackoii Kiraccupukaumu 1o rmoxkasaresrsm M, E, S
OaylsIbl HAYUCIISIIOTCS TPY Hanuuuu (1 Gasia) uiam oTcyT-
crBuu (0 6amnoB) ucciemyemoro npusHaka, mo T u C ot 0
1o 2 6ajuIoB, B 3aBUCMMOCTH OT TLIOIIAAW TTOPAKEHUS.
Hamu olieHeHBI OTAeNbHbBIE IyHKTHI KB, a TAKXKE WX
cymma. B 3aBHCUMOCTHM OT mMcxona OOJbHBIE pa3aeieHbI
Ha 3 TPYNIIBI: MAallMeHThI ¢ TIOJIHOM, HETIOJHOW peMUC-
CHeii, a TakKe IeTH, He JOCTUTIINE PEMUCCUU 3a TIEPUOJT
HaOmoneHus. [IpoBoauan MOMCK CTaTUCTUYECKM 3HA-
YUMBIX 3aBUCUMOCTENl MeXIy KIMHUKO-MOPMOIOTH-
YeCKUMHU JTaHHBIMU, CPaBHUTEIbHBIN aHAIU3 BIUSHUS
KaxXIoii MopdoI0ornyecKoil Kiaccupukauuy Ha KOHEY-
HYIO TOUKY — JTOCTUXKEHUE PEMUCCUU.

KonnuecTBeHHBIE TTOKA3aTeIM OLIEHWBAJIM Ha COOT-
BETCTBME HOPMAaJIbHOMY pacIpefe/IieHUI0 C TOMOIIIbIO
kputepus [llanupo—Yunka. B oTcyTcTBHE HOpMaTBLHOTO
pacrpenesieHusT KOJWYeCTBEeHHbIE JaHHBIC OIMMCHIBATU
C MOMOIIbIO MenMaHbl (Me), 1-ro u 3-ro kBaptusei [Q,;
Q,], T.e. yKasbiBaaM MHTEPKBAPTUIbHBIA pasmax (MKP).
CpaBHeHMe IBYX TPYIIN MO KOJMYECTBEHHOMY TOKa3a-
TeJII0, pacripelneieHre KOTOPOTO OTIMYaioch OT HOp-
MaJIbHOTO, BBITIOJTHSIIM C TTOMOIIIbI0 Kputepust U ManHa—
YuTHM; cpaBHEHUE ABYX TPYMI IO KaTeropuajibHOMY

MOKa3aTes 0 OCYIIECTBIISIIN ¢ TTOMOIIBI0 TOYHOTO KPH-
tepus @umepa. CpaBHeHre 3 rpynm U 60jee Mo KO-
YeCTBEHHOMY TIOKa3aTelllo, paclpeiesiecHrhe KOTOPOTo
OTJINYAJIOCh OT HOPMAJIbHOTO, TPOBOIMIN C TMOMOIIBIO
kputepusi Kpackena—Youauca, amoctepuopHble CpaB-
HEHUsT — ¢ TMOMOIIbI0 KpuTepust JlaHHa ¢ TIOTIPaBKO
Xonma. [l OLEHKM JWAarHOCTUYECKOW 3HAYMMOCTU
KOJIMYECTBEHHBIX TPU3HAKOB TIPU TPOTHO3UPOBAHUM
OTpeNeJIeHHOTO MCXOMa TIPUMEHSUTM METOI aHaju3a
ROC-kpuBnix. Paznensiomee 3HaueHME KOJIMYECTBEH-
HOTO TIpM3HaKa B TouKe oTceueHus (cut-off) onpenensiu
10 HaWBBICIIEMY 3HaueHMIo nHaekca FOneHa. Pasmmaus
MPU3HABAIM CTATUCTUYECKU 3HauMMbIMU mipu p<0,05.
BbrariciieHusT BBITIOJNHSIM ¢ TIPUMEHEHUEM TTPOrPaMMBbI
IBM SPSS Statistics, Bepcus 26.

Pe3ynbratbl

B wuccnenoBaHuY MpoaHaIU3UPOBaHbI JaHHBIE BCEX
naiueHToB (#n=32) B 3aBUCUMOCTU OT (hOpMbI Ne0I0Ta
3aboneBanHus: y 9 (28%) meteit oTMevaycsl M30JHMPO-
BaHHBII MOYEBOM CUHAPOM B BHIE MHUKpPOTeMaTypuu
u TipoteuHypuu, y 6 (19%) — m301MpoBaHHBIN MOYe-
BOM CUHIPOM B BUIE MaKpOTeMaTypuu WM TPOTEUHY-
pun, eme y 6 (19%) — Hedputuueckuii cuHIpom, y 11
(34%) — HedpoTyecKUit CUHAPOM C TeMatypueid. Y 12
u3 15 nmereit ¢ M30IMPOBAHHBIM MOYEBBIM CUHIPOM
B 1e0rTe 3a BpeMsl HaOnoaeHUs] 3a0ojieBaHUE TpPaHC-
¢opmupoBasioch B HedpuTHyecKuil cuHapoMm (n=1),
y 11 meTeit — B He(pPOTUYECKUI CHHAPOM, B TO BpeMsl
Kak'y | pebeHKa ¢ UICXOTHO HE(POTUUECKUM CUHIPOMOM
OTMEUYEH B30/ OCTPOTO MOBPEXKIEHUST Touek. Takum
o6pasoM, y 80% naureHTOB C N30 MPOBAHHBIM MOUYEBBIM
CUHIPOM pa3BUWJIach Oosiee Tskenast (popma 3abosieBa-
HUSI, MeIMaHa BpeMeHU OT IebioTa 10 TpaHchopMalun
coctaBuiaa 2 [1; 5] mec. I1pn aHanm3e KIMHUYECKUX JaH-
HBIX 1e01oTa 3a00ieBaHuUsI ObUIM MOJIyYeHbI PE3yJIbTaThI,
npeacTaBieHHbIe B Ta0. 1.

Ilpn anammse Bo3pacTta Aebl0oTa, CKOPOCTU KITyOOY-
KOBO#i (punbTpalivu, MPpOTEMHYPUU, YPOBHS IgA B 3aBU-
CUMOCTH OT (hOpMBI JebloTa HaM He yIaJoCh BBHISIBUTh
CTATUCTUYECKM 3HAYMMBIX pasnuduii. Mcxoms u3 mpen-
CTaBJICHHBIX JAHHBIX y JeTell MIIaaIIero Bo3pacra pas-
BUBAJICS He(PPUTHUECKUI U HEPPOTUIECKUI CUHIPOMBI,
a Takke M30JMPOBAHHBIA MOYEBOM CUHIPOM B BUJE
MMKpOTeMaTypul W TIPOTEMHYPHWU, TOrJa Kak y cTap-
IIUX JeTell UMeJICS U30JMPOBAHHBII MOYEBOM CUHIPOM
¢ Makporematypueit. CKopocTh KiIIyOOYKOBOI (puIbTpa-
IIMY BO BCEX TPYITINAX CTATUCTUYECKU 3HAYMMO He pa3iin-
yanach. [IpoTenHypust TIpu HePPOTUIECKOM CHHIPOME
Obl1a HanboJiee BBIPAXKEHHOM; CpeIN MAaIlueHTOB C M30-
JIUPOBAHHBIM MOYEBBIM CUHIPOMOM YpOBeHb IgA CBIBO-
POTKM OBIT BBIIIE, YeM Y MAIUEHTOB C HEMPUTUUECKUM
1 He(POTUUECKUM CUHAPOMaMU, HO HEe JOCTUTAJ CTaTH-
CTUYECKU 3HAYMMBIX Pa3IMUUiA.

Menuana Habmonenus naunueHtos ¢ UMC, cocra-
Buita 25 [12; 31] mec, c UMC, — 18 [13; 56] mec, ¢ Hedpu-
TUYECKUM cUHApOMOoM — 29 [27; 33] Mec, ¢ HedpoTrUe-
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ckuM cuHapoMoM — 20 [13; 26] Mec U CcTaTUCTUYECKU
He pasnuuaiach Mmexay rpynmnamu (p=0,442). V Bcex
MalMeHTOB Ha OCHOBAaHUU CKOPOCTU KIIyOOYKOBOW
¢unprpaunu B nedtote (Touka 0), yepes 12 mec (Touka 1),
a Takxke 10 OKOHYaHWM HaOioneHus (Touka 2) orpe-
JeJieHa CTauMsi XpOHMYEeCKoU 0ojie3HM modek. B Touke
0 pacnpeneneHue aeTeil IO CTaAUSIM XPOHWYECKOM
00JIe3HN TIOUeK OBUIO TaKoOBbIM: cTamust 1— y 81%
(n=26), ctanus 2 —y 19% (n=6). K Touke 1 ucciemnona-
HUS J0JIS JeTeil C XpOHUYECKON OOJIe3HbIO MOYEeK CTa-
nuu 1 ymeHbmmnach 10 75% (n=24), a craguu 2 yBelu-
qumack 10 25% (n==8). TeHmeHINs K CHIKCHUIO TOJU
JeTell ¢ XpOHMYECKOM 00JIe3HbIO MoYek ctaquu 1 coxpa-
HWJIACh M B TOUKE 2 — WX YMCIIO cocTaBmwio 69% (n=22),
B TO BpeMsI KakK JIOJIsl IeTeil ¢ XpOHMYECKOI 0O0JIe3HBIO
MoYeK cTaguu 2 He uaMeHwiach — 25% (n=8). Y 2 (6%)
eTeil OTMEeYalloch TPOTPEeCCUPOBAaHUE XPOHUYECKOM
00JIe3HU TIOYEK M0 CTamuu 3, CKOPOCTh KJIIyOOYKOBOM
(wnbTpauny y HuX cocrasuia 58 u 56 mia/mMun/1,73 M2
3a 24 u 27 Mec HaOMOAeHUST COOTBETCTBeHHO. [1o OKOH-
yaHnu HabmoneHus 28 (88%) mereii MTOCTUTIU peMUC-
cuM, cpeau KoTophix y 7 (22%) oHa Gblila YaCTUYHOM, y 4
(12%) nereit peMuccuM TOOUTHCS HE YIAIOCh.

IMo xmaccupukanuu ISKDC mauueHTs ObLIM pac-
npeaeneHbl ciaenyomum obpasom: I tunm (Mme3zaHrno-
npoaudepaTUBHBIN TJIoMepyloHedpuT) omucaH y 21
(66%) peb6enka, III Tun (momynynust < 50% rmomamu
Hedpodbuonrata) — y 10 (31%), VI tun (MemOpaHO-
nponudepaTUBHBIN ToMepynoHedputa) — y 1 (3%),
JIPyTHe TUIbI Cpear HaOJII0IaeMbIX MallMeHTOB HE OTMe-
yanuch. B Tabn. 2 mpencraBieHoO COIMOCTaBIeHWE TPYIIT
nmaumeHtoB ¢ Il u Il xkmaccamm 1o knaccudukanuu
ISKDC o6annbabiM oneHkam 1o mkaige SQC. II tun
no ximaccupukanum ISKDC umMeeT mmama3oH OLIEHOK

OPUINHAJIbBHbBIE CTATbU

ot 1 n1o 9 6amnoB no mkane SQC, B To Bpems kak II1
AN — OT 4 10 7 6asioB.

B T1abn. 2 HamISgmHO TIpeacTaBIeHO, YTO OLIeHKa
TUCTOJIOTUYECKOTO HCCIENOBaHUS 1O KJaccuduka-
muu ISKDC He B moyiHOI Mepe oTpaxkaeT BeChb CIEKTP
TUCTOJIOTMIECKUX U3MEHEHMI B TKAHU TTOYEK, BBISIBJICH-
HeIX 110 mKaje SQC, U MOXeT MOCIYXUTb TPUUUMHOMN
JUTST BBIOOpAa HEKOPPEKTHOM TaKTUKU BeIEeHUST OOTbHBIX.
JlaHHBbIE THUCTOJIOTMYECKOTO OIMUCAHUs KIacCUpUII-
poBaHBI corjacHo OKC(HOPIACKOI IIKaje M IOJydeHbI
cienyiolme pedyabtatel: My —y 5 u M, — y 27 nereid;
E,—vy27uE —y35nereit; S)—y 13u S, —y 19 nereii;
T,—y28, T —y4nereit; C,—y22u C —y 10 nereit.
Cymmapnbie oueHku mno mkane MEST-C pacnpene-
JUUCh cenytomumM obpasom: 0 — y 1 (3%) mauueHTa,
1 6amn —y 8 (25%), 2 6anna —y 13 (41%), 3 6anna —y 6
(19%) v 4 6anna — y 4 (12%) nereii.

Ha ocHoBanMm  pe3ynbTaToB  KjacCU(pUKALINN
ISKDC, SQC u MEST-C npoaHaiu3upoBaHO HaJu4ue
3aBUCHUMOCTeH (popMbI 1e0r0Ta 1 MOP(OIOTUIECKUX TaH-
HBIX — CTATUCTUYECKU 3HAUYUMBIX PE3YJIbTaTOB HE BhISB-
neHo (p=0,318; p=0,061 u p=0,208 COOTBETCTBEHHO).
CrienylolyM 3TaroM MCCIeNoBaHUsST ObLTIa OlleHKa BITU-
STHUSA (PaKTOPOB M3 BCEX YITOMSIHYTBIX IIKaJl Ha WMCXOJ
3a00JIeBaHuUsI, T.€. Ha JOCTIXKeHUe pemuccuu. [Ipu aTom
CTATUCTUYECKM 3HAYMMOTO BJIUSHHUS KJIacCH(UKALIUN
ISKDC Ha koHeuyHylo TOYKy He mnojydyeHo (p=0,212).
B mocirenyromieM ObUT BBIMIOJIHEH aHAIM3 OaJITbHBIX OLie-
HOK mo mKaje SQC B 3aBUCMMOCTH OT IOCTVDKEHMUS
PEMUCCUM, PE3YJIBTaThl KOTOPOTO TPEICTaBIeHbI B Ta0M. 3.

CoracHO U3NTOXXEHHBIM JaHHBIM TTPU OLIEHKEe KOJTH-
yectBa OauioB SQC B 3aBUCHMMOCTH OT JOCTIDKEHMS
PEMUCCUM BBISIBJIEHBI CTATUCTUYECKU 3HAYMMBbIE Pa3jiv-
yus. [TalmeHTHI ¢ TTOJTHON peMurCcCuei TTOTYyIMIN B Cpel-

Tabauya 1. KnuHMYeCcKHe XapaKTEPUCTHKY 3200JIeBAHUS NPH NIEPBOii TOCIUTAIM3ANNN B 3aBUCUMOCTH OT (hopmMbI 1e60Ta
Table 1. Clinical characteristics at the first hospitalization depending on the form of debut in patients

®opma aedioTa
IToka3arenn P
UMC, (n=9) UMC, (n=6) HedC (n=6) HC (n=11)
Bospacr ne6roTa, romgsr 7,9 [6,0; 11,5] 11,519,5; 13,0] 7,515,0; 11,0] 7,5[5,0; 11,0] 0,593
CK®, mur/mun/1,73 m? 98+21 (81—115) 120£32 (84—157) 104£11 (91-117) 10615 (95—116) 0,235
I1Y, r/cyr 0,51[0,2; 0,8] 0,7 [0,4; 1,0] 0,7 [0,5; 1,2] 1,3 [1; 3,3] 0,351
IgA, mr/mn 184 [128; 190] 180 [118; 237] 132 [112; 182] 126 [91; 164] 0,418

IIpumeyanue. JlaHHbIe IPENCTABIECHEI B BUIE MEIUAHBI M MHTEPKBapTUIIbHOTO pasMaxa (Me [Q1; Q3] wim M%SD (95% noBepuTeIbHBIA MHTED-
Ban — J1IN). UMC, — uzonupoBaHHbIii MOYEBOI CHHAPOM (MUKpoOremMartypusl, ipoterHypus); MMC, — u30nmmpoBaHHbIii MOYEBOI CHHIAPOM
(Makporemarypust, ipotennypusi); HepC — Hedbpurudeckmii cuaapom; HC — Hedpornueckuii cuampom; CKD — ckopocTh KITyOOUKOBO#M

dunbrpauuu; [TY — nporennypus; Ig A — UMMyHOTJIOOYyINH A.

Tab6auya 2. Conocrasienne Tunos Hegputa npu mypmype Illenneiina—I'enoxa mo knaccudukanuu ISKDC u 6aibHO# oLeHKe

no mkane SQC

Table 2. Matching of types of nephritis with Schonlein—Henoch purpura according to ISKDC score on the SQC scale

Pacnpenenenne mo SQC

Tun no knaccudpuxamm ISKDC
11 I

O1neHka, 0aIbl 1

Yuciao mauueHToB 1 4 2
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Tlpockypa M.B. u coagm. CoBpeMeHHBIi Toaxo/1 K Mopdosiornyeckoii oueHke Hedpura npu nmypnype [enneitna—I'eHoxa (IgA-Backynute)

HeM 4 6ayuta ipu MOPOJIOTUUECKON OIIeHKE COCTOSTHUS
He(hpOOUOIITATOB, B TO BPeMST KaK MallMeHTHI, He TOCTUT-
1I1e peMUccuu, uMenu Ha 2 6asuta 6osbiie. [1pu nsyye-
HUU 3aBUCHUMOCTU BEPOSTHOCTU BBISIBJICHUS] PEMUCUU
oT 6ayTbHBIX olleHOK 1o mKaye SQC ¢ momompio ROC-
aHaJIi3a MoJyYeHbl KpUBbBIE, TIpeICTaBIeHHbIe Ha puc. |
u 2. Inomans nox ROC-kpusoii coctasuiia 0,772+0,06
(95% noseputenbHbiii uHTepBan — AW 0,655—0,89).
IMonyyeHHass Mojenb OblIa CTATUCTUYECKU 3HAYMMON
(p<0,001). TloporoBoe 3HauYeHHWE OLIEHKU IO IIKaje
SQC, B ToOuKe OTCEeUYeHMsI, KOTOPOMY COOTBETCTBOBAJIO
HauBbIClllee 3HaueHUWe uMHAekca HKOmena, coctaBumiio 5.
ITpu GamnbHO# oneHke 1o mkaae SQC HuXe AaHHON
BEJTMYMHBI WY PaBHO €if TIPOrHO3MPOBATACh PEMUCCUST
3a0oneBaHust. YyBCTBUTEIBLHOCTh UM CHEHU(PUIHOCTH
Metona coctaBuin 50 u 100% cooTtBeTcTBeHHO. Hecmo-
TPST Ha CTATUCTUYECKN 3HAYMMYIO BEPOSITHOCTh JOCTH-
JKeHUSI peMUCCUU TIpY OLIEHKE MeHee 5 0aJlJIoB I10 IIKaje
SQC 4yBCTBUTEIHLHOCTH JAHHOW MOIEIM HE ITOCTUTAEeT
70%, T.e. nag ee WCIOJIb30BaHUST TpeOyeTcs HalbHeil-
1ee M3ydeHWe Ha 0Oojiee KPYIHBIX BBIOOPKAaX OGOJBHBIX
Hedputom npu nyprype Lllenneitna—I'eHoxa.
IMocnenHUM 3TarioM MCCIEIOBaHUS ObUT BBITTOJTHEH
aHaM3 Kaxkmoro mokasareist OKCHOPACKON IIKabI
MEST-C B 3aBUCMMOCTU OT TOCTMKEHUSI PEMUCCUH,
a 3aTeM U CyMMapHoO# OayuibHOI oneHKu 1o Oxkcdopi-

Ta6auya 3. banabHbie oneHKH no mKkaxe SQC B 3aBUCHMOCTH
OT HCX0aa
Table 3. Analysis of SQC scores influencing outcome

CKOH IIIKajie B 3aBMCUMOCTM OT ucxonma. OToelrbHBIe
nokazateau M, E, C He oka3bBali CTaTUCTUYECKU
3HAUMMOTO BJIMSHUSI Ha KOHEuHylo Touky (p=0,585;
p=0,795; p=0,754 cootrBercTBeHHO). [lpu comocTas-
JleHnn TokaszaTtells T B 3aBUCHMOCTU OT JOCTUIKEHUS
pEMUCCUM HaM He YIaJoCh BBISIBUTH CTaTUCTUYECKU
3HAYUMBIX pasiananit (p=0,06), omMHAKO MAHCHl HATMIUS
(ubposa mHTEpcTULIMS/aTpODUU KaHAIBIEB B TPYyIIIe
peMuccuu 66U B 13 pa3 HUXe, YeM B rpyIine 6e3 peMuc-
CHM, OTHOIIEHWE IIIAHCOB OBIJIO CTATUCTUYECKU 3HAYM-
mbiM (OII 0,08; 95% AW 0,01-0,87). Tlpu ananmmse S
B 3aBUCHUMOCTH OT IOCTVMIKEHWSI PEMUCCUM BBISBICHBI
CTaTMCTUYECKU 3HauYMMble pasauuus (p=0,039), T.e. S;
ObIT aCCOLIMMPOBAH C HAIMYMEM PEMUCCHUM, B TO BpPeMsI
KaK S, — ¢ OTCYTCTBHMEM. Pe3y/bTaThl OLEHKN BIMAHUSA
CyMMapHO#1 6ayutbHOM o1leHKM 1o OKchopackoi mKae
Ha TOCTUKEHUE PEMUCCHUU TIPEICTaBICHbI B Ta0. 4.
CoracHO TpeACTaBIEeHHBIM B Tabjule JaH-
HBIM TIpM aHaJIM3e CYMMapHOUl OaJlIbHOM OLIEHKU
no Oxcdoprackoil mKaje B 3aBUCMMOCTUA OT JOCTHKE-
HUST PEMUCCUU YCTAHOBJIEHBI CTATUCTUYECKN 3HAYMMBbIE
pasauuusi. Y OOJBIIMHCTBA TALIMEHTOB, HE MOCTUTIINX
pemuccun, oueHku 1o mkaiae MEST-C cocraBmmm
He MeHee 3 6aylJloB, B TO BpeMsl KakK y JeTeil ¢ MoJj-

Tabauya 4. CymmapHas 6anibHas onenka no Oxcdopackoii
HIKAJIe B 3aBUCMMOCTH OT HCX0/a

Table 4. Scoring analysis of the Oxford scale, depending

on the outcome

CymmapHasi oueHKa
O1ueHKa 1o mKaie Hexo 1o Okcdopackoii
Hcxon SQC, 6amwbl, D s mKaje, 0aJibl p
(Me [MIKP]) (Me [Q;; Q.])
OrcyrcTBue pemuccun (1) 6 [6; 6] OrcyrcTBue pemuccuu (1) 313; 4]
Yacruunast pemucensi (2) 6[5; 6] P 0’=0 86013 Hacruunas pemuccns (2) 2[1; 3] ) 0;082032
TMonHas pemuccus (3) 413; 5] - TMonnas pemuccus (3) 201:2] -

1.0

09
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0,1
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Puc. 1. ROC-KpuBasi, XapakTepu3ymas 3aBUCHMOCTb BEPOSTHOCTH JOCTHKEHUS
peMHUCCHH OT OaLTbHOM onleHKH no mKane SQC.
Fig. 1. ROC-curve characterizing the dependence of the probability of achieving remis-

sion on SQC scale score.
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HOI peMuccueil MearaHa 3HauyeHuit pocturana 2 [1; 2]
bamna. Ilpu olleHKe 3aBUCMMOCTU BEpPOSITHOCTU BBISIB-
JIEHUSI PEMUCCUM OT CYMMapHON OaUTbHOW OLIEHKU
no Okcdoprackoii mkage ¢ nomoiibto ROC-ananmza
MOJTyYeHbl KPUBBIE, TIpeCTaBIeHHbIe Ha puc. 3 u 4. [1no-
mank mox ROC-kpusoii cocrasmia 0,750,099 (95% AN
0,556—0,944). ITonyyeHHast MOEIb OblJIa CTATUCTUYECKU
3Hauumoit (p=0,012). [Toporosoe 3HaueHUE CyMMbI Oaj-
7108 o OKcdOopACKOI IIKaJIe B TOYKE OTCEUYEeHUST, KOTO-
pOIi COOTBETCTBOBAJIO HAMBBICIIEMY 3HAYEHUIO MHIEKCA
IOnena, cocraBuio 3. Ilpu cymme 0amoB HUKe JaHHOM
BEJMYMHBI WJIA PABHOM eii IPOrHO3UPOBAIach PEMUCCHSI.
YUyBCTBUTETLHOCTD U CIEIIU(PUIHOCTH METOAA COCTABUIIA
751 75% COOTBETCTBEHHO.

0OO0cyxaeHue

IIpenmeTom Haliero ucciaenoBaHust ObLT MOUCK Hav-
OoJsiee TIPEATNOYTUTEILHOTO BapuaHTa KjacCUduUKalu
MOp(GOJIOTUYECKUX W3MEHEHUI CTPYKTYpbl HedpoHa
npu Hedpute, odyciaoBiaeHHOM myprypoii [llenneitna—
l'eHoxa, nisg onTUMHU3ALMU TAKTUKU JIEYEHUS OOJIbHBIX
naHHoit kateropuu. I[lpu cpaBHEHUM Tpex CIIOCOOOB
TMCTOJIOTUYECKON OLIEHKHU 3a00sieBaHUs 10 KilaccuuKa-
mum ISKDC mrokazaia HauMeHbIITyI0 THPOPMATUBHOCTb.
HexkoTtoprbie aBTOpBI Takke cOOOIIaTu O HeOJIaronpusiT-
HoM ucxone Hedpurta nipu nyprype Lllenneitna—I'eHoxa
y nauueHToB, umeBiiux | u Il Tunsr Hedpura nmo kiac-
cudpukaunm [ISKDC npu navuresbHOM HaOMIONCHUM,
YTO TIOATBEpKHaeT Hamy Turiore3y [4]. Mbl cumtaem
ucnonb3oBaHne 1Kanabl SQC  KJIIOYEBBIM  3BEHOM
B TMOCTPOEHUM MPOTHOCTUYECKMX Mojeseid ¢ mocTa-
TOYHBIM YPOBHEM YYBCTBUTEIHHOCTA W CHEHMUPUIHO-
CTHM, TaK KaK OHa BKJIIOYaeT 14 rmoxasaTeneil, KOTOpPEIE,
IMMOMUMO JIETAJIbHOTO OMUCaHUSI M3MEHEHU B Hedpo-
HaX, TMPeIoCTaBISIIOT WH(OpMaLMID 00 aKTUBHOCTHU
WJIX XpOHU3aLMU mpoliecca. HecMoTpst Ha To UTO B 1aH-
HOM HcclienoBaHMM olieHKa o mkaie SQC 5 GamioB

1,00

0,50

0.25

0.00

2,5 5.0

SQC

OPUINHAJIbBHbBIE CTATbU

“Mesa BBICOKYIO CIelUM(PUYHOCTh MPU HEI0CTaTOYHOM
YyBCTBUTEJIBHOCTH, 3TOT (haKT MOXKET ObITh 00YCIIOBJIEH
HEIOCTaTOYHON CTAaTUCTUYECKON MOIITHOCTbIO BHIOOPKHU,
YTO CIYXWIO TPUYMHON CHUXEHMSI perpe3eHTaTUB-
HOCTM TOJIyYEHHBIX pe3yJabTaToB. TemM He MeHee psii
WCCIIeIOBaHW, BKIIIOUABIIMX TOCTATOUHOE YMCIIO MallM-
€HTOB, TIepuoj HaOJIIONEHUS KOTOPBIX TaKXke MpPeBbI-
mraa 2,5 roga, coo0IIaloT 00 YCIIEITHOM MCITOIb30BaHUN
mKansl SQC 1o cpaBHeHMIO ¢ Kinaccudukaumein ISKDC
IUIST TIPOTHO3WMpPOBaHUS Mcxona 3abosieBanust [13, 14].
DTU uccienoBaHus BKJIOYaIM OOJIbllIee YMUCIIO Talu-
eHtoB c III Tunom, a taxkxke ¢ IV u V tunamu Hedpura
no knaccudukamu ISKDC, koTopble B Hallieli BHIOOpKe
OTCYTCTBYIOT. BeposiTHO, 3TO TOCHYXWUJIO TIPUUYMHOMN
TOTO, YTO TMPEAUKTOPOM HEOJAronpusTHOrO MPOTrHO3a
Obl1a cyMMapHas olueHKa >10 6amtoB. K orpanmyeHusM
HaIIIero UCCJeNOBaHUS CIEAYET OTHECTH €T0 PETPOCTIEK-
TUBHBIN XapaKTep, a TAKXKe reTepOreHHOCTh OOJIbHBIX.

B 2019r. M. Koskela u coast. [14] omybaukoBammn
pe3yabTaThl McIoib3oBaHusa kKiaccudpukanuu [ISKDC
y 26 puHCcKuX nmeteit ¢ HeppuToM Tipu myprype LlleH-
neitHa—I'eHoxa 1o cpaBHeHUO ¢ SQC 1pu OlLIeHKE Tep-
BUYHOW M TIOBTOPHOW He(poOMOTCHUM, TpOBEIeHHOM
gepe3 2,2 [2,0—2,3] roma. ABTOpHI IOKa3ajaud, 4TO MOP-
doyornueckue NaHHbIE MPU TMPOBEACHUU TEPBUYHOMN
ouoncun, kinaccuduimponanHsie mo ISKDC u SQC,
B OTHOIIEHUU MCXOJla UMEIOT OOJIbIIYI0 MPOrHOCTUYE-
CKYI0 LIEHHOCTb, YeM TMCTOJIOTUYECKHE XapaKTepUCTUKHU
HedpoHOB mpu moBTOopHOI Ouoncum [14]. Hecmorps
Ha TO YTO TMpOBEIeHWEe TIOBTOPHOW Hedhpoouorcuu
UMeeT psAl ITUYECKUX W (PUHAHCOBBIX OTpaHUYEHUIA
B Poccuiickoit denepanmn, 370 KMCClIeI0BaHUE Xapak-
TepU3yeT BaXXHOCTb CBOEBPEMEHHOI MOP(HOJOrMIecKoit
MUATHOCTUKU TIpU HedpuTe, 00YCIOBICHHOM IypITypOit
Ilenneitna—I'eHoxa, 4YTO [JIs1 HAIllel CTpaHBI KpaiiHe
akTyajqbHO. Takum oOpa3om, OlleHKa TMCTOJOTUYECKOM
kaptuHbl Hedputa nipu nypnype Illenneitna—I'eHoxa

= JyBCTBHTENBEHOCTH

— CrenuQuIHOCTE

Puc. 2. Ananu3 4YyBCTBUTEJBHOCTH W CrenM(pUYHOCTH JOCTHXKEHHS PEMUCCHU

oT 0aJLIbHOI oneHKH no mKane SQC.

Fig. 2. Analysis of the sensitivity and specificity of achieving remission according

to the SQC scale score.
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Puc. 3. ROC-kpuBasi, XapakTepu3ywias 3aBUCUMOCTb BEPOSATHOCTH JOCTHKEHHS
PeMHICCHH OT CYMMAPHOIi OLleHKH 1o 0auibHo# mkane MEST-C.
Fig. 3. ROC-curve characterizing the dependence of the probability of achieving remis-

sion on MEST-C score.
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Puc. 4. Anamm3 9yBCTBUTEILHOCTH W ceN(HIHOCTH TMOKA3aTeNs TOCTIZKEHHS pe-
MHCCHH B 3aBUCMMOCTH OT CYMMAPHOii 0aJL1bHO# oneHKH o OKcdopacKoii mKae.
Fig. 4. Analysis of the sensitivity and specificity of achieving remission according

to Oxford scale score.

TpeOyeT He TOJIbKO MOAXOASIIe KiaccupuKalum Mop-
¢osornyeckux U3MEeHEeHU, HO U ONEePaTUBHOTO MPOBE-
neHust HeppoOMOTICUM 1JIsT YBEJTMUEHUsI TUarHOCTUYe-
CKOW IIEHHOCTH MPOBOJIMMOTO BMeIIaTe/IbCTRA.
Okcdopackas kinaccudukanus Hedpurta Tpu Iyp-
nype IllenneitHa—I'eHoxa wu3HavyaibHO ObUIAa BHE-
npeHa y B3pochblx TtanmeHTtoB, Korma C.H. Kim
n coaBT. [15] mpenmonoXuiayu 3HAYEHUE DTOM IIKAaJIbI
HE TOJIbKO UISi MAlMEeHTOB ¢ uauornartudeckon IgA-
Hedponatueii. Bnocnencreun mkana MEST-C nauana
n3yvyathCcs B TleAuaTpuyeckux koroprax [11, 16, 17].
K. Xu u coaBT. He TOJBKO MpPU3HAIMU €€ IIEHHOCTb
g geteit ¢ myprrypoit Lllenneitna—I'eHoxa, HO ¥ moKa-
3aJIM ee TIPEeUMYIIEeCTBa MO CPaBHEHUIO C KiaccuuKa-
mueir ISKDC: S u T nokasatenu ObUIM MCITOJb30BaHbI
IJIST OLEHKW TTOYEYHBIX MCXOMOB HedpuTa TpH TIyp-
nype Illenneitna—I'eHoxa. B pesynbrare meTaaHaimnza

485 mevatHbeix pabot X. Luo m coaBt. [16] mokaszamu
BO3MOXXHOCTh ucIojib3oBaHus 1mkKaisl MEST-C, oco-
o6enHo mokazateneit E, S, T u C, KoTropble peKOMeH-
JIoBaHBI TanMeHTam ¢ myprypoit Illenneitna—I'eHoxa
BHE 3aBMCHMMOCTM OT Bo3pacrta. B Hameil pabore cym-
MapHasl olleHKa 3 Oayyia u OoJiee cTajia TPEIUKTOPOM
HeOJIaronpusTHOTO TIPOTHO3a, OMHAKO HeOOJIbIIast TOJIsT
(12%) »Tux OONBHBIX Cpeou OOIIero Yuciia TMarueHTOB
TakKe MOTJIa TOBIMATL Ha pe3yiabrathl ROC-ananm3a.
Ilo cpaBHenuto co mkanoit SQC mkana MEST-C yuu-
TBHIBAET TOJIBKO 5 TOKa3zaTesieil, KOTOpble He pa3iesieHbl
MO WHIEKCaM aKTMBHOCTH M XPOHM3aLMKU 3a00JieBaHUsI,
MO3TOMY oOIleHKa Hedputa ¢ momonibio Okcdopackoit
KiaccuduKanuy HaMM TIpe[uiaraeTcsl Kak JOIOJTHEHHe
K mkaime SQC. /Ins mojaydyeHusT CTaTUCTUYECKN 3HAYM-
MBIX PE3YJIbTaTOB BIUSHUS MOPMOJOTUIECKUX TAHHBIX
Ha MCXOH ITOYEYHBIX 3a00JIeBaHUI TpeOyeTcsl MpoBee-
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HUE MHOTOLIEHTPOBOTO MCCIIEOBaHUsI. DTO TOMOXKET
copMHMpoBaTh TOCTATOYHBIH 00BEM BBIOOPKU U Opra-
HM30BaTh 0Oojiee IIUTETbHOEe HAOTIOMeHWE MAIllMeHTOB
HedpooraMu.

3akniovyeHue

IMpaktuueckoe mnpumeHeHue OkchOpACKOl Kiac-
cudpukaimu MEST-C u HOBOI TONyKOJIMYECTBEHHOM
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ens uccnenosanus. Msyyenne kauecTsa xKu3Hu aereii B Bo3pacte 13—17 Jiet ¢ aTONM4YeCKNM AEPMATUTOM B 3aBUCMMOCTH OT 10J1a
pedeHKa, CTeNneH: TSKECTH 3200/IeBaHus.

Marepuanst u Metoasl. OocaenoBanbl 350 nereii B Bo3pacte 13—17 JieT ¢ aTONMYECKUM J1€PMATHTOM (Ipynna HaOJI0AeHus)
u 350 nereii ananornunoro Bozpacra I—II rpynn 310poBbs, 0e3 aniepruueckux 3adosieBanuii (rpynna cpasuenus ). Kavecto
JKU3HH IeTeil M UX POAMTEJIeil H3ydaJu ¢ MCI0JIb30BaHUEM 0011ero onpocHuka, Pediatric Quality of Life Inventory — PedsQL™4.0
(J.Varni et al., USA, 2001).

Pe3yabrarsl. KayecTBo XKu3HH AeTeil ¢ aTONUYECKUM JAePMATHTOM B Bo3pacte 13—17 jeT no Bcem mapamMeTpaM CHIZKEHO MO CpaB-
HEHUI0 C TAKOBBIM HX 3/I0POBBIX CBEPCTHHKOB. ATOMMYECKMil J€PMATHT OKA3bIBAJ HANOOJbIIEe HETATHBHOE BJMSHUE HA TaKue
ccepbl KU3HEAEATETLHOCTH PeOeHKA KAK IMOIMOHAIbHOE, INKOJIbHOE H connaabHoe (pyHKiuoHnpoBanue. KauecTBo ku3Hu y nereii
13—17 et ¢ aTONUYECKHM IEPMATHUTOM TIPH TSKEJIOM TEUEHHH Y IEBOYEK HAPYINAJIOCH 3HAYNTEIbHEE, YeM Y MAJIbYNKOB. Poaurenn
OLEHUBAJIM KAY€CTBO JKU3HH JIETell BbIllle, YeM CAMH JIeTH.

BbiBonpbl. 3HaunTeIbHOE CHIZKEHHE SMOIMOHAIBHOTO, IKOJIbHOTO H COLMAIBLHOTO (hYHKIMOHUPOBAHUS B CTPYKTYpe COCTAB/IAIONINX
KayecTBa XKU3HH JeTeil B Bo3pacte 13—17 JjeT ¢ aTONUYECKUM JePMATUTOM CBUIETEJIbCTBYET O HEOOXOAUMOCTH CBOEBPEMEHHOI
JTMATHOCTHKH 3TUX HAPYIIEHUIi M NX KOPPEKIH.

Karouegwte caoea: demu, amonuueckuil depmamum, Ka4ecmeo JHCU3Hu.

Ansa untuposauns: Boctpukosa C.A., NMeHkuHa H.U., ViBaHoBa M.A. Ka4eCcTBO Xn3Hu AeTeli C aTonu4eckum epmatutom B Bo3pacTte 13-17 ner.
Poc BecTH nepuHaton v neavarp 2022; 67:(6): 83-87. DOI: 10.21508/1027-4065-2022-67-6-83-87

Purpose. To study the quality of life of children aged 13—17 years with atopic dermatitis, depending on the sex of the child, the severity
of the disease.

Material and methods. 350 children aged 13—17 with atopic dermatitis (observation group) and 350 children of the same age of I—
II health groups, without allergic diseases (comparison group) were examined. The quality of life of children and their parents was
studied using a general questionnaire, Pediatric Quality of Life Inventory — PedsQL™4.0 (Varni J. et al., USA, 2001).

Results. The quality of life of children with atopic dermatitis aged 13—17 years is reduced in all respects in comparison with their
healthy peers. Atopic dermatitis had the greatest negative impact on such areas of the child’s life as emotional, school, and social
functioning. The quality of life in children aged 13—17 years with severe cases of atopic dermatitis was significantly more impaired
in girls, compared with boys. Parents rated the quality of life of their children higher than the children themselves.

Conclusion. A significant decrease in emotional, school, and social functioning in the structure of the components of the quality of life
of children aged 13—17 years with atopic dermatitis indicates the need for timely diagnosis of these disorders and their correction.

Key words: children, atopic dermatitis, quality of life.

For citation: Vostrikova S.A., Penkina N.I., lvanova M.A. Quality of life in children with atopic dermatitis aged 13—-17 years. Ros Vestn Perinatol
i Pediatr 2022; 67:(6): 83-87 (in Russ). DOI: 10.21508/1027-4065-2022-67-6-83-87

HHTCDCC K UCCJIEAOBAHUIO aTOIMMNYECKOIo A€pMaTuTa
y JIeTe Ha IIPOTAKEHUUN MHOTUX JIET HE CHM2KAETCA,
ITOCKOJIbKY HaOonaeTcst YBEJIMYCHNUEC YaCTOTbI pa3BU-
THA MTATOJIOTUU BO BCEX BO3PACTHBLIX I'pYIIIIax. BosHukast
B I'pyAHOM BO3pacCTe, 3a0071eBaHUe IIPUHUMACT B ITOCJIC-

NYIOIIEM XPOHUYECKOE, HEPENKO TsKeJioe TeYeHUE, Tpe-
OyeT 3HAYWTEJBHBIX OTpaHWYEHUN B XKU3HU pebeHKa
M CeMbHM, HapylmaeT KadecTBo Xu3Hu [1, 2]. Braempe-
HUE pe3yJIbTaTOB JIOCTMKEHUI HAayYHBIX MCCIIeIOBaHUIA
10 JIEYEHUIO 1 TPOPUIIAKTUKE aTOITMYECKOTO JepMaTHTa
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He Bcerna IMo3BOJISIET BIMSITHL Ha TeueHUE 3a00JIeBaHMSI
U TIpenynpekaaTh (hopMUPOBaHUE TSKETBIX POPM K BO3-
pacty 13—17 nmer [3—5]. OgHUM U3 METOIOB AMArHOC-
TUKW HapylIeHW, BHI3BAHHBIX 3a00JIeBaHNEM, BKITIOUast
aATOMMYECKHWI IepMaTUT, a TaKKe TMOBBIIeHUs 3(hdheK-
TUBHOCTU TIPOMPUIAKTUUECKUX W pPeadbMIUTAallMOHHBIX
MEpOTIPUSITUIL  SIBJISIETCSI M3yYeHWe KadecTBa SKU3HU
[6, 7]. B Bo3pacte 13—17 ner y mereit Bo3pacTaeT poJib
COLMATLHOTO (DYHKIIMOHUPOBAHUS, TPOSIBIISIIONIETOCS
BO B3aMMOOTHOIIEHUSIX CO CBEPCTHUKAMM, IITKOJHLHOM
ycrieBaemoctr [8, 9]. Hammume KIMHMYECKUX TIPOSIB-
JIeHW# 3a00JieBaHUSI B 3TOM BO3pacTe — CYIIEeCTBEH-
HBII MOMEHT JIJISI OTPAaHMYEHUST COLMATBHOTO (DYHKIIU-
oHupoBaHusi pebenka [10]. KayecTtBo XusHm y nereit
C aTonuyeckuM aepMaTUTOM B Bo3pacte 13—17 ner,
0COOEHHOCTHM €ro TapaMeTpOB HEIOCTaTOYHO HCCIIeN0-
BaHBI. JIMarHocTMKa HapylIeHWI MapaMeTpoB KavyecTBa
KU3HU Y IeTel ¢ aTOMMYECKUM JIePMaTUTOM B BO3pacTe
13—17 neT mo3BOJUT CBOEBPEMEHHO TPOBOAUTH UX KOP-
PEeKIINIO, TTIOBBICUT 3(PHEKTUBHOCTH JIEYEOHBIX U TTPODU-
JIAKTUYIECKHUX MEPOTPUATHIA, COIMATbHYIO afanTaIuIo.

Ilear wuccnenoBanusA: u3yyeHME KadyecTBa KU3HU
nereir B Bo3pacte 13—17 jeT ¢ aTonmuyeckuMm aepmaTv-
TOM B 3aBUCHMOCTH OT I10Jla peOeHKa, CTeTNIEHU TSKeCTU
TeueHUs 3a00JIeBaHUSI.

XapaktepucTtuka geter u MeToAbl UCCeaoBaHNS

Oo6cnenoBanbl 350 meTeit ¢ aTONMMYECKUM AepMaTu-
ToM B Bo3pacte 13—17 net, u3 Hux 161 (46%) mMampumk
u 189 (54%) neBouek. PacripeneneHue neteil B 3aBUCH-
MOCTU OT CTEIIeHM TSKECTH 3a0o0JieBaHUs TPOBEIECHO
Ha OCHOBAaHWM KJIWHUYECKUX TMPOSBICHUN W IIKAJbI
SCORAD (Scoring of Atopic Dermatitis) [10]. Munekc
SCORAD mnpu Jerkoif CTemeHU TIKECTH COCTaBJISLI
nmo 2015 6amnos, cpenHeit — ot 20+5 mo 40+5 Ganos,
Tskesonn — Oonee 40+5 Gamwtos. B rpyrmy meteii ¢ ato-
MUYECKUM JEPMATUTOM JIETKOM CTETICHU TSXKECTU BKITIO-
yeHbl 89 (25,4%) neteit, 3 HUX 46 neBoYeK U 43 Majb-
YyKa, CpeaHel cteneHn Tsokectn — 150 (42,8%) nereii,
13 HUX 84 1eBOYKU U 66 MATIBYNKOB, TSKEJION CTETIEHT —
111 (31,7%) mereit, u3 HUX 59 meBOYEK U 52 MaTbYMKA.
I'pynny cpaBHeHust coctaBunu 350 nmereir 13—17 ner,
I u II rpyrin 3mopoBbsi, 6€3 ajuiepruyeckux 3a001eBaHUMA.
M3yueHne KayecTBa XXM3HU TTPOBOIVIIN ITyTEM aHKETUPO-
BaHUS IeTel TPYIIT HAOMIOACHUS U CPAaBHEHUST C UCTIONb-

OPUINHAJIbBHbBIE CTATbU

30BaHUEM CTaHAAPTU3UPOBAHHOTO OOIIETO OMPOCHUMKA
Pediatric Quality of Life Inventory — PedsQL™4.0
(J. Varni et al., USA, 2001), Bo3pacTtHoii 610Kk 13—18 neT,
nerckass u pomuTenbckasi ¢dopmbl [11]. AHKeTupoBa-
HUE JeTeil TPYMIbl HaOMIOAeHUS TIPOBOAMIIM B TEPUOJ
CTAllMOHAPHOTO JIEYEHMS] WJIM aMOyJaTOPHOTO TIpH-
eMa y aJuieproyiora-MMMYHOJIOTa U JepMaTOBEeHeposIora
B PecrnyGiamkaHCKON OETCKOW KIMHWYECKOW OOJbHUIIE
u B PecniyGiiMKaHCKOM KOXKHO-BEHEPOJOTMYECKOM JTHC-
naHcepe MwuHn3znpaBa Yamyprckoit Pecryonmukm. HaGop
TPYTIIbl CpaBHEHUS TIPOBEJIA B TpeX 00111e00pa3oBaTeIb-
HbIX 1mKomax MxkeBcka (Ne74, No76, Ne64). B rpymrie
cpaBHeHUs Obuto 168 (48%) mambuukoB u 182 (52%)
neBouku. B rpynme Habmonenus 250 (71,4%) neteit mpo-
xuBanmu B roporae u 100 (28,6%) — B cembCKOI MECTHO-
cTU; B rpymne cpaBHeHust — 258 (73,7%) nmeteit mpoxu-
Banu B Topore, 92 (26,2%) — B cene. OlieHKa KayecTBa
KU3HM Y IeTel ¢ aTONMMYECKUM JIePMaTUTOM B BO3pacTe
13—17 ner nmpoBeneHa 1o 5 mkanam: ¢pusndeckoe GyHK-
LIMOHUPOBAHNE, dMOIMOHAIbHOE (PYHKIIMOHUPOBAHUE,
couMagbHOe (DYHKIMOHUPOBAHUE, IIKOJbHOE (DYHK-
LIMOHUPOBaHUE, TICUXOCOLMATBHOE 30POBbe U OOIIasT
OlleHKa KayecTBa XKMU3HU. KadyecTBO XM3HU OIEHUBAIIU
B Oajutax. B 3akyoueHUM yKasblBaJik, YeM BbIllIe O0Iast
GayyTbHasl OLIEHKa, TeM BBIIIIEe KaueCTBO KU3HU.

CraTuCcTUYeCKyIo 00paboTKy, MePEKOANPOBKY
OTPOCHUKOB OCYIIECTBIISIA C TIOMOIIBIO IIPOTPaMMHOTO
MPOIYKTA C UCTIOJIb30BaHEM HeTlapaMeTPUUECKUX METO-
noB (riporpammHoe obGecrieueHue Microsoft Excel XP,
Statistica 6,0). Onpenensuii cpemHiol0 BenuduHy (M),
CTaHIApTHOE OTKJIOHeHUE (0), OIIMOKY cpemaHeit (m).
JInst OLIEHKW HOCTOBEPHOCTH pa3IMYMii TToKasaTeseit
ucnoab3oBaiu Kputepuit CrtelogeHTa (f). Cratuctuye-
CKHY 3HAUMMBIMU cUUTaIM pasanaus rpu p<0,05.

Pe3ynbTathl M 06CcyxaeHue

ITo pesynbraTaM MCCleNOBaHUS y IETell ¢ aTonmuve-
CKMM JIepMaTUTOM B Bo3pacte 13—17 neT obuast 6amib-
Has OIleHKa KauyecTBa XKM3HU, MO MHMOPMAIIUU CaMUX
neTeil, Oblia HUXe, 4yeM Yy NeTedl TIpyMibl CPaBHEHUS
(»<0,001; Tadm. 1).

PaszHu1ia ob1iieit 6aaibHON OLIEHKM KayecTBa XU3HU
y IeTel TpyNIbl HaOMOAEHUS M CpaBHEHMSI COCTa-
Buia 14,96%. JlocToBepHbIe pa3Iuuus Y AeTeH TPYITITbI
HaOJII0IEHUS TIOJTYYEHBI TI0 BCEM COCTaBJISIOIINM Kade-

Tabauya 1. KavecTBO KU3HU JieTell C aTONMYECKUM JiepMATHTOM B Bo3pacte 13—17 sier (mo oTBeTam neteii), 6awisl, M+to (min—max)
Table 1. Quality of life of children with atopic dermatitis aged 13—17 years (according to children’s answers), points

IToka3zaren

I'pynna naomoaenus (n=350)

®usnyeckoe GyHKIIMOHUPOBAHUE
DMo1MoHaIbHOE (hYHKIIMOHUPOBaHUE
ConpanbHoe (hyHKIIMOHUPOBAHUE
[lIkonpHOE (hyHKIIMOHMPOBAHTE
ITcuxoconmaibHOE 310POBbE

OO1as 6aibHas OLIEHKA KauecTBa KU3HU

83,6%8,8 (56—100)
59,9+15,0 (20—95)
80,5%9,0 (55—100)
63,8410,0 (45-95)
68,0%8,4 (48—90)
72,048,4 (50-92)

I'pynna cpasuenus (n=350) p
90,919,2 (56—100) <0,001
78,8+£10,4 (50—100) <0,001
91,8%9,4 (55—100) <0,001
73,9£11,5 (45—100) <0,01

81,519,8 (51-98) <0,001
84,91£8,3 (58—-98) <0,001
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cTBa XMU3HU. Hambonee HM3KMe MoKasaTedu y IeTeid
C aTomuMyeckuM JepMaTUTOM B Bo3pacte 13—17 et
BBISIBJICHBI 110 3MOIMOHAJIBHOMY (DYHKIIMOHMPOBA-
HUIO, IIKOJBHOMY (hYHKIIMOHUPOBAHUIO, COLIMATLHOMY
(YHKIIMOHUPOBAHUIO W TICUXOCOIIMAIBHOMY 3I0POBBIO.
Huskue mokasaTtenu IO IIKajJaM 3MOIMOHAIBHOTO
(DYHKIIMOHUPOBAHUSI, IIKOJBHOTO (PYHKIIMOHMPOBA-
HUS, COLMATBLHOTO (DYHKIIMOHUPOBAHUS U TICUXOCOLIM-
aJIbHOTO 3I0POBbSl Y JEeTel OTpaXkaloT HaJW4dhle TaKhUX
SMOIMOHANBHBIX peakInii, KaK 4yBCTBO CTpaxa, BHY-
TPeHHE TPEeBOTHW, SMOIMOHAJIBHOUW HATPSKEHHOCTH
(cM. Taba. 1). 3aboneBaHMe CIOCOOCTBYET (DOPMUPO-
BaHUIO TPOOJEM B TICMXOCOIMABbHON cdepe, B 4acTh
MEXJIMYHOCTHOTO OOIIeHUsI, BO B3aMMOOTHOIIECHUSIX
C OJHOKJIaCCHMKaMu U cBepcTHuUKamu [12]. Hapyma-
eTcs IIKOJIbHOEe (DYHKIIMOHMPOBAHWE W3-3a MPOIY-
CKOB 3aHSITMI IO COCTOSIHWIO 3JI0pPOBbSI, BO3HUKAIOT
3aTPYIHEHMUSI TIO YCBOEHUWIO IIIKOJBHOW TPOrpaMMBI.
CHMXXeHUe STUX MoKasaTeJell pacleHMBAeTCs HaMu
KaK HEeTOCPeICTBEHHOE BIUSHUE 3a00JIeBaHUST HAa 9MO-
IIMOHAJIbHYIO chepy meTeit ¢ aTOMMYECKUM JepMaTUTOM
B Bo3pacte 13—17 ner.

AHKETUpOBaHME POIUTENIEH NeTeil C aTONMUYecKUM
NIEPMATUTOM BBISIBUJIO DPa3jM4Msl B OIEHKE KauyecTBa
KU3HU, TAHHOW NEeTbMU M UX poauTensmu. Ob6paiaet
BHMMaHHUe OoJiee BBICOKAs OIlEHKA KayecTBa >KU3HU
JIeTell ¢ aTOMMYeCKUM JepPMAaTHTOM, JaHHas pOIU-
TeJISIMM, TIO CpPaBHEHUIO C TaKOBOW, MAaHHOW JeTbMM
(obOurast OGanybHasi OlLleHKA KaudecTBa XM3HU — 83,3
un 72,0 6ama; p<0,001). CornocraBUMbIM MO 3HAYEHUIO
ObUT ONMH TIOKa3aTeslb — (PU3NIecKoro (yHKIIMOHM-
poBanusg (83,6 u 82,6 6anna; p>0,05). DMouMOHATbHOE
(59,9 u 81,6 6amna; p<0,001), commanbroe (80,5 u 93,7
bamra; p<0,001) m mKonabHOE (YHKIIMOHUPOBAHNE
(63,8 u 75,3 6amna; p<0,01), ncuxoconuaabHOE 300PO-
Bbe (68,0 um 83,5 6anna; p<0,001) olleHEHBI POAUTETIMU
BbIlIe, 4eM neThbMU. COTJIACHO MaHHBIM JIUTEPATYPhI
MpU JUTUTEJTLHO TPOTEKAIOIINX XPOHWUECKUX 3a00s1eBa-
HUSIX BO3HMKAIOT pa3IMuHble HApYIIEHUST COLIMAIBHOTO
¢dynkunonuposanust [13]. TloaydeHHbIE pe3yabTaThl
CBUIIETEIBCTBYIOT O HEIOOLIEHKE POIUTENISIMU BIIUSTHUST
XpPOHMYECKOTO 3abo0JieBaHUsI, TMOpaXkalollero CcaMyro
BUIMMYIO YacTh OpraHM3Ma — KOXY, Ha COLIMaJbHOE

(GYHKIMOHUpPOBaHUEe pebeHKa, IKOJBbHYIO XXU3Hb, BbISI-
BUJIM HU3KYIO CAMOOLIEHKY JETEM.

Tlokazarenun  ¢usnyeckoro  GyHKIMOHUPOBAHUS
y IeTeil Tpynm HaOMIONEeHUST W CPaBHEHUS MO pe3yJib-
TaTaM CaMOOILIEHKM WM IO OIIeHKEe pOIMUTEeIeil HaXomu-
JIUCh Ha BBICOKOM ypoBHe (83,6%3,74 u 90,943,36 Ganna
no oueHke ngereit; 82,6£3,8 u 88,23%£3,77 oGamia
10 OlIeHKe poauTesieii). BoabIIMHCTBO AeTeil ¢ aTonuye-
CKMM JIepMaTUTOM B Bo3pacTte 13—17 JieT He UCTIBIThIBAIN
3aTpyAHEHWI TPU BBITTOJIHEHUM TTOBCEIHEBHOM (Hu3m-
YyecKoi Harpy3ku (xoabba TelikoM, Oer, BBIMOJHEHUE
JMIOMAIITHUX 00s13aHHOCTEM, caMoo0cIykuBaHue). Bmecre
C TeM BBICOKME OLIEHKHM TIO IIKaje (pU3nIeckKoro yHkK-
LIMOHUPOBAHUSI MOTYT OBITh OOYCJOBJIEHBI KaK 3aBbI-
IIEHHOM CaMOOILIEHKON CBOMX (PU3MYECKUX CITOCOOHO-
CTeil, TaK W TIOBBIIIEHHBIMUA TpeOOBAaHUSIMU K PEOEHKY
CO CTOpPOHEI poxureneit [14, 15].

AHKeTHpOBaHue naeTeii B Bo3pacte 13—17 ner
0e3 ajmepruyeckux 3a00jeBaHUN U UX pOAUTEEH CBU-
JNETETbCTBYET, YTO POOUTENU U UX ACTU OIWHAKOBO
BBICOKO OLIEHMBAIOT KAUeCTBO XMU3HU (0011unii 6amt 84,9
u 83,2; p>0,05).

Ha xauecTBO X13HM peOeHKa BIUSIOT MHOTOYUCITIEH-
HbIe (haKTOPhI, B TOM YHCJIe XPOHUYECKHEe 3a00JIeBaHUsI,
COTTPOBOXAAIOIINECST TSKETbIM TedeHUeM. TspKemoe
TeYeHWe AaTONMMUYECKOTo JepMaTHTa XapaKTepusyeTcs
YaCTBIMU OOOCTPEHUSIMU, HAJUIUEM COIMYTCTBYIOIINX
3a00JIeBaHUI, KOCMETUYECKUMU Je(heKTaMu KOXMU.
OOmast OajutbHasl OlIEHKA KadecTBa XM3HU y JeTelt
C TSDKEJTBIM TeYeHWEM aTOMUYeCKOTo JepMaTuTa HUXe,
yeM y JeTeil ¢ IETKUM TeueHueM, Ha 22% (tabi. 2).

Ilpu TsKETOM TEYEeHMM AaTOMMUYECKOTo JIepMaThTa
CHUXKEHBI TTOKAa3aTe N BCeX IKaJ, OMpPeAesITIoInX Kaye-
CTBO XM3HU, B CpPaBHEHMM C JIETKUM TeueHueMm. Ham-
60Jice BBICOKO JETH C TSKEJIBIM TeUeHHeM 3a00JIeBaHMS
OLIEHUBAIOT CoOLMalibHOe (hyHKIIMoHUpoBaHue (76,1+4,0
Oajsia), HU3KO — OBMOIIMOHATIbHOE (HDYHKIIMOHUPOBA-
Hue (50,0%4,7 6anna). Tsokenoe TeueHUe 3a00JIeBaHUS
IO CPaBHEHMIO C JIETKUM OKAa3bIBAJIO BIMSIHUE B OOJIb-
1Ieil CTereHW Ha SMOIMOHAIbHYIO cdepy (pasnuuue
nmokazarejieil coctaBuiio 32%) W Ha IIKOJIbHOE (DYHK-
nuoHupoBanue (pasmuune 27,9%), B MeHbIIEH cTe-
MEeHU BJIUSJIO HAa MEXIUYHOCTHBIE B3aMMOOTHOIIIEHUS

Taﬁﬂuua 2. KauecTBO XXH3HH JeTeill ¢ aTONMYECKIM JI€PMaTHUTOM B BO3pacre 13—17 neT B 3aBHCUMOCTH OT CTENEHHU TSKECTH Tede-

HuA, 02161, M+t o (min—max)

Table 2. Quality of life of children with atopic dermatitis aged 13—17 years, depending on the severity of the course, points,

M+*6 (min—max)

IToka3zarenn

Jlerkas crenenb TsuKecTH (n=89)

®usnyeckoe GyHKIIMOHUPOBAHUE
OMOIMOHAIbHOE (DYHKIIMOHUPOBAHE
ConpanbHoe (hyHKIIMOHUPOBaHUE
LIkonbHOE HYHKIIMOHUPOBAHUE
[IcuxoconmanbHOE 3M10pOBBE

OO011as 6ayibHasK OLIEeHKA KayecTBa KU3HU

91,942,8 (72—100)
73,6%4,6 (35-95)
86,0+3,6 (65—100)
77,3%4,4 (54-95)
78,9+4,3 (52-90)
82,0+4,0 (61—92)

Tskenas crenens TskecT (n=111) p
80,0%3,7 (56—97) >0,05
50,0t4,7 (20—90) <0,001
76,1+4.,0 (55-91) >0,05
55,7+4,7 (45—-81) <0,001
60,618.4 (48—77) <0,05
64,0+4,5 (50—83) <0,05
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OPUINHAJIbBHbBIE CTATbU

Tabauya 3. KauecTBO KU3HU JeTeil ¢ AaTONUYECKUM AePMATHTOM B Bo3pacTe 13—17 JieT B 3aBUCMMOCTH OT N0Jia pedeHKa, 0aJLTbI,

M=o (min—max)

Table 3. Quality of life of children with atopic dermatitis aged 13—17 years, depending on the sex of the child, points, M+c (min—max)

IToka3arennb

Jesouku (n=189)

Ddusnueckoe GYHKIIMOHUPOBAHUE
DMoumoHaIbHOE (HYHKIIMOHNPOBAHUE
CommanbHoe (QYHKITMOHUPOBAaHKE
[IIkonbHOE (hYyHKIIMOHUPOBAHUE
TTcuxocounanbHOE 310POBLE

OO01as 6aylibHas OLIEHKA KayecTBa XKU3HU

80,4+2,8 (56—83)
49,8+3,6 (20—75)
75,943,1 (61—100)
58,243,5 (45-83)
66,143,4 (48—80)
64,343,4 (50—79)

Masbuuku (n=161) p
86,84+2,4 (67—100) <0,01
69,913,6 (54—100) <0,001
85,1£2,8 (55-97) <0,001
69,4£3,6 (54-95) <0,001
77,8%3,2 (66—90) <0,001
79,8%3,1 (62—92) <0,001

(pazmuure 11,5%). OQHAKOBO BBICOKO JIETU C JIETKUM
U TSDKEJTBIM TeUEeHHEM aTOMMYEeCKOTo AepMaThUTa OLleHU-
BaOT (pu3mdyecKoe (PYHKIIMOHUPOBAHUE. YCTaHOBIIEHO
BIUSTHAE TSDKECTH Te4eHUs 3a0ojieBaHUS Ha KadecTBO
KU3HU peOeHKa: YeM TsKeslee TeueHe, TeM HIKe 001Iast
GayTbHasl OLIEHKa Ka4eCcTBa XXU3HM M €0 COCTABIISIONINX
(r=—0,2; p<0,001).

VY nanyeHToB, CTpagaloOlIdX aTOMUYECKUM JAepMa-
TUTOM, OCOOEHHO C TSKEJIbIM TEUEHHUEM, CYIIECTBYIOT
3HAYUTEJIbHbIE OTPpAaHUYEHUSI B IMUTAHUU, OBITY, PUCK
VXYIOIIEHUSI COCTOSTHUSI KOXM TIPU JIIOOBIX HapYIIEHUSIX
B IMTUTAHWU, YTO HEPEIKO COTIPOBOXKIAETCS KPUTHUECKUAM
OTHOILIIEHNEM CBEPCTHUKOB [16]. D10 mpuobperaer oco-
Oy10 3HAYMMOCTh Y JIeBOYEK B MOAPOCTKOBOM BO3pacTe.
JleBOUKM, CTpajamolirie aTONMUYeCKUM ePMaTUTOM,
OLIEHMBAIOT CBOE KAa4YeCTBO XXKM3HU HUXKE, 4eM Majlb-
yuku (tabis. 3). B pesynbrate ucciaenoBaHUsT MOJTyUYEeHBI
CTATUCTUYECKU 3HAYMMBbIE pa3IWdus 1O BCEM KPUTE-
pUSIM KavecTBa XU3HM, MTOATBEPXKIAIONINE, UTO TEBOYKH
TSKEJIee TIepEeHOCAT Hajdudue 3abojeBaHUs U B OOJb-
el CTEreHW TOABEPKEHBI CTPagaHUSIM SMOIIMOHATb-
HOTO M (DM3UUYECKOTO XapaKTepa. BoNbIIMHCTBO 1eBOYEK
OTMEUaloT OrpaHWYEeHUs COLMATBLHOTO W IIKOJBHOTO
(yukunonupoBanus. IlogydeHHbIe HaMU pe3yJIbTAThI
U JaHHBIE JIUTEPATypbl O 3TOW IMpoOJeMe OTpaxaroT
HEOOXOOUMOCTb  TICUXOJIOTO-TICUXOTEPareBTUIECKOTO
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KJINMHUYECKUE CJT1YHAU

Penkuii BApHAHT CHHAPOMA reTEPOTAKCHH Y peOeHKA B My IbMOHOJIOTHYECKOI KIMHUKE

FO.JI. Muzepnuuxuii, A.A. Hosax, U.E. 3opuna, C.E. Pabosa, U.A. Kosanes, E.I'. Bepuenko,

B.C. bepesnuyxuii, JI.I1. Meauksan, JI.B. Eeopog

OCIN «Hay4yHO-1ccnenoBaTeNbCKUN KIMHUYECKUIA MHCTUTYT NeAnaTpmm U OeTCKOM XUPYpPrm
M. akagemuka tO.E. Benbtuwesa» Gra0y BO PHUMY um. H.U. Muporosa MuHsgpasa Poccuun, Mocksa, Poccus

Rare variant of heterotaxy syndrome in childhood in pulmonology clinic

Yu.L. Mizernitskiy, A.A. Novak, I.E. Zorina, S.E. Ryabova, I.A. Kovalev, E.G. Verchenko,

V.S. Bereznitskiy, L.P. Melikyan, L.V. Egorov

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,

Moscow, Russia

CHHIPOM reTepoTakCHH — 3TO BPOKIEHHBII MOPOK Pa3BUTHS, MPH KOTOPOM BHYTPEHHHE OPraHbI IPYJHOI M OPIOIIHOM MOJI0CTH
HMEIOT AaHOMAJIbHOE pacnosioxkenue. JIoauM ¢ JaHHBIM CHHIPOMOM HMMEIOT MHOXKECTBEHHbIE CJIOXKHbIE JAedeKThl cepaua, cocyaos,
ceJie3eHKH, lIeYeHH, JeTKUX 1 IPYrux opranos. CHHIPOM reTepOTAKCHH OTHOCHTCS K PEIKOi ATOIOTHH, KOTOpasi TpedyeT MyJIbTH-
JTMCUMIUIMHAPHOTO MOIX0/1a K JMATHOCTHKe. B cTaThe 1eMOHCTpUpYeTCs peKkuii clrydaii reTepoTakcHu, Ha01I0JaeMblil B OTAeIeHH
nyasmoHonornu HUKU nemquatpuu um. akanemuka 10.E. BeapsTumesa.

Karoueevte caosa: Oemu, cundpom eemepomaxkcuu, ﬂeeocmopouﬂuz? usomepusm, He0OHO3HAUHOoe nonodcerue, noaoxceHue 06pamH0e.

Ana untnposauns: MusepHuukuii K0.J1., HoBak A.A., 3opuHa U.E., Pa6oBa C.E., KoBanes WN.A., Bep4yeHko E.I., bepe3Huukuii B.C.,
MenuksH J1.11., Eropos J1.B. Peakuii BapyuaHT CUHAPOMA retepotakcuu y pebeHka B nysibMOHOJI0rMY€CKOM KJIMHUKE. POC BECTH nepuHaros
v neanarp 2022; 67:(6): 88-92. DOI: 10.21508/1027-4065-2022-67-6-88-92

Heterotaxy syndrome is a congenital malformation in which the internal organs of the chest and abdominal cavity have an abnormal
location. People suffering from this syndrome have multiple complex defects in the heart, blood vessels, spleen, liver, lungs and other
organs. Heterotaxy is a rare pathology that requires a multidisciplinary approach to diagnosis. This article demonstrates a rare case
of heterotaxy observed in the pulmonology clinic of the Veltischev Institute.

Key words: children, heterotaxy syndrome, left isomerism, situs ambiguous, situs inversus.
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CI/IH)IpOM TreTeEPOTAKCUM — TSKENIbIii KOMOMHUPO-
BaHHBIA TOPOK pa3BUTUSI BHYTPEHHUX OPraHOB,
BO3HMKAIOIIUIA B pe3yJbTaTe aHOMaJUMU B IEPUOJIE
SMOpUOTeHe3a, KOTopas MPUBOAUT K HAPYLIEHUIO TPO-
liecca JlaTepajn3alii ¥ 3aTparuBaeT OpraHbl OPIOLTHOM
U TPYIHOI TOJOCTU. B nutepaType BCTpedaroTcsl TaKue
CMHOHMMBI JAaHHOTO CHHIpOMa, Kak situs ambiguus,

«BUCLIepajibHas reTepoTakcusi» [1]. B HacTosiiiee Bpemst
CUHIPOM TeTepOTaKCUM paccMaTpuBaeTCsl KaK TeHeTH-
YecKM JeTepMUHUPOBAHHOE 3a0osieBaHue [2].
AHOMaJIMK pacnojioXKeHUsI BHYyTPEHHUX OPTaHOB acCo-
LIMMPOBAHBI ¢ IBYMSI OCHOBHBIMM HaITpaBJIEHUSIMU TIaTO-
reHesa. [lepBoe HampaBiieHUe — 9TO HapyllleHUe padOThI
LIWIMAPHOTO SMUTEJINS, CONPSKEHHOE ¢ (POpMUPOBaHUEM
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Musepnuyxuii FO.JI. u coagm. Pekuit BApUaHT CUHAPOMA FeTePOTAKCHM Y peOEHKA B IyJIbMOHOJIOTMYECKON KIMHUKE

LIMJTMOTIATHiI, B KOTOPbIE BXOIAT MEepBUYHAS LIVTHApHAST
nuckuHe3ust (cuHapom KaprareHepa), cUHIpoOM AJlb-
crpema, bapne—bumnsa, Kybepa, BpoxkneHHbIT aMaBpo3
Jlebepa, cuaopom Cenmopa—Jlokena, Mekkena—I'yoepa.
IIpu sTom moBpexknaercss MOTOpHBbIN Oenok Left right
dynein (Lrd), 4To NMpUBOAUT K HAPYIIEHUIO JIJAMUHAPHOTO
MTOTOKA BKCTPadMOPHOHATBHOM KUIKOCTU. B oTCcyTCTBHME
MPaBUILHOTO HATPaBJIEHUsI TTOTOKA MTPOUCXOIUT PaHIo-
MM3aIMs JIEBO-TIPaBOTO PacojiokeHs. 3a pa3BUTHE Tep-
BUYHOM IIMJIMAPHON TUCKUHE3NU OTBETCTBEHHBI MyTallUN
B IIMPOKOM CIIEKTpPe T€HOB, 4Yallle BCEro BCTPEYaloTCS
naroreHHble BapuaHThl TeHoB DNAHS, DNAH 11 [3].

Bropoe HampaBieHne — HapylleHUe Tiepenayu CHr-
Hama 1o Notch-siglaning myTH, KoTopasi 0oOyclOBJieHa
BPEMEHHBIM TIOBBIIIEHEM KOHIIEHTpauun noHoB Ca’'.
HMMeHHO upe3MepHasl akKTUBaLUS JAHHOTO TIYTH COIpSi-
XeHa ¢ (opMUpOBaHMEM W30MEpH3Ma, OCHOBAHHOTO
Ha nedexre 6enKoB, Koaupyembix reHamu: ZIC3, ACVR2B,
LEFTYA (EBAF), CRYPTIC, CRELDIwn NKX2.5[4, 5].

Ocoboe BHMMaHME TPUBJIEKAIOT Haubosee M3ydeH-
Hble MyTauuu B TeHe ZIC3, KOTOpbie MOTYT BBI3bIBaTh
JIMOO KJIAaCCHYECKYIO TeTepOoTaKCUio, JTMO0 M30JIMPOBaH-
HbIe TOpoKU cepana. [TpubmusurtensHo 1% ciydaeB crio-
pamndecKkoit reTepotakcuu u 6osee 75% ciydaeB cemeii-
HOI X-CIEeTIEHHOM TeTepOTaKCUU CBSI3aHbI ¢ MyTallei
Brene ZIC3

Kiaccudukanust pacroyioskeHUss BHYTPEHHUX Opra-
HOB BKJTIOUAET CJIEAYIONINEe cocTosTHMS: Situs solitus; Situs
inversus; Situs ambiguus (heterotaxia). Situs solitus —
HOpPMaJTbHOE PACITOJIOKEHWE OPraHOB TPYIHON M OpIOII-
HOW ITOJIOCTH, BEPXYILIKA CEpALla PACIOJIOXKEeHa B JIEBOW
MOJIOBUHE TPYIHOW KIIETKM, TMeYeHb HAXOMIUTCS OOJIbIIe
B IIpaBOil ITOJIOBUHE OPIOIIHOIM IIOJIOCTH; KpPOMeE TOTO,
onpeessieTcsl TPaBWJIbHAS apXUTEKTOHWKA OpPOHXMAJTb-
Horo nepesa [4]. Situs inversus — 3epKaJibHOE PacMojo-
>KeHUe BHYTPEHHUX OPraHOB — COCTOSTHHE, TIPU KOTOPOM
OTMeYaeTcsl 0OpaTHOE pacroOXeHNe BHYTPEHHMX Opra-
HOB, BEpXYIIIKa CepIlia PacIioioKeHa B MPpaBoii TOJIOBUHE
TPYAHOIN KJIETKW, TIeYeHb HaXOMWUTCSl OOJbllle B JIEBOM
MTOJIOBUHE OPIOIIHOW TIOJIOCTH; KPOME TOTO, OIpeaesi-
eTCsl aHOMaJTbHast apXMTEKTOHNUKA OpPOHXUAILHOTO JIepeBa,
JIEBBI TJIaBHBIN OpOHX KOPOTKMI M IIMPOKUIA, a TIpaBbIit
IJIaBHBIM OPOHX IJIMHHBINA 1 y3Kuid. Situs ambiguus (het-
erotaxia) — Heomnpeze/eHHOe TOJIOXKEHUE OPraHOB Tpyl-
HOW U GPIOLIHON TOJIOCTH, B paMKaX KOTOPOTO BBIIEISIIOT
MPaBOCTOPOHHUI M30MEPU3M U JIEBOCTOPOHHUI M30Me-
pusMm [6]. Bum m3omMepusma yTOUHSIETCSI CTPOTO IO MOp-
donorum yiex npencepauii. Tororpaduueckast aHaTOMUST
1 MOPOJTOTHS CeIe3eHKH He MCITOIB3YeTCs C 1IeJTbIO CTpa-
TU(UKALMKT (POPMBI TETEPOTAKCUU B CBS3M C TEM, UTO TaH-
HBII MPU3HAK He SIBJISICTCS YCTOMUMBBIM ITOKa3aTesIeM.

ITpaBoCcTOPOHHMIT M30MepPU3M dYallle BCEro BCTpeva-
eTcsl B paMKax cuHIpoma MBeMapka M BKITIOUYAET CIIEIy-
fo1Me pu3Haku [7]:

1) aHoOMaJIbHOE pPACIIOJIOXKEeHNE Cep/lia, MPOSIBIsSIO-
1eecs [eKcTpakapaueit 1mdo Mme3okapaneit (CpeaMHHbIM
nojioxkeHuem) [8];

2) mopdoornuyecku obda yiika Tpeacepansi UMeroT
MPU3HAKHU YIITKA ITPAaBOTO MPeaCcCepaus;

3) aHOMaJIbHBINf CUCTEMHBII BEHO3HBII BO3BpAT,
B 71% caydaeB BcTpevaeTcsl OuaTepajbHasl BEpPXHSIS
noJyiag BeHa, mout B 100% ciydyaeB OTCYTCTBYeT KOPO-
HapHBI CUHYC, a HIDKHSS T0Jlasg BeHa BIAaJaeT B OJHO
n3 npencepauii [7];

4) JeroyHbIii BEHO3HBIM BO3BpAT B CBS3U C OTCYT-
CTBMEM MOP(OJIOTMYECKH JIEBOTO Tpeacepaud [6, 8];

5) aHOMaJIbHOE aTPMOBEHTPUKYJISIPHOE COeTUHEHNUE,
MPUBOJISIILEe K HApYIIEHUSIM CO CTOPOHBI TTPOBOISILEH
CHCTEMBI Cepalia; yIBOEHNEe CUHYCHOTO y3J1a;

6) emuHOE TIpecepaue;

7) B 96% ciyuaeB BCTpevaeTcsl CTEHO3 WJIM aTpe3us
JIeroyHOIt aptepuu [9];

8) BHecepIeuHbIe MPOSIBJICHUSI:

— OTCYTCTBUE cene3eHKkU B 80% ciydyaeB, olHa celie-
3eHKa B 17% v nonucruieHust B 3—4% cnydaes [10];

— B 90% cnyuaeB oba JIETKMX MMEIOT TPEXIOJIeBOE
CTpOeHMUE;

— OIIpeessieTCs] LIEHTPaIbHOE TMOJIOKEHUE TIEYSHH ;

— WMeeTCsl MaJIbpOTalsT KUIIIeUHUKa;

— OOBIYHO OTCYTCTBYIOT HapylIeHUs OWIMapHOTO
TpakTa.

JIeBOCTOpOHHMIT M30MEPU3M BKITIOUAET CIIECAYIONINE
MPU3HAKU:

1) Mopdoaornuyecku obda yiika Tpeacepansi UMeroT
MPU3HAKU JIEBOTO MpeACEepAusi, YIIKO aHATOMUYECKU
MPaBOrO TpEACEPAUsT TPEYTOJbHONH (OPMBI C TYIBIM
YIJIOM, ITUPOKUM COETMHEHHUEM C MOJIOCThIO COOCTBEHHO
MPaBOrO MpeAcepausT 4Yepe3 TepMHUHAIbHYIO O0po3ny,
a aHATOMHWYECKM YIIKO JIEBOTO TIpeacepiaust TpabeKy-
JIU3UPOBAHOM CTPYKTYPBI, YITMHEHHON (DOPMBI, MMeeT
y3KOe OCHOBaHME;

2) aHOMaJbHOE TMOJIOXKEHUE Ccepllla BCTpedaeTcs
B 40—50% ciygaes [10, 11];

3) aHOMaJIbHBIN BeHO3HBIN Bo3Bpar. B 80% ciyuaen
BCTpevaeTcsl TpepbiBaHNEe HIDKHEN TMOJI0 BEHBI M pac-
IIMPEeHUEe V. azygous, BMANAIONIE B BEPXHIOW TOJYIO
BEHY, TTOMHUMO 3TOTO BO3MOXHO BIaJicHUE MeYECHOYHBIX
BEH B pasHble npeacepaus [12, 13];

4) nedexT MexXMpencepaHOol MeperopoaKku;

5) 00CTPYKIIMST BBIXOTHOTO TPAKTa JIECBOTO XKEJIyI04Ka;

6) aHOMaJTMM TIPOBOMAMIICH CUCTEMBI Cepla, MOXKET
ObITH OuJIaTepaibHOE OTCYTCTBUE CHHOATPUATBLHOTO
y3na 25%;

7) BHecepaeuHble nposiBnenus [12, 13]:

— monucruieHns B 88%:;

— B 90% cinyuaeB MopdOJOrMuecKu 00a JIErKux
HUMEIOT ABYIOJIEBOE CTPOSHHUE.

— KOJbIEBUIHAS TTOIKETYIOUHAS XKeJe3a;

— aTpe3usl XKeTYEeBBIBOMSAIINX ITyTe€ BCTpedaeTcs
B 11% cny4aes.

C menplo KayecTBEHHOU M 3(P(MEKTUBHON AMAaTHOC-
TUKA TETEPOTAKCUM TIPUMEHSIIOT pa3MIHbIE METOIbI
Bepudukauu TOpoKoB. PeHTreHorpacdusi opraHoB
TPYIHOM KJIETKU He TTO3BOJISIET TOYHO BepH(MHUIIMPOBATH
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KapauajdbHble aHOMAaJluM, OJHAKO Ha PEeHTreHOrpaMMe
IPYIHOM KJIETKW MOKHO BBISIBUTH AaHOMAJTUU PACITOIOXKE-
HUST cepalla, TaKue Kak AeKCTpakapaus W Me30Kapaus,
AHOMAJIMA PACIIOJIOXEHHUST OPTaHOB OPIOLTHOW TI0JIO-
CTU — pAacCITOJIOKEHUEe TeHU MeYeHHM, a TAKXKe OTIPEICINTh
n3zoMepusM OpoHxuasbHOTO Aepesa [13]. Ha cranmapt-
HOI 3JIEKTPOKAapANOTPaMMe U TIPY XOJITEPOBCKOM MOHU-
TOPUPOBAHUU DJIEKTPOKAPANOTPAMMBI PETUCTPUPYIOTCS
pa3IMYHOM CTENEeHU BBIPAKEHHOCTU AaTPUOBEHTPUKY-
JigpHas 60Kama, B Goyiee peIKUX CIydasix OTMEYaroTCs
HaKeTynoukKoBble aputMun [14]. O0sg3aTeIbHO TIPOBO-
JIATCS YIABTPA3BYKOBOE MCCIEeNOBaHKWE OPIOIIHON MO0~
CTU B COYETaHUU C JomTieporpadueit. B mponuioM rete-
poTakcHsl pas3neisiach Ha TaK Ha3bIBaeMble CHHIPOMBI
acIJICHUM W TIOJUCIUIEHUU. B HacTosiiee Bpemst Bapu-
AHTBI TETEPOTAKCUM ONPENCNISIOTCS TTPEUMYIIECTBEHHO
10 MOP(MOJIOTUM TIpEICEPANiA, OMHAKO OTCYTCTBUE Celie-
36HKU MOXET OBITb COMPSIKEHO ¢ (QYJIbMHUHAHTHBIM
TedeHWeM WHMEKIIMOHHOro Tpoliecca. omnmieporpa-
(usa TO3BOJISIET ONpPENeTUTh PACIIONIOKEHNE KPYITHBIX
COCyIOB, a Takxe aHoManuu ux pasButusi [15]. OmHy
U3 KITIOYEBBIX pOJieil B OUArHOCTMKE TeTepOTaKCUU
UTpaeT yJIbTPa3ByKOBOE MCCIIeIOBAHUE CEPlla, KOTOPOe
MO3BOJIIET OLEHUTh MOP(OIOTHIO TIPEACEPANiA, CTPYK-
TYpHBIE aHOMAJIUM CepAlla, a TakKKe BU3YaIM3UpPOBATh
cocyaucThbie Topoku [16]. XoTst axokapauorpadust OTHO-
CUTCS K CKPUHUHTOBBIM METOJaM BBISIBIIEHUST aHOMAJTUIA
pPa3BUTHUSA cepAala W KPYIHBIX COCYIOB, KOMITbIOTEpHAsI
M MarHUTHO-pe30HaHCHas ToMorpadusi TO3BOJISIOT
6osee 2HEKTUBHO BU3YaIM3MPOBaTh aHATOMUIO CEpalla
u cocynos [17].

JleyeHne mMaIMEHTOB C CHUHIPOMOM TeTepOTaK-
CUM HOCUT TIPEUMYIIECTBEHHO MMaJUTMATUBHBINA XapakK-
Tep B CBS3U C OOJNBIIMM KOJUYECTBOM aHOMAJIUIA,
YTO HE TTO3BOJISIET AOCTUYbL ITOJTHOM aHaTOMUYECKOM
peKkoHcTpyKimu [18].

B kavecTBe miUTIOCTpallM TIPUBOAMM Hallle KJIWHU-
yeckoe HaboeHUe pedeHKa ¢ peIKUM BapUaHTOM CHUH-
JIpOMa reTepOTaKCUU B TTYJTbMOHOJIOTMUECKON KITMHHKE.

Knunnyeckuii ciayvaii. PeGeHok 7 jeT BriepBble
MOCTYMUJ B OTAEJeHWe IyJbMOHoJoruu u3 OpJoB-
CKOM 00J1aCTH ¢ HAMpaBJISIIOIIMM TUArHO30M MepBUYHASs
nuiaMapHasi IMCKuUHe3usi, cuHapoMm Kaptarenepa (?).
HacnmencTBeHHBIN ajIeproJIOTMYeCcKUii aHaMHe3 OTSITO-
1IeH — 6aldyIIKa Mo JMHUY MaTepy CTpaaaeT OpOHXUATb-
Holf actMmoii. OTell 1eBOYKHM cTpamaeT 60sae3HbI0 KpoHa.

JleBouka poaunach ot 3-it 6epemeHHocTH (1-51 Gepe-
MEHHOCTh — Hepa3BUBIIAsICSI, TIpepBaHa Ha CpOKe
8 Henm, 2-51 6epeMEHHOCTb — MEPTBOPOXKIEHHBIN TUIOM,
Ha 40-i1 Hegee TecTany, pogopa3pelleHrue MyTeM Keca-
peBa cedyeHus ), MpOTeKaBIleil Ha (poHe Yrpo3bl TIPephI-
BaHUs. PomopaspellieHue ornepatiBHOe Ha cpoKe 37 Hepl.
Macca npu poxaenun 3150 r, mmHa Tena 52 ¢M, olleHKa
no Anrap 7/8 GamioB. B Bo3pacte 4 Hem ompeneseHb
WHBEPCUS cepalla U aHOMaJIUs PACIOJOXEHUST OPTaHOB
OPIOIIHON TIOJIOCTH, B CBSI3U C YeM PeOGEHOK HAXOMUJICS
TTO/1 HaOTI0IeHNEM B HEOHATAJTbHOM OTHEJICHUH.

KJINMHUYECKUE CJT1YHAU

JleBouka pociia 1 pa3BUBaiach B COOTBETCTBUM C BO3-
pactoM. C 3 jiler pommuTeseil cTtajq OeCIIOKOUTH TEpPUo-
MUYECKX BO3HUKAIOIIMI Y MEBOYKM Kalledb, SIU30/bI
OCTpPOTO OPOHXMTA, B CBSI3U C YeM TTPOBOAMIOCH aMOyia-
TopHoe JiedeHue. C yueToM yKa3aHHBIX Xajio0 U aHOMa-
JINY PACTIONIOXEHWSI BHYTPEHHUX OPraHOB Y peOeHKa ObLT
MPEIO0XEeH TUArHO3 MEPBUYHON IUIMAPHON TUCKU-
He3uu (cuHapom KaprareHepa), peKoMeHI0BaHO 00cCIe-
JIOBaHNE B CIeIIMaTU3UPOBAHHOM OT/IEJICHUH.

Ilpu mocTyruieHUM B OTHENEHUE MYJIbMOHOJOTUUN
HWKW nenuatpuu v 1eTCKOW XUPYPTUM UM. aKaleMuKa
10.E. BenpTuiena B Bo3pacte 8 JIeT COCTOSTHUE pebeHKa
paclieHEeHO KaK CpelHel CTeNeHU TSKECTH MO OCHOB-
HoMYy 3a00JIeBaH1I0, CAMOYYBCTBUE BBIPAXKEHHO HE CTpa-
naino. Macca Tena 43 Kr, 4yTO COOTBETCTBYeT 97-My
n OoJiee TIepPUESHTUIISIM, pocT 132 ¢M, YTO COOTBETCTBYET
50—75-my mepueHTwIgIM. Kaienb m ofpIllIKa B ITOKOE
otcytcTBoBasiM. CO3HAaHUE SICHOE, TIOJIOKEHUE aKTUBHOE.
KosxHble TIOKpOBBI 4YMCTBIe, cyxue. Bummmbie ciausu-
CThle 00O0JIOUKM PO30BbIE, TATOJIOTUYECKUX HAIOXKEHUI
HeT. HocoBoe mbixanue He 3aTpynmHeHo. @opma TpyaHO
KJIeTKU HuIMHApUdYeckast. YacTora AbIXaTeTbHBIX ITBU-
KeHunit 21 B 1 MUHYTY. AYyCKyJbTaTUBHO JIbIXaHWE TTPOBO-
JIATCSI BO BCE OTIENbI, PABHOMEPHO OCJIa0JIeHO, XPUTIOB
HeT. Hachimenue (catypaiysi) KpoBH KUCIOpoaoM 98%.
ToHBI cepana 3By4HbIe, apUTMUYHBIE, YaCTOTa Cepaey-
Hbix cokpatieHuit (YCC) 102 yn/mMuH. 2KMBOT MSATKUMA,
0e300se3HeHHbIN. [leyeHb M cefe3eHKa He TaJbIIMpY-
forcs. Dusnonornyeckue OTIPaBIeHUS B HOPME.

ITo nanHBIM MabGOpaTOpPHOTrO OOCIENOBAaHMS TTOKa3a-
TeJU KJIMHUYECKOTO U OMOXMMMYECKOTO aHajiM3a KPOBH,
aHaju3a MOYM — B paMKax pedepeHCHBIX 3HAaYeHUIA.
VYposens IgE, A, G, M — B HOopMme. [lo naHHBIM criUpo-
METpUU 0O0BEMHO-CKOPOCTHBIE TTOKa3aTejlu B Tpeeiax
MOJDKHBIX BeIMUMH. C 1eTbi0 CKITIOUEHUST TMJIMOTIaTUM
METOJIOM BHI€0aCCUCTUPOBAHHON MUKPOCKOMUU TIPO-
BelleHa OlleHKa MOABMXKHOCTU PECHUYEK MEePIATETbHOTO
SMUTENS, TI0 pe3yJibTaTaM KOTOPOW HapyIIeHUN LIWJIN-
apHoOil (pyHKIIMM BbIsIBIEHO He Oblno. [Ipu yabTpasBy-
KOBOM MCCJIEIOBAHMU BHYTPEHHUX OPraHOB y pebeHKa
BBISIBJIEHBI 0OpaTHOE PACIONIOKEHNE OpraHOB OPIOIITHOM
MOJIOCTH, KeTYHOKaAMeHHasi 00J1e3Hb, MOJUCTUICHUS.

C 1esblo OLEHKU COCTOSIHUSI CEepAeYHO-COCYIMCTOMN
cucteMbl ObUIa  BBIMOJHEHA  3JeKTpokKapauorpadus,
MpU KOTOPOI B MOJIOXKEHUHU JiexKa, CTOsI, a TaKXKe TOCIIe
¢du3MYecKoil Harpy3Ku OMNpeAessuIuCh  TpPeaCepaHbI
PUTM, PE3KO BbIpaXKEHHAsI apUTMUS C TIEPHOIAMM TTO TUTTY
«taxu-6panm» co cpenneit YCC 115—60 yn/muH. B cBsa3u
C BBISIBJICHHBIMU M3MEHEHMSIMU C TIEJIbI0 MCKITIOYEHUST
CTOMKUX HApYyIIEHUI PUTMA MPOBEIECHO XOJTEPOBCKOE
MOHUTOPUPOBAHUE 3JIEKTPOKAPAUOTPAMMBI, MO Pe3ysIb-
TaTaM KOTOPOTO OTMEYEH YCTOWYMBBIA MpPencepaHbIiA
PUTM, 4YTO, BEPOSITHO, CBUIETEIBCTBYET 00 OTCYTCTBUU
cuHycHoro y3ia. [1o pe3ynbratam sxokapauorpaduu Obu
BBISIBJIEH JIEBOCTOPOHHMI M30MEepU3M 0e3 TeYeHOUYHOTO
CcerMeHTa HUXXHEU MoJIoil BEHbI C € HeMapHbIM MPOIOJI-
JKEHMEM, TIOJIOCTHU CepJlia HE PACIIUPEHBI, OMPENesaIach
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Muszepruykuii FO.J1. u coasm. Penxuii BApUaHT CUHAPOMA reTepoTakcuu y pebeHKa B MyJIbMOHONIOTMYECKOM KIMHUKE

MHWHUMaJIbHasi HETIOCTOSTHHAST PETYPTUTALIMS HA MUTPaJTb-
HOM KJIallaHe W PEerypruTalys Ha TPUKYCITMIATBHOM Kila-
mmaHe 1+, pacyeTHOE CHCTOJMYECKOE NaBJIICHUE B TTPABOM
KeyIouKe B TIpelesiax HOPMBI, CTBOJI M BETBU JIETOU-
HOIt apTepun 6e3 0COOEHHOCTEH, perypruTaiys KiiarnaHa
JieroyHoi aprepuu 1—1,5+; pacueTHoe CHCTOIMYECKOe
nasneHue B [12K 31 mwm pr.cT. (puc. 1).

B cBsI3M ¢ BBIBIEHHBIMU TIpU 3XOKapauorpaduu
U3MEHEHUSIMH OBUTO TIPEIITOJIOKEHO TeUeHNEe CUHIpOMa
reTepoTakKCUM, MpoBeAeHa KOMITbIOTepHast ToMorpadust

LAA — yWwHo AN I

Puc. 1. Dxokapauorpamma aeBoyku JI.
Fig. 1. Echocardiography of a girl L.

OpraHoOB TPyAHOU KJIeTKU (puc. 2), B TOM YHCJIe C BHY-
TPUBEHHBIM KOHTPACTUpOBaHWEM (pHUC. 3), TTO JaHHBIM
KOTOPOil ornpeiefeHbl MPU3HAKU OOPATHOTO pPacroio-
SKEHUSI OPraHOB OPIOLITHOM TTOJIOCTH, TIOJIUCTUIEHUH, OYa-
TOBOTO U3MEHEHMS TICUEHU M JKETIHOTO My3bIPsI; OTCYT-
CTBUE TIEYEHOUHOTO CETMEHTa HIKHEN TIOJIOM BEHBHI,
TPU3HAKA IBYIOJIEBOTO CTPOSHUSI TIPABOTO JIETKOTO.
PeGeHok ObLT MPOKOHCYIBTUPOBAH IYJIbMOHOJIOTOM
npogeccopom FOJI. MusepHMUKUM U KapauOJOrOM
npodeccopom U.A. KoBaneBbIM: 110 JaHHBIM aHaMHe3a,

RAA —ywko NN
RA— NN

Puc. 2. 3D-pekoHCcTpyKIM JerkuX. /IByao1eBoe cTpoeHne 000uX JIeTKHX.
Fig. 2. 3D reconstruction of the lungs. Bilobar structure of both lungs.

Puc. 3. 3D-peKOHCTPYKIHMSI KOMIIBIOTEPHOIT TOMOTPAMMbI OPraHOB IPY/IHOM MOJIOCTH ¢ KOHTPACTHBIM YCUJIEHHEM.
BAo — Bocxomgmas aopra, HAo — Hucxoasimas aopra, JIA — nerounas aprepusi, I12K — npasblii JKeqymnouek,
JIZK — neBblii Keaynoyex.
Fig. 3. 3D reconstruction of computed tomography of the chest organs with contrast enhancement.

BAo — ascending aorta, HAo — descending aorta, JIA — pulmonary artery, II2K — right ventricle, JI2K — left ventricle.
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pe3ysibTaTaM TPOBEACHHOTO O00CIeIOBaHUST CUHIPOM
Kaprarenepa y pebeHka Obl1 uckitouyeH. bbun auarHo-
CTUPOBAH BPOXIECHHBIN TMOPOK Pa3BUTHS: TeTepOTaK-
CUsl — JIEBOCTOPOHHUIA M30MEpU3M (IBa JIEBBIX TIPEI-
cepaus, HapylleHWe pUTMa Cepalia: IpeacepaHbIii pUTM;
MpephIBaHNe HWKHEH MOJION BeHBI, 00paTHOE PacIiojio-
>KeHMe BHYTPEHHUX OPTaHOB OPIOLTHOW TOJOCTH; IO -
CIUIeHUS; IBYI0JeBoe TipaBoe Jierkoe). C yueToM OTCyT-
CTBUSI BHYTPHUCEPAECYHBIX AHOMAJIUIA M BBIPAKEHHBIX
HapyLIeHW BHYTPUCEPACUYHOM TeMOIMHAMUKHM, a TaKXKe
HapylIEHUI JIETOYHOI CHUCTeMbl peOEHOK B HACTOSIIIIEee
BpeMsI B JICUEHUU He HYXIaeTCs.

JInst yrouHeHusl AMarHosa rpoBeeHO MOJIEKYJISIPHO-
TreHeTHUYeCcKoe ncciaeanoBaHre (TOJTHOTEeHOMHOE CEKBEHU -
poBanue). 1o ero pesynbraram B a3k30He 4 reHa ACVR2B
BBISIBIEHA BEPOSTHO MAaTOTeHHast MyTallvsl, TTPUBOASIIAST
K 3aMeHe aMWHOKUCJIOThI B moyiokeHun 145. Myranuu
B JaHHOM T€He COTPSIKEHBI ¢ ayTOCOMHOM BUCIIEPATbHOM

JINTEPATYPA (REFERENCES)

1. Jacobs J.P., Anderson R.H., Weinberg P.M., Walters H.L.,
Tchervenkov C.1., Duca D.D. et al. The nomenclature, defi-
nition, and classification of cardiac structures in the setting
of heterotaxy. Cardiol Young 2007; 17: 1-28. DOI: 10.1017/
S1047951107001138

2. Shiraishi I., Ichikawa H. Human heterotaxy syndrome—from
molecular genetics to clinical features, management and progno-
sis. Circ J 2012; 76: 2066—2075. DOI: 10.1253 /circj.cj-12—0957

3. Zhu L., Belmont J., Ware S. Genetics of human hetero-
taxias. Eur J Hum Genet 2006; 14: 17—25. DOI: 10.1038/
sj.ejhg.5201506

4. Hoeax A.A., Musepnuyxuii F0.JI. TlepBuuHasi muianapHasi
NIMCKUHE3Us: COCTOSIHUE TPOOJeMbl U MEepCreKTUBbl. Me-
nuurHeKkuii coet 2021; 1: 276—285. [ Novak A.A., Mizernits-
kiy Yu.L. Primary ciliary dyskinesia: state of the problem and
prospects. Meditsinskiy sovet 2021; 1: 276—285. (in Russ.)]
DOI: 10.21518/2079—701X-2021—1-276—285

5. Purandare S.M., Ware S.M., Kwan K.M., Gebbia M., Bas-
si M.T., Deng J.M. et al. A complex syndrome of left—right
axis, central nervous system and axial skeleton defects in Zic3
mutant mice. Development 2002; 129: 2293—2302. DOI:
10.1242/dev.129.9.2293

6. Yan Y.L., Tan K.B., Yeo G.S. Right atrial isomerism: prepon-
derance in Asian fetuses. Using the stomach-distance ratio
as a possible diagnostic tool for prediction of right atrial isom-
erism. Ann Acad Med Singap 2008; 37: 906—912

7. Ortega-Zhinddén D.B., Flores-Sarria 1.P., Minakata-Quir6-
ga M.A., Angulo-Cruzado S.T., Romero-Montalvo L.A., Cer-
vantes-Salazar J.L. Atrial isomerism: A multidisciplinary
perspective [Isomorfismo cardiaco: Una perspectiva multi-
disciplinaria]. Arch Cardiol Mex 2021;91(4):470—479. DOI:
10.24875/ACM.20000567

8. Van Praagh S. Cardiac malpositions and the heterotaxy syn-
drome. In Nadas’s Pediatric Cardiology. Second edition.
Ed. J.F. Keany, J.E. Lock, D.C. Fyler. Philadelphia: Saun-
ders Elsevier, 2006; 589—608

IMoctynuia: 10.09.22

Kongpauxm unmepecos:

Aemopbt danHoil cmambu h0OMeepousUu Omcymcmeaue KoH-
(aukma unmepecos u PUHAHCOB0U NOOOEPIHCKU, O KOMOPbIX
Heobxo0umo coobujume.

KJINMHUYECKUE CJT1YHAU

rerepotakcueiir, Turm 4 (OMIM #613751, ¢ ayrocomMHO-
MOMMWHAHTHBIM TUIIOM HacjienoBaHusi) [19]. Pesynb-
TaThl MOJIEKYJIIPHO-TEHETUYECKOTO aHalli3a TTO3BOJIUIIN
OIHO3HAYHO YTOYHWTH OUArHO3 pebeHKa: ayTOCOMHasI
BUCLIEpaJIbHAs TeTePOTAKCHSI, TUTT 4.

3akntovyeHue

Taxum o6pa3om, aHOMaJIMK PACIIOJOXEHUSI BHYTPEH-
HUX OPTaHOB — 3TO COCTOSTHUSI, COTIPSIKEHHBIE C BBICO-
KM PUCKOM Pa3BUTHS YTPOXKAIOIINX XKU3HU U3MEHEHUIA
KaK OpPTaHOB TPYIHO KJIETKH, TaK W OPIOITHOM MOJOCTH.
JI1st TIOJTHOLIEHHOM JAMArHOCTUKN W KOPPEKTHOTO Belie-
HUST 9TUX MAlMEHTOB TpeOyeTCs] KOMITIEKCHBIN MYyJIbTH-
OVCHIMTUTMHAPHBINA TIOIXOM C TIPUBJIEUYEHUEM KOMaHIIbI
CIMEIMATMCTOB IIIMPOKOTO MPOMWIS U BHICOKOTEXHOJIO-
TUYHBIN TTOAXOA K BepU(UKALIMU HE TOJBKO CTPYKTYp-
HBIX aHOMAJIWIi; Hy>XHa ellle OlleHKa (PYHKIIMOHAIBHOTO
COCTOSTHVSI OpTaHU3Ma B IIEJIOM.

9. Kim S.J. Heterotaxy syndrome. Korean Circ J 2011; 41:
227-232

10. Kothari S.S. Non-cardiac issues in patients with heterotaxy
syndrome. Ann Pediatr Cardiol 2014; 7: 187—192. DOI:
10.4103/0974—2069.140834

11. Anderson R.H., Brown N.A., Meno C., Spicer D.E. The impor-
tance of being isomeric. Clin Anat 2015; 28: 477—486. DOI:
10.1002/ca.22517

12. Loomba R., Shah P.H., Anderson R., Arora Y. Radiologic con-
siderations in Heterotaxy: need for detailed anatomic evalua-
tion. Cureus 2016; 8(1): e470. DOI: 10.7759/cureus.470

13. Ho S.Y., Seo J.W., Brown N.A., Cook A.C., Fagg N.L., Ander-
son R.H. Morphology of the sinus node in human and mouse
hearts with isomerism of the atrial appendages. Br Heart J
1995; 74: 437—442. DOI: 10.1136/hrt.74.4.437

14. Renier H. Intra-Abdominal Abnormalities Associated with
Polysplenia Syndrome. J Belg Soc Radiol 2019; 103(1):54.
DOI: 10.5334/jbsr.1903

15. Marx G.R. Echocardiography in heterotaxy syndrome. World
J Pediatr Congenit Heart Surg 2011; 2: 253—-257. DOI:
10.1177/2150135110397671

16. Loomba R., Shah P.H., Anderson R.H. Fetal Magnetic Reso-
nance Imaging of Malformations Associated with Heterotaxy.
Cureus 2015; 7(5): €269. DOI: 10.7759/cureus.269

17. Kulkarni A., Patel N., Singh T.P., Mossialos E., Mehra M.R.
Risk factors for death or heart transplantation in single-ven-
tricle physiology (tricuspid atresia, pulmonary atresia
and heterotaxy): a systematic review and meta-analysis. J
Heart Lung Transplant 2019; 38: 739—747. DOI: 10.1016/j.
healun.2019.04.001

18. Ma L., Selamet Tierney E.S., Lee T., Lanzano P., Chung W.K.
Mutations in ZIC3 and ACVR2B are a common cause
of heterotaxy and associated cardiovascular anomalies.
Cardiol Young 2012; 22(2): 194-201. DOI: 10.1017/
S1047951111001181

Received on: 2022.09.10

Conflict of interest:
The authors of this article confirmed the lack of conflict
of interest and financial support, which should be reported.

POCCUIICKWIA BECTHUIK MEPUHATOJIOMMW U MNEANATPUM, 2022; 67:(6)

92

ROSSIYSKIY VESTNIK PERINATOLOGI! | PEDIATRII, 2022; 67:(6)



Cunapom Anamca—OJuBepa
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Adams—Oliver syndrome

L.G. Kiseleva', N.A. Bessolova’, M.S. Kopylova®, D.A. Babitskaya®, E.D. Seledueva’

'Northern State Medical University, Arkhangelsk, Russia;
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IIpencrasiien cIyyaii peIKoro HaCJeJCTBEHHOro 3a00eBaHuss — cunzipoMa Anamca—OJmBepa. Y HOBOPOKIEHHO¥ J1€BOYKH MPH KJIH-
HUYECKOM OCMOTpPe OTMEYeHO NMOpaKeHHe TUCTAIBHBIX OTIEN0B KOHEYHOCTell B BUIe CHHIAKTHINM MPOKCHMAIBHBIX (amanr [V-V
u II-III nanbues, runomia3um HorreBbix (hananr 11—V nanbueB JieBoii cTombl, cpameHns MPOKCUMANBHBIX (hANAHT U OTCYTCTBHUS
cpennux u HorreBbiX (pajanr II-III manbueB npaBoil cTOMbI, TMNOMIA3MN KOHIIEBOI (DAJAHIU M OTCYTCTBHUSI HOTTEBOI TUIACTHHKH
11 nanbua JeBoii kuctu. Kpome nopokoB pasBUTHS KOHEYHOCTEH, BbISBJIEHbI AHOMAJNM PA3BUTHS KOXKH BOJOCHCTOM YACTH TOJIOBBI
B BHJIE YYACTKA aIlIa3uM ¥ BIPOCTOB, NMpPeICTABIEHHBIX TMNEpPILIa3ueil MOTOBbIX XKeJje3 ¢ pudpoanuTeMaabHbIM BoipocToM. Kapim-
aJibHAsA MATOJIOTHS CONMPOBOXKIAIACH HAPYIIEHMEM PUTMA Cepiua 1Mo THNY CHHYcoBoii Opammaputvun. Cunapom Anamca—QOummBepa
NPE/ICTABJISET CO00# CJI0KHOE 3200.1eBaHKe ¢ (DeHOTHIHYECKOI M3MEHYUBOCTBIO, YTO BbI3bIBAET TPYAHOCTH KJIMHUYECKOi JUATHOCTHKH.

Karouesvte croea: nosoposcdennwiit, cundpom Adamca—Onueepa, anaasus Koxcu, nonepeunvle deghekmol KOHEUHOCMEU.

Ansa yntnpoBaHns: Kucenesa J1.I., becconosBa H.A., Konbinosa M.C., babuukas [.A., CeneayeBa E.[l. CuHapom Anamca—OnuBepa. Poc
BeCTH nepuHaron v neauatp 2022; 67:(6): 93-97. DOI: 10.21508/1027-4065-2022-67-6-93-97

The article presents the observation of a rare hereditary disease: Adams—Oliver syndrome. In a newborn girl in the postnatal period,
a lesion of the distal extremities was revealed in the form of syndactyly of the proximal phalanges of 4—5 and 2—3 fingers, hypoplasia
of the nail phalanges of 2—5 fingers of the left foot, fusion of the proximal phalanges and the absence of middle and nail phalanges
of 2—3 fingers of the right foot, hypoplasia of the terminal phalanx and the absence of the nail plate of the 2™ finger of the left hand. In
addition to malformations of the extremities, anomalies in the development of the skin on the scalp in the form of an area of aplasia and
outgrowths, represented by sweat gland hyperplasia with a fibroepithelial outgrowth, were noted. Cardiac pathology was manifested
by a heart rhythm disturbance of the type of sinus bradyarrhythmia. Adams—Oliver syndrome is a complex disease with phenotypic
variability, which causes difficulties in clinical diagnosis.

Key words: Newborn, Adams— Oliver syndrome, skin aplasia, transverse limb defects.

For citation: Kiseleva L.G., Bessolova N.A., Kopylova M.S., Babitskaya D.A., Seledueva E.D. Adams—-Oliver syndrome. Ros Vestn Perinatol i
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HUeM KOoHewHocTeli»). [lepBoe omumcaHue 3abosieBaHUS
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B Hay4yHOU JMTepatype mpeacTaBiieHo B 1945 r. amepu-
KaHCKUM JeTcKuM Kapauonorom F.H. Adams u xknmmHu-
yeckuMm reHetukom C.P. Oliver, Koropsie HaOm0gaIM
ceMbio M3 8 OoJbHBIX [3]. 3a00/1€Ba€MOCTh COCTABIISIET
0,44 ciyuast Ha 100 ThIC. XXMBOPOXIEHHBIX AeTeit [4].
Cunapom Amamca—OnuBepa ITIpeICTaBIsIET COOOI
TEHETUYeCKU TeTeporeHHoe 3abosieBaHUE, KOTOpOe
B OOJBIIMHCTBE CJIy4aeB MMeEeT ayTOCOMHO-IOMM-
HaHTHBIM TUIT HACJIeOBaHUS C PA3JIMYHON CTETNEHBIO
neHeTpaHTHOCTU (MyTauuu B reHax ARHGAP31, RBPJ,
NOTCHI, DLL4 — cunnpom Anamca—Onusepa, 1, 3, 5
M 6-11 TUTTBI COOTBETCTBEHHO). OMHAKO TaKXKe MMEIOTCS
COOOIIIeHUSI O TUIIaX CHUHApPOMAa C ayTOCOMHO-pellec-
CHUBHBIM HacjeqoBaHueM (Mytanmu B reHax DOCKG,
EOGT — 2 w 4-i1 Tunbl COOTBETCTBEHHO). Kaxkmblit
M3 yKa3aHHBIX TEHOB UTPAET KIIFOUYEBYIO POJIb B SMOPHO-
HaJbHOM pa3BuTuH [35, 6]. BapnabenbHOCTh (DEHOTUITH -
YeCcKUX MPU3HaKoB cuHapoMa Anamca—OnuBepa MOXET
co3faBaTh TPYAHOCTU TIPU TIPOBENEHUU KIMHUYECKOM
nuarHocTuku. OCHOBHBIM KOMITOHEHTOM TlaToreHe3a
CUHApPOMAa MHOTHME aBTOPBl CYMUTAIOT BPOXICHHYIO
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BaCKYJIONMATHUIO, TPUBOASIIYI0O K TMOPaXEHUI0 KOHEY-
HOCTEI, CepaeYHO-COCYIMCTON CHUCTEMBI, TOJOBHOTO
Mo3ra, Te4eHu, ToYek, JIeTKMX, ria3 u koxu [7—10].
Backynomnatust MOXeT TPUBECTH K MPaAMOPHOCTH KOXU
(cutis marmorata telangiectatica congenita) [11]. ¥ 20 %
JeTeld HaOII0MaloTCsT BPOXISCHHBIE TTOPOKMU Ccepala —
ne@eKTbl  MEXKETyIOYKOBOM W MEXIpeacepaHon
reperoponok, TeTpaga ®Danno, KoapKTauusi aopThl
U IBYCTBOpPUYATHIM aopTajbHbIi KianaH [12]. Umerorcs
COODIIIEHUS O PEIKUX CUMITOMAaX 3a00JIeBaHUST B BUJIE
STUJICTICUU W STUJIENITUIECKOM dHIIe(haTonaTum, CBs-
3aHHBIX ¢ MyTauneil B reHe DOCKG; y 3TUX TAlIMEHTOB
BBISIBJISTIOT TIOPOKW Pa3BUTHUS TOJOBHOTO MO3ra, aHO-
MaJIMM OpraHa 3peHus] U YMCTBEHHYIO OTcTajnocTh [13].
IIpyn Tumax cuHApPOMa C ayTOCOMHO-PELeCCUBHBIM
HacJieMOBaHNUEM B KIMHMYECKOW CUMITOMATUKE MOTYT
MpeBaIMPOBaTh HEBPOJOTUUYECKKME HapyIIeHUs B BUIE
MUKpoLehalni, CyIopor, JIeWKomaTuu  OOJbITNX
MOJYIIAPUIA ¢ 3aMECTUTENIbHON BHYTPEHHEM THUApOILe-
(hanmeii, cmacTUYeCKOTO TeTparape3a, BbIPaXKeHHOM
3aIePXKKU TICUXOMOTOPHOTO U peueBOro pa3Butus [14].
Jleyenne nipu cuHapome Amamca—OnuBepa, Kak Ipa-
BWJIO, CUMIITOMaTUYECKOEe, HO TIpU TPYOBIX AedeKTax
KOHEYHOCTEI paccMaTpuBaeTCsI PEKOHCTPYKTMBHOE
XUPYpPruyeckoe BMeIaTeabeTBo [15].

ITpuBoayM coOCTBEHHOE KIIMHUYECKOe HaOJ0aeHE
cuHapoma Anamca—OnuBepa y JNE€BOYKM, POXICHHOM
B OIHOM M3 POJOBCIIOMOTATEIbHBIX YUPEXKIACHUIN ApXaH-
reJIbCKOM 00J1acTu.

Kmmnnueckwuii cayyvaii. JleBouka I'. oT xeHIIIMHBI 22 jieT
poaunachk B cpoke rectaumu 40 1/7 Hem co cpemHUM DU3N-
YyecKnM pa3BuTeM — Macca tena 3400 1, mmmHa 52 cM,
OKPYKHOCTb TOJIOBBI 35 CM, OKPYKHOCTb TPYIHOM KIETKU
35 cM. M3 anaMHe3a n3BECTHO, UTO TaHHast 0epeMEeHHOCTh
repBast y KeHIIUHBI ¢ YMEPEHHBIM CHVKEHUEM YPOBHSI
KOTHUTUBHBIX (DYHKIIWH, B TOM YKCJIe MTaMSITH, BHUMaHUSI,
WCTTOJTHUTETbHBIX HABBIKOB, 3aMeUIEHUEM TeMITa MBIIILTe-
HMS, 3aTPYTHEHUEM YCBOSHUST MHOTO3aJaYHBbIX MHCTPYK-
muii. 2KeHmmHa oKoHYmIa 9 KJIacCOB KOPPEKIIMOHHOM
IIKOJIBI. B MEAMIIMHCKOI TOKYMEHTALIMM OTCYTCTBOBAIIU
CBEIEHUSI O BO3MOXKHOM TICMXMUYECKOM IHAarHo3e, aHo-
MaJIMii pa3BUTHSA Y XKEHIIUHBI He oTMedeHo. [ToctaHoBKa
Ha yYeT B JKEHCKYI0 KOHCYJIbTALMIO TTO3MHSIST — B 23 Hen
oepemeHHocTr. [lpu  yiabTPa3ByKOBOM HCCJIENOBaHUU
B JIEBOM KeJTyIOuKe cepiia Tioaa oOHapyKeHbI 1Ba TUTIe-
paxoreHHbIX dokyca 1o 2,5 MMm. bepeMeHHOCTh OCI0X-
HWIACh TenaTro3oM, aHeMueil jierkoii crernenu. MMmyHo-
(bepMeHTHBIN aHaIW3 BBISIBUI BbICOKOaBUIHBIE (78,9%)
nMMmyHorooynmHbel G K KpacHyxe. Pombl orepaTuBHBIE
(KecapeBO ceueHMe) BCJIENCTBME Ta30BOTO Mpejiexa-
Hus Tutoma. OKOJIOTUTOMHBIE BOABI CBET/ble. JIbIXaHMe
y pebeHKa caMocTosITeJIbHOe TIpu poxkimeHuH. OleHKa
1o mkayie Arrap 8/9 6amios. I1py KTMHUYECKOM OCMOTpe
HOBOPOXICHHON JI€BOYKU BBISIBICHBI MHOXECTBEHHBIE
TTOPOKM Pa3BUTHS:

— BJIOOHOI1 001aCTH CITpaBa iBa KOXKHBIX BIPOCTa —
1,31 0,5 cm (puc. 1);

KJINMHUYECKUE CJT1YHAU

— YYacTOK arula3uu KOXW HaJl TPOEeKIMEel CTpeno-
BUJHOTO 111Ba qramMeTpoM 1x1 cMm ¢ medekTom moajexa-
el KOCTHOM TKaHu (puc. 2);

— CUHIAKTWIMSI TTPOKCUMaJIbHBIX (pamanr IV u V,
II u 11l manbueB, a TakXe TUIIOMJIa3Usl HOTTE M KOH-
neBbIX damanr 11—V manblieB 1eBoOil CTOMBI;, cpallleHue
MPOKCUMAJIbHBIX (pajlaHT U OTCYTCTBUE CPEAHUX U HOTTE-
BbIX (hasnaHr I1 u I11 manbues npaBoii crornsl (puc. 3);

— BbIpaXkeHHasl TUIIOIUIa3Usl KOHIIEBOW (panaHTu
U OTCYTCTBME HOITeBOH rutacTuHKU Il manbia jeBoid
kuctu (puc.4).

K rpynn mpunoxeHa B omnepaiimoHHOM. BakumHu-
poBaHa ot renatuta B. Haxoaunacek B nanare cOBMECTHO
¢ MaTtepbio. B Havane 4 cyToK XXM3HU OTMEUYEHO YXY/IIIIe-
HUE COCTOSTHUSI BCJIEICTBUE YTHETEHUSI BUTATbHBIX (DYHK-
it — opanukapaust 1o 80 ya/MuH, OpaauITHOD, CepbIii
TOH KOXU, CHUKEHHME CTIOHTAHHOM IBUTATEIbHON aKTUB-
Hoctu. [l o6cnenoBaHus U JedyeHUsI TiepeBeieHa B OT/e-
JIeHUE TIaTOJIOTUM HOBOPOXKIEHHBIX M HEJIOHOIIEHHBIX

Puc. 1. Koxubie BLIDOCTbI B 00,1aCTH BOJIOCHCTO#
YACTH I'0JIOBBI.
Fig. 1. Skin outgrowths in the scalp.

Puc. 2. Ovar anjia3um KOXd B 00,1aCTH CTPEJIOBH/I-
HOrO mIBA.

Fig. 2. Afocus of skin aplasia in the region of the sag-
ittal suture.
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nereit [leprHaTagbHOTO 1IeHTpa ApXaHTelbcka C AUarHo-
30M: «MHOXECTBEHHBIE BPOXKIEHHBIE TTOPOKU Pa3BUTHSI.
Hapymenue putma cepaiia no Tuny 0paauaputMum».

I[lpy mocCTyrjaeHuM COCTOSIHME pacleHUBAIOCh
KakK CpelHel CTeNeH! TSKeCTH ¢ YIeTOM 9MOPUO- 1 Kap-
nuonatuu. Ha ocMmoTp pearmpoBasia ameKBaTHO, KPUK
9MOIMOHATBHBIN, pedeKchl OpaTbHOTO U CIIMHAIBLHOTO
aBTOMaTU3Ma BbI3bIBAIMCh. MBIIIIEYHBI TOHYC yMe-
peHHo nuddy3Ho cHxkeH. Koxa xenrtyirHast, mpu3Haku
OUIMPYyOMHOBOM MHTOKCUKALIMU OTCYTCTBOBaIM. JlbIxa-
HUe Be3uKysipHoe. TOHBI ceplilia SICHbIE, HO 10 9-X CYyTOK
SKM3HU BBICTYIIMBAJIUCH 3KCTPACHUCTOIbI MaKCUMaJIbHO

Puc. 3. CunpakTuiusi npoKcuMadbHbIx ¢ananr I1—
III, IV-V najbneB ¥ runomiasusi KOHIEBbIX ajaHr
II-V nanbueB JjeBoii crombl. CHHIAKTHIMS NPOKCH-
MAJbHBIX (haJIaHT M ania3us KoHueBbix ¢ananr I1-I11
NAJbIeB MPABO CTOMbI.

Fig. 3 Syndactyly of the proximal phalanges of 2—3,
4-5 fingers and hypoplasia of the terminal phalanges
of 2—5 fingers of the left foot. Syndactyly of the proxi-
mal phalanges and aplasia of the terminal phalanges
of 2—3 fingers of the right foot.

Puc. 4. BoipaxKeHHas1 THNOIUIA3HS KOHIEBO# (hajaHTH U OT-
cyTcTBHE HOrTeBoii macTuHky 11 manbna jeBoii Kucru.

Fig. 4. Severe hypoplasia of the terminal phalanx and absence
of the nail plate of the 2" finger of the left hand.

Kucenesa JI.T. u coasm. Cunnpom Anamca—Onusepa

1o 4 B MuHyty, opanuxkapaus 1o 90 yn/muH. 1o neBomy
Kpaio TPYIWHBI OIpPEAeNsiCS HEerpyoblii CHUCTOIMYE-
CKUIA 1IIyM 6e3 TIpoBeNeHMS 3a MpeAesibl OTHOCUTEBHOM
CepIeYHOl TYMOCTH, TPaHUIIBI Cepilla He PacIIMpEHbI,
MyJIbCallvsl Ha TlepuepruecKux apTepusix CUMMETPUY-
Hasl, HachlllleHue (caTypalusi) KpOBU KUCIOPOIOM Oosiee
95%. KWBOT MSTKWI, TIEYeHb W Celie3eHKa He YBEIU-
YEeHBI, CTYJI CAMOCTOSITENIbHBIN MTepeXonHbIi. Modeuncrry-
cKaHMe CBOOOMIHOE, MOYa CBETJIO-XKeJITasl.

Tleprion paHHeit aganTaiy OCJIOXHUICS Cle30Teue-
HUEM C TIOCJIEAYIONIUM CIM3UCTO-THOMHBIM KOMITOHEH-
TOM, BOCHAJIUTETbHBIMU U3MEHEHUSAMU B MOYe, HeOHa-
TaJIbHOW XeJITyXoil, ToTpeboBaBileil (oToTeparnuu.
HeoHaTanbHbIN U ayTMOJOTUYECKUI CKPUHUHT MPOIIIa
0e3 maTtosioruvd. B pamkax AuMarHoCcTUYECKOro Moucka
MpOBeIeH KOMILIEKC JTAGOpaTOPHBIX M MHCTPYMEHTAITb-
HBIX UCCJIEOBAHUMN.

OOmmii aHaau3 KpoBU 0e3 BOCTAJIUTEIbLHBIX U3MeE-
HEeHWII, B OMOXMMUYECKOM aHajiM3e KPOBW OTMeueHa
TUNepOUINpYOMHEMUs 3a CYET HenpsiMoil (bpakiiuu.
B oOmeM aHamM3e MOYM BBISIBICHBI BOCIAJTUTENLHBIE
U3MEHEHUS — TIIOCKUIA SMUTEUN CIUIONIb, JIEUKOIIM-
ToB 7—10 B mose 3peHus. [Ipu MUKpoOMOJIOTrMYECKOM
HWCCIIENOBAaHUM MOYM OTMedeH pocT Escherichia coli
106 KOE/mur; Ha doHe sieueHnst (pyparnHOM B BO3pacT-
HOI TO3UPOBKe OaKTepuypusi B KOHTPOJbLHOM aHaIu3e
OTCYTCTBOBAJIA.

ITo maHHBIM peHTreHorpauu OpraHOB TPYIHOM
KJIETKU JIETOUHbIE TTOJISI HEe MMEJU SIBHBIX WHOUIbTpa-
TUBHBIX U3MEHEHUI, OTPeIe/ISIOCh HEOOIbIIOe yCuTe-
HUE JIETOYHOTO PUCYHKA B TIPUKOPHEBBIX OTAEIaX; KOPHU
JIETKUX pacrojiarajuch 3a TeHbIO cepana; auadparma
pacroJioxkeHa OOBbIYHO, KYIOJI YeTKUIi; cepille He pac-
HIMPEeHO, aopTa 6e3 0COOEHHOCTEN; CPETOCTEHNE HE pac-
mmpeHo. Ha anekrpokapauorpamme (BKI') otMeuanuch
MPU3HAKKA TIOBBIIIEHUS] 3JIEKTPUUECKON aKTUBHOCTHU
npaBoro xenynouka. [lpu asxokapauorpacduu BbISIB-
JIeHO (PyHKIIMOHUpYIolllee oBajbHOe OKHO. [Ipu xonre-
poBckoM MoHuTOopupoBaHun IDKI perucrpuposaiuch
SMU30AbI CUHYCOBOI Opamuaput™vuu. 1o maHHBIM Heit-
pocoHOrpauM MMeJIOCh HE3HAUUTETbHOE ITOBBILICHHE
9XOT€HHOCTU TIEPUBEHTPUKYISIPHBIX TKaHeil TeMEeHHO-
3aTBIJIOYHOW 00JIaCTH, BPOXICHHBIE TIOPOKU pa3BU-
TUS He BBISBICHBI. [Ipu yIbTPa3ByKOBOM HCCIIEIOBa-
HUW OpPraHOB OPIONIHON MojocT (TIeYeHU, Celle3eHKU,
MOoYeK, HAITOYEUHUKOB) TTATOJIOTHUS He OOHapyKeHa.

Pe3yabTaThl IUTOTEHETUYECKOTO aHaIM3a: HOpMaslb-
HBI XKeHCKUI KapuoTut — 46, XX. MoseKyIsipHO-TeHe-
TUYECKOE UCCJIeOBaHWE HE MPOBOIMIIOCH BBUIY OTCYT-
CTBHSI TUATHOCTHYECKUX BO3MOXKHOCTEM J1abopaToOpuu.

PebeHok ocmorpeH cnemuanuctamu IlepuHa-
TaJIbHOTO LIEHTPa, TAKTHKAa OOCIeAOBAHUS U JIeYeHUS
corjacoBaHa. 3akJlOUYeHUE JepMaToyiora: arjasus
KOXHU B 00JACTH BOJIOCUCTOM YacTU TOJIOBBI; TAITWI-
JIOMBI B 00J1aCTU BOJIOCUCTOM yacTu roiossl (?). Pexo-
MeHIo0BaHa 00paboTKa KOXHOTO JedeKTa BOIHBIM
AHTUCETITUKOM JUIST MPOMUIAKTUKY WHPUIIUPOBAHUS

POCCUVICKWIA BECTHUK NMEPUHATOJIONN U MNEANATPUM, 2022; 67:(6)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2022; 67.(6)

95




U TIpernapaToM, YIy4IIAlOIIUM TpPOUKY U pereHe-
pamuio TKaHeil. Kapamoinorom ycTaHOBJIEH OMarHO3:
«HapyllIeHNe PUTMa CepAlla 1o TUITy CMHYCOBOM Opa-
nuaputMun. OTKpBITOe oBajibHOe OKHO. HemoctaTou-
HOCTh KpoBooOpatmieHusi 0 creneHu». PekomeHmoBaH
KOHTPOJb YacTOTHl CEPAECYHBIX COKpalleHW, Iuy-
pe3a, TIpuOaBOK MacChl Tejla, CPEACTBO ST KOpPpeK-
LI MeTabOJINUECKUX TTPOLIECCOB CEPACTHON MBIIIIIBI.
OpToreoM KOHCTaTUPOBAHO HaJW4YMe BPOKICHHBIX
aHOMAaJIUi Pa3BUTHUS OOEUX CTOM B BHMIE CHHIAKTH-
nuu. PekoMeHIOBaH TIJIAHOBBIA OCMOTpP OPTOTIEAOM
B 6 Mec JUIsI pellieHMs BOIIpOca O JajbHElIIei TaKTUKE.
OdTanbMOJIOTOM JTUAaTHOCTUPOBAH OCTPBIM KOHBIOH-
KTUBUT Ha (oHEe HEMPOXOIMMOCTH CJIE3HBIX IyTei
oboux rna3. PekomeHmoBaHa MecTHasi aHTMOAKTEpHU-
ajbHas Tepamnus Ha (poHe Maccaxa 00JaCTH CIE3HOTO
Menika; 3MEKT MOJTOXKUTETbHBIN.

B Bospacte 3,5 Hen Xu3HM peOGEHKY B IJIAHOBOM
MTOPSIAKE XWPYPrOM BBITTOJTHEHO OTEpaTUBHOE BMella-
TETBCTBO TIO YAaJeHUIO 00pa3oBaHUs B TOOHOM 001acTH
BOJIOCHCTOM YaCTH TOJIOBBI, BOCCTAHOBUTEIBHBIM TTEPUOT
nporekana 0e3 ocjoXHeHUi. PesyabraThl THCTOIOTH-
YECKOro HWCCeNIOBaHUST 00pa30BaHUs TMOKa3ald Hau-
yye KOXU C MpUIATKaMU, Cpeard KOTOPBIX TTpeodiaaani
MTOTOBBIE XeJe3bl ¢ BBICTYMAIOIINUM (PUOPOIMUTETNAT-
HBIM BBIPOCTOM. 3aKJIIOYeHUE: TIOPOK Pa3BUTHUST KOXU
C TUTIepIIIa3ueil MOTOBBIX JKeJTe3.

PeGeHok monyyan cMellaHHOE BCKapMJIMBaHUE
M3-3a TUTOTAJAaKTUU Yy pPOIMJIbHUILIEL. C TTOMONIBIO
MEIUIIMHCKOTO TepcoHala >KeHIIWHA ocBouja 0a30-
BbI€ DJIEMEHTHI YX0/a, MOJyYeH MOJOXUTEIbHBIN OTBET
13 OT/AeNIa OMEeKU M TIOMEeUYMTENIbCTBA O BO3MOXKHOCTHU
BBIMMUCKU JE€BOYKU JOMOM. 3a TIepBBI MecCsIl XU3HU
pebeHok mpubaBui B macce 1034 r, pocT yBeauuuics
Ha 3 cM, OKPYXHOCTb roJioBbI Ha 2 cM. B 1 mec HeBpoto-
TMYECKUII CTATyC COOTBETCTBOBAJI XPOHOJOTUYECKOMY
Bo3pacTy. Ha ocmoTp pearmpoBayiia ageKBaTHO, KOM-
MYHUKa0eJIbHOCTh coxpaHeHa. Kpuk rpomkuii, ped-
JIEKCBl HOBOPOXIEHHOTO BBI3bIBAJINCh, HOPMaJIbHOM
JIUTATETbHOCTA. MBIIIEUHBI TOHYC (PU3UOTOTUUYECKHUIA.
Koxka po3soBasi, mociieonepaiioHHas paHa Ha TOJOBe
IO, KOPOUYKOIi, 6e3 MPU3HAKOB BOCHAJEHUs. YJ4acTOK
anjga3vuyd KOXM CYXOU € SOUTeInM3aluel mo KpasiM.
JpixaHue Be3UKyJsapHoe. TOHBI cephlia SICHBIE,
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TynsipeMusi B NPAKTHKE €TCKOT0 XHpypra — peakoe 3a0oJieBaHue, a a0JOMUHAILHAS U reHepau30BaHHble ee GopMbl He BbIsBIIS-
10TCs 0e3 cnenuguyeckoii 1a00paTOPHOIi TMATHOCTHKY. JITNTEIbHO TSKeI0€e COCTOSIHUE NALMEHTOB, HHTOKCHKAINS, 00JIM B JKUBOTE
Y JeTeii nocJie MCKJIIOYEHUs] OCTPOiil XUPYPru4ecKoi NaToJJOrHi BbIHYKIAIOT NPOBOAUTH TudepeHnnaibHyio AMATHOCTHKY C Peji-
KuMH MHGEKIHOHHbIME 3200/1eBAHUSAME, B TOM Yncie ¢ Tyasipemueii. B Poccuiickoii ®enepamun Tyasipemueii 6ogeror 10 30 aereit
B I0J1, 32 HCK/II0YeHHeM Berbiliek 32001eBaHus B OTe/bHbIe rofibl. [1pu 3TOM reHepaiusoBanHas opma BbisABIsAETCS He GoJiee YeM
y 10% namuenToB. ABTOPBI NPEACTABHIN KINHMYECKOE HAOJI0IeHHE TeHepaTn30BaHHOil (popmbl TyisipeMun y nanuentku 17 ser.
3a0osieBaHMe HAYAJIOCH C 00Jieii B XKUBOTE, JUapen M PBOThI. B Hauase 0o0sie3HU JONMYIEHA TMATHOCTHYECKAs OIMOKA — MOJ0-
3peHHe Ha 3aBOPOT SIMYHUKA U npoBeaeHue ganaporomuu no [lpanenmrunmo. B nanbHeiimem pa3BuTiu 3a00J1eBaHUs BbISBISUINCH
BBIPAKEHHBIl ACHMT C MPOIYKIME BBIIOTA 0 5 JI B CYTKH, MOPaXkKeHNe NOYeK, MeYeHn, Cepala, KelyI09HO-KUIIeYHOT0 TPAKTA.
JIaGopaTopHbie Mcciieq0BaHus BbISBIIM JeiikonuTo3 10 89-10°/a, yemmuenne COD, ypoBHS KpeaTHHHHA, MOYEBHHBI, TPAHCA-
muHa3, C-peakTHBHOTO 0eJIKa, JJIMTETbHO COXPAHSIIACH MPoTenHypusi. Peakuus Henpsmoii (MacCUBHO#) reMArTIIOTHHAIIMH C TYJIsA-
PEMHIiHBIM JUATHOCTHKYMOM MO3BOJIMJIA YCTAHOBUTD JUATHO3 TYJIspeMHH, TeHepaan30BaHHOi ¢opmbl. B Teyenue 2 Hen Gose3nu
0TMeYeHO BOCbMUKPATHOe YBeInyenue TuTpa anturet. [locunapomuas u cnenuduyeckas aHTHOAKTEPHAIBHAS TEPANUS MO3BOJININ
KYNUpPOBATh MHGEKIMOHHDII MPOLIECC ¥ BHIMUCATH MALUEHTKY JOMOii HA 44-ii 1eHb 00JIe3HHU ¢ BHI3IOPOBICHHEM.

Karoueewte caosa: demu, myaspemusi, eeHepaiu308anHas popma, 0emcKas Xupypeus.

Ansa umtupoBanus: HukutnH C.C., [yceBa H.B., lonbaeH6epr U.I., TumoHuHa A.B., HukutuH B.C. [eHepann3oBaHHas gopma Tyaspemmn
B pakTyke IeTCKOro xvpypra: TpyAHOCTU ANarHOCTUKU U siedeHns. Poc BecTH nepuHaton v neamatp 2022; 67:(6): 98—103. DOI: 10.21508/1027—-
4065-2022-67-6-98-103

Tularemia in the practice of a pediatric surgeon is a rare disease, and abdominal and generalized forms of it are not detected without
specific laboratory diagnostics. The long-term serious condition of patients, intoxication, abdominal pain with excluded acute sur-
gical pathology in children force differential diagnosis with rare infectious diseases, including tularemia. In the Russian Federation,
up to 30 children a year are diagnosed with tularemia, with the exception of outbreaks of the disease in some years. At the same
time, the generalized form is detected in no more than 10% of patients. The authors presented a clinical case of a generalized form
of tularemia in a 17-year-old patient. The disease started with abdominal pain, diarrhea and vomiting. At the beginning of the disease,
a diagnostic error was made — suspicion of ovarian inversion and laparotomy according to Pfannenstiel. In the further development
of the disease, pronounced ascites were detected with the production of up to 5 liters of effusion per day, damage to the kidneys,
liver, heart, gastrointestinal tract. Laboratory data revealed leukocytosis up to 89x10°, accelerated erythrocyte sedimentation rate,
increased levels of creatinine, urea, transaminases, C-reactive protein, proteinuria persisted for a long time. Indirect hemaggluti-
nation reaction with tularemia diagnosticum made it possible to establish the diagnosis of tularemia, generalized form. During two
weeks of the disease, an 8-fold increase in the titer of antibodies was noted. Syndrome therapy and specific antibacterial therapy made
it possible to stop the infectious process and discharge the patient home on the 44" day of the illness with recovery.

Key words: children, tularemia, generalized form, pediatric surgery.

For citation: Nikitin S.S., Guseva N.B., Goldenberg I.G., Timonina A.V., Nikitin V.S. Generalized form of tularemia in the practice of a pediatric surgeon:
difficulties of diagnosis and treatment. Ros Vestn Perinatol i Pediatr 2022; 67:(6): 98—103 (in Russ). DOI: 10.21508/1027-4065-2022-67-6-98-103

T YIISIpeMUst, Hapsioy € XOJIEPOit, YyMO1, JKeITOM JINXO- eTcsl MeJiKasg TpaMoTpulaTenabHas Oakrepust Francisella
pamKoil, HATypaJbHOI OCION M CUOMPCKON SI3BOIA, tularensis. TynsgpeMuss OTHOCUTCS K 300HO3HBIM, IIpU-
BXOIUT B TMiepeueHb 0c000 omacHbIX MHMeKIii st Poc- POIHO-0YaroBbLIM MHMeKIMAM. [IpupoaHBIM pe3epBy-
cuiickoit Menepanun. Bo3oynureaem TyasipeMUn sIBJISI- apoM WHGEKIMU CIIYKaT TPbI3YHbI, KPOJMKU, 3aMIIbl,
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cyciuku [1, 2]. Tynsipemusi BcTpewaetcsi B EBpore,
Azun, CeBepHOlil AMEpHMKe, PETUCTPUPYIOTCS OTIEIb-
HbIE CITy4al U peIKie BCITBIIIKY 3a0oeBanus. B EBporre
HaubOosiee yacTo 3abojeBaHue BcTpevaetrcs: B LlIBeruu
n Ouunauoun [3—5]. B Pecniydnuke Kapenuu tynspe-
Mus Takxke perucrpupyercs: 3a 2010—2020 rr. 3aperu-
crpupoBaH 121 ciyyvait, MakcumanbHoe uncio — 40 ciy-
yaeB — ObI10 B 2017 1., B 2016 . — 25 1 B 2020 T. — 23.
B ocTanbHble TOABI OOBIMHO PETUCTPUPYIOTCS €IMHUY-
Hble cydad. YKa3zaHHble IUMPBI OTpaxkaloT pocT 3a60-
neBaemocty. CraThcThKa MO TyasipemMun B Pecrry-
onuke Kapenum uszBectHa ¢ 1950 r. 3a mepsoie 20 ser
HaOJIIOIEHW BBIsIBIIEHO 52 ciydast Tyiasipemuu, ¢ 1971
mo 1983 r. — 2 cnyuas. IlokazaHHOe CHMXeHUE 3a00-
JIEBAEMOCTH — 3TO Pe3yJbTaT BaKIIMHALIMU, TTPOBEIEH-
Hoii B Pecniyonmuke Kapenust B 1967—1976 rr. (mpuBUTHI
81 700 uenoBek u peBakimHupoBaHbl 63 300) [6]. B Poc-
cun ¢ 2000 r. peructpupyercsa 50—150 ciaydaeB TyisI-
pemMuu B roj, 3a uckmouyeHueM 2013 r., korma Ha Tep-
putopun XaHTBI-MaHCHIICKOTO aBTOHOMHOTO OKpyTa
BeIstBIeHBI 1005 3aboneBmmx tyaspemueit [7—9]. detn
cocraBigior 15% 3abonesmmx [10].

TynsipemMusi TepemaeTcs TIpM KOHTaKTe 4YeJloBeKa
¢ TKaHSIMM MH(OUIIUPOBAHHOTO XXWUBOTHOTO, TTPU TIPSIMOM
KOHTaKTe ¢ OOJbHBIM JXMBOTHBIM, Yepe3 3apakeHHBbIe
BOIYy, TPOAYKTBI, TPAHCMMCCUBHBIM TyTeM (TIpU YKY-
cax TepeHOCYMKOB 3a00JIeBaHUSI — CIIETTHe!, KITellei,
6JIOX, KOMapoB W MOIIEK) W aCMMPAIMOHHBIM ITyTeM
(ripu BOBIXaHWUM TIBUIU, conepxatueir F. tularensis —
Takoi TyTh BCTpedaeTcs MPU TMPOBEACHUU PabOT, CBSI-
3aHHBIX C 3aTOTOBKOM ceHa M oOpaboTkoii 3epHa) [1, 2].
BonbHOI YeloBeK TSI OKpYXKaroliux He oraceH. Bos-
OyauTeNb TYJISIPEMUN BBICOKOYCTOMYMB B OKpY>KarOIIEH
cpene: BbRKMBaeT Iipu Temrieparype —30 °C, coxpans-
ercst BO Jibay 10 10 Mec, B MOpOXEeHOM Msice — 110 3 Mec,
B IIKypax MaBIIUX OT TYJISIPEMUU TPBI3YHOB — /10 45 THE
npu temriepatype 20 °C u go 1 Hem mpu Temreparype
30 °C, B peuHoii Boge 1ipu temrepaTtype 10 °C coxpaHsi-
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Anpec s koppecnonaenuun: Hukutun Cepreit CepreeBud — I.M.H., TIpod. Ka-
(enpwl nenuaTpum 1 aeTckoit xupyprun MenuumHekoro nHeruryta [letposaBon-
cKoro rocynapctseHHoro yHusepcurera, ORCID: 0000—0002—4920—1722
e-mail: ssnikitin@yandex.ru

Huxutun Bagum Cepreesuy — cryneHT [1eTpo3aBoacKOro rocy1apcTBeHHOrO
yHuBepcutera, MeanuuHckoro nHetutyra, ORCID: 0000—0003—2236—0296
185910 Pecnyonuka Kapenus, [Tetpo3aBonck, np. JlenuHa, a. 33

I'yceBa Haranbs bBopucoBHa — a.M.H., npod. kadeapsl neauaTpuu
uMm. I''H. Cnepatnckoro Poccuiickoit MEIMIIMHCKON aKaIeMU HerpepbIBHO-
ro MpodeCCUOHAIBHOTO 0Opa30BaHMsl, PYK. MOCKOBCKOTO FOPOICKOTO LIEHTPa
JIETCKOil yPOJIOTMU, aHAPOJIOTUU M MATOJIOTMU Ta30BbIX OPraHoB JleTckoil ro-
posckoii 6onbHMLEI Ne9 um. T.H. Crieparckoro JI3M, 1. Hayd. coTp. oTaena
XUPYPIUU JETCKOTO Bo3pacta HaydHO-MCCe10BaTebckoro KIMHUIECKOTO
MHCTUTYTA MeIUaTpUK U IETCKOI xupypruu uM. akanemuka FO.E. Benbruinesa,
ORCID: 0000—0002—1583—1769

125993 Mockga, yn. bappukanHas, 1. 2/1, ctp. 1

Tonbnen6epr Winbst IpuropeeBry — aetckuii xupypr eTckoi pecryoanKaH-
ckoii 6onbHuIbI, ORCID: 0000—0002—4266—5612

TumoHnHa AHTOHMHA BanepbeBHa — 3aB. OTAEJEHHMEM T'HOMHON XUPYpruu
Jletckoii pecriydaukaHnckoii 6onbHubL, ORCID: 0000—0003—1827—1813
185000 IMeTpo3aBouck, yi. [Tapkosas, 1. 58

ercsa 1o 9 Mec, B TTouBe — 10 4 Mec, Ha 3epHe, COJIoMe
npu temrreparype 5 °C — mo 190 nHeii, ipu TeMmepaTtype
8 °C — o 2 mec. MajioyCcTOiuMB K BBICOKUM TeMIIepaTy-
pam (o1 60 °C), coTHEYHOMY CBETY, YIbTpachHrOIETOBBIM
Jlydyam, Jne3uH@uuupyomuM cpeactBaM. OmnacHOCTb
M YCTOMYMBOCTH BO BHEIIHEW cpene rmo3Bojsuiu F. fula-
rensis TIPUMEHSITh B Ka4eCTBE 3allpellieHHOTo 0aKTepuo-
Jlormyeckoro opyxus [11].

YkazaHHbIe TYTU TIepefayu TYJSIPeMUU OIpenessiioT
dopmy 3aboneBaHusg. MexmyHapomHast KiiacCupUKaIys
0oJIe3HEN AECSITOro TepecMoTpa TYJISIPEMUIO OIpeessieT
non pyopukoii A21: A21.0 — ynblieporjaHayasipHast TyJIsi-
pemusi, A21.1 — okynornaHaysipHasi TyJisipeMust (o raib-
moJjiornyeckast), A21.2 — nerouHas tyasipemusi, A21.3 —
KETyIOUHO-KUIeYHas  TyJsipeMusi  (abmoMuHalIbHAs),
A21.7 — reHepanu3oBaHHas TyJaspemust, A21.8 — npyrue
n A21.9 — HeyrouHeHHbIe (DOPMBI TyjsipeMuu. B 3aBu-
CUMOCTH OT TIYTW MH(UIIMPOBAHUS Y MAIlUEHTOB BbISIB-
JIIETCST COOTBETCTBYIOIINIA TTEPBUYHBIN addekT: marmysa
¢ mocieyoleii TpaHchopMalneil B I3By C perMOHapHbIM
JMMDaTEHUTOM TIPU YJIbLIEPOTJIAHAYJISIpHOM (hopMme, Bere-
Tall Ha KOHBIOHKTUBE C OKOJIOYITHBIM WJTU TIOAYETIOCT-
HBIM JTMMQaIeHUTOM IIpU OKYJIOIJIAHIYJISIpHOU ¢opMe,
nopaxkeHue XeTyIOYHO-KUIIEYHOro TpaKTa Tpu admo-
MWHAJIBHOM (popMe, OPOHXOB U JIETKUX — TIPU JIETOYHOI.
T'enepanuzoBaHHas ¢opma TpoTekaeT B hopMe CUCTeM-
HOI1 BOCITAJIUTEIbHON peakIuM ¢ pa3BUTHEM TTOJIMOpTraH-
HOIT HegocTaTouyHOCTH [12, 13].

WMHuKkyOauMoHHbI niepuoa nocie wuHBazuu F. tula-
rensis TIpoJgoJoKaeTcs OT 3 1o 7 mHel, WHorma o 3 Hem.
B Hauane 3a6oneBaHus npu Jio6oit hopme pa3BuUBaeTCs
BbIpaXKeHHAass WHTOKCUKAIUS C O3HOOOM, MUAITUSIMU,
WHOTIa — C TISITHUCTO-TIATTYJ/UIE3HOM WM TSITHUCTO-
BE3UKYJISIPHOM CBITIBIO IO BCEl MOBEPXHOCTHU Tea [14].
MoeT BBISBISITbCS TemaTocrieHoMmeranus. Mmerorcs
yKa3aHMs Ha HaJlM4ue YMEePEeHHON Mo 2 T/ MpOTenHYy-
pUY — BaXKHBII MOMEHT, KOTOPBII MBI CPaBHUM C TIpeI-
CTaBJICHHBIMM J1ajiee HAIIMMKW COOCTBEHHBIMU KITMHUYE-
ckumu HabmoneHusimu. [lpumepHo y 35% mnalumneHTOB
BBISIBJISTIOT aHeMUIo Jierkoit crenieHu [10]. PaznooGpasue
dopM 1 mommMopdu3M TIPOSIBIIEHNI OOBLIYHO HE TTO3BO-
JIAIOT YCTaHOBUTH TOYHBIA JOWAarHO3 B TIEPBbIE ITHU
oosesHu. Cneumnduyeckass AUArHOCTUKA TYJISIpEMUU
3aKJII04YaeTCsl B TIPOBEJACHUM peakluy arrjaioTUHALUA
C TYJISIPEMUWHBIM TUATHOCTUKYMOM. 3HAUMMBIM CUWTA-
ercst TuTp aHTuTea 1:100 1 BbIllIe WM €ro yBeJIUYeHUe
B 4 pa3za u Oojee B nMHaMuke. BbICOKMiI TUTp aHTH-
TeJ ompenessieTcsl HauyuMHasi co 2-ii Hedenu 3aboJieBa-
Hus. KpoMe TOro, amarHo3 MOXeT OBITh YCTaHOBIIEH
npu BeineneHun F. tularensis B moceBe M3 POTOTJIOTKHU,
KOHBIOHKTHBBI, MOKPOTHI, KaJjla, sI3Bbl Ha KOXe, TuMda-
TUYECKOTO y3J1a, KPOBU OOJIbHOTO WJIU TIPU MOJIOXKUTEb-
HoMm [T P-Tecte [10, 12, 15]. Tynsipemuto nudpdepeHmn-
PYIOT OT 3a00JIeBaHU, TIPOSIBIISIOIINXCS TMM(paTeHUTOM
U auxopaakoil. K takvum 3a00/1eBaHUSIM OTHOCSTCS UyMa,
JINCTEPUO3, MepcuHUO3, auxopaaka Ky, paznnunbie
KOHBIOHKTUBUTBI M aHTUHBI, CETICUC W TTHEBMOHMH [4].
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bakrepuss F. tularensis 4yBCTBUTEIbHAa K aMHWHO-
IMKO3uaaM, (MCMOJIb3yeTcsl aMMKallMH) He4YyBCTBU-
TeJdbHA K MEeHULIWITMHAM. [Ipu TyasapeMuu TpUMEHSIIOT
HECTepOMIHbIE  TPOTHBOBOCIAIUTEbHBIE  CPEICTBa,
UHQY3UM KPUCTALIOUIOB, a TMPU TSKEJIOM TEUYCHUM,
pa3BUTUX MH(PEKIIMOHHO-TOKCUYECKOTO I110Ka — TIpeI-
HU30JI0H [15].

B Hameil mpakTuKe AETCKUX XUPYPTOB TYJISIPEMUST
nosiBuyiack HegaBHo. B 2021 1. BBISIBIEH OAMH cCliydait
abJoOMUHaNIBHOW (DOPMBI TYJISIpEMUM — TIPOBOJAMIIACH
nuddepeHInaNbHash TMarHOCTUKA TSKEJIOro U HeoObIu-
HOTO TEeUeHUsI Me3aJeHuTa y pebeHKa 15 yneT, m emne
OJIHO HEOOBIYHOE [JIsSI Hac HaOJofeHUe ObLIO CleaHO
B 2022r. [13]. KnuHuyeckas KapTuHa y MalUEHTKU
He yKJIaabIBajach B CTaHIAPTHBIE JIJIST PAKTUKU JE€TCKOM
XUPYPTUU paMKU. YUUTHIBasl pEIKOCTb U OMACHOCTD JIaH-
HOTO 3a00JIeBaHUsI, Mbl PEIIWIN TIPENICTaBUTh UCTOPUIO
00JIe3HU BHUMAHUIO KOJLIET.

Knunnyeckuii ciyvaii. /IeBouka 17 jnet, mepeBeneHa
n3 llenTpansHoit OompHMLBLI Pecnyonmuku Kapemmu.
B LIPB mocrtynuna ¢ BHe3amHO MOSIBUBIIUMUCS WHTEH-
CUBHBIMU OOJSIMM B XKMBOTE, PBOTOM, XUIKUM CTy-
JIOM B TeueHue 2 cyT. M3 maHHBIX BBITTMUCHOTO 3MUKpPU3a
W3BECTHO, YTO TIpM YJIBTPA3BYyKOBOM UCCJIEAOBAaHUU
OpraHoB OpPIOIIHOM TOJIOCTU 1 MaJoro Tas3a, BhITIOJTHEH-
HOM TIpU TIOCTYTUIEHWM B CTallMOHAp, CJIIOXWUJIOCH BIIe-
yaTJeHUe O 3aBOpoTe siInuHuKa. [lanmeHTka ocMoTpeHa
TMHEKOJIOTOM W XUPYPrOM, TaKxKe TIPEIITOIO0KEH 3aBOPOT
suyHUKa. bonu B HUXKHUX OTHenax XXUBOTa U 00Je3HEH-
HOCTb HaJl JIOHOM TIpU TaJiblallu TepeaHeil OpIoIIHoM
CTEHKU YKpeNnwiu MHEHUEe Bpauyeili B JOCTOBEPHOCTH
pe3yiabTaTa yIbTpa3ByKOBOTO HcciienoBaHus. Ha ocHo-
BaHUM TaKOW IMArHOCTUKHW BBHITIOJHEHA JIalmapOTOMMSI
no Ildanenmrmno. [Ipu peBu3uM Majoro Taza BBISIB-
JIeHa TapaTyOapHasi KKMCTa crpaBa, MyJbTH(MOJIUKY-
JIIpHBIE TMYHUKU. JIaHHBIX, TTOATBEPXKIAIOIINX OCTPYIO
XUPYPTUUECKYIO MaTOJIOTUIO, HE BBISIBICHO. BeposiTHO,
YTO TPU YJIBTPA3BYKOBOM MCCJIENOBAaHUM MapaTydapHas
KHACTa BU3YyaJu3UpOBajach €AWHBIM KOHIJIOMEpPAaTOM
C SIMYHUKOM, YTO He MO3BoJIWIIO ee nuddepeHIIMpoBaTh
oT 3aBoporta. B mcropum Gonesnm u3 LIPb cBemenus
OYeHb JIaKOHWYHBIe. He mpociexuBaercss momo3peHune
Ha KumreuyHyno nHpekunio. Komporpamma n 6akTepno-
JIOTUYECKUI TIOCeB Kaja He MpoBoauauch. [Ipu atom
Ha3HayeHa aHTuOakTepuajabHas Tepanusl (Ledrpuak-
coH, metporui). Kpome Toro, meBouka mojydanaa Tpo-
TUBOBOCMAJIMTENIbHYIO Tepanuio (aukinodeHak). Boimu-
caHa T10 CTabUIM3allMyd COCTOSIHUST Ha 7-e cyTKu. [loma
B TeYeHMWe 5 MHeill mepuoanvecku Oecrokowau Oo0Ju
B JXMBOTE, KOTOpbIE KYyMUPOBAJINCH CAMOCTOSITEILHO,
cnabocth. Yepe3 5 nmHelt 0oiu B KUBOTE YCUJIWUIINCH,
MOSIBUJIACH PBOTA, HECKOJIBKO pa3 XXUAKUN CTYJ U JINXO-
panka o 38 °C. OtMmeyasa BEIpakeHHYIO CJ1a00OCTh, TOJIO-
BOKpYXE€HUE, OTHOKPATHO CHUHKOITAJIbHOE COCTOSTHUE.
Co c0B, He MOUMJIaCch B TeueHUe CyTOK. BHOBb nmocTaB-
neHa B LIPB, orkyma TpancroptupoBaHa B MHGEKIIMOH-
HbIi cTanmoHap B [eTposaBojacke (16-¢ cyTku 601e3HM).

KJINMHUYECKUE CJT1YHAU

ITpu ocMOTpe AeXKypHBIX Bpadeil COCTOSTHUE JEBOYKU
paclieHeHO Kak Tsikenoe. B cosHanum. Koxa OGnemgHas.
Cnusuctble  000JIOUKM  BJIaXHbIE, OJIeAHO-PO3OBHIE.
B nerkux apIxaHue TpoOBOAMIOCH BO BCE OTIENBI, HO OCTIa-
O1eHO B HWXKHUX oTaenax. Yacrora npixaHus 23—25 B 1
MuH. TOHBI cepAlla PUTMHUYHBIE, YaCTOTa CEPACYHBIX
cokpameHuit go 100 yn/MuH, apTepuajibHOe AaBje-
Hue 80/50 MM pT.cT. ZKUBOT yBeIM4YeH, MSITKUIA, BBISIBJICH
acuurt. [leyeHpb BoicTynaeT Ha 1 cM u3-TI01 Kpasi pebep-
Hoii myru. Cene3eHKa He manbnupyetcs. Ilambrmamus
MOSICHUYHOU objactu 6e3 ocobeHHocTeit. [Ipu mocty-
IJIEHWW B cTauuoHap aHypust. C y4eToM KITMHUYECKUX
U J1abopaTOpHbBIX AaHHBIX (Taba. 1—3) BbICTaBIEeH nMa-
THO3: «HEYTOYHEHHasl BUPYCHO-0OaKTepuaibHass WH(pEK-
LIWsI, yrpoxkaeMasl 1o pa3BUTHIO cericucar. IlepeBeneHa
B CTallMOHAp TpeThero ypoBHsI — JleTCKylo pecmy0-
JINKAHCKYIO OOJIBHUILY.

C mocTyrmieHUsT HayaTo JieueHne: MHQPY3UU KpUCTaI-
JIOUIIOB Y CTUMYJISILIMST tnypesa pypocemunoM. C yuyeTom
OTEYHOTO CHHApOMA, HAJIMUWS acluTa, IUISI BOCCTAHOB-
JIEHUST TieprepuIecKOl MUKPOLIMPKYJISILIUN W C T€3UH-
TOKCUKAIMOHHON 1IeJIbI0 TIoJydyalla PeOoNOJUTTIOKHH.
AHTHOaKTepuaIbHas Tepanusl B CTallMOHape HauaTa
npenapaTom 1edoriepa3oH + cyiabbakram 1,0 Mr 2 pasa
B JeHb, yepe3 48 u u3-3a orcyTrcTBUs 3 deKTa Mpous-
BeJlcHAa CMeHa aHTUOAKTEepUAIbHON Teparmu Ha KOMOU-
Hanuo MeporieHeM 1,0 Mr 3 pa3a B JeHb 1 BAHKOMUILIMH
1,0 mr 2 pa3a B neHb. YCUJIeHE Tepallui U BBIOOp yKa-
3aHHOI KOMOMHAIUM CBSI3aH C OTCYTCTBUEM 3(hdeKTa
OT Teparnuu, KOTOPBIA OLIEHEeH KIMHWYECKU W Jlabopa-
TOPHBIMU TaHHBIMU (cM. TabJ. 1, 2) yepes 48 4 oT Havaa
JIEYeHUsI, a TaKKe M3-3a OTCYTCTBUS BepUPUIIMPOBAH-
HOro nuarHo3a. B mepBbie 3 CyT B COCTOSHUM OTMeUeHa
oTpuIaTesIbHasl JWHAMMKA: BbIpaXkeHHass CJIaboCTh,
TUTIOTOHUSI, OOJIM B XXUBOTE C TEHACHIIMEN K YCUICHUIO,
HapacTaju TPoSIBJICHUs aclliTa, B CBSI3U C YeM HaJIOXeH
JlarapolieHTe3, OpIolIHasl MOJOCTh ApPeHUpOoBaHa KaTe-
TepoM. 3a 1-e CyTKM U3 OpPIOIIHOM ITOJIOCTU BBIICIUIIOCH
0koJ10 5000 MJT CBETI0-XKENTOM XKUIKOCTU (TIpU ee uccie-
noBaHun — 78% wneitpoduiael). 1o maHHBIM yabTpa-
3BYKOBOTO MCCIIEIOBaHUSI OPIONTHONM TOJIOCTU U 3a06pro-
IIMHHOTO TIPOCTPAHCTBA BBISBICHBI MMOpaXkeHWe TTeYeHH,
MoYeK, cepama, TPOSBICHUS TIONUCEepO3UTa (BBITIOT
B TiepuKapie, IIEBPAJBbHBIX TIOJOCTIX U OpPIOLIHOM
nojioctn). Pasmep mpaBoii gonu nedeHu 128 mm, j1eBoi
nonu 77 MM, KOHTYpPBI YeTKWE, POBHBIE, 3XOT€HHOCTb
napeHXuMbl auddy3HO NoBbIeHa. OOIIMiA KeTYHBINA
MPOTOK M XEJTYHBbIE TTPOTOKK HEe paciIupeHbl. 2KeTuHbIi
My3bIph PACITOJIOKEH OOBIYHO, TPABUIBHONW (HOPMBI,
COIepKMMOe OIHOPOMHOE, CTEHKM HEpPOBHBIE, YTOJ-
meHsl 10 11 MM — mpusHaku oreka. [lomxenynouHast
Keje3a pazmepaMu 19x12x17 MM, KOHTYpBI YETKHUE, POB-
HbIe, DXOT€HHOCTh MapeHXUMbl TU(MdY3HO TOBBIIIEHA.
Cenesenka pasmepoM 128x61 MM, ogHopomHast. Hamamo-
YEYHUKHW TPaBUILHON (POPMBI, CTPYKTYypa He U3MEHEHa.
ITouku pacrojioxkeHbl Ha OOBIYHOM YpPOBHE, KOHTYDPBI
YeTKUE, POBHBIE, CTPYKTypa IMpaBWJIbHAS, 3XOT€HHOCTh
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nmapeHxuMbl 1MMGY3HO MOBBIIIIEHa. DKTa3UM YallieqHo-
JIOXaHOYHOM cucTeMbl HeT. Pasmepnl Tmovek: mpaBas —
96x45 MM, ToMIIMHA MapeHXuMbl 11—17 MM, JieBass —
97x44 MM, TonuHa mapeHxumbl 11—-20 mm. MoueBoii
My3BIPh 3aM0THEH HemocTaTouHo. CBOOOMHAS XXUIKOCTh
B OpIOIIHOM MOJIOCTU BU3YAITU3UPYETCSI BO BCEX OTJIO-
rux Mectax. JIumparnueckue y3abl KOpHSI OpbDKeKu
yBeandeHbl 10 7—12 MM. CTEHKM KUIIIEUHHWKA Ha BCEM
MPOTSKEHUU TTOHUXXEHHOHN 3XO-TIJIOTHOCTHU, YTOJIIEHbI
no 8 mMm. Ilepucranbruka Bsiiasi. Takum o6pazoM, uMe-
oTrcst auddy3Hble U3MEHEHUS! TIapeHXWMbl TeYeHU
U TTOKEJTYTOYHOM XKeJie3bl, TToYeK, TUAPOTIEPUTOHEYM.

Ilpu osxoxkapauorpacduu CTPYKTYpHasi T1aTOJIOTHS
cepila He BBISIBIEHA, COKpaTUTelbHash (DyHKUIMS YIOB-
JIETBOPUTEJIbHAS; CpeHee pacyeTHOe JaBJIeHHUE B Tpa-
BOM KeJIylouKe cocTaBuio 9,7 MM pt.cT. Onpenensiiach
JKMIIKOCTh B TIOJIOCTM TIepUKapja Mo KOHTYpPY IpaBoro
xenynouka (8 mwm). [lpu ynbTpa3ByKoBOM ucclienoBa-
HUU TUIEBPAJIbHBIX TIOJIOCTEH TTHEBMOTM3AIIMS JIETKUX
He HapyllleHa, abIXaTeJibHas SKCKYpPCUsI COXpaHeHa,
0YaroBbIX M3MEHEHMII He BBISIBICHO. B TieBpaibHBIX
MOJIOCTSIX C 00EUX CTOPOH UMEETCSI CBOOOHASI OTHOPO/I -
Hasl XuakocTtb, cripaBa 80—100 mu, ciaeBa 170—200 mur.
3aKJIoYeHue: THAPOTOPAKC C IBYX CTOPOH.

IMonyunna Kypc Tepanuu aeKcaMeTa3oHOM, alib0y-
MuHOM. Yepes cyTku Ha (poHe MHDY3MOHHOU Tepanuu

Tabauya 1. BuoxuMHYecKHe MOKA3aTe M B TUHAMHKE
Table 1. Biochemical parameters in dynamics

W CTUMYJISILIMKM AUype3a MojydeHa Moda. B manmbHeiinrem
KOJIMYECTBO XKUIKOCTU, BBIACISIONICHCS M3 OPIONIHOM
MOJIOCTH, TTOCTETIEHHO YMEHBIIAIOCh, yepe3 4 THS KaTe-
Tep U3 OPIOLIHON MOJIOCTU yIaJIeH.

Ha 4-it neHb HaxXoXAeHUs HIEBOYKW B CTallMOHApe
(19-i1 neHp G0Me3HU) MOJYYEHBI PE3yJbTaThl aHAIU30B
Ha penkne MHGEKINOHHBIE 3a00JieBaHUsI: MMMYHOMep-
MeHTHBIN aHamm3 (MPA) chIBOPOTKM KPOBU Ha aHTHU-
TeJla K Bo30ymutemto opyuemie3a — IgG u IgM oTtpuna-
TenbHbIe; MDA CBIBOPOTKM KPOBHM Ha TeMOPPArnvecKyo
JINXOPAJKy C moyeyHbIM cuHapomoMm — IgG u IgM otpu-
HaTeJIbHbIE; peaKIlrs HEMpsIMOi (ITaCCUBHOIT) TeMarriio-
TUHALIMU C TYJSIPEMUIHBIM AuarHocTukymom — 1:320,
3a MocCJIeayIoNe 2 Hel — HapacTaHue Tutpa 10 1:2560.
YCTaHOBJIEH NMAarHO3 <«TYJSApeMHMs, TeHepaJaru30BaHHas
dopma». TIpoBeneHa cMeHa aHTMOAKTEPHUATbHON Tepa-
MUY B COOTBETCTBUU C YYBCTBUTEJIBLHOCTBIO K BO30OYIM-
TEMIO TYJASIPEMUM Ha TUMPOMIOKCAIIMH W aMUKaIluH
Ha 10 mHeit. B cocTossHUM TIONOXUTENbHAs AWHAMUKA
MpOoSIBIIsIaCh OYeHb MeUIeHHO. JIuxopanka coxpaHsijiach
10 mreit: ot cydodedpunbHoit o 39 °C. B ¢Bs3u ¢ Helmo-
CTaTOYHOU 3(P(HEKTUBHOCTBIO U TaKOW CXeMBI Jiede-
Hus ¢ 11 gHS Tpou3BeneHa CMeHa aHTUOAKTepUalbHOM
Tepanuy Ha TOKCUIMKIMH. Ha 3Tom doHe mocreneHHo
KYMMMPOBaHbI OOJM B XWBOTE, TUITOTOHUS, YIYJIIHUICS
aMOLMOHaNBHEIN ToHYC. [lompoOHas nuHaMuKa yradbopa-

IToka3aTenn

Jlenb 00J1e3H1

LR 16-ii, yrpo 16-i, 17-i 24-it 30-it 44-it
Beuep

MoueBuHa MMOJIb/JT 8,67 9,64 12,18 5,17 5,61 3,42
Kpearnnun MKMOJTb/JT 91 124 131 59 65 56
Kanprmit MMOJIb/JT 1,05 - 1,58 - - -
OO6Mii OMIMPYOrH MKMOJTb/JT 3,5 — 3,3 7,7 9,4 8,1
AnAT en/n 25,2 — 29 37 38 20
AcAT en/n 96,2 — 122 44 73 22
ITpoxkanbUTOHUH HI/MIT 2 — — — 0 —
Amunnaza en/n 14,2 — — — — —
Kanuii MMOJIb/JI 4,1 9%9 4,9 4,1 - 3,6
Hatpuit MMOJTb,/JT 123 110 118 129 130 137
XITOpHIBI MMOJIb/JT 111 97 101 100 101 102
OO611Mii 6e10K r/n 40 — 38,5 45 53 63
AnbOyMUH r/n 20,4 — 20 31 32 —
C-peaKkTUBHBII OEIOK MT/JT 178 — 113 16 — 38
DdubdbpuHOTEH - - 1,77 1,37 1 — —
TpomOGuHOBOE Bpemsi - - 23,9 21 18,3 — —
AUYTB c — 36,4 46,5 30,7 — —
}'l[_})]czIT/Ip)OM6MHosoe BpeMst . . 58 49 71 _ _
MHO — — 1,45 1,67 1,25 — —
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TOPHBIX TTOKa3aTesieil mpencrasieHa B Taba. 1—3. Beimm-
caHa B YIOBJIETBOPUTEILHOM COCTOSSHUM Ha 44-i1 ITeHb
0oe3HNn (TIPOIOKUTEIBHOCTD TOCITUTATA3aIN
28 nHeit). B kaTamHe3e ocMOTpeHa yepes Mecsill — Xajnoo
HET, COCTOSIHUE YIOBJIIETBOPUTEJIbHOE, KOHTPOJIb J1ah0-
paTOpHBIX TTOKa3aTesieil B mpeaeaax HOPMBI.
IIpencraBieHHOe KIMHMYECKOE HAOIIOACHME TTOKa-
3bIBa€T, UYTO JOCTAaTOYHO OaHaJIbHbIe TPOSBICHUS
B Hauaje Oosie3Hu (00JM B XXMBOTE, PBOTA U XKUIAKUIA
CTyJ1) OOEpHYJUCH CEPbEe3HBIM 3a00JieBaHUEM — TeHEe-
panu30BaHHOU (opMoOlt TyasIpeMUn C TMOpaKeHUeM
TeYeHu, Movek, cepia, XeJyTouHO-KUIIIEYHOTO TPaKTa.

3aknovyeHue

JunddepeHumanbHasi AMarHoCTUKA TSKENbIX OakKTe-
pUabHBIX MH(MEKIMI ¢ aOIOMUHAIBHON U TeHepan30-

KJINMHUYECKUE CJT1YHAU

BaHHOW (hopMoOil TylsipeMun 6e3 1a60paTopHOTO HUCCie-
JMOBAaHMS TIPAKTUYECKU HEBO3MOXHA M3-32 OTCYTCTBUSI
crenu@uUIecKux CUMITOMOB. B TpeacTaBIeHHOM K-
HUYECKOM HAOJIONeHUN OUArHo3 TYJISIPEMUM YCTaHOB-
JIeH TT031HO — Ha 19-e cyTKm 00JIe3HM.

YuuteiBasg TIpelCcTaBICHHBIE CBEIEHUSI O pPacipo-
cTpaHeHHOCTH Tynspemun B Pecnyonuke Kapenuu,
OYEeBUIHO, 4YTO HaObJIIOmaeTcs pOCT 3a00JIeBaeMOCTH,
pecrnyoJKa SIBIIeTCS] OOHUM M3 TIPUPOIHBIX OYaroB
oroii WHMeKkmu. Yucao ciaydaeB 3a00JEBAaHUS XOTS
1 OTHOCHUTEJILHO MaJlo, UMEET TEHAEHIINIO K POCTY, O YeM
cJiemyeT TTOMHUTh BpayaM pa3IMUHbBIX CIELMaTbHOCTEN,
MMOCKOJIBKY, KaK TIOoKa3aJ TMPUBEICHHBI KIMHWYECKUIA
cIydaii, TyasipeMuss — MYJIbTUIUCIUIIIMHAPHAS TPO-
GJieMa BCJIeICTBUE KIIMHUKO-TTATOTeHETUYECKUX OCOOEeH-
HocTelt ee TeyeHusi. CiaemoBaTesIbHO, HEOOXOIUMO 00sI-

Tabauya 2. I1oka3zaTean KIMHAYECKOTO AaHAJIN3a KPOBH B JTMHAMHKE

Table 2. Indicators of clinical blood analysis in dynamics

Enunnma Jlenb 6oae3uH
IToka3arens
H3MepeHust 16-ii 17-ik 18-ii 19-ii 20-i 21-i 24-i 30-i  35-ii  43-i
JleiikonuTh -10°/n 83,29 89,16 72,14 73,64 422 2362 11,99 4,7 442 2,6
DPUTPOLIUTHI -102/n 5,04 4,42 4,5 4,26 3,37 3,52 3,24 3,15 287 3,74
T'emorno6uH r/n 141 124 124 117 93 97 90 93 78 110
T'emaToxkpur % 40,3 36 35,8 34 27,2 28,9 27 26,2 23,7 31,7
TpoMOOLUTEI -102/n 52 46 32 21 33 58 77 92 236 222
TTanoukosinepHbie % 29 - 24 21 24 23 9 28 6 9
CerMeHTOSIepHbIE % 45 — 35 50 35 57 72 40 66 59
DO3UHODUIIBI % 5 — 6 — — — — 1 1
MOHOLIUTHI % 6 — 6 7 15 5 9 8 8 7
JIumbouTh % 5 — 12 6 7 6 9 23 19 23
MeTtamMueToUuThI % 2 — 4 — 10 7 1 — — —
Muenouutst % 8 - 14 10 19 2 - 1 - —
COb MM/4 10 — — 7 12 — — 49 59 21
Tabauya 3. TlokazaTeu o0IEro aHAIM3a MOYH B IMHAMUKE
Table 3. Indicators of general urine analysis in dynamics
Jlenb 0oJe3HM
IToka3aTenn
17-it 20-ii 21-it 22-it 23-ii 26-ii 30-it 33-ii 35-ii
Oailes st L 1,025 1,030 1,030 1,025 1,025 1,025 1,025 1,020 1,020
HOCTb
pH 5,5 5,5 6 5,5 6 6 6 5,5 5,5
Benok, r/xn 0,42 1,5 1,47 1,4 1,3 0,36 0 1,1 0
JlelikouuTsl (B moJje -4 56 _ _ _ 5_6 _ _ _
3PEHMS)
T (T Bonbiioe Bonbioe
PUTDOIL 1820  xommue- 1517  kommue- 20-25 35-40 50—60 40-50  —
3pEeHUST)
CTBO CTBO
LlynuHapHI 3epHUCTHIE . _ 34 34 ’—3 . _ . _
(B 110JI€ 3peHUsI)
LunuHAPHI TMATUMHOBBIE _ _ . 1—2 _ . . . _

(B moJie 3peHust)
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3aTeJIbHO BKJIIOYATh B TUIAH OOCJIENOBaHUSI MAllMEHTOB
C ININTETLHOM IMXOPAIKOM HESICHOTO TeHe3a IMPOoBeAcHIE
0aKTEepUOJIOTUYECKNX 1 CePOJIOTUMUSCKUX MCCIeIOBaHMIA
¢ uenpio guddepeHInaTbHON TUarHOCTUKNA M BO3MOXK-
Holi Bepudukanum 310t mHbeKunn. [lomoxuTeabHbIN
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KJINMHUYECKUE CJT1YHAU

IlepBuuHblii UMMYHOIeHUIMT Yy IanKHeHTa ¢ cuHApoMoM KaOyku

HU.C. Jloseononog’, JI.FO. Ipusuosa’, O.K. Yemunosa®, M. FO. Poixog’

'Pre0yY BO «TeBepckoi rocyaapCTBEHHbI MeaAnLMHCKNIA yHuBepcuTeT» MuHaapasa Poccun, Teepb, Poccus;
MeanUMHCKUA PaamMoNorMyeckinii HayyHbl ueHTp um. A.®. Lipiba — ¢punmnan GIrey «HauyoHanbHbI MeANUUHCKNG
nccnenoBaTenbCKuUin LEHTP paguonorun» MuHusgpasa Poccumn, O6HUHCK, Poccus;

SrBY3 TO «[eTckas ropoackas knmHmnyeckas 6onbHuua N21», Teepb, Poccus

Primary immunodeficiency in a patient with Kabuki syndrome

LS. Dolgopolov’, L.Yu. Grivtsova?, O.K. Ustinova®, M. Yu. Rykov'

Tver State Medical University, Tver, Russia;
2A. Tsyb Medical Radiological Research Centre — branch of the National Medical Research Radiological Centre, Obninsk, Russia;
3Children’s City Clinical Hospital No. 1, Tver, Russian Federation

Cunzapom Kabyku — xopoio u3BectTHoe 3a00JieBaHie, XapaKTePH3YIOUIeecs: MOCTHATAJILHOI HEOCTATOYHOCTBIO POCTa, AucMopdu-
YeCKMMH YePTAMH JIMLA, AHOMAJIMSMH CKeJIeTa U YMCTBEHHOI OTCTAIOCTBIO, CBA3AHHOE C O/THUM U3 MATOT€HHbIX BAPHAHTOB MyTALMU
B reHax KMT2D wim KDM6A. He menee yem y 50% sn ¢ cunapom KaGyku mmeroTcsi CKJIOHHOCTb K pelMAMBUPYIONIMM HH(peK-
MM ¥ AHOMAJIMM MMMYHUTETA, Npex/e BCero runoraMMariodymiemus. B ctatbe onucaHo KJIMHMYECKOe TeueHue Pe3UCTEHTHOro
HH(EKIMOHHOTO CHHIPOMa y pedenka 18 Mec 0e3 xapakTepHbIX 1isi cunapoma Kadyku mucMopduyeckux u 1epMaTornuiyecKux mpo-
sBJeHuii. [IiTelibHOe TeueHne Pe3CTEeHTHOI 0aKTepuabHO UH(EKIUH U SHTEPOKOINTA, MUKpPOLeDATHs, AyTUCTUIECKHE YePThI
TIOBe/IeHNs], HEBPOJIOTMYECKHE HAPYLIEHHUS M0 TUITY TMIEPKUHE30B, XapaKTepHAas /IS TPaHyJIeMaTo3HOi JUM(OUUTAPHOI UHTEPCTH-
nuaibHoi 0ose3nn Jerkux (GLILD) kapTiuHa Ha KOMIbIOTEPHOI TOMOrpaMMe, IOATBEPKIECHHAS OUOICHE JIETKOro, 3aCTABIIIHN MPe/i-
NOJIOXKUTh UMMYHO/IE(DMIUT B PAMKAX HACJIEICTBEHHOTO FeHETHYECKH 00YCJIOBJIEHHOTO CUHAPOMA. Y NALMEHTA He BbISIBJIEHA TUNOraM-
MarJio0yMHeMusi, xapakrepHas i cunapoma Kadyku. Hammume ynoBieTBOpuTe/IbHOrO 0TBETA HA paHee MPOBeIEHHYI0 BAKIIMHAIMIO
U TOJMKJIOHAJIbHDI cocTaB B-1uM(ouMTOB CBUIETENIHCTBOBAIM 00 OTCYTCTBHM HAPYHIEHMH B ryMOPAJbHOM 3BeHE MMMYHHMTETA.
IIpu mMMyHO(eHOTHIMPOBAHUM BbISIBIEHO OTCyTCTBHE momyisiuuu T-perynsitopubix Kietok (CD4+CD25++CD127-) u addex-
Topubix NK-kierok (CD16+CD56+CD3—) B nepucdepnyeckoii KpoBu. 3HauumMo cHikenbl ypoBHu T-mmmdomuros CD4+CD3+
¥ OTCYTCTBYET IKCIPECCHsi MOJIEKYJIbI a/ire3un uHTerpuHa-oera (CD18) Ha KieTKax rpaHy/IONUTAPHOTO Psijia.

3akmouenne. Y aereii B Bozpacte A0 2 jer cuHapoM KaOyku MoKeT mpeacTaBisTh TPYAHOCTH IS KIMHMYECKON THATHOCTHKA
B CBSI3U C OTCYTCTBHEM Y HUX KJIACCHYECKH C(hopMUPOBAHHBIX (heHOTUNMYECKUX NPU3HAKOB. Hamune y peGeHKa MEHTAIBHBIX HAPY-
LIeHUi, AHOMAJINIi PA3BUTHS BHYTPEHHUX OPTAHOB U HAPYLIEHHUS B TYMOPAJILHOM M KJIETOYHOM 3BeHbSIX MMMYHHOIi cCTeMbI TPeOyeT
HCIOJIb30BAHMS MOJIEKYJISIPHO-TEHEeTHYECKUX METO/I0B, BKJII0YAs CCIeIoBaHue HA MyTauuu B renax KMT2D v KDMG6A.

Karoueevte caosa: demu, cundpom Kabyku, mymauyus ecena KMT2D, kaemouHbiii ummyHoOeuyum, epanyiemamosnas aumpoyumap-
HAsl UHMePCMUUUANbHAS 001€3Hb Ne2KUX.

Ana yntuposanus: [jonrononos U.C., lpusyosa J1.10., YctuHosa O.K., PbikoB M. 0. [NepBuYHbI UMMYyHOAEDUUNT Y NALUNEHTA C CUHAPOMOM
Kabyku. Poc BecTH nepuHaron v neauarp 2022; 67:(6): 104—112. DOI: 10.21508/1027-4065-2022-67-6-104—-112

Kabuki syndrome is a well-known disease characterized by postnatal growth failure, dysmorphic facial features, skeletal abnor-
malities, and mental retardation associated with one of the pathogenic mutations in the KMT2D or KDM6A genes. At least 50%
of individuals with Kabuki syndrome tend to develop recurrent infections and immune abnormalities, primarily hypogammaglobulin-
emia. The article describes the clinical course of resistant infectious syndrome in an 18-month-old child without typical dysmorphic
and dermatoglyphic manifestations characteristic of Kabuki syndrome. A long history of resistant bacterial infection, enterocolitis,
microcephaly, autistic-like behavior, hyperkinetic disorder, CT scan patterns of granulomatous lymphocytic interstitial lung disease
(GLILD), suggested the immunodeficiency as part of a hereditary genetically determined syndrome. At the same time, the patient did
not experience hypogammaglobulinemia characteristic of Kabuki syndrome. The upper normal response to previously received vac-
cination and a polyclonal repertoire of B-lymphocytes indicated the absence of disturbances in the humoral immunity. Immunophe-
notyping revealed the absence of T-regulatory cells (CD4+CD25++CD127-) as well as effector NK cells (CD16+CD56+CD3—)
in the peripheral blood. The significant reduction of CD4+CD3+ T-lymphocytes and CD4+/CD8+ index was observed. In addition,
no expression of integrin-beta (CD18) on neutrophils revealed.

Conclusion. In children under the age of 2, Kabuki syndrome may present difficulties for clinical diagnosis due to the absence of dis-
tinctive phenotypic signs. Patients with mental disorders, congenital malformations, recurrent infections suspected of immunodefi-
ciency should be carried out using molecular genetic exploration, including testing for mutations in the KMT72D and KDMG6A.

Key words: children, Kabuki syndrome, KM T2D mutation, cellular immunodeficiency, granulomatous lymphocytic interstitial lung disease.

For citation: Dolgopolov I.S., Grivtsova L.Yu., Ustinova O.K., Rykov M.Yu. Primary immunodeficiency in a patient with Kabuki syndrome.
Ros Vestn Perinatol i Pediatr 2022; 67:(6): 104—-112(in Russ). DOI: 10.21508/1027-4065-2022-67-6-104—-112

CI/IH)IpOM Kabyku (OMIM 147920 u 300867) — pen-
KO€ TeHeTHYecKoe 3a00JieBaHUE, PACIPOCTPAHEH-
HOCTb KOTOpOro BapbupyeT ot 1/32 000 yesoBek B a3uaT-
ckoit morysstiu 1o 1/86 000 B eBpoTelicKOo MOy Iy
[1—3]. DTO reHeTMyeckn TreTeporeHHOEe 3aboJieBaHUE.
IIpu ayTOCOMHO-IOMWHAHTHOM THUIIE HacCJeI0BaHUs

MmaToreHHble BapuaHThl B TeHe KMT2D (OMIM 602113)
NpUBOASAT K pa3BuThio cuHapoma KabOyku 1-ro Turma
(OMIM 147920). Ten KMT2D, paHee W3BECTHbII
Kak MLL2, pacionoxeH Ha XpoMocoMe 12 u Komupyer
Jm3nHCcnenudunieckyo MetwiaTpaHcdepasy [2]. Ilaro-
TeHHbIE BapuaHThl (B TEMM3UTOTHOM M TOMO3UTOTHOM
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coctossHuM) B TeHe KDM6A (paHee u3BectHoM Kak UTX,
OMIM 300128) orBercTBeHHBI 3a cuHApoM KabOyku
2-To THUIA, UMEIOIIMNNA X-CUETUICHHBII ITOMWHAHTHBIN
tun HacienoBaHus (OMIM 300867) [4]. Ten KDMG6A
pacriojiokeH Ha X-XpOMOCOME M KOAUPYET TMCTOHAEMU-
Tayiasy, B3amMoneiicTBytomyoo ¢ reHom KMT2D. benok,
konupyeMblii TeHoM KMT2D, B3auMOIeiCTBYET ¢ KOM-
ruiekcoM Setl (COMPASS), KoTopsiit yaacTByeT B peMo-
NeTMPOBaHUM XpOMaTWHA MyTeM MOAM(UKAIIUKA BTH-
TeHeTUYECKMX METOK Ha TMCTOHax [5]. Myraunu B reHe
KMT2D otBeTcTBeHHBI 3a 56—80% Bcex OINMMCAHHBIX
ciayyaeB cuHapoma Kaoyku [3, 6]. B 5% ciyyaeB oGHa-
pykuBaloTcsi aHomanuu B reHe KDM6A [7]. BonbmmH-
CTBO CJIyyaeB CIIOpaAnvecKre, HO COOOIIAI0OCh O CEMbSIX
C HECKOJIbKMMU TTOKOJICHUSIMU TTOPasKeHHBIX U1 [8].

Kimnanyeckast nmarnoctuka cuaapoma KaGyku ocHO-
BBIBA€TCSI HA HAJIMYMY TUITMYHBIX YepT JIN1IA, BHI3BIBAIO-
XX acCOIMAIIMIO C TPUMOM aKTepOB SIMOHCKOTO TeaTpa
Kabyku, nerkoit uim yMepeHHoOI He Mporpeccupyrolieit
YMCTBEHHOM OTCTaJIOCTH, aHOMaJIni ckejeTa. JlomoaHu-
TeJbHbIE MPU3HAKN BKJIIOYAOT HU3KUI POCT U BPOXKJICH-
HbIE TIOPOKM pa3BUTUS (BKIIIOUAST CePIle, MOYETIONOBYIO
U KeJyNOoYHO-KHUIlleuHyto cuctembl) [9]. Kpome Toro,
€Oo00IIAIOCh O PEAKUX CIyYasiX CTPYKTYPHBIX aHOMaJTUiA
TOJIOBHOTO MO3Ta B COUETAHUHU C STMUJIETICUEN UJTN TUTIEP-
KMHE3aMH1 y alueHToB ¢ cuHapoMom Kaoyku [10, 11].

PeuupuBupymomme OakrepuaibHble UWHMEKIWH,
B OCHOBHOM CpEIHWI OTHUT, ITHEBMOHUS, CBSI3aHHBIC
C TUIoramMMarjioOyJIMHeMHel, a TakKXke HeI0CTaToY-
Has TIPOAYKLMSI aHTUTEJ B OTBET Ha BaKIMHAIIUIO
ObUTM 3aperucTpUMpoOBaHbl Y OTAEJbHBIX TAIlMEHTOB
wiu B HeOosblmx rpynmnax [12, 13]. PesynbraThl ormy-
onnkoBaHHOTO B 2020 I. aHKeTMpOBaHUS U 00CIenoBa-
Hus 177 maleHToB ¢ MaTOTeHHBIMY BaplaHTaMU T€HOB
KMT2D wniu KDM6A moatBepawivd pacipocTpaHEH-
HOCTb HMMMYHOMNATOJOTUYECKUX BapUAHTOB TEUCHMUSI
cuaapoma KabGyku [14]. OgHako JIWIIL eIMHWUYHEIC
HaOMIOAEHUST TTOAYEePKUBAIN TTOTEHIIMATBbHYIO TSIXECTh
OCJIOXKHEHMIi, BO3ZHUKAIOIIMX Ha (poHEe MMMyHOnehu-
1IMTa Mpy 3TOM 3a00JIeBaHUM, TaKUX KaK TpaHyjIeMa-
To3Has1 JuMd@oIUTapHasi UHTePCTUIIMalbHasl 00Jie3Hb
nerkux (GLILD) [14, 15].
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Kinnuueckoe HaOmoaenue. [lanneHT (MaJbumK)
TOCTIUTAIU3UPpOBaH B JIeTCKYIO TOPOIACKYIO KIMHU-
yeckyo OombHMIy Nel B Bo3pacte 18 mec. Pomumics
OT TpeTheil OepeMEeHHOCTH, TTPOTEKaBIIEH ¢ TOKCUKO-
30M B IIEPBOI1 TTOJIOBUHE, BTOPBIX CPOYHBIX (DU3UOTTOTH -
yecKux ponoB. K rpyau mpuioxeH B pOAVILHOM 3alie.
Brimucan Ha 3-i meHb. Macca nipu poxnenuu 3290 r,
nnuHa tena 54 cm. OueHka 1o mkaiae Anrap 8/9 6an-
JoB. Ilepron HOBOPOXIEHHOCTH IMpoTeKanl 06e3 0co-
oenHocteil. B Bo3pacte 3 Mec mepeHeC OCTPYIO
BUPYCHYIO MH(eKInI 1 oTuT. Jlo 7 Mec Habmomancs
pPEeUUANBUPYIONINI Ha (OHEe Tepamuu TracTpod3oda-
reanbHbI pedoke. B 11 mec macca Tena pebeHka
coctaBmita 9600 r, poct 75 cm (50—75-i1 1eHTUID);
OKPYXHOCTb TojioBbl 43 cM (<5-ro ueHtuis). Ilpo-
pe3biBaHue 3y00B ¢ 8 mec. CaMOCTOSTEIbHO XOIUT
¢ l4-mecauHoro Bospacta. BakuumnupoBan BIIK
W TIpPOTUB rermatuta B B poagomMe ¢ TOCHEOYIOIIUM
MOBTOPHBIM BBeJeHWEM BaKIWHKI uepe3 1 mec. Ponu-
TeJI COCTOSIT B HEPOACTBEHHOM Opake, 3M0poBbI. Poj-
Has ¥ CBOJHAS CECTPHI 3I0POBHI.

3abonen B Bo3pacte 14 Mec, Korma TOSIBUJIMCH
CUMIITOMBI THOWHOTO KOHBIOHKTUBUTA, (apUHTUTA
u punuTa. [Tomydan mecTHOe 1edeHMe 0e3 apdekTa; mpu-
COETMHUIICST MaJIOTIPOAYKTUBHBIN Kallle b, COMPOBOXKIA-
fo1IMiics pBOTOit. B Bo3pacte 16 MecC MOSBUIIMCH IIATKOCTh
MOXOIKM, HapacTalollasi MbIIIeYHass CI1aboCTh, COHJIM-
BOCTb, CHWKEHUE IBUTATEbHOW aKTUBHOCTH, OTMeYa-
JIUCh TIEPUOANYECKUE HABSI3YMBBIEC NBVKEHUS KUCTSIMU
pyK. B aTOT mepuon oTMeueHBI MOBEIECHYECKUE H3Me-
HEHUsI ayTUCTUYECKOTO CIEKTpa, peOEHOK CTal 3aMK-
HYTBIM, CHU3WJIACh KOTHUTUBHAS aKTUBHOCTL. [Tomyyan
Tepanuilo aMOyJIaTOpHO aMOKCHUKJIABOM, a3WUTPOMUIIM-
HOM, MyKOJIMTUKaMu 0e3 adpdexra. CoxpaHSIINUCh SIBJIC-
HUSI THOMHOTO KOHBIOHKTUBUTA, pUHWTA, Kallenb. [1pu-
coennHUIICS aHTepokosnT. C Havasa 3a060J1eBaHKUS Macca
Tejla CHU3WJIach Ha 2,2 KT.

B Bo3pacte 18 mMec BmepBbie OTMEYEHO ITOBBLILICHUE
temriepaTyphl Tena 1o 38 °C. Ha peHTreHorpamme rpym-
HOI KJIETKU BBISIBIIEHBI JIBYCTOPOHHME WHMWIBTPATHB-
HbIe UBMEHEHMS B HUKHUX TOJISIX JIETKHUX.

Tocrutanu3upoBaH B CTallMOHAP C AMATHO30M: JBY-
CTOPOHHSISI TTHEBMOHMSI, THOWHBIN JIEBOCTOPOHHUIA
OTUT, KOHBIOHKTUBUT, YBEUT, SHTEPOKOIUT. [Ipu KOM-
MbIOTEPHOM TOMOTpaUM TPYTHON KIETKU BBISIBJICHBI
3HAYUTENIbHOE oboralieHne u aehopMalus JEerOYHOTOo
pPUCYHKA 3a CYeT KaK COCYIMCTOTO, TaK W MHTEPCTULIN-
aTbHOTO KOMITOHEHTOB, CHIDKEHHME TTHeBMaTU3aluu
JIETOYHON TKaHW C MHOXECTBEHHBIMU TMepuInMbaTh-
YeCKUMM OYaraMu W TIepUOPOHXUATbHBIMU My(dTamu.
B HWXXHUX 105X 000MX JIETKMX OTpPEnesIsIuCh CuBa-
onmecs obirakoBuaHbie ouaru, S>D. Ha ¢oHe yrior-
HEHHOM JIEeTOYHOI TKaHMW MapaMeInacTUHAIBLHO ¢ 00erx
CTOPOH OTPENeIsIINCh PacIIMPEeHHbIE TPOCBETH OPOH-
XOB — TpaKIMOHHBbIE OpPOHXO3KTa3bl. BHyTpurpymHas
muMmbaneHonaTus (pasMepbl  JTUMGATUIECKUX Y3JI0B
peTpoKaBaibHOW IpynIibl 10 8,5 MM; puc. 1).
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OO0bekTuBHO: pocT 78,5 cM (25—50-if LIEHTWIb),
Macca tema 7600 T (<5-ro meHTWIsS). MuKpotedanus,
OKPYXHOCTb ToJIOBHI 44 cM (<5 nentwist). ['unorpodu-
YEH, YePThl J1IIA 32a0CTPEHbBI, BUIUMBbIX TOPOKOB pa3BU-
TUSI, aHTMOM, HEBYCOB He BbIsiBlieHO. [lepudepnyeckue
Jumbatryeckue y3ibl He yBeJudeHbl. OTMevaeTcst cliv-
3UCTO-THOIHOE OTHesieMOe U3 000MX HOCOBBIX XONOB,
JIEBOTO yXa, MO 3aJHel cTeHKe MIOTKU. YacTtora apixa-
HUI cocTtaBisiia 24—28 B 1 MMH, yacToTa CepleuHbIX

KJINMHUYECKUE CJT1YHAU

cokpaienuit 100—115 B 1 muH. Jluxopanka no 38,7 °C.
W3 cturM nm3sMOproTeHe3a BBISIBJICHBI TUIICPTPHUXO3,
AHTUMOHTOJIOUTHBIN pa3pe3 TJia3 Co Clierka YITWHEH-
HBIMU TJIa3HBIMU IIEISIMU, HU3KAS JIMHUS POCTa BOJIOC,
KOpOTKasl IIesT ¢ KPBUIOBUIHBIMU CKJIAIKaMU, TUCTIIA-
CTUYECKNE HHU3KOPACIIONOXEHHBIE YITHBIE PaKOBUHBI
HOpMaJIbHOTO pa3Mepa, OpaxunakTuius (puc. 2).

B o6uieM aHanuse KpoBu Jeikouuro3 19,7-10°/n
(umcortuter 70%, HeWTpobMITBI cerMeHTOsIIepHbIe 18%,

Puc. 1. Pe3yabTaThl KOMIBIOTEPHOI TOMOrpadhu rpyaHO# KJIETKH.

a — nepuOpoHxuaIbHbie My(ThI ((PUrypHAS CTPEKA); 6 — 00JAKOBUIHbIE 0YATH B HIDKHEN /I0JI€ JIEBOTO JIETKOTO (TOHKAs CTPEJKa),
KoHcoaanusa (pudpo3) JeroyHoii TKaHW B MapaMeIMacTHHAJbHBIX OTIeNaxX (ToJICTas CTpeKa).

Fig. 1. Results of computed tomography of the chest.
a — peribronchial clutches (curly arrow); 6 — cloud-like foci in the lower lobe of the left lung (thin arrow), consolidation (fibrosis)
of the lung tissue in the paramediastinal sections (thick arrow).

Puc. 2. Cturmbl au3amopuorene3a. (Pa3penienue poaureieii mosrydeno)

a — aHTUMOHTOJIOWIHDII pa3pe3 I71a3 €O CJIerka yAJIMHeHHbIMH IJIa3HbIMH IIEJISIMA, HU3KAasl JIWHUSL POCTA BOJIOC, TYCThIE, PABHOME]-
Hble OPOBH; 0 — OpaxXMAAKTIINSA, 0€3 XapaKTepHOii 1epMaTOrTH(pUKH,

Fig. 2. Stigmas of dysembryogenesis.

a — anti-mongoloid eye section with slightly elongated palpebral fissures, low hairline, thick, uniform eyebrows; 6 — brachydactyly,

without characteristic dermatoglyphics.
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MmajiouKkosiiepHble 6%), aHeMUsT — TeMorJioonH 73 /1,
TpombormTo3 456-10°/1. B GUOXMMHUYECKOM aHaIn3e
KpOBU TUMOANbOyMuHeMust (1o 22 r/71) U TIOBBIILICHNE
YPOBHSI acrapraT- M ajlaHMHaMuHoTpacdepas (1o 247
u 178 en/a coorBercTBeHHO). OOImMIt OUIMPYOUH
4—8 MxMoJib/n1. C-peakTUBHBII 0eloK 24 Mr/i. YpoBeHb
IgM x Mycoplasma pneumoniae nonoxurenbHbiii, IgG —
OTpUIIATENbHBINA. YPOBEeHb MMMYHOIJIOOYJIMHOB Kiacca
A, M u G B ceiBopoTke coctapisit 2,34, 1,7 u 18 r/n
COOTBETCTBEHHO.

ITpu 330¢haroracTponyoIeHOCKOITMHY BbISIBJIEHBI MHO-
>KECTBEHHBIE MEJKWE 3PO3UU Ha CIM3UCTON 000JIO0UKe
KeTyaKa W ABESHAAIATUTIEPCTHON KUIIKKA,; MOPMOJIOTH-
YecKoe HCCIeOBaHUE BBISIBUIIO MUKPOMOKYCHI KPUII-
abciieccoB Ha (oHe MOJUMOPGHOKIETOUYHON WH(PWIb-
Tpaluu, (POKyChl M3bSI3BJIEHUI, TOKPHITbIE (DUOPUHOM
1 UHPUIBTpUPOBaHHBIE JieliKouTaMu. [1pu axokapauo-
rpaduu BBISIBJICH OeeKT B CpeaHel 4acTh MeXIIpem-
CEPIHOU TIeperopoaKu, pasMepoM 3,6 MM, co cOpocoM
KpOBU cjieBa HaripaBo 2—2,4 MJI/CHUCTOJIa, YMEpPEHHBIN
BBITIOT B IMOJIOCTh TiepuKapaa. Ha ajekTpokapauorpaMme
HapylIeHW pUTMa U TIPOBOAUMOCTH HE 3aperucTpu-
poBaHo. [IpM MarHUTHO-pe30HAHCHOMW ToMoTpaduu
TOJIOBHOTO MO3Ta OTpeessIeTcs] KapTiHa Hepe3Ko BhIpa-
SKEHHOTO paclIMpeHUs] HaApYKHBIX CyOapaxHOMIATbHbIX
U BHYTPEHHUX JIMKBOPHBIX MPOCTPAHCTB; TAHHBIX, MO~
TBEPXKIAIOIINX HaJIWYMe W3MEHEHWII 04aroBOTO Xapak-
Tepa B BEIIECTBE MO3ra, He BBISIBIIEHO; TIPU3HAKU TTOJIH-
CUHYCHUTA, TBYXCTOPOHHETO MAaCTOUIUTA.

OCMOTpeH  HEBPOJIOTOM,  ONPENCISITUCH  CITOH-
TaHHO BO3HUKAIOIIVE HABA3YMBBHIC IBMXKEHUS (TpEeMOp)
KUCTEH PyK, TIpU3HAKU ayTU3Ma. PeOeHOK KOHCYIbTHU-
pPOBaH reHETUKOM; TIPOBEAECHO MCCIIeIOBaHNE KApUOTHUTIA
(46, XY — HOpMaJIbHBIII MYKCKOI KapHOTHIT), UCKITIO-
YeHBI OTIEebHbIE (POPMBI HapylIeHUsT OOMeHa BEIIECTB
METOJIOM TaHIEMHOM MacC-CIEKTPOMETPHH.

IManyeHT TONyYadT KOMOMHUPOBAHHYIO Tepamnuio
JIIByMSI aHTMOMOTHUKAMHU IIIMPOKOTO CIEKTpa C yMepeH-
HeIM 3 dexkTom. OTMedYeHBl CTaOMIM3alMsl TeMrepa-
TypHI Tesla Ha ypoBHe 37,4—37,6 °C, mpekpalleHue THO-
eTeYeHUS U3 JIEBOTO yXa U ria3. [Ipr 3ToM coXpaHsTUCh
WHTOKCUKALIWS, TPOAOJIKajla CHUXKAThCS Macca Tela,
COXPaHSITNCH SIBIIEHUST SHTEPOKOJINTA, HEBPOJIOTUYECKHE
HapylIeHWsT ¥ U3MEHEHMS B JIETKMX Ha MTOBTOPHON KOM-
MBIOTEPHOI TOMOTpaMMe 4epe3 3 Hefl OT IMOCTYIIIeHUS.

PebGenok nepeBeneH B OTeIeHUE MHTEHCUBHOI Tepa-
MU B CBS3M C YXYAIIEHUEM COCTOSTHUSI, HapacTaHUeM
MHOEKIIMOHHO-BOCTAIUTETLHOTO CUHAPOMA U SIBJie-
HUI 9HTepokosuTa. OTMeYalnch BIU30Ibl TacTpo-
a30dareaslbHOr0 pedIiokca ¢ TONEepPXUBAHUEM, CHU-
JKEHMEeM HaCBIIEHUS (caTypaliu) KpOBU KHUCIOPOIOM
U TaxhKapaueit; 06ocTpeHne MHGEKIIMOHHOTO Tpoliecca
C SIBJICHWSIMU TSDKEJIOTO JIHTepoKosmTa. Macca Tena
coctaBuia 6400 r (<5-ro ueHTumsT). PebeHOK TiepeBeneH
Ha YaCTMYHOE TTapeHTepaJbHOE MUTaHNE.

B ob0miem aHamm3e KPOBW COXPAHSITUCH aHEMUS
I crenenu, neiikounros (16,5—26,4)-10°/1 ¢ npeobGana-

HUEM HeWTpo(UIoB, BKiIoYas 1oHbIe ¢hopmbl (10 30%).
ConepkaHue pPETUKYJIOLUTOB Kojebasoch oT 3 10 5%.
YpoBeHb MPOKANTBIIMTOHWHA HE TOBBIIIAJICS, OCTaBa-
sicb <0,5 Hr/mMJ1 B TOBTOPHBIX aHanu3ax. KoHueHTpauus
C-peakTMBHOTO Oejika HaXoIuJ1ach B Tipeesiax 3—9 Mr/J.
YpoBeHb TeYeHOYHbBIX TpaHCcaMuHa3 ObuT B 1,5—2,5 paza
BBIIlIE HOPMBI C TEHIEHIIMEN K HOpMaJau3alluu; TUIIO-
anpoymuHemust coctasisiia 19 r/n. IlpoBeneHa TyHK-
LIS KOCTHOTO MO3Ta, KOTOpasl BBISIBUJIA COXPAaHHOCTh
BCEX POCTKOB KPOBETBOPEHUS C 3a7ePKKOM CO3peBaHUS
KJIETOK TpaHyJOIUTapHOTO pocTKa. MHIEeKC co3peBaHus
HelTpodunoB 1,5. AHTUTENa K BUPYCY MUMMYyHOIedu-
uTa JejoBeka, rematuty C, reprecy 1, 2 1 6-TO TUIIOB,
1gM u IgG x Mycoplasma pneumoniae u Chlamydia pneu-
moniae otpuliateibHble. BoisiBnensl IgG K Tokcomnaazme
U BUpycy DmiuteitHa—bapp. AHTUTEIA K TUPEOTIEPOKCH-
naze 15,4 ME/mn. CBo6oansbiii T3 — 4,7 nmonb/a, cBO-
6onHbIN T4 — 13,21 mMoab/J1, TUPEOTPOMHBIN TOPMOH —
3,94 mk/ma. Ilpoba KymbGca orpuuarenvHasi. TokcuH
Clostridium difficile He oOHapyXeH. YpOBeHb KaJbIIpO-
TeKTWHA B Kaje 1645 Mxr/T (HopMma <50 MKT/T).

WckmoyeHB MYKOBMCIIMIO3, TyOepKyJe3, JIEUKO3,
octpble 1udPy3HbIe 3a00IeBaHUS CYCTABOB U COCIMHM -
TeJbHOM TKaHU. [1py KOHTPOJIBHBIX 3XOKapauorpadude-
CKUX MCCIIEIOBAHUSAX OTMEYEHO YMEHBIIECHHWE SIBJICHUIA
DKCCYAATUBHOTO Tmepukapauta. [lpu KoMmIblOTepHOM
ToMorpaduu yepe3 2 Mec OT TTOCTYIUIEHUsI B CTallMOHAp
B 00OMX JIETKUX COXPAHSIJIUCh MHOTOYMCIIEHHBIE ILIeH-
TPOJIOOYJISIpHBIE W TiepudeprudecKre y3eIKd OO0 2 MM,
nepuOpoHXxuaibHblie My(GThl U OpoHX03KTa3bl. OTme-
YyeHa TOJIOXKUTeNIbHAas TUHAMUKa B BUIE perpecca oda-
TOB B HVKHMX JOJISAX JIeTKUX. [TpocBeThl OpOHXKMON pac-
mupeHbl. B S3 ¢ aByx cTopoH u S6 cripaBa U3MeHEHUS
10 TUITY TTHeBMOGUOpo3a. PeHTreHoMOrnIeckast KapTuHa
MOXKET COOTBETCTBOBATH T'PaHYJIeMaTO3HOMY 3aboJjieBa-
HUIO JieTKuX. [Ipr KOJOHOCKONMUU MaKpOCKOTMYECKU
BUIMMOM TIATOJIOTUM HE BBISIBIEHO, MOP(HOIOTUIECKU
oOHapyKeHbI TTPU3HAKN XPOHUYECKOTO HEKIIACCU(UIII-
pyeMoOTro KOJIUTA C OYaroBOM TUIepIuIa3ueil CIM3UCTOM
000JIOYKN KMIIKK W YMEPEHHON TMMGOIIa3MOLINTap-
Holt uHwibTpanueii. [Ipn 6poHXoCcKONMMKM U3MEHEHU
CJIU3UCTOI 000JIOUKU OPOHXOB HE BBISIBICHO.

JBaxkabl ¢ MHTEPBAJOM 2 Hell POBOAUINCH TPaHC-
Gy3un 3PUTPOLIUTAPHON MAcChl B CBSI3U C TSIKEITBIM
COCTOSIHMEM peOeHKa TpU YPOBHSX reMorjodouHa 78
u 74 /1 cooTBETCTBEHHO. bakTepuonornyeckoe uccie-
noBaHue (moceB) KpoBU BbIsIBUI pocT Klebsiella pneu-
monia B Tutpe 108 KOE/Mi1, ycTOMYMBOI K aMOKCHLIWII-
nvHy/KinaBynaHaty. Ha ¢oHe racTtpossodareanbHoro
pedIriokca MOSIBUIIMCH CYXOU KallleJIb, OBIIIKA, AecaTy-
pauus 10 88%, Taxukapaus 10 168 B 1 MUH, CHIKeHUE
apTepuaIbHOTro AaBieHus 10 78/36 mm pt.cT. Temnepa-
Typa Tena 38,4 °C. PebeHoK B TeueHUe 36 4 HaXOIMUIICS
Ha WMCKYCCTBEHHOW BeHTWIAUMM nerkmx ¢ 40% O,
n PEEP 28, mocie 4ero OBIT yCHENIHO IlepeBeleH
Ha caMocTosATeJIbHOe TbixaHue. Ha (hoHe BHYTpUBEHHOM
Tepanmuyi METPOHMIA30JIOM M BAaHKOMUILIMHOM BHYTPb
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OTMEUEHBbl KYNMUpPOBaHUE SIBJIEHUI TSKEJIOro 3HTEPO-
KOJIMTa, CTabMIM3aliusl COCTOSIHUSI, Habop Macchl Tejia
(+1700 T oT MOMEHTa TOCHUTAIU3AlUMU). YPOBEHb
nevikouutoB (13—17)-10°/n1 ¢ mpeobiamaHueM Heii-
TpodusioB, aHeMust | creneHu, TPOMOOILIMTHI B Tpese-
Jlax HOpMBI. BbIsiBieHbl aHTUTENa K Aspergillus spp.
B OGuoxuMmnuecknx mokaszaTessiX COXPaHSIIOTCS YPOBHU
acmaprar- M ajJaHMHamuHoTpacdepasbl, B 6—11 pa3
npeBuimatomue Hopmy. ComepxxaHue OuanpyOWHa,
MOUEBUHBI, KpeaTMHUHA, aJiIbOyMUHA B HOpME.
HmmyHonoeuneckuil  u  eeHemu4eckuil  (eHomunbl.
OO01Ie UMMYHOTJIOOYJIMHBI TIPU TTOBTOPHOM OTIpejielie-
HUU Yepe3 2,5 Mec OT MOMEHTa MOCTYIIJIEHUS B CTallMO-
Hap OCTaloTCs MOBBIIIEHBI B chiBopoTKe: IgA, M u G 2,0,
1,2 u 16,8 /1 cooTBeTCTBEeHHO. YpoBeHb IgE B HOpMe.
OrMeuaeTcst BBICOKUIA ypoBeHb aHTUTesl K HBs aHTureny
>150 MME/Mn. HBe-anTturen He oOHapykeH. AHTUTeNa
kK SARS-CoV-2 ot 11.10.2021 r.: IgM — He BbIsIBIEHO,
IgG — BBIsIBIIeHBI B TO3UTUBHOM TUTpe 19,0 en/mt.
MMMyHOGEHOTUTTMPOBAaHWE  BBISIBUJIO  OTCYTCTBUE
cpenu JTUM@OUUTOB MepudepruvecKoil KpoBU TOIYJIsI-
uu T-perynstopHbix kietok (CD4+CD25++CD127—)
n spdekTopHbpix NK-ximetok (CDI16+CD56+CD3-).
VYpoBHu  B-kjeTOK = HE3HAYUTEIbLHO  TMOBBIIICHBI,
O/IHAKO OOJIBIIMHCTBO B-KJIETOK TMOJMKIOHATbHBI.
CHuxeHbl  ypoBHM  T-nmumdponutoB CD4+CD3+
un unaekc CD4+/CD8+. Kpome Toro, Ha KjieTKax rpaHy-
JIOLIUTAPHOTO Psijia OTCYTCTBYET KCITPECCUST MHTErpUHA-

KJINMHUYECKUE CJT1YHAU

oeta (CD18) — mousekysibl, HEOOXOIMMOM IJ1s1 TPAHCMM -
Tpalvu v afare3uu HeUTpoMUIoB (CM. TaOIHUILY).

Ilpu uccrenoBaHMM LIMTOKMHOB B CHIBOPOTKE OOHA-
PYXEHO TOBbIlIeHUE ypoBHeil uHTepnelikuHa-10 (IL-10)
135 nr/mn (Hopma 0—31 nir/mut), untepnetikuna-4 (1L-4)
16 nr/mn (Hopma 0—4 mr/mi), WHTepdepoHa-raMma
(INFy) 40 nir/min (Hopma 0—15 nir/mi) u akropa HeKpo3a
omyxonu anbda (TNFa) 107 rir/mn (Hopma 0—6 rir/mon).

IMateHTy BBITIOJTHEHO TOJIHOZK30MHOE CEKBEHUPO-
Banue [IHK, koropoe BBHISIBUIO TATOTEHHBI BapuaHT
B TE€TEPO3UTOTHOM COCTOSIHUM B 3K30He 24 u3 55 reHa
KMT2D, npuBonginii K qejaen OTHOM aMIHOKUCIOTEI
6e3 caura paMku cumtbiBaHus (p.Tyrd607del). TIpose-
JleHa OMOTICUS TKaHU JIEBOTO JIETKOTO; TIpU Mopdoiornye-
CKOM MCCJIEIOBAHUM OMoraTaTa OTMEUeHbl BbIpaskeHHasI
UHOUIBTpALIMS METKUMM JIEUKOLIUTAMM, TIPU3HAKN OPOH-
XMOJINTA, BBISIBIIEHbI OPOHXM TEPMUHAJIBHOTO TIOpSiAKA
¢ NepuOpoHXUANTBHBEIM (Gubdpo3om. KieTouHblit cocTtaB
npencrasied B-mumdormramun CD20+, xopormio pa3mm-
YUM HOMYJISIPHBIN MATTePH, KJIETKU PaCTOOXEHBI TTepu-
OpoHxuanabHO. bonbinoe KonamdyectBo T-nmumbounToB
CD3+CD4+, wMHorosimepHble  KJIETKM  TTO3UTUBHBI
no CD68+. He BuisiBnens! JIHK aneHoBupyca, imtomera-
JioBUpyca, Bupyca dmirteitHa—bapp (BOB) n akcnpeccust
BOb-koauposanubix Manbix PHK (EBER). TlpusHaku
rprOKOBOTO MOpaxkeHUsI He 0OHAPYXKEHBI.

ITammueHTy OBLT BBICTABJIEH AMAarHO3 OCHOBHOM: CUH-
npom Kaoykm (Q87.0), mepBUYHBI MMMYHOAEHUIIUT

Tabauya. Pe3ynbraThl ”AMMYHO()EHOTHIIMPOBAHKS JTUM(OUUTOB B nepudepuueckoil KPOBH NAMEHTA
Table. Results of immunophenotyping of the patient’s peripheral blood lymphocytes

ITokazarein Pesynbrar, % Hopma, %
B-xnetku:
CD19 26,6 6—23
CD20 26,1 6—23
Igk/Igh [NonuknoHanbHbBIE INonuknoHanbHbBIE
T-knerku:
CD3 61,9 66—75
T-xennepst CD4+CD3+ 27,8 33-50
T-murorokcuueckue CD8+CD3+ 31,6 16—39
TCRof 94,2 10-70,5
TCRyd 6,0 2,8—4.,6
CD4+CD25++CD127— 0,1 1,6—5,8
CD3+CD16+CD56+ 0,04 <10
NK-KJTETKMU:
CD56*CD16+CD3— 0,1 8—19
CD56+CD16-CD3— 6,2 0,5—6
CD56+CD9%4+ 2,7 92—-98
JlommotHUTEIHHO (Ha HeTpodumiax):
CDI16 [TonoXuTETHHO [TonoXuTETHHO
CD13 BosbimHCeTBO cnado+ [MonoxurenbHO
CDI18 OTpuLaTEIbHO [MonoxurenbHO
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no aucperynsitopHomy turty (D84.9). OcnoxHeHust: Tpa-
HyJIeMaTO3HOE  JIMM(pOIIUTApHOE  MHTEPCTULIMAIBHOE
3a0osreBanme Jierkux, J1H 0 ct. AHeMUST BOCITAIMTEIHHOTO
reHes3a, CpeHeit CTerneHu TsKecTU. XPOHWYECKUI TTaHCHU -
HYCUT, THOWMHBIN puHUT. [TaHyBeuT 060MX a3 (paspere-
Hue). [lepeHeceHHbI TSDKENbI TICEBIOMEMOpPAHO3HbIN
KOJIUT, OCTPBIIi TeMOpparnyeckKuii (3po3uBHbBIN) racTpuT,
OCTPBIII B3KCCYIATUBHBINA TEePUKAPAUT 0O€3 TaMITOHAIbI
C HEe3HAYUTEJIbHBIMU U3MEHEHUSIMU CEPIACUYHOM MBIIIIIbI.
XpoHuyecKasi cepiaeuyHasi HeIOCTaTOYHOCThb, (YHKIIM-
OHaNbHBIN Kjacc 2. [lepeHeceHHBI OCTpPbI THOWHBIN
CpeoHMII JIEBOCTOPOHHUI OTUT. ['emaTuT cMelmaHHOM
9TUOJIOTUU (ayTOMMMYHHBII, TOKcUuyeckuii). HapymieHue
TCUXO-peueBoro pasButus. PaccrpoiicTBo mpucrocoom-
TeJIbHBIX peaklnii (rocnuTaiu3Mm). benkoBo-3HepreTnue-
cKasl HeJIOCTaTOUHOCTD 2-i1 CTETIeHMU.

00cyxaeHue

Cunnpom KaOyku mnpeacraBisieT cOOON KIMHUYE-
CKM pacrio3HaBaeMbIii CUHAPOM, CBSI3aHHBII C OJHUM
W3 MAaTOTeHHBIX BapraHTOB B TeHax KM T2D vinu KDMG6A.
B 2019 r. ony6inKoBaHbl MeXITyHApPOIHbIE AUATHOCTH-
Yyeckre KPUTEepUU, KOTOpbIE MpPenrnojiaraloT, YTO OKOH-
yaTeJIbHbIM JTMAarHo3 MOXET ObITh TOCTaBJIEH Yy 4eJo-
BeKa JItoboro Bo3pacta ¢ MH(hAHTUIBHON TUMOTOHUEH,
3a/Iep>KKOM pa3BUTHUSI U/WJIM YMCTBEHHOM OTCTaJOCThIO
B aHaAMHEe3€ 1 OJJHUM WJIU 000MMU U3 CIIEAYIOIIUX OCHOB-
HBIX KpUTEepHEB: 1) HaIMUKMe TaTOreHHOTO WJIM BEPOSITHO
MaToreHHoro BapuaHTa B reHax KMT2D vimu KDMO6A,
2) TUTIMYHBIE NUCMOp(UYECKHEe YepThl, BbISIBJEHHbIE
B TeYEHME XM3HU TalueHTa. TUnuuHbie aucMophu-
YyecKMe TPU3HAKKM BKJIOUYAIOT JIJIMHHBIE TJIa3HbIC 1IN
C BBIBOPOTOM JIaTepaJIbHOM TPEeTH HWXKHEro BeKa U JBa
uim GoJiee 13 CAenyIIMX MTPU3HAKOB: 1) 1yroodpasHbie
U IIMPOKME OpPOBM C BBIEMKOW WM PEIKOCTBHIO JaTe-
paIbHOW TpeTu; 2) KOpOoTKasi Kojymesla (MSITKOTKa-
Hasl TepeMbluKa MeXXIy HO3IPSIMU, COCTOSIIIAs U3 KOXU
U MeAuaJbHBIX HOXEK XpsIlieil KpbLUIbeB) C BOABJIEH-
HBIM KOHYMKOM Hoca; 3) Oousbliue, aedopMupoBaH-
HbI€, BBINYKJIbIE WM YallleBUIHbIE YIIU; 4) BBIMYKIIbIC
(dbetanmpHbIe) TTOAYIIIEYKH TTabieB [16]. ¥ 44—86% nuir
¢ cuHapomoM Kabyku oOHapyKMBalOTCS pelUIUBUAPYIO-
mue MHQPEKIUU 1 aHOMaJ I UMMYHUTETA, TIPEXIIe BCETO
runorammariiooynmmaemust 14, 17, 18].

3anepxkka ¢usnueckoro passutusi. Ha ¢one Bbipa-
JKEHHOM TUTOTPOMUUM M TSKEJIOTO0 COCTOSIHUSI Taliu-
eHTa TIepBOHAYaJbHO HE ObLIM OTMEUYEHbI TUITUYHbBIC
Mopdosiornyeckre TpPU3HAKM JTaHHOTO 3a0oJeBaHUs,
KpoMe cJieTKa YUIMHEHHBIX TJIa3HbIX e, UCTLIaCTh -
YeCcKMX YIIHBIX pakoBUH W Mukpouedanuu. o 1 roga
TICUXOMOTOPHOE pa3BUTHE pebeHKa, ero pOCTOBECOBbBIC
rnoxasaresiv ObLJIU B HOpME.

B nuteparype mpakTUUECKM OTCYTCTBYIOT OTMCa-
Hust cuHapoMa Kabyku y nereii paHHero Bo3pacra,
a uMelolrecs 0a3uMpylOTCs Ha HaJIMYUU XapakKTep-
HBIX JJIs 3TOTO CUHApOMa (paluaibHbIX H3MEHEe-
HUW W TIOJIOXKUTEJbHOM pe3yjbTaTe TeHEeTUYeCKOTO

ncciaenosanud [9]. Panane HaOmomeHnuss GU3NIeCKUX
XapakTepucTuK Npu cuHapome KaOyku, mpoBeneHHbIE
N. Niikawa u coasr. [19], BbIIBUIN, UTO Macca U JJIMHA
TeJia TIPU POXKJACHUM ObUITM HOPMAaJbHBIMU C TIOCIIEIY-
IolIeil 3amepXKOi pocTa B MOCTHATaJIbHOM TepUOJIE.
3anepxKa pocTa, yBeJIMUeHMe MacChl Tejia 1 MpoOJieMbl
¢ IUTaHueM HabmogamTes y 2/3 OOJbHBIX C CUHAPO-
moM Kabyku u (popmupytorcst Ha 2—4-M rogax KU3HU.
TTocTHaTanbHag 3agepkkKa pocta orMeueHa y 50—70%
MalMeHTOB, OMUCAHHBIX B TMOCJIEAYIOIINX MCCIea0Ba-
HUSIX, HE3aBUCUMO OT 3THUUYECKOU MPUHAIIEKHOCTH,
TOorAa Kak cjiydyau MpeHaTaJbHOM 3a1epKKU ObLIN a1 -
HUYHBIMU 1 HAOJIOJAJIMCh B MEHBIIMHCTBE aHAJIU3U-
pyeMbIx ciaydaeB [17, 19]. B 0630pe, 00beIMHUBIIEM
manHble 1o 300 mammeHTaM, MX pOCTO-BECOBBIE ITOKa-
3aTeJu TpU POXIEHWW M 10 Bo3pacta | roma Haxo-
IWINCH B Tpeaejax HOPMBbI, OJHAKO C TepBOro rojaa
KM3HU 3HAuyuTeNbHas 3aJepXKa pocTa oTMeuanach
y 75% nauyenTtos [20].

Mexanusm ¢hopMUpPOBaHUS TUTIOTPOGUU U TUTIOCTA-
TYpHI y TTAIIMEHTOB ¢ cuHApoMoM KaOyku HeoTHO3HAYEH.
VY enMHWYHBIX MAllMeHTOB BBISIBISIETCS NePUIIMT coma-
TOTPOITHOTO TOPMOHA, OJHAKO B OOJILIIMHCTBE CJyyaeB
BJIMSIHYE OKa3bIBaeT KOMILJIEKC (DAKTOPOB, BKITIOUAIOIINIA
reHeTnueckue (hakTopbl, HEUPOTICUXUIECKUI NepUIIUT,
peuuauBUpylole HH@eKImu, ractpos3odareaibHblit
pedIoKCe, CUHAPOM MajbadcopOInm Ha (oHe UMMY-
Honedwuimra [1, 20]. [TpuumHOIl OTCYTCTBUSI TUMTUYHOM
KJIMHWYECKOW KapTWHBI y TallMeHTa M3 MpeaCcTaBlIeH-
HOTO KJIMHUYECKOTO CJiydyasi MOXET ObITb OCOOEHHOCTh
nposiBieHus1 cuHapoma KaOyku Tipu JaHHOM Briep-
BbI€ BBISIBJICHHOW TOYeuyHOW MyTauuu B reHe KMT2D.
B a1y KoHIEMNIMIO yKJIaabIiBaeTcsl HOpMajibHOE (BU3U-
yeckoe U TICUXOHEBPOJOTUYECKOe pa3BUTHE pebeHKa
mo 12—14 mec, OTCYTCTBHME THMITIOTaMMAarjioOyJIMHEMUN
npu BeipaxkeHHOM aedunute Treg u NK-xierok n mim-
TeJIbHOE COXpaHEHME XOPOIIEro OTBETa Ha BaKIIMHAIIIO
MpoTUB reraruta B.

Penunusupyomue uHdeKuMM M HMHTEPCTHIMAb-
HOE TOpa)keHWe JIeTKMX. Y TAllMEHTOB C CUHIPOMOM
Kabyku yacto uMeeTcst oBbIllIeHHAsI BOCIPUUMYUBOCTD
K MHMEKIMAM BEepXHUX U HIKHUX IbIXaTeTbHBIX MyTeH,
CBsI3aHHAasl KaK C aHOMaJIMUSIMU DPa3BUTHUS, TaK M TIpe-
K€ BCETO € BPOXACHHBIM UMMyHonebuuutToMm. OmgHoM
U3 KJTIOYEBBIX 0COOEHHOCTel cuHapoma KaOyku siBiisi-
eTCsT PeLUANBUPYIOLINI OCTPBIit cpeaHuii oTuT (10 100%
B HEKOTOPBIX MCCIIETOBAHUSIX) 1, KaK CIeACTBUE, HEOO-
XOIMMOCTh TIOBTOPHOI aHTMOAKTepUaIbHOW Tepanuu
[9, 14, 17, 21]. Kpome Toro, y 3—25% mnanumeHTOB OMNu-
CaHO pa3BUTHUE DAaKTepUaATbHOM THEBMOHUM, B TOM YKCIIE
Ha ¢oHe aHoManuit pa3BuTus 6poHxoB [17, 21]. ¥ nan-
HOTO TaleHTa 3a00JeBaHe MAaHUMECTUPOBAJIO C PE3U-
CTEHTHOTO K Tepanuu aHTMOMOTUKAMU THOMHOTO OTUTA
1 KOHBIOHKTUBUTA, PEUUINBUPYIOIINX B TeUeHUE 6 Mec.
BriocnenctBuu peGeHOK ObLI TOCTIUTAIU3UPOBAH C JBY-
CTOPOHHUM MOPaXXEHUEM JIETKUX, OITMOOYHO TTPUHSITHIM
3a aTUMUYHYIO TTHEBMOHMUIO, BBI3BaHHYI Mycoplasma
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pneumoniae. JInarHO3 MMKOTUTa3MEHHOW TTHEBMOHUU
0a3upoBajcsl Ha JUIUTEIbHOM aHaMHe3€ BOCHAIUTENb-
HOTO TIpoliecca, peHTTeHOJOTMYeCKO KapTuHe (peHTre-
HOTpaMMa B TIPSIMOI TIPOEKIINM), HEUTPO(DUIBHOM JIeii-
KOILIMTO3€, MOBBIIIIEHHOM YpoBHe C-peakTUBHOTO Oejika
U TIOJIOKUTESIbHOM TUTpe IgM K maHHOMY BO30OYIUTENIO.
OTCyTCTBUE TMOJIOXKUTEIbHOM JUHAMUKM T10 pPEHTre-
HOTpaMMaM, COXpaHeHHWe JIEHKOLIMTO3a, HECMOTpSs
Ha HopMasin3aluoo ypoBHsT C-peakTUBHOTO Oesika U HOp-
MaJIbHOTO YPOBHSI MPOKAJIBLIMTOHWHA 00YCIOBUIIO HEOO-
XOJIVMMOCTb BBITIOJTHEHUSI KOMITBIOTEPHOU ToMorpaduu
JIETKUX, MIPU KOTOPOI BBISIBIIEHBI MMPU3HAKU T'paHyJIeMa-
TO3HOTO JTUMMOIIMTAPHOTO UHTEPCTUIIUAIBHOTO 3a00J1e-
BaHus jerkux (GLILD), mepcuctupoBaBiiiero Ha mpo-
TSDKEHUU BCEro repuona HaOMOJeHUs 3a TallMeHTOM.
I'panynemato3Ho-nmuMdoIIMTapHAsT WHTEPCTULIMATbHAS
00JIe3Hb JIETKUX — PEeIKOoe TsKeaoe HEMH(EKIMOHHOe
rmopaxkeHue JIeTKMX, CBS3aHHOE C OOIIMM Bapuadesb-
HBIM UMMYHOIE(PUIIMTOM, KOTOPOE OMKUCAHO Y B3POCIIBIX
naureHToB ¢ cuHapoMoM Kaoyku [14, 15, 22].

B Hacrosiiee Bpewmsi, XOTsI TaToreHe3 rpaHyjiemMa-
TO3HOTO JIMM(OLMUTAPHOTO WHTEPCTULIMAIBHOTO 3a00-
JIEBAaHMSI JIETKMX ellle JajieK OT MOHWMAaHMSI, eT0 MOXHO
paccMaTpuBaTh KakK TIpOSIBJIEHWE WMMYHHOW aucpe-
rynsiuun [23]. JIis moATBepXXASHMSI 3TOrO JTMarHosa
TpedyeTcss KOMITbIOTEpHAasi ToMorpacdusi OpraHOB Tpy/I-
HOI KJIETKM, TIpU KOTOPO OOHapY:KMWBAIOTCS COJIMI-
HbIe Y3€JKM, PEeTUKYJSIpHbIE W3MEHEHUs, 3aTeMHEHHe
10 TUITY MAaTOBOTO CTeKJia, BHYTPUTPYIHAS W/UIN MEIU-
acTuHanbHasl tuMdbaneHonaTus [23]. Hns okoHYaTelb-
HOW JMAarHOCTUKM TpeOyeTcsl TpOBeAeHUE OUOICun
JIETKOTO. Y TMpeaCcTaBIeHHOTrO MalueHTa TMpu OpOHXO-
CKOITUY He OBIJIO BBISIBJIEHO UBMEHEHUH CIM3UCTON 000-
JIOUKM OpPOHXOB, a TpU OPOHXOATBBEOJISIPHOM JIaBaxe
OOHapyXeHbl eIUHUYHbIE JTUMMOIUTHI U HEUTPODUIIBI.
Hanuyue wummyHomeduiuTa, JIMTENIBHOE OTCYTCTBUE
IUHAMUKA TIO0 JaHHBIM TOBTOPHON KOMIIBIOTEPHOM
ToMorpaduy ¢ XapaKTEPHBIMU  PaTUOJIOTMUYECKUMU
npu3HakaMu Au(dy3HOro MopakeHus TKaHU JIETKMX,
a TakKxXe pe3yJbTaTbl OMOINCHU TKaHU JIETKOro TIOf-
TBEPKIAIOT AMArHO3 TpaHyJeMaTO3HO-TUMQPOIIMTapHOMI
MHTePCTULINAIbHOM 00J1e3HM JleTkux. Kpome Toro, ooHa-
pyXeHue MacCUBHOI nuMGOLMTapHON WHOWILTPAIIUN
CIIM3UCTOM OOOJOUKM KeNyaKa, IBeHaJlaTUTIEPCTHOMN
U TOJICTOM KWIIKW TakXXe MOXET CBUIETEIbCTBOBATh
0 Pa3BUTHUM y MAlIMEHTa UMMYHOOIIOCPEA0BaHHOM MaTo-
JIOTMHU, O0YCIOBIMBAIOIIEH IJTUTEbHOE TeUeHNE TTaToJI0-
TMYECKOTO ITpoliecca He TOJIBKO B TKaHsIX jierKoro [17].

Hapymienus ¢yHkuum xenya04YHO-KMIIEYHOTO TPAKTA.
Y mnauuenTta B Tiepuoi TipeObIBaHUsI B CTallMOHape
HaOJIIoIasICs TSKEbI racTpoa3odareanbHbIil pediokc,
COTIPOBOXAAIOIIMICS ~ TIEPUOAUYECKUMU  3TMU30/1aMU
acrnupaluy, CHXKEHUEeM HaChIIIEeHUS KPOBU KHCIIOPO-
IIOM, KalluleM, pe3KuM yxyIalleHueM coctossHusi. OauH
U3 BMU30/I0B TOTpeOOBal MHTYOALIMM W TIPOBEACHMUS
KPaTKOCPOYHOI HCKYCCTBEHHOW BEHTWISILIUW JIETKUX.
Henb3st UCKIIIOUUTD, YTO MOBTOPHBIE 3MU301bl acTUpa-

KJINMHUYECKUE CJT1YHAU

1LIMM BHECIU BKJIaJA B (popMUpOBaHME OPOHXOJIETOYHOM
natonornu. lactpos3odareanbHbIl pedaIOKC BCTpe-
YyaeTcs y MalueHToB ¢ cuHapoMoM Kabyku B 37% ciy-
YyaeB ¥ MMeeT TeHICHLIMIO K PE3UCTEHTHOMY U TSKEJIOMY
TeueHuto [1]. OTMeueHo, YTO TSIKeNblii racTpos3odare-
aJIbHBIN pedtoke nmpu cuHapome Kadyku MoxxeT mposiB-
JISITBCS peLMAMBUPYIOIIeH acTiMpanueii, MpuBoAs K KUC-
JIOPOHOM 3aBUCUMOCTU 1 XPOHUUECKOMY 3a00JIeBAaHUIO
nerkux [17, 21].

Bpoxnennbiii  ummyHoaeduuut. i maunueHTOB
¢ cuHapomoM KabOyku xapaktepeH MMMyHoaehu-
LIUT pa3IUYHOM CTEMEeHM TSKECTU, TIPOSBISIONINIACS
B OCHOBHOM TMITOraMMarjioOyJIuHEMHUEN U OTCYTCTBUEM
OTBeTa Ha BakumMHauuioo. bomee yem y 80% manueHTOB
¢ cuHapomoMm KaOyku B KpoBM HaOJIOmaeTCsl TOHM-
JKeHHBIM WM JIaXe HeorlpeaessieMblii ypoBeHb IgA;
Hu3KMi1 ypoBeHb IgG u IgM Habmomaetcs moutn y 50%
nauueHToB [14]. CodyeTaHHasi TUIIOramMmaryoOyJIuHe-
must umenach y 35% OonbHbIX [17]. AHOManuu Kie-
TOYHOTO 3BEHa MMMYHMTETa OIMCAaHbl 3HAYUTEJIbHO
pexe. Tak, cHmxeHue ypoBHss CD4+ ormeuanoch y 1
n3 13, a CD8+ — y 1 u3 5 maumeHTOB ¢ CMHIPOMOM
Kabyku [12, 16]. M. Shah u coaBrt. [24] He BBISIBISUIM
KOJIMYECTBEHHBIX HapylleHuir B momymsuusx T-, B-
n NK-kietok y 9-mecssuHoro mnamueHTa ¢ CUHIPOMOM
Kabykn M cComyTCTBYWOIIMMU HapylUIEeHUSIMU pUTMa
cepaua u runorammaryiooyamHemueit IgA u IgG.

VY npencraBiieHHOTO NallMEHTa, HATPOTUB, HE HA0JII0-
JaJoCh TUMOTaMMarjoO0yJIMHEMUM, KOJUYEeCTBEHHOTO
WIM KadyecTBeHHOro aeduimra B-numdbouuTos, o yeM
CBUETENILCTBYIOT WX TOJMKIOHAJIBHOCTh M COXpaHe-
HUE aIeKBaTHOTO aHTUTEJILHOTO OTBETAa Ha BaKIMHAIIWIO
MpOTUB TrernaTuTa B, mpoBeaeHHYIO B paHHEM BO3pacTe.
HesnauurtenbHOe TIOBBIILIEHHWE KOJMUYECTBA  3PEJIbIX
B-xnerox un momnynsuuu B-numdonmTtoB ¢ MMMyHO-
denoruniom CD19+CD20— MoxkeT ObITh OTpakeHUEeM
IUJTATEJIbHON TUTIepCTUMYJISIIMM Ha (oHe WHDeKIr-
OHHOTO TIpoliecca. DTOT (GakT U PoJjb JTaHHOW TOIYJIsI-
LIMY HYXIAIOTCS B JaJIbHENIIIEM U3YyYeHUU. Y TallueHTa
BBISIBJIEHO TIOJTHOe oTcyTcTBUe T-perynsitopHbix (Treg),
HopMmasibHBIX 3 dekTopHbix NK KieTok m 3kcrpeccuu
OeTa-uHTerpMHa Ha HelTpodunax. JlaHHbIE U3MEHEHMUSI
He OMucaHbl paHee B JMTepaType, HO BIIOJIHE 3aKOHO-
MEpHHBI.

A.W. Lindsley u coaBt. [25] cooOmaioT o CHUXe-
HUM KoJinuecTBa B-KiIeTOK MamsiTM C TepekoyeHueM
knaccoB (IgM-, IgD-, CD27+) no cpaBHeHUIO C KOH-
TposieM y 63% manueHToB ¢ MyTalusiMu B reHe KMT2D,
Mpu 3HAYUTETLHOM YBEJIWYEHUU YPOBHSI B-kjeTok
CDI19+CD21°. 3t paHHBIE YKa3blBalOT Ha TO,
YTO Yy MHOTMX MAIIMEHTOB ¢ cuHApoMoM Kabykm HabI0-
JaeTcsl aHOMaJlbHasi TepMUHaIbHasT nUddepeHInpoBKa
B-xnerok. Hedunmt kimetok Treg MoXeT OBITH CBs3aH
¢ oenkamu Komruiekca COMPASS, koTopbie CrocoOHbBI
SMUTEHETUYECKU PeryJIupoBaTh 3KCIpeccuto Oeyka
FOXP3, Bausitoniero Ha auddepeHInpoBKY HaWBHBIX
T-xnetok CD4+ B knetku Treg [26]. [TaToreHHBIe Bapu-
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aHTBl B reHax KMT2D win KDM6A MoryT TIpUBOAWTH
Kk nuchynkuun FOPX3 u, cienoBarebHO, K HAPYIIEHUIO
TOJIEPAaHTHOCTU T-KIJIETOK, YTO MOXKET OBITH MEXaHU3MOM
ayTOMMMYHHOTO (eHOoTHIa, HabII0maeMoro TMpu CHH-
npome Kaoyku [27].

AyrouMMyHHble Hapymienus. OcTaeTcsl HESICHBIM
CTOKOE M30JIMPOBAHHOE MPEBBIIIEHNE HOPMBI Y TTalli-
eHTa aKTUBHOCTU TpaHcamMuHa3 B 10 pa3 u Gosee, KOTO-
poe He KOPPETUPYeT C TSKECThI0 KITMHUYECKOTO COCTOSI-
HUSI, BBIPAXXEHHOCTBIO BOCIAJIUTENBHOTO CUHIPOMA
WM TIoyvYaeMoi Teparnueid. [ernaroounrapHbie aHOMa-
JINM, aTpe3usl KeTYEBBIBOISIINX MMyTel, (Grudpo3 meyeHu
U CKJIEPO3UPYIOIINIA XOTaHTUT ObLTN 3aPETUCTPUPOBAHBI
y 2—21% maumenToB ¢ cuHapomoMm Kabyku. Crenu-
(uyeckass >THONOTUSI, TATOGU3UONOTUST U KIMHUYE-
CKOE TeueHHe TUIepOMINpyOMHEMUH Yy 3TUX TAlleHTOB
B KOHTeKcTe cuHapoma Kabykum ocTaioTcsl HeSCHBIMU,
MOCKOJIbKY HE yIaJ0Ch BBISIBUTDH 00111eT0 (haKTopa MeXIy
KIMHu4Yeckumu ciydasmu  [28]. TlopaxkeHue TKaHU
MeYEeHU MOXET UMETh UMMYHOJIOTUYECKYIO OCHOBY, OCO-
OEHHO €CJIM y4ecTb, YTO OoJIbHbIE cuHIApoMoM Kabyku
YacToO CTPaAaloT IPYTMMU ayTOMMMYHHBIMK 3a00JIeBaHM -
sIMU, KOTOpBIE pa3BuBaioTcd B 23—55% cnyuaes [14,18].
Hecmotpst Ha TO 4TO YpOBEeHb OMIIMPYOUMHA W IETOYHOMN
¢ocdaTazbl COOTBETCTBOBAIN BO3PACTHON HOPME B TeUe-
HUE BCEro rnepuojaa HaOMIOAeHUS], BOSMOXHO, B TIpei-
CTaBJIEHHOM KJIMHUYECKOM CJTydae MMeeTCsl HavdaJbHbI
MepUoa  TPOTPECCUPYIONIETO IeCTPYKTUBHO-BOCTIATM-
TEJBHOTO TIpollecca ayTOMMMYHHOTO TeHe3a, KOTOPbIit
BIIOCJIEICTBUM TPaHC(HOPMUPYETCS B XOJECTaTHUYECKOE
3a00JIeBaHUE TTEUCHU.

HeBpoaormyeckue HapymieHus. YMCTBEHHasi OTCTa-
JIOCTh, TICUXOMOTOpPHAsI 3aTOPMOKXEHHOCTb, TTPOSIBJICHUS
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B NNMOMOLLIb TPAKTUYECKOMY BPAYY

Cnoxunoctu qudepeHnmaabHOI TMATHOCTUKH CHHAPOMA AHreJIbMaHa

3.K. Topuxanosa, E.A. Hukonaesa, A.M. [lusosaposa, C.B. bouenxos, E./l. beaoycosa

OCIN «Hay4yHO-mccnenoBaTeNbCkUn KNMHNYECKUIA MHCTUTYT NeAMaTPUN N AETCKOM XMPYPrm
M. akagemuka tO.E. Benbtuwesa» @ra0y BO PHUMY um. H.U. Muporosa MuHagpasa Poccuun, Mocksa, Poccus

Difficulties in the differential diagnosis of Angelman’s syndrome

Z.K. Gorchkhanova, E.A. Nikolaeva, A.M. Pivovarova, S.V. Bochenkov, E.D. Belousova

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia

Cunnpom AnrelbMaHa — pelKoe HeiiporeHeTH4ecKoe 3a00/ieBaHUE, BbI3BAHHOE MOTepeil ()YHKIMH MATEPUHCKOTO AJUIeNis reHa
UBE3A B xpomocome 15 (yuactok 15q11.2—q13). Cunapom xapakrepusyercsi TSXKeJIOi YMCTBEHHOIH OTCTAJOCTbIO, OTCYTCTBHEM
peun, 3HMJ16HCM6]7], Mm(poue(bajmeﬁ, 0CO0EHHOCTAMH JIMIIEBOT'O cbeﬂonma N YHUKQJIbHBIM NMOBE€JACHHEM B BHIE 4YaCTOro cMexa.
Coyeranue Mukpouedammu, SMUIeNCun, OTCYTCTBHS PEYH U YMCTBEHHOM OTCTAJIOCTH NMpeACTaBiseT npoosemy i aAuddepeHim-
AJIbHOM JTUATHOCTUKHM C MHOTMMH I'eHeTHYEeCKUMM 3aﬁOJ’leBaHl/lﬂMl/l, NPOABJIAIOIIUMUCH AHAJIOTMYHOM CMMHTOMaTl/lKOﬂ, U3 HUX Hau-
OO0JIBIINM CXOACTBOM 00JAJAIOT SMUIeNnTHYecKas dHuedanonaTus, odycaosieHHas myranueii reia CDKLS5, v cunapom Perra.
OTIMYNTEbHON YepTOoil CMHAPOMA AHreJibMaHa SIBISIOTCA MPUCTYNbI cMeXa M crenu(uyecKue U3MeHEHHsl JIEeKTPo3HIedaso-
rpamMMmbl. M1 npeacrabjsieM TaﬁJ’Il/[[Iy Ill/l(l)(bepe]-ll[](laJILHOI‘O JAUArHo3a CUHapomMa AHrejibMaHa ¢ HEKOTOPbIMU (bel-[OT 'UIUYECKH CXO01-
HbIMHM F€HETHYE€CKMMHU CHHIAPOMAMH C YKA3aHHEM HanOoJIee 3HAYMMBIX OTIHYHTEIbHBIX NPU3HAKOB, 4YTO I0/KHO 00JIer4uTh neau-
aTpy U HEBPOJIOTY NYTh YCTAHOBJIEHUS NPABUJILHOIO IMArHO3A.

Karouesvie caosa: demu, cunopom Aneeavmana, cundpom Pemma, snusenmuueckas snyepanronamus, een UBE3A, een CDKLS, 2en MECP2.

Ana untuposanns: lopuxaHosa 3.K., Hukonaesa E.A., luBoBaposa A.M., bo4eHkos C.B., benoycosa E./[l. CnoxHocTy anpdepeHumnansHoi
ANarHoCTvku cuHapoma AHresismara. Poc BectH nepuHaron v neamatp 2022; 67:(6): 113—-122. DOI: 10.21508/1027-4065-2022-67-6-113-122

Angelman syndrome is a rare neurogenetic disease caused by the loss of the function of the maternal allele of the UBE3A4 gene on
chromosome 15 (site 15q11.2—q13) and is characterized by severe mental retardation, lack of speech, epilepsy, microcephaly and
a characteristic facial phenotype with a unique behavior in the form of frequent laughter. The combination of microcephaly, epilepsy,
speechlessness and mental retardation poses a problem for differential diagnosis with many genetic diseases presenting with similar
symptoms. Epileptic encephalopathy due to CDKLS5 gene mutation and Rett syndrome have the greatest similarity. The hallmark
of Angelman syndrome are laughter attacks and specific EEG changes. The authors have presented a table of the differential diagnosis
of Angelman syndrome with some phenotypically similar genetic syndromes, indicating the most significant distinguishing features,
which should facilitate for the pediatrician and neurologist the diagnostic path of establishing the correct diagnosis.

Key words: children, Angelman syndrome, Rett syndrome, epileptic encephalopathy, UBE3A gene, CDKLS5 gene, MECP2 gene.

For citation: Gorchkhanova Z.K., Nikolaeva E.A., Pivovarova A.M., Bochenkov S.V., Belousova E.D. Difficulties in the differential diagnosis
of Angelman’s syndrome. Ros Vestn Perinatol i Pediatr 2022; 67:(6): 113-122(in Russ). DOI: 10.21508/1027-4065-2022-67-6—-113-122

CI/[HI[DOM Anrenpmana (MKB 10 — Q93.5; OMIM:
#105830) — penkoe HeliporeHeTUYecKoe 3adoJie-
BaHUeE, BBI3BAaHHOE TOTepell (PYHKLIMU MaTepUHCKOTO
aytenst reHa UBE3A B xpomocome 15 (yyactok 15q11.2—
ql3) [1]. Yacrora maronoruu cocTamisier | ciaydai
Ha 12 000—20 000 >xuBBIX HOBOPOXKACHHBIX. THIT Hace-
JIOBAaHUST MOHOTEHHOM (POPMBI — ayTOCOMHO-TOMUHAHT-
HbIIM. B GONBIIMHCTBE POAOCTOBHBIX CHHAPOM AHTETb-
MaHa pEerucTpUpyeTcss KaK CIOpagudecKuil ciydaid,
B pe3yibTate de novo BO3HUKIIMX T€HETUYECKUX M3Me-

HEHWIA, TOJIBLKO TPUMEPHO B 3—5% ciydaeB 3a00jieBaHNe
yHacienoBaHo. M3BecTHBI 4 TUIIa T€HETHMYECKUX Hapy-
IIEHWH, BBI3BIBAIOIINX CUHIPOM AHTeJIbMaHa: Ieeius
B Jokyce 15ql1—ql3 (pasmep 5—7 Mb) MarepuHCKO
Kornuu xpoMocoMbl 15 (70—80% Bcex ciydaeB); MyTalus
MaTepUHCKOM KOMHWU TeHa YOMKBUTHUHITPOTEWHIIUTA3bI
UBE3A (11% cny4aeB); yHUTIapeHTaJIbHasi, WU OIXHO-
POIUTENIbCKAsI, JUCOMUS TI0 OTLIOBCKOM JIMHUU C TOTe-
peil MaTepUHCKOTO JIOKyca — 00e KOIMMU XPOMOCOMBI
15 MMelT OTLOBCKOE TPOMCXOXAECHUE M oba ajuress
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reHa UBE3A neaktuBHbI (5—7% ciydaeB); neeKT LIeH-
Tpa UMIIPUHTUHTA, JOKAJIM30BAaHHOTO Ha Xpomocome 15
(3%). Y 10% mauneHTOB reHeTUIEeCKUi neeKT He yha-
eTCsT UACHTU(PULINPOBATD.

KnuHnyeckune kputepum yctaHoBneHUsa amarHosa
cuHppoma AHrenbmaHa

3abosieBaHUEe XapaKTepU3yeTcsl HapylIeHUEM KOr-
HUTUBHOTO W pEUYEeBOTO Pa3BUTUS, OCOOCHHOCTSIMU
MOBEACHUSI B BUIIE YACTOTO CMe€Xa W JIBUTATEJbHBIMU
paccrpoiictBamu. C.A. Williams u coaBt. [2] B 1995 1.
BMEPBbIE  pa3paboTaiu  MEXIyHAPOAHbIE  KpPUTeE-
pUU AWMArHOCTUKU CUHIpOMa AHTeJbMaHa, KOTOpPBIE
B 2005 1. ObBLIM MepecMOTpeHbl. BbiaeneHbl KIMHU-
yecKue MPU3HAKM, BCTpeYalomuecss y BceX OOTbHBIX
JeTeil: TsKeaoe HapylleHne KOTHUTUBHOTO (YMCTBEH-
HOTO) pa3BUTHUS, ABUTATEJbHBIE PACCTPOICTBA B BHUIE
HapyluleHUs JABWKEHMSI WJIM paBHOBECHs, aTakK-
CUU W/WJIM TpeMOpa KOHEYHOCTEeH, pe3KUX, OTPLIBU-
CTBIX ABUKeHMH (jerky movements); yHMKaJbHOE ITOBE-
NIeHUe — YacThIil cMeX/yJabIOKM (puc. 1), TOBBIIIIEHHAS
BO30YIMMOCTb, TUIMEPAKTUBHOCTh, CTEPEOTUITHBIC
JIBUXEHUS PYK; HapylleHUEe Pedr C TOJHBIM OTCYT-
CTBUEM pEYM WJIM MHUHUMAJIbHBIM MCITOJb30BaHUEM
CJIOB. Y OOJIBIIMHCTBA MAllMEHTOB HAaOJI0Ial0TCS TTOCT-
HaTaJbHasT MUKpolLedhalns W SMWIETITUYeCKUe TMpu-
CTYMbI, OOBIYHO HAaYMHAIOIIMECS B BO3pacTe IO 3 JIeT.
Ha snexrposnuedanorpamme (D3I) mpu atom omnpe-
JENSTIOTCS BHICOKOAMIUTUTYIHBIE BCTBIIIKA MeIIeH-
HBIX BOJIH 3a3yOpeHHOTo/pacllerJIeHHOTOo XapakTepa
(notched delta), koTopble uyalle perUCTPUPYIOTCS
B 3aTbUIOYHBIX oTnenax [3, 4]. Pexxe y OONbHBIX neTeit
OTMEUAaOT HEKOTOphble (EeHOTUITUUECKUEe OCOOEHHO-
CTH — TUIOCKMI 3aTBUIOK, IIMPOKUI pOT, IIUPOKHUE
MeX3yOHbIe MMPOMEXYTKH, MTPOTHATHIO, BHICOBBIBAHUE
S3bIKa, CTPaOM3M, TUITOTTUTMEHTAINIO KOXU. Bo MHO-
TMX CJydasix HaOJIalTCs TUIepcaJuBalius, pac-
CTpPONCTBA CHa, HapylIeHWs MOXOAKM (C ITUPOKON
OITOPO, MPUITOAHATHIMU TIJIEYaMU W TTOJYCOTHYTBIMU
B JIOKTEBBIX CyCTaBaxX pyKaMu) U Ap.

AnropuTMm reHeTU4eCKo ANarHoCTUKMU

PebeHKy ¢ KITMHUYECKUMU TIPOSIBJICHUSIMUA CUHIPOMa
AHTeTbMaHa TIPOBOJSAT TeHETHYecKoe oOcIeIoBaHMeE.
JIMarHoCTUYECKUIT TTOMCK HAYMHAIOT C aHAJIM3a METHITH-
poBanug JIHK B o6macti 15q11—q13 xpomocomsnr 15 [5].
OTCyTCTBUE METHJIMPOBAHHOTO MATEPUHCKOTO aJlIest
MpU  HAJIUYUM HEMETUJIMPOBAHHOTO aJlieNisl  OTIOB-
CKOTO TIPOUCXOXIEHMSI CBUICTEILCTBYET O CUHIPOME
AnrenbpMana. JIJis yTOYHEHUST TeHETUYECKOTO BapuaHTa
3a00JIeBaHUsI CIIEAYeT TTPOBECTU XPOMOCOMHBI MHKPO-
MAaTPUYHBII aHaAJW3, YTO TO3BOJIUT ONPEICIUTh JIejie-
uto pernoHa 15ql11.2 wium QUCOMUIO OTIIOBCKOTO TIPO-
ncxoxnenusi. HopMaabHBI TIpOGUIb METHIMPOBAHUS
He UCKIIIoYaeT AMArHo3 CHMHApoMa AHTeJlbMaHa, a Tpe-
oyer aHanuza reHa UBE3A myteM ero ceKBEHMPOBAHMUSI
WJTV TIOJTHOTO CEKBEHUPOBAHUST 9K30Ma,/TeHOMA.

B MOMOLLIb TPAKTUHYECKOMY BPAYY

AunddepeHumnanbHaa agmarHocTuka

V nereii mepBOro roua XXU3HU CUHIPOM AHTeIbMaHa
XapakTepu3yeTcs — HecneIM(PUIeCKUMU  MpU3HAKaMMU:
MpobieMbl ¢ KOpMJICHWEM, HU3Kas MpubaBKa B Macce,
MBIIIeYHasT TUTIOTOHUS, 3alepskKKa MOTOPHOTO Pa3BUTHS
(K 6 Mec), SIUIIENITUIECKUE TMPUCTYITBI (MOTYT Je0I0TH-
poBath 10 1 roga). CBoeoOpa3Hbie YepThl JIUlIA U CTIeHU-
(uyeckast xompba ¢ COTHYTBIMU pyKaMH (DOPMUPYIOTCS
TOJIBKO K 2—3 ToIaM ¥ TOT/IA XK€ CTAHOBSATCS OUEBUAHBIMU
0COOEHHOCTH TIOBEICHUST B BUIE YacToro cMmexa. OIBIT
MOKa3bIBaeT, YTO B paHHEM BO3pacTe NETU C CUHIPO-
MOM AHTeJIbMaHa HaOJIIOMAloTCs ¢ TaKUMU AUArHO3aMU,
Kak 3a7epkKa TICUXOMOTOPHOTO Pa3BUTHSI, SHIIe(arona-
THSI HESICHOTO TeHe3a, aTOHMYeCKHM-acTaThieckast (popma
JIeTCKOro IiepebpanbHoro mapainmya. Ha D3I B artor
MepPUOI YacTo perucrpupyercss auddy3Has BbICOKOAM-
IUTUTYIHAS MeUTEHHO-BOJTHOBAsI aKTUBHOCTD TeTa-Ie/TbTa
Jara3oHa ¢ (OPMUPOBAHMEM XapaKTEPHOTO TSI CHUH-
npoma AHrenbmaHa notched delta marrepHa (puc. 2),
YTO TIO3BOJISIET MPEITTOJIOXKUTD YKa3aHHOE 3a00JIeBaHKeE.

KiauHnueckue TpOSIBIEHUS, CXOTHBIE C TaKOBBIMU
cuHApoMa AHTeTbMaHa, OTMEUAlOTCsT TIPU HaClIeICTBEH-
HBIX OOJIE3HSIX OOMeHa, MWTOXOHIPHWAIBHBIX 3a00Jie-
BaHUSX, XPOMOCOMHBIX aHOMAJIMSIX W MHOTHUX IPYTHUX
3a00JieBaHUSIX HEpBHOM cucTeMbl. OOBIYHO B TPAKTHUKE
reavaTpa U HeBpOJora y MalMeHTOB ¢ 3aepKKOM MCu-
XOMOTOPHOTO Pa3BUTUS TUATHOCTUYECKUI TTIOUCK HAYM-
HalOT C OMpeAelieHUs] YPOBHS aMUHOKUCIOT WM alluj-
KapHUTUHOB B KPOBM, OpPTaHMYECKUX KHUCJIOT B MoOYe,
OUOXMMMUYECKOTO aHaIM3a KPOBU U MOUHM, UCCIICTOBAHUS
KHUCJIOTHO-IIEJIOYHOTO COCTOSIHUSI, OTIPEIEJICHUST YPOBHSI
JlakTaTa B KpoBU. HopmanbHble pe3yabTaThl yKa3aH-
HBIX JJAOOPATOPHBIX TECTOB TMO3BOJISIOT UCKITIOYUTD PSIJI
HacJle/ICTBEHHBIX 3aboJieBaHUII OOMeHa BelllecTB. TeM
He MeHee BO3HUKAaeT HacylIHasi He0OX0AuMOCTb audde-
PEHIIMATBHOM TMATHOCTUKY C PSIOM FeHETUIECKMX CHH-
JIPOMOB, UMEIOIINX HAaNOOJIbIee KITMHUUECKOE CXOIACTBO

Puc. 1. YHUKAIIbHOE TIOBEJAEHNE — YACTHI cMeX/yJIbIOKa y Je-
BOYKH 4 JIeT ¢ cHHApoMOM AHresibMaHa. (Paspemenue poaure-
Jiei oJTy4eHo)

Fig. 1. Behavioral uniqueness: frequent laughter/smiling
in a 4 year old girl with Angelman syndrome.
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Topuxarosa 3.K. u coaem. CinoxHoctu auddepeHInanbHOM IMarHocTKY CUHApoMa AHre/IbMaHa

Puc. 2. Notched delta maTTepH B 3aIHHX 0T/€JIaX rOJOBHOTO MO3Ta Y MAJBYMKA 5 JIeT C CHHIPOMOM
AHresibMaHa (OMNOJISAPHBINA MOHTaXK, (hoHOBass DOT).
Fig. 2. Notched delta pattern in the posterior parts of the brain in a 5 year old boy with Angelman

syndrome (bipolar mounting, background EEG).

C CUHAPOMOM AHTe/bMaHa. YKa3aHHbIe CUHAPOMbBI U UX
OTJINYUTENIbHBIE TPU3HAKU OT CUHApPOMa AHrejibMaHa
npejcTaBieHbl B Tabauiie. [1o HalemMy MHEHUIO, TIEPBOE
MECTO B MepeyHe HACIEICTBEHHBIX CUHIPOMOB ISl M-
(epeHIMaTBHOTrO AMArHo3a JAOKHO ObITh OTIAHO DIU-
JIETITUYECKO sHUEedanonatuu, o0yCcIOBIEHHONW MyTa-
nuei reHa CDKL5, u cunnpomy Perra.

Pannsst anunentudeckasi sHuedagonatus  2-ro
ThMna, oOycioBieHHass MytauusiMu B reHe CDKLS, —
penkoe HelporeHeTuueckoe 3a0oJieBaHUE, BbI3BAHHOE
myTauueir B reHe CDKL5 (Xp22) w Haciemyroleecs
X-CILIETUIEHHO JOMMHAHTHO (4alie OOJIEIOT JMla XeH-
ckoro mronna). Yacrora: 1 ciryyaii Ha 40 000—60 000 KMBBIX
HOBOPOXJECHHbIX. JIOKAnM30BaHHbIE Ha XPOMOCOME
X ren Cyclin-Dependent Kinase-Like 5 (CDKLS5) xonu-
pyeT CepUHTPEOHMHKWHA3y, KOTOpasi B BBICOKOM cTe-
TIEHN dKCIIPECCUpPYeTCcsT B pa3BUBaroIieMcs mosre [6, 7].
B HacTtosiiee Bpemsi ornpejieseH CHeKTp KIMHUYECKUX
CUMNTOMOB Y MAallMEHTOB ¢ MyTalveit B reHe CDKLS5:

— paHHee HayajJo SMNUIENTUYECKUX TPUCTYIIOB
B TICPBBIC YaChl/HEICTN/MECSIIbI XKU3HU;

— BBIpaXeHHas 3allepKKa MCUXOMOTOPHOTO pa3BU-
TUSI, OTCYTCTBUE peuu, MUKpoliedatusi;

— muddy3Has TMIOTOHUS MBIIILL

— HapyllleHus cHa (TPYIHOCTHU 3achiMaHusl, MPoOyxK-
NIEHUS B CepeIMHE HOUN);

— ayTUCTUYECKUE 4YepThbl, OTCYTCTBUE 3PUTEJIBLHOTO
KOHTaKTa, CTePEOTUITHBIE IBUXKEHUS PYK (puUc. 3);

— MaJIeHbKWe KUCTHU U CTOITHI.

Kpome Toro, Habmonmarorcst Keayao4HO-KUIIEYHbIe
HapyuieHus (3amop, aucdarusi, ractpoazodareaibHbIi
peditokc), cKomo3, BhIpaXKeHHBIE MPOOJIEMbl C KOpMIIe-
HMEM — 4yacTble aCMMpPaLnH, IJI0Xasi MpubaBKa Macchl Tefa,
B psijie CJIydyaeB NMPUXOIUTCS YCTAHABIMBATH TaCTPOCTOMY.
ONuUJIeNcusl UMEeeT paHHee Havyaao U Pe3UCTeHTHA K IMpo-

TUBOCYIOPOXHOI Teparnuu. XapaKTepHbIi TUIT MPUCTYTIOB:
TOHUYECKME TMPUCTYIIbI, CMa3Mbl CEPUIHOTO XapakTepa,
MMOKJIOHMUYECKUE U Ou1aTepaibHble TOHUKO-KIOHUYECKUE
MPUCTYTIbI, TIO3XKE MOTYT MPUCOETUHUTHCS (HOKAIbHbIE
npucTtyrbl. OTMeYaeTcsl CTAAMMHOCTb TeUEHUSsT SMUIETICUNA
[8, 9]. Ha B3T B nebrote anunencuu coxpansiercst oHoBast
PUTMMKA, OTCYTCTBYET MATTEPH TMIICAPUTMUM.

Cunapom Perra — nmporpeccupyioniee 3aboieBaHue,
BbI3BaHHOE MyTaiueit renHa MECP2 (methyl CpG binding
protein 2, Xq28); Tum HaciemoBaHUsI — X-CUEIJIEHHbIN
JOMUHAHTHBI € JIETAJIBHOCTBIO ISl  MaJIbYMKOB.

Puc. 3. XapakTepHoe pacnojiokeHne pyK y 1eBOYKH 5 JieT ¢ My-
Tauueii B rene CDKL5. (Pa3penieHne poaureJieii moydyeHo)
Fig. 3. The characteristic location of the hands in a 5 year old girl
with a CDKL5 gene mutation.
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B MOMOLLIb TPAKTUHYECKOMY BPAYY

Tabauya. InddepeHIMaIbHbIi TMaTHO3 CMHAPOMA AHreJIbMaHa ¢ Hauboiee (DeHOTUIMYECKH CXOTHBIMI FeHeTHYECKMMI CHHIPOMAMK
Table. Differential diagnosis of Angelman syndrome with the most phenotypically similar genetic syndromes

Hasganue, Ne no OMIM

DrmenTryeckast
sHIe(danonaTus 2,
Ne 300672

Cunpapom Perra,
Ne 312750

CuHAPOM IyTUTMKAIIUN
MECP2,
Ne 300815

Cunnpowm [Turra—Xor-
KUHCa,
Ne 610954

Cunapom MoBata—
BuibcoHa,
Ne 235730

Cunapom KyneHa ae
®pwusa,
Ne 608636

CuHAPOM IyTUTAKAIIIN
15q11—q13,
No 608636

PaccTpoiicTBO HEPBHO-
TICUXUYECKOTO U
PEUYEBOrO Pa3BUTHUS C
MoTepeil HAaBBIKOB PYK,
Ne 617903

116

T'en, J0Kyc

CDKLS,
Xp22

MECP2,
Xq28

Xq28

TCF4, 18q21

ZEB2, 2q22.3

KANSL1
17g21.31

15q11—q13

GABBR?2,
9g22.33

Tun HacaenoBaHus

X-ClIerIeHHbIIT
JOMUHAHTHBIA

X-ClUeruIeHHbII
NOMWHAHTHBIA

X-CLeTIeHHbI

AyTOCOMHO-
JTOMWHAHTHBIN

AyTOCOMHO-
NOMWHAHTHBIN

AyTOCOMHO-
NOMWHAHTHBIN

AyTOCOMHO-
JIOMUHAHTHbIN

AyTOCOMHO-
JOMMHAHTHbIN

OT1IM4uTeIbHbIE MPU3HAKH OT CHHApPOMA AHreipMaHa

Bonee panHuMii ne6rOT anMIIeIcHy (C IIePBBIX YaCOB/HEIETb
KU3HU)

OTCyTCTBYE 3pUTENBHOTO KOHTAKTA; BBIPAXKEHHbBIE CTEPEOTH -
MY PYK B BUIE IIOCTYKUBAHUS TTAJIBIIAMHU, 3aJJaMbIBAHUST PYK
OTCyTCTBYE CYACTIIMBOTO TTOBEAEHUSI, YITBIOUUBOCTH, TIPU-
CTYTIOB cMeXa

MaJieHbK1e 1 XOJIOIHbIE KUCTH U CTOIIBI

Yacreie acimpaiyu, mioxasi mproaBKa MacChl TeJa, B TSKe-
JIBIX CITy4asix TpeOyeTcsl yCTAaHOBKA TaCTPOCTOMBI

OrcytcTtBue «notched delta» marrepHa Ha DO

Bornerot nuiia xxeHCKOTo Tojia

CranuitHOCTb TeueHUs 3a00J1eBaHNs, YKa3aHe Ha perpecc
pa3BUTHSI

OTCyTCTBYE CUACTIMBOTO MOBEACHMS, YIBIOYMBOCTH, TPU-
CTYIIOB CMexa

BrIpakeHHbIE CTEPEOTUTTMH B BUIIE «MOIOIINX» IBUKEHUI PYK
TTpucTynbl TMMEPBEHTUIISLIMK,/AITHOD B IEpUOIe OOIPCTBO-
BaHUS

VYnnunenue unrepBaia QT mo nanHbIM DKI

Boserot mmiia My>cKoro 1mosa

IIporpeccupyioiiiasi CmacTUYHOCTh, 0COOEHHO HUKHUX
KOHEYHOCTEeM

TIpenpacmonokeHHOCTh K MH(MDEKIINN

OcobeHHocTH (heHOTHUMA: OpaxuLiedannsi, OOJbIINE YIIHN,
TUITOIIa3Ms CPEAHEN YaCcTH JIMLIA, 3araBiiast IepeHo-
CHUIIa W/WJIU CJIeTKA B3IEPHYThIE HO3APH

OTCyTCTBYE YIBIOUMBOCTH, MPUCTYIIOB CMeXa, CYACTIMBOTO
BBIpAXKCHUS JIALIA

JlpIxaTeIbHble PacCTPOMCTBA: MPUCTYITBI TUIIEPBEH TSN,/
aItHOd

OcobeHHOCTH (DeHOTHTIA: BhIpAaXKeHHBI KOPEHb HOCA, IITUPO-
Kast IepeHOCUIIa, BEIBEPHYTasT HUKHSISI Ty0a, IPUITOTHITAs
BepxHsIs ryba B Bue «iyka KynunoHa», maibIibl ¢ yTONIIEH-
HBIMHU TTOAYIIIEYKAMK

OrcyrcTtBue «notched delta» matrepHa Ha DO

MHOXeCTBEHHBIMU BPOXKAEHHbIE aHOMAJIMU: TTIOPOKU Ceplia,
0oJie3Hb [MpIITpyHTa, KpUIITOPXM3M, TUITOCTIAANS
Arpeccusi, ayToarpeccusi

OcobeHHOCTU (heHOTHIIA: TUIIEPTEIOPU3M IJ1a3, aHTUMOH-
TOJIOUJHBIN pa3pe3 I1a3, IMUPOKUEe OPOBU, 3aKPYTIEHHBIN
KOHYMK HOCA, OTKPBITBIN POT, IIOBEPHYTasl K3aIM yIITHAS
pPaKkoBMHA, KPYIHbIE MOYKHM C YITyOJEHUEM B LIEHTpe
OrcyrcTBue «notched delta» marrepHa Ha DO

OcobeHHOCTU (heHOTHIA: YIJTUHEHHOE JIMIIO, BBICOKMI JI00,
0OJIBIIINE OTTOIBIPEHHBIE YIITHBIE PAKOBUHBI, KOCOI pa3pe3
JIa3HBIX 1eJIe, SMMKAHT, TPYLIEBUAHBINA HOC
BpoxneHHbIe TOPOKHU cep/lia, KPpUMTOPXU3M, TUIIOCTIaaus
T'MmepMOOMIIBHOCTD CYCTaBOB, TIPU3HAKU SKTOACPMAIBHOM
NUCTUIa3UM — CYXOCTh M TUITOMMTMEHTAIIUST KOXHU, BOJIOC,
MeJIKWEe peKue 3yObl

OrcyrcTBue «notched delta» marrepHa Ha DO

OcobeHHocTr (DeHOTUTIA: JUTMHHBIN IYOHOI KeJI000K, KOPOT-
KM HOC, TIOJIHBIEC IIEKU
D3OI u30bITOUHBIN TMDDY3HBIN OeTa-pUTM

Perpecc Ha mepBOM TOMY XXMU3HU, BbIPAXKEHHAsI alipakcusi,
TIVICTOHUST

OTcyTCcTBYE YIBIOYMBOCTH U MPUCTYIIOB CMEXa

ONu30bl TUIIEPBEHTUIISILIK/ATTHOD

MajieHbK1e XOJIOTHbIe KUCTU U CTOTTBI

OrcyrcTBue «notched delta» marrepHa Ha DO
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Topuxarosa 3.K. u coaem. CinoxHoctu auddepeHInanbHOi IMarHoCTMKY CUHApOMa AHre/IbMaHa

Okonuanue mabaubl

Cunapom Knmugcerpa, EHMT]I, AyTOCOMHO-
Ne610253 9q34.3 JTIOMUHAHTH b
Cunnpom KpuctuaH-

COHa, S)]ZC296A 36 ’ X-CLeruIeHHBII
Ne300243 0.

&ﬁ?ﬁﬁggCMma_ RAII, AyTOCOMHO-
Ne 182290 17pl11.2 JIOMUHAHTHBIA

Ocob6eHHOCTH (heHOTUMA: TUIOCKOE JIUII0, TUITOTLIIA3MUsI CPe/-
Heli 9aCTy JIU1Ia, TUTIEPTETIOPU3M TJ1a3, CHHO(MPU3, KOPOTKUI
B3IEPHYTHII HOC, BRIBEPHYTAsI MsICHCTasi HUXKHSISI Ty0a
BpozxneHHbIe TOPOKU cepiilia, KpUIITOPXU3M, CHIKEHHE
ciyxa

[Ipuctymnsl arpeccuu U ayToarpeccuu

OtcytctBue «notched delta» marrepHa Ha DO

Bosee Tsixenoe 3a6osieBaHUE Y ML MY>KCKOTO TI0JIa
OcobeHHOCTH (DEHOTHUTIA: IUTMHHOE U Y3KOe JIUIIO0, TITyOOKO
3araBlIKe 1a3a, KOCOrIasue, TycTble OpOBH, IUIMHHBIMI MPsi-
MOI#1 HOC, OTKPBITBI POT, CIOHOTEYCHUE, JUTMHHbIE U TOHKHE
MAJIbIIBI PyK W HOT, OOJIBIINE YIIN

HapyiieHus nBvzkeHuMit r1a3 — opTaabMOILIET s
MeUteHHBIIT perpecc pa3BUTHsI, TOTEPsi CIOCOOHOCTU XOIUTh
K KOHILY TIEPBOTO JIECATUICTUSI KU3HU, IIPOTPECCUPYIONIast
aTtpodusi MO3XeuKa

ITnoxast mpudaBKa Macchl Tena, nucdarus

OrtcyrctBue «notched delta» marrepHa Ha D3

BposkneHHbIe TOPOKU Ccepalia, oYeK, aHOMaJIUKA TOPTaHU.
OcobeHHOCTH (DEHOTHUTIA: HU3KUI POCT, MAJIEHbKUE KUCTU 1
CTOIIbI, KOPOTKKE MabLibl YK U HOT, BBIIYKJIbIE MOAYIIEUYKN
MaJIbIeB, KITMHONAKTUIIUS S-TO TaJIblla KUCTH.
[Mporpeccupyiorniee CHUKEHUEM CITyXa, XPUTUTBII /TIMCKIISI -
BbIii rOJI0C.

YacTtple cpeqHre OTUTHI, CAHYCUTBI M pUHATHL. [ MIepxode-
crepunemusi. [Ipu3Haku nepudepudeckoit HelipomaTuy.
OcoOEeHHOCTH MOBEAECHMUS: ayToarpeccus, OHUXOTUIIOMA-
HWSI, TIOJTMAMOOJIOKOIIIOMaHsI, PUHOTHJUIEKCOMAHUSI.
OBI': 0CHOBHOIT pUTM 1 (DOHOBASI pPUTMUKA B OCHOBHOM
COXpaHHasl.

OtcyrctBue «notched delta» marrepHa Ha DO

CunngpoMm PeTta ciaykuT YacToii TPUYWMHOW TSIKEJON
YMCTBEHHO# OTCTaJIOCTH y JeBodeK: 1 ciydait Ha 9000—
10 000 >XxMBBIX HOBOPOXIEHHBIX IEBOYECK.

Bbinensiior TUNWYHBIA (KJIaCCUYECKUIT) U aTUINY-
Helit (15% ciyyaeB) cuHapomsl Perra. [eOroT Kiraccu-
yeckoro cuHapoma Perrta B Bo3pacte 6—20 Mec, aTUTINY-
HOTO — B Bo3pacTte 3 Mec i rocie 24 mec (Ho a0 3 jier).
XapakTtepHble 0cOOeHHOCTH cuHapoMa Perra [10]:

— moTepss  TPUOOPETEHHBIX  IieJieHANpPaBIeHHBIX
HaBBIKOB PYK (ampakcust) U TPUOOPETEHHBIX pPEYeBBIX
¢yHK1UMit (perpecc Jiernera/cioB);

— TsDKeJIble KOTHUTUBHBIE HAPYIIIEHUST;

— HapyIIeHUs TTOXOIKH;

— onunerncus (B 80% ciydaes).

Jlist 3a601eBaHMST XapaKTepHa CTaIUITHOCTh TEUSHMUSI.
Cranus I — crarnauus B Bo3pacte oT 6 mec 10 1,5 rona.
OTMeyYaroTCcs OCTaHOBKA TICMXOMOTOPHOTO pPAa3BUTHS,
3aMeJIeHe TEMITOB pOCTa TOJIOBBI, CHIDKEHME MHTEpeca
K okpyxarmiemy. Cragus Il — OBICTpBIIT perpecc pas-
BUTHS C TIOCTETIEHHON yTpaToOil HaBBIKOB, TTPUOOPETEH-
HBIX 10 Hayvaja 3a0ojieBaHMS. YTpara 3KCIPEeCCUBHOM
peuu, arpakcus, TMOSIBJeHWE IBHUTATEIbHBIX CTePEOTH-
MUt («MOTOIIME» IBMKEHMSI PyKaMH, TpeHHUE PyK JpYT
o npyra). TTosIBISIOTCS ayTUCTUYECKUE YepPThl MOBEIE-
HUSsI, TIPUCTYTIBI KpUKa, Tjlaya M HapymeHue cHa. Cra-
nust 11l — nceBnocranmoHapHasi (MOXeT MPOIOJIKATHCS
B TEUEHNE HECKOJIbKO JIET) XapaKTepU3yeTcsl CTaOWJIM-
3alyeil cocTosgHus neTeit. JJoMruHupyeT Iporpeccupyro-

1ast arpakcusi, CTepeOTUITUN PYK, TTOSIBIISIETCST aTaKCHS,
MOTYT OBITb TPEMOpP W MBIIIeYHass AUCTOHUA. B 3TOM
rnepuoae OOBIMHO HAYMHAIOTCS DIMICTITUYECKUE TIPU-
CTYITBI, TUIIEPBEHTUJISIIMOHHBIE MApOKCU3MbI U CHH-
KomajbHble cocTosiHUs. Ha anekTpokapmuorpamMme
OTMEYaloT YIIMHEHHBIW WHTepBanl Q-—T, aHoMamuu
gyoua T. Cragust IV — mo3gHMX ABUTATENBHBIX Hapy-
meHunii. O6b9HO HacTynaeT K 10 romaM, XapakTepu3sy-
eTCsT TIPOTrPecCUpPOBAHUEM IBUTATEbHBIX PAaCCTPOMCTB.
OTMevaroTcsl aTpo(ust MBI, MBIIIIEYHAsT PUTUIHOCTD,
CMaCTUYHOCTh, OCOOEHHO B HWXKHUX KOHEYHOCTSIX,
nedopMaliii TTO3BOHOYHMKA W KOHEYHOCTEeH (cToma
«banepuHbl»), Kaxekcus, 3aaepxkka pocra. K 15 rogam
OGOJIBLIITMHCTBO TMAIIMEHTOB TIEPECTAIOT CaMOCTOSITETEHO
nepenurarbes [11].

ITo maHHBIM a7exkTpo3HUEedanorpapuu, Npu CUH-
npome Perra Moryt HabGomaTbcsl M3MEHEHUsI, Xapak-
TepHbIe JUISI CUHIpOMa AHTeJbMaHa, B BHIE BCITBIIIEK
TeTa-BOJIH/IENbTa-BOJH B TIEPEIHNX OTIEIaX TOJOBHOTO
MoO3ra, MYJIbTHperuoHaibHast W Iuddy3Has smujen-
tdopMHast akTuBHOCTh (puc. 4). C Bo3pacToM B COOT-
BETCTBUM CO CTaIMHOCTBIO TeYeHUS 3abo0JIeBaHUS
OTMeYaeTcsl TMOCTETIEHHOEe YMEHbIIIeHUe WHAEeKCca SIH-
JIeNTU(OPMHOI aKTUBHOCTH M BhIpaXKeHHOE HapacTaHUe
JieTbTa-3aMeUTeHUS (B TTIOAPOCTKOBOM BO3pacTe).

CunapoMm npymiaukanuu reHa MECP2 obOycnoBieH
oymaukauveir reHa MeTmiioBoro CpG-CBS3bIBAIOIIETO
oenrka 2 MECP2, pacnoloXeHHOro Ha XpOMOCOME
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X (Xg28) u Hacnenymwolierocst mo X-clerieHHOMY TUITY,
0OJICIOT JINIIA MYXKCKOTO 1oJia. ZKEHIIUHBI CITy>KaT HOCH-
TEJAIMU OYTIMKALUU ¢ HOPMATbHBIM WM CYOHOpPMAITb-
HBIM KOTHUTHUBHBIM pa3BuTheM. YacToTa 3aboyieBaHUS:
1,8 ciryuast Ha 10 000 XMBBIX HOBOPOXKIEHHBIX MY>XXCKOTO
rosa. OCHOBHbBIE KJIMHUYECKUE TPOSBICHUs CUHIPOMA
nyrmukauuy reHa MECP2:

— TsDKeJIoe HapyllleHWe TICUXOPEYeBOrO Pa3BUTHS;

— paccTpoiicTBa ayTUCTUYECKOTO CITEKTPa;

— TUTMOTOHUS MBI B paHHEM BO3pacTe, Mporpec-
CUpYIOIIast CITACTUYHOCTb KOHEYHOCTEI;

— CTEepEOTUITHH PYK;

— XOpeomnoa00HbIe NIBVXKEHUS PYK, KUCTEH, TaJIblEB,
TOJIOBBI, SI3bIKa Y OOJIBIIMHCTBA MAllIEHTOB;

— (bapMaKope3nCTeHTHAsI STUJIETICHS;

— peLUMIUBUPYIOIINE PECITUPATOPHBIE MH(MEKIINHN.

IMauneHTH WMEIOT HEKOTOpble (EeHOTUITUYECKUE
ocobeHHocTHU: Opaxuuedannio, OOJbIlIMe YIIU, TUIO-
MJIa3ui0 CpeaHe YacTh JIMIia, 3amaBIlyio TepeHOCHILY,
clierka B3mepHyThle Ho3apu [12, 13]. Hepenko otme-
YaloTCs TPYAHOCTU ¢ KOPMJIEHUEM W PUCK acTMpaiiuu
W3-3a HapylIeHUs TJIOTaHMs. JKeayTouHO-KUIIed-
HbIe PacCTPOICTBAa BKIIIOYAIOT TacTpod3odarcaabHbIi
pedmiokc, 3amop. MoryT OBITH yKa3aHMsI Ha perpecc
B Pa3BUTUU B BUAE TOTEPU IieJeHANPABICHHBIX IBH-
KeHUN pyK, peuM, HaBbIKOB XoanObl. Ha DOl ompe-
nensieTcsl 3aMemyieHne (POHOBOW aKTUBHOCTH, OCHOB-
HOTO PUTMa W/WUJU €T0 OTCYTCTBUE, PETUCTPUPYIOTCS
PUTMUYHBIE BCIBIIIKKA TETa-BOJIH B 3aJHUX OTHeIax
1 MyJbTH(hOKATbHAS U TeHepaau30oBaHHas STUJIEITTH-
(opmHast aKTUBHOCTb.

CungpoMm Ilntra—XonkuHca 00yCIIOBIEH MyTalMen
reHa TpaHckpunioHHoro ¢daktopa 4 TCF4 (18q21),
HacJieyeTcss ayTOCOMHO-TOMWHAHTHO. [lomymsiimoH-

B MOMOLLIb TPAKTUHYECKOMY BPAYY

Hasl yacToTa MpeAroloXuUTesIbHO cocTasisieT oT 1:34 000
1o 1: 41 000. OcHOBHBIE KIIMHUYECKNE TIPOIBIIeHNS [14]:

— KOTHUTHBHBIE HapylieHUs (OT JIETKOM 10 cpenHei
CTETIEHU TSKECTH);

— HapyllleHUe PeYeBOro pa3BUTHS;

— BIUJIETICUS,

— NbIXaTeJbHBbIE PAacCTPOMCTBA B BUAE TPUCTYIIOB
TUTIEPBEHTWISILIMY C TIOCJIEAYIOIIMMHU STMTHU30/1aMU alTHO3.

Yacrto BcTpevaroTcss MUKpoliedanus, MoCTHATalb-
Hasl 3a/iep>KKa pocTa, CKOJIMO03, KPUTITOPXU3M; OTMEUYAlOT
BecesIblii HpaB HeTeil, YJIBIOYMBOCTb, CMEX C XJIOIao-
IIMMHU IBUKEHUsIMU pyK. OOpaiiaioT BHUMaHue (heHo-
TUMTUYECKUE OCOOEHHOCTM TMAallMeHTOB: MOHTOJIOW/I-
HBII pa3pe3 mia3, MKMPoKasi epeHOoCUulla, IIIMPOKUA POT
C SIPKO BBIPaXX€HHBIM IBOMHBIM M3TMOOM BepXHEH TYOBI
(«tyk KynumoHa»), mmpokue Mex3yOHbIe TIPOMEXYTKH,
rnorepeyHasl JagoHHasi 00po3na, CUHIAKTWIMS, TMOJIU-
NAKTUINS, HEOOBIYHO MSICUCTBIE TOMYIIEYKN HAa KOHYM-
Kax TMaJiblieB PyK 1 HOT (puc. 5).

CunapoMm MoBata—BusibcoHa cBs3aH ¢ MyTauuei
reHa ZEB2 (2q22), HaciemyeTcs ayTOCOMHO-TOMM-
HaHTHO. Yacrora 3aboneBanwms: 1 ciaydait Ha 50 000—
70 000 >xuBBIX HOBOPOXIEHHBIX. OCHOBHBIE KJIMHHUYE-
ckue nposgsiaeHus [15, 16]:

— HapyllleHue KOTHUTUBHOTO U PEYEBOTO Pa3BUTHUS
(cpenHeit MM TSKEION CTeTIeHN);

— TIOCTHaTaJIbHasi HU3KOPOCJOCTb: CPEIHMUN PpPOCT
y B3POCITBIX MY>KIWH/>KeHIITH 165/150 cMm;

— SNUJIENITUYECKHE TTPUCTYITHI;

— HapylleHus MOBEeIEHUST — arpeccusl, ayToarpeccus,
CTEepeoTUnur, o0JIM3bIBAHNE TIPEIMETOB WIM YacTeil Tela;

— HM3Kasi YyBCTBUTEJIBHOCTH K OOJIH;

Ilpu cunapome MoBaTta—BuiabcoHa Hepeako auar-
HOCTHPYIOT aHOMAaJIMM Pa3BUTHUS: BPOXKIACHHbBIE TTOPOKHU

Puc. 4. Inddy3nas 1 MyIbTHpPErHOHANIbHAS SNMIIeNTH(HOPMHAS AKTHBHOCTD, J€JIbTa-BOJHBI B Te-
PEIHMX OTEIaX MO3ra y IEBOUKH 5 JieT ¢ cuHapomoM Perra (OunoasipHblii MoHTAXK, hoHOBast DDT).
Fig. 4. Diffuse and multi-regional epileptiform activity, delta waves in the anterior parts of the brain
in a 5 year old girl with Rett syndrome (bipolar mounting, background EEG).
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Topuxarosa 3.K. u coaem. CinoxHoctu auddepeHInanbHOM IMarHocTKY CUHApoMa AHre/IbMaHa

cepana, 6one3Hb [MpinmpyHra, KpUMITOPXWU3M, THIIO-
cnagnio. K (eHoTUnMYecKM OCOOEHHOCTSIM TIallM-
€HTOB OTHOCSITCSI TUIIEPTEJIOPU3M IJIa3, aHTUMOHTOJIO-
WIHBIMN pa3pe3 Tia3, IMMUPOKKHe OpOBU, 3aKPYTJICHHBIN
KOHYMK HOCa, OTKPBITBIN POT, MOBEpPHYTast Ha3aj yIIHasI
paKoOBWHA U KPYITHbIE MOUYKHM C yIIIyOJIEeHUEM B LIEHTPE
(puc. 6). XapakTepHo yJbIOaloleecss BeIpaxkeHUe JIUIIA.
B mitameHdecTtBe nMIO KBampaTHOW (GOpMEL. Y TOn-
POCTKOB M B3POCJBIX JUIO YUTMHEHHOE C TpOTHaTuei
U JUIMHHBIM 3a0CTPEHHBIM TombopoakoM. KoHumk
HOCa YUIMHSIETCS M HaBUCAET HaJ XKeJOOKOM, a BepX-
HSISI U CPEIHSAST YacTh HOCOBOTO MPO(MUIST CTAHOBUTCS
BBITTYKJION.

Cunnpom Kynena—ne ®pusa, MM CHHIPOM Jejie-
uu xpoMocombl 17q21.31 (rarioHenocTaTOuYHOCTH reHa
KATS regulatory NSL complex subunit 1 KANSL]I), Bo3-
HUKaeT B pe3yjbTaTe nejeunu peruoHa 17q21.31 xpomo-
combl 17, HaciemyeTcs ayTOCOMHO-TOMMHaHTHO [17].
Yacrora: 1 ciyyait Ha 16 000 XXWBBIX HOBOPOKIEHHBIX.
OCHOBHbBIE KIIMHUYECKUE MTPOSTBIICHUST:

— HapyllleHue YMCTBEHHOTO W PEUeBOTrO Pa3BUTHS
(OT JIETKOM 10 YMEPEHHO! CTETIEHU TSKECTH), MBIIIIeY-
Hasl TUTTOTOHUS;

— CTPYKTYpHbIe aHOMAJIMM TOJOBHOTO MoO3ra (BEeH-
TPUKYJIOMETaIusl, arjia3us/TUMOTUIa3usl MO30JUCTOTO
Tema, rtuapouedanus, anHoManus ApHonbaa—Kwuapn
I Tuma, BHyTpUKeTyI0YKOBOE KPOBOU3IUSIHIE);

— BPOXJIEHHbBIE TTIOPOKM cep/lia (CTEHO3 JIETOYHOM
apTepuu, neeKThl MepPeropoaoK, ABYCTBOPYATHI aop-
TaJbHBIN KJIATlaH, TUIaTalust aOpTh);

— TUTIEPMOOWIBHOCTD CYCTaBOB;

— TPU3HAKW 3KTOJAEPMATbHOM AUCTUIa3UN — CYXOCTh
U TUTIOTTUTMEHTAIIMS KOXKU, BOJIOC, MEJTKUE PeKe 3yObl;

— KPUWITOPXU3M, THUIMOCTIAANS, Iy3bIPHO-MOYETOU-
HUKOBBIN pedJTIoKC;

— smuenicust (B 25—50% cnydaeB) ¢ (poKaIbHBIMU
MPUCTYITaMU, Yallle ¢ BETeTaATUBHBIMU MPOSBICHUSIMMU.

IManyeHTHl OTIMYAIOTCS APYKETIOOHBIM  TOBEe-
HUEM, UMEIOT (EHOTUITMYECKUE OCOOCHHOCTU JIMIIA:
YIJIMHEHHOE JINIIO, BICOKUI 100, OOJIbIITNE OTTOTBIPEH -
HbIe YIIHBbIE PAKOBUHBI, KOCOU pa3pe3 IJIa3HbIX e,
SMUKAHT, TPYIIeBUIHBIA HOC.

CunapoMm aymaukammu — 15q11—ql3  Bo3HuKaer
B pe3yJibTaTe NyIUIMKAllMM YKa3aHHOTO permoHa Xpo-
MocoMbl 15, Hacniemyercsi ayTOCOMHO-IIOMWHAHTHO.
Yacrora He yctaHOBeHa. OCHOBHbBIE KJITMHUYECKHE TTPO-
sBireHus [18]:

— MBIIIeYHast TUTTOTOHUS, CJIa0blii KPUK Ha MEePBOM
TOAY JKU3HU;

— HapyllIeHue TICUXOMOTOPHOTO Pa3BUTHSI, YMCTBEH-
Hasl OTCTaJIOCTb;

— aTakcus;

— paccTpoiicTBa ayTUCTUYECKOTO CIIEKTpa.

Kpome Toro, yacto ormMeuaercsl 3amepxkkKa pocTa,
XapaKTepHbIe YePTHI JIULA: JUIMHHBINA TYOHOI XeIT000K,
KOPOTKMIT HOC, TIOJIHBIE IIeKU (puc. 7). DnmienTuyecKme
MPUCTYTIBI C Ae00TOM 10 5-JIeTHET0 Bo3pacTa Habtoaa-

foresa y 15—30% mnamuentoB. Ha B3I peructpupyercs
U30bITOUHBIN T dy3HBIN 6eTa-puT™m [19].

PaccTpoiicTBO HEPBHO-TICMXMYECKOTO W PEYEBOTO
pa3BUTHUS C TTOTepeil HABBIKOB PYyK OOYCJIOBJICHO MyTa-
uueit rena GABBR2 (9q22.33). Tun HacienoBaHusi —
ayTOCOMHO-IOMWHAHTHBIN. YacToTa He yCTaHOBJICHA.
OCHOBHBIE KJTMHUYECKHE CUMIITOMBI [20]:

— OCTaHOBKa M pErpecc pa3BUTHUSI B TIEPBBIC TOIBI
KU3HU,

— ToTepsI LieJieHaTIpaBIeHHBIX IBIKEHW I PYK;

— HapylleHue KOTHUTUBHOTO M PEYEBOTO Pa3BUTHS,
ayTU3M.

Hnast  OGONBHBIX TakKke XapaKTepHBI JTUCTOHMS
B KOHEYHOCTSIX, HapyIIeHWe IOXOIKH, PacCTpoicTBa
CHa, SMUJICTTUYECKUE TPUCTYIBI, MaJlleHbKHUE XOJIOJI-

Puc. 5. JleBouka 3 et ¢ cunapomom IIurra—XonkuHca: mu-
POKHii POT C SIPKO BbIPAXKEHHbIM JABOWHBIM M3rHOOM BepXHeil
ryonl («iyk Kynunona») u mmpokas nepeHocuna (a); He0ObIYHO
MSICHCTBIE IOYINEeYKH HA KOHYMKAX MAJBIEB PYK U MONepevHast
nanoHHas oopo3na (0). (Pa3pemenne poauredeii moJydeHo)
Fig. 5. 3-year-old girl with Pitt-Hopkins syndrome: wide mouth
with a pronounced double bend of the upper lip (“Cupid’s bow™)
and wide bridge of the nose (a); fleshy pads on the fingertips and
palmar simean crease (0).
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Hble KUCTU W cTombl. HaGmomaloTcst amu30abl TUIep-
BEHTWISILIUM/ATTHOD, CTEPEOTUTINN, OPYKCU3M, MUKPO-
WM Makpoliedanus.

Cunapom Kinudcerpa cBsizaH ¢ MyTauumeir reHa
TMCTOHOBOUN MetunaTpaHcdepasst EHMTI wnu nene-
et pernoHa 9q34.3; HaciieayeTcsi ayTOCOMHO-I0MU-
HaHTHO [21]. YacTtora He yctaHoBieHa. KinHuueckue
MPOSIBJICHUSI:

— KOTHUTHBHBIE HApYIIEHUS pa3IMYHON CTETeHU,
HapyLIEHWS PeYn;

— paccTpoiicTBa ayTMCTUUECKOTO CIeKTpa, TUrepaKk-
TUBHOCTb, IPUCTYITbI aTPECCUN 1 ayTOarpeccuu;

— HapylLIeHUsI CHa ¢ YaCThIMU TTPOOYXKICHUSIMU,

— TUIIOTOHMSI B paHHEM JETCKOM BO3pacTe, MOTOP-
Hasl HeJIOBKOCTb, aTaKCHsI,;

— BIUJIETICUSI;

— TOopoKu cepaua (meeKThl  MeXIpeacepaHon
W MEXOKETyIOYKOBOIM Tieperoponku, tetpaga Mdaio,
KOapKTallMsl aopThl, IBYCTBOPYATHIN AaOPTaIbHBINA Kila-
MaH, CTEHO3 JISTOUHOM apTepun);

— CHUXXEHME cliyxa.

BosbHBIE CKIIOHHBI K OKUPEHUIO, YaCTO Y HUX HA0JTI0-
JAIOTCS  KPUIITOPXM3M,  TY3BIPHO-MOYETOYHUKOBBII
u ractpoasodareanbHblil pedokc. OCOOeHHOCTH JIUIIE-
Boro deHoTumna: Opaxunedanuss, MuUKporedanmus, IIIo-
CKO€ JIMIIO, TUTIOTIa3usl CPeIHEeN YacTu JIMIa, TUTIepTe-
JIOpU3M TJIa3, CUMHO(MPU3, KOPOTKUI B3AEPHYTHI HOC,
MIPUOTKPBITBIN POT, BEIBEPHYTAsT HUKHSISI MCHCTasT Tyoa,
MPOrHaTU3M, 1e(OPMUPOBAHHBIC YIITHbIE pAKOBUHBI [22].

Cunnpoma KpuctuaHcoHa BbI3BaH MyTallMeil B TeHE
SLC946 (Xq26), HaciemyeTcsl CUEIJIEHHO C XPOMOCO-
Moit X. Yacrora He yctaHOB/IeHa. 2KeHIITUHbBI-HOCUTEN
UMEIOT 0oJiee JIeTKMEe KIMHUYeCKrue CUMNTOMbI. OCHOB-
HbIe KIIMHUYECKHe TIposBiIeHns [23]:

— TsDKeJlass YMCTBEHHasl OTCTaJlOCTh,
peuu, HapylIeH1ue MOTOPHOTO pa3BUTHS;

— TIOCTHaTajlibHasi MUKpoliedanusi, aTakcusi, TUTIEP-
KWUHE3bI, OPTaIbEMOIIETUS

— BMUJIENTUYECKUE TIPUCTYNHl (TOHUKO-KJIOHUYE-
ckue, GOTOCEHCUTHBHBIE);

— TUIEePAaKTUBHOCTb, ayTUCTUYECKOE
MOXET ObITb Beceblii HpaB (yJIbIOYMBOCTD);

— paccTpoiicTBa CHa, BHICOKUI TTOPOT 00JIeBOI YyB-
CTBUTEJILHOCTH;

— nedUUIMT Macchl Tejla, nucdarus, ractpoa3odare-
aJIbHBIN pedIIoKCe.

XapakTepHBIi TTPU3HAK MO JaHHBIM MarHUTHO-PE30-
HaAHCHOK ToMoOrpauu TOJOBHOTO MoO3ra — aTpodusi
Mo3xeuka. DeHoTUNIMYECKE OCOOEHHOCTH TAllMEHTOB
¢ cuHapoMoM KpucTtuaHcoHa: IJIMHHOE U y3KOe JIUIIO,
ryOOKO 3araBlive Trjas3a, Kocorjiasue, TycThle OpOBH,
JTUTMHHBIA TIPSIMOM HOC, OTKPBITBIN POT, CIIOHOTEYEHNE,
JUTMHHBIE ¥ TOHKHE MaJlblibl PYK Y HOT, OOJbIINE YIIIN.
Manpuuku crapme 10 yier, Kak IpaBUJIO, YTPAdYMBaiOT
CMOCOOHOCTb XOIUTb.

Cunnapom Cwmuta—MareHuca oOyCIOBIEH jelie-
e xpomocomsl 17, pernona 17pl1.2, 3arparuBaronieit

OTCYTCTBUE

rnoBeeHue,

B MOMOLLIb TPAKTUHYECKOMY BPAYY

TeH WHIYyKTOpa peThHoyIoBoil kuciothl 1 RAII; Hacne-
JyeTcsl ayTOCOMHO-IOMMHaHTHO. Yacrora: 1 ciyvait
Ha 15 000—25 000 HoBOpOXIeHHBbIX. KnnHuueckue mpo-
siBneHus [24]:

— YMCTBEHHAsl OTCTaJIOCTh OT JIETKOW 10 YMEPEHHOU
CTETIeHMU;

— HapyllleHWe pedu, TpodiieMa ¢ apTUKYISIIUEH,
C 9KCIIPECCUBHOM peublo, OCOOEHHOCTU Trojioca (XpH-
TUTBII/TIUCKIISIBBIN )

— BBIpaXKEHHBIE PACCTPOIMCTBA CHA (YacThle HOYHBIE
W paHHUE YTPEeHHUE MPOOYXKICHUS, Ype3MepHast THEB-
Hasl COHJIUBOCTD);

— BPOXIEHHBIE TTOPOKU Pa3BUTHUS (MUKpOILIEehaTusI,
KPaHMOCHUHOCTO3, pacllieJiiHa TyObl U Heba, aHOMauu
ropTaHu, MOPOKHU Cep/lia);

— XapaKTepHOe MOBeCHMUE.

Puc. 6. Kpynnble oTTONBIPEHHBIE MOYKH YHIEi ¢ YriIyOJieHueM
B IleHTpe Y Majbunka 15 set ¢ cunapomom MosaTt —Buiibcona.
Fig. 6. Large protruding earlobes with a recess in the center
in a 15 years old boy, with Movat—Wilson syndrome.

Puc. 7. KopoTkmii HOC, MOJIHbIE INIEKH yMajbuuMKa, 7 JeT
¢ cuaapomom nymamkanuu 15q11—q13. (Pa3pemenne poau-
TeJieii moJiy4eHo)

Fig. 7. Short nose, full cheeks of a boy, 7 years old with duplica-
tion syndrome 15q11—q13.
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Jetn ¢ cunnmpomoM Cmuta—MareHuca TruIepak-
TUBHbBIE, UMIYJIbCUBHbBIE, C HEaJeKBAaTHBIM arpecCHuB-
HBIM TIOBeleHWeM U ayTtoarpeccueit. C paHHero BO3-
pacta MOTYT OBbITh JABUTATEIbHbIE CTEPEOTUIIMU B BUIE
«yoapoB TOJIOBOWM», YacCThIX CXAaTUW pyKaMu Bepx-
Hell TIOJIOBUHBI Tejla (ONMUCHIBAIOT KaK CaMOOOBSTHE),
MepeJUCTbIBAHUSI CTPAHMII, CJIOHSBS Tayiel] (CUMII-
toM lick & flip), packauuBanust TynoBuiua u ap. [1osxe
MOSIBJISIIOTCSI KyCaHUsI PYK, OHUXOTUJUIOMaHMs (CTpacTh
cavpaTh HOTTH Ha pyKax M HOTax), pUHOTUJIEKCOMAaHMSI
(HaBsI3uMBOE 0O0JIE3HEHHOE KOBBIPSHUE B HOCY), TOJIM-
9MO0JIOKOIOMaHus (CTPacTh BBOAUTH MHOPOIHbBIC Tesia
B €CTECTBEHHBIE OTBEPCTHUS TeJia). XapaKTepeH JIMIIeBOM
(beHOTHUII: TUTOCKOE IIUPOKOE JIUIIO0, TUTIOTIIa3usl CpeTHEN
YyacTH JiMila, cpociurecs: OpoBM, MOHTOJIOUIHbBIN pa3pe3
J1a3, BBIMYKJIBIH 100, MPUOTKPBITHIN POT, KOPOTKUI HOC
C OTKPBITBIMU BIIEpel HO3APSIMU, aHOMAJIMU pocTa 3y00B
(0COOEHHO OTCYTCTBHME TIPEMOJISIPOB), MaKpOTJIOCCUSI,
BBIBEPHYTAasl HApYXXy MsICHCTasi BepxHssl ryda (HarmoMu-
HaeT ¢opmy marpa). OTMevaeTcst HU3KUi pOCT, MaJieHb-
KHe KMCTHU U CTOTTbI, KOPOTKHME MaJIbIIbl PYK ¥ HOT, BBITTYK-
JIble TIOMYIIEUKU TajblieB, KJIMHOAAKTWIUS V Tajblia
KHUCTU, OTHOCUTEJIbHO KOPOTKHE BEpXHUE KOHEYHOCTHU
C OrpaHMYeHUEM OO0beMa JBMKEHUN B JIOKTSIX, TIJIOCKO-
CTOIME C TUIOCKO-BapycHOM aedopmanmeit cTor, xonnoa
Ha IIMPOKOI orope. XapaKTepHbl TPU3HAKU TTepudepu-
YyecKoW HeWporaTtuu, TOHWXEHHash YyBCTBUTEJIbHOCTb
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MapaiukcuoaT — aJbTePHATHBA TPAHCILIAHTALNY NEYEHH Y JAeTeii ¢ CHHIAPOMOM
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Maralixibat is an alternative to liver transplantation in children with Alagille syndrome
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Cunapom Anakuiisg — reHeTHyeckoe MYJIbTHCHCTEMHOe 3200J1eBaHue, PH KOTOPOM OJHUM M3 K/IOYEBBIX CHMITOMOB, 3HAYH-
TeJbHO YXYIAIOMIUX KAYeCTBO KU3HH, SIBJISIETCS X0JIeCTATHIECKHI KOXKHbII 3y/1. /[0 HelaBHero BpeMeHH eIMHCTBEHHBIM METOIOM
Jedenust Obuia TpaHcmaantamus neyend. B 2021 r. B CIIIA 0bL1 0100peH M 3aperucTpUpOBaH HOBBIA mpemapat Mapaaukcuoar
(Marixibate). B craTbe npencrasiieH nepBblii ONbIT KCNOJIb30BaHUs 3TOro npenapara B Poccun. 3a 7 mec npuMenenus npenapara
y NanMeHTa KynupoBaJcCs KOXKHBI 3y, 3HAYMTENbHO CHU3WICS YPOBEHb JKETYHbIX KHCJIOT B KPOBH U CYHIECTBEHHO YJTyYIIHINCH
nokasarenn u3nyeckoro pa3putusa. Ham nepsblii onpIT HCHOIb30BaHUA NpenapaTta Mapaaukcuoéar B Poccuu, a Takke JAaHHbIe
JIMTEPATYPbI CBUAETEIHCTBYIOT O 3HAYMTEILHOM YJIYYHIEHHH KAa4eCTBA JKU3HU MANMEHTOB, NOJYYAIONINX MAPAIMKCHOAT, U MO3BO-
JSIOT PACCMATPHUBATD €10 B KAYeCTBE ATbTEPHATHBBI TPAHCIUIAHTALNHN ME€YEHH.

Karoueewte caosa: demu, cunopom Anaxcunns, Mapanukcubam, KodxicHwlil 3y0, Xonecmas, 3a601e8anue neveHu.

Ansa umtupoBanus: [ertapesa A.B., CaBenvesa E.U., Gununnosa E.A., [okwykuHa A.A., Ucaesa M.X., 3ybkos B.B., Anberosa M.5. Mapa-
JMKcnbar — asbTepHaTVBa TPaHCIIaHTaLUMy NevYeHn y aetel ¢ cuHapoMomM Anaxwns. Poc BecTH nepuHaton v neguatp 2022; 67:(6): 123-130.
DOI: 10.21508/1027-4065-2022-67-6-123-130

Alagille syndrome is a genetic multisystem disease in which one of the key symptoms that significantly impairs quality of life is choles-
tatic pruritus. Until recently the only treatment opportunity was liver transplantation. In 2021 the new drug maralixibat (Marix-
ibat) was approved and registered in the United States. This article presents the first experience of using this medication in Russia.
The patient stopped itching, significantly reduced the serum bile acids and also improved physical development within 7 months
of therapy. Our first experience of using maralixibat in Russia, as well as the available literature data indicates a significant improve-
ment in the quality of life of patients and allows us to consider this drug as an alternative to liver transplantation.
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CI/IHJIpOM Anaxwuist (aprepronedeHovHasi aucruia-
3UsI, CHUHIPOM THIOIUIa3UM BHYTPUIIEUEHOYHBIX
JKEJTYHBIX TIPOTOKOB, CHUHApoM YoTcoHa—Muwuiiepa;
OMIM 118450) — reHeTuyeckoe MYJbTUCUCTEMHOE
3abo0yIeBaHNEe C ayTOCOMHO-TOMUHAHTHBIM TUTIOM HacJjie-
noBanust. [lo pa3HBIM OIlEHKaM, €ro pacrpocTpaHeH-
HocTh Bapbupyer ot 1:30 Teic. mo 1:100 Tteic. [I, 2].
B 94-96% caydyaeB 3a0ojieBaHME BBI3BAHO MyTallM-
savu B reHe JAGI, okono 2% TIpUXomsTcs Ha MyTaluu
B reHe NOTCH2. Kpome TOTrO, MMEIOTCSI MUKpOZEIE-
1IMM Ha KOPOTKOM Tijiedye XpoMocoMbl 20, BKITIOUAOIINe
reH JAGI (20p12.2 microdeletion) [1, 3, 4]. OcHOBHBIE
KIMHAYECKUE CUMIITOMBI BBISIBJISIIOTCST HapyIIeHUSIMU
CJIEIYIOIINX OPTaHOB M CUCTEM: TeYeHb, 3PUTETbHBIN
aHaM3aTop, Cepiale, OIMOPHO-IBUTATEIBHBIN  arma-
paT, a Takxke OCOOEHHOCTU CTPOECHUSI JIUIIEBOTO OTIesa
yeperna. B mociemHue TOObI KIWHUYECKUE KPUTEPUM
CUHIpOMa ANaXUJUTS PacIIMpPeHbl U BKITIOYAIOT aHOMA-
JIMA COCYI0B M MU3MEHEHMUS MoveK [5].

KnuHnueckue TpoOsSBICHUST CUHIpOMa AJaKWILIS
BapuabeIbHbI U MOTYT 3HAUMTEIBLHO pas3indaThCs Jaxe
y TIALIMEHTOB OMHOM CEMBU: OT CYOKIIMHUYECKUX (hOPM
C HEe3HAYMTEJTbHBIMU W3MEHEHUsSIMU B JabopaTop-
HBIX TTOKa3aTellsIX OO TSKeNIbIX (opM, acCOLMUPOBAaH-
HBIX C OMJIMAPHBIM IIUPPO30OM, KPUTUIECKUM TTOPOKOM
cepilia, TOYEYHOM HEeIOCTATOYHOCThIO M TSIKEIBIM
HapyuieHrueM remoctasa [6]. Hamboaee pacrmpoctpa-
HEHHBIM TIPOSIBJICHUEM CIYXKUT CHHAPOM XOJiecTasa,
KoTophIii BcTpeuaercs y 89—100% marmeHTOB, nebio-
TUPYET B TepBble 3 MeC XU3HM, Yallle B HEeOHATATbHOM
nepyone. TUMUYHBIM TIPU3HAKOM XOJiecTa3a TpPU CHUH-
JIpoMe AJTaKUJUTST CIY>KUT KOXKHBIN 3y, KaK TpaBUJIO,
IJIOXO TIOMAAIOIINIACS JICUEHUIO W 3HAYUTENIbHO Hapy-
[IAIOIIMI KauyecTBO XKU3HU. 3y1 OECITOKOMUT MallMeHTOB
HE TOJBbKO B TIepUONI OOAPCTBOBAHMS, HO U BO BpeMs
CHa. B 1ensx olleHKM ero MHTEHCUBHOCTU pa3paboTaHbI
mkanbl [tchRO (Pt) anga nmaunmentoB m ItchRO (Obs)
nis Bpaueir [7]. OueHky TpoBoasiT 2 pa3a B CYTKH,
TaK KaK MHTEHCUBHOCTb 3yJa MOXKET MEHSThCS B TEUEHHE
. ItchRO BxiTIoyaeT ogyH 3JIEMEHT TS OLIEHKU TSKE -
ctu 3yaa o mkazie ot 0, rae 0 ms mkans [tchRO (Pt) —
sl He 4yBCTBOBaJI 3yna, u 111 mkajsl [tchRO (Obs) — 3yn
He ObLT oTMeueH, no 4, rae 4 no mkane ItchRO (Pt) —
s YyBCTBOBaJl OYE€Hb CUJbHBIN 3yd, B mmkaie [tchRO
(Obs) — 3ameTeH cuibHbIN 3yn [7]. [1pu naHHOM 3a60-
JIEBAHUW BBISBIISIIOTCSI TUTIEPXOJIECTEPUHEMUST W JTHC-
JIUTIUAEMUST, YTO TIPUBOAUT K OOPa30BaHUIO KCAHTOM
(Ha crubGateJbHOM TMOBEPXHOCTU MAaJIblIEB, JIATMOHHBIX
crubax, 3amHeill TMOBEPXHOCTU IIIeW, TTOIKOJEHHBIX
SMKax, SATOOWIAaX W TaXOBBIX CKJIamKaxX) y OTIEeTb-
HBIX TalueHTOB. KcaHTOMBI yallle MOSIBISIOTCS TTOCIe
1 roma XM3HU MPU XoJecTepuHeMuu dosiee 13 MMoIIb/T,
YTO CBMIETEIBCTBYET O TSKECTU TIpollecca M JTUTelb-
HOCTH XoJiecTaza. HemocTaTouHoe TOCTYTUIEHUE KET4n
B KMIIIEYHWK TPUBOAMUT K HAPYIIEHUIO TMPOIIECCOB BCa-
CBIBAHUSI XHUPOB M XKUPOPACTBOPUMBIX BUTAMUHOB.
ManbabcopOLus BeleT K 3aepKKe pa3BUTHSI U MeUIeH-

B MOMOLLIb TPAKTUHYECKOMY BPAYY

Homy pocTy B 50—90% ciyudaeB [4]. ¥V GOJIBHBIX 4acTO
BO3HUKAIOT HapyIIeHUS MeTaboJM3Ma KOCTHOM TKaHU
C OCTEOTIOPO30M U MATOJIOTUYECKUMU TiepesioMamMu (0Co-
OeHHO OepeHHOI KOCTH), KOTOPbIE BCTPEYAIOTCS Yallle
10 CPaBHEHMUIO C IPYTMMHM 3a00JIeBAHUSIMU TIEYEHU.

JIMarHOCTUYECKN 3HAUYMMBIM CUYMTAECTCSI BBISIBJICHUE
KaK MUHUMYM 3 M3 7 OCHOBHBIX KIMHUYECKUX TPOSIBIIC-
HUI: CHHIIPOM XOJIeCTa3a; MOPoK cep/iia (CTEHO3 JIETOUHOM
apTepuu 1 JIp.); IULIEBOI AMCMOPDU3M; 0DTaTbMOIOTMYEC-
Kasl aToIorusl (3aqHUI SMOPUOTAKCOH M JIP).; TIaTOJIOTHSI
KOCTHOI CUCTeMbI (TTO3BOHKU B BUIE «KPBLTheB 0A00UKI»
U JIp.); TIATOJIOTUS TIOUEK U COCYAMCTbIe aHoManuu. Jluar-
HO3 TIOATBEPKIAETCSl HA OCHOBAHUM PE3yJIbTaTOB MOJIEKY-
JIIPHO-TEHETUYECKOTo uccienoBanys [4, 8, 9].

Tepanus cuHIpoMa ANaXWIIsg BKIOYAET Jieueo-
HOe TIMTaHWE C TIOBBIIIEHHBIM COIEpKaHWEM CpemaHe-
LIETTOYEYHBIX TPUIJIMLIEPUIOB, OelKa U KaJlopuil, ypco-
JIE30KCUXOJIEBYIO KUCIIOTY, BBICOKME TO3BI XKMUPOPACTBO-
PUMBIX BUTAMUHOB, MMKPO3JIEeMeHTBI. JIJIsT KOppeKInu
KOXHOTO 3yJa MPUMEHSIIOT XOJIeCTUpPaMMH, KOJIeCeBe-
JlaM, pudaMIUIH, OHIAHCETPOH U HaNTpeKCcoH. MHo-
roa TpedyeTrcsi KOMOMHMPOBAaHHOE MCIIOJIb30BaHME yKa-
3aHHBIX MPEMapaToB C LIEJbI0 CHIKEHUs KOHIEHTPaIluN
JKETYHBIX KUCIIOT B KpoBU. [1pn Hea(hHeKTUBHOCTH KOH-
CEepBAaTUBHOM Tepanuu, TPOrPEeCCUPOBAHNU KOXHOTO
3yla W NIPYTUX OCJIOXHEHUM JIMTEIbHO COXpaHSIoIIe-
rocs XoJjiecTasza eIMHCTBEHHBIM PaguKaJlbHBIM METOIOM
JIEUeHUST OCTAaeTCsI TpaHCIUTaHTaM IeueHu [4, 10].

B TpaHcmaHTanuu TieYeHUW HYXIAIOTCS OOJIBIIMH-
CTBO TIALIMEHTOB C CHHAPOMOM Ajaxuiuisd. BerkuBae-
MOCTh TTAlIMEHTOB ¢ HATUBHOM TEUEHBIO TIPU 3TOM 3a00-
neBaHun coctapisieT 51 u 38% B Bo3pacte 10 m 20 et
cooTBeTcTBeHHO [1, 4]. [Ipn 3TOM BBIKMBaeMOCTh jeTei
C CUHAPOMOM AJIaXXUJUIs TIOCJIe TPaHCIJIaHTalMK TTeYeH!
HUXe, YeM MpU APYyrux 3a00JeBaHUSIX, BapbupyeT oT 57
1o 83% B TeueHue 1 roma, 4TO CBSI3aHO C HATMYUEM COTTYT-
CTBYIOIIMX aHOMaJIMI cepila, mouek v cocyaos [11—14].
Ilo manueiM B.M. Kamath u coaBr. [13], BEDKMBaeMOCTb
B TeUEHME Toja IOcje TpaHCIUIAHTAIlMK TIeYeHU COCTaB-
nset 87% y nereii ¢ CMHAPOMOM AJIaXKUJLIS TTO CpaBHEHUIO
¢ 96% y nauieHTOB ¢ OUIMapHOIi aTpe3uneit.

HoBbIMM mperapaTamMu JUIST JIEUEHUST TIALIMEHTOB
C CUHAPOMOM AJIaXXWJLIS CTaIM WHTUOUTOPHI aliKalb-
HOTO HATPMII3aBUCUMOTO TMEePEHOCYMKA KETYHBIX KHUC-
JIOT, U3BECTHBIE TaKKe KaK MHTUOUTOPHI TpaHCITopTepa
JKeTYHBIX KUCTOT moas3poinHoi kuiiku (ASBT) [15].
OHU cnIOCOOCTBYIOT TPEPBHIBAHUIO SHTEPOTrenaTUIecKomn
LIUPKYJISIIIAN  KETYHBIX KHUCJIOT B OHTEPOLIUTAX TOMI-
B3nomHou Kuku (puc. 1). K Takum mpernaparam oTHO-
cat Mapanukcubar u OneBukcudbar. DTH TpenapaThbl
MOKa3aJy TTOJIOXKUTETbHBIN 3(DGhEKT TTPU JISYeHUN XoJie-
CTaTUYECKOTO KOXHOTO 3y1a Mpu 3a00JIeBaHUSX MeYeHU
y nereit [15—17]. Ananu3 ucxonoB npuMeHeHus: Mapa-
JMKcubaTa MpPOAEMOHCTPUPOBAI 3HAYUTEIbHOE TTOBbI-
meHue 6-yetHelr BbDKMBaeMocTH (p<0,0001; oTHO-
cutedbHbI puck — OP 0,305; 95% noBepuTeNbHbBIN
unrtepBan — AU 0,189—0,491). Kpome Toro, pe3yabTaThl
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Jleemapesa A.B. u coasm. MapanvkcubaT — ajbTepHaTHBa TPAHCIUIAHTALIMM MTEYEHHM Y IETei ¢ CUHIPOMOM AJTaXKMIUIS

lfenatoumr

MHWHME KHCNOTBI

FXR ——| CYP7A1

MHrubuposaHue

FGF19 HapyleHue
1 peuvpHRyAALIMK K
EXR B NeveHb ) x -
JHTEpPOLMT Yeenuuerue

' 3KCKpeumn MK

Puc. 1. BiusiHue MHTMOUTOPA TPAHCTIOPTEPA JKETUYHBIX KUCJIOT NO/IB3/I0MIHON KUINKH HA HUPKYJISIMIO JKETYHBIX KHCIOT.
CYP7A1 — xoaectepun 7 anbda-ruapokcuiaza; FXR — dapuesounnniii X-penentop; FGF19 — dakrop pocta ¢puépodiacTos;
KK — xemunbie Kuciorsl; ASBT — UHIHOMTOP TpaHCHOPTEPA JKETIHBIX KMCJIOT MOAB3I0NIHOM Kumku [16].

Fig. 1. The effect of the inhibitor of the bile acid transporter of the ileum on the circulation of bile acids.

CYP7A1 — cholesterol 7 alpha-hydroxylase; FXR — farnesoid X-receptor; FGF19 — fibroblast growth factor; ASBT — inhibition

of the apical sodium-dependent bile acid transporter.

MOKa3aJii CTATUCTUIECKN 3HAYMMOE TTOBBIIIIEHNE BBIKM-
BaemocTu 0e3 TpaHcraHtaimu (p<0,0001; OP 0,332;
95% W 0,197—0,559). JlaHHOe HcclenoBaHUE WJLTIO-
CTpUpYeT BO3MOXHOCTh Mapanukcubara oKa3bIBaTh
JIOJITOCPOYHBIN M CTONKMIA 3 GheKT y MalunueHTOB C CUH-
npomoM Aaxkuiis [18].

HamnbGonee pacnipocrpaHeHHBIE TOOOYHBIE 3(PDEKTHI —
NUCTIETICUYecKue siBlieHusi (00Jb B KMBOTE, Iuapes,
pBOTa), JMxopanka, WHPeKun (Ha30(hapuHTUT, OTUT),
rojioBHasi 00J1b, Kalllejb, U”3MEeHeHNe J1a0opaTOpHbIX Map-
kepoB (yHkumu redeHu [17]. OgHako B MpPOBEISHHBIX
WUCCIIEIOBAHUSIX YKa3aHHBIE COCTOSIHUSI B OOJIBIIIMHCTBE
cJIydaeB CaMOITPOU3BOJIBHO KYITMPOBAIUCH U HE CITYXKUJIN
MPUYMHOMN TSI TpekpaliieHus Tepanuu [17].

B Hacrosiiiee BpemsT TipemapaThl JAHHOW TPYIIIIBI
He 3apeructpupoBaHbl B Poccuiickoit ®Denepanu,
HO MPOIUIA PETUCTPALINIO B HEKOTOPBIX 3apYOEKHBIX CTpa-
Hax, Harpumep CILA. C suBapst 2022 r. npernapaT Ha3Ha-
YeH JIBYM POCCUNCKUM JIETSIM C CUHAPOMOM AJaxKuuist
Ha OCHOBaHMM (enepalbHOrO KOHCUIIMyMa, TIproOpeTeH
3a CYeT CPEe/ICTB OJJarOTBOPUTEIbHBIX (DOHIOB, a B Najlb-
He#IeM BKJIIOUEH B MepevyeHb JIEKapCTBEeHHBIX Tpernapa-
TOB, 3aKynaeMbiXx ¢oHaoM «Kpyr nobpa». I1pencrabiusiem
KJIMHUYECKOe HaOII0IeHE MallMeHTa C TeHeTUYECKU MO/~
TBEPKIEHHBIM CUHIPOMOM AJIaXXWJUISI, KOTOPOMY MpO-
BoauTCsl Tepanusi MapanucubaToM He 10 TOoKa3aHUSIM
(off-label) c monoxxureabHbBIM 3(PheKToM.

Kaunuueckoe nabarodenue. PeGEHOK C T€HETUUYECKU
MOATBEPXKICHHBIM CUHIPOMOM AJXKWLIST HaXOMIUJICS
MoJ TMHAMUYECKUM HaOII0AeHUEM B OTae/e TeanaTpun

WHCTUTYTa HEOHATOJIOTUHU U Tearatpun HaumoHanbHOTO
MEIMIIMHCKOTO MCCJIeNOBaTeIbCKOrO IIEHTpa aKyllep-
CTBa, TMHEKOJOoTUM U mepuHaTojsorun uMm. B.U. Kyna-
koBa. KowmriekcHoe — oOcienoBaHWe  TTPOBOIMIOCH
IO HavaJja JiedeHus U cimycts 1, 2, 4 m 7 Mec Ha (poHe Tepa-
MUY K MOMEHTY HallMCaHUsT HACTOSIIIIEN CTaThW U BKITIO-
Yyajio OlIEHKY aHTPONIOMETPUYECKUX ToKa3aTeneit, 1abo-
paTopHbIe MCClenoBaHUs (KIMHUYECKUI aHaInu3 KPOBHU,
OMOXMMHUYECKHEe MapKepbl XojiecTaza, CUHIpOMa ILIMTO-
JIn3a, ToKa3aTeld CUHTETUYeCKOW (YHKUUU TIeYEeHU
1 (PYHKIIMOHAJIIBHOTO COCTOSTHUS TTOYEK), a TaKXKe Map-
Kepbl HYTPUTHUBHOTO CTaTyca U YIbTPa3ByKOBOE UCCIIEI0-
BaHME OpraHOB OproIIHON TosocTh. Ponutenu pebeHka
3aTOJTHSIIM THEBHUK, BKITIOYAIOIINI OIIEHKY WHTEHCHB-
HOCTM KoHoro 3yna. [IpemapaT HazHaueH Ha OCHO-
BaHUU Bpauye€OHOro KOHCWJIMYMa, IIOCJIE TIOANMCAHUS
MHGOPMUPOBAHHOTO COTJIACUSI POAUTENISIMU.

Manbuuk W. ponuiicst y >keHIIMHBI 31 Toma ¢ oTsro-
IIEHHBIM COMATUYECKUM aHaMHE30M (ayTOMMMYHHBIM
TUPEOUIUT, CYOKJIMHMYECKUI TUIOTHpeo3). JlaHHast
OepeMeHHOCTb TepBasi, HACTYITJIa B pe3yJibTaTe 9KCTpa-
KOPITOpaJbHOTO OTUJIOMOTBOPEHMS U MpoTeKasaa Ha (hoHe
rectaunoHHoro caxapHoro auabera (I'CID). Poxbr mep-
BbI€, CPOUHbBIE, Ha 41—42-1i Hepene rectaunu. CoCcTOsSTHUE
MpU POXIEHUHN YIOBJIETBOPUTEIBHOE, OLIEHKA IO IIIKaJIe
Arnrap 8/9 6amnoB, macca tena 3310 r, jinHa Tena 54 oM.
C poxneHus y pebeHKa oTMevaaach runepormmpyonHe-
MusT (OUTUPYOWH MyMOBUHHON KpoBU 60,5 MKMOJIb/IT),
Mo TIOBOAY KOTOpOW TpoBomMJIach (oToTeparusi.
Ilpy nuHamuyeckom HaOmOAeHUM 4yepe3 18 4 mpupoct
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OunupyouHa coctaBuwsl 1,5 MKMOJIb/J, B CBSI3UM C 4YeM
doroTepanus OblIa 3aBepiieHa. C 3-X CYTOK KM3HU OTME-
YaJioch YBEJIMYEHNE YPOBHST OOIIEro OMIMpyOrHA 3a CUeT
npsiMoit ppakuuu (o61wmii ownnpyouH 204 MKMOJb/JI,
MpsSIMOM OUTUPYOUH 67 MKMOJB/NT), ¢ 4-X CYTOK Ha3Ha-
YyeHa JKeJTYeTOHHasl Teparvs TperapaToM ypCOme30KCH-
X0JieBo# Kuciotel u3 pacuera 30 mr/kr/cyt. [1pu nadopa-
TOPHOM OOCIeTOBAHUY CUHIPOM LIUTOJIM3a HE BBISIBIICH,
JIpyrre OMOXUMHUYECKHEe TToKa3aTe Il KPOBU He MCCIIen0-
Bauch. I1o JaHHBIM 3XOKapauorpaduu U KOMITbIOTEP-
HOIT ToMorpachur OpPraHOB IPYTHON KIIETKH y pebeHKa
BBISIBJIEH CJIOKHBII KOMOWHUPOBAHHBIN MOPOK CEpalia,
CBSI3aHHBIN C TUIIOIIIA3KMell TTpaBbIX OTIEJIOB: TUITOILIA-
3UsT TPUKYCITUIATBHOTO KJIallaHa, MpaBOTO KEJIyIodYKa,
CTBOJIA, BETBEW W KJjaraHa jeroyHoil aprepuu. Kpome
TOTO, BBISIBIIEH Ae(eKT MEXITPeACepaHON TIeperopoIKu,
runepTpodrdeckass  KapaIMOMMOMATHS, pacllupeHue
TTOJIOM BEHBI, TUTIOILIA3UsI JISTOYHBIX BEH, BapMaHT BIa-
NeHWsT Ge3bIMSHHOM BEHBI B HemMapHble BEHBI CITpaBa
mo3anu aopTel. [To JaHHBIM YJIBTPa3ByKOBOTO MCCIIENO-
BaHUSI OPTaHOB OPIOLTHOW MOJOCTH M TIOYeK y pebeHKa
HaOJI0aIoCh HapylIeHWe pPEOJIOTUU KeTUM, a TaKxKe
VIBOGHMWE YallleYHO-JIOXaHOYHOM CHCTEMBI  CIpaBa
n nuddys3Hble U3MEHEHUs To4YeK. DbIIM MCKITIOYEHbI
BupycHbie rernatutel B u C. B Bo3spacte 8 cyr Xu3Hu
y MalMeHTa OTMEYaJINCh TeMOCTa3MOJIOTMYeCKre Hapy-
IEHWST B BUIE TUITOKOTYISALUMHU (MPOTPOMOMHOBBIN
uHIeKC 6%, MeXIyHapOTHON HOPMAaIM30BaHHOE OTHO-
menne 10,6, akTHBUPOBaHHOE YacTMYHOE TPOMOOILIa-
ctuHoBoe BpeMs 1,82 ¢). B cBsI3u ¢ puckoM pa3BUTHUSI
KPOBOTEUYEHUI TPOBOAMIACH TpaHCPY3HsT CBeXe3aMo-
POXXEHHOI TUTa3MbI M BBeJIcHHE TIperapaToB ButTaMuHa K
C TIOJIOXUTENbHBIM 3((dEeKTOM. YCTaHOBJIEH IMarHo3
BPOXIEHHOTO TeIaTUTa HeSICHOM 3TUOJIOTUH.

IIpu obGcnepoBaHuM B Bo3pacTe 1 Mec oTMevanach
UKTEPUYHOCTh KOXHBIX TTOKPOBOB, YBEJIWYEHUE pa3-
MEpPOB TIe4eHM 10 3—3,5 cM, 3MU304bI aXOJIWM CTyJja,
TIpY JTaGOpaTOPHOM 0OCTETOBAHUM COXPAHSIIICS CUHIPOM
XoJjiectaza: o0muii ounupyouH 128 MKMOJb/J, Tpsi-
Mol OmnmpyouH 77 MKMOJb/i, 1ienodHas (ocdaraza
656 en/n (Hopma mo 340 en/n), ramMma-riiyTaMUJITpaH-
crientraasa g0 1198 exn/n (Hopma mo 60 en/m), ymepeH-
HBII CUHAPOM IIUTOJIN3a — aclapTaTaMUHOTpaHchepasa
201 en/n (Hopma nmo 40 exn/n), amaHMHAMMHOTpaHChe-
paza 149 en/n (Hopma no 40 en/n). Hecmotps Ha mipo-
BOAMMYIO KEJTYETOHHYIO Tepariio, CUHIPOM XOoJiecTasa
coxpaHsicd. B Bo3pacte 3,5 Mec y peOeHKa MOSIBUJICS
KOXHBINM 3ym. [lalieHTy MpoBeAeHO PEeHTIeHOJOTHYE-
CKO€ HCClIeIOBaHNE TTO3BOHOYHUKA B TIPSIMOM TMTPOEKITUN
U BBIABIEHO pacIlelUIeHne Tena Mo3BoHka Th, B Bume
KpbUlbeB 0abouku. I[lpn ocMoTpe oTMeuascs JUIIEBOM
IUCMOP(MU3M: BBIMYKJIBI JI00, TIIyOOKO TOCa>ke€HHbIE
IJ1aza, OCTPBHIA MOAOOPOIOK, CEMTOBMOHBLIA HOC. YUM-
THIBast JaHHbBIE JJaOOPaTOPHOTO 00CIeIOBAHNS (CUHIPOM
XoJlecTa3a, CMHAPOM LIMTONIM3a, BUTaMUH K-3aBucumast
Koaryjonatusi), WHCTPYMEHTAJIbHOTO  OOCJeIOBaHUS
(KOMOMHUPOBAaHHBIN MOPOK Cepilia, paciliereHue Tejaa

B MOMOLLIb TPAKTUHYECKOMY BPAYY

MO3BOHKA), (hU3MUECKOro obcienoBaHusl (remaromMera-
JINSI, UKTEPUIHOCTh KOXHBIX ITOKPOBOB, OCOOEHHOCTHU
nuueBoro beHOTuIa), B Bo3pacTe 3 Mec y pebeHKa Tpeji-
MOJIOXEH CUHIAPOM AJaxXwist. [1pyu MoJleKyIsipHO-TeHe-
TUYECKOM WCCJIEMOBAHUM BBISIBJIEH IMaTOTeHHBIN Bapu-
aHT B 3K30He 2 reHa JAGI ¢.226A>T, 41O TIO3BOJIMIO
MOATBEpAUThL TMarHo3. HasHaueHa Tepamnusi, BKITIOYAIO-
mas jedebHoe MUTaHKWe, XKUPOPACTBOPUMBIE BUTAMUHBI
U YpPCOme30KUCcXoyeByo kuciaory. C 8 Mec TpoBOIUTCS
JIedeHWe KOXHOTO 3yda MperapataMH XOJeCTHpaMHUHa
u pudammnuiHa 6e3 cyliecTBeHHOro 3¢ dekTa.

ITpu ocMoTpe B Bo3pacte 2 JieT 9 Mec Macca Tejia Majlb-
yuka 9,9 kr (P<3), pocr 84 cm (P<3), unnekc macchol Tena
14,3; ormeuascst BoIpaXXeHHbIN KOXHBIN 3y/1, TIPU OLIEHKE
IO IIKaJIe 3y COOTBETCTBOBAJ 4 GajutaM, Ha KOXe Orpe-
JENISITACh MHOXXECTBEHHBIE CCaIWHBI, XKajgo0bl Ha Hapy-
IIeHWe CHa (TPYOHOCTU C 3aChIMTAHUEM M TIPOOYXKICHUS
oT 2 10 4 pasa 3a HOYb), BBIPAKEHHYIO pa3IpakUTeb-
HOCTb M OECIOKOMCTBO, a TakKe CHWXKEHHBINM arlreTuT.
Pasmepnl nmeuenn yBenuueHsl (+3 cm, +2,5—3 cMm, B/3).
Ctyn 2 pa3a B IeHb, oKpameHHbI. [Ipu obciaenoBanum
COXpaHSICS CUHAPOM XOJIecTaza, OTMEYaJoCh TMOBBIIIE-
HUE YPOBHS XXKETYHBIX KUCJIOT B KpOBU 110 273,1 MKMOJIb/JT
(6onee yem B 27 pa3s), raMMa-riayTaMUAITPAHCIIETITHAA3BI
1o 210,6 en/n (Hopma 1o 50 en/n), CUHAPOM LIUTONM3a —
MOBBIIIEHNEe AaKTMBHOCTU acrapTaTaMMHOTpaHChepas3bl
1o 149 en/n (Hopma no 40 en/n), anaHMHAMUHOTpaHChe-
pasbl 10 240 en/n (Hopma mo 40 en/i), rMmokaszaTeiaum CUH-
TETUUECKOW (DYHKIMKU TedeHu Obuti B HopMme. [lo maH-
HBIM YJIbTPa3BYKOBOTO MCCIIEAOBAHNS OPTaHOB OPIOIITHOM
MOJIOCT  OTMEUAINCh HeclelnpuIecKrue W3MEHEHUS
B BHMIE YMEPEHHON TermaTOMETaIuy W TIOBBILIICHUS 5XO0-
TeHHOCTH TeyeHW. [lo nOpyrMM opraHaM W CUCTeMaM
y pebeHKa COXpaHSIUCh TIPU3HAKW HEIOCTaTOUHOCTH
KpoBooOpameHus 1 cteneHu, (pyHKIIMOHAIBHOE COCTOSI-
HUE MOUYEBBIIETUTEIEHON CUCTEMbI OCTaBaJIOCh B HOPME.

C ydJeToM TEHETMYECKM TONTBEPXKICHHOTO CHH-
IpoMa ANaXUJUTS U HaJIm4Ius y pebeHKa MHTEHCUBHOTO
KOXHOTO 3yJla, CYIIECTBEHHBIM 00pa30M HapyIlaiollero
KavyecTBO €ro >XW3HW, Ha OCHOBAHUM MEIUIIMHCKOTO
KOHCHUJIMYMa OBUTIO TIPUHSATO pelleHWe O TMPOBeAeHUU
JIeYEeHUs] WHTUOWTOPOM aNMuKaJbHOTO HATpU3aBUCH-
MOTO TIEPEHOCUMKA KEeJTYHBIX KUCIOT MapaaukcnubaToM
off-label B cranmaptHoit nmosze 0,38 wmr/kr/cyr. Xone-
CTUpaMUH, KOTODPBI peOeHOK MOoJyJan IJisT KOppeK-
LIMM KOXHOTO 3yda, ObIT OTMEHEH, Teparus Iperapa-
TOM YPCOIE30KCUXO0JIeBOI KUCIOTHI ObUTa TPOMOIKEeHA
¢ TIocienylomeir oTMeHol depe3 2 Hen. IlpomoikeHa
Tepanust XHpOPacTBOPUMBIMU BUTAMUHAMU IO KOH-
TPOJIEM UX YPOBHS B KPOBH.

Vxe uepe3 1 Hel OT Havasia JIeYeHUsI MaMa TlallueHTa
OTMETWJIa 3HAYUTEIbHOE CHIKEHHE WHTEHCUBHOCTU
KOXHOTO 3yJa, peOeHOK TiepecTall MPOChINaThCcsl HOYBIO,
YMEHBIIUJIUCH pacyechl U ccaivHbI Ha Koxe. [Tpu KOH-
TPOJILHOM 0OOC/IenoBaHUM Yepe3 | Mec OT Hauaja Tepa-
nuyu mpernapatoMm MapanukcubaTr B Bo3pacTe 2 JeT
10 Mec ynyymmarch nokasarean (Gpu3ndeckoro pa3BUTHSI
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(cM. Tabmuity; puc. 2, 3), yIy4dIIniIcs anmneTuT, yMeHbII-
JINCH TIPOSIBJICHUST KOXKHOTO 3y/1a (110 IKaJie OLIEHKH 3y1a
0—1 Gann), pasMepbl TMedyeHU ymeHbIIuch (+0,5 cm,
+0,5 cm, BepxHsisi/3), pu 1abOPaTOPHOM OOCIIeIOBaHUMN
OTMEUaJoCh 3HAYMTENIBHOE CHIDKEHNE YPOBHS XKETIHBIX
kucnort (¢ 273,1 no 73,3 MKMoub/7; cM. puc. 2). OgHako
BBISIBJICHO YBEJWYEeHWE YPOBHS TramMMa-IIyTaMUJITpaH-
cnentuaasel g0 829 en/n. JlaHHble M3MEHEHUsI, BEpO-
SITHO, OBUTM CBS3aHBI C OTMEHOM YPCOIE30KCUXOJIEBOIA
kucynothl. [lpu moBTOpHOM 00CEenOBaHUM 4Yepe3 2 Mec
OT HavaJia Teparu OTMeJasics TaTbHEUIINI pOCT aKTHB-
HOCTM raMMa-TiiyTaMuiTpaHcnenTtunassl 1o 1134,7 en/n
(cM. puc. 2; cM. TabuILy), B CBSI3U C UeM MPUHSITO pellie-
HUE O BO30OHOBJIEHWU TepaIruM YPCOIAE30KCUXOJIEBOM
kucaoroit B no3e 20 mr/kr/cyt. B nanbHeiiliem otme-
yajach TMOJOXUTETbHAS AWHAMMUKA COCTOSIHMSI B BUIE
CHWKEHUSI WHTEHCUBHOCTM KOXHOTO 3yla, YPOBHS
SKETYHBIX KHUCIIOT B KPOBHW, HOpMaJM3allih DPa3MepoOB
MeYeHU U YIy4dlIeHUs TToKa3aTeiel (pU3MIecKoro pa3Bu-
tnst. OTMEYaoCch TakKKe CHYKEHUE COIEPKaHUsST raMMa-
DIyTaMUJITPAHCIIENITUIA3bl,  IIeJOYHOU  (ocdarasnl
U XoJiecTeprMHa B KpoBU (CM. Tabnuily; cM. puc. 2, 3).
Ha nporsxeHuun Bcero rnepuona HaboOAeHUsT MoKa3a-
TeJW CUHTETUYECKOW (PYHKIMU TledeHUs (YpOBEeHb allb-
OyMUHa, XOJIMHACTepa3bl, (pUOpUHOTEHA, TPOTPOMOU-
HOBBIi MHIEKC, MEXIYHAPOIHOE HOPMAIU30BAHHOE

OTHOIIIEHWE 1 JIp.) Y peOeHKa ObUIM B Mpeaeaax HOPMBbI,
MoO0YHBIX 3(P(PEKTOB HE BBISIBICHO.

OO0cyxaeHue

Mapanukcubar — MHTMOMTOp arMKaabHOTO HaTpuii3a-
BUCUMOTO MepeHocuYrKa XeauHbIx KucaoT (ASBT), koro-
PBIN TTpephIBAET IHTEPOTEMaTUIECKYIO IIUPKYIISIIINIO XKeTd -
HBIX KUCITOT ¥ TeEM CaMbIM YMEHbIIIAET UX KOHLIEHTPALIUIO
B KPOBU, CHIKasi MTHTEHCUBHOCTb KOXXKHOTO 3yJa W YJIyd-
Iast KauecTBO KU3HM TallMeHTa. B Halllem HabOmoneHun
MOJTyYeH KIIMHUYECKN 3HAYMMBIN 3(DheKT yke yepe3 1 Mec
oT Havaya jedeHusi. OueHka o mkaue ItchRO (Obs)
IO JISYeHUsT cocTaBisia 4 6ajia, a yepe3 1 Mec OT Havaia
teparuu yxe 0—1 Oamwr. B wuccnemoBaHuu, mpoBeneH-
HoMm E. Gonzales u coaBrt. [16], yepe3 18 Hem or Hauana
Tepanmui MapalnkcubatoM YTpeHHU 3ym y TalueH-
TOB YMeHBIIWIICI Ha 1,7 Gajuta, a crryctd 48 Heq JIeYeHUS
MHTEHCUBHOCTh YTPEHHETO 3ylda CHU3MiIach Ha 1,6 Gamia
OT TIepBOHAYAIBHOTO. BaskHO OTMETHTD, UTO TIEPUOJ paH-
JoMu3amuy pooawics ¢ 19 mo 22-1o Hexeso ucciienona-
Hus (13 yuacCTHUKOB TIOJTyJaIy rpenapat, 16 — 1uiane6o).
B rpynne mname6o ormevanoch CTaTMCTUYECKM 3HAUYM-
MO€ YCUJIEHHEe KOXKHOTO 3y/Ia IO CPABHEHUIO C MCXOTHBIM
ypoBHeM: 110 mikase [tchRO (Obs) +0,2 (p<0,0001). B nan-
HoM uccienoBanuu 90% (28/31) y4acTHMKOB TOJTydasin
YPCONE30KCUXOJIEBYIO KUCIOTY (n=25) u/unu pudam-

Tabauya. JlnHaMUKa COCTOSIHUS MAMEHTA 10 U Ha (hoHe Tepanuu Mapaaukcub6aTom
Table. Dynamics of the patient’s condition before and against the background of Maralixibate therapy

Bospact 2 rona 9 mec 2 rona 10 mec 2 rona 11 mec 3roxa 1 mec 3 roga 4 mec
INepyon nccnenoBaHust Jlo neyeHust 1 mec 2 Mec 4 mec 7 mec
Pacuechl, ccamuHbl iR F — — —
Macca tena, kr (SDS) 9,9 (—2,41) 10,3 (=2,19) 10,6 (—2,09) 10,9 (—2,11) 11,7 (-2,2)
Pocr, cm (SDS) 84 (—2,6) 86 (—2,28) 87,5 (=2,06) 90,5 (—1,71) 92 (—1,64)
HMupexc macenl Tena (SDS) 14,3 14,2 14,1 13,6 13,8

V kpast e s V kpas
Pasmepkbl meyeHun, cM +(2,5-3) +0,5 pebepHoit . pebepHoit
HO TyT¥
JyTh JyTH

Kox#brit 3y, 6Gamibt 4 0—1 0 0 0
Bumpy6ouH 061mmii, MKMOJTb/JT 27.4 27.9 24,7 24.9 32,6
(HopMma 3,4—21 MKMOJIb/JT)
BumipyouH ipsiMoii, MKMOJIb/JT 12,6 2.9 19,6 16,1 12,9
(Hopma 0—5,5 MKMOJIb/7)
AnAT, en/n (Hopma no 40 exn/n) 240 193,2 294 235,8 252
AcAT, en/n (Hopma no 40 em/m) 149 97,4 164,9 151,9 163
D en/n (Hopma 1o 369 em/m) 923 833,1 838.6 1093,8 774
ZKeTuHbBIE KUCIOTHI MKMOJIB/JT (HOpMa 273.1 73,3 48.9 45.8 37
10 10 MKMOJIB/IT)
ITT, en/n (Hopma 9—64 en/m) 210,6 829 1134,7 851,2 484,5
XoJecteprH, MMOJIb/JT (HOpMa
EREET—— 9,3 8,5 8,2 7,4 5,1
Mapanukcubar — 4 4 + +
VYpcodanbk + = = + +
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MUuMH (n=23). AHaJOTMYHBIC Pe3yIbTaThl ObUIA TOJY-
YyeHbl B UccienoBaHuUM, TipoBeneHHoM B.L. Shneider
u coanT. [18], B koropoM 37 neteit ¢ cuHapoMoM Aa-
KUJUTSE ObUTM PaHIOMM3MPOBAHBI UIS ABOMHOTO CJIETIOTO
BeaeHus: tuiaie6o, 70, 140 wim 280 mkr/kr/neH» Mapa-

128

4 rena

CT (MonHLIX Mecales 1 neT)

WHO Child Growth Standards

Puc. 2. IlokazaTenn Macchl Tesia () 1 pocta (0) pedeHKA MO IEHTHIIBHBIM KPUBBIM, PEKOMEHI0OBaHHBIMM BceMHpHOIi opranu3anueii

Fig. 2. Indicators of the weight (a) and height (b) of the child according to the percentile charts recommended by the World Health

nukcubarta B TeyeHue 13 Hen. CraTMCTUYECKU 3HAYMMOE
CHUXEHUE MHTEHCUBHOCTU KOXHOTO 3yna HaOJ01aIoch
npu no3ax Mapanukcu6ata 70 u 140 MKr/Kr/cyT (CpemHsist
CKOPPEKTUPOBAaHHAS pa3HUIIA OTHOCUTEILHO TPYTIIIHI T1J1a-
e6o —0,89; p=0,032; u —0,91; p=0,014 cOOTBETCTBEHHO).
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VYMeHbllleHne 3yma Ha | Gamn y yJacTHUKOB, TTOJTyJaB-
mmx MapaimmkcubaT, ObUTo 0ojiee pacIpOCTPaHECHHBIM,
yem B rpymrie tiate6o (ItchRO (Obs) 76% npotus 25%;
p=0,01). Bce marmeHTsI TIoJTyyasiv Ipyrue Takxke Tperia-
paTbl: aHTUTUCTAMUHHBIE — 73%; ypCOIEe30KCUXOJIEBYIO
kucaory — 84%; pudamnuund — 68%.

I1pu maGopatopHOM OOCIEIOBAHUHN Y HAIIIETO TMallM-
€HTa BBISIBIEHO CTATUCTUYECKU 3HAYMMOE CHIKEHUE
YPOBHSI XXETYHBIX KUCJIOT B KPOBU, KOTOPBII Yepe3 1 Mec
Tepanuu Mapanukcubatom coctaBusl 73,3 MKMOJIb/
(—199,8 MxmMomb/n), a coycts 28 Hed JieYeHUs] CHU-
swicsa 1o 37 Mrmoinb/n (—236,1 MkMmonb/m). B uccie-
noBanuu E. Gonzales u coaBT. [16] MenuaHa CHUKEHMS
YPOBHS KEJTYHBIX KHUCJIOT OblTa 96 MKMOJIb/JT CITyCTSI
48 nen (p=0,0058). B mpencraBieHHOM HaOIOIEHUN
OTMEUaJIoCh YBEJIMUEHWE YPOBHS raMMa-rIyTaMUJITpaH-
CIIenTHaA3bl B TeYeHUE TIEPBBIX 2 Mec Tepanuu Mapa-
JIMKCHOATOM, UTO, BEPOSITHO, CBSI3aHO C OTMEHOM ypcoie-
30KCHUXO0JIeBOI KUCITOTHI. [Tociie BO30OHOBIEHUST TTpUeMa
9TOTO TIperapara OTMeueHa IMOJIOXUTEbHAs JMHAMUKA.
B uccnenoBanuu B.L. Shneider u coaBt. [18] He oTMe-
YEHO CYIIECTBEHHBIX W3MEHEHMII aKTUBHOCTM TpaHC-
aMCHMHAa3 U coiepKaHUsl MapKepoB XoJIecTa3a 3a UCKITIO-
YEeHWEM JKEeTYHBIX KHUCJIOT IO CPaBHEHUIO C TPYIIO
rutaiie6o. IloMUMO CHUXXEHMSI KOHLIEHTpalMU Kemd-
HBIX KUCJIOT B KPOBM M WHTEHCUBHOCTHU 3yda, B TIPEI-
CTaBJIEHHOM HaOJIONeHUN yXKe 4yepe3 | Mec OoT Hayaia
JieyeHuss MapanukcubaTtom yIaydylIIWIUCh T1OKa3aTenun
(uznyeckoro pasBUTHSI: pocT +2 cM M Macca Tela
+425 1, a ciiyctst 8 Mec peOeHOK BBIPOC Ha 8 CM U TIpU-
6aBun 2 kr. B uccinenoBanuu, nposeaeHHoMm E. Gon-
zales 1 coaBT. [16], yckopeHUe pocTa ObIJIO JOCTUTHYTO
K 48-i1 Henene Tepanuu. Mcxonst U3 3TOro MOXXHO TIpe-
MOJIOKHUTD, UTO CYIIECTBYIOT MEXaHU3MBI, KOTOPBIE YITy4-
IIAIOT BCachbIBaHWE TTUTATEJIBHBIX BEIIECTB B KUIIIEUHUKE.

B wamem HaOmioOneHUM HE BBISBJIEHBI I1000Y-
Hbele 3ddeKkTh, ogHako B uccienoBaHuu E. Gonzales
n coasT. [16] ormeuann B 52% ciydaeB oOlue M3Me-
HEHUs XeTyTOYHO-KUIIEYHOTo TpakKTa, auapeio B 32%
u 6011 B xxuBoTe y 16% ucnbityeMbix. CTOUT OTMETUTD,
YTO TIEPEUMCIICHHbIE COCTOSTHUST HE CITYKUIN MPUIUHOMN
JIJIST OTMEHBI TIperapara.

3akntovyeHue

Takum oOpa3oM, B IpeACTaBJIeHHOM HaOIIOIeHUN
y pebeHKa C TeHEeTUYECKM MOATBEPXKIAECHHBIM CHUHAPO-
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