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KiieTouHble TeXHOIOTHH KaK MIaT(opMa A NepCOHATM3UPOBAHHON TepaNUu: IN100aIbHbIE
BbI30BbI B OHKOJIOTHH

M.IO. Pukos'?, I.JI. Menmkesuy', U.C. Jloacononos’

'Pre0Y BO «TBepcko rocyaapCTBEHHbIN MeaMUMHCKMIA yHBepcuTeT» MuHaapasa Poccun, Teepb, Poccus;
2PrBHY BO «HauumoHanbHbIM Hay4HO-UCCNenoBaTeNbCKUA UHCTUTYT OOLLECTBEHHOMO 340P0Bbs MMeHu H.A. Cemallko»,
Mocksa, Poccus

Cell technologies as a platform for personalized therapy: global challenges in oncology

M.Yu. Rykov'?, G.L. Mentkevich', 1.S. Dolgopolov’

Tver State Medical University, Tver, Russia;
2N.A. Semashko National Research Institute of Public Health, Moscow, Russia

3abosieBaeMOCTh PA3JIMYHBIMU BHIAMH OHKOJIOTHYECKHX 3200J1eBaHUII HEYKJIOHHO yBeauunBaeTcs. Heo0xoaumMo npaBuiibHO aHa-
JIM3UPOBATh M MHTEPHPETHPOBATh CTATHCTUYECKHE JAHHDbIE, YYUTHIBASI, YTO KAYECTBO MeIMIMHCKOI MOMOINM HA BCEX ee ITamax
XapakTepu3yeTcsi He ypOBHEM 3200J1€BAeMOCTH, a NOKa3aTesieM cMepTHocTH. B Bexymux uenrpax Poccuiickoit @enepanuu y nanm-
€HTOB MOTYT ObITh MPUMEHEHbI MPAKTHYECKH BCe MeTO/bl Tepanuu. [Ipu 3TOM OJHUM M3 JHMHTHPYIOUIUX (DAKTOPOB MOBBIMICHHS
BBIKHBAEMOCTH OCTA€TCS BBISBJISIEMOCTh 3200/IeBAHUII MPEHMYNIECTBEHHO HA MO3IHUX CTAIUSAX, UTO JUKTYeT HEOOXOIMMOCTH
NOBbIIIEHUs] OHKOJIOTHYECKO# HACTOPOXKEHHOCTH U IIOBCEMECTHOTO BHEAPEHMUS B MPAKTHKY 31PABOOXPAHEHHUS] CKDMHHHIOBOIi paHHeil
JMATHOCTUKH. Pa3patoTKa §0JIbIIOro Yic/ia HOBBIX TAPreTHBIX MPeNnapaToB MPUBEIA K TOMY, YTO JIHIIb HEMHOTHE MOKAa3a/u 3¢ dek-
THBHOCTb B TEPANNH TOJIBKO ONpE/IEEHHbIX BUIOB ONMyXoJeii. Pa3BuTie TPAaHCIUIAHTAIMM KOCTHOTO MO3ra Cloco0CTBOBAJIO pa3-
BUTHIO IPYTUX HAMpPABJIEHUI B MeIUIMHE, TOKA3ABIIKX, YTO TeMOMO3THYECKAS CTBOJIOBAS KJIEeTKa — miaTgopMma i nepcoHaIu-
3UPOBAHHOI Tepamuy MHOTUX 3a00JeBaHus. B cTtaTbe omicansl mpodieMbl BHEAPEHNS KJIETOYHOI TepPANUM B JieUeHHe NALHEHTOB
C OHKOJIOTHYECKMMH 3200J1eBAHUSMHU.

Karoueevie caosa: t)emu, OHKO/102UA, demckas OHKO0/102UA, K1emo4Hble MexXHoa02UU, MPAHCnAAGHMAUUuAa KOCMH020 M032d, 2eMOn03miu -
uecKas cmeonoeas Kiemka, 0eH0pumete BAKUUHDL.

Ans untupoBauus: PoikoB M.IO., MeHTkeBuy I".J1., Jonrononos U.C. KneTo4YHbie TEXHOI0rMm Kak rnaatpopma A1l NepCcoHann3npoBaHHOM Te-
panuu: rinobasibHble Bbi30Bbl B OHKOI0ru. Poc BeCTH nepuHaton u neguatp 2022; 67:(3): 5-10. DOI: 10.21508/1027-4065-2022-67-3-5-10

The incidence of various types of cancer is steadily increasing. It is necessary to correctly analyze and interpret statistical data, given
that the quality of medical care at all its stages is characterized not by the level of morbidity, but by the mortality rate. The leading
centers of the Russian Federation can apply almost all the therapy methods to treat patients. At the same time, one of the limiting
factors for increasing the survival rate is the detection of diseases mainly at the late stages, which dictates the need to increase onco-
logical alertness and the widespread introduction of early screening diagnostics into healthcare practice. The development of many
new targeted drugs has led to the fact that only a few have been shown to be effective in the treatment of only certain types of tumors.
The development of bone marrow transplantation contributed to the development of other directions in medicine, which proved that
the hematopoietic stem cell is a platform for personalized therapy for many diseases. The article describes the problems of cell
therapy implementation in the treatment of cancer patients.

Key words: Children, oncology, pediatric oncology, cell technologies, bone marrow transplantation, hematopoietic stem cell, dendritic vaccines.

For citation: Rykov M.Yu. , Mentkevich G.L., Dolgopolov I.S. Cell technologies as a platform for personalized therapy: global challenges in on-
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TEPHO Hpeo6na)1aHMe TE€X WJIN MHbLIX BUIOB onyxoneﬁ.

3a60neBaeMOCTb pa3IMYHBIMKU ~ BUAAMU  OHKOJIO-
Hampumep, 1o 3 1eT — remo061acTo3bl, HEHPOOJIACTOMEI,

TUYeCKUX 3a00JieBaHU HCYKJIOHHO YBCJIM4YMBa-

eTcs U JOCTUraeT cBoero Makcumyma K 60—80 romam.
IIpu 3TOM [J11 pa3JIMYHBIX BO3PACTHBLIX TPYII Xapak-
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rermaTo0JlacToMbl, B Bo3pacte 12—18 et mpeobnamaioT
KOCTHBIE CapKOMBI, y B3pPOCIBIX — pa3IUYHbIe BUIbI
paka, T.e. snureauanbHbie omyxonu [1, 2]. Tloatomy
3aKOHOMEPHO, YTO BO BCEX CTpaHaX, TIe UMEETCS YBeI-
YeHMe TTPOIOJIKUTEIIBHOCTH JKU3HU HaceleHUs, (PUKCHU-
pyeTcst Bce OOJblliee YMCIO ClydaeB paka, M3MepsieMoe
B abco/oTHBIX 1pax [1].

HenpaBunbHo mogaBaemasi u nyoiaukyemass 8 CMU
uHbopmMmalsg 00 yBEJIMYEHUM aOCOJIOTHOTO YKCia
BBISIBJICHHBIX CJIydaeB paka 0e3 yuyeTa BO3paCTHBIX TPYIII
CIOCOOCTBYET TOBBIIICHUIO TPEBOXHOCTA HACEJICHUSI,
pa3BUTHIO KaHIepodoOnr B OOIIECTBE, HEPEAKO ITOMI-
TaJKUBAaeT K NPUHATUIO HE JO KOHIIA B3BELICHHBIX,
MOIYJIUCTCKUX Mep. BaXHO MNpaBWIBHO aHaJIM3UPO-
BaTb M MHTEPIPETUPOBATh CTATUCTUYECKUE TaHHBIE,
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MPUBOJISl CTAHIAPTU30BAHHBIE IO BO3PACTy IOKa3aTeu,
a He o011ee Yucyo ciiyyaeB paka B rof B ctpaHe [1]. Benb
yBeJIMYEHME OOIIIero Yrciia 3a001eBIINX PAKOM B OTCYT-
CTBUE poOcTa 3a00JIeBAEMOCTU Cpear AETe M MOJIOIBIX
B3POCJIbIX CBUIETEILCTBYET, YTO BCE OOJblIE TIpaxkiaaH
Halleil CTpaHbl CTaJu XUTh JOJIbIIIE, TIEPEXUBATh PyOeK
65—70 neT ¥ O0XWBaTh 0 Pa3BUTHUSA 3JT0KAYECTBEHHBIX
HOBOOOpa3oBaHUIi, a HE O TOM, UYTO CUCTEMa OXpaHbI
3I0pOBbs TpaxmaH paboTtaeT HeapdekTuBHO |3, 4].
Benyuryto ponb B mpaBWIbHOM Tofgavye JaHHBIX TOJKHBI
urpaTth MpodeccCuoHaIbHOEe MEIULIMHCKOE COOOIIECTBO
1 OpraHu3aToOPbl 3PaBOOXPAHEHNS.

KauecTtBO MEAMLIMHCKON TMOMOIIM Ha BCEX €€ 3Ta-
Mmax XapakTepusyeTcsi He 3a00JIeBaeMOCTbIO, a CMEpT-
HOCTbIO, KOTOpasi B Halllell CTpaHe OCTaeTCsl BBICOKOM.
CMepTHOCTh HECKOJIBKO HIke y nereit. K coxaneHuio,
HEeKOTOopasi TeHJIEHIUSI K CHUXXKEHUIO 3TOro IoKa3aTessi
B OTYE€TaXx MOCAEAHUX JIET CBsI3aHA HE C peaIbHbIMU yCIIe-
XaMU B IMAaTHOCTUKE, MPOMUIAKTUKE U JEUSHUU paka,
a C MAaHUITYJISIIUSIMU CO CTATUCTUYECKUMU JaHHBIMU [1].

CremyeT OTMETUTb, YTO, HECMOTpPSI Ha TO, 4YTO 3JIO-
KayecTBEHHbIE 3a00JIeBaHUsI BCTPEUYAOTCS Y JIIOACH BCex
BO3pacTOB, 11eJ1eCO00pa3HO PACCMOTPETh 3TY MPoOIeMy
B Pa3HbIX BO3PACTHBIX rPyIINax.

Jlerckas onkoJorus. C 3MOILIMOHAJIBHON TOYKHU 3pe-
HUs, JeTCKasi OHKOJIOTUSI — OJHa M3 HauboJjiee TMPOH-
3UTEbHBIX O0slacTeil meauatpuu. Bmecre ¢ TeM B Heit
OTMEYeHbl HauOosiblliue ycriexu. [lpu ucroap3oBaHUM
COBPEMEHHBIX MOJIXO0A0B 1 TEXHOJOTUIN MOXHO U3JIeUU-
Bathb Oojiee 80% maumeHTOB. I1py 3TOM GOJBIIMHCTBO
MU3JIEYEHHBIX UMEIOT BBICOKUI YPOBEHb XXU3HU, aKTUBHO
yuyarcs, o0pasyloT cembu [5, 6]. DKoHOMUUYECKUI pac-
YeT TOKa3bIBaeT, YTo 3Ta cdepa MEAULIMHBI, KaK 3TO
HE KOIIYHCTBEHHO 3BYUWT, SIBJISIETCS TMPUOBLILHOM
IIJIs1 0011IeCTBa U TOCYAapCTBa.

Ycnexu, TOCTUTHYTBIE B JIEYEHUHU JETeil 3a Toce/ -
Hue 20 jieT, OCHOBBIBAIOTCSI HA MYJIBTUANCUUIIIMHAPHOM
MOJAX0JEe, OIBITe MEXIYHApOJIHOIO0 COTPYIHUYECTBA,
BHEJIpEHUM Haubojiee TPOrPeCCUBHBIX TEXHOJIOTUI
B aJrOpuTMbl OOCJIEIOBAaHUS W JICUCHUS TallMeH-
TOB. B oTiiMuMe oT mamueHTOB U3 APYTUX BO3PACTHBIX
rpyrnn OOJILIIMHCTBO JeTeli B 3KOHOMMYECKU pa3BU-
TBIX CTpaHax Jieyarcsl Mo pa3pabOTaHHBIM IPOTOKO-
JlaM, YTO CYILIECTBEHHO YJIydlllaeT pPe3yjbTaThl Teparnuu
[1, 7]. B Bemymmx mnentpax Poccuiickoit Peaepanun
y MalMeHTOB MOTYT OBbITh MCIOJb30BaHbI MPaKTUYECKU
BCE METOJbl Teparuu: COBPEMEHHash XUMMOTeparius,
BBICOKOTEXHOJIOTUYHBIE  Ollepaliu, Mpelu3noHHas
JlydyeBasi Tepanusi (CO CHUXKEHMEM CUCTEMHON JIy4yeBOi
Harpy3ku), TpaHCILIaHTALMs CTBOJIOBBIX KJIETOK, UMMY-
HOTeparnusl, KjaeTouHas tepanus. [1py aToM TUMUTHDPY-
oMM (HaKTOPOM MOBBILICHUSI BBIXKMBAEMOCTU OCTa-
eTCsl BBISIBISIEMOCTh 3a00JIeBaHUI MPEUMYIIECTBEHHO
Ha TMO3AHUX cTaausx. [IpUYMHBI 3TOro HE TOJBKO
B HU3KOI OHKOJIOTMYECKOW HACTOPOXKEHHOCTH Teaua-
TPOB, HO U B PEIKOCTHU 3JI0KaY€CTBEHHBIX HOBOOOPa30-
BaHUU y AeTei, aTUMMMYHOCTU KJIMHUYECKOUW KapTUHBI,

NEPELOBAS

JIJISI KOTOPOI HET XapaKTEePHBIX CUMIITOMOB, MHOXKECTBO
«MacoK» 3a00yieBaHU# JaHHOI rpynIis 8, 9].

Bropast Bo3pacTHas rpyria — TaK Ha3bIBaeMbIe TTO/I-
POCTKM M «MOJIofible B3pocibie». [Ipu aToM muis mocnen-
HUX He CYIIECTBYeT TOYHOM BO3pPaCTHOM rpaHuIbl. SICHO,
YTO 3TO MAlMEeHThI B Bo3pacte 18 et u crapiie. BepxHsist
Bo3pacTHas rpaHuna Kojeonercs ot 27 go 30 yer [1, 10].
OnHako 3Ta Tpyra XapakKTepu3yeTcsi He TOJIBKO BO3pac-
TOM, B KOTOPOM pa3BWJIOCh 3JI0KaYeCTBEHHOE 3aboJie-
BaHME, HO U LIEJIBIM PSIIOM OcoOeHHOCTel. Tak, B 3Toi
rpynre 3HaYuTeIbHO Yalle, 4eM y 0oJjiee BO3PAaCTHBIX
MalMEHTOB, BCTPEUAIOTCS TaK Ha3bIBaeMbIe JIETCKHE
GopMbI paka, Takue KaK OCTpbIe JICHKO3bI, CApPKOMBI
(He anuTeNMaIbHbIE OIYXOJIM), TOrma Kak pak (3muTe-
JIMAJIbHBIE OMYXOJIM, HAaMpUMEpP paK XKeJyaka, pak Jier-
KOro  T.J.) BCTpeuyaeTcs KpaiiHe peaxo [8, 9]. JlokazaHo,
YTO JieUeHHE TAlMEHTOB JAHHOW TPYMITbI 3HAYUTETHLHO
oonee 3(pHEKTUBHO IO CXeMaM U IIPOTOKOJIaM, pa3pado-
TaHHBIM 11 JiedeHus1 aeteit [11]. PesynbraTel nccnemo-
BaHW1 CBUAETELCTBYIOT, UTO €CJIM OCTPhIA JTuMGOoOIacT-
HBIN JIEHKO3 Y MOAPOCTKOB JICYUTh MO TeaAUaTPUIECKUM
MPOTOKOJIaM, TO BbI3AOpaBIuBaloT Ha 15—20% mnarueH-
TOB OOJIbIIIE, YeM TPU JICYSHUH 1O TTPOTOKOJIAM, TIPUHSI-
THIM B OHKOJIOTMU B3pociibiX [12, 13]. DTO oueHb BaXXHO
B CBETE TOTO, YTO OXHAaeMast TPOAOKUTEIBHOCTh XKU3HU
B JAHHOM BO3PACTHOW TPYMIIe CYIIECTBEHHA, a TAaKXe
C TeM, 4TO YUCJIO TAIlMEHTOB, UMEIOIINX TIeIUaTPUIECKIE
(GopMBbI 3710KaUeCTBEHHBIX 3a00JIeBaHUIN, KaK MUHUMYM
B 3 paza Oosbliie, yem y aereit. Kpome Toro, Kak nmokasai
MMPOBOIA OITBIT W OIBIT POCCUUCKUX CTIEIIUATUCTOB, TTO/I-
POCTKM U MOJIOZIbIe B3POC/ble, KaK MPaBWIO, MEHEe JIMC-
LIMTUTMHUPOBAHBI C TOYKM 3PEHUST BBITOJIHEHUST BpayeO-
HBIX peKoMeHaanuii. [To Bceit BUAMMOCTU, HEOOXOAMMO
CO3IaHMue CIEUUATM3UPOBAHHON TTPOrpaMMBbI JIJIsT TIalv-
€HTOB TOU BO3PACTHOU TPYIIIHI.

OnkoJiorus B3pocibix. CaMbiM 3((HEeKTUBHBIM CITOCO-
0OOM CHM3UTb CMEPTHOCTb OT OHKOJIOTMYECKOUX 3a00J1e-
BaHUII — MOBCEMECTHOE BHEAPEHMUE B TIPAKTUKY 3IPaBO-
OXpaHEHUSI CKPUHUHTOBOW paHHEeW nuarHocTuku [8, 9].
IIpu 3TOM CKpPUHUHT ClieoyeT MPOBOIUTH BO BCEX BO3-
pacTHBIX IPyTIIax, B TOM YKCIIe Cpeau HanboJiee yrpoxa-
€MOI1 KaTeropuu HaceJeHus1 — JIKIL B Bo3pacte 40—45 et
n crapuie. CyiiecTByloT pa3paboTaHHBIE MPOTrpaMMbl
00cJieIoBaHUI B 3aBUCHMOCTH OT YacTOThI BBISBJICHUS
TOTO WJIM MHOTO BUJA OTyXOJieil B 3aBUCMMOCTH OT I10J1a,
BO3pacTa, WHIWBUIYaJIbHBIX (DAaKTOPOB pHCKA, KOTO-
pbie TIO3BOJISIIOT BBISIBUTH 0OJIE3Hb Ha pAaHHUX CTaIUSsIX,
B TOM 4YHCJIe Ha CTauuM Tpeapaka. [Ipym 3ToMm TakThKa
P BBISIBJICHHBIX TTPEIPaKOBBIX 3a00J¢BAHUSX, KaK Tpa-
BWJIO, He TpebyeT MPUMEHEHUSI CJIOXHBIX M ITOpPOTo-
CTOSIIIMX TIPOTPaMM U TIperiapaToB, MO3BOJISIET OBICTPO
M TIOJHOCTBIO M3JICYWTDH IMallMeHTa, IOJHOCTBIO Bep-
HYB €My TPYyIOCIIOCOOHOCTb, HE BEIET K HAKOILJIEHUIO
nHBanunu3aunu Hacenenus [11, 12]. [IpoBenenue Hec-
TUIOIITHOW CKPUHWHTOBOW paHHEW OMarHOCTUKW paka,
COCpeIoTOYeHNE YCWIIMI Ha BBISIBICHUU paka «paHHEro
0OHapYKEeHUST» Y TpakaaH U3 TPYIIT HauOOJIBILIErO prcKa
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ITO3BOJIIET HE TOJbKO CHU3UTh CMEPTHOCTh OT OHKOJIOT -
yeckMx 3a00JieBaHUil, HO U 3(pPeKTUBHEE UCTIONB30BATh
CYILECTBYIOIIMIA TTOTEHIIMAJ YUPEXISHU 3paBOOXpaHe-
HUS B YCIOBMSX JeULIMTa KaapoB 1 pecypcoB [13, 14].

IIpn BBISIBIEHUMU paka y B3pOCIBIX, B TOM 4YHCIIE
MMOXKMJIBIX MAIMEHTOB Ha TTO3MHUX W PaCIIPOCTPaHEHHBIX
cramusix, JieueHue, Kak IpaBUIo, COTIPSIKEHO C OOJIbIIIMM
YUCJIIOM OCJIOXHEHUI, HEOOXOAMMOCTbIO IJIUTEIbHOTO
ITOBTOPHOTO MPeOBIBAHUS B CTAlIMOHAPE, BEICOKUM YPOB-
HeM HeoOpaTuMoil nHBaIuaAu3auuu. [1pyu aTom, HeCMO-
Tps1 Ha GoJibllie (PMHAHCOBBIE W PECYpPCHBIE 3aTpaThl,
3 deKkTUBHOCTE JieueHUsT HM3Kast. Kak mpaBumio, pedyb
UICT He 00 M3JICYeHUHU, a TOJbKO O TPOIICHUN KU3HU
MakCUMyM Ha 1—3 roga mpu KpaiiHe HeyIOBJIETBOPU-
TEJIbHOM €€ KaueCTBe.

Opranu3anyoHHbIe ACTEKTHI JIEYEHHsT OHKOJIOTHYECKHUX
3a0oneBanmii. C HEYIOBJICTBOPUTEIbHBIMU Pe3yJIbTa-
TaMM JICYECHUS] OHKOJIOTMYECKUX 3a00JieBaHUM, C TIpU-
MEHEHUEM CTaHJIapTHBIX KOMOWHMPOBAHHBIX METOIOB
CBSI3aHO TOSIBJIEHUE OOJIBIIIOTO YMCIa HOBBIX TaK Ha3bl-
BaeMbIX TapreTHBIX IIperapaTtoB, IEUCTBUE KOTOPBIX
HarmpaBJIeHO Ha Pa3JIMUYHbIC 3BEHbs PETYJIMPOBAHUS KJIe-
TOYHOTO 1IMKJIa, BO3ACHCTBYIOIIMX HA TEHOM OITyXOJIEBO
KJIETKW, aKTUBUPYIOIINX UMMYHHBIE MEXaHU3MBbI TTalli-
eHTa. 3a IMocjenHee IeCATUIETHE HA PHIHOK BBITYIIEHBI
COTHU TMOJOOHBIX MPENapaToB, KaXIbIi M3 KOTOPBIX
MO3UIMOHUPOBAJICS KakK TaHallesl OT paka, HO Ha jeJie
JINIIIb HEMHOTHE 3aHSIIM CBOIO HUIIY B TepaIMy TOJIBKO
OnpelieIeHHbIX, HE CaMbIX PaclpoOCTPaHEHHBIX U IPO-
OJIEMHBIX BUIOB OITyXxoseii [3, 5].

CTOMMOCTb 3THX JIEKAPCTBEHHBIX CPEICTB HECOW3-
MEpPUMO BbICOKA T10 CPABHEHMIO C X BKJIAIOM B PE3YJib-
TaThl Teparui U CHWXKEHUE CMEPTHOCTH, a KOJMYECTBO
U CKOPOCTh ITOSIBJICHUSI TaKOBO, UTO IPAKTUKYIOIIUIA
Bpay, JaXke camoil BBICOKOM KBaIMdUKAIMU, HE CIO-
co0eH pa300paThCcs B UX peaylbHOM I10JIb3¢ U BHIHYXKIECH
WATU Ha TIOBOAY Y (hapMaKOJOTUYECKUX KOMITaHUIA,
JIOBEpsIs TIPOBEIEHHBIM UMM UcciienoBaHusaM. Hepenku
«BOpockl» uHpopMaiuu B CMU o sgkoObl HaliieHHOM
qymoaeicTBeHHOM JieKapcTBe. Ho mazke mpu MuHMMAIb-
HOI TTOBEPXHOCTHOM IMPOBEPKE BBHISICHSAETCSI, YTO PeYb
WUIET JIMIIb O paboTax Ha KyJbTypax KJIETOK WK Ha J1abo-
pPaTOPHBIX JKUBOTHBIX, HO HHUKAaK He O pe3yJbTaTax
KJIMHUYECKUX MCCIeIOBaHUM. ArpeccuBHasi pekjamMa
IO TIPOJIBMXKEHUIO HOBBIX IIperapaToB, He IPOBEPEH-
HBIX B IIMPOKOW KIMHUYECKOM MPAKTUKE, HE TOJBKO
JIE30PUEHTUPYET TALIMEHTOB M TPAKTUKYIOIINX Bpaveif,
HO M BeJIeT K AUCKPEIUTAIMNA CTAaHAAPTHBIX BHICOKOA(]-
(peKTUBHBIX METOIOB KOMOMHUPOBAHHOM Teparnuu paka
¥ HEOINpaBIAaHHOMY POCTY PacXolIoB Ha jieueHue [1].

HeobGxonumo co3pgath MexaHU3M, IpPU  KOTOPOM
MPUMEHSITh HOBBIM TIperapaT MOXKHO OyIeT TOJbKO
B paMKax 4YeTKO CTPYKTYPUPOBAHHBIX YTBEPKIECHHBIX
KJIMHUYECKUX MPOTOKOJIOB B HallmoHaIbHBIX MEAUIIMH-
ckux ucciaenoBatenbckux HeHtpax (HMUL) u Tonbko
MpU  HaJUYUU  JOKa3aTeJbCTB ero 3(MGEeKTUBHOCTU
MpY TOM WJIM MHOM BHUJE paka. Pasymeercs, 3To IpaBUIO

JIOJIKHO KacaThCsl TOJBKO IMporpamMM JiedeHusl, (hruHaH-
CUPYEMBIX U3 OIOIKETHBIX UCTOYHUKOB W CPEICTB 00sI-
3aTeJIbHOTO MEIUIIMHCKOTo cTpaxoBaHus. He ciemyer
OTKa3bIBaTbCS OT TPOBEACHUSI KIMHUYECKUX HCCIIEI0-
BaHWIi, (PUHAHCUPYEMBIX (HapMaKOJIOTMUYECKUMU KOM-
MaHUSMU, TIPU YCJIOBUU COOJTIOJCHUSI UMM perjlaMeHTa,
npuHsitoro B Poccuiickoit Menepanyu.

Coznanue HM UL, oObeanHS0IMX B CBOEM COCTaBe
KaK KJIMHUYECKHWE, TaK M HayYHO-HCCJIEIOBATEIbCKUE
MoApasneeHus, MPeACTaBIIIeT aKTyaJlbHYI0 TIPOOIeMy
Ha manHoM 3tare. Umenno HM UL noykHBI cTaTh LIeH-
TPOM KOMITETEHIIMM B BBIOPAaHHON OOJACTU METUIIMHBI
1 OMOJOTHMM, COCPEJOTOYNUTh Haubojee mpoceccuo-
HaJIbHbIe W TIOATOTOBJIEHHBIE KaIpbl, COKPAaTUTh BPEMsI
MOCTYIJICHUSI HOBBIX JOCTVKEHUI U3 obiacteii yHma-
MEHTaJIbHOW M MPUKJIAJAHON HayKy B MpakTuky. Hamwo-
HaJIbHbIE LIEHTPHI JTOJDKHBI UMETh BO3MOXKHOCTh OIepa-
TUBHO pearnpoBaTh Ha TOSIBIIEHUE HOBBIX TEXHOJIOTHIA,
MOJIb30BaThCA OOJIETYEHHBIM TTOPSIAKOM  TTPOBEACHUS
KJIIMHUYECKMX MCCIIEIOBAaHMIA, UTO OyIeT ClIOCOOCTBOBATH
MPUTOKY HAyIHBIX TPAHTOB U TECHOMY B3aUMOICHCTBUIO
C POCCUMCKMMU OMOMEIMIIMHCKUMU W (dapMarieBTu-
yecKMMU KoMmnaHusMmu. lLlemecooOpa3Ho paccMoOTpeThb
BOIIPOC O 1LIEJICBOM JOTMOJHUTEILHOM (UHAHCUPOBA-
HUU (PyHIAMEHTAJBHBIX M TPUKJIAIHBIX MCCIIeIOBaHUIA
OCHOBHBIX Hay4YHbIX LIEHTPOB U3 Owomxkera Poccuiickoi
®enepanu. MMmopro3aMellleHe OCHOBHBIX JIeKap-
CTBEHHBIX TPENapaToB, WCIOJIb3YeMBIX B JICUCHUU 3JI0-
KayeCTBEHHBIX 3a00JieBaHMil, aOCONIOTHO OIpaBIaHO
U 1IeIeco00pa3Ho TP COXpaHEHUM KadyecTBa IMPOIYK-
muu. OTedecTBEeHHBIE (hapMaKOJOTUIECKUEe KOMITAaHWUU
JOJIKHBI TSI TOCTVDKEHUST 3TOM 1IN TECHO COTPYIHU-
yatb ¢ HMUII u BecTn coBMeCTHEBIE pa3pabOTKM.

PasBuTHE poCCHMIICKOTO 3IpaBOOXpaHEHUS HEBO3-
MOXHO MPEICTaBUTh O€3 IUPOKOTO BHEAPEHUS ITUMDPOBU-
3aruu. OIHAKO 3JIEKTPOHHBIE UCTOPUHU OOJIE3HE U Telle-
MeIWIIMHA — JOCTIDKEHUs BYepalrHero aHs. HoBble
BBI30OBBI — HaKOIUIeHWE 0a3 JaHHBIX C ITOC/IEAYIOIINM
aHaJIM30M OOJIBIIIMX MACCMBOB MH(MOPMALIMK 1 BHEIPEHME
CHCTEM UCKYCCTBEHHOTO MHTeIIIeKTa. be3ycoBHO, NCKyc-
CTBEHHBI! MHTEIIJIEKT — B U3BECTHOI CTETICHU TIpEeyBEJIN -
YeHHe, MOCKOJIBbKY B HACTOSIIEE BPEeMsI KOMITBIOTEPHBIE
TEXHOJIOTUM HE MOTYT 3aMEHUTh MBIIUICHHE 4YeIOBeKa.
Ho cucteMbl moaiepskKy MPUHATUS BpadyeOHbBIX pelIeHU
(oumdpoBaHHbIE KIMHUYECKUE PEKOMEHAAIMU) C yCIie-
XOM UCITOJIB3YIOTCS B KJIMHMYECKOM TpakTuke. Harpu-
Mep, TWIOTHBIM TPOEKT peaM30BaH B ApPXaHTeJIbCKOM
00J1aCTH B JIETCKOW OHKOJIOTMH, YTO TIO3BOJIMJIO CYIIE-
CTBEHHO TMOBBICUTh JTIOCTOBEPHOCTb CTATUCTUYECKUX JaH-
HBIX M CHU3UTh TIPOLICHT HApYIIEHUI TTPOTOKOJIOB Jieue-
Hus. [IpeacraBisieTcs 1ie1ecoo0pa3HbIM TPaHCIUPOBATh
MOJTyYEHHBIN OIBIT HA OHKOJIOTHIO B3POCJIBIX U IIIUPE BHE-
IPSITh B KITMHUYECKYIO TIPAKTHKY.

CraHpgapTel JIeYeHUs TAlMEeHTOB, pa3paboTaHHBIE
BEAYIIMMU IIEHTpaMU U yTBepXAeHHble MwuH3Ipa-
BoM Poccum, — 3TO cTaHmApTHl CETOTHSAIIHErO IHS,
HO OHM He OyIyT COOTBETCTBOBATh BBI30BAM BpEMEHU
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yepe3 10 ner. CoBepiieHCTBOBaHME MOIXOAOB K AMArHo-
CTHUKeE, JICYEHUIO OHKOJIOTMUYECKHX 3a00IeBAHUI — OCHOB-
Has 3aJadya Ha COBPEMEHHOM 3Tarie, KOoTopasl HOJDKHA
pelaTbCsl TPU TECHOM B3aUMOIEHCTBMU MWUH3IpaBa
Poccuy, HalIMOHABHBIX IHIEHTPOB ¢ MX MOIIHBIM Hay4-
HBIM TIOTEHLIMAJIOM, (papMaKOJOTUIECKUMI KOMITAHUSIMU
1 0JIarOTBOPUTEJIbHBIMU (hOHIAMMU.

Knerounaa tepamus. HayuyHoe pa3BuTHE KIIETOYHBIX
TEXHOJIOTUIA JIJIS JISYSHUST pa3IMYHbIX 3a00JIeBaHMIT Hava-
Jtoch 6oJiee 60 JeT Ha3ad, KOrma Ha JICTaTbHO O0TydeHHBIX
SKUBOTHBIX OBIJIO TTOKAa3aHO, YTO 3KPaHUPOBaHHWE y HUX
cesie3eHKM (TeMOTO3TUYECKU OpraH y MbIIIei) MO3BO-
JISIeT UM TIepekuTh 310 BosaeiictBue [1, 13]. ITocaemyio-
1asT UICTOPUST U COTHU THICSY TPAHCTUIAHTALIWIA, TIPOBEICH -
HBIX MAalIMeHTaM C Pa3IMYHbIMU 3200JIeBAHUSIMU, BHECITH
KOJIOCCATTbHBIN BKJIal B M3JIeYeHHE MHOTMX OOJbHBIX,
CTPAJAlOIINX paHee HEU3JICYMMBIMU 3a00JIeBaHUSIMM.
HaxoruteHHbBIN OMBIT CcTan IIaTGOpMOi U M3ydeHMS
Y Pa3BUTHS IIIMPOKOTO CIIEKTPa KJIETOUHBIX M MOJIEKYJISP-
HO-TEeHETUYECKUX TeXHOJIOTHIA. IMeHHO OypHOe pa3BUTHE
TpPaHCIUIAHTALlMM KOCTHOTO MO3Ta CIIOCOOCTBOBAJIO pa3-
BUTHIO TAKMX HATIPABJICHU B MEIULIMHE, KaK TPAHCILJIAH-
ToJIOTUS (TTOHATHE O COBMECTUMOCTH JOHOPA U PELIUITH-
eHTa), TpaHC(Y3UOJIOTHSI, BUPYCOIOTHSI, OAKTEPUOIOTHS,
(bapMakosiorust, TIpUKJIagHas MOJEKYJISIpHas OWOJIOTHH,
reHHas MHXXEeHepHs, KJIETOYHbIE TEXHOJOTMU B OHKOJO-
vy, HeBposioruu u T.1. [10—12].

OMNBIT TTPOBEACHUST TPAHCILIAHTAIIMN KOCTHOTO MO3Tra
MalMeHTaM ¢ JIEWKO3aMU TT0Ka3aJl, YTO TOTaJIbHOEe O0JTy-
YeHUe Tejla, WJIM CBEPXBBICOKOMO3HAs XUMUOTEparusi,
MMeeT TIOTEHIMall YOUTh 3JI0KAYeCTBEHHBIE KIIECTKU
B OpraHusme, OJIHaKO AaeT MoOOYHBIN 3 dekT — 1moru-
OaeT u KpoBeTBOpHasi cTBosioBas Kietka [11—13]. Yenoek
octaeTcsl 6e3 UMMYHHOU CUCTeMBI M 0e3 CHUCTEMBI KPO-
BETBOPEHUsI, CTAHOBUTCSI 3aBUCUMBIM OT TIepeIMBaHUIA
KOMIIOHEHTOB KPOBU M KpaiiHe BOCIIPUUMYMB K JIIOOBIM
MaTOJIOTUYECKUM OpraHu3MaM (BUpycam, Tpubam, Oak-
tepusiM). O4eHb BaXXHbIM (DaKT, UMEIOIINIA TTPUHIUATIM -
aJlbHOE 3HAYeHUE B MOCIEAYIOIIEM Pa3BUTUN KIIETOYHBIX
TEXHOJIOTUIA — CIIOCOOHOCTh CTBOJIOBOM KJIETKM JOHOpa
BOCCTAHaBJIMBATh T JIBE CHUCTEMbI, 0€3 KOTOPBIX CYIIe-
CTBOBaHUE UeJIoBeKa HeBO3MOXHO. Kpome Toro, B gaiib-
HelileM Oblla MMoKa3aHa MPUHIIMITMATbHAST BO3MOXKHOCTh
MaHMITYJIMPOBATh 3TUM THUIIOM KJIETOYHOTO MaTepuaia
JIJIs1 HaTIpaBJIeHHOM AudhepeHIIMPOBKH.

Haun6ombimii KTMHUYECKUIA OTTBIT HAKOIUIEH B MUPE
MPY UCTTOJIb30BAHUU TeMOTIO3THYECKUX CTBOJIOBBIX KJle-
TOK KPOBM TIpU JICUEHUU TeMaTOJOTUYECKHMX, OHKOJIO-
TMYECKUX, MMMYHOJIOTMYECKUX 3a0oJieBaHUN y neTei
u B3pocinbix [1, 3]. [lo cytu nena, aymosoeuunas mpanc-
naaHmayus TEMOITOTUYECKUX CTBOJIOBBIX KJIETOK TTpe[-
cTaBJisiia COOOM nepayr UCMUHHYH) NePCOHANUSUPOBAHHYHO
mepanuio COOCTBEHHBIMU KJIECTKAMU W TIO3BOJISIIA TIPEO-
JIOJIEBAaTh TOKCUYHOCTD BBICOKOJO3HOM XUMHUOTEPATTUH.

B 2021 . ucnmonmaumocs 30 jeT riepBoMy B Poccuiickoit
Denepaliiy OTIEICHUIO TPAHCIIAHTAIIMM KOCTHOTO MO3Ta,
opranmzoBaHHoMy B 19911 B cocraBe HUMWM nerckoit

NEPELOBAS

oHkojyiorun 1 remaroyiornu OI'bY «<HMMULI oHkosmoruu
um. H.H. broxuna» Munzapasa Poccun ycunusimu ogHOTO
U3 COaBTOPOB JaHHOU ctatbu [14]. [lozaHee ombIT, Mosy-
YEHHBIN B JETCKOI OHKOJIOTMHU, OBbLT YCTEIIHO TPAHCIUPO-
BaH Ha OHKOJIOTUIO B3POCIbIX U JIEUEHHE TTALIMEHTOB C JIpY-
ruMu 3a00JIeBaHUSIMUA, HATIpUMEP HEBPOJIOTUYECKUMU.

I1pu neyeHUM MaKMEHTOB ¢ OHKOJOTMYECKHMMM 3a00-
JIEBaHUSIMU B OCHOBE JICXKUT TIPUHLIUIT: YBEJIMUEHUE T03bI
XUMUOIIPENapaToB W/Wau JydeBOW Teparuy MPUBOIUT
K TIOJHOMY YHMUTOXEHMIO 3JIOKAYECTBEHHBIX KJIETOK.
OnHako JUIsi BOCCTAaHOBJIEHUST OpraHU3Ma Iocjie 3TOro Bo3-
nercTBUsSl (MPUHLMMUAIBHO CMEPTEIbHOT0) HEOOXOAUM
LEJBIA P TIOANEPXKUBAIOIINAX MEPONPUITUIA, BaKHEH-
LA U3 KOTOPhIX — TIEpeIMBaHUE €My TeMOITO3TUYECKUX
CTBOJIOBBIX KJIETOK OT IOHOpPA WM CBOMX COOCTBEHHBIX,
€CJIM OHU HE ObLIM MOPaKeHbl METACTATUYECKUM TPOLIEC-
COM U WX Y/IaJIOCh COOpaTh U COXPaHUTh B OaHKE KOCTHOTO
Mo3ra Ha 0oJjiee paHHUX 3Tanax JjiedeHus. [1pyu HeKOTopbIxX
3a00JIeBaHUSsIX, TAKUX KaK JIeMKO3bl (TP HUX CBOM COO-
CTBEHHBI KOCTHBI MO3T IMOPaXXeH), TPUMEHSIETCS IOHOP-
CKHWI1 KOCTHBI MO3T, TpY JPYTUX, HATIPUMED TIPU MeILyJI-
JiobslactoMe  (3JIOKaYeCTBEHHAsl OIMyXOJb LIEHTPaIbHOMN
HEPBHOI CUCTEMBI) Y JIeTeii, — ayTOJIOTMUHbIIA.

TpaHcrnaHTalMs OT JOHOpa MMEET MpeuMyllecTBa
B TOM, YTO TpPaHCIUIAHTHUPYEMbIii Marepual CBOOOJEH
OT 3JI0KaueCTBeHHbIX KjeToK. Kpome Toro, B ompene-
JICHHOM TIPOLIEHTE cllyyaeB HaOJtonaeTcst Takoi 3 dexT,
Kak TpaHCILJIaHTaT TpOTUB omnyxoiu. OH CBsS3aH C TeM,
YTO Jaxe XOpOIIO TMOJO00paHHBIH KOCTHBI MO3T BOC-
MPUHUMAET OpPraHM3M XO3sIMHA KaK Yy>XEpOJHBIH W,
KakK pe3yJbTaT, YHUUTOXAET OCTaBIIMECS B OpraHuU3Me
MauueHTa 3J10KauyecTBeHHbIe KieTKh. OOpaTHasi «CTo-
poOHa MeJajau» 3aKJI04YaeTcsl B TOM, YTO KOCTHBIM MO3T
JIOHOpAa BOCHPUHMMAET BeChb OpraHM3M IalreHTa
KakK 4y>XepOJHbIi, B pe3yJibTaTe 4ero pa3BUBAETCsI peak-
LIUST «TPAHCIUIAHTAT IIPOTUB X03sd1Ha» [6, 7, 10].

Bce coBpemeHHblE TpUKIAgHBIE M KIMHUYE-
cKMe ucciieqoBaHus B nocienHue 20 JieT HarpaBJieHbI
Ha pelleHne pooJieMbl MAKCUMAJTbHOTO UCITOIb30BaHMS
MOTeHILIMA/Ia TEXHOJOTUM TPAHCIJIAHTAIIMU C TOYKU 3pe-
HUSI KOHTPOJIS 3a 3a00JIeBAHMEM U YMEHBbILIEHUS T000Y-
HBIX 3(P@dEKTOB, CBSI3aHHBIX KaK C XMMUOTeparuei,
TaKk 4 ¢ mpobjeMamMu coBMecTuMocTu. [lpu 3TOM moka-
3aHO, YTO YeM JIy4llle KOCTHBII MO3T JOHOpa COBMECTUM
C KOCTHBIM MO3TOM TallMeHTa, TEM BbIlIE BEPOSITHOCTh
pa3BUTUSI peluauBa y rociieaHero. bosbiioro BHUMa-
HUS 3aCJy>KMBAlOT pa3jIMYHbIE U3yvyaeMble ITOAXO[IbI,
Cpeay KOTOPBIX BBIICJISIIOT METOIbl MAHUMYJISILIUU C KJIe-
TOYHBIM MaTepuajioM, HalpaBJeHHble Ha BbIAEJICHUE
HanboJiee YUCTOM CTBOJIOBOM KJIETKM. DTO, 0€3yCIIOBHO,
CHUXAeT BEePOSITHOCTb Pa3BUTUSI peaKliMy TpaHCILJIaHTaT
MPOTUB XO35IMHA, HO, KaK TToKa3aJia MpakThKa, yBeJIUUM-
BaeT KOJIMUYECTBO PELUANBOB U 3aMeJISIET BOCCTAHOBJIE-
HUE UMMYHHOW CUCTEeMBI MalleHTa.

Benyrcs akTHBHBIE HUCCAEAOBAHUS T10 BBISBICHUIO
KJIETOYHBIX MOMYJISIIUI, KOTOpPbIe CIOCOOHBI OKa3bl-
BaThb MPOTUBOONYXOJEBbIN 2(hGhEKT, HaNpuMep, TaKuX,
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Kak nurorokcuvyeckue numponutsl, HK-xnerku, T-kap,
HK-xap knetku. Bmecre ¢ TeM HeoOxoamnma najibHenas
pa3paboTka METOAMK, IMO3BOJISIIOIIMX MPOBOIUTH aJlJIO-
TeHHYIO TpaHCIUIAHTalMIO OT OoJjiee IIMPOKOro Kpyra
noHOpoB. TakuM HampaBJeHUEM SIBJISIETCSl TpaHCILIaH-
Talusl JAETSIM CO 3JI0KAYeCTBEHHBIMM 3a00JIeBaHUSIMU
KOCTHOTro Mosra poauteiieit ¢ 50%-ii COBMECTUMOCTBIO.
OTa MeToauKa Jiokaszajia cBo 3(P(HEeKTUBHOCTb Y CAMOTO
HeOJIaronmpuUsITHOIO KOHTUHTEHTa OOJIbHBIX. BhI3mopoB-
JICHUE JIeTeil Mpu psiie 3JI0KaYeCTBEHHBIX HOBOOOpPa30-
BaHMI MIPU MPOBEACHUU UM TPAHCILJIAHTALUU OT POAUTE-
neit nocturaercst B 50% ciydaes [1, 13].

Okazajnoch, YTO B pa3BUTUM MHOTHX IMaTOJOTMYECKUX
coCTOsIHUM (3a00J1eBaHMIA, TIPOLIECCOB CTapeHUsl, pere-
Hepalru) CYLIECTBEHHYIO POJIb UTPAET HEAOCTATOYHOCTh
(YHKIIMOHMPOBAHHUSI CTBOJIOBBIX KJIETOK KPOBETBOPHOM
U UMMYHHOM cucTtembl. B cBS3M ¢ 3TuM OoJjibliioe 3Ha-
YeHue MPUoOPeTaroT MOAXOIbl, OCHOBAaHHbBIC HA pa3iny-
HBIX TEXHOJIOTUSIX MCITOJb30BaHUsI MX KaK MCXOTHOIO
cyocTpata. DT0 — IlepCOHMMUIIMPOBAHHAS KJICTOYHAS
Tepanusi, a He KJIETOYHbIe JIMHWUU, BbIpallleHHbIE B J1ab0-
paTopHbIX ycioBusx [5, 13, 15]. B 0ObIUHBIX yCTOBUSIX
KOJIMYECTBO reMOITO3TUYECKUX CTBOJIOBBIX KJIETOK B KOC-
THOM MoO3re KpaiiHe He3HauuTesbHoe. [Ipu momorn
MEIMIIMHCKUX TIPErnapaTroB, TaK Ha3bIBAEMbIX KOJOHME-
CTUMYJUPYIOIIUX (haKTOPOB, KOJIUYECTBO KJIETOK, MME-
IOIIMX Ha cBoel nmoBepxHocTr Mapkepsl CD34+, moxer
OBIThb CYIIIECTBEHHO YBEJIMYEHO B KOCTHOM MO3Te C BBIXO-
JIOM YacCTW KJIETOK B Iepudepudeckyro KpoBb. KieTku
MOJIy4aloT WJIKX U3 KOCTHOTO MO3Tra IyTeM MHOXECTBEH-
HBIX MYHKIWIA, WK U3 nepudepruieckoit KpoBU Ha cera-
paTope KpoBHU. 3aTeM KJIETKM IOCTyMnaroT B JiabopaTo-
pHI0, TJE OCYIIECTBIsIETCS] MX 00paboTKa B COOTBETCTBUH
C TIOCJENyIIIMMU 3a7a4aMyd IO MX MCIIOJb30BAHUIO
(ynajieHre HEHYXHbIX (Ppakiuii, HampuMep IPUTPOLIU-
TOB, JeJIEHWE Ha J103bl, MOArOTOBKA K 3aMOPO3KE U KPU-
OKOHcepBalus). Ha mx ocHoBe MOTYyT co3gaBaThCsl MHIM -
BUIyaJbHbIC, TaK Ha3blBaeMble JEHIPUTHBIC BaKIIUHBI
pa3HOll HaMpaBJIEHHOCTU JEWCTBUS B 3aBUCUMOCTHU
OT 3a00JieBaHUSI MTAllEHTA.

3aknovyeHune

Takum obGpaszom, cepbl TPUMEHEHNSI TEMOITO3THYE-
CKMX CTBOJIOBBIX KJIETOK B IOCJEAHME TOAbI CYIIECTBEHHO
paciMpwinch. [eMornoaTuyeckasi CTBoJIOBasl KjieTkKa —
ruiarpopma il MepcoHaIM3MPOBAHHONM Teparnuym MHO-
rux 3abosieBaHuit. [1pr 3TOM BO3MOXHO MPUTOTOBJICHNE
KJIETOYHBIX MperapaToB JIsi MACCOBOTO MCITOJIb30BaAHMSI.
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MoOXHO  BBIIEIUTH  CIEAYIOLIME  HalpaBieHUSI,
MpU  KOTOPBIX 3(M(OEKTUBHOCTh KJIETOYHBIX Iperapa-
TOB JI0OKa3aHa WJIM MUMEET CYyIIeCTBEHHOE OOOCHOBaHMUE.
B nepuaTtpum u AeTCKOM OHKOJOTUM KJIETOYHBIE TEXHO-
JIOTUM MOTYT MPUMEHSATBCS C 1EJbI0 YIyUIIeHHUs Tepe-
HOCMMOCTH XMMUOTEpAITU 1 JIyI4eBOI TepaIim, a TakxKe
JUTSI BOCCTAHOBJICHMSI TIOCJIE OKOHYAHUS JICUSHUS Y IeTeit
u B3pocibix. JlydeBast Tepamus, XWMHOTepamnus HaroT
CYIIECTBEHHBIN CIEKTP TMOOOYHBIX peakInil, Mellaro-
WX KaK TMPOBENCHUIO AalIbHEHUIIET0 CrielnpuIecKoro
JIedYeHUs1, TaK M BOCCTAHOBJICHWIO OpraHuW3Ma Iocse
OKOHYaHUs JiedeHUs. KieTku cobuparoTcss Ha paHHUX
aTarax JIedeHUs] WJIM JI0 €T0 Hayaja, 3aMOPakUBalOTCs
MOPLUMOHHO U UCITOJIB3YIOTCS Ha dTaIlax JIedeHUs (MeXIy
KypcaMy Teparnuu) W TOocJe OKOHYAHUS IIPOTrpPaMMBbI
JiedyeHust. DPGEKTUBHOCTh JaHHOTO MeToAa jJoKa3aHa
U MpUMEHSIeTCS TIPU TpaHCIUTaHTauuu 6osee 40 jiet.

Jpyroe BaxkHOE HampaBjleHHWe — WMMYHOTeparus
B BUIE MEePCOHU(PULINPOBAHHBIX IPOTUBOOITYXOJIEBBIX
(IEeHIPUTHBIX) BaKIIMH B COUETAHUM C OOYUEHHBIMU ayTO-
JIOTUIHBIMKU  TUMGOLMTAMU  [IJIT  TIOBBIIIEHUs 3¢ deK-
TUBHOCTH TIPOTpaMM JIeUeHUsI, HAIIpUMep TIPU OIMyXOJIsiX
IIHC, pake mnomkenymoyHOil Keje3bl. B HeBposoruu
KJIETOYHBIE TEXHOJOTMM MOTYT TPUMEHSThCS TIpH Jieue-
HUM TpaBMATUYECKON WIIIEeMUYeCKO OOJIe3HH Mo3ra
(BBeIeHUE KIJIETOK B JIMKBOPHYIO CHCTEMY TMallMeHTa),
HelipolereHepaTUBHBIX W ayTOMMMYHHBIX 3a00JIeBaHUIA,
TaKMX KaK PaCcCesTHHBIN CKJIepo3 (B cOYeTaHUU C MUMMY-
HOCYITPECCUBHOM XMMUOTEpaIieii), ¢ MCIOIb30BaHUEM
ayTOJIOTUYHBIX (ITePCOHM(PUIIMPOBAHBIX) BAaKLIMH, HAIIPaB-
JICHHBIX Ha TIOHABJICHUWE MAaTOJOTMUECKUX WMMYHHBIX
peakIInii, a TakKe y TTalMeHTOB C IETCKUM LiepeOpaTbHBIM
napanudoM. [lpn MHQEKIMOHHBIX 3a00JIeBaHUSIX JTOKa-
3aHa 3P @PEKTUBHOCTb ayTOJOTMYHBIX KJIETOYHBIX BaKILIMH
NP PeLMIMBUPYIOIIEH TepIIeTHUeCKON MH(MEKIUK (Ha 9Ty
TexHoJioruIo nMmeeTcs nmateHT PD) [16]. Me3eHXxuMaIbHbIE
CTBOJIOBBIE KJIETKM UCTIOJIB3YIOTCS ISl KYITUPOBaHUS BOC-
MaJIUTETBHBIX PEAKIINi U pereHepaiuy MopaXkeHHbIX Opra-
HOB, a TAKXKe CITyKaT «OMOJIOTMUECKOM CTPAaXOBKOif», B TOM
yucie B ciydae anuaeMmuit. OnHUM U3 HanboJjiee MHTepec-
HBIX HaTIPaBJICHUII SIBJIETCS «OMOJIOTMUECKast CTPAXOBKay,
YTO OCOOEHHO aKTyaJIbHO B YCIIOBUSIX MTAHICMUIA.

CrnieyeT OTMETHUTD, UTO BCE TEePEeYMCICHHbIE TEXHOJIO-
MU UCTIOJB3YIOTCSI B MEAMIIMHCKOM TTPAKTUKE B TEUCHUE
MHOTHX JIET, TOKa3ajii CBOIO 3(PMEeKTUBHOCTL U Oe30I1ac-
HocTh. KiieTouHast Teparvst TakKe TpeiCTaBIIsieT TIpeaMeT
M3Y4eHUST ¥ TIPUMEHEHUsI TIPU IIIMPOKOM CIIeKTpe 3aboste-
BaHMIA B BEAYIIIMX MHHOBALIMOHHBIX KJTMHUKAX 32 PYyOEXKOM.
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BHyTpH:KeJIy104KOBbI€ KPOBOM3IMSHUSA Y ITyOOKOHEIOHOIEHHBIX HOBOPOXK/I€HHbIX:
NpeAUKTOPbI PA3BUTHS

O.11. Capwiesa, E.B. IIpouenko, JI.B. Kyauoa

®rbY «MBaHOBCKNIN HAYYHO-UCCNEA0BATENbCKUI MHCTUTYT MaTepuHCTBa 1 AeTcTea M. B.H. lopoakosa»
MwuHsgpasa Poccumn, MiBaHoBO, Poccus

Intraventricular hemorrhages in premature newborns: predictors of development

O.P. Saryieva, E.V. Protsenko, L.V. Kulida

Gorodkov Ivanovo Research Institute of Maternity and Childhood, Ivanovo, Russia

BHyTpHKeIy104KOBO€E, MJIM MHTPABEHTPUKY.ISIPHOE, KDOBOM3JIMSHIE — HAHO0J1ee PACTIPOCTPAHEHHBII THII IOBPEKIAEHUS F'0JJOBHOTO
MO3ra y HOBOPOXKIEHHBIX C IKCTPEMAJIbHO HU3KOIi M 04eHb HU3KOI Maccoii Tesia. OCHOBHBIM HCTOYHHMKOM KPOBOM3JIMSIHUSA Y IIy00-
KOHE/IOHOIEHHBIX CJYKAT COCYIbl BEHTPHKY/ISIPHOW NepMHHATHBHOI 30HBI MJIM 3apPO/BIIEBOr0 MAaTPUKCa. BHyTpIKey104KOBbIE
KPOBOM3JIMSIHUS 00YCJIOBJIEHbI MHOTUMH (hakTOpamMu, KOTOpPbIe COIACHO COBPEMEHHBIM B3IIsAAAM, KJIACCU(UIMPYIOTCS HA aHTe-,
WHTPa- U MocTHATATbHbIe. Hanbosee BaxkHble cpefi HIX — BHYTPHYTPOOHAsI HH(EKINS, CTIOCOOHAS OKA3bIBATH MPSIMOE U OMO-
cpeoBaHHOE BO3JEiiCTBHE HA He3pesble CTPYKTYPbI IOJOBHOTO MO3ra IUIO/A, CONMYTCTBYIOMIAS MATOJOTHS CepPAeYHO-COCYUCTOI
cHCTeMbI Y MaTepH, OCJI0KHEeHUs1 0epeMEeHHOCTH 1 PO/IoB (OTCJIOMKA MJIALEHTbI, CTPEMHUTEIbHbIE POIbl, XPOHUYECKAS IIALleHTAPHAS
HEJ0CTATOYHOCTD), HAPYIIEHUSI KOATY/ISIMM B COYETAHUM C HE3PEJIOCTBIO CHCTEMbI TeMOCTa3a, a TAKXKe MATOJIOTHsI OPTaHOB Cep-
JIeYHO-COCYIMCTOM W IbIXaTeIbHON CHCTeM HOBOPOXKIEHHBIX. IIpeMKTOPbI BHYTPHKETYA0YKOBOTO KPOBOU3JIUSAHUSA Y ITyOOKOHE-
JOHOINEHHBIX HOBOPOJKIEHHBIX (T€HETHYECKHE, FeMOCTA3HO0JIOTHIeCKHe, MOPGOIOrHIecKre) TPeOYIOT JabHeiiero yriy0JeHHOro
U3yYeHHsl, AHAJI3A U ONTUMHU3AINH IPUMEHEHHs C 1ebI0 NPOGHIAKTHKH U CHUZKEHHS 3200/1€BaeMOCTH.

Karouesvie caosa: enybokonedoHoueble HOBOPONCOeHHbIE, BHYMPUNCEAYOOHK080E KPOBOU3AUSHUE, NPEOUKMOPbL PA38UMUsL, aKmopbl
pucka.

Ansa untupoBanus: Capsiesa O.[1., MpoueHko E.B., Kynvaa J1.B. BHyTpuxXenya04KoBbI€ KPOBOU3INSHUS Y 71lyOOKOHEAO0HOLLEHHbIX HOBOPO-
XKAEHHbIX: MPEANKTOPbLI Pas3BuTns. Poc BecTH nepuHaron v neauatp 2022; 67:(3): 11-17. DOI: 10.21508/1027-4065-2022-67-3-11-17

Intraventricular hemorrhage is the most common type of brain damage in infants with extremely low and very low body weight.
The main source of intraventricular hemorrhages in premature infants are the vessels of the ventricular germinal zone, or germ
matrix. Intraventricular hemorrhages are caused by many risk factors. The current concept is that predictors of development are
classified into ante-, intra- and postnatal. The most significant among them is intrauterine infection, which can have a direct and
indirect effect on the immature structures of the fetal brain. Also of great importance are the concomitant pathology of the cardio-
vascular system in the mother and complications of pregnancy and childbirth (placental abruption, rapid delivery, chronic placental
insufficiency). On the part of the newborn, coagulation disorders in combination with immaturity of the hemostatic system, as well
as pathology of the cardiovascular and respiratory systems are important. Predictors of intraventricular hemorrhages in premature
infants (genetic, hemostasiological, morphological), require further study, analysis, and optimization of application in order to pre-
vent and reduce the incidence of intraventricular hemorrhages.

Key words: Premature newborns, intraventricular hemorrhage, predictors of development, risk factors.
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HOBOpO)K,Z[eHHI)Ie C DKCTpeMaJIbHO HU3KOU M OYCHb
HU3KOM Maccoil Teja IpU POXICHUU SIBISIIOTCS
GU3MOIOrMYEeCKU HE3peIbIMU, B CBSI3U C YEM IIOABEP-
JK€HbI TIOBPEXICHMIO MHOTMMM, B IIEPBYIO oOuepeib
HUIIEMUYECKHU-TUIIOKCUYeCKUMU  (pakTopamu. HaubGo-
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Jiee pacIpOCTPaHEHHBIM THUIT TOBPEXIECHUSI TOJOBHOTO
MO3ra y TakKux JIeTeii — HeTpaBMaTU4eCKOe BHYTPUXKeE-
JIyTOYKOBOE, WJIM UHTPABEHTPUKYJISIPHOE, KPOBOMU3JIHUSI-
Hue (kog MKB-10: P52). YacTtora BOSHUKHOBEHMUST BHY-
TPUXKETYTOUYKOBBIX KPOBOMU3IUSIHUI Y HOBOPOXKICHHBIX
¢ Maccoii Tena <1500 r kone6aercs ot 25 mo 45% [1]. Buy-
TPUXKEJTYIOUKOBOE KPOBOM3JIUSIHUE Y TJTYyOOKOHEIOHOIIIEH-
HbIX MOXET MPUBECTU K TAKUM CEPbE3HBIM OCJIOKHEHUSIM,
Kak ruapouedanis, AETCKUI liepeOpabHbIi Mapaiund,
MOBEJICHYECKHUE PACCTPOMCTBA, YMCTBEHHAsl OTCTAJIOCTh
U JAaxe K CMEPTEJIbHOMY MCXOMy. JIeTaIbHOCTb, 110 JaHHBIM
E.A. Christian 1 coaBt. (2016) [2], mpu TsoKeabIx (popmax
BHYTPIZKEJTYIOYKOBBIX KpOBOM3IMsSIHUI nocturaeT 40%.

B mnocnenHue roabl IMOCTOSIHHO TOBBIIIAIOIIUIACS
YPOBEHb MEIWIIMHBI CITIOCOOCTBYET YBEIWYEHUIO BbIXKU-
BaeMOCTH IJIyOOKOHEIOHOILIEHHBIX JeTeil U  TOSIB-
JICHUI0O TEHJEHUMWM K CHUXEHMIO YacTOThbl pPa3BUTHUS
Y HUX BHYTPMKETYJIOYKOBBIX KPOBOMBIUSIHUMI. OnHaKO
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CMEPTHOCTb OT TSIKEIbIX BHYTPUXKEITYIOYKOBBIX KpO-
BOMB3JUSIHUI CYIIECTBEHHO HE M3MEHWIAach, a TaKue
OCJIOKHEHMSI, KaK JEeTCKMI liepeOpalibHbIN Tapaiud,
3a/iepKKa TMCUXUUYECKOTO pa3BUTUS, HApYILICHUS 3peHUsI,
TYrOyXOCTb TPOIOJIXKAIOT CYIIECTBOBATh B OJTOCPOYHOI
nepcrnekTuse. BepositHO, OMHMM U3 BaXHEHIINX (paKTO-
POB, CIIOCOOCTBYIOIIMX Pa3BUTHUIO WHBAIMIM3UPYIOIINX
TICUXOHEBPOJIOTMYECKUX HAPYIIEHUI Y HOBOPOXKIEHHBIX
C BHYTPHWXKENTYIOYKOBBIMU KPOBOUBIUSHUSIMU, CITYKUAT
HapyuieHue 1uddepeHIIMPOBKY U CO3PEBAHUST CTPYKTYP
LIEHTpaJIbHOW HEPBHOI CUCTEMHI |3, 4].

HecMoTrpsi Ha MHOrO4uMCJIeHHbIE Hay4dHble pabOThI,
MOCBSIICHHbIE MTAaHHOW Ipo0siemMe, ee aKTyaJlbHOCTb
HE CHMXAeTCsl He TOJIbKO B Hallleil CTpaHe, HO U BO BCEM
MMpE, YTO MOXET OBITh CBSI3aHO C OTCYTCTBUEM 3(PdeK-
TUBHBIX METOAOB MNMPOMUIAKTUKM, JIEYEHUS U YMEHb-
IIeHUsI HeOJAaronmpusTHBIX TMOCJIEACTBUI BHYTPMXE-
JIyIOYKOBBIX  KpoBousnusiHuit  [5].  [Ipodunakrrka
WHBAIMIU3UPYIOLIUX HEBPOJOTMYECKUX PaCCTPOMCTB,
00YCJIOBJIEHHBIX BHYTPUXKEIYTOYKOBBIMUA KPOBOM3JIMSI-
HUSMU, JTMOO0 YMEHbIIIEHHEe CYMMapHOTO OpeMeHU TaKo-
BbIX y MALIMEHTOB 3aBUCSIT OT TOTO, HACKOJBKO TTyOOKO
MU3y4YEHbI STUOJIOTMYECKHUE U TTATOreHETUIECKNE aCTIeKThI
YKa3aHHOW TaTOJIOTMM W B TIEPBYIO Ouyepeab IpeauK-
TOpPBI, Wik (haKTOPhI pHUCKa, aHAIU3 KOTOPBIX CTaJl LIEJbIO
HaITMCaHMs HACTOsIIet 0030pHOIT CTAThH.

[lInpokoe ucronab30BaHUE YIBTPAa3ByKOBOTO HCCIIe-
JIOBaHMSI TOJOBHOTO MO3ra — HelpocoHorpadpum —
MO3BOJIMJIO BBIIEIUTh aHTe-, UHTPa- U MOCTHATaJbHbIC
(hakTOpbl pUCKa BHYTPUKEITYTOUKOBBIX KPOBOUIIUSHUI
1 YTOUYHUTD BpeMsI BOSHUKHOBEHMUSI 0YaroB MOBPEKIACHUS
MO3TOBOI TapeHXMMbI, a IPUMEHEHUE MarHUTHO-pPEe30-
HaHCHOI ToMorpacuu — IeTaan3upoBaTh TONOrpaduio
U pa3Mepbl BHYTPUXKEYTOUYKOBBIX KPOBOUBJIUSIHUIM,
IMAarHOCTUPOBATh COMYTCTBYIOIIME W3MEHEHMSI Belle-
CTBa TOJIOBHOTO MO3Ta U acCOLMMPOBAHHBIE MO3KEYKO-
Bble KpoBOM3IUsIHUS. Bee aT0 11o3BosIsIeT pa3pabaTbiBaTh
HOBBIE TIOXO/IbI K ajIbHEMIIIeMy CHUXXEHUIO 3a00/1eBae-
MOCTH BHYTPUKETYA0UKOBBIMU KPOBOU3IUSHUSIMU.

Cpenu aHTeHaTaJbHBIX (haKTOPOB pHUCKa pean3a-
LIMM  BHYTPMIKEJYAOUKOBBIX KPOBOU3JIUSHUI 0co0ast
poJb OTBemeHa BHYTpUyTpoOHOI mHdekuun. [locuen-
Hss, 1o maHHbIM A. Farr (2015) [6], cayXuT omHUM
U3 TIPEAUKTOPOB MPEXIEBPEMEHHBIX POIOB, OOHAPYXU-
Basicb B 40% TakoBbIX. B3anMOCBSI3b BHYTPUYTPOOHOI
MHOEKUUU U BHYTPUIKEITYJOUYKOBOTO KPOBOU3JIMUSIHUS
MOATBEPX/IeHAa HayYHBIMU MCCJIEIOBAaHUSIMU: YCTAHOB-
JIEHO, YTO BOCHAJIEHUE MOXET CIOCOOCTBOBATh BO3HUK-
HOBEHMIO KPOBOUBJIMSIHWS 4epe3 TOBbIIIEHUE YPOBHSI
MOTpedJIeHNST KUCTIOPO/Ia TOJIOBHBIM MO3IOM, TTOBpEXK/ie-
HUe remMarosHuedanTnueckoro 0apbepa M aKTUBALIUIO
nuMMyHHoro otBeTta [7—10]. OGocHOBaHHasI THMCTOJIO-
rMYeCKM M OMOXMMMYECKU BHYTPUYTPOOHasi WHDEK-
1M1 TIOBBILLIAET PUCK PA3BUTHS BHYTPUKETYIO0YKOBOIO
KPOBOUBIUSHUS Yy TJIyOOKOHEIOHOIIEHHbBIX, OCOOEHHO
B COYETAaHWM C TTOCTHATAJbHBIM PECUPATOPHBIM IHC-
Tpecc-cuHapomomM [11, 12]. BbisiBieHHass Koppensiius
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MEXIy XOPMOAMHUOHMTOM, ITOBBIIIEHHOW KOHIEHTpa-
LIMeil BOCTIAIUTENbHBIX IMTOKUHOB IyMTOBUHHON KPOBU
W HapylIeHUSIMU CUCTEMHON M liepeOpasbHON TreMOomau-
HaMMKU y HEIOHOIIEHHBIX IOATBEPANUIIA MPEINOoIoXKe-
HHUE O TOM, YTO LIUTOKMHACCOLMMPOBAHHBIC CUCTEMHBIE
HapyIlIeHUs TeMOAMHAMUKN Ha (hOHE XOPUOAMHUOHUTA
npeapacriojiaraloT TJIyOOKOHEJIOHOIIEHHBIX HOBOPOX-
JNIEHHBIX K TIepUHATAJIbHBIM ITOBPEXICHUSIM TOJJOBHOTO
moara [13]. [To nanubim N. Khosravi (2017) [14], noBbI-
IIEHHBINM ypOBeHb WHTEPJEHKNUHA-6 U 3PUTPOITOSTUHA
B MYNOBUHHON KPOBU CIYXUT MPEAUKTOPOM BHYTPU-
JKEJTYIOYKOBOTO KPOBOMBIUSHUS Y IETe, POIUBIINXCS
no 28 Hex recranuu. JlmarHocTrka CUCTEMHOIO BOCIIa-
JICHUSI TIO3BOJISIET OTIPENEIUTh MOTPEOHOCTh B TIPOTHUBO-
BOCTIAJIMTEILHOM CTpaTeruu JUIsl peloTBpalleHus 1iepe-
OpajbHOI MaTOJIOTHMH.

Kpome Toro, mnpeauKTopaMM BHYTPHIKETYIOYKO-
BOTO KPOBOM3JIMSHUSI B aHTEHATaJbHOM TEPUONE CIIy-
JKaT COMYTCTBYIOIIME 3a00JieBaHUSI MaTepu, OCOOEHHO
CepACUYHO-COCYIUCTasl W SHIOKPUHHAs  MaTOJIOTUU
(runepToHuyeckasi 00J€3Hb, OXMPEHMUE, TaTOJIOTHs
LIMTOBUIHOM XeJie3bl), a TaK XK€ OCJIIOKHEHUSI OepeMeH-
HOCTU — TIpE3KJIaMIICHsl, Yyrpo3a IpepbiBaHus U (HeTo-
TuIalieHTapHasl HeiocTaTouyHOCTh. CoriacHO pe3ysibraTaM
uccinenoanuii C.A. Tynukosoii (2014) [15] cymecTByeT
KOppEeJSIIUST MEXIY BHYTPMXKEJyTOYKOBBIMU KPOBOM3-
JIUSTHUSIMU Y TJTYOOKOHEOHOIIEHHBIX HOBOPOXKICHHBIX
U HEKOTOPBIMU MOP(POJOTMUECKMMU OCOOEHHOCTIMU
miatneHThl. K TaKoBBIM OTHOCSITCSI BbIpaXKeHHOE HECOo-
OTBETCTBUE 3PEJIOCTM BOPCUH XOPUOHA TeCTallMOHHOMY
CpPOKY, HapylleHUsi KpOBOTOKa B CHUCTeMe MaTb—IUla-
LIEHTa—IJIOA B BUJAE CTa30B, TPOMOO30B, MH(APKTOB,
a TaKXKe YCUJIEHHOE OTJIoKeHUe (hMOpUHOMIA B TUIALICHTE
¢ (hopmupoBaHueM adyHKIIMOHAIbHBIX 30H. [locienHee,
M0 MHEHHUIO aBTOPOB, SIBJISIETCS OTOOpa)KEHWEM TOBBI-
IIEHHOTO BbIOpoca (deTasbHOro (GUOPOHEKTUHA, IIpel-
LIECTBYIOILIETO TPEXIEBPEMEHHBIM pOJaM B KayecTBe
anarTUBHO-KOMIIEHCATOPHOIO TIpoliecca, HE JOCTHUT-
1IeTO MoJIoXuTeabHOTrO 3dhdekTa. K BaxkHelmmm nHTpa-
HaTaJbHBIM (DaKTOpaM pHUCKA Pa3BUTHS BHYTPYKETY-
JIOYKOBBIX KPOBOUBIUSIHUI Y TJIyOOKOHETOHOIIEHHBIX
OTHOCSITCS OTCJIOMKA TUIALIEHTHl M pa3BUTUE CHUHIApOMa
JNIMCCEMUMHUPOBAHHOTO BHYTPHUCOCYIMCTOTO CBEpPThIBa-
Hus KpoBU y Matepu. CoriacHO pesyJibTaTaM UCCie10Ba-
nuit T.C. TTomneBckux u coanT. (2013) [16] k «MaTepuH-
CKHMM» TIPEAUKTOPaM Pa3BUTHSI BHYTPUKEITYIOYKOBOTO
KPOBOUBJIUSHUSI OTHOCSAT OCJIOXHEHUSI OepeMEeHHOCTH
(yrposy TmipepbIBaHUsI, MPEIKIAMIICUIO, TIIALlEHTaApHYIO
HEIOCTaTOYHOCTh) U poOB (C1aboCTh PONOBOIL NESTENb-
HOCTH, CTPEMUTEJIbHbIC WM ObICTPbIE PObI, Mpeaexa-
HUE TJIALEHTHI ¢ €€ MPEeXIeBPeMEHHON OTCIONKOI).

ITpoTBOPEUMBBIM OCTAETCSI MHEHUE CITeLIMAICTOB
B OTHOUIEHUM TNPOGUIAKTUUYECKON PO OrepaTuB-
HOTO pOJOpa3pellieHus], HapaBJIeHHOrO0 Ha CHUXEHUE
pYcKa BHYTPUXKEJyIOYKOBOTO KpOoBoM3IusiHUS. B pabdoTte
K. Haque u coasr. (2008) [17] moka3aHO, 4TO, HECMOTPSI
Ha COBPEMEHHYIO TEH/IEHIIMIO K pOoopa3pelieHUIo oepe-
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Capuiesa O.11. u coaém. BHYTpIKeTyNOUKOBbIE KPOBOUBMUSIHUS Y TITyOOKOHETOHOIIEHHBIX HOBOPOXKIEHHBIX: TIPEANKTOPDI PA3BUTHUS

MEHHBIX C TeCTAllMOHHBIM CPOKOM MeHee 32 Hell IyTeM
orepalMy KecapeBa CeyeHus, He OOHapyXeHa CBs3b
MEXIy OIepaTUBHBIM pOOpa3pellieHueM, ¢ OJHON CTO-
POHBI, U CHUKEHUEM CMEPTHOCTH M HEBPOJOTUYECKOM
WHBAJIMIM3AIUU TJTyOOKOHEIOHOIIEHHBIX HOBOPOX/IEH-
HBIX, ¢ Apyroi. Ha ocHoBaHMM 3TOTO OBLI CleIaH BBIBO/L
0 HeOoOXOOUMOCTM BbIOOpa cIocoba pomopaspelie-
HUST TI0 MAaTEPUHCKUM TToKa3zaHusiM. OJIHAKO HelaaBHUE
WCCIeIOBaHMUsI, TIPOBEJCHHBIE HEMEIKUMU YYEHBIMU,
1Mokasajy, 4TO TUIAHOBOE KecapeBO CEYEHMUE acCOIMU-
pyeTcsl cO 3HAYUTEJbHBIM CHIKEHMEM PUCKa Pa3BUTHS
BHYTPIIKETYIOYKOBOTO KPOBOMBIUSAHUS Y TIyOOKOHE-
JIOHOIIEHHBIX 10 CPAaBHEHUIO ¢ BarHAJIBHBIMU POIaMU
M 9KCTPEHHBIM KecapeBbIM ceueHneM |18, 19].

AHanM3 pucKa peaau3alid BHYTPUXKETYIOYKOBOTO
KPOBOMBJIUSIHUSA Y TJIyOOKOHETOHOIIEHHBIX HOBOPOXK-
JIEHHBIX TTOKa3aJ1 HAaMOOJIbIIIYIO 3HAYMMOCTh ITOCTHATATb-
HBIX (PAKTOPOB, YYUTHIBAsI, UTO OOJBIIMHCTBO HETPaB-
MaTUYECKUX BHYTPYIKETYIOYKOBBIX  KPOBOM3IUSTHUIA
peanusyeTcsi MMEHHO mociie poxaeHus. Cuurtaercs,
YTO HApyLICHMUS] KOaryJsiliuu, Hapsily ¢ He3pesoCTbio
CHCTEMBI TeMOCTa3a, CIyXXaT OCHOBHBIMU (aKTOpaMu,
CITOCOOCTBYIOIIIMMU  Pa3BUTHIO BHYTPUXKETYIOYKOBOTO
KPOBOM3JIUSIHUSA, a KIIIOYEBBIMU AeTEPMUHAHTAMU MOTYT
ObITh BUTAMMH K-3aBUCUMBII TTyTh KOATryJIsSIIUA U CHU-
>keHre BUTaMUH K-3aBUCUMOI aKTUBHOCTHM ITPOTPOM-
OuHa, 3¢h@eKT KOTOPBIX YCUJIMBAETCS COCYIIECTBYIO-
UMW TepuHaTAIbHBIMU hakTopamMu pucka [20—22].
N xota omyb6auMKoBaHbI pe3yJbTaThl UCCICIOBAHMIMA,
MoKas3aBlliMe TOJIb3y aHTEHATaJbHOTO BBEIECHHUS Oepe-
MeHHbIM BuTaMuHa K ¢ npodunaktruyeckoii ueabto, ecTh
U Ipyrue paboThl, JOKa3bIBAIOIIUE, YTO MOJ0OHAs TaK-
THKa HE OKa3bIBaeT CYIIECTBEHHOTO BJIMSIHWS Ha 3a00-
JIEBa€MOCTb BHYTPVIKETYTOUKOBBIMU KPOBOM3TUSTHUSIMU
y INIyOOKOHEIOHOIIeHHBIX neteil [23, 24]. Kpome Toro,
Y HOBOPOXXJIEHHBIX C 9KCTPEMAIILHO HU3KOW Maccou Tena
U BHYTPVKETYIOYKOBBIM KPOBOM3JIUSIHUEM BBISBICHBI
HU3KHE (PYHKIIMOHAIbHBIE XapaKTePUCTUKKU TPOMOOLIM-
TOB:. YIJWHEHUE aKTUBUPOBAHHOTO YaCTUYHOTO TPOM-
OOTUTACTUHOBOTO BPEMEHM U CHIDKEHME arperalilmoOHHON
aKTUBHOCTU TpoMOo1uTOB ¢ AJI® 1 KoymareHoM [25].

Poxxnenne pebGeHKa BHE IlepMHATaJIbHOIO IIEHTpa
C TMocjenymlleil TpaHCIOPTUPOBKOW B Memaydpexie-
HHUE TaKXXe CBA3aHO C BBICOKOW YacTOTO pa3BUTUS
BHYTPUKEITYTOYKOBBIX KPOBOU3IUSHUI Y TIYOOKOHE-
JIOHOIIEHHBIX, YTO, BEPOSITHO, OOYCJIOBJEHO OTCPO-
YUBAHUEM  BBICOKOTEXHOJOTMYHON  MEIUIIMHCKOMN
nomoiu [26, 27]. JaHHble JUTEpaTypbl O BIUSHUU
OTCPOUYEHHOTO TepeXaThsl MYIMOBUHBI Ha YaCTOTY BO3-
HUKHOBEHUSI BHYTPMIKETYIOUYKOBOTO KPOBOM3IUSTHUS
y TJIyOOKOHEAOHOIIEHHBIX TakKXe MPOTUBOPEUYUBHI.
BrnepBbie mosioxxuTenbHbli 3(h@GeKT 3TO MaHUMYASIIIN
JUIST IPOMUIAKTUKYA BHYTPYIKETYTOYKOBBIX KPOBOM3IIH-
sauit otmetua J.S. Mercer (2006) [28], cooGIIMBIINIA,
YTO YacTOTa Pa3BUTHUSI BHYTPHIKETYIOUYKOBOTO KPOBO-
U3JUSTHUST B TPYIIIIE HOBOPOXKACHHBIX C OTCPOUYCHHBIM
nepexatreM coctaBwia 14% npotuB 36% B rpymiie

panHero mepexatusi. OOHAKO B CUCTEeMaTUUYECKOM
o63ope H. Rabe u coast. (2008) [29] He npeacTaBiaeHO
CTaTUCTUYECKN 3HAYMMBIX MEXTPYIIIOBBIX pPa3Induii
MO MJIaJIeHYECKOI CMEPTHOCTU 1 3a00J1IeBAEMOCTHU BHY-
TPYIKETYTOYKOBBIMU KPOBOUBIMUSAHUAMU, 32 UCKITIOUE-
HUEM BHYTPMXEIYJA0UKOBBIX KpoBomsnusiHuii 111 cre-
neHu. B OTHOLIEHWM TIOCIAEIHUX TIpeIroJaraeTcs,
YTO TMOJIOXUTEIbHBIN 3(h(HEKT OTCPOUSHHOTO Mepexka-
TUS TIyTIOYHOTO KaHaTHKa OOYCJIOBJEH TOCEAYIOIIUM
YBeJIMYEHUEM TOTOKAa KPOBM B BEpXHEH IOJION BeHe.
HenaBHee uccienoBaHue, B KOTOPOE ObLIM BKJIIOUEHBI
1566 HeaOHOIIEHHBIX HOBOPOXICHHBIX C TeCTallMOH-
HBIM Bo3pacToM MeHee 30 Hel, He BBISIBUJIO pa3induii
10 PUCKY Pa3BUTHUS BHYTPUKEITYTOIKOBOTO KPOBOU3IH -
ssHusT Mexny paHHuM (<10 ¢) m orcpodyeHHBIM (>60 ¢)
rnepexaTrem ImynoyHoro KaHatuka [30].

B nponoskeHue ciaeayer OTMETUTh, 4YTO OLIEHKa
KPOBOTOKa B BEpXHEWl IOJION BeHE B TeUEHME IEPBBIX
HECKOJIbKMX 4YacoB IIOCJIe POXICHUs WH(hOpMaTUBHA
B OTHOIIeHUM LiepeOpanbHoi nepdy3um [31]. ITo mHe-
HUIO OJHUX AaBTOPOB, HU3KUI KPOBOTOK B BepXHE
MMOJIO BeHe B TeUeHMe MepBBIX 24 4 Tociie POKIACHUS
MPEAIIeCTBYET Pa3BUTHIO BHYTPIIKETYIOYKOBOTO KPOBO-
W3JIUSTHUS, IPYTHe MCCIIeIOBATEIM HEe CUYMTAIOT JaHHbBIM
MmapaMeTp He3aBUCHUMBIM (PaKTOPOM pHCKa BHYTPYIKETY-
JIOYKOBBIX KPOBOU3MUSAHUM [32—34].

CepneyHo-JeroyHasi peaHMMalus B POJOBOM 3alie,
YBEJIMUEHME KOJIMYECTBA IMOMBITOK MHTYOAIIUH B POIMIIb-
HOM OT[IEJCHUU, POXICHUE AeTel MEeXAY IOJTYHOUYbIO
u 7:00 yrpa — Bce 3TO, N0 JaHHBIM Pa3HBIX aBTOPOB,
BeIET K YBEJIMYCHUIO PHUCKA TSDKEIbIX BHYTPYKETY-
JIOYKOBBIX KpoBousnusiHuii [35—37]. TlepeuuciaeHHbIe
(aKThl 3aCTaBJISIOT 3aIyMaThCsl O HEOOXOAUMOCTHU OTITH -
MM3aLY peaHUMALIMOHHBIX MEPOTIPUSATHIA B LIEJIAX ITPO-
GUIAKTUKY ~ BHYTPUXKETYITOYKOBBI  KPOBOM3IUSHUIMA
Y IJTyOOKOHEIOHOIIEHHBIX HOBOPOXKICHHBIX.

CepneuHo-cocyarcTasi maToJIorus, IMarHOCTUPOBAH-
Hasg B paHHEM HEOHATaJIbHOM TIEPHMOIE, TaKXKe CIYXKUT
¢dakTOpoM pHCKa peaiu3alliv BHYTPUXKETYIOUYKOBOTO
KpoBom3ausgHus. KojebaHWsT BHYTPHUCOCYIMCTOTO IaB-
JIEHUSI CTIOCOOCTBYIOT Pa3pbIBY «HE3PEOW COCYIUCTOU
CeTH» BEHTPUKYJISIPHON FepMUHATUBHOM 30HBI BO BpeMsI
penepdy3un nocie nepuona runotronuu [38]. Ilo man-
HeiMm K. Faust (2015) [39], runoreH3us, TpeOymolias
WHOTPOITHOM TOJIEPXKKM, ITOBBIIIAET PUCK Pa3BUTHS
BHYTPIKETYIOYKOBOTO KPOBOUBJIMSIHUS Y KpaiiHe Helo-
HOILEHHBIX JeTeil (<28 Henm recrauuu). YCTaHOBIJIEHO,
YTO OTBETHAsl peakivs Ha JOTIaMUH B BUJE TOBBIIIE-
HUS cpefHero aprepuaibHoro aasiaeHust (>10 MM pT.cT.)
CBSI3aHA CO CHWXXEHUEM pHCKa BHYTPUIKEITYIOUYKOBBIX
KPOBOM3JIUSHUI, B TO BpeMsl KaK OTCYTCTBHME peak-
UM Ha JOMaMWH YBEJIWYMBaeT pUCK uX pasputus [40].
IMocnenHue nccnenoBaHus MoKas3aiu, YTO JIEUEHUE TUTIO-
TEH3UM C TTIOMOIIbIO KATEXOJAaMUHOB Y HOBOPOKIEHHBIX
recTallMOHHOTO Bo3pacTa MeHee 32 Hejl acCOLMUPYETCs
C BBICOKOH 3a00JIeBa€MOCTbIO BHYTPUXKEIYI0YKOBBIMU
KpoBoM3IustHUAMU [19, 26].
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Cuunraetcst, 4YTO pecrupaTopHble (haKTOphI, HapsIy
C CepIeYHO-COCYAUCTHIMM, WMEIOT BaKHOE 3HaYeHUE
B Pa3BUTUU BHYTPUXKETYIOYKOBOTO KPOBOUBIUSHUS
y TIyOOKOHETOHOIIEHHBIX B pPaHHEM HEOHATaJIbHOM
reprosie. YCOBEpLICHCTBOBAHUE METOIOB BEHTUJISIIUU
¢ IIMPOKUM MPUMEHEHEM HEMHBAa3WBHOM pecriupaTop-
Hoit nopepxxku (CPAP — constant positive airway pres-
sure, BiPAP — biphasic positive airway pressure) croco6-
CTBOBAJIO CHUIKEHUIO YaCTOThI PA3BUTHUS TSXKEJbIX (popM
BHYTPIIKETYIOYKOBBIX KPOBOMBIUSHUI Y TaKUX JCTEi.
MHoroleHTpoBoe KIMHUYECKOEe HCClieqoBaHue, IMpo-
BeJCHHOE Y HOBOPOXIECHHBIX C DKCTPEMallbHO HU3KOM
Maccoli Tejia, 0 OTHOIIEHUIO K KOTOPBIM MPUMEHSIIACh
cTpaTerusi paHHero BBeleHUs cypdakTaHTa 0e3 WHBa-
3uBHOM BeHTWIsiuMU Jierkux (LISA — less invasive sur-
factant application), nmoaTBepauao (akT yMEHbIICHUS
3200JIeBAEMOCTH BHYTPVIKEITYIOUYKOBBIMU KPOBOU3IIHS -
Husmu [41].

DIIEKTPOJUTHBIE  HApYIIEHWsI, BEPOSTHO, TaKXke
WTPAIOT POJIb B pealn3allii BHYTPYIKETYI0YKOBOTO KPO-
BOUBJIUSHUSI, TIOCKOJBKY BBICOKMI YpOBEHb HATpUsI
4acTo BCTpevyaeTcs y KpailHe HEeJOHOIIEHHBIX eTel,
OCOOCHHO TIOIBEPKEHHBIX PUCKY pPa3BUTUS BHYTPU-
SKEJTYTOYKOBBIX  KpoBouanusiHuii. [lostomy  rumep-
Hatpuemusi (>150 MMOJb/T), OCOOEHHO B COYETAHUU
C TMNEprJIMKeMUeH, onpeaesieHa KaK TPeANKTOp BHYTPH -
JKEJyIOYKOBOrO KpoBousnusiHust [42, 43]. Perpocriek-
TUBHOE MCCIIeIOBaHNEe, TIPOBEICHHOE Ha HEOObIION
BBIOOpKE TAIMEHTOB, H0KA3aJ0 HEOOXOAUMOCTh MOHU-
TOPUPOBAHUSI TAa30BOTO COCTaBa KPOBM JIeTeil C OYEHb
HM3KOM Maccoil Teyia TIpyu POKAECHUH, TIOCKOJIbKY THIIep-
KapOusi, COCOOCTBYIOLIASI YBEJUUEHUIO LIEPEOPATHLHOTO
KPOBOTOKA, MOXET MPUBECTU K (POPMUPOBAHUIO BHYTPU -
JKEJyIOYKOBOTO KpoBou3nusiHus [44]. pyrumu aBTO-
paMu MoKa3aHa OTpUIIaTeIbHasl POJIb TMIIOKApOUU B pa3-
BUTUM TICPUBEHTPUKYJSAPHBIX W BHYTPUKEITYIOYKOBBIX
KpoBouaaussHuii [45]. [To maHHBEIM HeTaBHO ITPOBEIESHHBIX
WCCIeIOBAaHUM, OMHUM M3 HaubOojee MH(GOPMATUBHBIX
MPEIUKTOPOB  BHYTPIIKEITYIOYKOBOTO  KPOBOUBIUSHUS
y HEIOHOIIEHHBIX HOBOPOXIEHHBIX CIYXXUT BBICOKMIA
YPOBEHb MAaTPUKCHON METa/UIONpPOTEHA3bl 9-TO THTa
B IUIa3Me MYTNOBUHHON KPOBU, BEPOSITHO, HA TOM OCHO-
BaHWM, YTO YKa3aHHBINA (PEPMEHT CIYXKUT PaHHUM MapKe-
POM TIOBPEXKICHNS TOJIOBHOTO MO3ra [46—48].

B mocneaHue tombl B JMTepaType OOJIbIIOE BHU-
MaHUe YIOeIseTCs] W3YYeHUI0 PO TeHETUYECKUX
(hakTOpOB B pa3sBUTUU BHYTPIIKEITYIOYKOBBIX KpPOBO-
usnusHuii. B pspge pabor 3apyOekHBIX uccienoBaTe-
JIell oTMedeHa posib TPOMOOMGUIUYECKMX HapylIeHU
y HOCHUTeNIeil HeTaTUBHBIX IOJMMOP(PU3MOB B TeHax
cucTeMbl TemocTasa u donatHoro umkia [49, 50]. Ipe-
JHUKTOPAMM TTOBBIIIIEHHOTO TPOMOOTE€HHOTO pHCKa CUM-
TalOTCA MyTallMy B reHax (akTopa CBepThIBAHUSI KPOBH
V (nmeitmeHckas wmyrtauwmsi, FV 1691A), mporpomOuHa
(FII 20210A) u depmeHra 5,10-meTuneHTETparuapo-
donar-penykrazel (MTHFR 677T). Tlomumopdusm
FV 1691G>A omnpenensieT TOBBIIMIEHHYIO YCTONYM-

OBb30Pbl JINTEPATYPbI

BoCTh (pakTOopa V K paclieruisironemMy AeiCTBUI0 TTPO-
terHa C, 4YTO CIIOCOOCTBYeT THUIIEPKOATYIISILIAM.
B nuteparype ecTb cBeneHUsI 00 accolMallu MeEXIy
HaJlMYMeM B TEHOTUIIE HEIOHOIIEHHOTO HOBOPOXK-
JIEHHOTO JICHJICHCKOM MyTallMu W aTUITUYHBIM BpeMe-
HEM pa3BUTHUSI BHYTPMIKEITYIOUKOBOTO KPOBOM3IUSHUS:
B aHTEHATaJIbHOM JIN0OO TO3JHEM TTOCTHATAJILHOM TIepH-
one [51]. [Tomumopduszm FII 20210A TpuBOIUT K TTOBHI-
IIEHHOM 3KCIPEeCCHy TeHa U, KaK CJIeACTBUE, U30BITOU-
HOM TIPOAYKIIMU MPOTPOMOMHA — OIHOTO M3 TJIABHBIX
KOMITOHEHTOB CBepThIBAIOLIEH CHCTEMBl KpoBW. MyTa-
My B reHax akrtopoB cBepTbiBaHus Il u V Hacnemy-
J0TCS IO QyTOCOMHO-IOMUHAHTHOMY THITY, B CBSI3M C YeM
WMEIOT HETaTMBHOE MPOSBICHUE W JMArHOCTUPYIOTCS,
Kak MpaBWIO, B TETEPO3UTOTHOM cocTosiHuu. HemaBHue
WCCJICIOBAHUS TTO3BOJIMIN YCTAHOBHUTh, YTO TEHOTHII
JKEHIIWH, UMEIOIINX IeTell ¢ TeMOopparndecKuMu Hapy-
MIEHWSIMH, JOCTOBEPHO HE OTJIMYACTCS 10 YaCTOTE BhISB-
JICHUSI HETaTUBHBIX MOJIUMOPGHBIX BapUAHTOB B IeHaXx
CHCTEMBI TEMOCTa3a OT TAKOBOTO y MaTepeid, METH KOTO-
PBIX HE MMEJIN TTOOO00HBIX HApyIIeHW [52].

BiausHue TeHeTMYeCKMX TOJUMOPMHBIX BapHUaH-
TOB Ha pa3BUTUE BHYTPUIKEIYIOYKOBOTO KPOBOU3JIM-
STHASL M3y4eHO I BUTaMMH K-3aBUCUMOI CUCTEMBI
CBepThIBAaHUS KpOBU. B HeOOJNBIIOM HCCIIeIOBaHUH,
npoBeneHHOM B Koropte M3 90 ryOOKOHEIOHOIIEH-
HBIX JeTe, N3ydaauch MOIMMOP@U3MbI B TeHaX, KOIU-
pYIOIIMX KOMITIEKC |-3MOKCUIpenyKTa3bl BUTaMHUHA
K (VKORCI-1639G>A), u (akrop CBepThIBAHUS
7 (F7 (—323) Ins10) [53]. XoTs HajnuMe B TEHOTUIIE
BapuaHTa F7 (—323) Ins10 ObL10 CBsI3aHO ¢ OoJiee HU3-
kuMm ypoBHeM akrtopa VII, oH He accouuupoBaics
C MHAWBUIYATbHBIM PUCKOM Pa3BUTHST BHYTPUKETYIOY-
KOBOTO KpOBOM3IMAHUS. OOHAKO TMPOBEIECHHBIN JIOTH-
CTUYECKUI PErPeCCOHHBIN aHaIN3 MOATBEpAWI Ooee
BBICOKMI PUCK BHYTPUXKETYIOYKOBBIX T'eMOpparuii
y HOBOpOX1eHHbIX Tpu VKORCI — nukuii TUII MO CpaB-
HEeHUIO ¢ HocuTesstMuy ayens-1639A. TTonydeHHbIe TaH-
HbIE TIOATBEPXKIAIOT TUIIOTE3y O TOM, YTO TeHETUYECKHE
BapvaHThl BUTaMUH K-3aBUCHMOI CUCTEMBI CBEPTHI-
BaHUsI KPOBU BJIUSIOT Ha MPOMUIb KOATyJIsIIUU U, Clie-
JIOBaTeJIbHO, Ha PUCK Pa3BUTHS BHYTPYKETYIOYKOBOTO
KPOBOM3JIUSIHUSA Y HEJIOHOLIEHHBIX JIETEH.

WccnenoBanust D.R. Harding (2004) [54] noka3zanu,
yto teHoturn [L6 (-572) CC B reHe WHTepieiiKuHA-6
YBEJIMUMBAECT PUCK Pa3BUTHUST TSKEJIBIX TeMOpparuye-
CKHX TIOpaXEHMI C TIOCIEAYIOIIUMHA KOTHUTHUBHBIMU
HapylieHusIMHU y neTeil. OmqHaKo aHaJIOTUIHOE UCCIIe0-
BaHME, TIPOBEJACHHOE B 3HAYUTEIBLHO OOJIbIlIEeM OOBbEMeE
BBIOOPKM, HEe TTOATBEPINIIO 3TO HabmoaeHue [55].

B sakioueHue, omupasich Ha JaHHBIC JINTEPATYpPhI,
HEOOXOAMMO OTMETUTh, UTO TMpobJieMa HeTpaBMaTHye-
CKUX BHYTPIIKEITYIOYKOBBIX KPOBOMBIMSHUI Y TITyOOKO-
HEJOHOIIIEHHBIX HOBOPOXKIEHHBIX, HECMOTPSI Ha JTOCTYII-
HOCTb BBICOKOTEXHOJIOTMUYHOW MEIMIIMHCKON TTOMOIIIH,
He WcuepIriaja CBOeU aKTyaJIbHOCTH, TTOCKOJIbKY CMepT-
HOCTb W WHBAJIMIM3ALUs TaKUX JETEe TO-TIPEXXKHEMY
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BBICOKM M HE MMEIOT TEHACHILIMI K CHIXKEHHWI0. AHAIN3
BO3MOXHBIX (PAKTOPOB pUCKa Pa3BUTHUSI BHYTPUKETY10Y-
KOBBIX KPOBOUBJIUSHUIM, KJIAaCCU(PUUHUPOBAHHBIX B COOT-
BETCTBUM C TMEPUOJAMM OHTOTeHe3a, B KOTOpPbIE OCY-
LIECTBJISIOCh MaKCUMaJIbHOE MAaTOT€HHOE BO3/IEWCTBUE
noBpexaaoux (GakTopoB, MokKazajd MPOTUBOPEUYMBHIC
pe3yJIbTaThl, MOJIydeHHbIE HA OCHOBAaHWM Pa3pO3HEHHbBIX
HcCaeIOBaHUI HEOObIIMX TPy NauueHToB. CornacHo
NIAaHHBIM JINTEpaTypbl HauOoJIblllee 3HAUYCHUE ISl TIPO-
THO3a BHYTPUKEIYIOYKOBOTO KPOBOUBJIMUSIHUS MMEIOT
BHYTpUYTpOOHasi MHQEKIMs, CrnocoOHasi OKa3blBaTh
MpsSIMOE U OMNOCPENOBAHHOE BO3MIEHCTBUE HA HE3peJible
CTPYKTYPbI TOJIOBHOTO MO3T'a, COIYyTCTBYIOIIAs TTaTOJIOTUSI
CepleYHO-COCYIUCTON CUCTEMbI Y MaTepU, OCIOXHEHUSI
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CoBpeMeHHbIE IPUHIUIbBI M NEPCIEKTHBbI MEAMKAMEHTO3HOM Tepanuy HHTEPCTHINAIBHBIX
3a00J1eBaHMIi JIETKNX Y JeTeit

H.C. Jles, I0.JI. Muszepnuyxuii

OCIN «Hay4yHo-1ccnenoBaTenbCKUin KNTMHUYECKUIA MIHCTUTYT neamaTpum uM. akagemuka tO.E. Benbtuwesa»
®raoy BO PHUMY um. H.U. Muporosa Muusgpasa Poccun, Mocksa, Poccus

Modern principles and prospects for drug therapy of interstitial lung diseases in children

N.S. Lev, Yu.L. Mizernitsky

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

B crartbe 00cyKAa10TCSl NPUHIMIbI ¥ IEPCIIEKTHBbI TEPANMN HHTEPCTHIMAIBLHBIX 3200/1€BaHUI1 JIeTKUX y AeTeil. VIHOrMe HHTepCTH-
HAJTbHBIE 320071€BaHus JETKNX MPOTEKAIOT ¢ MporpeccupyromuM ¢pudpo3oM, MO3TOMY B HACTOsIIEEe BPeMsi OCOOEHHO AKTYAJIbHO
HCMOJIb30BAHME HOBBIX NMPENapaToB, 001a1a0mux aHTU(GUOPO3HOI akTMBHOCTBIO. K Takum npenaparam otHocaTcs nupgeHuion
u HuHTenannO. Tepanus MHTEPCTUIMATBHBIX 3200JIEBAHMII JIETKUX C MCNOJIb30BAHHEM AHTH(UOPO3HBIX MPENapaTroB y aeTeil —
HOBOE NePCeKTHBHOE HANpaBIeHHe.

Karoueevte caosa: demu, unmepcmuyuansHole 601€3HU Ne2KUX, AeHeHUe, eNOKOKOPMUKOCMEPUodbl, AHMUDUOPO3Hble NPenapamoi.
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The article discusses the principles of therapy and prospects for the treatment of interstitial lung diseases in children. Many of inter-
stitial lung diseases occur with progressive fibrosis, so the use of new antifibrotic drugs is especially relevant now. These drugs include
pirfenidone and nintedanib. Therapy of interstitial lung diseases using antifibrotic drugs in children is a promising new direction.

Key words: Children, interstitial lung disease, treatment, corticosteroids, antifibrotic drugs.
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HHTepCTHuHaanbIe 3a00J1eBaHMs JISTKUX — TeTepo-
TeHHas TpyIla 3a00jieBaHWi, MPU KOTOPBIX Tep-
BUYHO TOpaXalOTCs WHTEPCTULIMI, allbBEOJbI W TIEPU-
aJbBEOJISIPHBIC TKaHUW. 3a00JIeBaHUST XapaKTepU3YIOTCS
PECTPUKTUBHBIMU HapYIICHUSIMU, TPOrPECCUPYIOLIEH
JIbIXaTeJIbHOW ~ HEJAOCTaTOYHOCTBIO, PEHTTeHOJIOrrYe-
CKUMM MpHU3HAKaMU IBYCTOPOHHEM TUCCEMUHALIAM.

B Hnacrosimiee BpeMsi uszBectHo Oosiee 200 3a00-
JIeBAaHWI, WMEIOIINX TPU3HAKU MHTEPCTULIMATBHBIX
oonesHeit yerkux. B cBsa3u ¢ atum B MKB-10 Her
eMHON pyOpuKM, OOBeAMHSIONIe BT 3aboseBa-
HUSI, U OHU MPEICTaBJIeHbI B Pa3IMYHBIX TMOIKJIACCAX
n jgaxe kiaccax. [1o maHHBIM OTAENBHBIX MCCIeA0Ba-
TeJiei, 3a00JIeBaeMOCTh MHTEPCTUIUAIBHBIMU 3a00J1e-
BaHUSIMU JIETKUX Yy aeTei koseosercst ot 0,13 go 16,2
Ha 100 ThIC. neTelt, pacIpoOCTPaHEHHOCTh UX COCTaBJISIET
0,15-0,38 cirygas 1a 100 toIC. [1, 2].
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MHorue MHTepCTULIMAIbHBIE 3a00JIeBaHUST JIETKUX
OTHOCSIT K PEIKUM 3a00JIEBAaHUSM C TSDKEJIBIM Tede-
HUEM M HeOJIaroNpUsITHBIM TMPOTHO30M, TaK KaK B HX
ucxone (GOpMUPYIOTCS HEOOPATUMBIIA JIETOUHBIH (hrOpo3
M TSDKeJIask AbIXaTeJIbHash HeIoCTaTOYHOCTD |3, 4]. Jlerou-
HBI (UOpo3 orMevaeTcst y 18—32% Bcex B3pOCIBIX
OGOJIBHBIX ¢ MHTEPCTULIMAIBHBIMU 3a00JIEBAHUSMU JIeT-
kux [5]. B mocienHue rompl cTajq MCIOJIb30BAThCS TEP-
MWH «MHTePCTULIMATbHBIE 3a00JIeBaHUS JIETKUX C (PeHO-
TUIIOM Tporpeccupyoliero puoposzar. [IpuHIMTIHATBHO
BaXKHO, UTO YCTAHOBJIEHBI OOIlIME MeXaHU3Mbl (hrOpo3a
JIETOYHOM TKAHW TIPU Pa3IUYHbIX WHTEPCTULIMATBbHBIX
6oJ1e3HSIX JIETKUX [6]. PubOpO3 1erOUHOM TKAHU ITPU 3TOM
XapaKTepU3yeTCsl MPOTrPECCUPYIONINM, CaMOIOIICPKI-
BalOIIMMCS ¥ HE3aBUCUMBIM OT 3TUOJIOTMH U TTaTOTeHe3a
U TPUTTEPOB TeueHueMm [7—9].

HHTepcTriiianbHble 3a00JIeBaHUS JIETKUX B IETCKOM
BO3pacTe BKIIIOYAIOT HO30JIOTMYECKHE (hOPMBI, KOTOpHIE
BCTPEYAIOTCsI Y B3POCIBIX, a TaKXKe 3a00JIeBaHMS, XapaK-
TEepHBIE TOJIBKO ISl JeTeld, TaKhe KaK TMIepIias3us Heli-
POSHIOKPUHHBIX KJIETOK B MJIaJIECHYECTBE U 3a00JIeBaHUS,
CBsI3aHHbBIE C HACJEICTBEHHBIMU (DaKTOpaMu M Hapylle-
HusiMu pocta u passutus [3, 10, 11]. B nennarpuyeckoi
MpakTukKe (PeHOTUII ITporpeccupymoliero pudposa HadIO-
JTaeTCsl MPU Pa3HbIX HO30JIOTMUYECKUX (PopMax MHTEPCTH-
LIMAJTbHBIX OOJIE3HEM JIETKUX, B TOM UKCJIe TIPY TUIIePCeH-
CUTHMBHOM ITHEBMOHUTE, MAMOIATUYECKOM F'eMOCHUIIEPO3e,
cuHIpoMe XamMmMeHa—Puya, THCTUOLMTO3e, TeHETUYECKHUX
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HapylleHusIX cypdakraHTa (Hanpumep, MyTalluyd B TeHax
SFTPC, ABCA3 w NKX2.1), peBmaTtndeckux 3aboseBa-
HUSIX M JIy4eBbIX MOpaXeHusIX jeroyHon tkanu [10—17].
Kaxk 1 y B3pocCbIX ITalMeHToB, Y AeTell C IIpOrpeccupylo-
UM (GUOPO30M MPU MHTEPCTULIMATBHBIX 3a00JI€BaHUSIX
JIETKUX HaOJII0JaeTcsl yXyAllleHe KIMHUYECKUX CUMIITO-
MOB U CHIXKeHMe (pyHKImu Jierkux [10].

Pa3zHOpOmHOCTH 3THOJIOTMY U TIaTOTEHE3a MHTEPCTU-
LIMAJIbHBIX 3a00JIeBaHUIi JIETKMX U OTCYTCTBUE PAHIOMM-
3UPOBAHHBIX MEXIYHAPOIHbBIX KJIMHUYECKUX MCCIIeI0Ba-
HUii 10 olieHKe 3((PEKTUBHOCTU CXEM Tepariuu JejialoT
HEBO3MOXHBIM TPEAOCTaBIEHUE KOHKPETHBIX PEKOMEH-
Tl IO JISYeHUIO AeTell ¢ JaHHOoM naToyiorueid. [Toatomy
€IMHOTO TIPUHIIUIIA JICYEHUS JIeTell, OOJbHBIX MHTEPCTU-
LIUAJIbHBIMU 3a00JIEBAHUSIMU JIETKHX, OCOOEHHO HESICHOM
3TUOJIOTUH, He padpaboraHo [1, 11]. Bmecte ¢ Tem nipuH-
LIMTTAAJIbHBIM BUAMTCSI HAYaJIo Tepariuu Ha paHHUX, o0pa-
TUMBIX CTaausIX 3a0oJjieBaHUs. BOJBIIMHCTBO cXeMm Tepa-
MUY MHTEPCTULIMATIbHBIX 3a00JI€BaHUI JIETKUX OCHOBaHbI
Ha KOHILIETILMU MOJABJICHNS BOCTIAJIEHUST B LIEJISIX TIPEIOT-
BpallleHUsI TTporpeccupoBaHust (pubpo3sa [18].

Jns  nedeHusi pasHbIX (OPM  MHTEPCTULIMATBHBIX
3a00JIeBaHUI JIETKUX MCTOJIb3YIOTCSI pa3jiMyHbIe JieKap-
CTBEHHbIEC CPE/ICTBA, BKJIIOYAsl MTPOTMBOBOCTIAIUTEIbHbBIC
¥ UMMYHOMOJYJIMpYolue (Harpumep, TJIIOKOKOPTUKO-
CTEpPOUIbI, ILIMTOTOKCUYECKUE, WMMYHOCYIIPECCUBHbIC
npenapaTbl, THAPOKCUXIOPOXUH, BHYTPUBEHHBIN UMMY-
HOTJIOOYJIUH U Apyrue ouonornyeckue areHTsl). [1o naH-
HBIM KJIMHUYECKOUN JIMTEpaTypbl, TEKYIIUWW CTaHAApT
JIUEHUsI BKJIIOYAaeT 3MIUPUYECKOE UCIIOJb30BaHUE
CHCTEMHBIX TJIIOKOKOPTUKOCTEPOUIIOB, UMMYHOIETIPeC-
CaHTOB, TMIpOKcuxJiopoxrHa [1, 18—21].

CucreMHbIe TJTIOKOKOPTUKOCTEPOUIBI 10 HEAAaBHETO
BpeMEHM ObLIM OCHOBOW MEIWKAMEHTO3HOW Teparuu
OOJIBIIIMHCTBA MHTEPCTULIMAJIBHBIX OO0JIE3HEH JIETKUX.
OTU Tipernaparbl CIOCOOHBI MOAMMPUIIMPOBATH MMMYH-
HBIIi OTBET OpraHM3Ma Ha pa3sHOOOpa3HbIC pPa3APaKU-
Teau. [IIIOKOKOPTUKOCTEPOUIbl YMEHbBIIAIOT BOCIIAJe-
HUE MyTeM YMEHbIIEHUS] MPOHUIIAEMOCTH KaluJUISIpOB
U TIOAABJICHUSI aKTUBHOCTHU MOJUMOP(MHOSIAEPHBIX JICH-
kouuToB. [IpoTHBOBOCHANINTENIBHOE NEUCTBUE TJIHOKO-
KOPTUKOCTEPOMIOB OCHOBAHO TaKXKe Ha MHTMOUPOBAaHUN
MUTpALMU KJIETOK BOCTajieHUs1 (HEUTPODUIOB 1 MOHO-
LIUTOB) B TKaHb JIETKUX, MPETSTCTBUU BHICBOOOXIECHUIO
LIMTOKMHOB, CYIIpecCuuM MMMYyHHOro oTBeta. [lomamie-
HUE MMMYHOOITOCPEIOBAHHOTO aJIbBEOJIUTA U MEXaHU3-
MOB BOCMaJIEHUSI MOXET CHU3UTh MPOrpeccCMpoOBaHNe
(rbpo3a Mpy MHTEPCTULIMATIBHBIX 3200JI€BAaHUSIX JIETKUX.

[1tokoKOpTUKOCTEpOUIbl — OCHOBHOWM TIperapar
B Teparuvu TUIEPCEHCUTHBHOIO INMHEBMOHUTA — 3a00-
JeBaHMsI C HauOoJjiee OJIarONMPUATHBIM ITPOTHO30M
cpeay MHTEPCTUIIMAIbHBIX 3a00JIeBaHUM JIETKUX Y IeTei
MPU YCJIOBUM paHHEW MUAarHOCTUKM, DJIMMUHALIMU TIPU-
YUHHO-3HAYMMOTO ajulepreHa U CBOEBPEMEHHOM Havaje
tepanuu [22, 23]. Jpyrue uHTEpCTULIMATbHbBIE 3a00J1e-
BaHUS JIETKUX, KOTOPBIE JIEMOHCTPUPOBAIU ITOJOXU-
TEJbHBII OTBET Ha TJIIOKOKOPTUKOCTEPOUIbI, BKIIIOUAIOT

Hecren(pUUIeCcKyld HMHTEPCTULIMATIbHYIO ITHEBMOHMUIO,
JIUM@OUUTAPHYI0  MHTEPCTULIMAIBHYIO  TTHEBMOHMUIO,
KPUNTOTEHHYIO OPraHU3YIONIYI0 MTHEBMOHUIO, CUHAPOM
303MHO(MWILHOW TTHEBMOHUM, CApKOWI03, JIETOUHBIN
reMoCuaepo3, peBMaThdeckue 3abojieBaHUs U 3a0o0Je-
BaHUs COCAMHUTEIBHON TKAHW C WHTEPCTULHUATbHBIMU
MopaXXeHUsIMU JieTKux [24—26]. Ho3a U JIATETbHOCTh
Tepanuu  TJIOKOKOPTUKOCTEPOMIAMU  3HAUYUTEJbHO
BapbupyeT. TunuyHasi 103MpOBKa MpPeIHNU30HA/TIPEIHU-
30JI0HA COCTaBJIsIET 1 —2 MI/KT/CYT 10 TEX TTOP, TTOKa CUMII-
TOMbI 00JIE3HM HE OyIyT KOHTPOJMPOBATHCS, U 3aTeM
CHIDKaETCs 10 caMoit Hu3Koi a(pdekTruBHOM 10351. [1pe-
mapaTthl MOTYT Ha3HayaTbCsl B BBICOKHUX WMITYJIBCHBIX
no3ax (10—30 mr/kr/cyT) B TedyeHue 3 gAHEM moapsia exe-
MECSIYHO, 3aTeM 4YacToTa JO03MPOBAHUSI YMEHbIIAETCS
rnocJie cTabuaIn3aluy KIMHUYeckoro teyeHust. [1oaoxm-
TeJbHBIN 3(h(EKT OT MIIOKOKOPTUKOCTEPOUIOB CIYXUT
XOPOIIMM TMPOTHOCTUYECKHUM TPU3HAKOM JUISl JajibHeu-
111eTO TeYeHMUSsI OOJIE3HU.

IIpumMeHeHre WHTAISILIMOHHBIX TIIOKOKOPTHUKOCTE-
POMIIOB TPU MHTEPCTUIIMATBHBIX 3a00JIeBaHUSIX JIETKMX,
0COOEHHO MPU TUINEPCEHCUTUBHOM ITHEBMOHMTE, IaTO-
TEeHETUYECKM OOOCHOBAHO M KJIMHWUYECKU 3(P(PEKTUBHO,
TaK Kak B MAaTOJIOTMYECKUIA TIPOIIeCC, KaK MpaBUIIO, BOBJIE-
KaloTcsl MEJIKUE JIbIXaTesIbHbIe TTyTH. JIeueHue UHTassm-
OHHBIMU [JIIOKOKOPTUKOCTEPOUIAMU TIPU MHTEPCTULIU-
aJIbHBIX 3200JIEBaHUSIX JIETKUX TeM 0oJiee 11eJ1ecoo0pas3Ho,
€CJIM PEaKTMUBHOCTD JIbIXaTEeJIbHBIX TyTeil IMOATBEepXkKIeHa
npu (GYHKIIMOHATLHOM HMCCJIEIOBAHUM BHEIIIHETO JibIXa-
Hus. CrenyeT MoAYepKHYTh, YTO Ha3HAYCHUE WHTAJISLIU-
OHHBIX TJIIOKOKOPTUKOCTEPOUIOB TIPU MHTEPCTULIMATb-
HBIX 3a00JIeBaHUSIX JIETKUX W TIPU TUIIEPCEHCUTUBHOM
MMTHEeBMOHUTE OCYIIECTBIIAeTCS I10 TpuHLmITy off-labell.
Bwmecre ¢ Tem Halll COOCTBEHHBI OTBIT HA3HAYEHUSI MHTa-
JISLIMOHHBIX TJTIOKOKOPTUKOCTEPOUIOB B CPEAHUX U BHICO-
kux npozax (or 500 mo 1500 Mkr/cyt 1o OyaecoHuy)
B T€UEHUE JUIMTEJILHOTO BPEMEHHU, KaK MpaBujio, HE MEHee
1 roma, naBan y eTeil ¢ TUIIePCEHCUTUBHBIM ITHEBMOHM-
TOM TOJIOXKUTEIBHBIN KIIMHNIecKuii 3¢ dexT [3].

B orcyrcTBME KIMHMYECKOTO M (DYHKIIMOHAJIBHOTO
addekTa OT Tepanuu TIIOKOKOPTUKOCTEPOUIAMU aKTy-
aJIbHBIM SIBJISIETCSl HA3HAYEHUE MUMMYHOMOIYJIUPYIOIINX
WIM [UTOCTATUYECKUX TMpenapaToB. UMMyHOMOIYyIMPY-
[oIIMe TIperaparbl MCIOJIb3YIOTCS B KadyecTBE Tepanuu
BTOpOIi JIMHUHU, €CJIM OTBET Ha INIIOKOKOPTUKOCTEPOUIbI
HE MOJIyYeH, WIM B Ka4eCTBE JOIOJHUTEIHLHOIO K HUM
BCITOMOTATEJIbHOTO CPEICTBA TPU TSLKEIOM WU OBICTPO
porpeccupyliomeM TeuyeHUM 3aboneBaHuss. MMmyHO-
MOJYJIMpYIOIIME TperapaThl, MCIOJIb3yeMble Yy Talu-
€HTOB C WHTEPCTULIMAJIbHBIMU OOJIE3HSIMU  JIETKUX,
BKJIIOUAIOT a3aTUOINPUH, METOTpeKcaT, UuKiIodocda-
MU, LUKJIOCIIOPUMH, MUKodeHoaat modermn [27—29].
OTu Xe Tpernaparbl UCIOJb3YIOTCS U Y AT, OAHAKO
OOIIETIPUHATBIX cxeM Tepanuu Het [1, 18—21]. B HacTo-
siiiee BpeMsi B EBporie mpoBOIMTCSI OOHO paHIOMM3U-
pOBaHHOE JBOWMHOE CcJiernoe IIaned0-KOHTPOIMpyeMoe
OTKpbITOE ucciaenoBanue ¢dasbl Ila mo ucrnoab3oBaHuUIO
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TUMAPOKCUXJIOPOXHUHA TIPU MHTEPCTULIMATBHBIX 3a00J1eBa-
HUSIX JIETKUX Y JeTeil, KOTOpoe IUIaHWPYETCSI 3aBEPIIUTh
K 2024 1. (ClinicalTrials.gov ID: NCT02615938).

Jpyroii moaxoa K Tepanvu MHTePCTULIMAIbHBIX 00J1e3-
Heli JIETKUX — NMpUMEHEeHNe aHTUOKCUIAHTHOM Tepariu,
TaKk Kak aucOajiaHC B CHUCTEME OKCHUIIAHTbl/aHTUOKCH-
JIAHTBl UTPAET BaXKHYIO pOJib B MpoOLieccax MOBPEXIACHUS
U BOCTajJieHUs JieTKuX. B psine mcciemoBaHuii mokasaH
Ne(ULMT OCHOBHOTO €CTECTBEHHOTO 3KCTpaLEesLIIoJIsp-
HOrO0 aHTHMOKCHUAAHTA TJIyTaTUOHA Ha YPOBHE ajbBEOJI.
[IpenmecTBEHHMKOM TJIyTaTUOHA B OpraHU3Me ClIy-
kUt N-aterwinucteuH. Tepanust N-aueTHUIIMCTEMHOM
y OOJIbHBIX, TOJIy4alOlIUX MMMYHOCYIIPECCUBHYIO Tepa-
MU0, MPUBOAMJIA K JOCTOBEPHOMY YJY4IIeHUIO (hyHK-
LIMOHAJIBHBIX JIETOYHBIX IIOKa3aTejleil M TOBBILICHUIO
YPOBHSI TJIyTaTUOHA B XXKMIKOCTM OpPOHXOATbBEOJIIPHOTO
nmaBaxa [30]. buonornyeckne MeTonbl Je4eHUSI, UCIIOJb-
3yeMble y JieTeli, BKJIIOYAIOT I'paHyJIoLIUTapHO-MaKpoda-
TaJIbHBIN KOJIOHUECTUMYJIMPYIOLINIA (pakTop ISt JIeYeHUST
JIETOYHOTO aJIbBEOJIIPHOTO TMPOTEMHO3a, MOHOKJIOHAJIb-
HbIe aHTUTENA, B TOM YMCJIE PUTYKCUMAaO, IJIsl Teparnuu
ayTOMMMYHHBIX 3a00JIeBaHUII JIETKMX MW BaCKYJUTOB;
BHYTPMBEHHbBI MMMYHOIJIOOYJIMH; WHTUOUTOPHI a-(ak-
TOpa HEKpO3a OIMyXOJIM, aHTATOHWUCThI MHTEepJeiKnHa- |
U WVHTepJAeHKUHA-6 JJIT HEKOTOPhIX ayTOMMMYHHBIX
3a00J1€BaHU, COTTPOBOXKIAOIINXCS MHTEPCTUIIMATbHBIM
rnopaxkeHuem Jierkux [12, 31, 32].

Y naumMeHTOB ¢ UHTEPCTULIMATIbHBIMU 3a00JIeBaHUSIMU
JIETKMX W TIPOTPEeCCUPYIOIIUM JIETOUHBIM (h1OPO30M Tpe-
OyeTcsi CBOeBpeMEHHOE Ha3zHaueHue aHTU(OUOPOTUIECKOM
tepanmu. OCHOBHBIE HaIeXIbl B TePariuyi WHTEPCTUIIN-
aJIbHbIX 00JIe3HEl JIETKMX CBSI3aHbI C IBYMsI IperapaTaMu:
nmupdeHuIoOH U HUHTenaHu6. KinuHuyeckue wuccieno-
BaHUsI, BBITIOJIHEHHBbIC B TIOCJIEAHWE TOMIblI, TOKa3aju,
YTO TUPGEHUIOH U HUHTENAHMO 3aMeIIsSIM CHUKEHUE
(PYHKIIMY JIETKUX Y YJIYYIIAIN BKMBAEMOCTD MAIllUEHTOB
C UAMOTIAaTUYECKUM (UOPO30M JIETKUX U APYTUMU UHTEP-
CTULIMAJIBHBIMU 3a00JI€BaHUSIMU JIETKUX C TIPOTPECCUPYIO-
UM (pruOPO3HBIM (DEeHOTUTIOM.

IMupdeHunoH — nepopajibHbIN aHTU(HUOPOTUYECKUI
npenapaTr ¢ MHOXECTBEHHbIMU 3deKkTaMu (peryJisiust
MpohrUOPOTUYECKUX M TPOBOCHAIUTENbHBIX KacKaaoB
LIUTOKMHOB, YyMEHbIIeHUe mnpoaudepanuu Guopoo-
JIaCTOB M CHUHTe3a KoJjutareHa). [Ipemapar Ojokupyer
MUTOTeHHbIE 3(MGhEKTh MPOoGUOPOTUIECKUX LTUTOKU-
HOB, CHIXXaeT CUHTE3 3KCTPALEJUTIOJISIPHOTO MaTpuKca
u uHrubupyer abexTrl TpaHchopmupyloiero f-dak-
Topa pocta. B mocnegHue rombl B paHAOMHU3MPOBAH-
HBIX MHOTOIIEHTPOBBIX KIMHUYECKUX HWCCICIOBAHUSIX
MoKa3aHo, YTO NMUPHEHUIOH UMEET MPUeMIeMbIi TTPO-
(unp O6e30mMacHOCTM M MEPEHOCUMOCTU U 3aMeJisieT
rporpeccupoBaHue 3a00JieBaHUsl Y MAllMEHTOB C WIU-
OMaTUYECKUM JIETOUHBIM (DUOPO30M M JIPYTMMU TPO-
IpeCCUpYIOIUMHU  (GUOPO3HBIMUA  MHTEPCTUIMATbHBIMU
3aboneBaHuaMHU Jierkux [33, 34|. Kimauueckue wmccie-
JIOBaHUS MO OlLEHKe 3(h(GEKTUBHOCTA M 0€30MaCHOCTH
mupGeHnI0Ha TIPU WHTEPCTULIMATBHBIX 3a00JIeBAHUSIX
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JIETKUX Y TIAIIMEHTOB JAETCKOTO BO3pacTa /10 HACTOSIIETO
BPEMEHM HE TTPOBOINIOCH.

Huntenanu6 (MHrMOMTOpP TMPO3MHKMHA3) — IMpera-
paT ¢ 1oKazaHHOU 3(PHEKTUBHOCTHIO TP JCUEHUN UIUO-
MaTUYECKOro JierouHoro ¢hpudposa v APYyrux MHTEPCTULIU-
aJIbHBIX 00JIE3HEH JIETKUX C MPOTrPECCUPYIOLINM JISTOYHBIM
¢udpozom [5, 35]. Hunreganu6 3dPeKTuBHO OI0KM-
pyeT pelLenTOpHble U HEPeleNnTOPHbIe TUPO3UMHKWHA3ZHI,
KOTOpbI€ yYaCTBYIOT B MHMUIIMALIMM U TIPOTPEeCCUPOBaHUN
jieroyHoro ¢ubpos3a, TakMe KakK pelenTopsl (akropa
poCTa 3HIOTENS COCYI0B, PELIENITOPHI TPOMOOLIMTAPHOTO
¢akTOpa pocra, aKTUBHOCTb KMHA3bl perernropa hakropa
pocta (puOpoOIACTOB M TUPO3MHKMHA3BLI CEMEUCTBA Src
(Lck, Lyn u Flt-3) [36]. B pamkax mporpaMMbl KJIMHUYE-
CKHX UCCJIEI0BAaHUI y B3POCJIBIX HUHTEAAHWO BbI3bIBAJI
CTOMKOE M KJIMHUYECKN 3HAUMMOE 3aMelJIEHUE MpOorpec-
CHUPYIOIIETO CHMXEHMSI (PYHKLIMU JIETKUX, M3MEPSIeMOM
1o (popcrUpOBaHHOM XXU3HEHHOI €MKOCTHU JIETKUX, B TeUe-
Hue 52 Hen [37—39]. [IpeumyiliectBa HUHTeAaHUOA yOe-
JIUTEJILHO TIPOJEMOHCTPUPOBAHBI B KIIMHUYECKUX UCCIIe-
JIOBaHUSIX y B3pOCJbIX MALMEHTOB MpU (hUOPO3UPYIOLIMX
MHTEPCTUIMAJIBHBIX 3a00ieBaHMsIX jieTkux [39]. B Hacro-
siiiee Bpemsl HUHTeAaHUO 0100peH ISl JieYeHUsl uarorna-
TUYECKOTO JIETOUHOro (hudpo3a M ApYrux XpOHUYECKMX
(GUOPO3MPYIOIINX UHTEPCTULIMATBHBIX 3a00JIeBaHUIA JieT-
Kux ¢ mnporpeccupytommmM dperorunom B CIIA, cTpanax
EBporbl, Poccun [40, 41].

B nexabpe 2020 . B MockBe cocTosticss Mekaucim-
TUIMHAPHBIA COBET 3KCIEPTOB, IO pe3yJibTaraM pPabOThl
KOTOpOTO pa3paboTaHbl aJITOPUTM TUArHOCTUKU U Bele-
HUSI TTALIMEHTOB C MHTEPCTULIMAIbHBIMU 3a00JIeBaHUSIMU
JIETKUX C TIPOrpeccUpyromM (GpuOpo3HbBIM (EeHOTUTIOM
U KpUTEepUu OTOOpa OOJIbHBIX JUISI Ha3HAYEHMST aHTU(DU-
OpOTMYECKON Tepanmy HUHTeOZaHuOoM. B pesomonmn
MeXaucuuruInHapHOTrO COBETa 3KCIEePTOB yKa3bIBaeTCsl,
YTO B CJIydasix, KOraa IMpy CTaHAAPTHOW Teparnuu WHTep-
CTULIMATIBHOTO 3200J1€BaHUS JIETKUX C TIPOTPECCUPYIOIITUM
(GrOPO3HBIM (PEHOTUTIOM KJIMHUYECKOE COCTOSIHUE Tallv-
eHTa U jierouyHast (GpyHKIMsS U/ Wik GudpoTuiyecKue usme-
HEHUS B JIETKUX 110 JaHHBIM KOMITBIOTEPHOI TOMOTpahuu
BBICOKOTO pa3pelleHUs] He CTaOMJIM3UPYIOTCs, TToKa3aHa
aHTU(UOpOTUUECKasl Teparus HUHTenaHuooM [4].

Jlo HemaBHEro BpeMEHM KJIMHUYECKWE WCITbITAaHUS
aHTU(UOPOTUYECKUX TIpErapaToB y JeTeil ¢ MHTEPCTU-
LUAJIbHBIMU 3a00JIeBaHUSIMU JIETKUX HE TPOBOIUJINCH.
B 2019 1. 661 pa3paboTaH MPOEKT KJIMHUYECKOTO UCCie-
JIOBaHUSI MO OLEHKe (hapMaKOKMHETUKU M 0e30IacHO-
CTM HUHTeHaHMOa y nIeTeid W TompocTKoB (6—17 Jer)
C KJIMHMYECKM 3HAYMMON (buOpO3MpYIOIIeii MHTEPCTU-
HUaJIbHOM OoJie3HbO JierkuX. OCHOBHasl 1eJIb 3TOTO
PaHIOMU3MPOBAHHOIO TUIALIE00-KOHTPOJUPYEMOTO KIIU-
Huveckoro uccienoBaHust (1199—0337 wnm InPedILD;
ClinicalTrials.gov: NCT04093024) — noayuutb uHGpOp-
MallMio O JI03UPOBKE M 0E30I1acCHOCTU, a TaKXe M3YUYUTh
MOTEHIMAIbHbIE KJIMHWYECKUE TIpEerMYIIecTBa Jieue-
HUsS HUHTETaHMOOM neTeil ¢ (uOpO3UPYIOIINM Teue-
HUEM WHTEPCTULIMAIBHOTO 3a0ojieBaHusl Jierkux [11].
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910 uccnenosanue (¢aza I InPedILD) npeacraBnser
0001 MHOTOLIEHTPOBOE MHOTOHAIIMOHAJIBHOE TPOCIIEK-
TUBHOE PAHIOMU3UPOBAHHOE I1aLe00-KOHTPOJIMPYEMOE
KJIMHUYECKOE UCCIIEIOBAHNE HUHTENAHUOA B TOMIOJHEHKE
K CTaHAAPTHOM Tepanuu B TeueHue 24 Hea (IBoiHOe crie-
1oe) ¢ MoC/AenyIM ITPUMEHEHUEM HUHTeIaHuba pas-
JIMYHO TIPOIOJIKUTEIBHOCTH (OTKPBITOE) Y AeTeil U O/~
POCTKOB ¢ KIMHUYECKU 3HAYMMBIM (DUOPO3UPYIOLIM
WHTEePCTULIMAIBHBIM 3a00J1eBaH1eM Jierkux. Habop maum-
EHTOB oxkuaaeTcs rnpruMepHo B 70 ieHTpax (24 ctpan) [42].
B kauecTBe MepCreKTUBHBIX HAIPaBJICHUI Tepanmuu
BUJIMTCSI MCIMOJIb30BaHNWE HOBBIX Oojiee 3 (HEeKTUBHBIX
aHTU(UOPO3HBIX TPENnapaToB, MWHTMOUTOPOB IIUTOKU-
HOB, TIperaparoB cypdakTaHTa, TeHHOM Teparnuu.
OO6111Me peKOMEHIALMM BEICHUST IeTel C MHTEPCTULIA-
aJIbHBIMU 3200JIeBAHUSIMU JIETKMX OCHOBAaHbI Ha TTPUHIIU-
Max BeJACHUsI BCeX OOJIbHBIX C XPOHMUYECKMMU 3a00JieBa-
HMUSIMU JIeTKUX. K HUM OTHOCSTCS TIaTeIbHOE BHUMaHMe
K POCTY M MUTaHUIO pedeHKa, MpoduiakTika MHGEKIU
JIBIXaTeTbHBIX TIyTei, OCOOEHHO B TIEPUOIBI BLICOKOM
pecIMpaTopHOil BUPYCHOIM aKTUBHOCTH, B TOM YHCJIe HOBOM
KOPOHABUPYCHON WHMEKIIMU, CBOEBpeMEHHas BaKIMHA-
1Mt (B TOM YHMCJIe K TAKAM BO30YIUTENISIM, KaK PecIiparop-
HO-CUHIIMTUAJIbHBIN BUPYC, BUPYC TPUIITA U ITHEBMOKOKK),
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Improving the treatment of the novel coronavirus infection (COVID-19) in children at
risk for the development of severe disease with the use of virus-neutralizing monoclonal
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B cratbe npeacrapiieHbl pe3yasTaThbl JedeHus1 98 nanueHToB U3 rpynibl PUCKA TSXKEJIOro TedeHUs: KOPOHABMPYCHO# uHpeKumu (1anee
COVID-19) ¢ BnepBbi€ BbISIBJIEHHBIM M0JI0KUTEIbHbIM PE3YJIBTATOM MOJIMMEPa3HOI HenHoi peakuun Ha SARS-CoV-2 Ha 6a3e cra-
HOHAPA KPATKOBPEMEHHOTO NMPeObIBAHNS MHOTONPO(MUILHOTO IETCKOTO cTanuoHapa JeTcKoii ropoacKoil KIMHIYECKOii 00 IbHUIIbI
uM. 3.A. bamuisesoii. C uenbio npenynpexaenus Kimnndeckoi Manudecramun COVID-19 u nporpeccupoBaHusi 0CHOBHOTO 3200-
JIeBAHUS BCEM YKA3aHHBIM JeTsM TPYNNbl PUCKA MPOBOAWIACH Tepamus MpenapaTtaMi BUPYCHEHTPATM3YIOMIMX MOHOKIOHAIbHBIX
anturen (corposumad 500 mr, pactsopus B 92 ma 0,9% pacTBopa HATpHs XJIOPHAA BHYTPUBEHHO B TeueHue 30 MUH, OJHOKPATHO,
s aereii crapme 12 jer u ¢ maccoii Teaa oosbine 12 kr; 6ananusumad 700 mr + ateceBumad 1400 mr, npeaBapuTeIbHO PACTBOPUB
B 250 ma 0,9% pactBopa XJIopuaa BHYTpMBEHHO B TedeHue 30 MuH, oaHOKpaTHO). [TanmeHTb NMPOXOAUIN KOMILIEKCHOE KJIMHM-
KO-J1a00paTopHO€e U MHCTPYMEHTAJIbHOE 00C/IeI0BaHHE KAK HCXO/IHO, TAK M B JMHAMKKE Ha 3, 7 u 11-ii IHM MOCJIe Tepanum CoracHo
pa3paboranHoMy «KiIMHMYeCKOMY NMpPOTOKOJIY JiedeHHs /ieTeil ¢ HoBoii KopoHaBupycHoii nndekuueit (COVID-19)» I3M, 2021 r.
Otmevena 3¢dekTHBHOCTD OMOIOTMYECKOil Tepanuy y AeTeil U3 rpymnbl pucka Tsukesnoro tedennsi COVID-19 B 100% cayyaes.
Hu y onnoro u3 Had/01aeMbIX NAIMEHTOB He OTMeYeHbl Kak KiauHuyeckas Manudecramus COVID-19, Tak u penuamB 0CHOBHOTO
XPOHUYECKOro 3200J1eBaHuUs.

Karoueswte caosa: demu, SARS-CoV-2, COVID- 19, monokaonanvruie supycreiimpanusyrougue SARS-COV-2 anmumena.

Ansa yntupoBarnus: Tokapes A.C., OcmaHoB U.M., Ma3a+koBa J1.H., 3axaposa U.H., CamutoBa 3.P., KoteHko C.O. CoBepLueHCTBOBaHNE
Tepanuy KopoHaBupycHol nHgekumm (COVID-19) y neteri rpyrn pyucka TsxXesnoro Te4eHuss 3a601eBaHns ¢ npuMeHeHNeM BUPYCHEeRTPamm3yio-
LUMX MOHOKJIOHa/IbHbIX aHTUTE 1. Poc BecTH nepuHaTosn n neavatp 2022; 67:(3): 23-33. DOI: 10.21508/1027-4065-2022-67-3-23-33

This study presents the results of treatment of 98 patients with risk of development of severe coronavirus disease (hereinafter
COVID-19) with the first positive result of polymerase chain reaction test for SARS-CoV-2 in a day clinic of the multidisciplinary
Z.A. Bashlyaeva Children’s Municipal Clinical Hospital. To prevent the clinical manifestation of COVID-19 and the progression
of the main disease all these children were treated with virus-neutralizing monoclonal antibodies (sotrovimab 500 mg dissolved
in 92 mL of 0.9% sodium chloride solution intravenously for 30 minutes, once, for children over 12 years old and with body weight
over 12 kg; balanivimab 700 mg + etesivimab 1400 mg pre-dissolved in 250 mL of 0.9% sodium chloride solution intravenously for 30
minutes, once). Patients underwent a comprehensive clinical, laboratory and instrumental examination both initially and in dynamics
for 3—7—11 days after therapy according to the developed clinical algorithm. The effectiveness of biological therapy in children
with a risk of severe COVID-19 was noted in 100% of cases. None of the observed patients had either a clinical manifestation
of COVID-19 or a relapse of the main chronic disease.

Key words: Children, SARS-CoV-2, COVID- 19, monoclonal SARS-CoV-2 virus-neutralizing antibodies.

For citation: Tokarev A.S., Osmanov I.M., Mazankova L.N., Zakharova I.N., Samitova E.R., Kotenko S.O. Improving the treatment of the novel
coronavirus infection (COVID-19) in children at risk for the development of severe disease with the use of virus-neutralizing monoclonal antibod-
ies. Ros Vestn Perinatol i Pediatr 2022; 67:(3): 23-33 (in Russ). DOI: 10.21508/1027-4065-2022-67-3-23-33

HOBaH kopoHaBupycHasi uHpekuusi (COVID-19),
BbI3biBaemasi Bupycom SARS-CoV-2, oTtHocuTtcs
K BBICOKOKOHTArMO3HBIM WHMEKIIMOHHBIM  3a00JieBa-
HUSIM, KOTOpPOE TOpakaeT KaK B3pPOC/bIX, TaK W JETEH.
CrpemutensHoe pacripoctpaHeHue COVID-19 cBszaHo
¢ nosieiieHMeM HoBoro 1mraMma SARS-COV-2 Omicron
¢ HostO0ps 2021 . mo Hactosiee Bpems [1]. 3a mepuon
¢ mapra 2020 . o ¢espasnb 2022 . B MockBe 3aperu-

crpupoBaHo 6onee 295 Toic. ciayyaes COVID-19 y Heco-
BEPIICHHOJIETHUX, YTO COCTaBWIIO 0K0JIo 10% OT 0611ero
yucna 3aboneBinmx. bornee 13 Toic. mereit (4,5% oT Bcex
3a00J1eBIIMX) ObUIM TOCITUTAIM3UPOBAHBI B CTAlIMOHAP CO
cpenHeTskenoi u Tskenoi popmoii Teuenust COVID-19.

Yucao rocnuTanuM3uMpoBaHHBIX JeTeil Ha (oHe
nosiBjieHMs mramMMa Omicron yBeJIWUYMIOCH Oojiee 4eM
B 10 pa3. OmHOBpeMEHHO IPOM3O0ILIO OMOJOXEHHUE
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MallMEHTOB — yBEJWYEHUE TOJIM IEeTEH TPyIHOTO W paH-
Hero Bo3pacta cpeau 3aboneBmmx COVID-19. Jletn
MepBbIX 3 JIET XU3HU COCTaBWIM TOYTH 2/3 OT Bcex
3aboneBmx (62%), B Tom yucie 35% — netv TpyIHOTO
Bo3pacta, 7% — et B Bo3pacte 4—6 jet, 8% — netu
12—14 ner u 12% — mnoxppoctku 15—18 ner. Craenyer
OTMETHUTh DPa3IUYHbIe TPOSIBICHUS KIMHUYECKON Kap-
tuHbl COVID 19, cpeay KoTopbIX MpeobJiagatoT JIMXO0-
panka, pecrupaTOpHble KaTapajbHble SBICHUS U XeJy-
JIOYHO-KUIIIEYHbIe HapylleHus (puc. 1).

3aboneBaHue y TroCNUTAIU3UPOBAHHBIX AETel Tpo-
TeKajo TPEMMYIIECTBEHHO B CPEIHETSIKeNIoil dopme.
OnHako HauboJiee ySI3BUMBI B TUTAHE TSKEIOTO TEUCHUS
KOPOHABUPYCHOM WHGMEKIUW IeTH M3 TPYIIbl PUCKa,
KOTOPYIO COCTaBJISIIOT MAIIMEHTHI CO CIEAYIOIIUMU 3a00-
JIEBAaHUSIMU/COCTOSTHUSIMU:

— OXHUpeHHE, METabOJTMIECKUI CUHAPOM;

— XpOHMYEecKoe 3a00JIeBaHNe TIOUEK;

— caxapHblii 1naber;

— OHKOTeMaTOJIOTUYeCcKHe 3a00JIeBaHNs;

— UMMYHOJE(MUIIUTHOE COCTOSTHWE WJIM TTOJydeHHe
MMMYHOCYIIPECCUBHOM Teparuu;

— CepIeYHO-COCYIMCThie 3aboyieBaHUs  (BKIJIIOUYast
BPOXIEHHbIE TOPOKU Cep/ilia) WU apTepualibHasl TuIep-
TEH3U,

— XpOHMYECKHUe 3a00JIeBaHUS JIETKUX;

— HeBpOJIOTMYECKHUe 3a00JIeBaHMs (IETCKMIl Liepe-
OpaJbHBIN Tapaid, TsKeIble BPOXKICHHBIE aHOMAJIUU,
HACJIe[ICTBEHHBIE CUHIPOMBI).

IpodunakTuka TsKEJIOro  TeyeHMs]  3aboJieBa-
HUSI y JIeTeli ¢ TaKoW COYeTaHHOW MaToJIoTheil HeoO-
Xoo¥Ma W B Hacrosiiee Bpems. HoBble mepcriek-
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OPUINHAJIbBHbBIE CTATbU

TUBbI npodunaktuku u JyedeHusi nereii ¢ COVID-19
U COYETAaHHBIMU 3a00JICBAaHUSIMU CTaI BO3MOXHBIMU
C TIOSIBJIcHWEM Ha (apMalleBTUYECKOM PBIHKE HOBBIX
MpErapaTroB, OTHOCSIIUXCA K BUPYCHEUTPaNIM3YIOIIM
antutenam. OHU TIpeaHA3HAYEHBl UIS CO3MaHUST Tiac-
CHBHOTO WJIM YCHWJIEHMSI €CTeCTBEHHOTO WMMYHHOTO
OTBETa IIPOTUB UYKEePOTHOTO areHTa. JJaHHbIe TTpernapaThl
YCITEITHO TIPUMEHSTUCh U TIPU APYTUX MHMEKIIMOHHBIX
3a00JIeBaHUSX: JTMXOpajaka D00Jibl, OCIIEHCTBO, PECIM-
paTOpHO-CUHIIUTHAIBHAS BUPYCHast MHQEKIIUS, CUOUp-
ckas s3Ba U uHgekuusi, BoizBaHHast Clostridium difficile,
YTO TOAYEPKUBAET UX OOJIBIION TMOTEHIMAI B JICUCHUM
COVID 19 |2]. BupycHeliTpaau3yoolie aHTUTeIa oKa3a-
JIUCh caMbIMM 3(peKkTuBHBIMU B 60pboe ¢ SARS-CoV-2,
0COOEHHO TpOTUB S-0eyika (Crailk-0e1o0K), KOTOpbIi
WUrpaeT pellalollylo pojib B MH(PEKIIMOHHOM ITpoliecce,
y4acTBys B NPOHUKHOBEHMU BHpYca B KJIIETKY-XO3sSIMHA
[3, 4]. S-Oenok cBsI3BIBAETCS C PELENITOPOM aHTHOTCH-
3uHIIpeBpainarmero depmenTa I, KoTopelit aKcIIpeccu-
pyeTcst Ha MHOTHX KJIETKax OpraHr3Ma uejioBeKa, HO TIpe-
BaJIUpyeT B PECIMPATOPHBIX SMUTEIUATbHBIX KIIETKaX,
anbBeosIsIpHbIX KiaeTkax | u I Turos B jerkux, poroBoi
MOJIOCTH, MOYKaX, CEeMEHHUKaxX 1 KuieyHuke [5]. Ciaus-
HHUe S-0e1Ka MeMOpaHbI BUpYca C KJIETOYHO MeMOpaHO
OTKpbIBaeT nyTh BupycHoii PHK B kieTky-xo3sinHa, rie
HauWHaeTCsT akTUBHAs peTuIMKaius Bupyca [3, 6]. bioku-
pOBKa 3TOro 3BeHa MH(MEKIIMOHHOTO Ipoliecca Croco0-
CTBYET OBICTPOI JIMMUHALIUK BUpYCA.

BriepBble BBeicHE MOHOKJIOHAIBHBIX aHTUTEN (KOM-
OuHauus 6amjiaBUHUMaO + 3TECMBMMad U COTPOBMMAO)
JIETSIM CTaJI0 AOCTYITHBIM B MEIULIMHCKMX OPTraHU3aIusIX
TOCY/IapCTBEHHOM CUCTEMbI 31pPaBOOXpaHEHUS MOCKBBI
¢ Hosiopst 2021t [7]. bamnanuBumab (Bamlanivimab,
paHee wu3BecTHbIi Kak LY-CoV555, komnanus Lilly)
u steceBUMabd (paHee HasbiBaBIIWiics LY-CoV016, kom-
nanus Lilly) — BupycHelTpaiusyoie aHTuTeaa (aHa-
Jior UMMyHoTr100y1MHOB G1 yesioBeKa) ¢ aKTUBHOCTBIO
npotuB SARS-CoV-2. JIga aHTHUTEa CBA3BIBAIOTCS C pa3-
JIMYHBIMU, TI€PEKPBIBAIOIIUMUCS  SIUTONAMU  periern-
TOPCBA3BIBAIONIETO AOMEHa S-0eka M OJIOKMPYIOT IIpO-
HUKHOBEHME BHUpyca B KJIETKW OpraHM3Ma. YIIpaBJIeHHE
10 CAaHUTAPHOMY HAI30py 3a Ka4eCTBOM ITUIIEBBIX TPO-
IyKTOB M JieKapcTBeHHbIX nperapatoB CIIA (Food and
Drug Administration, FDA) Bbinanio paspelieHre Ha 39KC-
TpeHHOE MTPUMEHEeHNe KOMOMHAIIMY OaMIaHUBUMAO + 3Te-
cepumab mjis sedeHus: COVID-19 nerkoit u ymepeHHOM
TsDKeCTU y neteit ¢ 12 netr u maccoit tena >40 kr 09 ¢es-
pansa 2020 . [8—10]. PekomeHpalmy ocHOBaHBI Ha pe3yiib-
TaTax TUIaleb0-KOHTPOJIUPYEMOTO PaHIOMU3MPOBAHHOTO
HCCIIEIOBAHUS C YIaCTUEM B3POCIIBIX MALIMEHTOB, B KOTO-
pOM MpUMEHEeHUe KoMOMHaly 6amiaHuBuMab + artece-
BUMab CHU3WIIO BUPYCHYIO HAarpy3Ky Ha 7-i1 IeHb, YMEHb-
o JietanbHoCcTh Ha ¢oHe COVID-19 uepe3 29 nHeii
(2% nipotuB 7% B rpyme miane6o) [8].

BospacTHoit KpuTepuii Ha BBeJIeHUE KOMOWHA-
uuu OamiaaBuHuUMab + arteceBuMad pacumiupeH FDA
03 mexadOpst 2021 r: paspemennsl jaedenue COVID-19
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Toxapes A.C. u coasm. CoBeplleHCTBOBaHUE Tepanuu KopoHaBupycHoii nndekimu (COVID-19) y neteii rpynm prcka TSLKeTOro TedeHus 3a001eBaHus. ..
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Puc. 1. Knunnmyeckast cumnromatika COVID-19 (co0cTBeHHbIE TaHHbIE).

Fig. 1. Clinical symptoms of COVID-19 (own data).

y IeTeii >2 JIeT U TOCTKOHTaKTHast MPOoMUIaKTHKA IeTIM
Jit000ro Bo3dpacra. PaspelnieHre Ha 9KCTPEHHOE UCIOJNb-
30BaHUe TIperapaToB Ui AeTeil Mianmie 12 JeT ocHO-
BaHO Ha pe3yJbTaTax MCCIeJOoBaHMS IO OLEHKe 0e30-
MacHOCTH 1 3((PEKTUBHOCTU TTPUMEHEHUsT KOMOMHAIINN
OamjaBuHuUMab + areceBuMabd ¢ ydactuem 125 nereit
OT poxaeHus1 10 18 yieT nmo KpaitHeit Mmepe ¢ onfHUM (ak-
TOpoM pucka Tsikenoit opmbr COVID-19 [9].

CorpoBumab  (Sotrovimab, paHHee  W3BECTHBII
kak VIR-7831, xomnanuss GSK) obnamaer Takum xe
MEeXaHU3MOM IEeMCTBMSI, KaK W KOMOWHALIMS OaMiiaBu-
MHMHUMaO + 3TeceBMMabd, OTHOCACH K BUPYCHEWTpATU-
3YIOLIMM aHTUTeNaM HMMyHorjnooyarHa Gl yenoBeka
¢ aktuBHOCThlO TMpoTuB SARS-CoV-2. Paszpemienue
Ha B3KCTPEHHOE WCITOJIb30BaHUE COTPOBMMAaba BBITAHO
8 oktsa0ops 2020 M MOATBEPXKACHO IPOMEXYTOUHBIM
aHAJIM30M pe3yJIbTaTOB PaHAOMU3UPOBAHHOTO MCCIIENO0-
BaHMSI, B KOTOPOM ydacTBOBajau 583 maumeHTa, a Mpu-
MEHEHME COTpOBMMaba COMPOBOXIATOCH YMEHbIIEHUEM
Yyycia roCnUTAIM3aluil Wik CMEPTHOCTU uepe3 29 nHeit
(1% mpotuB 7%) MO cpaBHEHMIO C IUIAe00 W CHUXKe-
HUeM BUpYcHoi Harpy3ku [11, 12]. [letu B Bo3pacte 12 et
U cTapllle U Maccoii Teja >40 KT BXOIAT B JIBa ITPOIOJIKA-
IOIIMECsT TI0 HACTOSIIEE BpeMsT UCCIICIOBAHUS TI0 OIICHKE
addexktuBHocTr corpoBumMada: COMET-PACE (Pharma-
cokinetics, Pharmacodynamics, and Safety of Single-dose
Sotrovimab in High-risk Pediatric Participants With Mild
to Moderate COVID-19) u EHS-Strategy (Insight Into
the UAE Experience With Monoclonal Antibodies (Sotro-
vimab)) [12]. CorpoBuMaO WCMOJB3yeTCS ISl JICYSHUS
aMOYJIaATOPHBIX MALIMEHTOB C JIETKOM M CpeHElN CTEIEHbIO
tskectt COVID-19, mmeronux ¢akTopbl pucKa TsKe-
JIOTO TedeHUsT MHpeKuru. B rpymmy pucka BXOIAT JETH
¢ 3a00JIeBaHUSIMU, TIpeIcTaBIeHHbIMU B Ta01. 1 [7, 13].

ILeas uccienoBanmsa: pa3paboTKa CHUCTEMBI paHHEro
BBISIBJICHUSI, MapLIPyTH3allMd W JICUEHUSI C HCIOJIb-
30BaHUEM BUPYCHEHUTPATU3YIOIIUX MOHOKJIOHAIBHBIX
aHTHUTE] AeTell W3 TPYIIbl PUCKA TSKEJIOTo TeUYEeHUS
COVID-19 (manee netu U3 TPyMIbl pUcKa) ISl TIpemy-
MpeXIeHUsT KIMHUYECKON MaHMbecTauun WHQEKINN
U TIPOTPECCUPOBAHUSI OCHOBHOTO 3a00JIeBaHUSI.

XapakTepucTuka peten u MeTogbl UCcenoBaHns

JI71s1 paHHETO BBISIBJICHUSI, MapIIPYTU3allMi U MOHU -
TOPUPOBAaHUS JeTeil M3 TPYyIIbl pucka Ha Oasze Tene-
menuumHckoro neHtpa 'bY3 Mocksbl «LleHTp Menu-
uHckoi npodwnaktuku I3M» B Hosiope 2021 1. 6611
co3fgaH JleTckuii AMCTaHLIMOHHBINM KOHCYJIBTaTUBHBIN
uentp — JAKL (puc. 2). Kpome Toro, ¢ uenbio ore-
paTUBHOTO 1 3(P(HEKTUBHOTO JICUCHUS AETEN U3 yKa3aH-
HOIi rpynnbl Ha 6a3e [leTcKoit ropoJAcKoi KIMHUYECKOM
O6osbHMILIBI M. 3.A. bauiseBoii ObL1 opraHM30BaH CcTa-
LIMOHAp KpaTKOBPEMEHHOTO TpeObIBaHUsI IJisi 00cie-
JIOBaHUS Y JIGYEHUS JeTei U3 IPYIbl pucKa ¢ BIIepBbIe
BBISIBJICHHBIM  TTOJIOKUTEJIbHBIM ~ PE3yJbTaTOM  TOJIM-
mepaszHoil nenHo# peakuuu (ITL[P) na SARS-CoV-2.
Bpaun JIJIKIl Ha ocHOBaHMM arperMpoBaHHBIX JIaH-
HBIX TIPOBOJST BBIOOPKY €Tl ¢ BIIEPBbIC BHISIBICHHBIM
nosioxutenbHbiM pesyiabsratoM [P Ha SARS-CoV-2
M3 TPYMIIbl pUCKaA MO UTOTaM IMCTAHLIMOHHOW OLEHKHU
COCTOSIHUS JIETei C MOMOIIBIO TeJIeMEIUIIMHCKUX KOH-
CyJbTalluil Y JAaHHBIX 3JIEKTPOHHBIX MEIULIMHCKUX KapT
nereit. JIlucraHIIMOHHAs OlLIEHKa COCTOSIHUSI pebeHKa
MPOBOJUTCS C MCMOJIb30BAHUEM CIELMATIbHO pa3pado-
TaHHOI aHKEThI-ONPpOCHUKA (puc. 3).

Ha ocHoOBaHMM TMOJYYeHHBIX TAHHBIX U3 3JIEKTPOH-
HOI MEIULIMHCKOM KapThl, a TAKKE B IIPOLIECCE OOIICHMS
C POIUTENISIMA Bpady KOHCYJIBTaTUBHOTO IIEHTpa OIpe/e-
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JIgeT TOoKa3aHMsl K HaIlpaBlIeHUIO pebeHKa B CTAallMOHAp
KPaTKOBPEMEHHOTO TPeObIBAaHUS C LIEIbI0 00CIeI0BaHNS
Y JIeYeHUs ¢ IPUMEHEHNEM BUPYCHENTPATU3YIOIIX AHTH -
tein. [lociae mMpuHATHS pellieHrsT peOeHOK B KpaTdaiiie
CPOKM, He TI03Ke yTpa CJCOYIOIIero JHS, HOCTaBIISIeTCS
CIIeMaTbHBIM CAaHUTAPHBIM TPAHCIOPTOM B JIeTCKYyIO
TOPOACKYIO KIIMHUYECKYI0 OonbHMIy uM. 3.A. bamnise-
BOIl Ha OCHOBAaHWUM 3asiBKU, C(HOPMHUPOBAHHON BpayoM
JIeTCKOTOo IUCTAHIIMOHHOTO KOHCYJIBTATUBHOTO IIEHTpA.
IMpu nocTymieHnn pedbeHKa B CTallMOHAP MHMEKIIMOHKUCT
COBMECTHO C TTPO(PMIBHBIM CIELIMATUCTOM TTI0 OCHOBHOMY
3200JIeBAaHUIO OLIEHUBAIOT KIMHUYECKHIT CTaTyC peOeHKa,
TOCJIe YeTO TIPOBOIUTCS KOMIUIEKCHOE KIMHUKO-T1ab0pa-
TOpHOE 00cienoBaHue (Tadt. 2).

ITo pesynbraTaM HCXOTHOTO OOCTEIOBAHUS TIPOBO-
JIUTCST BpaueOHast KOMUCCUST C YU4aCTHEM TJIaBHBIX BHEIII-
TaTHBIX CITeIMaIuCcTOB JlemapTamMeHTa 3apaBOOXpaHe-
HHUSI U TIPUHUMAETCS pellicHWe O Ha3HAUYeHWM Teparuu
C MWCIOJb30BaHWEM BUPYCHEUTPATU3YIOIIUX aHTUTE.

OPUINHAJIbBHbBIE CTATbU

I1pn monoXuTeTbHOM pELIeHNH PeOeHKY B CTallMOHApe
KpPaTKOBPEMEHHOTO TpeObIBaHUS TIPOBOJIMTCS Tepa-
nus ¢ MPUMEHEHUEM BUPYCHEUTPaAIU3YIOUINX aHTUTE
(corpoBuMab, koMOuHauMsi GamiaaHuBUMaO + aTece-
BUMaO0) C MOC/ENYIOIIMM MOHUTOPMPOBAHUEM COCTOSTHUSI
B TeueHue ot 1 1o 3 4. [Ipu ynoBiaeTBOPUTEILHOM CaMo-
YYBCTBUU, B OTCYTCTBUE MMOOOYHBIX 3(D(EKTOB 1 Hexea-
TEJIbHBIX SIBJIECHUII PeOEHOK CaHUTApHBIM TPAHCIIOPTOM
craliMoHapa KpaTKOBPEMEHHOTO IpeObIBaHUSI B COIPO-
BOXJIEHUM MEIUIIMHCKOTO pabOTHUKA JIOCTaBJISIETCS
10 MECTY XuTeJibcTBa. [Ipu 3TOM OH ocTaeTrcs 1o JuHa-
MMYECKUM HaOironeHueM Bpava JleTcKoro AMCTaHLIMOH-
HOTO KOHCYJIBTATUBHOT'O 1IEHTPa C MOMOIIbIO ayTMOKOH-
TpoJisi A0 14-ro nHS 3a00J1eBaHMS.

AyIMOKOHTPOJIb TIPOBOJUTCS C OLIEHKOW CJIEAYIOLINX
MapaMeTpoB: HaJM4ue TMOBBIIIEHHON TeMIepaTyphl Tefa,
c1abocTh, HEOMOTAaHUE, CHIKEHME arreTvTa, 0oJieBoi
CUHJIPOM, KaTapajbHbIE SIBJICHUS, KOXXHbIE BBICHITIAHUS,
JKeJyIOYHO-KUIlIeuHble HapyieHus. Ha 3, 7 u 11-i1 iHu

Tabauya 1. Tpynmbl pucKa TSKeJIOT0 TeueHus 3a00/1eBaHus KopoHaBupycHoii ungexiueit COVID-19
Table 1. Risk groups for the severe course of diseases of coronavirus infection COVID-19

IIpodman Kon mmarnosa no MKB-10 Yeaosus (1 nim 6oJiee U3 nepevnCIeHHbIX)
Q20—28, 120—128, 130, 133, 138, 140, 141, i{.é})e;;qﬁaﬂ runiepreH3us 11 pyHkimonasrpHOTO Kitacca
Kapauonaorust 142, 143, 145.6, 147, 148, 149.8 (cumzpom 2 CepnéqHaﬂ HemoctatrouHocTh 1B ctanuu u 6osee
Bpyranma, cuHAPOM YIJTMHEHHOTO MHTEPBAIA - y
P y11: 150 3. «Cunue» BpoxkIeHHbIe Mopoku cepiia ¢ SpCh <80%.
Q-), 4. TpaHCIUTaHTaLIUS Cep/ILa
gg)gfyi/12T§lﬁifglaﬁ;;;y;ﬂﬁﬂéiiﬁgl{(?g:;?m- 1. [TamieHT BHECEH B «PETUCTP IO HA3HAYCHUIO PUTYKCH-
N Ma0a Wiu KaHaKMHyMa0a» (MohaMWIbHBII PETUCTP).
M30.0, M30.1, M30.2—M30.8 (BackyanTbi) ﬁgﬂ?{‘;‘fﬁf‘gﬁ;ﬁ; SRADSEDLE O I A
MBLD, Wbl RBILE, WML (L) 3. EcTb B aHaMHe3€e CUHIPOM a.KTI/IBaI_[I/II/I Makpodharon
SOOI xziféﬂl\iii:éﬂhﬁ:)z :8:MB2.9(GcTennas 4. EcTb mopakeHue JeTKuX B paMKax CUCTEMHOTO 3200~
nesanus (M08, M30.0, M30.1, M30.2—M30.8; M31.0,
ﬁfjgexziohxiéf) M33.9 (loBeHMIb- V131 3 M31.4, M31.7, M32.0, M32.1; M32.8; M32.9;
M34.0—M34.9 (cHCTeMEas CKITe M33.0, M33.1, M33.2, M33.9 M34.0—M34.9, M35.0—
. . ponepMusi) M359)
M35.0—-M35.9
1. [TaeHT BHECEH B «peruCTp MO HAIMIUIO TPAHCIUTaH-
TUPOBAHHOTO OpraHa».
Hedpomnorus N03.0; N04; N11-N16; N18.0—N18.9; N19 2. [TaumeHT nosy4aet/moaydyarl MMMYyHOCYTIPECCUBHYIO,
TOPMOHAJIbHYIO TeParuIo.
3. [ManyeHT moTyJaeT 1uain3
1. [MaeHTY TPOBOIUIICST/TIPOBOIUTCST KypC XUMUOTE-
panuu 3a nociaeaHuii mecsi (C81; C82—C86; C96; C88;
C90; C91.0—C91.9; C92.0-C92.9; C93.0—C93.9; C94.0,
C94.2, C94.3, C94.4, C94.6, C94.7; C95.0; C94.3; C94.7;
C81; C82—C86; C96; C88; C90; C91.0— C95.1-C95.9).
C91.9; C92.0—C92.9; C93.0—C93.9; C94.0, 2. Pemuccusi remaTosiornyeckoro 3adoneanust (D45—
TemaTomorus C94.2, C94.3, C94.4, C94.6, C94.7; C95.0; D47; D55—89).
C94.3, C94.6, C94.7; C95.1-C95.9; D45- 3. [1pu Texy1iem remosiu3e, Ipu MPOBEACHUM JeUSHUS
D47; D55—D89 (ropMoOHaJIbHas Teparusi, IpuMeHeHe UMMYHO/IeTIpec-
CaHTOB, XMMEPHBIX MOHOKJIOHAIBHBIX aHTHUTEN) (D59).
4. TTaneHT nmoyiydaeT MMMYHOCYIPECCUBHYIO UM TOPMO-
HajpHyI0 Tepanuio (D61.3, D69.3, D76.0).
5. YpoBeHb HeiiTpoduioB MeHee 500 ki1/mm? (D70)
u D80; ],)80'0’ ]?80'1? D80',3’ D8,0'5’ ]?80'6f [NammeHT BHECEH B «pervcTp MalMeHTOB C MEPBUYHBIM
mmyHosorusi  D80.8; D80.9; D81; D82; D83; D84; D8Y;

G11.3; E31

UMMYHOAE(DUIIUTOM»
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Toxapes A.C. u coasm. CoBeplleHCTBOBaHUE Tepanuu KopoHaBupycHoii nndekimu (COVID-19) y neteii rpynm prcka TSLKeTOro TedeHus 3a001eBaHus. ..

Oxkonuanue mabauywt 1.

Ipoduan Kon mnarnosa no MKB-10 Yeaosus (1 niam 601ee U3 nepevncIeHHbIX)
1. [TaLeHT BHECEH B «PETUCTP 10 HA3HAYEHHOM reH-
HO-MHXEHEPHOM OMOJOrMYECKOM Tepanuu nalueHTam
¢ OpoHXMaJIbHOM acTMOi» (J45).
J41.8,J45;)82; J84; E84 2. [NatMeHT moxyJ4aeT UMMYHOCYITPECCUBHYIO M/WIIA TOP-
n + MOHaJIbHYIO Tepanuio (J45; J82; 184).
YJABMOHOJIO- .
. MoMaMWIBHBIN PETUCTP TI0 TeHHO-MHXe- 3. [TaneHT MMeeT ObIXaTeJbHYI0 HemoCTaTOYHOCTh [1—
HepHOI1 omoorndeckoit Teparnuu nauueH- LI crenenn (J41.8, J45, 182, J84).
TOB C OPOHXUAIBLHOM ACTMOM 3. YcTaHOBJIEH MarHo3 «MyKoBUcIua03» (E84).
4. TTareHT rocrnuTaM3upoBascs 2 pa3a u 0oJiee B cTa-
LIMOHAP IO TIOBOLY 00OCTPEHMSI MHTEPCTUITUATIEHOTO
3a0071eBaHMS JIETKMX 3a mocaenHuii rox (J82, J84)
1) ¥V mauuenta caxapHbiii auabet 2-ro tuna (E11.2-9).
DHIOKPHHO- E10.2—E10.9; E11.2—E11.9. 2) Y maiyeHTa ¢ caxapHbIM 1MabeToM 1To THIa ypoBeHb IJIM-
Hors E66-E68; Q87.1; Q87.8; E24.0; E24.2; KMPOBAHHOTO TeMorIoonHa B Kposu 6osiee 8% (E10.2—9).

E24.8; E24.9; E27.0

JleTckast OHKO-

C00—-C97
JIOTUS
Hanuuue
TpaHCIUIaH-
TUPOBAHHOTO 794
opraHa

W/WIA TKaH!

3. V manmeHTa nHmekc Maccel teaa >35 kr/m? (E11.2—E11.9,
E66-E68; Q87.1; Q87.8; E24.0; E24.2; E24.8; E24.9; E27.0)

3J10KaueCTBEHHOE HOBOOOPa30BaHUE Ha JTI000I CTalnu:
- eiikoneHus u HeiTporeHus (<500 Mxi),

- HaJIMuuMe crenuduIecKux 04aroB B JIETKUX,

- HaJIMYKe CIelrbUIecKoro mopaxkeHust KUIIeIHrKa,

- TIAIIMEHT TMOJTyYaJl UMMYHOTEPAMuIo (PUTYKCUMao)

Bce mauueHThb

MALMEHT CHeUalbHBIM  MEIUIMHCKUM TPaHCIIOPTOM
JTIOCTaBJISIETCS B CTALIMOHAP KPaTKOBPEMEHHOTO TTpeObIBa-
HUS JJIST OLIEHKM KJIMHUYECKOTO CTaTyca, KIMHUYECKOTO
1 1abopaTOPHOTO 00C/eI0BaHUS U OLIEHKU 3(PHEeKTUBHO-
CTHU TIpOBeNeHHON Tepanuu. PebeHOK cHUMaeTcs ¢ yyera
JIeTCKOTO JUCTAaHIIMOHHOTO KOHCYJIBTATUBHOTO IIEHTpa
MocJie  KJIMHUYECKOTO BBI3IOPOBIEHUSI, OTPULIATETbHBIX
pesynbratoB [TL[P-mMa3ka oTmensseMoro M3 HOCOTJIOTKU
Ha SARS-CoV-2 ¢ nnepenayeit cBeieHNIA B JETCKYIO TTOJIM -
KJIMHMKY T10 MECTY KUTeIbCTBA. JlucnaHcepHoe Habona-
€TCsI OCYIIECTBIISIETCS B TeueHue | roza.

Jlnst otieHKM 3(h(heKTUBHOCTY MPUMEHEHUST BUPYCHET -
TPaJIM3YIOIIMX aHTUTEJT BIOpaHa rpyrmnra u3 98 gereii, BXo-
IAIIAX B TPYIIITY PUCKa, KOTOPBIM MPOBOIMIOCH JieUeHUE
B CTallMOHape KPaTKOBPEMEHHOTO TpeObiBaHus JleTcKoi
TOPOACKOM KIIMHNYECKOI 60ompbHNIEI M. 3.A. Bannsesoii
B niepuof ¢ 5 Hosiopst 2021 1. mo 23 suBapst 2022 1. ¢ nuar-
HO30M «HOBasi KopoHaBupycHast uHgpekuuss COVID-19»
(U07.1) Ha poHe couetaHHOI maTojoruu (cMm. puc. 3).

BBeneHve BUPYCHENTPaIU3YIOIINX MOHOKJIOHAIBHBIX
aHturen (komOuHauusi 6amianusumad 700 mr + srece-
BuMab 1400 Mr B mo3mpoBKe IJisd AeTeid crapiie 12 Jer,
Maccoii tena 6osee 40 kr uim corpoBrumatd 500 Mr B 1031~
poBKe I feTteid crapuie 12 jiet, Maccoil Teina Ooiiee
40 Xr) OCyIIECTBISIIOCh OAHOKpaTHO. PellieHne o npu-
MEHEHUM OWOJIOTMYECKON Teparuu Uil TOCITUTATIU3U-
POBaHHBIX TALMEHTOB MPUHUMAJIOCh B KaXXIOM K-
HUYECKOM CJlydae 1O WTOTaM IPOBEICHUST BpavyeOHO
KOMUCCHUM C yJaCTHEM TJIaBHBIX BHEIITATHBIX CIIeIIUAT-
cToB JlermapTamMeHTa 3IpaBOOXpaHEeHUSI.

st cTaTUCTUYECKOl 00pabOTKM TTOJyYEeHHbBIX JTaH-
HBIX UCITOJIb30BAJIM METOJIbI ONTUCATEbHOM CTATUCTUKH,
MoKa3aTeju Bapualuu — MPOBOAWIICS pacyeT CpeaHei
omnoOKu (m) AJjisi aOCONIOTHON M OTHOCUTEJIbHON BEJIU-
yuH. [nsg omnpeneneHuss CTaTUCTUYECKOUN JOCTOBEp-
HOCTHU TIOJYYEHHBIX Pe3yJbTaTOB MCIOJIb30BaHbI KPU-
tepuii ¢+ CThlOICHTa M HeMapaMeTpUYeCKUil KpUTEpHUil
ManHa—YuTHu.

PesynbraThbl M 06CyXaeHne

Tlon HaGawogeHuMeMm  Haxomwauch 98  nmereit
¢ COVID-19 B Bo3pacte oT 12 go 17 net ¢ XxpoHUue-
CKMMU TIPOTPECCUPYIOIIUMU 3a00JeBaHUSIMU, CPEIU
KOTOPBIX 55 ManbuukKoB U 43 neBouku. Y 20 u3 ykazaH-
HBIX JIeTell TPOBOIMIIACH Tepamus C WCIOJb30BaHUEM
coTpoBuMaba, ay 78 gereit — KoMOMHAIIMM OaMJIaHWB-
Maba c 3TeceBUMabdoM.

CornacHo TIpeACTaBJIeHHBIM B TaOJ. 3 JaHHBIM
44,8% cocTaBWJIM TALIMEHTH ¢ OPOHXOJIETOYHO TaTO-
sorueit. ClieAayloleil mo pacrpocTpaHEeHHOCTH Oblia
MaToJOTUSl SHAOKPUHHOUN cucTeMbl (27,9%), KoTopas
MpeacTaBjieHa TPEUMYIIECTBEHHO SK30T€HHO-KOH-
CTUTYIIMOHAJIBHBIM OXHUPEHUEM, caXapHbIM JMa0eTOM
1-ro Tma, a y ogHOro pebeHKa BBISIBIEHO COYeTaHUe
OXXUPEHUSI, apTepUaIbHOM TUIEPTEH3UM U CaXapHOTO
nuadera 2-ro tuna. Kpome Toro, y oTnejlbHbIX AeTeit
OTMEYaIMCh W JIpyrue 3a00JieBaHUs: OHKOJOTUYECKUE
(7%), pesmatnueckue (6%), remaronorudeckue (5%),
nuMmMmyHosiornyeckue (3%), xapauonormvyeckue (2%)
u Hedpoaornueckue (1%).
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OPUINHAJIbBHbBIE CTATbU

[eTckmii AMCTAHLMOHHBLIA KOHCYNbLTATHBHbLIA wenTp (JOKL)

Ha base TenemegMuUMHCKoro wenTpa (TML)

3apnauw [AKL:

- oTOOPp MAaUUEHTOB W3 MPYNNbl PYMCKA Ha Tepanuio BHA Ha oCHOBaHMM
ArperHpoBaHHB AAHHLE C YYeTOM KpWTepHes oTGopa

- POPMUPOBAHHE CMMCKOB MO WTOFaM 3A0YHONA OLEHKH MO AaHHBIM 3MEKTPOHHON
KapTol

= ¢|CIPMWFICIBEHME OTUETOE O PE3yNbTaTax NeusHHA

- OCYWECTBAEHHE AYAHO-KOHTPONA 23 NALUMEeHTaMH W3 rpynnel pUcKa,
NpoxXoAALMMK neueHue B CKIN

- anizos Gpuragnl CMI Npu HEOOXOAMMOCT FOCAMTANWMIAUMM B JKCTPEHHDM

nopsaxe
= MOHMTOPMHI 3@ GeTbMK M3 rpynnel PUCKa, 0TKAZaBWWMWCA OT rOCnMTanuaawyy e
CHKM
AocTaska Jocragka pefienka
pefexxa 8 CKN CKn oomMol ks CKN
KB mm. 3.4,
A MpoBeaeHWe Tepaniu apToMoGunEM
AL IRanON BHA (no nokasanusH) L10CARToTPaHGRE
Gpuragon CMN COMNPOBOEABHUH
MEAMLIMHCKOTO
T pabotHiKa

MoBTOPHEIA OCMOTP B CKN ©
zabopomM aHanwzos Ha 3,7, 11
AHKM, AocTaeka asTomMobunem
MoCTpaHCaBTo B
CONPOBOXAEHHH
HMeanUHHEKoro paboTHHKa

Puc. 2. lerckuii TMCTAHIMOHHDII KOHCYISTATUBHBIN IIEHTP: CXeMa MAapUIPYTH3AMHA M TAKTUKY BeJeHHs JieTeil U3 IPyNibl pUcKa.
CKII — cranuonap KpaTkoBpeMeHHOro npeobiBanusi; BHA — BupycHeiiTpannsyomue aHTUuTeA.
Fig. 2. Children’s Remote Consultation Center (CRCC): Routing scheme and management tactics for children at risk.

Tabauya 2. O0beM KIMHUKO-1a00paTOPHOTO U MHCTPYMEHTAIbHOTO 00caenoBanus Aereit ¢ COVID-19 u3 rpynmsl picka B CTamuo-
Hape KPATKOBPEMEHHOr0 NMPedbIBAHUS
Table 2. The volume of clinical, laboratory and instrumental examination in children with COVID-19 from the risk group in the day clinic

IlepBuunoe nocemenue (1-ii 1eHb)

— OOUIEKTMHNYECKNIT aHAINA3
KPOBU

— buoxumuyeckuit aHaIu3 KpoBU
(oO1mit 6enok, anboymuH, AnAT,
AcAT, JIIT, o61mmit OunnpyOuH,
KpeaTHHUH, MOYeBUHA, heppu-
TUH, IJII0KO03a, 1ejouHast poca-
Ta3a, C-peakTUBHBIN OEIOK)

— Koarynorpamma (TpoMOMHOBOE
Bpemsi, AYTB, MHO ¢bubprHo-
reH, D-gumep)

— OOuuit aHaIu3 MOYn

— TP ma COVID-19

— Amnturena k SARS-CoV-2 IgG,
IgM metomom MDA

— OKI B nokoe B 12 oTBeneHUSIX
— KowmmbrotepHast Tomorpadust/
PEHTIeH OpPraHOB IPYAHON KJIETKU
(110 MoKa3aHusIM)

3-ii 1eHb

— OOIIEKITMHUYECKUI
aHaJI3 KPOBU

— [ILP na COVID-19

— buoxumuyeckuit aHa-
JIN3 KpOoBHU (001Nt GEJIOK,
anboymuH, AnAT, AcAT,
JIAT, oO1uit OuaupyouH,
KpeaTUHWH, MOYEeBHHA,
(bepputuH, TII0KO34,
mesouHast pocdarasa,
C-peaKkTUBHBII OEJIOK)

— Jlpyrue ucciaenoBaHus
10 TTOKa3aHUSAM

7-ii neHb

— OOILIEKIUHUYESCKUNA
aHaJIn3 KpOBU

— [TLP na COVID—-19
— Jlpyrue ucciaenoBaHUs
110 TIOKA3aHUSIM

11-ii nenn

— OOIIEeKJIMHUYECKUIA
aHaJIn3 KPOBU

— [P na COVID-19

— Anturena Kk SARS-
CoV-2 IgG, IgM meTonom
DA

— Jlpyrue uccinenoBaHus
I10 TIOKA3aHMSIM

Ipumeuanue. TILLP — nonumepasHas uenHas peakuusi; ATAT — anaHnHamuHoTpaHcdepasa; AcAT — acnapratamuHoTpaHchepasa; MDA —
UMMyHOGbEpPMEeHTHBINM aHanu3; AYTB — akTMBMpOBaHHOE YacTUYHOE TpoMOoruiacTuHoBoe Bpewmsi; JIAIT — nakratneruaporeHasa; MHO —
MEXIyHapoaHOe HopMan3oBaHHOe oTHoweHue; DK — anekTpokaparorpamMma.
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Toxapes A.C. u coasm. CoBeplleHCTBOBaHUE Tepanuu KopoHaBupycHoii nndekimu (COVID-19) y neteii rpynm prcka TSLKeTOro TedeHus 3a001eBaHus. ..

Ne ni/m Bomnpoc OtBer
1 O0111e BOmpochl
L1 Ha6monaercst pebeHok y Hedpostora / Kapauosora / TeMaTojiora / peBMaroJiora / myiib- ey ae,
MOHOJIOTa / aJIJIepProJiora-MMMYHOJIOTa / SHIOKPUHOJIOTa / OHKOJIOTa
1.2 CKOJIBKO JHEi 00J1eeT pedbeHOK KonuuectBo gHei
1.3 CKOJIBKO JHEH TemIiepatypa y peoeHka KonnuectBo qHei
1.4 MakcumanbHbIe TG PHI TEMITEPATypPhI Teja B°c
1.5 Ectb 11 a3hexT oT KaponoHMKaIMX Ha/Her
1.6 Cartypailus Kucaopoaa >9SZ)3/M Zif{i{ I
1.7 Y0 B MunyTy
1.8 yccC B Munyty
1.9 CrnabocTb Ha/Her
1.10 Henomoranue Ja/Her
1.11 CHMXEeHHBII allleTUuT Ha/Her
1.12 Poct Bcm
1.13 Bec B kr
1.14 bbuta 11 TpaHCIIaHTALIMSI OPTAHOB Ja/Her
2 Hedponorus XoTs 661 1 6asn
2.1 PebeHok monyyaeT UMMYHOCYTTPECCUBHYIO TEpaITUIO Ha/Her
2.2 Pebenok mostyyaeT auanus Ha/Her
2.3 PeGeHox BHECEH B PETUCTP MO HATMIUIO TPAHCTUIAHTUPOBAHHBIX OPTaHOB Ha/aer
3 Kapnuonorus XoTs 661 1 6asn
3.1 Hanuuue neroyHoi runepTeH3nu Ha/Her
3.2 Hannuawne cepaeuHoit HetocTaTOYHOCTH 2A 1 GoJiee CTaaun Ja/Her
33 Hanuuue runokcemuu ¢ catypaiueii <85% y pebeHKa ¢ BpOXIEHHBIMY TOPOKaAMK Iy e
CHHETO THUIa
3.4 PeGeHok nepeHec TpaHCIIaHTALMIO Cepla Ma/Her

Puc. 3. AHKeTa-0NPOCHNK AETCKOrO AUCTAHIMOHHOTO KOHCY/IBTATHBHOTO IIEHTPA.

Fig. 3. Questionnaire of the Children’s Remote Counseling Center.

Knunnueckue nposisnenuss COVID-19 B ykazaHHO#
IpYIIe JeTeil TpeacTaBlIeHbl OCTPOM pecrUpaTOPHOM
BUpYCHOI MHeKImeilt — y 74, BUpyCHOI MHEBMOHUEN
0e3 IpIXaTeJIbHO HeJOCTaTOYHOCTU — y 22, 3a0ojeBa-
HUSIMU KEJTyTOYHO-KUIIIEYHOTO — Y 2.

ITpu MoCTYIJICHUM OTMEYAIUCh CIICAYIONINE XaT00b:
MOBBIIIEHNE TeMmnepaTypbl Tena y 84 (85,7%) nereii:
cyodebpunbHasa ymxopaaka y 62 (73%), dbebpuibHas
qmxopanka y 22 (27%); nacmopk y 71 (72,4%); 601
BTopie y 56 (57,1%); kamenn y 86 (87,7%); 601m B rpy-
Hoit KireTke y 32 (32,6%); 601 B XKUBOTE M HapylIeHUE
MUIIeBapeHus: oTMedanoch vy 2 (2%); HapylleHue BOC-
MpUSTUST BKYCOB M 3amaxoB oTMmeuanoch y 35 (35,7%)
nereiri. Kpome Toro, orMeyaauch CHUMIITOMBI OOIIeH
MHTOKCUKALIMM — TIOBBIIIEHHAs ciabocTh y 86 (87,7%)
neteit, 6oam B Mbimax y 14 (14,2%), ronoBHbIe 060U
y 42 (42,8%). KiimHnueckue TposiBICHUST 3a00IeBaHUS
y AeTeit o0enx rpyIil MnpeacTaBaeHbl Ha puc. 4.

Cpenu HauboJiee 4YacThIX KIMHUYECKUX TPOSIB-
nennit COVID-19 y gereil u3 rpyIiisl pyucka CleayeT
BBIIEIUTh CHUMIITOMBI YMEPEHHOW WMHTOKCHKAILIMU
(rmoBbIllIECHUE TeMIlepaTypbl Teja, oOias cJiabocThb,
roJIOBHast 60JIb, MbIIIIeUHast 00JIb), KaTapaJbHbIC SIBJIE-

HUS ¥ Kairelb. KpoMe Toro, KIMHUYECKUE TPOSIBIIE-
HUS BKJIIOYATW aOJMOMUHAJIBHBIA CUHIPOM, KEJya0d-
HO-KWIIeYHbIe HapYyIIeHUs], U3MEHEHUS BOCIIPUSITUS
BKyca M 3amaxoB. Y 12,2% neteii 3a0ojieBaHKE TIPOTE-
Kajio 0e6CCUMIITOMHO.

JInst KOMIUTEKCHOM OIEHKM KJIMHWYECKOro cTaTyca
BCEM IETSIM B IIE€PBBI JIE€Hb TPOBOAMIM KOMITbIOTEP-
HYyI0 TOMOTpaduIo OpraHoB IrpyaHOM KiIeTKU. [1pu aTOM
y 76 (77,5%) neteii mopaxeHUsl JIETKUX OTCYTCTBOBAJIH,
y 20 (20%) nmarHOCTUPOBAHO ITOBPEXICHHWE JIETKUX
1o 15%, cootBercTBytomiee ctaguu KT1 uy 2 (2%) neteit
MpU TIEPBUYHOM OOCJIeIOBAHUN BBISBJICHBI MU3MEHEHUS
nerknx KT2-3.

BupycHeliTpanu3syiomye aHTHUTEIa BBOAWIN B CPell-
HeM Ha 2—3-1 CYTKU OT MEePBBIX KIMHUYECKUX TTPOSIBIIE-
HUI 1 He MO3XKe 2-TO THS OT MOJYYeHUs TIEPBOTO T0JI0-
xutesnbHoro ITI[P-ma3ka oTaensieMoro M3 HOCOTJIOTKM
Ha SARS-CoV-2. DddeKTUBHOCT, OMOJIOTUYECKOM
Teparuy OLEHUBAIM TIPEXIE BCEro MO AMHAMMKE KITU-
HUYECKO CUMIITOMATUKU Ha (hoHe JieueHus (TadJr. 4).

KimHnuecku y Bcex ieTeli OTMeUaInch perpecc Kara-
paJIbHBIX SBJICHUI, HOpMau3alys TeMIlepaTypbl Tela
Ha 3—5-i1 geHb OT BBeldeHUs mpenapaTta. Kpome Toro,
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Tabauya 3. Crpykrypa 3adoseBanuii y aeteii ¢ COVID-19 u3 rpynmsl pucka, npoJie4eHHbIX BUPYCHEHTPAIM3YIOIUMH AHTUTEIAMA
Table 3. Structure of diseases in children with COVID-19 from the risk group treated with virus-neutralizing antibodies

Yucio nanueHToB npoduis

ITpoduin Jluarnos (n) (1=98)

Kapauonorus Jlerounast runepreH3us (2) 2 (2%)
Ipanynemaros Berenepa (1)
CucremHasi ckiaepoaepmus (1)

PeBmatonorust KOBeHMIbHBII PeBMAaTOMIHBII apTpUT (2) 6 (6%)
CucremMHasi KpacHas BoayaHka (1)
AnTudochomumuaHbi cuHapoM (1)

Hedponorus Hedpotuueckuii curapom (1) 1(1%)
Koarynonarust (3)

Temaronorust Wnnonarnueckas neiikoneHus (1) 5(5,1%)
HMnunonarnueckas tpomboruroneHus (1)

Wi e [lepBuyHBIi flMMyHOﬂed)MuMT (2) 3(3%)
ATOMUYECKUI IepMaTUT TsiKesoi cteneHu (1)

- BponxuanpHas actMa Tskesioro TedeHust (43) 44 (44.8%)
MyxkoBuctnos (1)
Caxapnbiit nuadet 2-ro trma (1)

DHIOKPUHOIOTHS CaxapHbiit nuabet 1-ro Tumna (8) 30 (30,6%)
Oxupenue (21)
JIumboma XomxkkuHa (2)

OHKONOMSI Octpblii TUM(POOIACTHBIN JIEUKO03 (3) 7(7.1%)

lanrnuoneiipo6iacroma (1)
[moma tanamyca (1)

B JMHAMUKE OLEHWBAJIUCH JJaOOpaTOpHbIE MCCIeI0Ba-
Hus KpoBu (puc. 5). [Ipu mocTyrjieHur B KIMHUYECKOM
aHaJIM3e KPOBU Yy TAIIMEHTOB OTMEYaJIUCh CJIEIYIOIIne
U3MEHEHMUS: JielikoneHus: — y 24% mnalueHToB, TpOMOO-
uutoneHust — y 22%, monounto3 —y 15%. B 6uoxumun-
YeCKOM aHaJiu3e KPOBU MCXOIHO OIpeAessIoCh He3Ha-
YUTEJbHOE TIOBbILIEHWE YPOBHS C-peakTMBHOTO Oeika
y 18% nereii, MOBBILIEHNE aKTUBHOCTH JIAKTATACTUAPO-

o

20 40 60 80

reHassl — y 35% u ToBbIlIcHWE YpoBHS D-mumepa —
y 6%. Ilpn nuHaMWYECKON OlIeHKe YKa3aHHBIX MOKa-
3arejieil  HaOso#anach OTYETJIUBAsl —IMOJIOXUTEIbHAs
TEHICHLIMSI B BUJE HOpMau3allMyd YPOBHSI JEHKOLIMTOB
1 TPOMOOIIMTOB Y OOJIBIIMHCTBA ACTEH.

OnHUM U3 BaXHBIX KpuUTepueB SPOEKTUBHO-
CTU JIEYEHHUSI CIYXWUJIM CPOKM BJIMUMHUHALIMM BUpyca
u3 opraHusma. Tak, 1o pesynabratam [IL[P-gna-

FonosHas 6onb

bonu B mblwLax

CnabocTb

HapyLueHve BocnpuATUA BKyca v 3anaxa
HapylweHue nuwesapeHua

Bonu B xusote

Bonu B rpyaHoOI Knetke

Kawenb

bonb B ropne
Hacmopk
MNoBbilWweHne TemnepaTypbl Tena cebiwe 38,5C

MNosbilWweHne TemnepaTtypbl Tena o 38,5C

MNosbilWweHne TemnepaTtypbl Tena go 37,5C

100 OTcycTeue anob

Puc. 4. Ctpykrypa kiunndeckux nposisienuiit COVID-19 y nereii ¢ coueTaHHOii maTosioruei.
Fig. 4. The structure of clinical manifestations of COVID-19 in children with comorbid pathology.
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THOCTMKW B auHamuke (puc. 6), y 54,1% nereii MalMeHTOB, OTPULATEIbHBLIN pe3yJabTaT Yy KOTO-
pesyabrat [ILIP-nuarHoctuku Ha 3-u CyTKu mocie pbix nmo maHHbIM EMWAC ormeueH k 18-My nHio.
BBEIEHUSI BUPYCHEHUTPAIMU3YIOLIMX AHTUTEN  OblI Kpome Toro, oaHOBpeMEHHO C pe3yJibTraTaMu
OTpMLATEIbHBIM. AHAJIOTUYHAsI TEHIACHILIMS HaOJt0- TTLP-aguarHocTuKM Kak MCXOAHO, TaK U Ha 11-ii geHb
nanach Ha 7-ii geHb (82,2%) u 11-it nenp (87,8%). rnocJjie Havyaja JIeYeHUsI OLIEHMBAJICS YPOBEHb aHTUTE
I[Ipu sTOoM mosoxurenbHbie pesynabTaThl [1LP-1u- IgM, IgG x SARS-CoV-2. B 100% cnyyaeB oTmeva-
arHOCTUKU Tiocje 11-ro 1OHA coxpaHsuiMich y 6 JIOCh 3HAYMTeNIbHOE TOBBIIeHWe ypoBHS IgG, Tak Kak

Tabauya 4. ImaaMuKa KIMHIYeCKHX cuMIToMoB y aeteii ¢ COVID-19 u3 rpynn pucka Ha ¢)oHe Tepaniui BUPYCHEHTPATH3YIOIIMHA
MOHOKJIOHAJTbHBIMH AHTUTEJIAMHA

Table 4. Dynamics of clinical symptoms in children with COVID-19 from risk groups treated with virus-neutralizing monoclonal
antibodies

JleHb Hayasa Tepanuu 3-ii 1eHb 7-ii neHb 11-ii nenn
2Kanoont
adc. % adc. % adc. % aoc. %
TloBbIlIeHNE TEeMIIEpaTyphI 84 85,7 8 8.1 1 1% 0 0
TeJIa
Hacmopk 71 72,4 55 56,1 22 22,4 10
Bbonu B ropne 56 57,1 20 20,4 0 0 0 0
Karmenn 86 87,7% 74 75,5 43 43,8 25 25,5
Bonu B rpynHoIi KieTke 32 32,6 6 32,6 1 1 1 1
BEIpIINERTS) ECTMPIIIEl B 35,7 30 35,7 25 25,5 22 22,4
U 3ar1axoB
TToBbllIeHHAasT c1a00CTh 86 87,7 31 87,7 0 0 0 0
Boau B MbllIax 14 14,2 4 14,2 0 0 0 0
TonoBHbIE 60N 42 42,8 0 0 0 0 0 0
Hapyienue nuiieBapeHust 2 2 0 0 0 0 0 0
Bonu B xxuBoTte 2 2 0 0 0 0 0 0
YpoBeHb neiikoumnTos, -10°/n YpoBeHb HelTpodunos, -10°/n
Npu noctynnexnn M Ha 3-it aeHb nocne BeeaeHus npenapata Mpyu noctynnenus B Ha 3-i1 geHb nocne BBeaeHus npenapara
25 10
9
20 8
7
15 6
5
3
: I :
0 Yposenb JIAT, ea/n B gUHaMuKe
MNpu noctynnenvy [ Ha 3-1 aeHb nocne BBeaeHVs npenapara
1000
900
800
700
600
YpoBeHb TPOMGOLMTOB, -10°/n igg _ Yposenb CPB, mr/n
Mpu noctynneruy [l Ha 3-i1 aeHb nocne seepenms npe 300 Mpw noctynnexnn Ml Ha 3-it AeHb nocne BeeaeHNs npenapata
200
450 100
400 2 o

250 =
200

: I
50

Puc. 5. Jlabopatopubie moka3atesm neteii, 60apabIx COVID-19, B tunamuke (mpy mocTymjieHnd u Ha 3-if 1eHb mocJie BBeIeHHs
BHPYCHEHTPATU3YIOIMX AHTHTEJT).

JIAT — nakrataernaporenaza; CPB — C-peakTuBHblIii 0€0K.

Fig. 5. Laboratory parameters of children with COVID-19 at admission and on the 3rd day after the introduction of virus-neutralizing
antibodies.
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Puc. 6. IlnnaMuKa BblIeJIeHUs] BUPYCa NOCJie BBeJAeHNs npenapara, %.

Fig. 6. Dynamics of virus release after drug administration, %.

JI0 BBEIECHUS BUPYCHEUTPATU3YIOUIUX MOHOKJIOHAJb-
HbIX aHTUTeN cpenHee 3HadeHue IgG k SARS-Cov-2
cocrtanisiio (67+£172), a Ha 11 meHb Tocie BBEACHMS
(4061), 4YTO CBUIETEIBCTBOBAJIO O (HOPMUPOBAHUU
aJeKBaTHOTO MMMYHHOT'O OTBETA.

3aksioueHue

JleT M3 rpymIl pucka TSXKEJIOro TeUYeHUsT KOpo-
HaBupycHoit uHdekuu (COVID-19) nomkHbBI OBITH
B3SIThl Ha OCOOBI KOHTPOJb C MOHUTOPUPOBAHUEM
COCTOSIHUMSI 30POBbS ISl MPEAYNpPEKACHUS MaHube-
CTaUMU U MPOrpecCMpOBaHUSI KaK KOPOHABUPYCHOM
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PacnpocTpanenHocTh OpoHXo0JIerouHoii aucmiasuu B Poccuiickoii @enepanuu.
PeasnbHbl JI moTyyaemblie TaHHbIE?

. 1O. Oscannuxos’, E.C. Kewuwsan®, U.B. Kpwemunckas', O.B. boicmposa’

'®PrAQY BO «Poccuiicknin yHnBepcuteT apyx6bl HapoaoB» MUHMCTEPCTBA Hayku 1 BbiCLLEro obpasoBaHus Poccuu,
Mocksa, Poccus;

20CIM «Hay4Ho-1ccnenoBaTenbCKUiA KIMHUYECKWI MHCTUTYT neamuatpum M. akagemuka t0.E. Benbtuesa»
®raoy BO PHUMY um. H.U. Muporosa Munsgpasa Poccun, Mocksa, Poccus

Prevalence of bronchopulmonary dysplasia in the Russian Federation. Are the data real?

D.Yu. Ovsyannikov', E.S. Keshishyan?, 1.V. Krsheminskaya', O.V. Bystrova’

'Peoples’ Friendship University of Russia, Moscow, Russia;
2Veltischev Research and Clinical Institute for Pediatrics at the Pirogov Russian National Research Medical University,
Moscow, Russia

Bponxoieroynas AMCIIA3Mst OCTAETCS CAMBIM YaCThIM XPOHMYECKMM 3200/IeBAaHIEM JIETKHX JeTeil B Bo3pacte 10 3 jet. B rpynme
pucka opMHUpoBaHKS OPOHXOJIETOYHOI AUCTIA3HN HAXOATCS HeJIOHONIEHHbIE HOBOPOXK/IEHHbIE C HU3KOii Maccoii Telia, 3a/1epKKOi
BHYTPUYTPOOHOIO POCTA, MOJYYABIINE [UIMTEIHHYI0 PECIHPATOPHYIO MO/IEPKKY B HEOHATAIbHOM mepuozae. OHAKO YacToTa pas-
BUTHSI OPOHXOJIErOYHOI TUCIIA3MH HATIPSMYIO 3ABUCUT OT KPUTEPHEB MOCTAHOBKH JJUATHO32 U KPUTEPUEB €T0 CHATHS, TAK KaK HAU-
Ooliee yacTas B HacTosIIee BpeMsi «HOBasi popMa» 3a00/IeBaHUS MOKET He MMeTh KIMHUYECKN 3HAYMMBIX NMposiBleHuii. B craTbe
coOpaHbl U MPOAHATM3MUPOBAHDBI JAHHbIE O YACTOTE PA3BUTHsI OPOHXOJIETOYHON JUCIUIA3MH B PA3JIMYHBIX JIEYEOHBIX YYPEKIEHUIX
Poccuiickoii @enepannu. Yactora pa3Butis OPOHXOJIETOYHOI ANCILIA3HH 3HAYNTEIBHO pasinyaiachk u cocraBmwia 0—87%. Usy-
YeHue IMUIEMHOJIOTHH OPOHXOJIErOYHON UCILUIA3MN YPE3BbIYAITHO BAKHO /Il ONpeeieHus MyTeil COBEPUICHCTBOBAHMS BHIXAKHM-
BaHUS HEIOHOIIEHHDIX JIeTeil, MPOrHO3UPOBAHUS 3200JIeBAHMIA IbIXATEbHON CUCTEMBI Y TIAIMEHTOB AaHHOii Kareropuu. [Toyyenune
JOCTOBEPHBIX JAHHBIX BO3MOKHO B OJHOPOIHBIX MO TeCTAMOHHOMY BO3PACTY, MACCe TeJa NMPH POKIEHHH TPYNNAX NANMEHTOB
NPY IPUMEHEHHH eIMHBIX MOJXO0/I0B K AMATHOCTHKE 3200JI€BAHNS U €0 JIeYeHHUIO.

Katouesvte caoea: HedoHowieHHblil peOeHOK, OPOHX0Ne20UHAs OUCHAA3US, INUOEMUON02US, 2eCMALUUOHHbII 803pacm, macca meaa
npu podscoeHuu.

Ansa untnposanns: OscsiHHuKOB [.10., KewwuwsH E.C., KpwemuHckas U.B., beicTposa O.B. PacrnpocTpaHeHHOCTb 6POHX0Iero4yHoV aucrna-
3um B Poccuiickori @enepaumm. PeasbHbl v nony4aemMble gaHHble ? Poc BecTH nepuHaton v neavarp 2022; 67:(3): 34-38. DOI: 10.21508/1027—-
4065-2022-67-3-34-38

Bronchopulmonary dysplasia is the most common chronic lung disease in children under three years. Risk factors of bronchopulmo-
nary dysplasia include prematurity, low birth weight, intrauterine growth restriction, and prolonged respiratory support in neonatal
period. However, the incidence of bronchopulmonary dysplasia directly depends on the criteria for diagnosis and criteria for its
withdrawal, since the most frequent current “new form” of the disease may not have clinically significant manifestations. This article
summarizes data of bronchopulmonary dysplasia incidence in different medical centers in the Russian Federation. The incidence
of bronchopulmonary dysplasia varied significantly from 0% to 87%. Increasing knowledge on incidence of bronchopulmonary dys-
plasia is important to determine ways to improve care of premature infants, to predict diseases of the respiratory system in these
patients. It is possible to get reliable data in groups of patients homogeneous in terms of gestational age and birth weight if applying
uniform approaches to the diagnosis and treatment of the disease.

Key words: Premature infant, bronchopulmonary dysplasia, epidemiology, gestational age, birth weight.

For citation: Ovsyannikov D.Yu., Keshishyan E.S., Krsheminskaya I.V., Bystrova O.V. Prevalence of bronchopulmonary dysplasia in the Russian
Federation. Are the data real? Ros Vestn Perinatol i Pediatr 2022; 67:(3): 34-38 (in Russ). DOI: 10.21508/1027-4065-2022-67-3-34-38

HeIlOHOH_ICHHOCTb — oOJHa U3 BaXHEWIINX MeIu-
KO-COLIMaJIbHBIX ~ TpoOJieM  3paBOOXpPaHEHMUSI
BO BCEM MUpE. DTO CBSI3aHO C BHICOKMMU WHBAJIUAN3A-
LIMEN M CTOMMOCTbIO MEIMIIMHCKON MOMOIIN TIPEXIEB-
peMeHHO ponuBIIUMcs aeTsaM [1]. OgHON U3 OCHOBHBIX
MPUYUH 3200JI€BAEMOCTH U CMEPTHOCTU HEOHOIIIEHHBIX
JIeTel CykaT pecrrpaTOpHble pacCTPOMCTBA, BKJIIOUYast
OPOHXOJIETOYHYIO JAUCILIA31I0, TPEOYIOIINe TTPOBEACHMUS

WCKYCCTBEHHOM BEHTWISIUU JIETKUX W JPYTUX BUIOB
pecripaTopHOii Tepanmuu. B 3KOHOMWYECKM pa3BU-
TBIX CTpaHax OpOHXOJETOYHas NUCIUIa3us — HauboJjee
YacTo BCTpevarolleecss XpOHMUECKoe 3a0oJieBaHME JieT-
KUX Yy IeTeil Ha MIepBOM TO/y KU3HU U BTOPOE 1O YaCTOTe
XpOHMYECKOEe 3a00JIeBaHNE JIETKHX ITOCTIe OPOHXUATBHOM
acTMBI y JIeTell cTaplie roga. YBeJIuYeHUe BbDKMBAEMO-
CTU HEJOHOIIEHHBIX JeTeil, OCOOEHHO, POIUBIIMXCS
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Oscannukos JI.10. u coaem. PacipoctpaneHHOCTh OpoHxonerouHoit nucriiasuu B Poccuiickoit @enepatmiu. PeanbHbl u moydaemblie JaHHbIE?

C HU3KOI M KCTPEeMaJbHO HU3KOU Maccoil Tesa, BJIeUeT
3a co0Ol yBeJIMYeHHWE PACIIPOCTPAHEHHOCTU OPOHXOJIE-
TOYHOM IMCTUTa3UU, OJHAKO JaHHBIE O YaCTOTE Pa3BUTHSI
OPOHXOJICTOYHOM AUCIIA3UM OTIMYAIOTCSI OT IIEHTpa
K LIEHTPY, OT CTpaHbl K CTpaHe, YTO 3aBUCUT BIPSIMYIO
OT WCITOJIb3YeMbIX KPUTEPHEB AMArHOCTUKU. 3abose-
BaeMOCTb OPOHXOJIETOUHOM MUCIUIa3ueil 0OpaTHO IMPo-
MOPUMOHAbHA TeCTAllMOHHOMY BO3pacTy M Macce Teja
Nnpu poxnaeHuu. bpoHxoneroyHoi aucriia3ueir crpa-
naloT okojao 20% HOBOPOXKIEHHBIX C TeCTALIMOHHBIM
Bo3pactoMm <30 Hex u Maccoit Tera <1500 r, 6osee 40%
HOBOPOXIEHHBIX C TeCTAllMOHHBIM Bo3pacToM <28 Hep.
Cpenu nereil ¢ 3KCTpeMajlbHO HM3KOW Maccoi Tesa
(500—999 1) mpu poxkmeHWU OPOHXOJIETOYHAS MUCILIA-
3us pasBuBaetcs y 35—80%, npu oueHb HM3KON Macce
tena (1000—1499 r) y 7—30% neteir. B HacTosIIee BpeMst
B 3KOHOMHUYECKM Da3BUTBIX CTpaHaX OPOHXOJErOvHast
JACTUTIA3UsT PEIKO BCTpeYaeTcss y HeAOHOIIIEHHBIX HOBO-
POXXIEHHBIX C Maccoil Tena rpu poxaeHun oconee 1200 T
M TeCTalMOHHBIM Bo3pacTtoM cTtapuie 30—32 Hex [1].
JlaHHbIE O pacrpoCTpaHEHHOCTH OPOHXOJIETOUHOM
nucruiazun B Poccuiickoit @enmepauyyu B HACTOSILLIEE
BpeMsl OTCYTCTBYIOT. B uccliemoBaHUU pacripoCTpaHeH-
HocTu 3TOoro 3aboneBanust y nereil Cankr-IleTepOypra

n Jlenunrpanckoir ob6mactu  (20091), BKIOUaBILIEM
3024 pebenka, aToT ToKasatenab coctaBun 0,13% [2].
PeTpocrnieKTMBHOE aHAJIMTUYECKOE WCCIeIOBaHUE CITy-
Yali—KOHTPOJIb 266 UCTOpuii 0O0JIE3HM HETOHOLIEHHBIX
JeTeil ¢ OpOHXOJETOYHOW AMCIUIa3ueid, HaXOMMBLIMXCS
Ha ctauroHapHoM jiedeHuu ¢ 2005 1o 2012 1., ObLI0 TTpoBe-
nmeHo B Omcke O.B. Caesoii u E.b. I1aBmunosoii [3]. Cpen-
HEMHOTOJIETHSISI  PacIpOCTPAHEHHOCTh OPOHXOJIETOYHOM
nucriasum coctasmia 2,8+0,6 Ha 1000 neteit, a 3a ykazaH-
HBI TTePUOJ PaCIIPOCTPAHEHHOCTh OPOHXOJIETOYHOM THC-
miasud B OMcKe yBenmumiach Ha 6%. CpeaqHeMHOroJeT-
HsIsT 00111as1 3a60J1eBaeMOCTh OPOHXOJIETOYHOM TUCTUIA3HEi
cocraBmwia 1,25+0,35 na 1000 meteit 1 B TeueHue 8 jer
yBesimuniaach Ha 27,8%. B cTpykType 0ose3Heil opraHoB
JBIXaHUS CPETHEMHOTOJICTHSIST 32a001€BaeMOCTh COCTaBHJIa
2,7610,82 Ha 1000 neteit [3]. CBemeHMs O YaCTOTE BBISIBIIC-
HUS 3200J1eBaHUS B OTIEIBHBIX LIEHTPaX, Pa3IMYHBIX PETU-
OHAaX, pa3HbIX TTOMYJISILISIX IeTel TIPeICTaBICHBI B TAOIMIIE.

W3 nmaHHBIX, TIPEICTaBICHHBIX B TaOJuUIle, MOXKHO
BUMICTh, YTO JJISI aHAIM3a YacTOTHI Pa3BUTUS OPOHXOJIE-
TOYHOM IUCIIA3UM B JICUCOHBIX YIPEXKICHUSX UCTIONb30-
BaJIUCh pa3IMYHbIE CITOCOOBI KaTeropu3aliy MalleHTOB:
recTallMOHHBIN Bo3pacT (MeHee 37 Hell — HeJIOHOIIEHHBIE
JIETH, a TaKXKe C JAeTalu3alyeil o HeleIsIM), Macca Tejia

Tabauya. Yacrora BbIsIBJIeHHS OPOHXOJIET0YHOI TUCIIIA3MH 110 JAHHBIM POCCHICKHX MCCIIeI0BAHMIA
Table. The prevalence of bronchopulmonary dysplasia according to Russian studies

Yacrora, Wcrou-
Topon, uenTp Tonpt Tomynsimust % UK
19972007 1160 He[[OHOI_HeHHLIXu)leTeﬁ B LleHTpe KoppeKiuu pa3BUTHS 48,7
Mocksa, MHUU nenuna- HEIOHOIIEHHBIX AeTei 4]
TPUU U IETCKO XMPYPruu 2008—2015 1700 HemoHOIIEHHBIX AeTell B LIeHTpe KOppeKIINKM pa3BUTHS 232
HEIOHOIIEHHBIX IETEH U APYTUX YUPEKICHUIX ’
Mocksa, HIATTI 2013 116 nereii ¢ I'B 24—32 Hen mpu poxaenuu B OPUTH 3.4 (5]
um. akan. B.M. Kynakosa  2014-2015 225 gereit ¢ I'B 24—32 Hex ripu poxaernn B OPUTH 5,8
2007 38 mereit ¢ DHMT u OHMT nipu poxxaeHun 18
MockoBckast 06J1acTh [6]
2009 59 neteit c DHMT nu OHMT nipu poxnenun 11,9
ﬁfi{;{ w1 2000—2002 111 gereit c OHMT mipu poxknenuu u ['B menee 32 Hen 19 [7]
54 pebeHKa ¢ Maccoli Tejia nmpu poxaeHun <750 r 87
Cankr-ITerepOypr 2013 148 nereit ¢ maccoii Tena npu poxaeHuu 751—1000 r 65,5 [8]
357 netreit ¢ maccoii Tesna npu poxaeHuu 1001—1500 ¢ 24
benropon, .
OKE . cn. Foacada 2016—2018 100 nereit c DHMT nipu poxaern B OPUTH 53 [9]
BnamnBocTok 20012010 134 pedbernka ¢ OHMT u 38 meteit c DHMT mpu poxkneHumn 13,3 [10]
66 nereii ¢ I'B mpu poxnenuu menee 29 Henenb B OPUTH
86,3
Ha MBJI
Boponex, OAKb 2009—-2014 [11]
139 nereii ¢ I'B mpu poxxnennu 29—34 nen B OPUTH
43,9
Ha MBJI
ExatepunoOypr, Ypainb- 28 nereit ¢ ['B mpu poxxnennu 24—27 Hen 64,4
ckuit HUU oxpanel mate- 2017—-2019 . [12]
PUHCTBA M MJIa/IeHYECTBA 27 neteii ¢ I'B mpu poxknennu 28—31 Hen 6,9
HWBanoso, HUU mate- 2008—2009 77 neteit ¢ OHMT npu poxaeHun 15,6 [13]
PUHCTBA U ACTCTBA 2018 97 meteii ¢ TeCTallMOHHBIM Bo3pacToMm MeHee 32 Hen, DHMT 515 14
uM. B.H. FOpOI[KOBa u OHMT P POKACHUN g [ ]
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OkoHuanue mabauybl

Yacrora, MHcrou-
Topoa, uentp Toapr Ionynsius % UK
o e 2011 863 HeTOHOIIEHHBIX peOeHKa B OTIIC/ICHUSIX IATONIOTHH 8 [15]
HOBOPOXICHHBIX U HETOHOIIEHHBIX AeTei
o = 213 nereii c DHMT nipu poxxneHumn 33,3
Kypck, 06J}3.CTHOI/I rnepu 2011-2015 pup [16]
HaTaJTbHBIA LICHTP 295 nereit c OHMT mipu poxkneHuu 11,2
2015 128 neteit c OHMT npu poxxaeHun 52,3
2016 126 neteit c DHMT nipu poxxaeHUn 53,2
TlepMb, KpaeBoil IeprHa- 2017 54 pe6enka ¢ DHMT nipu poxxneHuun 55,6 (7]
TaJIbHbIN LEHTP 2015 72 pedernka ¢ OHMT mnpu poxneHuun 41,6
2016 46 nereit c OHMT nipu poxkneHun 54,3%
2017 38 nereit c OHMT mpu poxxaeHun 55,3
2005 36 HemoHOIIEHHBIX AeTeii ¢ I'B ripu poxxnennu 28—34 He 5,5 [18]
Camapa 2010 70 neTeii ¢ pecmMpaToOpHBIM TUCTPECC-CUHAPOMOM B OTIEIC- 12.9 [19]
HUU BBIXaXXKMBaHUS HEIOHOIICHHBIX IETEI ’
oo 2008 79 neteit c OHMT u ODHMT nipu poxneHru 13,9 [20]
a
2011 101 pe6eHok ¢ OHMT u SHMT nipu poxkneHun 22,1 [21]
2002—2008 56 nereit c DHMT mpu poxkaeHUN 21,4
Yebokcapsl [22]
2009—2011 62 pebernka c DHMT rmipu poskaeHUN 0
92 HenoHoleHHbIX pedbeHka ¢ OHMT u OHMT npu poxie-
60,3
Hun B OPUTH
Yenssounck, OJIKb 2009—-2011 [23]
205 HeIOHOIIIEHHBIX AeTel ¢ HU3KOUW Maccoii Tena 23.4
npu poxaeHur B OPUTH ’
27 HenoHOIIEHHBIX TaureHToB ¢ DHMT nipu poxkaeHuu,
MOCTYIMMBIINX B TOPOICKOE OTICICHE MOHUTOPUHTA COCTOSI- 70,4
HUSI 30POBbSI M PA3BUTHS AETEH TPYIIN MEPUHATATLHOTO PUCKA
Yensgounck, JIIKB No8 2016 [24]

68 HemoHoeHHBIX ManreHToB ¢ OHMT mpu poxneHun,
MOCTYNUBLIKX B TOPOIACKOE OTAEJIEHNE MOHUTOPUHTA COCTOSA- 55,9
HUS 3I0POBbSI M PA3BUTUS AETEU TPYIIN MEePUHATAIILHOTO PUCKA

Ilpumeuanue. OPUTH — otneneHure peaHMMalMKU M MHTEHCUBHOM Tepanuu HOBOpoxkIeHHbIX; DHMT — akcTpeManbHO HU3Kasl Macca Tea;

OHMT — oueHb HU3Kast Macca Tejia; ['B — recTalimoHHBIN BO3pacT.

MpU POXAEeHUU (IKCTpeMaTbHO M OYE€Hb HM3Kasl Macca
Tena, HU3Kasl macca teja). [lo maHHBIM camoii O0bIION
BBIOOPKHM TIALIMEHTOB W3 TPEACTABICHHBIX, MOJYYeHHBIM
Ha OCHOBaHMW MHOTOJIETHUX HaOmoneHuit B LleHTpe Kop-
PEKIIMU pa3BUTHSI HEJOHOIIEHHBIX AeTeii MOCKOBCKOTO
HWMU nenuatpum n nerckoit xupyprun (HeiHe — HUKHW
nennatpun uMm. akan. HO.E. Bensrumesa PHUMY
um. H.U. TMuporoBa, MockBa), Takxe OTMe4aeTcss CHU-
JKEHME YacTOThl pa3BUTHsI OPOHXOJIETOYHON IHUCIUIa3UK
Yy HEIOHOIIEHHBIX JETeil B LIEJIOM MPaKTUYECKU B 2 pasa
B niepuon ¢ 1997—2007 o 2008—2015 r. [4].

3akovyeHue

AHaM3 4YacTOThl Pa3BUTHUSI OPOHXOJETOYHOU JHC-
IJ1a3UK TI0 JAaHHBIM Pa3JIMUHbBIX LIEHTPOB B Toponax Poc-
cuiickoit defepaliiv BLISIBUI OTCYTCTBUE €IUHOOOpA3UsT
cbopa CTaTUCTUYECKMX CBEIECHUI O MalMeHTax ¢ OpoH-
XOJICTOYHOU OWCIUIAa3Weil, B CBSI3M C YeM O00O0OIIeHUe
5TOM WMH(MOPMALIUM MOXET MMETh TOJBKO OIHMcaTelb-
HBII xapakTep. KpoMe Toro, TaHHbBIE O POCTE WJIM CHU-
SKEHMU YaCTOThI Pa3BUTHUS OPOHXOJIETOYHON JAUCILIA3UM
B Pa3IMYHBIX LIEHTPaX TakKe He MOTYT OBbITb CPaBHUMBI

1 TIPOAHAJIM3UPOBAHBI B CBSI3W CO 3HAYUTETHLHON pa3HU-
el B aOCOJTIIOTHBIX 3HAYeHUsAX TpoleHToB. Hampumep,
no nanHbiM HUATTI um. B.W1. Kynakosa, yacrora pa3Bu-
TUSI OPOHXOJIETOYHOM JUCITIA3MKU BBIPOCIA, HO IO TIpU-
MepHo 6 u3 100 meteit, a, mo naHHbIM [TepMckoro kpasi,
OPOHXOJICTOYHYIO TMCIUIa3UI0 TUATHOCTUPOBAIM Y KaxK-
JIOTO BTOPOTO HEOHOIIEHHOTO pedeHKa |5, 17].

B Hacrosiiee BpeMsl HET 0OOIIEPOCCUICKUX TaHHBIX
0 UMCJIe IeTeH ¢ TSoKenoit (hopMoii OPOHX0JIETOYHON JHC-
IJ1a3UU, KOTOPbIE TIOJYyJaloT Ha JOMY JUTUTEIbHYIO KUC-
JIOPOJOTEpaIio, WM YHUCIIe AeTeil ¢ OPOHXOJErOYHOMI
JIUCTUIa3ueil, Yy KOTOpPhIX (DopMUpYyeTCsl OpOHXHMallbHAast
actma. CkiagpIBaeTcsl BIEUaTICHUE, YTO 3Ta 4YacToTa
CHUXaeTcss, HO OOBEKTMBHOM CTaTUCTUKM HeT. [1puxo-
JIUTCS OTPAaHUYMBATBLCS TaHHBIMU OTHEJIBHBIX LIEHTPOB.
Bmecte ¢ TeM maHHBIE O 4umclie OOJIBHBIX C OpPOHXOJIE-
TOYHOM JMCIUIa3Meli, OCOOEHHO C TsDKeJIo (opMoii
3a00JIeBaHMSI, HEOOXOMMMBI IIJIs TUIAHUPOBAHMST OKasa-
HUST TIOMOIIM TAKUM TAallMeHTaM KaK Ha CTalliOHApHOM,
Tak ¥ Ha aMOyJIaTOPHOM 3Tarax, BKJIloyas MOTpeOGHOCTh
B NMaJJIMAaTUBHON MeIMUMHCKON momoiiu [25]. Tlpose-
JieHWe OyaylIuX STUAEMUOJOTMUECKUX HCCIeIOBaHUI
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LeJIeco00pa3HO TOJNBKO Ipu (OPMUPOBAHUM EOUHBIX
MPUHLMIIOB KiIacCU(PUKALIMUA W PEeruCTpalvy IallieH-
TOB C OpOHXOJIETOYHOM OMcIUIa3ueil. B c¢BsI3u ¢ aTuM
HaM IIpeICcTaBJIsIeTCs KpaliHe BasKHBIM Ha YPOBHE CTPaHbI
MPU CO3IaHUM KOHCEHCYca 1o OPOHXOJIETOYHOM arcruia-
31U OTPEJCTUTHCS MO CIAEAYIOIINM BOTIPOCaM:

— KPUTEPUM TIOCTAHOBKM JMarHosa «OpOHXO-
JIeToyHas OMCIUIa3us» (M3BECTHO, 4YTO KaK B MUpe,
TaK ¥ B Hallle}l cTpaHe 3TU KPUTEPUN MEHSIOTCS; OTHAKO
psIi KIIMHUK CaMOCTOSITEILHO IIEPEeXOIUT Ha MeEKIyHa-
pOIHbIE KPUTEPUU, PSI KIMHUK COXPAHSIET METOIO0JIO0-
TYMIO TIOCTAHOBKM IMArHo3a, M3JIOKEHHYI0 B IIPEXKHUX
PEKOMEHIAIINSIX, 3TO — OIHA U3 IIPUYMH OIPOMHBIX pa3-
MaxXOB YaCTOTHI OPOHXOJIETOYHOM IUCIUIA3UU OT peruoHa
K PeTMOHY U JaXe B pa3HbIX KJIMHUKAX OJTHOTO PErMOHa);

— KpUTEpUU  CHATUS  JAvarHosa  (MCIOJIb30BaTh
JIM TOJBKO KIMHWYECKME TPOSIBJICHUS WIM YUYUTBHIBATh
PEHTIeHOJOTUYECKUIA KOHTPOJIb); 3TU JaHHbIE Ba’KHbI
IIJII CTaTUCTUKM €XKErOgHOM 3a00J1eBaeMOCTH, OILICHKU
3(HEKTUBHOCTH TepallMi M B 1LIEJIOM MEIWKAMEHTO3HOM
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Ilenp HacToOsIEH PadOThI — AHAJM3 IMUIEMUOJIOTMYECKOl KAPTHHBI BPOXKIEHHBIX MOPOKOB PA3BUTHS B PA3HBIX MOMYJIAIUAX
B CPABHEHHH C JIAHHBIMHU PETHOHAILHOTO PErHCTPA BPOKIEHHBIX MOPOKOB pa3BuThs MoCKOBCKOii 001acTu. Jlanbl KpaTKas Xapak-
TEPUCTHKA U PE3YJIbTAThI PA0OTHI MEKIYHAPOIHBIX OPraHU3ALMIl, OCYHIECTBISIOIMX COOP M AHAJIM3 IAHHBIX O YACTOTE U CTPYK-
Type BpoxIeHHbIX nopokoB pa3Butuss — EUROCAT (European network of population-based registries for the epidemiological
surveillance of congenital anomalies) u ICBDSR (The International Clearinghouse for Birth Defects Surveillance and Research).
JIast cTpaH, B KOTOPBIX OTCYTCTBYIOT MOHMTOPMHIOBBIE CHCTEMbI Y4eTa BPOXKIEHHbIX MOPOKOB pa3BuTHs, paspadorana Bce-
MUpHas 0a3a JaHHBIX BPOXKIAeHHbIX 3a00eBanuii Modell (MGDb), koTopas 1aeT BO3MOKHOCTb pacyeTa npeanoJaraeMpix momy-
JISIMOHHBIX YACTOT BPOKIAEHHBIX MOPOKOB PA3BUTHS B 3THX pernoHax. I1o TaHHBIM MeKIyHAPOIAHBIX PETMCTPOB, HANDOJIEE YACTO
BCTPEYAIOTCS BPOXKIEHHbIE MOPOKH PA3BUTHS CEPIEYHO-COCYAUCTOl, MOYENO0JIOBOI, EHTPAIbHOI HEPBHOI CHCTEM U KOHEYHO-
creil. B HacTosmiee BpeMs 3NMHAEMHOIOTHYECKAS KAPTHHA PACIPOCTPAHEHHOCTH M CTPYKTYPbI BPOXKIEHHBIX MOPOKOB Pa3BUTHS
BO BCEM MHpe BBILISIUT CTA0UIBHO.

B crarbe npoaHaJM3MpOBaHbI JAHHbIE NOMYJISAIMOHHOIO PETMCTPA BPOXKIEHHBIX MOPOKOB pa3suTuss MocKoBcKoit obnactu ¢ 2011
no 2019 r., oxsBar Kotoporo cocraBui 83% poxaenuii B peruoHe. OOmAs YaCTOTa BPOXKIAECHHBIX MOPOKOB PA3BUTHS COCTABHJIA
25,42 na 1000 poxnenuii. OnpeneseHo, YTo CTPYKTYpa BPOXKIEHHBIX MOPOKOB pa3BUTUsA B MOCKOBCKO# 00JIACTH CONMOCTABMMA
C TAKOBO¥, IPHBEJIEHHOI B MEKIYHAPOIHBIX MCCJIEI0BAHUAX, OHAKO CJieyeT 00PATUTH BHUMAHKE HA DoJiee HH3KYI0 pacmpocTpa-
HEHHOCTHb OOJILUIMHCTBA TPYIN MOPOKOB PA3BHTHS, YTO, CKOPEE BCEro, CBSA3aHO C HEJOCTATOYHO NMOJIHOI perucTpanueii NopoKoB.
Peructp MoCKOBCKOIi 00JIACTH NPEACTABIISIET AKTYAIbHbIE H KAYECTBEHHbIE JAHHBIE N0 YACTOTE U CTPYKTYPE BPOK/IEHHbBIX IOPOKOB
Pa3BUTHS B PETHOHE, YTO MO3BOJISIET B CJIy4ae HEOOXOAUMOCTH IKCTPATIOIUPOBATH MOTyYeHHbIE ONEHKH U HA Apyrue cyobekTol Poc-
cuiickoii ®enepanumn.

Karouesvie caosa: demu, BPOJICOBHHble NOPOKU pazeumus, NONYAAUUOHHAA Yacmoma, pecucmp.

Ans untuposanns: 3asiesa E.E., AHapeesa E.H., lemukoBa H.C. Snvuaemuonornyeckasl XxapakTepucTvika BPOXAEHHbIX MOPOKOB pa3BUTUS:
JaHHble peructpa MockoBckovi obnactu. Poc BecTH nepuHaton v neguatp 2022; 67:(3): 39-46. DOI: 10.21508/1027-4065-2022-67-3-39-46

The aim of this work is to analyze the epidemiology of congenital malformations in different populations in comparison with the data
of the regional register of congenital malformations of the Moscow Region. The article provides a brief description and results
of the work of international organizations that collect and analyze data on the prevalence and structure of congenital anoma-
lies — EUROCAT (European network of population-based registries for the epidemiological surveillance of congenital anomalies)
and ICBDSR (The International Clearinghouse for Birth Defects Surveillance and Research). For countries where there are no
monitoring systems for congenital malformations recording, the Modell World Database of Congenital Diseases (M GDb) has been
developed, which makes it possible to calculate the estimated population prevalence of congenital malformations in these regions.
According to international registers, the most common groups of congenital malformations are malformations of the cardiovascular,
genitourinary, central nervous systems and malformations of the extremities. To date, the epidemiological picture of the prevalence
and structure of congenital malformations around the world looks stable.

The article analyzes data from the population-based register of congenital malformations in the Moscow Region from 2011 to
2019, with a coverage of 83% of births in the region. The overall prevalence of congenital malformations was 25.42 per 1000 births.
It is determined that the structure of congenital malformations in the Moscow Region is comparable to the data of international
studies, but one should pay attention to the lower frequency of most groups of malformations, which is most likely due to insuffi-
cient registration of malformations. The Moscow Region register of congenital malformations provides relevant and qualitative data
on the frequency and structure of the congenital malformations in the region, which allows, if necessary, to extrapolate obtained
prevalence rates to other constituent entities of the Russian Federation as well.

Key words: Children, congenital malformations, prevalence, register.
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POXIEHHbIE TTOPOKU Pa3BUTUsI MIPEICTABIISIIOT COO0I

IIUPOKUI CIIEKTP aHOMaMii CTPOGHUSI U Hapy-
eHusT PYHKIIMU OTHEIbHBIX OPraHOB U CUCTEM Opra-
HU3Ma, KOTOPbIE UMEIOTCS MPU POXKIECHUN U BO3HUKAIOT
B pe3yJbrare MaToJornuyeckux MpoLecCcoB B MpeHaTallb-
HOM Tiepuojie. AKTyaJIbHOCTb MCCJIEAOBAaHUI SMUICMU-
OJIOTUM BPOXKIEHHBIX TTOPOKOB Pa3BUTUSI OTIPEAEsIeTCs
BBICOKMMHU JETCKOW M MJIaIeHYeCKOl CMEpTHOCTHIO,
JIETCKOI 3a00JIeBa€MOCTbI0 M MHBAJIUIHOCTHIO, COIMPO-
BOXIAIOIIMMUA TOPOKM pa3BuTusi. CorjacHO JaHHBIM
Poccrata ot 2017 . BpoXIeHHBIE TOPOKU DPa3BUTHUS
B CTPYKTYpe MJaieHYeCKoil cMepTHOCTU B Poccuu 3aHu-
MatoT 2-e¢ mecto [1]. B cpeqHem ux pacrpocTpaHeHHOCTh
cpeii HOBOPOXKIEHHBIX cocTaBiseT 2—4%.

CremyeT OTMETUTb, YTO BPOXACHHbBIC MOPOKU pa3-
BUTHUSI HE TOJBKO MPEICTaBJISUIM WHTEpPEC s MeIu-
LIMHCKOTO COOOIIecCTBa, HO M MpPUBJEKaId BHUMaHHE
rocymapcTBeHHBIX Aesateneit. B 1938 . amepukaHcKmit
npe3uneHT ®OpaHkiauH Py3Benbr ocHOBal HEKOMMep-
yeckywo opranHuszauuto March of Dimes (Mapm necsi-
TULIEHTOBUKOB) ISl 00pbObI ¢ nojaunomuenutom. [locie
YCHEIIHOTO BHEAPEHMSI BaKUMHALIMMA MPOTUB TOJIMOMMU-
eJMTa JaHHas opraHu3alusl paciimpuia 00JacTb CBOMX
WHTEpPECOB, 0OpaTUB BHUMaHWE Ha TOPOKU pPa3BUTHS,
KOTOpPBIE CIY>KWIM YaCTOU MPUYMHOW paHHEW NEeTCKOU
CMEPTHOCTH, a TakXKe Ha ux npoduiaktuky. B 2006 r.
¢oun March of Dimes BbIIYCTHI OTYET O BPOXKIEHHBIX
MOpOKax pa3BUTHS, B KOTOPOM OTpa)K€HbI BOMPOCHI
WX OSTUOJIOTUU, ISIMUIEMUOJOTUM U TPODUIAKTUKU.
JanHble 11 oTyeTa ObLIM B3SITHI M3 CYIIECTBYIOLIMX
B TO BpeMsi 0a3 JaHHBIX BPOXIECHHBIX MOPOKOB pa3BU-
tusi (EBpona, Amepuka, Adpurka u T.J1.). ABTOPbl OTMe-
YaloT, YTO C MOMOIIbI0 Mep MPO(GUIAKTUKM BO3MOXHO
n36exath out 70% BPOXIAEHHBIX TTOPOKOB Pa3BUTHS,
a ajeKBaTHOE JIEYEHUE JeTel CYIIEeCTBEHHO YJIyUYIIUT
KauyecTBO UX XKMU3HU [2].

[lepBble 3MKMIAEMUONIOTHYECKHUE PETUCTPhI IO Hall-
30py 3a paclpOCTPAaHEHHOCTbIO BPOXIEHHBIX MOPOKOB
pa3BUTHUSI CpeAu HOBOPOXICHHBIX CTaJlM BO3HUKATh
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OPUINHAJIbBHbBIE CTATbU

B KoHIIe 60-X romoB XX Beka. OMHUM U3 Hanboee CUTb-
HBIX CTUMYJIOB JUISI CO3JaHUS TaKUX PETUCTPOB CTaja
TanuaoMuaHas karactpoda. MMeHHo Torma 3apoauniach
Haest O CO3MaHUM MOHUTOPUHTOBBIX CUCTEM JIJISI pAHHETO
BBISIBJICHUSI HOBBIX TepaTOreHHBIX (akTopoB. K Hauary
1990-x romoB ObUIM copMyIMpoBaHbl 0Aa30BbIE TPUH-
LUl OpraHu3alu U (QYHKIIMOHUPOBAHUS STUX PEru-
ctpoB [3].

Llens HacTosiieid pabOThl — aHAJMU3 SMUIEMUOJIO-
TMYECKOM KapTUHBI BPOXICHHBIX ITOPOKOB pa3BUTHS
B pa3HbIX MOMYJISIIMSIX B CPAaBHEHUU C JAHHBIMMU PEru-
OHAJILHOTO PETUCTPa BPOXKIECHHBIX ITOPOKOB Pa3BUTHS
MockoBckoit oonactu (MO).

MexKayHapoaHbie CMCTEMbI MOHHTOPHHTA BPOXKIEHHBIX
NopoKkoB pa3ButusA. OmpenesieHrue 4acTOThl M CIIEKTpa
BPOXIEHHBIX MTOPOKOB Pa3BUTHUS CTAJIO BO3MOXKHO OJia-
rogapst PYHKIMOHUPOBAHWIO MOHUTOPUHTOBBIX CUCTEM.
Peructpbl ocyliecTBAsAOT cO0Op, aHATU3 U MHTEepIIpeTa-
LIVIO TAHHBIX O BBISIBJISIEMBIX B IMOIYJISIIIUNA BPOXKIEHHBIX
IMOPOKOB Pa3BUTHS. BBIIEISIOT ClieAylolIne OCHOBHBIC
3a1a91 MOHUTOPUHTOBBIX CUCTEM:

* cHCTeMaTMUYeCKuii cOOp M aHaJIu3 JAHHBIX O CIIy-
Yasx BPOXKICHHBIX TTOPOKOB Pa3BUTHS,

* BBISIBJICHUE OTKJIIOHEHUH OT 0a30BbIX YacTOT
BPOXIEHHBIX TTOPOKOB Pa3BUTHSI;

* JICHCTBUS B OTBET Ha BBISIBICHHbIE OTKJIOHEHUSI.

Bnaromapsi BBIMOJHEHUWIO 3THX 3aga4 MOHUTOPWHT
BPOXIEHHBIX ITOPOKOB Pa3BUTHSI MO3BOJISIET U3y9aTh UX
SIUAEMUOJIOTHIO Y 3TUOJIOTHIO U C YUYETOM OTHUX JaH-
HBIX pa3pabaThiBaTh Mepbl MPOGUIAKTUKK. B HacTos-
1ee BpeMsT CYLIECTBYIOT JIBe KPYITHbIE MEXIyHapOIHbIC
OpraHu3allu, OCYILECTBISIOINE COOp, aHATU3 U UHTEP-
MpeTalyio JaHHBIX O YacTOTe M CTPYKTYype BPOXKICH-
HBIX TTOPOKOB Pa3BUTHS B OOJBIIMHCTBE CTpaH MUpa —
EUROCAT (European network of population-based
registries for the epidemiological surveillance of congen-
ital anomalies) u ICBDSR (The International Clear-
inghouse for Birth Defects Surveillance and Research).
3a BpeMs CYILIECTBOBAHMS THX OpraHM3alldii HAKOTIICH
GOJIBILION MAcCUB JaHHBIX, KOTOPBIM MO3BOJIMII OIpee-
JINTh YaCTOTY BPOXIEHHBIX MTOPOKOB Pa3BUTHS B IOITY-
JISIUUSIX, STUOJIOTUIO M 3MUIEMUOJIOTMYECKHUE XapaKTe-
PUCTUKHU TTOPOKOB Pa3BUTHS.

EUROCAT — 310 O0O0bEnMHEHWE TOMyIsILIMOH-
HBIX PETUCTPOB, KOTOPOE TMPEIOCTaBIsEeT aKTyaJIbHYIO
WHOOPMALIMIO TI0 BMUIAEMHOJOTUM BPOXIECHHBIX aHO-
Manuit B EBpore, comeiicTByeT paHHEMY BBISIBJICHUIO
HOBBIX TEpPaTOTeHHBIX (PAKTOPOB, a TaKXKe OICHMBACT
93¢ GEeKTUBHOCTh MEP TIEPBUYHON NMPOGUIAKTUKYI U TIpe-
HaTasibHOW nuarHocTuku [4]. Tlo mociegHUM JaHHBIM
EUROCAT (otuet 2020 1), u3 5,1 MJIH poJIOB €XETOJHO
B EBpomeiickom coro3e mpumepHo y 127 Ttoic. (2,5%)
eTeil IMarHOCTUPYIOT BPOXIEHHbIE aHomaiuu |[S5].
B cocraB nmaHHOi1 opraHu3alnuu BXOoauT 39 permoHalib-
HBIX perucTtpoB u3 23 cTpaH EBporbl. DT peructpsl
oxBaThIBalOT TpuMepHo 1/3 Bcex poxaeHuit B EBpore.
COoOp HaHHBIX O BBISIBJICHHBIX BPOXICHHBIX ITOPOKAX
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3asesa E.E. u coaem. DriuneMuonornieckast XapaKTEpUCTHUKA BPOKICHHBIX ITIOPOKOB PAa3BUTHUA. JAHHBIC PETUCTPA MockoBckoii obnacti

pa3BuTusi B EBporie OCyIIecTBIsIETCSI PerMOHaIbHBIMU
perucTpaMy TIO0 €IMHON perucTpalMoHHON (opMe,
3aTeM OHM mepenarTcs B LieHTpaiabHbli peructp EURO-
CAT. YuuTbiBaloTcsl IOPOKMU Y XKUBOPOXKIEHHBIX, MEPT-
BOPOXAEHHbIX, UHAYLUMPOBAHHbIE aOOPTbI C BPOXIECH-
HBIMM TIOpOKaMU pa3BuTusA. KOHTpOIb TMOJydaeMbIX
JIAHHBIX OCYIIECTBJISIETCS TEeHETUKAMM, OGaromapsi yemy
rmojydyaeMass MHOOpMALMS SBISETCS YHU(PUIIMPOBAaH-
HOIl M BBICOKOKavyecTBeHHOMU. MHMopmalusa o gacroTe
BPOXICHHBIX TTOPOKOB Pa3BUTHS, TOSIBIEHMU HOBBIX
KJIacTepoB, a TakKKe O BIUSHUM Mep MNpOUIaKTUKU
Ha 9acTOTy BPOXKIEHHBIX ITOPOKOB pa3BuThsi B EBporre
exxerogHo myonmkyetcs Ha caiite EUROCAT B Buze cBo-
JIHBIX TaOJIMII 1 OTYETOB [6].

C 2015. EUROCAT mpencraBiasser co0OoOil 4acThb
EBporneiickoii muatdopMbl perucTpaluuu peakux 3adbo-
nesanuii (EU RD Platform) [7]. [maBHas uens EU RD
Platform coctour B cbope mMHpOpMaUMU O ITallMEH-
Tax C peAKUMU 3a00JIeBAaHUSIMU M3 PErucTpoB EBporibi
B OJHOM MecCTe I OIEPaTUBHOIO B3aMMOICHCTBUS
U aHaJM3a TIOJYYEHHBIX JaHHBIX. Takasi 6a3a TO3BO-
JIIET TIPOBOJUTDL SMUAEMUOJOTHUECKUE, KIMHUYECKHE,
TPaHCSILIMOHHBIE ¥ (hapMaKOJOTUIECKIE UCCIICIOBaHMUS
HajJIexallero Kayecrna, yay4iinass HEOOXOIUMYIO MeIu-
LIMHCKYIO TIOMOIIb JIIOISAM C PeAKMMU 3a00JIeBaHUSIMM.
Kpome mpenmyIiecTB B OTHOLIEHUU MPOBEICHUST Hayd-
HBIX WCCJIEIOBAHUI, TEPEHOC IEHTPAJbHOIO PETrucTpa
EUROCAT B EU RD Platform mo3Boan ycuianutb 6€30-
IMaCHOCTb XPAHSIIIUXCS TAaHHBIX.

Kak ynomuHanmoch paHee, CylIeCTBYeT W Jpyras
MeKIyHapoaHass MOHUTOPMHIOBasl cucteMa — Interna-
tional Clearinghouse for Birth Defects Surveillance and
Research (ICBDSR wim Clearinghouse). ICBDSR —
HeKOMMepuecKass — opraHmsauus, adduinpoBaHHas
BcemupHoii opraHuzanueii 3apaBooxpaHeHus. JlaHHast
opraHmuzanus cymecTByeT ¢ 1974 1. Ee rmaBHBIe 3amaum —
pa3paboTka M Kypauusl MCCIIeI0BaTEIbCKUX MPOrpamMMm
M0 TIPEAYNPEXKICHUIO BO3HUKHOBEHUSI BPOXKIECHHBIX
IMOPOKOB PAa3BUTUSI M CHWXKEHWIO BIMUSHMS TTOCIEI-
CTBUI1 TTOPOKOB Ha KAa4eCTBO XM3HM Jtofeil. B HacTos-
Iee BpeMs B COCTaB OpraHM3alliK BXoaaT 36 cTpaH (Bce
KOHTUHEHTBI, KpoMe AQPUKH, OMHAKO HEKOTOPBIE peru-
CTpPBI C 9TOTO KOHTMHEHTA Ceiiuac TakxKe IMPUCOSTUHSTCS
k ICBDSR), B koTOpbIX nMeeTcs 42 MOHUTOPUHTOBBIX
perucTpa, OXBaTBIBAIOIIUX OKOJO 4 MJIH HOBOPOXICH-
HBIX B TOJI IO BceMy MUY [8].

B cocraB ICBDSR BxoasT peructpbl, GyHKIMOHU-
pylolre KaK Ha MOIyJISSIIMOHHOM, TaK M Ha OOJTbHUYHOM
OCHOBaX, YHU(DULIMPOBAHHOI (hOpMBbI Nepenayn nHGop-
Malli¥ O BBISIBJIGHHOM CJIy4ae BPOXIEHHOTO ITOpOKa pas-
BuTHsl HeT. COIIaCHO YCJIOBUSIM JAHHOW OpraHu3aiuu
JIOJDKHBI  (PUKCUPOBAThCSl BCe Cydan OOHApYyKeHHBIX
BPOXIEHHBIX TTOPOKOB DPa3BUTHUSl Y KUBOPOXKICHHBIX,
MEPTBOPOXKIECHHBIX M Clydau TpepbiBaHUIl GepeMeHHO-
CTell C BBISIBJICHHBIM BPOXXIEHHBIM TTOPOKOM Pa3BUTHSI
wioga. TeM He MeHee CyIIeCTBYeT IepedeHb 13 39 mopo-
KOB, 00513aTeJIBHBIX JIJISI PETUCTPAIIUH.

B 2014r. mpu nommepxkke BcemupHoit opraHu3za-
uuu 3apaBooxpaHeHuss 1 CDC (Centers for Disease
Control and Prevention) co3gaH 30UAEMUOJOTHYEC-
CKUIi OHJIAWH-PETUCTP BPOKIECHHBIX TTOPOKOB Pa3BUTHS
st ctpaH Asun — South-East Asia Region’s Newborn
and Birth Defects Database (SEAR-NBBD). Panee
B YKa3aHHOM pErMOHe He TPOBOIWIMCH SMUIEMHUOJIO-
TMYeCKHe MCCIeIOBAaHUS BPOXKIECHHBIX TTOPOKOB pa3BU-
THst. Pernctp BKIIIoYaeT MHGOPMALIUIO 10 BPOXKICHHBIM
aHoMmanusM u3 Oosiee yeM 150 OonbHULL (OOIBHUY-
Has OCHOBA PETHCTpa) W TO3BOJISIET COOMpaTh NAaHHBIE
u3 7 asuarckux crpadH (Mumus, banrnanem, TaunaHm,
Henan, Mbsiuma, Manbaussl, byran). /laHHbIe 13 3TOTO
peructpa He noctynatotr B EUROCAT u ICBDSR [9].

DNUAEMHOJOTHIECKAS XAPAKTEPUCTHKA BPOXKIEH-
HBIX TMOPOKOB PA3BUTHS HA OCHOBAHMM MHMPOBBIX JaH-
HbIX. OO0IIas 4acToTa BPOKACHHBIX TTOPOKOB Pa3BUTHS
B Mupe npenctasisercs ctabunbHoi [10]. K Hanbosee
pacrpoCcTpaHeHHBIM TpYIIIaM BPOXICHHBIX aHOMa-
JINI BO BCEX MOMYJISIUSIX OTHOCSTCS TOPOKU Cepied-
HO-COCYIMCTOM, MOYENOJIOBOI, LIECHTPaJIbHOI HEPBHOM
CHCTEM U TIOPOKU pPa3BUTUS KOHEYHOCTEeH. B pasHbIX
peTMOHaX OMPENeIAIOTCS T€ WM WHBIE TPEHIBI B pac-
MPOCTPAHEHHOCTH OTAEJIBHBIX TPYMIT MOPOKOB, KOTO-
pbIe MOTYT OBITh CBSI3aHBI C TEPPUTOPUATBHBIMU, STHU-
YEeCKMMU OCOOEHHOCTSIMU JIMOO ¢ TOSIBJIEHUEM HOBBIX
TepatoreHoB. OOHapyKeHMe TaKUX TPEHIOB BCETIa Tpe-
OyeT yriIy0JIeHHOTO UCCIeIOBAHUS C 1IEJIbIO BBISIBICHUS
X BO3MOKHBIX IPUUMH.

B o030pHOiT cratbe 1o gmaHHEIM  EUROCAT
3a nepuon ¢ 2003 mo 2007 . obmras yacTora BpOXKIEH-
HBIX ITOPOKOB pa3BuTusi coctaBuia 23,9 Ha 1000 poxme-
Huii. Y3 Bcex geTeli ¢ BpOXKICHHBIMU ITOPOKAMM pa3BU-
st 0KoJ10 80% OBLIM XUBOPOXKIEHHBIE, 2,5% W3 HUX
yMepJU B TIEPBYIO HENETI0 XU3HU. MepTBOPOXICHUS
u 3amepiuue ¢ 20-ii Hemeln OEpEMEHHOCTM COCTaBUJIU
2%, a ciaydaud MpepbIBaHU OepeMeHHOCTEl Tocie Tpe-
HaTaJIbHOTO BBISIBICHUST BPOXIECHHOTO ITOPOKA Pa3BUTHS
y mogma — 17,6% [11]. Haubosee pacripocTpaHeHHOI
IPYNIOil HEXPOMOCOMHBIX BPOXICHHBIX IMOPOKOB pa3-
BUTHSI CTAJIM BPOXICHHBIC MOPOKU CEpJlia ¢ YaCTOTOM
6,5 Ha 1000 poxxmeHuii, 3aTeM MTOPOKM Pa3BUTUSI KOHEU-
Hocteit (3,8 Ha 1000), MOPOKM MOYETIOJIOBON CHUCTEMbI
(3,1 nHa 1000) M ueHTpaJibHOW HEPBHON CHUCTEMBbI
(2,3 Ha 1000). YactoTa XpOMOCOMHBIX aHOMAJIMKI CcOCTa-
Buia 3,6 Ha 1000 poxkaeHUIA.

B nmociaeguem otyete EUROCAT ot 2020 1. cobpaHa
nHOOPMAILINS IO STTUAEMUOJIOTHHI BPOXKICHHBIX TOPOKOB
pazButus 3a 10-netHuit nepuon, ¢ 2008 mo 2017 . [5].
AHanuzy ObUTM TIOABEpPrHYThl 81 rpyrmia BpOXICHHBIX
ITOPOKOB Pa3BUTHS, 3 TPYIIIBI TPUCOMUIA, a TAKXKE TIPeI-
CcTaBJICHbI JaHHBIE O TpEeHIAX M KjacTepax, OOHapyxKu-
Baembix B EBpornie. K mopokam ¢ HapacTalonMu TpeH-
JaMU OTHECEHBI TaKue MOPOKH, KaK KOAPKTAIUS aOpThI,
TUTIOIIa3MsI TIPaBBIX OTHCJIOB CepAlia, situs inversus,
MYJBTUKUCTO3HAS ~JHCIUIa3UsI TI0YeK, BPOXKICHHBIM
rUaApoHedpPO3 M KOCOManocTh. TpeHIbl K CHUXXEHUIO
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YaCTOT OTMEYEHBI JIJISI OTKPBITOTO apTepUaJbHOTO MpO-
TOKa, CTEHO3a KJIallaHa JIeTOYHOM apTepuu, TUapoleda-
JINM, 3KCTPOo(UM MOYEBOTrO My3bIpsa U ap. Kpome Toro,
MpeACTaBIeHbI JaHHbIE aHaM3a KJIacTepoB (JIOKAJIBHBIX
M3MEHEHUII YacTOT OTHEIBbHBIX ITOPOKOB pa3BUTHS).
IMprurHa BBISIBICHHBIX M3MEHEHUI Obla ycTaHOBJICHA
TOJIBKO JIJIST TsKeJIoil Mukpotedanuu Bo OpaHIiry3cKoit
BecT-MHonm, KkoTopast BO3HMKAET B pe3yibraTe 3apake-
Hus BUpycoM 3uKa. [lpyrue KiaacTepsl yaiile BCero ObLIu
CBSI3aHBI ¢ M3MEHEHWEM METOIOJIOTMU BeJICHUS MOHU-
TOPUHTA WX C MPobJeMaMU ¢ Ka4eCTBOM BBOJA M KOIM -
POBKU JaHHBIX.

3HauMTeIbHOE BHMMaHHWE OTBOAMTCS WCCIIEI0BA-
HUSIM, OXBATBIBAIOIIMM OOJbIINE BBIOOPKKM JAaHHBIX
10 KOHKPETHBIM THUIIaM TOpOKOB. [lpuMepaMm Takux
HCCIeIOBaHUI 3a MOCJeIHee AeCITUIeTHE CIyXKaT OMu-
CaHUWST SBMUACMUOJIOTMHU I  CJICAYIOUIUX TTOPOKOB:
BPOXKJIEHHbIE MOPOKU rojioBHOro mosra (Q04), paciie-
JIMHa TyObl U/uau Heba, oMdasouese, auadgparmMaibHast
IpbIXKa, aTpe3usl THUILNEBOAA, aTpe3uy TOHKOW KHWIIKU,
TUIIOCTIAINSI, MHOXECTBEHHBIE BPOXICHHBIE ITOPOKHU
pa3BUTHSI, a TAKXKE TaAKUX 3a00J1€BaHUM, KaK CUHIPOMBI
baxsuta—Bunemana, Xonr—Opama, Mekkensa—Ipyoepa
[12—22]. Tonbko Ojaromapsi perucrpaMm BpOXKIEHHBIX
IMOPOKOB Pa3BUTHSI TOSBUIACH BO3MOXKHOCTb U3yye-
HUST STUAEMUOJOTMUECKUX XapaKTepUCTUK OYEeHb pell-
KHUX MMOPOKOB, TAKUX KaK LIMKJIOMUSI, aMeJIs, aKapaus,
BKCTPO(US MOUEBOTO ITy3bIpsi, (POKOMEIUS U CHUPEHO-
menust [23]. Takue roOaibHbIE MCCIIEIOBaHUS TIPEao-
CTaBJISIIOT JaHHBIE BBICOKOTO KayecTBa M 3HAYUTEBHO
MOBBIIIAIOT Hallle TTOHMMaHue B 00JaCTH 3TUOJIOTUU
STHX TTOPOKOB.

Ha ocHoBaHMM JOaHHBIX, TIPEIOCTABISIEMbBIX DPErH-
crpamu EUROCAT u ICBDSR, a Takke ¢ ydeTom
OTHEIBHBIX MCTOUHMKOB JIUTEpaTypbl ObLla pa3pado-
TaHa BceMupHasi 6aza JaHHBIX BPOXIEHHBIX 3a0oJieBa-
nuit Modell (The Modell Global Database of Congenital
Disorders, MGDb) [24]. ABropst MGDb mnpennarator
MTOAXOM, JUISI MCITOIb30BaHMS JaHHBIX ITUTENILHO pabo-
TaIOIINUX PETUCTPOB B KayecTBe pepepeHCHBIX 3HAYCHUI
B CTpaHaX, B KOTOPBIX HET COOCTBEHHBIX HaOJIOICHUIA
10 BPOXIEHHBIM TOpoKaMm pa3BuTHs. Lleblo co3maHust
TaKoil 6a3bl TaHHBIX MOCTYXWIa HEOOXOIUMOCTh B 3Ha-
HUU SMUASMUOJIOTMYECKUX XapaKTePUCTUK B KaxKIOu
CTpaHe Mmupa Ui OLEHKM OOIlero rpy3a O0oje3Heid,
onpelieieHNs BIUSIHUS TPOMUIAKTUUECKUX MEpOIpH-
STUA W OpraHM3alUu MEIUIIMHCKON TTOMOIIU JIETSIM
C BPOXIEHHBIMU MOpOKaMu pa3BuTus. CpaBHUTEIbHAS
XapaKTepUCTUKa dMUAEMUOJIOrMYecKux naHHbix MGDb
U perucTpa BPOXICHHBIX MOPOKOB Pa3BUTHS MOCKOB-
CKOI1 00J1acTy TIpecTaBIeHa HUXKe (CM. TaOJIuILy).

DNUAEMHOIOTHYECKASA XAPAKTEPHCTHKA BPOKIEHHBIX
NMOPOKOB pa3BuTHsA B MOCKOBCKOii 00aacTH. MOCKOB-
ckas obnactb (MO) — oMH M3 KPYMHEHUIIIMX PErMOHOB
Poccuiickoit @epepalinv, 4TO TIO3BOJISIET TPOBOIUTH
yIIyGIeHHBIE UCCIeIOBAaHKS B OTHOIIIEHUH pacipocTpa-
HEHHOCTU BPOXICHHBIX IMOPOKOB Pa3BUTHUS B POCCHIA-
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CKOI MOIyNsaiuu. PerylsspHbIii MOHUTOPUHT BPOXKIECH-
HBIX TTOPOKOB pa3BUTUSI B permoHe npoBoauTtcs ¢ 2000 .
Peructp BpoXIEHHBIX TTOPOKOB pa3BUTUST MOCKOBCKOI
oonactu ¢ 2001 mo 2010 . — eAMHCTBEHHBII TIpeAcTa-
Butenb Poccuiickoit Menepanuu B cucreme ICBDSR,
cobmofatonii Bce TpeOboBaHMSI JaHHOW OpraHu3aluu
M0 perucTpalyy, KOAWPOBAHUIO W Tepemade IoJTyda-
embix gaHHbIX. C 2011 B 0a3e ctanmm (pUKCUPOBATHCS
clydan TIpepbiBaHUS OEpeMEHHOCTH ITOC/Ie YCTaHOB-
JICHHOTO JMarHO3a BPOXKIECHHOTO TIOpOKAa Pa3BUTHS
y TUTOMIa, YTO 3HAYUTEJIBHO MOBBICUJIO TOYHOCTH BITHUJIE-
MMOJIOTUYECKOTO aHan3a B permoHe. Peructp opranu-
30BaH Ha MONMYJISLIMOHHON OCHOBE, UTO TOApa3yMeBacT
MoJIydeHre Hanbosiee MOJTHBIX JaHHBIX 10 BCEM HOBBIM
cIydasiM BPOXICHHBIX IOPOKOB pa3BUTUS B 00JACTH.
CBeneHMsI O KaXJOM ciiydyae BPOXIECHHON aHOMaJMU
rnepefalTcss B BUAE YHU(MUIIMPOBAHHBIX W3BEIICHUIA
U3 BCEX MEIUIIMHCKUX YUpexxneHuin MocKOBCKoil oba-
CTU B MeIMKo-TeHeThuyeckoe otaeseHue ['bBY3 MO
MoOCKOBCKOTO 001aCTHOIO HayYHO-HCCJIE0BATEILCKOTO
WHCTUTYTa aKyllepcTBa M TMHeKoJoruu. OKOHYaTeb-
HBII JMArHO3 YCTaHABJIMBAETCS BpauyOM-T€HETMKOM, BCe
MOPOKHU KOAMPYIOTCS ¢ ncnosib3oBaHrnem MKB-10.

B Poccuiickoit ®Denepanimy CyliecTBYeT IepedyeHb
u3 21 TpyNIbl BPOXAEHHBIX TTOPOKOB Pa3BUTHSI, 00sI3a-
TeJbHBIX JUISI PETUCTPALIMU, B TO BpeMsl Kak B MOCKOB-
cKoil obylactTu B 0ase perucrpa (DUKCUPYETCS KaxKIbIi
CJIyJail BBISIBJIEHHOTO BPOXKIEHHOTO TMOpOKa Pa3BUTHS
cBepx JaHHoro repevyHs [25]. Takas cTparerusi mo3BO-
JISET paccyMTaTh 0a30Bble YaCTOTHI JJISI BCEX TPYIMIT
IMOPOKOB Pa3BUTHS KaK IO OTIACIBHOCTH, TaK U B 1IEJIOM,
a TakXKe IIJJAHUPOBATh OOBEM HEOOXOIOMMON MeIu-
IIMHCKOM ¥ COUMAJIbHOW TIOMOIIM HEIOCPEICTBEHHO
JIJIST JAHHOTO peTMoHa.

B cratbe mpeacTaBlieH aHaIW3 JaHHBIX SIUAEMU-
oJlormyeckoro peructpa MockoBckoit obmactu ¢ 2011
no 2019 r. 3a a”HaIM3MpPYeMBIl Mepuoa B 0a3e MOHUTO-
pUHTa BPOXIECHHBIX MOPOKOB Pa3BUTHSI 3apervuCTPUPO-
BaHO 612 336 poxaeHuii, yTo coctaBuiio 83% oT 0b11Iero
yucia poxaeHuit B odsactu. Yucio ciyyaeB ¢ BpOXKIeH-
HBIMM TTOPOKAMM Pa3BUTHUSI COCTABWIIO 15 564, BKITtovast
SKUBOPOXICHHBIX, MEPTBOPOXKIACHHBIX W CIyJ4au MPephl-
BaHUs OEpeMEHHOCTHM TIOC/Ie OOHApYyKeHUsI BPOXICH-
HOTO TTIOpoKa pa3BUTHs y Tuioja. Takum oOpa3om, o01ast
4acToTa BPOXKIECHHBIX ITOPOKOB pPa3BUTHSI B 00JaCTH
coctaBwia 25,42 na 1000 poxnmenwuii. B mpencrasieH-
HOIi KOTOPTE MpeBaTUPYeT KOJTUIECTBO KUBOPOKIECHHBIX
C BPOXIEHHBIMU TTOPOKAMM Pa3BUTHSI, WX JTOJIS COCTaB-
nset 72,1%, B TO BpeMsl KaK JOJIM SJIMMHHUPOBAHHBIX
IJIOIOB M MEPTBOPOXKIEHHBIX cocTaBisioT 26,8 u 1,1%
COOTBETCTBEHHO.

B cTpykType TIOpOKOB HaumboJjiee pacrpocTpa-
HEHBbI TPYIIBI HEXPOMOCOMHBIX ITOPOKOB  pa3BU-
™S B MOCKOBCKOI 007acTH: BpPOXKIECHHBIE TTOPOKH
cepaua (5,9 Ha 1000), MTOPOKM MOUYETIOJIOBOI CUCTEMBbI
(3,7 na 1000), BepXHMX UM HWXHUX KOHEYHOCTEM
(3,2 na 1000) u ueHTpaJibHOW HEPBHON CHUCTEMBbI
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(2,03 Ha 1000; puc. 1). Kpome Toro, cymiectByeT 060Jib-
masi TeTeporeHHas TPyIa MHOXECTBEHHBIX BPOXICH-
HbIX TopokoB paszButusi (1,84 na 1000). B mocnenHei
IPYIITE CYIIECTBYET BEPOSTHOCTh HAJTUYMST XPOMOCOM-
HOTO JIMOO TEHHOTO 3a00JIeBaHMS Y OOIBHOTO, KOTOPOE
He OBIJIO YCTAHOBJICHO C TTIOMOIIBIO CIIEIMAIIBHOTO TeHe-
TUYECKOTO oOcienoBaHus. B CBI3M ¢ 3TUM BO3MOXHA
HEKOPpPEKTHast KOAUPOBKA TAKUX CJy4aeB B PeTHUCTpE.

Ha BTOpoM MecTe 110 4acToTe Cpeau BceX BPOXKICHHBIX
IMTOPOKOB Pa3BUTHST PACIIONIATaeTCsl TPYIa XPOMOCOMHBIX
a HoManuii (4,37 na 1000), B KOTOpOI#i 3aperucTpupo-
BaHbI CJlydyau TPUCOMMUM XPOMOCOMBI 21, a TakKe BCe JIpy-
TMe YacThle U pelKhe XPOMOCOMHbIE aHOMaIuu (puc. 2).
Bonee monpo6Hast nHGoOpMalsl 0 4acTOTe M CTPYKType
PEIKMX XPOMOCOMHBIX aHOMaJIi B MOCKOBCKOI 001acTH
MpeacTaBlieHa B OTAEJbHOM cTaThe [26].

Tab6auya. TlonmyasimuoHHbIE YACTOTHI BPOXKIEHHBIX IOPOKOB Pa3BUTHS 1O rpynnaM B M OCKOBCKOI o0siacTy v o nanusiv Modell

Global Database of Congenital Disorders (MGDb)

Table. Population prevalence rates of congenital malformations by group in the Moscow region and according to the Modell Global

Database of Congenital Disorders (MGDb)

OO0wmas nony/IANMOHHAS YACTOTa (ZKMBOPOXK/IEHHbIE, MEPTBOPOKIEHHBIE U TPEPbIBAHMS

Ipynnsr BITP

oepemennoctu ¢ BITP mona; va 1000 poxknenuii; 95% JIN)
Mockosckas ooaacts (2011-2019)

MGDb [11]

Hedextbl HepBHOM Tpyoku (JIHT)
BITP IIHC (3a uckmouenuem JIHT)
BIIP rna3

BIIP yxa, nuua u meu

BITP cepaeyHo-cocyaucToi cucTeMbl
BIITP npixarenbHOl cuCTEMbI
Pacmiennna ryosl u/uinm Heba

BIIP xenynouHo-KUIIIEYHOTO TpaKTa
JledexThl riepeaHeit OPIOIIHOM CTEHKU
BITP moueBbIAenMTENbHON CHCTEMBI
BITP nomnoBoii cucteMbl

BITP koneunocreit

Oo6mas yacrora BITP

1,2 0-95 (0,93—0,97)
0,83 1-25 (1,23-1,27)
0,05 0—43 (0,42—0,44)
0,17 0—37 (0,36—0,38)
5,9 7-03 (6,98—7,08)
0,11 0—4 (0,39—0,41)
1,05 1-38 (1,36—1,4)
0,71 1-63 (1,6—1,66)
0,39 0-51(0,5-0,52)
2,22 3-2(3,16-3,24)
1,48 2-07 (2,04-2,1)
3,2 4—13 (4,09—4,17)
17,3 23-57 (23,47—23,67)

IIpumeuanue. BITP — BpoxaeHHbIe TOpoKU pa3BuTus; JI1 — noBepuTesibHbII MHTEPBAJL.

Bposxaennbie mopoku cepma
XpOMOCOMHBIE aHOMAIIUH

BIIP mo4enonoBoii cuctembl

BIIP BepxHHMX 1 HMKHEW KOHEUYHOCTEH
BIIP nentpaibHON HEPBHON CUCTEMBI
MmuosxectBeHHbie BITP

PacrenHa reba u/miu ryGbr

BIIP sxeny104HO-KUIIEYHOTO TPAKTa
KocTHo-MbItIeuHbIC Ae(hEKTHI

Hpyroe

BIIP rnasa, yxa, nuna u meu M 0,22
N 0,16
0,13

1011

OCTCOXOHHpOZ{I/ICHHaSI/II/I
VTouHEHHBIE CUHAPOMBI

BIIP opranoB apixanus

e 5,90
e 4,37
e 3,70
s 3,20

P 2 03

s 1,84

s 1,05

B 0,71

s 0,64

B 0,36

Puc. 1. CTpyKTypa M 4acTOTa BPOXKIeHHbIX NopokoB passutus (BITP) B MockoBckoii oonacti, 2011—2019 rr.
Fig. 1. Structure and prevalence of congenital malformations in the Moscow region, 2011—2019.
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PerynsipHblii MOHUTOPUMHT BPOXIECHHBIX ITOPOKOB
pPa3BUTHST TIPEIOCTABIIIET BO3MOXHOCTh OLIEHKM U aHa-
JIN3a BPEMEHHBIX TPEHIOB. 3a MCCIeIyeMbIil TIEpUOI
B MOCKOBCKOI1 00JIaCTH PETUCTPUPYETCST HapacTarOIIniA
TpeHA B OOIIE YacTOTe BPOXICHHBIX MOPOKOB pa3BU-
tuss. CKopee Bcero, HaOJIOmaeMblii TpEeHI He CBsI3aH
C yBEJIMYEHHEM abCOJIIOTHOTO KOJUYECTBA BPOXICH-
HBIX TTOPOKOB Pa3BUTHSI B PETUOHE, a SIBJISIETCST PE3yJib-
TaTOM COBEPIIEHCTBOBAHUS M TIOBBIIIEHUST Ka4ecTBa MX
JMIMarHOCTUKU B MOCKOBCKOI 00J1aCTH B IpeHaTaTbHOM
MepUuoJIe U CPeIU KMBOPOXKACHHBIX (puc. 3).

Kpome Toro, ObLT mMpoBeeH CpaBHUTEIbHBIA aHa-
JIU3 JaHHBIX PErucTpa BPOXICHHBIX ITOPOKOB pa3-
BuTuUs MockoBckoit obinactu 1 MGDb. Ananuszu-
pPOBAJINCh TOJIBKO 12 TpyIm BpPOXIEHHBIX ITOPOKOB
pa3BUTHSI, IS KOTOPBIX TOCUMTAHBI 0A30BBIE YaCTOTHI

OPUINHAJIbBHbBIE CTATbU

B 0aze MGDb, Takxke He YYUTHIBAINUCh T'€HETUUYECKU
JIeTEPMUHUPOBAHHBIE (POPMBI BPOXIEHHBIX aHOMAaJIUA.
Kak BugHO 13 Tabauiibl, B MOCKOBCKOI 001acTH TOITy-
JISILIMOHHAST YyacToTa JJIsl OOJIBIIIMHCTBA aHAIM3UPYEMBbIX
TpyII HUXeE, OJHAKO Hamboyiee 4YacToO BCTpeYyaeMble
TPYIIIbl TIOPOKOB TIPEACTABICHbBI OJMHAKOBBIMU KaTeTo-
pUSIMU: MOPOKM CEPAEYHO-COCYAUCTOM, MOYEMOJIOBOM,
LEHTPAIbHON HEPBHOI CHUCTEM M KOHeyHocTell. Takum
oOpa3oM, maHHbIe MOCKOBCKOI 00JIaCTH 1O CTPYKTYpe
BPOKJIEHHBIX TTOPOKOB Pa3BUTHSI COINOCTaBUMbI C JaH-
HBIMU MEXXAYHapOIHbIX UCCEIOBAHUI, OHAKO CJIeAyeT
0o0paTuTh BHUMaHuEe Ha 0ojiee HU3KUI YPOBEHb 4acCTOT
OOJIBIIIMHCTBA TPYIMIl MOPOKOB Pa3BUTUSI, YTO, CKOpee
BCET0, CBSI3aHO C HEAOCTAaTOYHO TOJIHOM perucrpaiueit
TTOPOKOB.

Crmzpom Jlayna [ 275

Cunzpom Dzsapiaca [N 0,60

AHEYITONIHY TTOTOBBIX XpoMocoM [l 0,29

Peikue TPHCOMHH H IyIUIMKAIIMK ayTocoM [l 0,26

Cunapom [aray [ 0,22

MoHocoMuu U A€IEeUN ayTOCOM . 0,12

Pon

Hpyrue penkue XA

Puc. 2. CTpykTypa 1 9acToTa XpoMocomMHbIx aHoMaimii (XA) B MockoBckoii 061act, 2011-2019 rr.
Fig. 2. Structure and prevalence of chromosome anomalies in the Moscow region, 2011-2019
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Puc. 3. YacToTa BpoKIeHHbIX MOPOKOB pa3sutus B MockoBckoii oonactu ¢ 2011 mo 2019 rr.
Fig. 3. Prevalence of congenital malformations in Moscow region from 2011 to 2019.
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IIpenmymmiecTBa M OrPAHWYEHUS BeJIEHUS SNMUIEMHUO-
JIOTHYECKOTO PErcTpa BPOXKIEHHBIX MOPOKOB PA3BUTHS
B MOCKOBCKO# 00/1acTH. DITUIEMUOJIOTUIECKUI PETUCTD
BPOXIEHHBIX TTOPOKOB pa3BUTUs B MOCKOBCKOI 00J1a-
CTU 3a UCCJIEIyeMbIi MEPUOI UMEET BBICOKMI YPOBEHb
oxBata poxaeHuii (83%) B roa u obiagaeT BCeMU TIpeu-
MYILECTBAMM PETUCTPOB, OCHOBAHHBIX Ha TTOMYJISLIMOH-
HOI OCHOBE:

— y4YeT CJIyYaeB BPOXICHHBIX ITOPOKOB Pa3BUTHS
KaK Cpely >XUBOPOXICHHBIX, TAK M CPEIU MEPTBOPOXK-
JIEHHBIX U TIJI0J0B;

— OIpele/iecHHe  JOCTOBEPHBIX  MOMYJISIIIMOHHBIX
4acToT OJ1aromapst MOJIHOMY OXBaTy TEPPUTOPUH;

— BBICOKOE KauyeCTBO JaHHBIX 3a CUET YHUDUIUPO-
BaHHOM PErucTpaly TOPOKOB BPaYOM-T€HETUKOM.

JIOTOTHUTETIBHOE MPEVMYIIIECTBO perucrpa
B MOCKOBCKOI1 00J1aCTM COCTOMT B perucTpanuu adbco-
JIIOTHO BCEX BBISIBIIEHHBIX TTIOPOKOB B PETMOHE, TTOMUMO
00s13aTeIbHBIX JUIST  perucTpanuu. Takasi cTpaTerus
MO3BOJIIET OLICHUTh 3MUAEMHUOJOTMUECKYI0 KapTUHY
IO PacIpoOCTPaHEHHOCTH BPOXKIECHHBIX MTOPOKOB pa3BU-
TUS B JAHHOU MOITYJISILIMK B IIEJIOM W pa3paboTaTh HEOO-
XOOUMBIE Mepbl TOANCPKKU CeMeid, CTOJIKHYBIIUXCS
C 3TUM IMarHo30M y pebeHKa W TUIofa.

TeM He MeHee CTOUT OTMETUTh HEIOYyYeT HEKOTO-
PBIX BPOXKIECHHBIX TTOPOKOB Pa3BUTHSI B CBA3M C TAKMMU
MpUYMHAMM, KaK OTCYTCTBHE TMepenadyd W3BElIeHU
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BpoxneHHble TOPOKH Pa3BUTHS NPEACTABISAIOT CO00i He TOJbKO METUIMHCKYIO, HO M CEPbe3HYI0 CONMAIBbHYIO MP00JieMy, TOCKOJIbKY 3Ta
NATOJIOTHs 3aHUMAET Beylllee MeCTO Cpeu MPUYHH NEePUHATAIbHOI, HEOHATAILHON M MJIaJIeHYeCKO# 3200/1eBAEMOCTH, UHBAJIHIHOCTH
¥ CMEPTHOCTH.

Lleab uccnenoBanus. AHAIM3 ANHAMUAKH YACTOT TPYINI BPOXKIEHHbIX OPOKOB PA3BUTHS, UX CTPYKTYPHI [0 CPEIHEI YACTOTE H COLIACO-
BAHHOCTH W3MEHEHHIl YaCTOT OT/EeJIbHBIX IPYII BPOK/IEHHbIX AHOMAJIHI Y JeTeii B I. Uels10MHCKe MO pe3y/IbTaTaM dMIIeMHOI0THIeCKOro
monuTopunra B 2012—2017 rr.

Marepuan u Metoapl. JI1s OHEHKH YacTOT BPOXKIEHHbIX MOPOKOB PA3BUTHS MCIOJIb30BAJM MOHHTOPUHIOBBIE JAaHHbIe PernoHanbHoi
Me/IMKO-TeHeTHYeCKOi KOHCYIbTanuu 1. Yeasionncka 3a nepuoa ¢ 2012 no 2017 r. no cunapomy layna (T21) ¢ 2012 o 2018 r. Omee
YHCJI0 HOBOPOKIEHHBIX 32 IMecTHIeTHUi nepuoja coctasuio 102 308, u3 Hux 2101 pedGeHOK ¢ BPOKIEHHBIMHA AHOMAIUAMH, B TOM YHCJIE
JKUBOPOK/IEHHbIE JIeTH, MEPTBOPOKIEHHbIE U BbIsSIBIEHHbIE 0J1ar0aps NpeHaTaIbHOIl AnarHocTuke. KinHunyeckue 1aHHbie O HOBOPO-
JKJIEHHBIM CHCTEMATH3HPOBaHbI MO 11 rpynmam BPoK/IEeHHBIX MOPOKOB Pa3BUTHS C y4eTOM VeKIyHAPOAHOI CTATHCTHYECKON KIaccH-
(ukaumu GoJie3Heii U MpodJeM, CBA3AHHBIX CO 310poBbeM. CTATHCTHYECKMIT aHAIM3 Pe3Y/bTATOB MOHUTOPHUHIA NMPOBEIEH METOAAMH
ONHCATEJIbHON CTATHCTHKH, BHIDOPOYHBIX CPABHEHMIA, OMCKA CBSA3€il U KJIACTEPHOTO AHAIN3A.

Pesyasrarbl. YacToTa Beex 3aperuCTPUPOBAHHBIX BPOIKIEHHBIX IOPOKOB PA3BUTHSI Y HOBOPOXKIEHHbIX JeTeii . YenssOuHcKa cocTaBuia
20,7 na 1000 poxnenmii (95% nosepurenbhbiii unTepBa 17,4—25,4) 3a ucclieayemblii nepuos. Y HOBOPOXKAEHHBIX JeTeil I. Yensouncka
B 2012—2017 rr. npeod/1aaaju NOPOKH Pa3BUTHs CHUCTeMbI KpoBoodpamenus (42,8%), xpomocomusie aHomanu (11,9%) u anomasuu
KOCTHO-MbIme4Hoii cuctembl (10,3%). OTHocuTe bHAs yacToTa cuHApoMa layna 3a mepuoa ¢ 2012 mo 2018 r. Kose6anach B npenenax
1,51—2,42%0 ¢ yueToM KaK pOAMBLINXCS JIETEl C ITOIi MATOJOTHEl, TAK U IAHHBIX N0 MPEHATAIBHON INATHOCTHKE.

3akimouenne. CTPYKTypa BPOXKIEHHBIX MOPOKOB Pa3BUTHS BOCHPOM3BOAWIACH U3 roJa B roJ C NmpeodiajaHueM aHOMAJIMI PA3BUTHS
OPraHoOB CHCTEMbI KPOBOOOpALIEHHS, XPOMOCOMHBIX AHOMAJIMII M AHOMAJIMII KOCTHO-MbIIeYHOW cucTembl. OOmas Yacrora Bcex
BPOXKIEHHBIX aHoMamii o I. Yensaouncky B 2012—2017 rr. He npeBbilIaeT cpeaHux 3Havennii mo Poccuiickoii @enepaiuu, B TO BpeMst
KAaK 4acToTa cunapoma JlayHa npesbicuiia cpeiHee 00LIePOCCHiiCKOe 3HAYEHHE.

Karoueevte caosa: 0emu, epomcdeHHbte NOpoKU paseumusi, MeQuKo-eeHemu4eckull CKpUHUHe, nepuHamanbHasd namoaiocus, HeoHa-
manvHas 3a601e6aemocmo.

Ansa untuposanus: PasaHosa J1.A., Angeposa U.I1., HoxpuH A.10., E¢pumosa H.B. JuHamuka 4aCTOTbl BPOXAEHHbIX MOPOKOB Pa3BUTYS Y Ae-
Tevi B YensibuHcke rno pesysnbrataMm anuaemMmosiornyeckoro MoHuTopuHra B 2012-2017 rr. Poc BecTH nepuHaton v neavarp 2022; 67:(3):
47-53. DOI: 10.21508/1027-4065-2022-67-3-47-53

Congenital malformations are not only a medical, but also a serious social problem, since this pathology is a leading cause of perinatal,
neonatal, and infant morbidity, disability, and mortality.

Purpose. To analyze the variation dynamics in the incidence of groups of congenital malformations, the structure of congenital malfor-
mations according to the average incidence, and the consistency of changes in the incidence of individual groups of congenital anomalies
in children of Chelyabinsk based on the results of epidemiological monitoring in 2012—2017.

Material and methods. To assess the frequencies of congenital malformations, we used the monitoring data of the Regional Medical
and Genetic Consultation Office in Chelyabinsk for the period from 2012 to 2017, for Down syndrome (T21) from 2012 to 2018. The total
number of newborns over the six-year period was 102,308, of which 2101 children were registered with congenital malformations,
including live-born, stillborn children, and fetuses with malformations identified through prenatal diagnostics. Clinical data on newborns
was grouped into 11 congenital malformations categories based on the International Classification of Diseases. The statistical analysis
of the monitoring results was carried out using methods of descriptive statistics, samples comparisons, correlation, and cluster analysis.
Results. The incidence of all registered congenital malformations in newborns in Chelyabinsk was 20.7 per 1000 births (95% CI: 17.4—
25.4) during the study period. In newborns of the Chelyabinsk city in 2012—2017, the prevalence of congenital malformations of the
circulatory system (42.8%), chromosomal abnormalities (11.9%), and anomalies of the musculoskeletal system (10.3%) was observed.
The relative frequency of Down syndrome for the period from 2012 to 2018 ranged from 1.51%eo to 2.42%o, considering both children born
with this pathology and the data on prenatal diagnostics.

Conclusion. The hierarchy of congenital malformations was reproduced from year to year with a predominance of circulatory anomalies,
chromosomal anomalies, and musculoskeletal anomalies of the system. The overall incidence of all congenital malformations in Chely-
abinsk in 2012—2017 does not exceed the average values for the Russian Federation, while the incidence of Down syndrome exceeded
the average national level.

Key words: Children, congenital malformations, medical genetic screening, perinatal pathology, neonatal morbidity.
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pobjemMa BpPOXICHHBIX ITOPOKOB Pa3BUTHUSI aKTy-
aJbHa BO MHOTHUX O0JIACTSX MEIULIMHBI: TIJIacTUIe-
CKOl XUPYpPIrUH, TPABMATOJIOTHU, OPTOIIEANU, OTOJAPH -
TOJIOTUH, IEPMATOJIOTUN, OMOMEANLIMHCKOM MHKEHEPUN
u 1ap. BpoxxaeHHBIE TOPOKM pPa3BUTHS TIPEACTABISIOT
c00011 He TOJIBKO MEIUIIMHCKYIO, HO U CEPhe3HYIO COIIM-
ABHYIO TTPO0JIeMy, TTIOCKOJIBKY 3aHUMAIOT BEAYIee MECTO
cpeau NMPpUYWH TIepUHATaJIbHOM, HEOHATAJTbHOW M Mila-
JIEHYECKOI 3a00JileBaeMOCTel, MHBATUJIHOCTU U CMEPTHO-
ctu. Bce BpokIeHHBIE TTOPOKU Pa3BUTHSA (HOPMUPYIOTCS
BHYTPUYTPOOHO ¥ TIPEACTABISIIOT cO00il Mopdosornye-
CKHe M3MEHEHUST OpraHa WM BCEro OpraHm3Ma, Hapylia-
oiMe ux crpoeHue u GyHkumio. I1lo maHHbIM Bcemup-
HOW OpraHM3aluy 3ApaBOOXPaHEHUsI, B MUPE €XKETOIHO
poxxnaetcs 4—6% neteit ¢ BpOXKISHHBIMU TOPOKAMU pa3-
BUTHSI, TIPY 3TOM JIETAJIbHOCTh B 3TOW KaTerOpUU HOBO-
poxneHHbIX coctaBisieT 30—40%. B Poccuu ¢ BpoxkaeH-
HBIMA TIOPOKAMM  DPa3BUTHUSI  €XETOIHO  POXKIAIOTCS
1o 50 Teic. gereit. K mprOpUTEeTHBIM 3agadaM 3IpaBo-
OXpaHECHMST OTHOCSITCS pa3paboTKa M COBEPIICHCTBOBA-
HME METOJOB KOHTPOJISA, IUAaTHOCTUKKU W MPODUIAKTUKN
BPOXIEHHBIX [TOPOKOB pa3BuTus y nereit [1].
enb uccaenoBanua: aHAIN3 TUHAMUKY YaCTOT IPYIIIT
BPOXIEHHBIX TOPOKOB Pa3BUTHS, X CTPYKTYPHI TTO CPeI-
Hell 4yacToTe M COTIACOBAHHOCTM W3MEHEHMI YacToT
OTHENBHBIX TPYIIT BPOXICHHBIX AHOMAJIWii y JeTeid
B I. YesrsIOMHCKE TI0 pe3yiibTaTaM SMUAAeMHUOTOTTIECKOTO
MoHuTopuHra B 2012—2017 rr.

XapakTtepucTuka getein U MeToabl UCCrefoBaHUs

ISl OLIEHKW YacTOT TPYII BPOKIECHHBIX ITOPOKOB
pa3BUTHUS OBUIM WCITOJIb30BATY JaHHBIE TEPPUTOPUATH-
HOTO 3MUAEMUOJIOTUIECKOTO MOHUTOPUHTA PernoHans-
HOW MEIMKO-TEHETUIECKOI KOHCYIbTauu T. YensaonH-
cka 3a nepuon ¢ 2012 mo 2017 ., o cunapomy JlayHa
(T21) ¢ 2012 mo 2018 . OOlee YMCIO HOBOPOXIEH-
HbIX 3a 1ectuneTHuit nepuoxn (2012—2017 rr.) cocra-
Bwio 102 308, n3 Hux 2101 peGeHOK ¢ BpOXIACHHBIMU
TTOPOKAMM PAa3BUTHsI, B TOM YHUCIIC XUBOPOXICHHBIC
JIETH, MEPTBOPOXICHHBIC W SIWMUHOBAHHBIC TLUTOIBI
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OPUINHAJIbBHbBIE CTATbU

C BPOXIECHHBIMU TIOPOKAMU Ppa3BUTHUsSI, BBISIBICH-
Hble Oylarogapsi TIpeHaTaJbHON AMarHocTuke. YacroTy
BPOKIEHHBIX TTOPOKOB pa3BUTUS paccuuThiBasii Ha 1000
poxaeHuii. KinmHnueckre JaHHBIE TTO0 HOBOPOXICHHBIM
ObUIM cHUCTeMaTU3MpOBaHbl 1o 11 rpymnmaMm BpoXIeH-
HBIX TTOPOKOB pa3BUTHs, cooTBeTcTBYOIMM X VII Kitaccy
MKB-10 [2]. OnpeneneHbl fuHaMKUKa OOIIEi YaCTOTHI
M IWHAMUKA YacTOT OTHEJIBHBIX TPYIIT BPOXKIEHHBIX
ITOPOKOB Pa3BUTHUsA, CTPYKTYpa (paHTH) OTHOCUTEIBHBIX
YaCTOT TPYNI BPOXICHHBIX IMOPOKOB pa3BUTHSI, JIMHA-
MMKa 4acTOT cMHIpoma JlayHa M Opyrux XpOMOCOMHBIX
AHOMAaJIUIA.

B xome craTMCTMYECKOro aHalM3a WCIOJIb30BAIN
METOJIbI OIKMCATEIBHOM CTaTUCTUKU, BHIOOPOYHBIX CpaB-
HEHMIi, oncKa cBs3eit 1 KiactepoB [3]. OnmcareabHas
CTaTHCTUKA BKJIOYaJa BBIUYMCICHUE OTHOCUTEIbHBIX
4acToT (B %o) ¢ ykazanuem 95% noBepuTeIbHBIX MHTEPBA-
J10B (95% JIN) myaccOHOBCKOTO pacIpeeIeHUsT IJIsT BCeX
rpynn BPOXIEHHBIX TOPOKOB pa3Butus [4]. Jlis pac-
YyeTa yCpPeOHEHHBIX IO ToIaM M 0 TpyHiaM BpOXKIeH-
HBIX TIOPOKOB Pa3BUTHS YaCTOT JAaHHBIE TIPEIABAPUTEITHHO
Mpeo6Pa3oBBIBAIM TI0 AHCKOMOY; IUTSI HUX paCcCUMTHIBAIN
cpennue n 95% JI GytcTpenomM (MeTon MpOLEHTUIICH,
n=99 999) u perpaHcHOPMUPOBATIN B UCXOTHYIO IIKATY
npomwie. CpaBHEHUsS YacTOT BPOXKICHHBIX ITOPOKOB
pa3BUTHS TIO TOIAM MPOBOIWIM B XOIe aHajn3a TabJIuII
COTPSKEHHOCTU KPUTEPUEM y2, a JUIsl BBISIBICHMS slYeeK
TaOJUIIBI, JABIIMX HECIYYailHBIM BKJIal B CTAaTUCTUKY
KPUTEPUSI, PACCUMTHIBAIIM COTJIACOBAHHBIE CTAHIAPTU30-
BaHHble ocTatku (adjusted residuals, AR). [linsa ananuza
pa3IMuMii 1O YacTOTaM BPOKIECHHBIX TTOPOKOB Pa3BUTHS
MeXIy 6 TomaMu UCCIIeIOBaHMUs 1 Mexay 11 ux rpyrmaMu
HCIIOBb30BAIN IBYX(PaKTOPHBIN IHMCIIEPCUOHHBIN aHaIu3
C eIMHCTBEHHBIM HaOJIONEHMEM Ha SYEeMKYy KOMILUIEKca
C TIOCTIEAYIOIIMMU aIlTOCTEPUOPHBIMU CPABHEHUSIMUA METO-
noMm Hriomena—Keiinca. [ BBIIBICHMS T1ap BPOXKOCH-
HBIX [TOPOKOB Pa3BUTHSI CO CXOTHOM TUHAMUKOM IT0 ToIaM
HCTIONB30BAIA KOPPEJSILIMOHHBIN aHanmu3 1o CrpMeny,
a JUIsl OLICHKHW COIVIACOBAaHHOCTM M3MEHEHUs IO TOoJaM
BCEX TPYITIT BPOXICHHBIX aHOMaJIUi — aHaJu3 KOHKOp-
nauvu 1o Kenaty. [lnst BeiaeeHUST TPYIINT BPOXKIEHHBIX
ITOPOKOB Pa3BUTUS CO CXOTHOM TMHAMUKON IMPUMEHSUTH
HepapxXuJyecKuii KiactepHblii aHanmu3 metonoM UPGMA
C UCIOJIb30BaHWEM B KavyeCcTBE Mephbl CXOACTBAa KOppe-
mamuii CrimpmeHa. PacueTsl M rpadmyeckue mocTpoe-
Hus BbInojHeHbl B nakerax KyPlot (version 5.0), PAST
(v. 3.26) u TpX (version 1.5) [5—7]. Bo Bcex ciay4asix pas-
JIMUMST CUUTATIA CTAaTUCTUYECKU 3HaYMMbIMK nipu p<0,05,
He3HauuMbIMU — rpu p>0,10; B IpOMEKYTOUHBIX CITydasix
(0,05<p<0,10) obHapyxeHHbIe 3(PDEKTH paccMaTpUBAIN
Kak TeHaeHuH [8].

Pesynbrathbl M 06CyXaeHne

Oco0eHHOCTH JMHAMHKH 4YACTOT BPOXKIEHHBIX MOPO-
KOB pa3BuTUsA BO BpeMeHu. Kak BUIHO U3 Tab. 1, TOJBKO
IS 3 TpyIn BPOXIEHHBIX ITOPOKOB pa3BuUTHS u3 11
pa3nuuusi He ObUIM CTaTUCTMYECKUMM 3HAYMMbBIMU:
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Pazanosa JI.A. u coasm. ﬂI/IHaMI/IKa YaCTOThI BPOXKIAECHHBIX [TOPOKOB PA3BUTUA Y nereit B YensiOuHcke mo pesyjisTaTaM SMUAEMUOJIOTMYECKOTO MOHUTOPHUHTA. ..

NI BPOXIEHHBIX aHOMAaJWii OpraHoB THIIIEBapeHUsI,
MOJIOBBIX OPTaHOB M COOPHOI KaTeropuu pPeIKux TUIIOB
aHoMmasuii, 00O3HaYeHHbIX Kak «Jlpyrue BpoOXIeH-
HbIE TTIOPOKM pa3BUTUS». sl paciiesnHbl ryobl U Heba
HaOJiomanach TEHACHUMSI K CHIKEHUIO 4YacTOTHI.
JInist ocTasibHBIX 7 TPYIIN aHOMaJIMi pa3inydus ObLIN cTa-
TUCTUYECKU BbICOKO3HAYMMbIMU. Haubosnbime Koseba-
Hust Habmomanuch B 2012 u 2016 TT., B KOTOPBIX YaCTOTBI
BPOKJIEHHBIX TTOPOKOB Pa3BUTHsI ObLJIM COOTBETCTBEHHO
HUKE W BbILIE, YeM TPEAIoaarajoch HyJeBOil TMMOTe30M

(omnHakoBasi yacToTa BO BCe Tofbl). B 1emom ciaoxHO
TOBOPUTH 00 YPOBHSIX BPOXKICHHBIX TTOPOKOB Pa3BUTHS
KakK 0 HeKoel CTaOUJIbHON XapaKTepPUCTHUKE, TTOCKOJIbKY
OHU 3HAYUTEJIbHO U3MEHSIOTCS 10 rojam. Takum obpa-
30M, TOUHOCTb CPETHUX 3HAYCHUI 7151 7 TPYITI BPOXKICH-
HBIX aHOMaJIMi HegocTatoyHa. JIyist Gosbleil HaaexKHO-
CTH OLICHOK ObLTN paccuuTaHbl 95% 1.

B xone aByx¢hakTOpHOro IMCIEPCHMOHHOTO aHaau3a
(TabGa. 2) craTUCTMYECKM 3HAYMMbIMU OKa3aJlUCh pa3-
JINUMST KaK MO 4acTOTaM BPOXICHHBIX MOPOKOB Pa3BU-

Tabauya 1. Yucao (n) u 9actoTsl (%0) BPOKIEHHBIX AHOMAJIHNIT Y HOBOPOXKIeHHbIX I. Yensiouncka B 2012—2017 rr.
Table 1. Number (n) and frequency (%o) of congenital malformations in Chelyabinsk newborns during 2012—2017

Iokasaremm 2012 2013 2014 2015 2016 2017 Pasmuns (gé’;;f‘}’f&)
Yuici10 HOBOPOXKIEHHBIX 17859 18399 18548 17101 15725 14676 — —
Tpymnrsl aHOMaMit:

18 13 36 34 32 20 g2=1900 1sI
HepsHas cuctema 1,01° 0,71 1,94 1,99 2,032 1,36 p=0,002  (1,08—1,89)
'AR=—3,06; p=0,002; 2AR=—1,90; p=0,057; *AR=—1,86; p=0,063
9 1 6 7 18 0 xé)=33,87 0,41
[rasa, yrum, o 0,50 0,05° 0,32 0,41 1,14! 0,002 p<0,001 (0,14—0,73)
U 11es
'AR=5,07; p<0,001; 2AR=—2,62; p=0,009; *AR=—2,59; p=0,010
84 169 175 121 218 131 %5=87,82 8,86
Cucrema 4,70? 9,19 9,43 7,083 13,86! 8,93 p<0,001 (6,67—11,16)
KPOBOOOpAIIEHUST
1AR=7,43; p<0,001; 2AR=—6,42; p<0,001; *AR=—2,61; p=0,009
3 2 3 2 1s 4 =304 030
OpraHbI IBIXaHUs 0,17 0,11 0,16 0,12 0,95! 0,27 <0,001 (0,13—0,57)
'AR=5,43; p<0,001
25 27 16 12 20 11 )((_3,)=9,31 1,08
Pacuéem/ma ry0OB 1,40 1,47! 0,86 0,70 1,27 0,75 p=0,097  (0,84—1,32)
1 Heba
'AR=1,74; p=0,082; 2AR=—1,67; p=0,095
OpraHbI TAIIEBapEHUST 14 10 18 8 16 2 X(§>_6’06 0,73
0,78 0,54 0,97 0,47 1,02 0,61 p=0,301 [0,57; 0,90]
TosoBbie OpraHbl L 2 23 23 25 14 S 1,26
P 1,06 1,36 1,24 1,34 1,59 0,95 p=0,663 [1,09; 1,43]
) 33 30 30 38 2 = L6l
Mouesast crcrema 0,67' 1,79 1,62 1,75 2,422 1,43 p<0,001  [1,17;2,02]
'AR=-3,42; p<0,001; 2AR=2,77; p=0,006
49 24 41 33 42 29 x5=11,77 2,14
KocrHo-MbiwieuHast 2,742 1,30! 2,21 1,93 2,67 1,98 p<0,001 [1,74;2,51]
cucrema
'AR=-2,68; p=0,007; 2AR=1,96; p=0,051
I pyrue BpOXIeHHBIE 7 9 5 4 9 3 Xé)=5,01 0,36
TMOPOKU Pa3BUTHUS 0,39 0,49 0,27 0,23 0,57 0,2 p=0,414 [0,26; 0,47]
29 29 38 45 60 45 42=2688 246
XpomocoMHbIe 1,62° 1,582 2,05 2,63 3,82! 3,074 p<0,001 [1,85; 3,13]
aHOMAaJIUK
'AR=3,93; p<0,001; 2AR=-2,53; p=0,011; *AR=—2,34; p=0,019; *AR=1,77; p=0,077
269 342 391 319 493 287 15=125,5 20,7
Beero 15,12 18,6° 21,1 18,74 314! 19,6 p<0,001  [17,4;25,4]

TAR=10,40; p<0,001; 24R=—>5,68; p<0,001; *AR=—2,06; p=0,040; ‘AR=—1,90; p=0,057

prwelmﬂue. 31ech 1 ajee BbIAEJEHbI CTATUCTUYECKU 3HAYUMMbIE pasjinyus. CorylacoBaHHbIE CTaHIapPTU30BaHHbIC OCTAaTKKU AR TPUBECIACHBI

st achdexros ¢ p<0,10.
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Table 2. Results of two-way variance analysis

OPUINHAJIbBHbBIE CTATbU

Tabauya 2. Pesynsratsl AByX(aKTOPHOT0 AUCTIEPCHOHHOTO AHAIM3A

ICTOMHIK H3MEHIMBOCTH Cymma gganpamn CTenem:i ;BOﬁOZlBI Cpenm;‘l"; ;BazlpaT IR e Onenka 3;a\mmocm
Ton 3,71-1073 5 7,42:10-° 3,31 0,012
AHomanus 92,7-10-3 10 92,7-10-¢ 41,41 <0,001
Ounbka 11,2:1073 50 2,24:10-° — —
Ob61as 107,7-10-3 65 — — —

TUSI Pa3HBIX TPYII, YTO 3aKOHOMEPHO (F(]o; 50)=41,41;
p<0,001), Takx ¥ MexXmy rogaMu IO CpeIHEH YacToTe
BPOXICHHBIX TOPOKOB pasBUTHsI (F, 50)=3,31 ; p=0,012).
IMomapHble amocTepuopHbIe CpaBHEHUs  ITOKa3aju,
YTO CTATUCTUYECKM 3HAUMMBIMM OBUTU TOJBKO pa3Iddus
Mexay 2016 u apyrumu romamu (p ot 0,006 mo 0,037),
T.€. U3 psiia JIET MOBBIIIEHHON YaCTOTOM BPOKIEHHBIX
ITOPOKOB PAa3BUTHS CYIIECTBEHHO BBIACISICS TOJBKO
2016 (puc. 1). CnemyeT TakKe OTMETUTh, 4To B 2016 T.
o0Ilee YMCIO HOBOPOXACHHBIX OBLIO MWHUMAaJbHBIM
3a ucclieayeMblit iepro. Takum oO6pa3om, B HAIIEM CITy-
qae HeJTb3si TOBOPUTh O KAaKOM-JIMOO TpeHIe B TMHAMUKE
M3MEHEHUST YacTOT BPOXICHHBIX ITOPOKOB Pa3BUTHSI
WY, HAIIPOTUB, O CTAOMJIBHOM MX YPOBHE.

IMoaBomst WTOr M3MOXEHHOMY, MOXHO KOHCTaTH-
poBaTh, 4YTO CpEAHSSI YacToTa 3aperHCTPUPOBAHHBIX
BPOXIEHHBIX TTOPOKOB pa3BUTHS 3a MCCIIEAYeMBbIi
nepuon cocraBuia 20,7 Ha 1000, mpu 3TOM B OTHE/b-
HbIe Toabl HaOmoaarTcs KojedaHnus: B 2012 . yactora
BPOXIEHHBIX ITOPOKOB pa3BuUTUsI coctaBuiaa 15,1%o,
B 2016 T. okxa3zamach «peKOpaHO» BbICOKOM — 31,4%o0
1 B 2017 r. cHusunack 10 19,6%o.

Tunsl aHomamuii u ux rpynnupoBka. KosdbduuueHt
KoHKopaanuu KeHmamra, pacCYMTaHHBIM IS OLEHKU
COTJIaCOBAaHHOCTH M3MEHEHMS 10 TofaM pa3HbIX TUIIOB
BPOXICHHBIX TIOPOKOB pas3Butusi, coctaBwin W=0,87
(»<<0,001) npu MakcUMaJIbHO BO3MOXHOM 3Haue-
Hum 1,0. DTO o03HaYaeT, YTO CTPYKTypa BpPOXKICH-
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Puc. 1. luHAMIKA 9aCTOT BPOXKIEHHBIX MOPOKOB pa3ButHs B . Yensouncke (%o).
3nech u nanee «ycol» — 95% JIU no pe3yisraTaM cpaBHEHHid B TMCIIEPCHOHHOM aHAJM3e ¢ peTpaHcdopMaiueii u3 npeodpasoBaHHbIX

1o AHCKOMOY 4acToT (COCTaBJIEHO AaBTOPAMH).

Fig. 1. Dynamics of congenital malformations frequencies (%o) in Chelyabinsk.
Here and below, the error bars is 95% CI based on the results of comparisons in ANOVA with retransformation from Anscombe-trans-

formed frequencies.
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HBIX TIOPOKOB Da3BUTHUS He WU3MEHsETCS W3 Tojaa
B roa. Kak BugHo u3 puc. 2, B YensabuHcke mpeobna-
JAlOT BPOXICHHBIE AHOMAJIWKU CHUCTEMbI KPOBOOOpa-
IIEHMWS, WX JOJS COCTaBJIsIeT ITOYTH ITIOJIOBUHY BCEX
BPOXIEHHBIX TTOpoKoB (8,86/20,70=0,428, vnu 42,8%).
Ha 2-M MmecTe cTosT XpoMocoMHbIe aHoMaiuu — 11,9%,

Ha 3-M — aHOMaJluM KOCTHO-MBIIIEYHOW CUCTEMBbI —
10,3%. Ha mocineaHeM MecTe BPOKIEHHBIE TTOPOKU pa3-
BUTHST OpraHoB abixaHust — 1,4%.

Kaxk BumHO u3 meHaporpammbl (puc. 3), HauboJjee
COTJIACOBAaHHO W3MEHSIIUCh IO TOJaM BPOXKIECHHBIE
MOPOKM PAa3BUTHUSI AHATOMUYECKM OJU3KUX CUCTEM —

Cucrema KpoBoOOpaleHus

—t—

XPpOMOCOMHBIE aHOMAIIUU
KocTHo-MbIIIeUHas crucTema
MoueBas cucrtema

HepsHas cucrema

[TomoBnie OpraHbl

Pacmenina ryost 1 HEOA
Opl‘aﬁbl UueBapeHus
I'maza, ymm, nuio u mes
Hpyrue BITP

OpFaHbI JbIXaHUA

T”F“fﬁuwmmw

(=]

2
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CpenHsisi OTHOCUTEIBbHAS YacTOTa, oo

Puc. 2. CTpykTypa BPOXKIEHHBIX TOPOKOB pa3BuTHs B I. Yensouncka 3a 2012—2017 rr. (cocTaBjieHO aBTOPAMM).
Fig. 2. The structure of congenital malformations in Chelyabinsk in 2012—2017.

OpraHsl JpIXaHUS
OpraHsl MUIICBapEHUS
KocrHo-MBIIIEYHAs cucTeEMa
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Puc. 3. lenaporpaMma cXoACTBA JMHAMMKHM M3MEHEHHS BPOXKIeHHbIX NOpPoKoB pa3sutus (BIIP) mo rogam (coctaieno aBTopamu).
Fig. 3. Dendrogram of the similarities of the dynamics of congenital malformations changes by years.
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Tabauya 3. Yactora cunapoma layna B r. Yensouncke B 2012—2018 rr.

Table 3. Frequency of Down syndrome in Chelyabinsk in 2012—2018

Yacrora Ha 10 Teic. HOBOpOKeHHBIX (95% JIW)

poausmmecs ¢ T21

ponusmmecs ¢ T21 +

3JIMMHHMPOBaHHBIE TI0abI ¢ T21

Ton Yucao Yucio poauMBIINXCS AeTei
HOBOPOXKIEHHbIX ¢ T21 + nannbie no ITI*
2012 17 859 25+2
2013 18 399 23+5
2014 18 548 22+13
2015 17 101 19+16
2016 15725 19+19
2017 14 676 11+16
2018 14 959 11+25
Bcero 117 267 130+96

14,0 (9,06—20,7)
12,5 (7,92—18.8)
11,9 (7,43—18,0)
11,1 (6,69—17,4)
12,1 (7,27—18.9)
7,50 (3,74—13,4)
7,35 (3,67—13,2)
11,1 (9,26—13,2)

15,1 (10,0—22,0)
15,2 (10,1-22,0)
18,9 (13,1-26,2)
20,5 (14,3-28,5)
24,2 (17,1-33,2)
18,4 (12,1-26,8)
24,1 (16,9—33,3)
19,3 (16,8—22,0)

IIpumeyanue. * — MpeHaTaTbHAS TUATHOCTUKA (YUTCHBI SJTMMUHUPOBAHHBIE TIIOMIBI).

MOYEBOM CHUCTEMbI M TIOJIOBBIX oOpraHoB. Jljus aToii
napbl Ko duuneHt koppessuuu Crnmpmena r=0,94;
p=0,003. Ha 2-m MecTe HaXoAWIUCh BPOXKIEHHBIE aHO-
MaJIu HEPBHOM CUCTEMbBI U XPOMOCOMHBIE HapYyIICHUS:
r,=0,83; P=0,033. Koppessuus B OCTalbHbIX Mapax
He OblJIa CTATUCTUYECKU 3HAYMMOI, XOTS B LIEJIOM BbIJie-
JISITTACH 2 KJIacTepa CO CXOTHOM TMHAMUKOIM.

CpaBHeHMe YACTOTHI BPOKIEHHBIX NMOPOKOB PA3BUTHS
B Yensonncke ¢ npyruvu peruoHamu Poccuu. [Tpencras-
JISLTO MHTEPEC CPaBHUTD JaHHbBIE, MTOJYYeHHBIE B pe3YJib-
TaTe HaIlero MCCAeIOBaHUS, ¢ JAHHBIMU TI0 BPOXICH-
HBIM TTOPOKaM pa3BUTHUSI B JAPYrMX pervoHax Poccum.
Tak, 3a nepuon 2000—2015 rr. B [lepMckom Kpae ob1as
YacToTa BPOXICHHBIX ITOPOKOB pPa3BUTHSI COCTaBUJIA
33, 87%o0, uro B 1,5 pasa npeBbILIAIO CPEIHUIA MOKa3a-
TeJb YaCTOTHI BPOXIEHHBIX MOPOKOB To Poccuiickoii
Deneparnu (21,9%o0). Tlpu aToM 1-e¢ paHroBOEe MECTO
CTaOWJIBHO 3aHUMAaJM TOPOKHM CEPAECYHO-COCYANCTOM
CHCTEMBI, a 2-¢ — MOYEIIOJIOBOI CUCTEMBI [9].

Bosiee BBICOKME 4YacTOThI BPOXKIEHHBIX ITOPOKOB
pa3BUTHUSI TIO cpaBHEHUIO ¢ YelssOMHCKOM ITOJTyYeHbI
B Mpkytckoii u CaxaauHCKOM 06iacTax — okoso 29%o,
B pecryomke Caxa (SAkytust) — 30,5 %o, KpacHosipckoM
kpae — 37,2%o, B YyBamuu — 42,5%o0, PCO—Ananus —
50%0. Bmecte ¢ TeM B psae pernoHoB Poccuu dacrora
BPOXICHHBIX IOPOKOB Pa3BUTHUsSI CYIIECTBEHHO HIXE,
yeM B YensaObuHcke, HanpuMep, B CTaBpOIoJIbLCKOM Kpae
(9,9%0), B HoBocubupckoii 1 Huskeropoackoit 06acTsix
(oxono 12%o0), B Kypckoii obnactu (13,3%o0), Yamyptun
(14,3%0) [10].

CornacHo naHHbiM EUROCAT (European network
of population-based registries for the epidemiological
surveillance of congenital anomalies) oOias yacrota
BPOXIEHHBIX TTOPOKOB Pa3BUTHS HE JIOJDKHA OBITH HIXKE
20 ma 1000, B IIPOTMBHOM CJlydae MMEETCS HEIOJIHOE
BBISIBJICHME WJIM HeJOoydYeT IIOpOKOB pasButus [11].
I[To HamMM maHHBIM, CPEIHUI YPOBEHb BPOXKICHHBIX
IMOPOKOB Pa3BUTHS BCEX TPYIN aHOMAJIUN COCTAaBUII
B2012—2017 . 20,7%0 (95% AW 17,4—25,4 %o0).

Ocodennoct muHamvuku cunnpoma layna (T21) u apy-
TMX XPOMOCOMHBIX aHoMammid. Eciv mo oOuieit yacrore
BPOKICHHBIX TTOPOKOB pa3BuTHs YelsIOMHCK 3aHMMaeT
CpeHee MEeCTO B PSITy POCCUIMCKIX PETUOHOB, TO TI0 4YaCTOTe
T21 craTucTyecKu 3HAYMMO IIPEBBIIIACT CpelHee OOIle-
poccuiickoe 3HadeHre — 16,73 Ha 10 ThIC. poxxneHuii (95%
AN 16,29—17,19) [12]. Ouenka yactotbl T21 mosydeHa
C YY4EeTOM BJIMMUHUPOBAHHBIX IUIOAOB C Tpucomuein 21,
BBISIBJICHHOI IyTeM AOpOIoBoii nuarHocTuku. B YesnsaonH-
cKe JactoTa cuHapoMa JlayHa kome6nercsa ot 15,1 no 24,2
U cocTaBisieT B cpeaHeM 19,3 Ha 10 ThIC. HOBOPOXKAEHHBIX
(95% AN 16,8—22,0). AHAJTOTMYHO BCEM IPYTUM PaccMoO-
TPEHHBIM aHOMAJIMSIM MaKCUMaJlbHasl 4yacToTa CHHIpOMa
JayHa 6b11a 3acdukcuposaHa B 2016 . (a6, 3)

OOmiasi yacTora XpOMOCOMHBIX OoJjie3Hel (BMmecTe
¢ T21), BwisiBieHHbIX B YensiOMHcKe, yBeJIMUMBaiach
¢ 1,62%0 B 20121 1m0 3,82%0 B 20161, B 2017 1. OHa
HECKOJIbKO CHU3MJIach 1 cocTaBuia 3,07 %o (cM. Tab. 1).
B nocnenytoiem 2018 1. mokazaTesib BBIPOC 1O JaHHBIM
MOHUTOpUHTA 10 3,68 %0.

3aknovyeHue

TakuM o0Opa3oM, TIOJydeHHbIE HaMH pe3yJbTaThl
MMO3BOJISTIOT KOHCTATUPOBATh CTATUCTUYECKU 3HAYMMBIC
pa3myus B TMHaAMMKe 4JacToT Wit 7 u3 11 paccmarpu-
BaeMbIX TPYIIT BPOXKACHHBIX TTOPOKOB Pa3BUTHS Y AeTEi
r. Yensouncke B 2012—2017 rr. CTpyKTypa BpOXIEHHBIX
IMOPOKOB Pa3BUTHSI HE U3MEHSJIaCh U3 ToJa B TOJ C TIpe-
obJlalaHeM aHOMAaJIMii pa3BUTUS OPraHOB CUCTEMBI
KPOBOOOpAIIIEHUSI, XPOMOCOMHBIX aHOMAJIUii M aHOMa-
JIUi KOCTHO-MBIIIEYHON cuctembl. Hawmbonee corna-
COBAaHHO WM3MEHSIJIUCHh YacTOThI BPOXKIECHHBIX IOPOKOB
pPa3BUTHST AHATOMUYECKU OJIM3KUX CUCTEM OpraHu3Ma —
MOYEBOM CHCTEMBI M MOJIOBBIX opraHoB. OO01ias yacTora
BCEX BPOXKIECHHBIX MOPOKOB Pa3BUTHS IO T. YensaOuH-
cky B 2012—2017 rr. He TIpeBbIlIaeT CPEIHUX 3HAYCHUI
no Poccuiickoit @enepaunu, 3a uckimoyeHrnem 2016 .,
B TO BpeMsI KaK 4acToTa cMHApoMa JlayHa TIpeBbICHIIa
cpeaHee 0011epoCcCuiicKoe 3HaYeHUE.
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IpencraBieHHble  Pe3yIBTaThl  TEPPUTOPUATHLHOTO
SMUIEMUOIIOTUYECKOTO ~ MOHUTOPUHTA  BPOXIEHHBIX
IMOPOKOB pa3BuTHs B I. UesIOMHCKE ceayeT paccMaTpu-
BaTh KaK BpeMEHHOM 3Tal CUCTeMbl MOHUTOPUHTA, TTO3BO-
JIAIOIIMI  TTOABECTU TIPEIBAPUTEbHBIE WTOTH PabOTHI.
J11s1 6o71ee 000CHOBAaHHBIX BBIBOJIOB 110 TMHAMUKE YaCTOT
TPYIIT BPOXAEHHBIX TTOPOKOB DPa3BUTHSI, WX CTPYKTYpe
U COTVIACOBAaHHOCTH M3MEHEHUI YacTOT OTAEIbHBIX IPYITIT
BPOXIEHHBIX aHOMaJINiA y eTeit B T. YenssOnHcke HeoOXxo-
MO AaJibHelIee HaKOTJICHUE JaHHBIX.
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Oco0eHHOCTH ICMXOMOTOPHOTO PA3BUTHS HEIOHONIEHHBIX HOBOPOXK/IEHHBIX C 0YEHb
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P.V. Shumilov', P.A. Mazmanyan®, H.A. Sarkisyan', K.V. Nikogosyan®

'Pirogov Russian National Research Medical University, Moscow, Russia;
?Yerevan State Medical University named after Mkh. Heratsi, Yerevan, Armenia

Henounomennsle etu, poausumecs 10 32 Hei 6epeMEHHOCTH ¢ 0YeHb HU3KOIi M 9KCTPEMAJIbHO HU3KOi Maccoii Tella, UMEIOT BHICOKMIA
PUCK Pa3BUTHS PsA/ia HAPYIIEHUI PA3BUTHS HEPBHOI CHCTEMBI, BKJIIOYAIOIMX JAETCKUIi HepedpaibHblii Napajiny, a TAKXKe CEHCOPHbIe
HapyIeHUsi KOTHUTHBHBIX (pyHKIMiT 1 noBeieHus. Yem Oouble oc0KHEeHUIT HA0I01aeTCsl B HEOHATAJILHOM TepHojie, TeM BbIlle Bepo-
ATHOCTb J0JITOCPOYHBIX OCJIOKHEHHIT HeJoHOMEHHOCTH. Vi3yuenue akTopoB, BAMAIOIMMX HA MCXO/ HEBPOJIOTHYECKOTO PA3BUTHS, —
€/IMHCTBEHHDIIi CTI0CO0 Pa3padoTaTh JIydmne NOaX0/bl K JIEYeHHIO.

Leap uccnenoanus. OueHka Koppesiuuii MexK1y JaHHBIMH HeiipocoHorpadum y jerteii ¢ 0uYeHb HU3KOIH M KCTPeMAIbHO HU3KOM
Maccoii Tea NPU POXKIEHNN C MEPUHATAILHBIMU M HEOHATAIbHBIMH (hAKTOPAMM PUCKA ISl IPOTHO3UPOBAHMS ICUXOMOTOPHOTO pa3-
BUTHS M HEHPONICMXUYECKUX HAPYLIEHHIi B CKOPPUTHPOBAHHOM JIBYXJIETHEM BO3pacTe.

Marepuan u meroasl. B uccienosanue Bkimoyenbl 100 HeJOHOIIEHHBIX HOBOPOXKIEHHBIX C OUY€Hb HU3KOH M 9KCTPEMAJIbHO HU3KOM
Maccoii Tesa npu poxxaenun (<32 uen, <1500 r), ponquBIIMXCS ¥ NOJTYYABIINX JeYeHHe B ABYX KPYIHBIX MEPUHATAIbHBIX leHTPax Epe-
BaHa. JI1s1 MHIMBUIYA/IbHO OLEHKH ICHXOMOTOPHOTO PA3BUTHS Y AeTell K ABYXJIeTHEMY CKOPPUTMPOBAHHOMY BO3PACTY NPHUMEHSIACH
mKkaja passutus beiim 111,

Pesyabratel. Y 64% ObIBIIMX HEJOHOWIEHHBIX MMEJIOCH NMOJHOCTHIO HOpMasibHOe pa3sutue. Y 10% nuarHocTHpOBaH NETCKWMii lepe-
OpasbHbIi napamny, 21% nereit uMeu 3a1epKKy peur, 5% — neduuut ymcTBeHHOro pa3putusi. ConuabHO-3MOIMOHAJILHbIE M IOBEIEH-
YecKHe HapyIeHns BCTPeYaIuch Yaie, 0CO0eHHO B connasibHoii (27%) u npakTiuueckoii oonactsix (25%). ConyrcTBylomue noBeaenye-
ckue paccrpoiictBa umenn 85,7% nereii ¢ ABUraTebHbIMU HapymennsavMu u 60% neeii ¢ 3anepxkoi peun. Y 34,4% neteii ¢ HOpMATbHBIM
(YMCTBEHHBIM, IBUTATEIbHBIM, PeYEBbIM) PA3BUTHEM OOHAPYKEHbI OTKJIOHEHHUS B TOBeieHuH. Y 0oJiee 9% jieTeii oIydeHbl 04eHb XOPoLIne
pe3yJLTaThl B OCHOBHOM B MOBeIEHYECKOii chepe, 2% UMeH BHICOKHIl yPOBEHb YMCTBEHHOTO H 3% — MOTOPHOTO Pa3BUTHSL.
3akmouenue. [IpeaukTopamu pa3BUTHSI MOTOPHBIX HAPYIIEHHIi U IETCKOTO 1epedpajibHOro Napajiuya CIyKuJIM BHYTPHKETy10YKOBbIe
kpoBou3usinus 11 u II1 cTenenu, KucTo3HAS NEPUBEHTPUKY.ISAPHAS JEHKOMANSANNSA, BeTPUKYIoMeraius. BeHTpUKyIomMeraausi B I0HO-
HIEHHOM TOCTKOHLIENTYAJbHOM BO3pacTe, pacHIMpeHHe IKCTPauepedpasbHOTO MPOCTPAHCTBA M MEXKNOJYIIAPHOI e NPHBOIUIN
K COYETAHHIO IETCKOT0 epedpabHOro Napajinya u 3aepKKe peyeBoro pa3BuTusi.

Karouegvte cr06a: H060podicoeHHble, HEOOHOUWEHHOCHb, NICUXOMOMOPHOE pazeumue, wKana pazseumus demeii beiiau, MomopHvie HapyuieHus.

Ans umtuposauums: LLlymnnos N1.B., MaamansiH 1.A., CapkucsH E.A., HukorocsiH K.B. OCO6eHHOCTV ICUXOMOTOPHOr0 Pa3BUTUS HEAOHOLLIEH-
HbIX HOBOPOXAEHHbIX C 04€Hb HU3KOW 1 9KCTPEMasibHO HU3KOW Maccow Tesia rpu POXAEHU K IByXJeTHeMY CKOppUrupoBaHHOMY BO3pacTy. Poc
BeCTH nepuHaron v neanarp 2022; 67:(3): 54-60. DOI: 10.21508/1027-4065-2022-67-3-54-60

Premature infants born before 32 weeks of gestation with very low and extremely low birth weights are at higher risk for several neuro-
developmental disorders, including cerebral palsy and sensory, cognitive, and behavioral problems. The more complications are observed
in the neonatal period, the higher is the likelihood of long-term complications of prematurity. Studying the factors that influence the
outcome of neurological development is the only way to develop better treatment approaches.

Purpose. Assessment of correlations between the brain ultrasonography data in children with very low and extremely low birth weights at birth
with perinatal and neonatal risk factors, to predict neurodevelopmental outcomes and neuropsychic disorders at 2 years of corrected age.
Material and methods. The material of the study was premature babies with very low and extremely low birth weights (<32 weeks,
<1500 g) who were born and received treatment and care in two large perinatal centers in Yerevan. Neurodevelopmental outcome in chil-
dren was assessed using the Bayley-111I developmental scale at 2 years of age.

Results. 64% of ex-premature babies had completely normal development. 10% had cerebral palsy, 21% of children had a speech delay,
5% developed mental deficiency. Socio-emotional and behavioral problems were more common, especially in the social and practical
areas (27% and 25%, respectively). 85.7% of children with motor disorders and 60% of children with speech delay had concomitant
behavioral disorders. Deviations in behavior were found in 34.4% of children with normal (mental, motor, speech) development. More
than 9% of children had very good results, 2% had a high level of mental development, and 3% — a high level of motor development.
Conclusion. Predictors for the development of motor disorders and cerebral palsy were Grade 2 and 3 intraventricular hemorrhages,
cystic periventricular leukomalacia, ventriculomegaly. Ventriculomegaly at term equivalent age, expansion of the extracerebral space
and interhemispheric fissure led to combination of cerebral palsy and delayed speech development.

Key words: Newborns, prematurity, neurodevelopment, Bayley Child Development Scale, motor problems.

For citation: Shumilov P.V., Mazmanyan P.A., Sarkisyan H.A., Nikogosyan K.V. Neurodevelopmental outcomes in premature infants with very
low and extremely low birth weight at two years corrected age. Ros Vestn Perinatol i Pediatr 2022; 67:(3): 54-60 (in Russ). DOI: 10.21508/1027—-
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H[yMLI/ZOG 11.B. u coasm. OcobeHHOCTH TICUXOMOTOPHOTI'0 Pa3BUTHUA HEAOHOLICHHBIX HOBOPOXICHHBIX C OY€HDb HU3KOW 1 SKCTPEMAIbHO HU3KOM....

peXIEeBpPEeMEHHbIE pOJIbl — Cepbe3Has Ipoodiema

MepyuHATaIbHOW MEIULIMHBI HE TOJBKO C TOYKHU
3peHMs] HEOHATAJIbHOI CMEPTHOCTH, HO M B CBSI3U C pa3-
BUTUEM PaHHUX W TMO3AHUX HEOHATAJIbHBIX U TIeIUaTpU-
YeCKUX HEeOJIArONpUATHBIX MCXOI0B, (DMHAHCOBBIX TIOCIE/I-
CTBUI IS CUCTEMBI 31ipaBooxpaHeHust [1—4]. Uem meHbiie
CpPOK TecTalluM W Macca Teja peOeHKa TpU POXKICHUU,
TEM BBIIIE PUCK CMEPTH, 3a00JIeBAEMOCTh M MHBAJIMAM3A-
1ust. BHeapeHre HOBBIX METOMOB M YJIY4YIIeHUE TEXHOJIO-
TMiA JUTS BBIXQXKWBAHUS HETOHOIIEHHBIX HOBOPOXKICHHBIX
MPUBEJIO K 3HAYUTETHLHOMY TOBBIIIEHUIO BbIKUBAEMOCTU
HEIOHOIIEHHBIX neTeil. C yIydlieHueM BbIKMBAEMOCTU
BO3HUKJIa HEOOXOIUMOCTb U3YYeHUST JOJTOCPOUYHbBIX UCXO-
JIOB Y BBDKMBIIMX JeTedl. Hapsimy ¢ BBICOKOI 4YacTOTOM
3a0epKKU (PU3NIECKOTO pOCTa U Pa3BUTHSI, Y HEIOHOIIEH-
HBIX HOBOPOXIEHHBIX C OYe€Hb HU3KON M 3KCTPEMaIbHO
HU3KOM MAacCOli Teja MpU POXACHUM OTMEYAETCs POCT
yyciaa HEHPOIICUXMUYECKUX PACCTPOMCTB: JETCKUA 1iepe-
OpaJIbHbII TIapaJnd, CEHCOPHBIC, KOTHUTUBHbBIE M TIOBE-
JeHJYecKre HapyuieHust [5, 6]. Bbicokasi BepOSITHOCTb
HEWPOCEHCOPHBIX M KOTHUTUBHBIX HAapyIICHWI Y JIeTeid,
POKIEHHBIX paHbIIIe CPOKA, CTABUT WX B TPYITITY MTOBBILICH-
HOT'O pUCKa HEOJATONPUSTHBIX UCXOMOB ISl HEBPOJIOTUYE-
CKOTO Y TICUXWYECKOTO 3[0POBbSI, UTO U OOBSICHSIET HEOO-
XOIMMOCTb TIPOBEIEHUSI CBOEBPEMEHHOIO U TPaBUILHO
OpraHM30BaHHOIO KaTamHe3a [7—9].

M3 MHOXecTBa CyIIECTBYIOIIMX B MHUpE IIKaj
JIJIST OLIEHKY TICUXOMOTOPHOTO Pa3BUTHSI HETOHOIIIEHHBIX
neTeil MmpearodyTeHue oTaaeTcs mkane beinu (mocnen-
Hee uznaHue — tperbe, Bayley I11). OTo uHauBMIYyaIbHO
MPUMEHSIEMbIII MHCTPYMEHT, KOTOPBIN HCIOJIb3YeTCsI
IJIST  BBISIBJIEHUSI TIO[03pEBAaeMOi  3aJepXKU pa3BU-
M y AeTeil B Bo3pacte oT 1 1o 42 mec [10]. B pesynb-
TaTe TECTUPOBAHMSI METOIOM CEPUIHBIX MUTPOBBIX 3a1a4
¢ JUTUTENbHOCTBIO 45—60 MWH OLEHMBAIOTCSA TISATh
obsiacTeil  HEWpPONCUXMYECKOTO pa3BUTHSI: YMCTBEH-

Hasi, pedeBasi, MOTOpHasi, COILMAJIbHO-3MOIMOHAIb-
Hasi W ajantuBHO-TioBeAaeHYeckass [11]. KorHurtus-
HblE U TOBEACHYECKNE pPACCTPOMCTBA, BBISIBISIEMbIC

Mpu TECTUPOBAaHUU METOAOM beitiu, valie ObIBalOT
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y JIeTeil ¢ mopakeHueM LEeHTPaJIbHON HEPBHOM CUCTEMBbI
B paHHEM HeOHaTaJbHOM BO3pacTe.

B 1memoM yem Oosibllie OCIOXHEHUI HaAOJIIOIAETCS
B HEOHATAJIbHOM TIEPUO/IE, TEM BBIIIIE BEPOSITHOCTD 10JIT0-
CPOUYHBIX OCJIOXKHEHUIT HemoHoleHHocTu [12]. OmHako,
Kakyie MMEHHO HapylLIEHMS, BbISIBISIEMbIE ITyTEM YJIBT-
Pa3ByKOBOI'O CKAHMPOBAHMS TOJIOBHOTO MO3Ta, MPUBOIST
K TeM WIM MHBIM HapyIIEHUSIM TICUXOMOTOPHOTO pa3BU-
TUSl Y HENOHOIIEHHBIX JETei, JOCTaTOYHO HE M3Y4YeHO.
WccnenoBanne (pakTopoB, BIUSIONIMX Ha MCXOM IICHXO-
MOTOPHOTO Pa3BUTUSI — EAMHCTBEHHBIN CMOCOO pa3pa-
0O0TaTh JIy4IIue MOIXOIbI JAJIsl JIeUEHUST HEBPOJIOTMUECKUX
U TICUXOJIOTUYECKUX HAPYLLIEHUH Y HEJIOHOIIIEHHBIX JIeTEM.

Ilea» wuccaenoBaHMs: OIEHKA KOPPEISIUMA MEXIy
JNAHHBIMU HeipocoHorpaduu y aeTeil ¢ O4eHb HU3KOM
M 3KCTpEeMaJibHO HM3KOW Maccoi Tejla MpU POXICHUU
C TepuHATAIbHBIMM UM HEOHaTaJbHBIMU (haKTOpamMu
pucka sl TIPOrHO3MPOBAHMST TICUXOMOTOPHOIO pa3BU-
TUSI U1 HEUPOTICUXUYECKUX HApYLIEHUIl B CKOPPUTUPO-
BaHHOM JIByXJIETHEM BO3pacTe.

XapakTtepucTuka getei u MeToabl UCCnefoBaHus

B uccnenosanue BkioueHbl 100 HeMOHOIIIEHHBIX HOBO-
POXICHHBIX C OYeHb HU3KOW M DKCTPEMaJbHO HHM3KOM
Maccoii Tejla, ¢ TeCTallMOHHBIM BO3PacToM MeHee 32 Hej
u ¢ Maccoit rpu poxkneHun meHee 1500 1, MoOaydMBIIMX
JIeUeHUE B JBYX OTAECJICHUSX peaHUMallMi U WHTEHCHB-
HOW Teparui HOBOPOXKICHHBIX TJIABHBIX MEePUHATAIBHBIX
ueHtpoB B I. EpeBane (Apmenwusi) (HayuHo-uccienosa-
TEJIbCKUIA TLIEHTP OXpaHbl 3I0POBbSI MaTepu M pedeHKa
1 THCTUTYT perpoayKTUBHOTO 3M0POBbSI, TIEPUHATOJIOTHUH,
aKyliepcTBa M TMHEKOJIOTUM ), ¢ heBpaJis 1o 1ekadopb 2018 T
CpenHsas Macca Tella HETOHOIIEHHBIX HOBOPOXKICHHBIX,
BKJIIOUEHHBIX B McciemoBaHue, cocrapistia 13401303 1
(or 740 mo 2000 r), cpenHuii recTallMOHHbBIN BO3pacT —
30x1,7 Hen (ot 26 mo 32 Hem). COOTHOIIEHNE MATBUUKY/
JIeBOYKM cocTaBisuio 1:1,5. JleTabHbBIN MCX0a B HEOHATAIb-
HOM U JIO IBYXJIETHETO CKOPPUTHPOBAHHOTO BO3PACTa KOH-
cratrposaH y 20 (20%). 13 ocraBmmxcs 80 mereit mocie-
Iytolliee IOJIHOEe HaOJIIoIeHNE TTPOBOIMIIOCH TOJIBKO Y 58.
AHTPOIIOMETPUYECKUE TIOKa3aTeId JIeTell TPOBEPSUTNCH
C UCMOJIb30BaHUEM CTAHIAPTU30BAHHOTO METOA TPOLICH-
TubHbIX KpuBbIX (WHO growth charts) [13].

CKaHMpOBaHMWE TOJIOBHOTO MO3Ta HEIOHOIICHHBIX
JeTell MPOBOAMIOCH METOIOM CEepPUMHBIX HEMPOCOHO-
rpacudecknx ucclienoBanmii. IlaleHToB 00CeI0BaIN
MHOTOKPAaTHO, B COOTBETCTBUU C MPUHSATHIM TTPOTOKOJIOM.
Bce m3oOpakeHust coxpaHsuiich B mudpoBoM Qopmare
JUIA  JTalbHEWINero M3ydeHuss M obcyxaeHus. OTaeib-
HBIM TTYHKTOM OBIJIO TIPOBEICHUE JAHHOTO MCCIICIOBAHUS
B OOJIBIIION TPYIIIEe HETOHOLIECHHBIX IETel ¢ OYeHb HU3KOM
U DKCTPEMAJIBHO HU3KOW MAacCOl Tejla C TOCEeIyIOIuM
M3ydeHUEM HEMPOTICMXUIECKOTO Pa3BUTHSI C MCIIOIB30-
BanueM 1kaiael beiimu I11. K aByxietHemMy cKoppurupo-
BaHHOMY BO3pacTy TMPOBOAMJIOCH W3y4YeHHME IBUTATE]Ib-
HbIX (yHKUMI Aeredt (Melkash W KpyrHasi MOTOPMKA),
peun (BOCTIpUSATUE M TPOU3HOIICHUST), YMCTBEHHOTO,
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COLIMATbHO-3MOILIMOHAILHOTO ¥ alalTUBHO-TIOBEIEHYE-
CKOTO pa3BUTHSI, BKJIIOUasi oOIee aganTUBHOE, KOHIIET-
TyaJIbHO-aJanTUBHOE, COLIMAJIbHO-aIalITUBHOE pa3BUTHE
U TpaKTUYECKOeadalTuBHOe pa3BuThe. HakoruieHHbIe
HavaJbHbIe OLIEHKW TIPW YCITEIITHOM BBITIOJTHEHUM TIpe-
00pa3oBaIUCh B OKOHYaTebHblE (HOpMa 7—13 GayuioB)
1 KoMro3utHble (Hopma 85—115 GaioB). KauectBeHHast
OIICHKA TTPOBOIMIIACH C TTOMOIIbIO KOMITO3UTHBIX OaJlIOB:
>130 GaymaM COOTBETCTBOBAJI OYEHbL BBICOKUII YpPOBEHb
pasButus, 120—129 6amtam — Beicokumit, 110—119 — BoImre
cpenero, 90—109 — cpengnmii, 80—89 — HIKe cpemHero,
70—79 GannaM — MorpaHUYHBIA YpOBeHb, a <69 Gayiam —
KpaitHe Hu3koe passutue [14]. Eciiv koMno3uTHas olieHKa
pebeHka 110 1000l cdepe cocTapisyia MeHee 75 OalioB
U BbIlIe 125 6aiioB, TO ee Ka4eCTBEHHOE OMKUCAHUE COOT-
BETCTBOBAJIO «ITOrPAHUYHOMN» WA «BBICOKOI» OLICHKE.

CTaTUCTUYECKUI aHau3 BBIMOJHEH C ITOMOIIBIO
nporpammbl IBM  SPSS  Statistics 20. Mcnoab3oBanu
TOYHBIN (ABYCTOPOHHMUIT) TecT Duliepa s KaTeropuye-
CKUX TIepeMEeHHBIX U TecT MaHHa— YUTHU — JUTSI KOJTMYe-
CTBEHHBIX TepeMeHHbIX. Pasmmumst ipu p<0,05 cuuranu
CTATUCTUYECKU 3HAYMMBIMMU.

Bo BpeMs ucciemoBaHUsI Ha KaXXJIOM 3Tarie IMpo-
BOAWIM KOHCYJBTAUM C Y4ETOM OSKCIEPTHOTO MHe-
HUSI COTPYIHUKOB Kadeapbl TOCIHUTAIBLHOW IIeau-
atpun uMm. B.A. Tabomuna PIAOY BO PHUMY
um. H.U. TTuporosa M3 Poccun.

Pesyn bTaTbl UCCiegoBaHUA

[lepuHaTanbHble TOpaXKeHUsI, BBISIBICHHBIC ITyTEM
YJIBTPA3BYKOBOTO HEWPOCKAHUPOBAHUSI, B MUCCIIEqye-
MOIi TpyIine oTMevyanuch y 92% aeteil B pa3HOil CTereH!
BBIPAXKEHHOCTU: BHYTPUIKEJIYAOYKOBbBIE KPOBOU3JIMSI-

OPUINHAJIbBHbBIE CTATbU

HUST TIepBOii cTerieHn B 4% ciyyaeB, BTOPOI CTeTIEHU —
B 2%, TpeTheit crerieHn — B 10%, remopparnyeckuii
MHOAPKT MapeHXUMbl — B 9%, KUCTO3HAsT TIEPUBEHTPU-
KyJsipHas JeiikoMansaius — B 3%, BEHTPUKYJIOMETaTuS
npu poxaeHun — B 17%, mocTreMopparnyeckasi BeH-
TpuKynoMeranuss — B 3%, BEHTPUKYJIOMETais B JIOHO-
LIEHHOM TIOCTKOHLENTyaJlbHOM Bo3pacte — B 17%,
pacimiMpeHue  3KCTpalepedpajsbHOTO  MPOCTPAHCTBA
1 MEXTTOJTyIIapHO 1eau — B 27%.

PaszButue pebGenka mo 1kane beinn oleHuBa-
Jioch B cpeaHeM B 24,7x1,3 mec (mHTepBan 23—31 mec).
B aTtoM Bo3pacte y HeloHOIIEHHBIX AeTeil yacto (31%)
MMellach HeJIOCTaTOYHAsl Macca Tejla, a PUCK Pa3BUTHS
runorpodun 1o 1mkaizaM BcemupHoil opraHuzanuu
3npaBooxpaHeHus coctaBui 32,8%. Toabko 34,5% nereii
10 POCTOBECOBBIM TTOKA3aTe/IsSIM COOTBETCTBOBAJIM CBO-
eMy CKOPPUTHPOBAHHOMY BO3DPacTY.

OO6mast KapTUHA TICUXOMOTOPHOTO Pa3BUTHS Y JIETEi,
BKJIIOYEHHBIX B MCCIIENOBaHUE, TakoBa: y 64% OBIBIIMX
HEIOHOIIIEHHBIX 0TMEYAJIOCh MOJTHOCTBIO HOPMAaJTbHOE pa3-
BUTHE, MOTOPHBIE HapyIlleHUsT oTMedanuch y 20%, TOJIBKO
3amepKKy peurt uMenu 21% nerteit u HapyIleHWs] YMCTBEH-
HOTO pa3BUTUSI OTMeYaIuch y 5%. ColmaabHO-3MOIM-
OHaJIbHbIe W TIOBEIEHYECKHE HapyLIeHUs BCTpPEeYaIuCh
yaiie, ¥ OHU OCOOEHHO OBbLIM OIYTUMBIMU B COLIMATLHOM
U TIpakTUYecKoi obmactax (27 u 25% COOTBETCTBEHHO).
V gereit ¢ HOpPMalbHBIM pPa3BUTHEM OTMEUAIIMCh pa3-
HBIE OKOHYATEIbHBIE W KOMIIO3UTHBIE OalTbHbIE OLEHKU
0 pa3HbIM cepam HUCCIENOBaHUS, OT CPEIHUX 10 OYeHb
BBICOKMX. JleTeli C IMOYTM ONMHAKOBBIMM ITOKA3aTelIsSIMU
BO Bcex cepax pa3BuTusi He ObuTo. HapyiiieHust pa3BuTus,
BBISIBJICHHBIE Y OOCIICIOBAHHBIX TALIMEHTOB, OTPaKEHBI
B TaOJIMIIE C MCITOJIb30BAaHUEM KOJIMIECTBEHHBIX OITMCAHUIA.

Tabauya. Hapymenusi pa3BuTHsI, BbISIBJIEHHbIE BO BPeMsI POBeIeHNS OLEHKHU UccenyeMbix mo mkajie Beiim I11

Table. Development problems identified during the Bailey I1I scale

Cdepa

MoTopHbIe HapylIeHHS

YMcTBEHHOE Pa3sBUTUEC

3amepkKa peun

Co1raabHO-3MOIIMOHATbHbIE

IToBeneHueckoe PasBUTUC

Hapymenuns Yucio, n (%)

KpynHas MmoTopurka 6 (10)
Menkast MOTOpHUKa 3(5)
Kommo3utHas mkana 509)
TedummT 3(5)
PeuenrtuBHbIe 3(5)

DKCIIpecCuBHbBIC 14 (24)

KomnosutHeie 12 (21)

Hapymenns 13(23)
OAP 9 (16)

KAP 8 (14)

CAP 15 (27)

IMAP 14 (25)

[pumeuanue. OAP — obuiee ananraunonHoe passutue; KAP — koHuenrtyanipHo-agantuHoe paszsutue; CAP colMaibHO-aqanTUBHOE Pa3BUTUE;

[TAP — npakTuyeckoeananTuBHOE Pa3BUTHE.
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[1aBHBIE KaTEeropuu MCXOAOB Pa3BUTHUS TPU TECTH-
poBanuu wmikagoir beinm Il u mnpoBemeHuss kaue-
CTBEHHOI OLICHKM pa3BUTUSI JeTeil B pa3HbIX cdepax
npencrtasieHsl Ha puc. 1 u 2. OTcTaBaHME YMCTBEH-
HOTO Pa3BUTUS TSXKEJIOW CTereHU y 0OCielOoBaHHBIX
neTreil He AMarHOCTMPOBAHO. DKCIIpecCHMBHAasl 00JacTh
pa3BUTHS pedyd cTpaaaia OoJibllie, YeM pelenTHBHAs
(24% mpotuB 5%). IlorpaHWYHBII W Ype3BBIYANHO
HU3KUI ypoBeHb peun mmenu 7 (13%) nmereit, Torma
Kak y 12 (21%) pedeBoe pa3BUTHE OBLIO BBIIIE CpPE-
Hero. HapyumieHuss B couuaabHO-3MOIMOHATBHOM
U B aJallTUBHO-TIOBEIEHYECKOU cdepax BCTpedyauch
yamie. [Ipy KauecTBEeHHOU OlLIEHKE COIIMATIbHO-3MOLIM -

PeueBoe pa3sutue 21
YMCTBEHHOE pa3BuTUE I 15
MoTopHoe pa3sutne I 24
M Bbicokuii  Bblcokuin cpeaHuin - CpegHuii

OHAJIBHOTO U alaliTUBHO- MTOBEJEHYECKOTr0 pa3BuTus 12
(20%) meteit UMenu BHICOKWIT W OYCHBb BBICOKUI YypO-
BEHb pa3BUTUs. BblpaxkeHHbIE HAPYILIEHUS B IOBEAEHUU
BbISIBJICHBL Y 6 (11%).

Cpeay MOTOPHBIX HapyllleHUi Haubosiee 4yacTo auar-
HOCTUPOBAIUCH OTKJIOHEHUSI B KPYMHOI1 MoTopuke. Kaue-
CTBEHHAasl OLIEHKA MoKa3ajia MOrpaHuYHOE U YPE3BbIYANHO
HU3KO0e pa3BUTHE MOTOPUKU Y 5 (9%) nmeteii, Torma Kak 15
(27%) nmeteit MEMOHCTPUPOBAIIN TIOKA3ATENN BBIIIE CPEIl-
Hero u Bbicokue. [1py HEBPOJOrMUECKOM OCMOTpE 001Last
MBIIIIEYHAsT TUITOTOHUSI ObUTa muarHocTupoBaHa y 31%
JIeTeli, TTOBBIIIEHHBIN MBIIIEUHBIA TOHYC — Y 12%, HOp-
MaJIbHBII MBIIIEYHBIN TOHYC — Y 57%.

43 23
78

50 14

5

Hu3kuii cpeaHnii M MorpaHnyHbIi B Ype3BblYaiHO HU3KUIA

Puc. 1. KayecTBennbie onucanus 3 cep pa3sutus (MOTOPHOTO, YMCTBEHHOTO U PEYEBOT0) B IPOIIEHTAX.
Fig. 1. Qualitative descriptions of 3 developmental areas (motor, mental and speech) in percentages.

OAP

M OyeHb BbICOKUMA M BbicoKui

Hu3Kkui cpegHui MorpaHuyHbIN

39 18

©

50 9

41 24

30

BbIcOKUi cpegHuit M CpegHui

M YpesBblYalHO HU3KUI

Puc. 2. KayecTBeHHbIE ONMCAHNS CONMATBHO-3MOIMOHAIBHOI 1 ananTuBHo noeaeHyeckoii (OAP, KAP, CAP, ITAP) cdep pa3sutus

B MPOIIEHTAX.

OAP — passurne; KAP — KonnenryansHo-agantuHoe passutie; CAP — commanbHo-aganTuBHoe passutue; I[IAP — npakTiye-

CKO€AJanTUBHOE PA3BUTHE.

Fig. 2. Qualitative descriptions of social-emotional and adaptive-behavioral (GAD, CAD, SAD, PAD) areas of development in percentages.
GAD — general adaptive development; CAD — conceptual-adaptive development; SAD — social-adaptive development; PAD —

practical-adaptive development.
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Jerckuit 1iepeOpaibHbIi Tapaidy Kak camoe TJy-
0OKOE WJIM TSIKeJoe HapylleHWe MOTOPHOW (YyHKIUU
nuarHoctupoBadH y 6 (10%) neteit, u3 HuUX 3 uUMeIn
JICBOCTOPOHHIOIO CIACTUYECKYID TeMMIUIeTnio, 3 —
cnactTnyeckyio kpagpuruieruio. [lpm stom 3 nmereit
(2 cremu- u 1 ¢ KBagpuILIeruei) MOIJIM CUIETh U XOAUTh
CaMOCTOSITEJIbHO, OCTaJibHble HE MOIJIM XOAUThH Jaxe
¢ nojyiepkkoi. ¥ 1 pebeHKa ¢ IeTCKUM LiepedpaybHbIM
rnapajituoM OTMEYaJIUCh TakKXe HapyIIeHUsI MeJKOM
MOTOPUKHU.

BbipaxkeHHbIE MOTOPHbBIEC HAPYIICHUS BBISIBJICHBI €111e
y 1 pebGeHKa B BUI€ TOHMYECKUX OTKJIOHEHWI M HECO-
BEpILEHCTBA MEJIKOW M KpymnmHou MoTopuku. Hecmorpsi
Ha TSDKECTh HapyILIEHW MOTOPHBIX (DYHKIIMIA, AETCKUI
LepeOpaibHbIi Mapajiiy He TUarHOCTUPOBAH. Y Malu-
€HTOB C MOTOPHBIMU HapyUIEHUSIMU HMMEJUCh TaKXe
3alepKKa B YMCTBeHHOM pa3Butuu y 1 (13%), Hapyie-
Husg peun — y 2 (25%), coumanbHO-3MOLMOHAIBHON
cepsr — y 2 u noBenenust — y 4 (50%). Bee netu, Koto-
pble B HEOHATAJbHOM TEPUOJIC HYXIATUCh B MEXaHUYE-
CKOW BEHTWJISILIMU JIETKUX, UMEJIU HApYIIEHUSI MOTOPUKH
(B TOM umMCiIe AETCKUI LIepeOpalIbHbIN Mapajuy) B coue-
TaHWM C HAPYIICHUSIMU PEUU.

Ilpu uccinegoBaHuM CBSI3W MEXIAY OOIIMM pa3BU-
THeM (YMCTBEHHBIM, JBUTATEIbHBIM, PeUeBbIM) U TTOBE-
JIEHYECKUMU PacCTpOMCTBAMU BBISIBIIEHO, 4TO 85,7%
JIeTeil ¢ JBUTATEIbHBIMU HapylieHusMu u 60% nereit
C 3aJepXKKO peuu MMeJIu COMYTCTBYIOIIWE ITOBEICH-
yeckue paccrpoiictBa. Y 34,4% nereit ¢ HOpMajIbHBIM
(YMCTBEHHBIM, JBUTATEJIbHBIM, pPEUYEBHIM) pa3BUTUEM
00HapyXeHbl OTKJIOHEHMSI B TIOBEICHUU.

ComnocTtaBiieHUe JTaHHBIX TTOBTOPHBIX YJIBTPa3BYKO-
BbIX CKAHMPOBAaHMW1 TOJIOBHOTO MO3Ta B HEOHATaJIbHOM
Mepuojie U pe3ysibTaTOB TeCTUPOBaHUSI MeTonoM beitnu
BBISIBWIO KoppeJisiuuu. Bce aeTu ¢ BHYTPUIKETyI0YKO-
BbIMU KPOBOMBJIUSIHUSIMMU | CTeTIeHU MMeJIM HOpMabHOE
pazsutue (p=0,018). derckuii uepedpalbHbIN Mapajiny
nuarHocTupoBaH y 2 (100%) mereit ¢ BHYTpPHKETyo04-
KoBbIMM KpoBousnusiHusMu 11 crenenn (p=0,02), nipu-
YeM y OJJHOTO M3 HUX JIEeTCKUI liepeOpaibHbIi mapajing
COIPOBOXAAJICS HApyIIEHWEM pEYeBOro M TOBeIeHYE-
CKOTO pa3BUTUsI, a Y BTOPOTro (C BHYTPUKETYIO0YKOBBIM
kpoBousnusHueMm Il cTeneHu u TNEepUBEHTPUKYJISIPHOM
JIeKoMassiliueil) — ¢ HapylIeHUEM TOJIbKO TTOBeIeHYe-
CKOro pa3Butusi. Y 4 nereil, UMeBIINX B HEOHATAJIbHOM
repuojie BHYTPUXKeIynouKoBbie KpoBousnusiHus 111 cre-
nenu (p=0,01), remopparmyeckuii MHGAPKT TapeH-
xuMbl  (p=0,032), KHUCTO3HYIO TIEPUBEHTPUKYJSIPHYIO
neiikomansiuuo (p=0,018), BrocaeacTBUM JAUArHOCTH-
pOBaH JIeTCKUI lLiepeOpaibHblil Mapainy, elle y OJHOIo
pebeHKa OTMEYaJINCh MOTOPHbIE HapyIIeHUs, CXOXHe
C JIeTCKMM 1iepeOpaibHbIM mapajiuyoMm. Y 1 pebGeHka
C BHYTPMKEJTYI0UKOBBIM KpoBousnusinuem IlI crernenu
NIETCKUI LiepeOpaibHbIN Mapajnd COTTPOBOXIAJICS TTOBE-
NIEHYeCKMMM HapylieHusiMu. Bce netu ¢ BeHTpUKYJO-
Merajueil B JOHOLIEHHOM ITOCTKOHIIENITYalbHOM BO3-
pacte (p=0,03), ¢ pacuiMpeHueM 3KcTpalepedpaibHOro

OPUINHAJIbBHbBIE CTATbU

“ MexIiojyiapHoro rmpoctpaHcTtBa (p=0,023) umenu
coveTaHHbIe HapyLIeHUS B chepe MOTOPHOTO U PEYEBOTO
pasBuTus. [loBemeHYecKre W aganTUBHbIC HapyIICHUS
OTMEUaJIMCh MOYTH TIPU BCEX BBISIBJIEHHBIX HEMPOCOHO-
rpa@uyecKrX OTKJIOHEHUSX, OJHAKO YETKON KOppes-
1IMY He BbIsiBIIeHO (p>0,05).

ITpu aHanM3e JTaHHBIX TECTUPOBAHUS MeTOIOM beitnn
BBISIBJICHBI (DaKTOPBI, TPUBOIAIIME K HapyLICHUSM
IICUXOMOTOPHOTO  Pa3BUTUS.  BHYTpMIKeTyT0YKOBBIE
kpoBoususHust Il u I1I crenmeHn u Kucro3Hasi repu-
BEHTPUKYJISIpHAST JIEMKOMAaJISAIUsa TIPUBOAMIA K pas-
BUTHIO JETCKOTO liepedpasibHoro mapanuya (p=0,017),
BEHTPUKYJIOMETAIUSI B JOHOIIEHHOM ITOCTKOHIIETITY-
aJIbHOM BO3pacTe M paclIMpeHue 3KCTpalepeOpaibHOro
1 MEXITOJYIIAPHOTO MPOCTPAHCTB CIAYXWIM TPEINKTO-
paMU COYETaHHBIX HAPYIICHWI MOTOPUKHM (B TOM YHCIIE
JIETCKOTO 1IepeOpaIbHOrO TMapajnya) M 3afepKKu pedu
(p<0,05). Hamu Take BBISIBJIEHO, UTO MPOBEIEHNE BEH-
TWISIIUHY JIETKUX B HEOHATAJIbHOM TTEPUOJIE CITYKUT (haK-
TOPOM pHUCKa TOCJIEAYIOIIETO pa3BUTUS MOTOPHBIX Hapy-
IIEHWI, B TOM YKCJIe IETCKOTO LiepeOpabHOTO Mapainda
u 3aaepxku peuu (p=0,023).

006cyxpaeHue

BboKMBaeMOCTh HeTeil ¢ O4eHb HU3KOM M 3KCTpe-
MaJIbHO HM3KO# Maccoil Tejla TPOA0JIKaeT YIydllaThCs,
HO OTHaJicHHbIe HeOJaronpusTHbIe MCXOIAbI TICUXO-
MOTOPHOTO pa3BUTUS TO-TIPEXKHEMY  TPEACTABIISIOT
cepbe3Hylo ITpobeMy. MHOTHE IeTH, POXKISHHBIC HEI0-
HOILLIEHHBIMU, JIEMOHCTPUPYIOT HEBBIPAKEHHOE OTCTa-
BaHUE B MEJIKOU M KPYITHOM MOTOpPHKE, HEBBIPaKeHHbBIE,
HO TIEPCUCTUPYIOLIME HEWPOMOTOPHBIE HapyIIeHUsI,
HapylIeHUsI MOTOPHOTO TUIAHUPOBAHUS W/WUJIU CEH-
COMOTOPHOI MHTETpaluu, KOTOpble BemAyT K (QYHK-
LIMOHAJIBHBIM HApYIIEHWSM, TPYIHOCTSIM B OOYYeHUU
M COLMAJIbHO-3MOIMOHAJIBHEIM Mpodiemam [12, 15].
B pycckosI3bIUHOM JMUTEepaType OYeHb Maylo JaHHBIX,
MMOCBSIICHHBIX ~ aJalTUBHO-TIOBEACHYECKUM  Hapylle-
HUSIM Pa3BUTHS Y JAETE ¢ TIepUHATAIBHBIMU TTOPaKEHU -
SIMU LIECHTPAJIbHOM HEPBHOI CHCTEMBI.

B HacrosimeM wucclienoBaHWM HapyIIEHUS TICUXO-
MOTOPHOTO pPa3BUTHUsI, YMCTBEHHOTO, MOTOPHOTO, peye-
BOTO, COLMAIbHO-3MOIIMOHATILHOTO U  aJalTUBHOTO
MOBENECHUSI COCTaBUJIM COOTBETCTBeHHO 5, 9, 21, 23
u 27%, 9TO COTIOCTAaBUMO C JaHHBIMM WCCIICIOBaHUS,
nposeaeHHoro B bpaswmuu (7, 7, 30, 28 u 38% coort-
BeTcTBeHHO) [16]. YacToTra paccTpoiicTB Oblla HUXe
B KOTHUTHMBHBIX U MOTOPHBIX OOJIACTSIX U COIOCTaBUMa
C pPeYEeBbIMU TI0 CPAaBHEHUIO C JAaHHBIMM, MOJYYeHHBIMU
N.G. Anderson u coaBr. [17], koTopas coctaBuia B 13,0,
16,0 u 21,0% coorBercTBeHHO. HM3Kas yacTota KOTHU-
TUBHBIX Y MOTOPHBIX HAapyLIEHW MOXET OBbITh CBsI3aHa
C OTHOCHUTEIBHO BBICOKMM TeCTAllMOHHBIM BO3PacTOM
(30+0,7 nen) m maccoit (134033 r) npu poxaeHUU
JIeTel, BKIIFOUEHHBIX B HACTOSIIIEE UCCIIeIOBaHNE.

XOTSI MHOTHE HEIOHOIIEHHbIE JeTH JIeMOHCTpPH-
PYIOT HEPOMOTOPHBIE PACCTPOMCTBA BO BPEMSI OCMOTPA,
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y OOJIBIIMHCTBA M3 HUX HE pa3BMBAETCS LiepeOpaTbHBIMN
napaymd |12, 18]. YacToTa pa3BUTHsI IETCKOTO LiepeOpaib-
HOTO Tapajinya coctaBwia 9% B McCIeIOBaHHON HaMU
rpynne. B. Larroque u coast. [19] B 2008 . cooOuau
o pesynsratax uccienoBanuss EPIPAGE orHocutenbHO
HCXOIIOB K 5-JIeTHEMY BO3pacTy AeTell, pOXKIeHHBIX paHee
33 Hen. [erckuii uepeOpaibHbIi Mapajind ObUT AUArHO-
cTupoBaH y 9% neteii cpemy pOXIACHHBIX TITyOOKOHEIO-
HomeHHbIMU. Ellle omHO ucciienoBaHue, TPOBEIEHHOE
B MHauu B rpynme gereii ¢ oueHb HU3KOIM Maccoil Tesa
B KOPPUTMPOBAaHHBIM TOMOBAJIOM BO3PAacTe, BBISIBUJIO
HaJIMuMe JIETCKOro LiepedpaibHOro mapaiuya B 3% ciy-
yaeB, elle y 3% 1momo3peBajiich IBUTaTeIbHbIE PaCCTPOIi-
ctBa (YyMepeHHas1 TUTIOTOHMS), 11% uMenu OTKIOHEHUS
B KPYITHOI MOTOpYKe U 8% — B pa3Butnu peun [20].

HccnenoBaHusi, MpoBeAeHHbIE B TIOCIEIHUE TOMIbI,
HE TOJBKO TOATBEPAMIIM, YTO JETU, POXACHHBIC HEIO-
HOILLIEHHBIMU, MMEIOT OOJIbIle KOTHUTMBHBIX Hapylle-
HUI U TPYAHOCTE B OOyUYEHUM 1O CPaBHEHUIO C JIOHO-
IIEHHBIMU JEThbMU, HO Y YTO KOTHUTUBHBIC HAPYIICHUS
Take 6oJiee pacIpoOCTpaHEHbI, YeM JABUTATEIbHbIC, 3pU-
TeJbHbIC WIM HapylieHus ciayxa [21, 22]. B uccnenona-
HUU, OLIEHUBAIOIIEM pa3BUTHE OBIBIIMX HETOHOIIEHHBIX
B IByXJIETHEM CKOPPUTUPOBAaHHOM Bo3pacte, 54% nerei,
poauBILIKMXCS 10 27 Hel 6epeMeHHOCTH, UMesn Koahhu-
LIMEHT YMCTBEHHOTO pa3BUTHS 10 iKajie [puddut Hike
cpenHero; Tosbko 40% uMmenu HOpMaJbHbBIE YMCTBEH-
Hble crnocobHoctu [23]. MccrnemoBaHue, IpoBeAecHHOE
Bo DpaHLMM, OleHMUBAIOIIEe HEHPOICUXUIYECKOe pa3-
BUTHE HEIOHOIICHHBIX eTei, poauBinxcs B 30—34 Hen
OepeMEHHOCTH, BBISIBUJIO, YTO YMCTBEHHBIC Hapyle-
HUST — HauboJiee YacThle OTKIIOHEHUS, U C TTIOBBIIIIEHEM
recTallMOHHOTO BO3pacTa CPeTHIE OLIECHKH KOTHUTUBHBIX
HapylLIeHUI U T0JIsl JeTell ¢ OLleHKaMU BblllIe 85 0ayljioB
yay4iirangach (oT 94 mo 98 6anioB u ot 65 1o 76% cooTBeT-
CTBEHHO) [24]. Y HemoHOIIEHHbIX ACTel, BKIIOUEHHBIX
Hallle MCClieloBaHre, 3aepKKa YMCTBEHHOTO Pa3BUTHSI
BhIsIBIIeHa Y 5%. Hapyienust peun (0cOOeHHO dKCIpec-
CHUBHBI TUI 3aepXKH), COLMATbHO-3MOLIMOHAIBHBIC
U TTIOBeIeHYeCKMe ObITM O0Jiee YacThIMU, YeM MOTOPHBIE,
YTO COOTBETCTBYET TAHHBIM JIUTEPATYPHI.

Y OGOoNBIIMHCTBA HEJAOHOIICHHBIX NeTei valle, 4em
y IOHOUIEHHBIX, pa3BUBACTCA NETCKUI LiepeOpaTbHBI
Mapajid W/viv YMCTBEHHBIC HapyIIeHUSI U PUCK HEBPO-
JIOTUYECKOTO Je(hULINTA YBETUUMBACTCS C YMEHBIIEHUEM
recTallMOHHOro Bo3pacTa. OgHAKO Y MHOTHX BBIpaXKeH-

JINTEPATYPA (REFERENCES)

1. bapanos A.A., Hamaszoea-bapanosa JI.C., Jlazypenko C.b.,
Hnvun A.T., Hywvix I.B., Konosa C.P. u dp. OueHka pucka
BO3HMKHOBEHMSI Y HOBOPOXICHHBIX M MJIAJICHLIEB Ha-
pYLIEHUI HEpPBHO-TICUXWYECKOTO pa3Butus. I[lenuarpb
2016; 36: 5—6. [Baranov A.A., Namazova-Baranova L.S.,
Lazurenko S.B., Illyin A.G., Yatsyk G.V., Konova S.R. et al.
Assessment of the risk of neuropsychic development dis-
orders in newborns and infants. Pediatr# 2016; 36: 5—6.
(in Russ.)]

Hble HapylleHWsI He pa3BUBAIOTCS; OKoylo 64% netei
C OYeHb HU3KOWM MaccOil Tejla MMENIU TOJHOCTbIO HOp-
MaJIbHOE pa3BUTHE B paHHeM netcTBe. Hapsimy ¢ Maccoii
Tejla TPy POXIEHUU U TeCTAalMOHHBIM BO3pacToM, hak-
TOPbI, CBSI3aHHbBIE C KOTHUTUBHBIMU pPe3yJibTaTaMu, BKJTIO-
YalT HeMpOBU3yaIu3allMOHHbBIC JOKA3aTeIbCTBA TTOBPEXK-
JIEHUSI TOJIOBHOTO MO3Ta, HEMpPOMOTOPHBIE OTKJIOHEHUS
MpU OCMOTpPEe, MYXKCKOH TOJI M HEKOTOpble (haKTOPBHI,
CBSI3AHHBIC C TSDKEIbIM COCTOSIHUEM HOBOPOXIECHHBIX
WJIM XpOHWYECKNX 3a00JIeBaHMIi JIeTKUX [ 15, 24].

CepuiiHble YJIbTPa3BYKOBbIE WCCJIENOBAHUSI TOJIOB-
HOTO MO3ra — LIEHHbII MHCTPYMEHT JIJIsI AMHAMUYECKOTO
HaOJIIOIEHNST 32 Pa3BUTUEM W POCTOM MO3Ta BbISIBJISI-
IOTCSI laxke y HauboJ1ee TSKeno O0JbHBIX HETOHOILIEHHBIX
nereii. OgHako y 39% nereit ¢ HOpMaJIbHBIMU pe3yJIbra-
TaMU yJbTPa3ByKOBOTO MCCJIeIOBaHUsI TOJIOBHOTO MO3Tra
HapyuieHus1 HelipopasButust [17, 25]. Hamu ycraHoB-
JICHO, 4TO OTKJIOHEHWS, BbISIBJICHHBIE Ha HEHPOCOHO-
rpadum (BHyTpIKesyamoukoBbie KpoBonsnussaus 11 u 111
CTeNeHU, KUCTO3Hasl MIEPUBEHTPUKYJISIpHAST JIeKOMaJIs-
1111, BEHTPYKYJIOMETaJrsl B KOPPUTMPOBAaHHOM BO3pacTe,
SKBUBAJIEHTHOM JOHOIIEHHOMY, paclIMpeHUe 3KCTpa-
1epeOpaJIbHOTO UM  MEXITOJIYIIApHOTO TPOCTPAHCTBA)
B 0OCJIe/IOBAHHON HaMU KOTopTe CIyXuiau ¢akTopamu
pucKa TMOo3IHUX OTKJIOHeHUI B pa3Butuu. [IpoBeneHHast
MeXaHW4ecKasl BEHTWJISILMS JIETKUX B HEOHATaJIbHOM
nepuojie B 00ciiemoBaHHOM HaMK KOTropTe Obuta (pakTo-
POM pUCKa MO3MHUX OTKJIOHEHUI B pa3BUTUM.

3aknovyeHue

s TpOrHO3UPOBAHMS JaJbHEMIIIEr0 HEBPOJIOTHYE-
CKOTO U TICUXWYECKOTO Pa3BUTHUS HETOHOIIEHHBIX ATl
C OYEHb HU3KOW M IKCTPEMAJIBbHO HU3KOU Maccou Tesia
PEKOMEHIOBaHbI CEpUITHbIC YIBTPAa3BYKOBbIE CKAaHUPO-
BaHMS U1 IMHAMUYECKOTro HaOIOeHUS 32 pa3BUTUEM
1 pocTtoM Moara. [1peaukTopsl, MoJydeHHbIE TIPU COTIO-
craBineHuy mKansl beitau 111 ¢ mtaHHBIMM HelipocoHOTpa-
¢Gun, DalT BO3MOXHOCTh OLIEHUTh Pa3BUTHE daJbHE-
IIUX BO3MOXHBIX HEBPOJOTUIECKHMX 1 TICUXOJIOTUIECKUX
HMCXOJOB KaK MOTOPUKH, TaK M YMCTBEHHO-PEYEBBIX
¢dyHkunit. Mi3yyeHune ncxomoB MCUXOMOTOPHOTO pa3BU-
TUSI — OJWH U3 KJIIOUeH /ISl OLIEHKU KavyecTBa JIeUeHUsI
M yXoJa, a TakKe pa3padoTku 6osee 3(h(heKTUBHBIX CTpa-
TEruit JUTsl BBIXaXXKMBAHUST HETOHOIIEHHBIX HOBOPOXKIEH-
HBIX C OYE€Hb HU3KOU M 3KCTpeMaJbHO HU3KON Maccoii
TeJa TPy POXKIECHUU.
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Backyno-snaeremaibHblii (haKTOP pOCTa B PYAHOM MOJIOKE

10.H. Jlemenmoesa’, A.I1. Yepoanuee', /. P. Jloneosa', M.A. Cmeniowxuna’, U.P. baxmozapumos?,
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Vascular endothelial growth factor in breast milk

Yu.N. Dementieva', A.P. Cherdantsev', D.R. Dolgova', M.A. Stenyushkina’, I.R. Bakhtogarimov?,
E.G. Epifanova’

'"Ulyanovsk State University, Ulyanovsk, Russia;
2Engelhardt Institute of Molecular Biology, Moscow, Russia

®akTop pocTa SHAOTE]MS COCYIOB — OJHO U3 3BEHbEB AHTHOTEHEe3a; MPOSBJSAET PA3JIUYHYI0 AKTUBHOCTH B TPYJHOM MOJIOKE
TIPY M3MEHEHUSX YCJIOBHIl €ro XpaHeHus.

Ieab uccnenosanusi. OueHka Konuenrpamun dakropa pocra sunorenus cocynoB (VEGF) B rpyanom Mosioke u nepudepuueckoi
KPOBH Y JKEHIIMH C Pa3/JHYHBIM COCTOSIHUEM 3/10POBbsI B TMHAMUKE JAKTALMH; OLEHKA BIUsAHUSA u3nyecKux (hakTopoB Ha aKTHB-
HOCTb JAHHOTO MOKA3aTeis.

Marepuan u Metojbl. B ucciienoBanue Bkiouensl 96 kopmsammx Kenmun. O0pasiupl rpyIHOro MoJIoKa U nepudepuueckoil Kposu
JUIS TIPOBEIEHHS JIA00PATOPHOI YACTH MCC/IeI0BaHUs Opaim Ha 3—5-e cyTKH mocJjie poioB, 3ateM 4epe3 1, 3 u 6 mMec JakTanuu.
JI1s1 oneHku Bimsinus pmsndeckux pakropos Ha yposenb VEGF B rpyiHoM MoJiOKe HCTIO/Ib30BAJIH PA3HbIE PEXKUMbI TEMIIEPATYPHOTO
BO3/EHCTBUS: 3aMOPO3KY U JJIUTeJIbHOE (10 6 Mec) xpaHenue, Harpes B CBU-neun 10 remnepatypsi 60 °C.

3akmouenue. I[Tokazano, uro ypoenb VEGF B MoJ10Ke He MeHsieTCs1 B POGAX, MOJYYEHHBIX OT KEHIIMH C PA3JTHYHBIM YPOBHEM 310~
POBbsI BO BpeMsl OepeMeHHOCTH U JakTauuu. KoncepBanuss MosIoKa npu HU3KO# TeMnepaTtype BJIMsieT HA CHIKEHUE KOHIEHTPALMU
JaHHOTO OeJika Oosiee yeM B 4 pa3a. Boictpoe HarpeBanune npod metonomM CBY-Bo3neiicTeus (10 Temmneparypsi 60 °C) npuBoaut
K YACTHYHOI MHAKTHBAIMK 0eJIKa.

Karoueevte caosa: demu, epyonoe monoxo, VEGF, ummynumem.

Ans umtuposanus: lemerHtobesa l0.H., YepanaHues A.11., onrosa [.P., CreHiolukuHa M.A., baxtorapumos WI.P., EnugaHoBsa E.I". Backyno-aHoetenm-
a/bHbIN hakTop pocTa B rpyAHOM MoJIoke. Poc BecTH nepuHaton v neawatp 2022; 67:(3): 61-65. DOI: 10.21508/1027-4065-2022-67-3-61-65

Vascular endothelial growth factor is a consequence of angiogenesis links, while at the same time it exhibits different activity under
changes in breast milk storage conditions.

Purpose. To study the vascular endothelial growth factor (vascular endothelial growth factor, VEGF) in breast milk and peripheral
blood in women with different states of health in the dynamics of lactation, to assess the effect of physical exposure on this indicator.
Material and methods. 96 lactating women were enrolled in the study. The sampling of breast milk and peripheral blood for the
laboratory part of the study was carried out 3—5 days after birth, then after 1, 3, and 6 months of lactation. To assess the influence
of physical factors on the level of VEGF in breast milk, different modes of temperature exposure were used: freezing and long-term
(up to 6 months) storage, heating in a microwave oven up to +60°C.

Conclusion. It has been shown that the VEGF level does not change in samples obtained from women with different states of health
during pregnancy and lactation. Preservation of milk at a low temperature affects the reduction of this protein by more than 4 times.
Rapid heating of samples by microwave exposure (up to +60°C) leads to partial inactivation of the protein.

Key words: children, breast milk, VEGF, immunity.

For citation: Dementieva Yu.N., Cherdantsev A.P., Dolgova D.R., Stenyushkina M.A., Bakhtogarimov I.R., Epifanova E.G. Vascular endothelial
growth factor in breast milk. Ros Vestn Perinatol i Pediatr 2022; 67:(3): 61-65 (in Russ). DOI: 10.21508/1027-4065-2022-67-3-61-65

HI/ITaHI/Ie YyeJI0BeKa Ha CAaMOM pPaHHEM dTaIle KM3HU
uMeeT OOJIbIIOE 3HAUYEHUE JJIs POCTa U CO3pe-
BaHMUSI TKaHEW M opraHoB. IpymHoe MOJIOKO IIpemHa-
3HAQYEHO [JIsI YIOBJETBOPEHUSI IMOTPEOHOCTEH HOBO-
POXIEHHBIX, OOecIleunBasl JOCTATOYHOE KOJMYESCTBO

MakKpo- UM MUKPODJIEMEHTOB JJis pocTa W Pa3BUTHUSI
pedenka. Kpome Toro, oHO COmep:KUT OOJIBIIOE KOIU-
4yeCTBO OMOAKTUBHBIX COCAMHEHUN, KOTOphIe, TTOMUMO
JIPYTUX BaXHBIX acIleKTOB, CIIOCOOCTBYIOT CO3peBa-
HUIO MMMYHHOI cucteMbl MjajaeHueB. CocTtaB rpyi-
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HOTO MOJIOKA IMHAMWYEH M BapbUpYyeT B 3aBUCHUMOCTHU
OT BO3pacTa MaTepu, Yucjia OepeMeHHOCTel, nHaeKca
MacChl Tejla XEHIIWHBI, MHUTaHWSI MaTepHu, BpPeMeHU
CYTOK, Mepuoja JaKTaluu U (GaKTOPOB OKpYXKarollei
cpenbl [1, 2]. B cBsa3u ¢ atum BcemMupHasi opraHusa-
LIS 3APaBOOXPAaHEHUST PEKOMEHIYeT KOPMUTh MJIaIeH -
1IeB UCKJIOUNUTENIbHO TPYAbIO B T€UEHUE MEPBBIX 6 Mec
KU3HU, a TPyAHOE BCKapMJiMBaHUe pebeHKa B codve-
TaHWUM C €ro aJeKBaTHBIM TMUTAHUEM MOXKET TPOIOJI-
KaTbes 10 2 jet u crapire [3]. OmHako B COBpeMEHHOM
MHUpPE SKEHIIMHBI 3aHUMAIOT aKTUBHYIO >KW3HEHHYIO
MO3UINI0, TIO3TOMY CO3JaHUE WHAUBUIYATHHOTO
GaHKa TpyIHOTO MOJOKa ISl JOMAIIHEeTO MCITOJb30-
BaHMS paccMaTpUBaeTCsl Kak OAWH M3 BapMAHTOB IO -
JepKaHUs IJIUTEJbHOM JIAKTAllMM TP BBIXOJIE MaMBbl
Ha paboty ujim yueOy. B ¢cBSI3M ¢ 3TMM ocTaeTcsl aKkTy-
aJIbHBIM M3y4eHUEe BO3MOXHOTO BIMSHUS JUIMTEIHLHOTO
XpaHEeHUs] Ha COXPAaHHOCTh OMOAKTUBHBIX KOMITOHEH-
TOB TPYJIHOTO MOJIOKA.

Ienb uccnenoBanus: olicHKa KOHLIEHTpalMK (pakTopa
pocta sHgoTenusi cocynoB (VEGF) B rpynHom mosoke
U TiepudepudecKoil KpOBM Yy KEHIIWH C Pa3IMYyHBbIM
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OPUINHAJIbBHbBIE CTATbU

COCTOAHUEM 340pOBbA B JMHAMHMKE JIaKTallMM, OLICHKAa
BIIMAHUA (1)I/I3I/I‘IGCKI/IX (baKTOpOB Ha aKTMBHOCTb OaH-
HOTI'O IoKa3aTeJid.

MaTtepunan n metToabl UCCNEeAO0BaHNUSA

B uccienoBanue BKIOYWIM 96 KOPMSIIMX SKEHIIWH,
KOTOpBIX pa3aewiv Ha 3 Tpynrbl: 1-s1 (KOHTpOJIbHAST)
rpynna — 14 mpakTu4ecKu 3110POBBIX KEHIIMH C HEOCIOXK-
HEHHbBIM Te€UYEHUEM OepeMeHHOCTH; 2-51 TpyIia — 42 XeH-
IIMHBI C HaJMYMEM OYaroB XpOHMUYECKON YpPOTreHUTAIb-
Hoil uHpekuuu; 3-s1 rpynna — 40 XeHIIUMH ¢ oyaramu
XpPOHMYECKON MH(DEKIMU IKCTpareHUTaJIbHON JIOKaIn3a-
uuu. [Togbop KaHAMAATOB OCYIIECTBISUIA B TOCIEPOIO-
BbIX oTaeneHusx ['Y3 TKBNel «ITepuHaTaabHBIN LIEHTP»
. YabsiHoBcKa 1 ['Y3 «ViibsiHOBCKast 00s1acTHast KIMHUYE-
cKast OOJIbHUIIA» TT0 HOPMATUBHBIM KpuTepusiM [Iprkasa
M3 P® ot 1 Hos16pst 2012 1. Ne572H ¢ ydeToM TpeGoBaHUI
9TUYECKOTO KOMMTETa YJIbSHOBCKOTO TOCYIapCTBEHHOTO
YHUBEpPCUTETA.

OO0pa3ubl TPYTHOTO MOJIOKA Opajid B YTPEHHUE Yachl
¢ 9.00 mo 10.00, ipu 3TOM CpeaHsIsI TTOPILMS CLIeXXMBaIach
BO BpeMsi KOPMJIEHMSI, YTO TTO3BOJIMJIO CTaHAAPTU3UPO-
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Puc. 1. Tunamuka konuenrpauun VEGF B nepudepuyeckoii kposu (a, 0) ¥ rpyIHOM MoJIoKe (B, I) B CIIOHTAHHOI (2, B) M CTUMYJIH-

poBanHOii (0, ) NPOAYKUMH Y JKEeHIIMH 1-ii rpynmsl.

Fig. 1. Dynamics of concentration in VEGF in peripheral blood (a, 6) and breast milk (8, r) in spontaneous (a, B) and stimulated (0, r)

production in women of group 1.
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Jemenmvesa F0.H. u coaem. Backyno-sHueTenuanbHblii (hakTop pocTa B IPYIHOM MOJIOKE

BaTh 0Opasubl. g ompenesieHUSI CTUMYJIMPOBAHHOM
MPONYKLIMKU OCYIIECTBIISUIM TIPEABAPUTEIBHYIO TTOITO-
TOBKY O0Opa3loB ¢ WCIOJb30BAaHUEM CTaHAApTU3UPO-
BaHHO# cucrembl «LluroknH-Ctumyn-bect» (mpousso-
nutenb 3A0 «Bektop-bect», Poccus). B Tteuenue 24 4
BBITIOJTHSTA  KYJIBTUBUPOBAHUE M CTUMYJISIIUIO KJIETOK
KOMITJIEKCOM TTOJIMKJIOHAJbHBIX aKTHBATOPOB, COAepKa-
UM (UTOTEMArTIIOTUHUH B KOHUEHTpAUKU 4 MKT/MII,
KOHKaHaBaJIMH-A — 4 MKT/MJI W JIUIIONIOIMCaXapuI —
2 Mkr/mi. O6Gpasubl TPYTHOTO MOJIOKA U Tepudepu-
YECKOM KpOBU JUISI TIPOBEIEHMS J1abOpaTOPHOM YacTh
uccienoBaHus Opanyu Ha 3—5-€ CyTKM TIOCJe pOOB,
3aTeM uepe3 1, 3 u 6 Mec JIaKTaluu.

Jnsg  oueHkrW BausHUS  (pu3nMyeckux (hakTOpoB
Ha ypoBeHb VEGF B rpynHoMm MoJioke MCMOJIb30BaIv
pa3HbIe PeXXUMBI TEMIIEPATYPHOTO BO3ACCTBUS:

— IS OLIEHKM TIpM HUM3KOHM TeMIlepaType 0oOpasiibl
TPyIHOro MoJioKa Opanu B 4 TipoOupku 3neHmopda
1 MapKUPOBaJIU, 3aTeM B 1 00pa3siie onpenesisiiii ypoBeHb
VEGF 1o 3aMopo3ku, ocTajibHble 00pasibl XpaHWIU
B TedyeHue 1, 3 1 6 Mec B MOPO3UIILHOI Kamepe TIpu TeM-
nepatype —20 °C;
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— JUISL OLICHKU TIPY BBICOKOM TeMIIepaType 00pasiibl
IPYOIHOTO MOJIOKA TIOCe XpaHeHUs B MOPO3MJIBHOM
KaMepe pa3MopaxkuMBajiv, 3aTeM OIPelessUIM YPOBEHb
VEGF 1o u nocne Bo3aeiictBust CBU-usnyueHus B reue-
Hue 30 ¢ no Temneparypsl 60 °C.

CTaTUCTMUECKUIA aHaJIW3 TIOJYYEHHBIX JaHHBIX
BBITIOJTHSJIA C HWCIOJb30BaHUEM TaKeTa MPUKIIATHBIX
nporpamM Statistica 10.0. [I1 OLIEHKM pas3iTuduii MeXIy
M3ydaeMbIMU TTOKA3aTeIsIMM B ITUHAMUKE MPUMEHSIIN
rpaduvecKuii MeToi (auarpaMMbl pa3maxa), a TaKxKe
HemapaMeTpuyecKrue MeToabl (MeIMaHHBINA TECT, KpUTe-
puu BunkokcoHa u MaHHa—YuTHu).

PesynbraThbl M 06CyXaeHne

VEGF siBnisieTcst MUTOreHOM SHAOTETMATbHBIX KJIETOK,
KOTOpBII ITOMOTaeT MUTpaliii MOHOILIUTOB, CITOCOOCTBYET
BaCKyJIIpU3allMK, YTO KOHTPOJUPYETCS] MHCYJIMHOIIO0100-
HBIM (pakTOpoM pocTa-1. [To manusiMm utepartypsl, VEGF
¢ OMOJIOrMYECKOI TOUKM 3peHUsT yJacTByeT B (hOpMHUPOBa-
HuU KuieyHoro 6apwepa [4]. Hamu nokaszaHo, 4yTo ypo-
BeHb VEGF rpynHoro mojioka B I€CSITKM pa3 MpeBbIIIacT
TaKoOBOH B nepudepruieckoii Kposu (puc. 1—4).
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Puc. 2. lunamuka konuenrpanun VEGF B nepudepuyeckoii Kposu (a, 0) ¥ rpyaHoM MoJioKe (B, I) B CIIOHTAHHO# (a, B) M CTHMY.IH-

poBanHoii (0, r) NPOAYKUMH Y JKEHIIMH 2-ii TPYIIbI.

Fig. 2. Dynamics of concentration in VEGF in peripheral blood (a, 6) and breast milk (8, r) in spontaneous (a, B) and stimulated (6b, r)

production in women of group 2.
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VEGF B rpynHoM Mos10Ke U Tieprdepruyeckoii KpoBU
Y 37I0POBBIX XEHIIMH M XEHIIUH C XPOHWYECKOW ypo-
FeHUTAJIbHOU MaTOJOruel MpoayLUUpPYyETCsl cpa3y Mocie
pONOB B aKTUBUMPOBAHHOM COCTOSIHUM: TIOJ JNEWCTBUEM
MUTOTEHAKTUBALIMU JICHKOLIMTOB Mbl HE BBISIBUIN KIIU-
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HUYECKM 3HAYMMOTO YBEJIWYEHUs NAHHOTO ToKa3aTess
B IMHaMuke HaOmoneHus (cM. puc. 1—3). ¥ XeHIuH
C 0YaroBOM 3KCTpareHUTAIbHOM MH(EKINE OTMEUYECHBI
JIOCTOBEPHbBIC PA3JIMUUS B YPOBHSIX MEXIY CTUMYJIUPO-
BaHHOW M CIIOHTAaHHOW MPOAYKIUSIMHU JaHHOTO (DakTopa
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Puc. 3. Iunamuka kounenrpamud VEGF B nepudepudeckoii KpoBu (a, 6) 1 rpyAHOM MoJIOKe (B, T) B CIOHTAHHOI (2, B) U CTUMYJIM-

poBaHHOii (0, T) NPOAYKIMM Y 2KEHIIMH 3-if rpynmbI.

Fig. 3. Dynamics of concentration in VEGF in peripheral blood (a, 6) and breast milk (8, r) in spontaneous (a, B) and stimulated (0, r)

production in women of group 3.
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Puc. 4. Ilnnamuka konuenrpanuu VEGF B rpyaHoM MoJIoKe B YCJIOBHSIX HU3KOIi TeMmepaTypbl (a) u mocJjie HarpeBanus (0).
Fig. 4. Dynamics of concentration in VEGF in breast milk under low temperature conditions (a) and after heating (0).
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Jemenmyesa 0. H. u coaem. Backyno-sHueTenuanbHblii (hakTop pocTa B PYIHOM MOJIOKE

B nepudepruveckoii KpOBU M TPYIHOM MOJIOKE Ha 1-M
u 3-m Mecsnax Jakrauuu (p<0,05).

B nuHamuKe nakTallMu ypoBeHb JAHHOTO (akTopa
B TPYIHOM MOJIOKE U TiepupepruIecKoil KpOBH Y BCex
SKEHIIWH OCTaeTCsl CTaOWMJIbHBIM, JOCTOBEPHBIX pasiiv-
yuii He BbIsIBIAEHO (cM. puc. 1-3). B uenom ypoBeHb
VEGF B rpyaiHOM MOJIOKE MEXIly CPaBHUBAEMbIMU TPYII-
IMaMy JOCTOBEPHO HE M3MEHSJICSI U ObLT OTHOCUTEIBHO
CTaOUJIbHBIM.

Ilpu oueHke BaugHUS GU3NUECKUX (HAKTOPOB
Ha ypoBeHb VEGF B rpymHOM MoJioKe OTMEYeHO,
YTO TIOCJIe 3aMOpaXKMBaHUST TPOO KOJUYECTBO JTAHHOTO
Oenka ymeHbIaeTcss npaktudyecku B 10 pas. YpoBeHb
VEGF B o06pa3siiax MojoKa mocje 3aMopaxuBaHus (xpa-
HuBimxcs 1 u 3 mec) mocroBepHo cHuxaetcst (p<0,05),
OIIHAKO B TIOCJEAYIOIIEM pa3uyusi B KOHIEHTpaIUU
rokasaresisi B oopasiax npob (xpaHuBIImxcs 3 u 6 Mec)
He BbIBIsUIMCH (p>0,05). HarpeBanue mnpo0G MoJjioka
B CBY-neun no remmneparypsl 60 °C B TeueHue 30 ¢ mpu-
Boauiio K cHuxkeHuto ypoBHst VEGF (p<0,05).
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3aknoyeHune

dakTop pocTa SHIOTEUS COCYIOB — OIHO U3 3BEHBEB
anrnoreHe3a. OH OJOKMpYeT alllonTo3 3HIOTETUATbHBIX
KJIETOK KPOBEHOCHBIX COCY/IOB, YCWJIMBAET MPOHUIIAEMOCTh
COCYIIOB M Ba3oWjIaTalldio, B TO K€ BpeMsl B TI'PYIHOM
MOJIOKE TIPOSIBJISIET Pa3/IMYHYIO aKTUBHOCTb TIPU U3Me-
HEHUSIX YCJIOBUI ero XpaHeHus1. B yacTHocTH, 3TOT moka-
3aTelb HE MEHSIETCSl B IMpo0ax, MOJYYEHHBIX OT KEHIIUH
C pa3MYHbBIM YPOBHEM 3[0POBbSl BO BpeMsi OepeMEeHHO-
¢ty 1 naktauyu. OnHaKoO KOHCepBalMsl MOJIOKa MpU HU3-
KOI Temrepatype MpUBOAUT K CHIKeHUI0 ypoBHS VEGF
0oJsiee ueM B 4 pasa cpasy Mociie 3aMOPaXUBaHUs, U 3aTeM
MOCTETNIEHHO CHIKaeTcs B TeueHue 3 mec. YposeHb VEGF
B TIOCJIEIYIOIIE MeCSIbl KPUOXPAHEHUSI OCTaeTcsl CTra-
OWJIbHBIM, 3HAYMTEJbHO TIPEBBILIAIOIIAM ChIBOPOTOYHYIO
KOHILIEHTpalMio. bBbhIcTpoe HarpeBaHue mpPoO METOAOM
CBY-BoszeiictBust (1o temmeparypbl 60 °C) mpuBOAMT
K YaCTMYHOM MHAKTUBALIMKM OejIKa, 4YTO HeXesaTeJbHO, TaK
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M3MeHeHNns1 CTPYKTYPHO-(PDYHKIHOHAJIBHOTO COCTOSTHUSI MUOKAP/Ia U BHYTPHCEPAEYHOI
reMOJIMHAMHMKH KaK MapKepbl PUCKA Pa3BUTHS CepAeYHO-COCYAUCTHIX 3a00/IeBaHMIi Y AeTeil
MOJIPOCTKOBOr0 BO3PacTa ¢ O:KMpeHHeM U MeTa00IMYeCKMM CHHIPOMOM
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Changes in the structural and functional state of the myocardium and intracardiac
hemodynamics as markers of cardiovascular risks in adolescent children with obesity
and metabolic syndrome

L.V. Kozlova!, V.V. Bekezin®, O.V. Peresetskaya’

'Smolensk Regional Children’s Clinical Hospital, Smolensk, Russia;
2Smolensk State Medical University, Smolensk, Russia

OxxupeHne — 01HA U3 BaXKHENIIMX MpodieM coBpeMeHHOi neauarpum. C neibio M3y4eHusi PAHHUX PUCKOB PAa3BUTHS CepAeYHO-CO-
CYAMCTBIX 3200JI€BaHMIl y JieTeil MOAPOCTKOBOTO BO3PACTAa C OXKMPEHHEM NPOBeEeHO odcienoBaHue 85 nereii ¢ IK30reHHO-KOH-
CTHTYIIMOHAJIbHBIM OKupeHueM B Bo3pacte 12—18 ner. Ilauments! Obliiu pa3aenenst Ha 2 rpynnbi: 1-s1 rpynna — 41 nanueHt
C HEOCJIOKHEHHBIM NIePBMYHBIM 3K30T€HHO-KOHCTHTYIHOHATBHBIM OKUPEHHEM, 2-51 — 44 nanuenTa ¢ MeTadoIMIecKiM CHHIPOMOM.
B konTposbHYI0 rpynmy Boulid 20 MpaKkTHYeCKH 30POBBIX MOAPOCTKOB AHAJOTMYHOrO BO3PACTa € HOPMAJIbHOI Maccoii Tena.
Ha ocHoBaHMM KOMILIEKCHOTO HCCJIEIOBAHNUS CTPYKTYPHO-(DYHKIMOHAILHOTO COCTOSIHMS MUOKAP/a M BHYTPHCEPIEYHOI reMoIMHA -
MHKH YCTAHOBJIEHO, YTO PAHHUMH 3HAYMMBIMH KPUTEPHSIMHI PHCKA PA3BUTHSA CEPIeYHO-COCYIUCTBIX 32001eBaHMii y JeTeii moapocT-
KOBOTO Bo3pacTa ¢ oxupeHuem 0oL uHCymHope3ucteHTHOCTh (HOMA-IR Goaee 3,4), 1a0uiabHas apTepuaibHas TMIIEPTEH3H,
HAPYIIEHHAS PeJIaKCcAlMs U/ WM KOHIEHTPHIECKOe PEMO/IeTHPOBAHME JIEBOTO XKeTyI0YKa.

Katouesvte caosa: demu, nodpocmiu, odcuperue, memabdoIuveckuii CUHOpOM, SUREPUHCYAUHEMUS, CIPYKIMYPHO-(DYHKUUOHANbHOE
cocmosiHue cepoya.

Ans umtupoBaums: Kosnosa J1.B., bekesnH B.B., lNepeceukas O.B. VI3meHeHns1 CTPYKTYPHO-@PYHKUNOHA/IbHOrO COCTOSIHVSI MMOKapAa v BHY-
TPUCEPLAEYHON reMOANHaMNKMN Kak MapKepbl KapANOBaCKY ISIPHbIX PUCKOB y AeTel NoapoCTKOBOro BO3PacTa C OXUPEHNeM N MeTabo/IM4eCKuM
cuHapomom. Poc BecTH nepuHarton n neamnatp 2022; 67:(3): 66-72. DOI: 10.21508/1027-4065-2022-67-3-66-72

Obesity is one of the high-priority problems in modern pediatrics. To study early cardiovascular risks in adolescent children with
obesity, 85 subjects with exogenous constitutional obesity at the age of 12—18 years were examined. The patients were divided into
two groups: the first group, 41 patients with uncomplicated primary exogenous constitutional obesity, the second — 44 patients with
obesity and metabolic syndrome; controls included 20 healthy adolescents of the same age with normal body weight. Based on a com-
prehensive study of the structural and functional state of the myocardium and intracardiac hemodynamics, it was found that the early
significant criteria for cardiovascular risk in obese adolescent children were insulin resistance (HOMA-IR over 3.4), labile arterial
hypertension, impaired relaxation, and/or concentric LV remodeling.

Key words: Children, adolescents, obesity, metabolic syndrome, hyperinsulinemia, structural and functional state of the heart.

For citation: Kozlova L.V., Bekezin V.V., Peresetskaya O.V. Changes in the structural and functional state of the myocardium and intracardiac
hemodynamics as markers of cardiovascular risks in adolescent children with obesity and metabolic syndrome. Ros Vestn Perinatol i Pediatr
2022; 67:(3): 66-72 (in Russ). DOI: 10.21508/1027-4065-2022-67-3-66-72
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oOpeTaeT MacmTaObl COIMAJILHO 3HAYMMOM MaTOJIOTUU
[1, 2]. [ToBBIIIEHHBI MHAEKC MACCHI TeJIa CIIYKUT OTHUM
13 OCHOBHBIX (DAKTOPOB PUCKA TAKUX HEMH(PEKIIMOHHBIX
3a00JIeBaHUH, KaK apTepualibHasi TUTIEPTEH3USI, UILIEMU-
yeckass 0OJIe3Hb CepAlla, caXapHBIl OTuabeT 2-ro THIIA,
HapylLIeHUsI OMOPHO-IBUTATEIbHOM CUCTEMbl, HEKOTO-
PBIX OHKOJIOTMYEeCKMX 3aboyieBaHuii. PocT pacmpoctpa-
HEHHOCTU OXUPEHUS COTIPOBOXKIAETCS W TTOBBIIICHUEM
CMEPTHOCTU OT COITYTCTBYIOIIMX OXWUPEHUIO 3abose-
BaHUIi, YTO TOATBEPXIAIOT JaHHBIE, OMyOJMKOBAHHBIC
BcemupHbiM  O0aHkoM u  BcemMupHO# opraHuzauueit
3npaBooxpaHeHust (BO3), cormacHO KOTOPBIM €XKeroHO
okoJio 3,4 MJTH B3POCJIOrO HAaceJIeHUs] yMUPAIOT BCJIe-
CTBUE M30BITOYHOM Macchl Tena u oxupeHust [1]. Oxu-
peHre W apTepuaibHas THIEPTOHMS CIIy>KaT OIXHUMU
U3 OCHOBHBIX CUMIITOMOB, OOBEIWHEHHBIX B TIOHSATHE
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Kosnosa JI.B. u coaem. IameHeHys1 CTPYKTYPHO-(QYHKIIMOHAILHOTO COCTOSTHUSI MHOKAp/Ia M BHYTPUCEPAEYHOM reMOINHAMUKY KaK MapKephl PUCKA. ..

«MeTabosmueckuii cuHapom». [lpobiema meraboinue-
CKOTO CHMHIPOMa KaK KJIIOUYeBOro (pakTopa pucKa pas-
BUTHSI CEPICYHO-COCYIUCThIX 3a00JieBaHUI — OIHA
U3 TIPUOPUTETHBIX B COBPEMEHHON (hyHIAMEHTAJTbHOM
U KInHu4Yeckon meauuuHe [3, 4]. [MaBHbIMU 3BEHBSIMU
rmaToreHe3a MeTabOJMYECKOrO0 CHMHIPOMAa B HACTOsIIIee
BpeMsI CUMTAIOT abIOMMHAIbHOE OXHMPEHUE W WHCYIIU-
HOPE3UCTEHTHOCTH [5]. MeXxaHM3MBbI TJIIOKO30TOKCUYHO-
CTH, TUTTIOTOKCUYHOCTH, BOCTIAJICHUST U OKUCITUTEIBHOTO
cTpecca TpPM Pa3sBUTUM  METabOJIMYECKOTO CUHIPOMA
JIeXkaT B OCHOBE B3aMMOCBSI3Eil MEXAy PEe3MCTEHTHO-
CTBIO K MHCYJIMHY U TUC(HYHKIIMEH SHIOTEINsI, KOTOPBIE
CITOCOOCTBYIOT YTSDKEJIEHUIO COCTOSIHUSI, TIOSIBJICHUIO
MeTabOoJTNYECKUX W CEPIEeIYHO-COCYIUCTBIX 3a00JIeBaHUIA
[5—7]. C mo3unuit KOHIENLUN «CePAECIHO-COCYINUCTOTO
KOHTUHYyMa» MeTa0OJUYECKU CUHIPOM HaXOIUTCS
B CaMOM ILIEHTpe MPEIUKTOPOB CEePIAEYHO-COCYIUCTBIX
3a00JieBaHUI, TaK KakK BKJoYaeT (hakKTOpbl pHCKa,
o0IIMe 111 apTepuabHON TUIIEPTOHNUM, aTepOCKIIepo3a,
uieMUYeckoil 00JIe3HU cepilla M caxapHoro auabdera
2-to Tuma [6].

Hab6momaercs cyiiecTBeHHOe yBEJTWYEHUE PaCIIpO-
CTPaHEHHOCTU OXHUPEHUsI HE TOJBKO CpPeAu B3POCIOTO
HaceJieHWsI, HO U B TOMYJSIIUKA IeTell W IOAPOCTKOB;
3a TIOCJIeHee NBaALATUIICTHE OOJIS CTPAAarolIuX 3TUM
HEIYroM B BO3pacTHOi rpymre 6—11-JeTHUX yBeIndu-
nack ¢ 7 10 13%, B rpynmne 12—19-netHux — ¢ 5 no 14%,
OXUpeHUe BBISIBJICHO Y 5,5% cenbckux u 8,5% ropoj-
ckux gereit [8, 9]. Ilo ouenke BO3, B 2014 1. okoiso
41 MJIH meTeit Myamiie 5 JeT MMeIr U30bITOYHYIO Maccy
Tesa UIv OXUpEHHeE.

Oco0y10 TpeBOTY BBI3BIBACT BCe 4Yallle HaOJromae-
MBIl (PaKT perHcTpalMyd OCHOBHBIX MapKepOB MeTa-
GOJIMYECKOr0 CHMHIAPOMA Yy MAlMEHTOB MOJIOAOTO BO3-
pacta. PesynbraThl MCCIeIOBaHUI CBUACTEILCTBYIOT,
YTO 3Ta TAaTOJIOTUs B TOCJEIHEeEe BpeMs JTeMOHCTPU-
pyeT YCTOMYMBBIN POCT JaXxe Cpeaur MoapocTKoB. M3y-
YEHUIO CTPYKTYPHO-(DYHKIMOHAJIBHBIX W3MEHEHU
cepala y AeTeil M MOAPOCTKOB C OXMPEHUEM U MeTa-
OOJIMYECKUM CUHIPOMOM YIEJSEeTCS TOpa3no MeHbIIe
BHMUMaHUs. B To xe BpeMs MMEHHO B JETCKOM BO3-
pacTte JieXaT MCTOKW PUCKOB Pa3BUTHS CEPAEUYHO-CO-
CYIMCTHIX 3a00JIeBaHUI TIPU OXUPEHUM U MeTaboJIM-
YeCKOM CHUHAPOME, pPEerucTpupyeMble B AajbHeHIIeM
V B3POCIIBIX.

Ieap uccremoBaHuss: HA OCHOBAHMM KOMIUIEKCHOM
OLIEHKU  CTPYKTYPHO-(YHKIIMOHATBLHOTO  COCTOSTHUSI
MMOKap/a U BHYTPUCEPICYHON TeMOAMHAMUKM Y JeTei
MTOAPOCTKOBOTO BO3pacTa C OXXUPEHUEM BbISIBUTh pAaHHUE
MapKepbl prcKa pa3BUTHUST CEPICUYHO-COCYIUCTHIX 3a00-
JIEBAHUM.

XapakTepuctuka peten u MeTogbl UccriefoBaHUs

OO0cnenoBaHbl 85 nmereil ¢ 9K30r€eHHO-KOHCTUTYLIMO-
HaJIbHBIM OXHpEHNeM B Bo3pacTte 12—18 JeT, pasmesieH-
HbIX Ha 2 TpyInbl. B 1-10 rpyniy BoILUIM MaLMEHTHI ¢ TIep-
BUYHBIM 3K30T€HHO-KOHCTUTYIIMOHABHBIM OXHMpPEHUEM

(n=41), HeocnoxHeHHbIM (SDS" MHIEKCa MacChl Teia
ot +2,0 no +3,0), Bo 2-10 rpymity — MalueHThl ¢ MeTabo-
JIMYECKUM cuHApoMoM (n=44). [pyrnmbl He pazauyajuch
MO T0JI0OBO3PAaCTHOMY COCTaBy oOciienyeMbix. B mccre-
JIOBaHWE He BKIIIOYAJIN JETell ¢ BTOPUYHBIM OXUPEHUEM
¥ MOHOTEHHBIMU (hOpMaMU OKVUPEHUST WIM WHOW COITyT-
CTBYIOIIC 3HIOKPUHHOW TaTOJOTHEeH (ayTOMMMYHHBbIN
TUPEOUITUT, CYOKIIMHUYECKUI TUITOTUPeo3 U jp.). KoH-
TPOJILHYIO TPy cocTaBuin 20 TTPaKTUYEeCKU 3I0POBBIX
MOAPOCTKOB aHAJIOTUYHOTO BO3pacTa ¢ HOPMaJIbHOI Mac-
coii tena (SDS uHnekca maccwl Tenma ot —1,0 mo +1,0).

JIvarHo3 OXMpEHUs yCTaHaBJIMBaIM coriacHo Peko-
MEHIAIUSM TI0 TUATHOCTUKE, JICUEHHUIO U TTPOPUITaKTUKE
oXupeHus y aeteit u noapoctkoB (2015), nuarHo3 meta-
60IMYECKOrO CUHAPOMA — COTJIAaCHO KPUTEpUsIM Mexky-
HaponHoit ¢enepaunu auadera (2007): abmomMuHaIbHOE
OXWpEHUEe, TUTIEPTPUTIULEPUICMUSI, HU3KUI YPOBEHb
XOJIECTEpUHA  JIMTIONPOTEUZIOB  BBICOKOM  TJIOTHOCTH,
apTepuayibHasl TUTIEPTEH3Us W BBICOKUIA YPOBEHb TIJIIO-
KO3bI TIa3Mbl HaTomak. O MeTaboIIMYecCKOM CUHAPOME
TOBOPWJIM TIPU 00S13aTEIbHOM HAJIMYUU abIOMUHATBLHOTO
OXMPEHUS U 2 TIEPEUNCIICHHBIX BBIILIE KPUTEPUEB U OoJtee.
VY neTeit MOAPOCTKOBOTO Bo3pacTa 10 16 JieT Ajst [uarHo-
CTUKU abIOMUHATIBLHOTO OXHUPEHUS WCITONb30BaIU 1IeH-
TWIbHBIE Ta0auLbI [10], y uix crapiie 16 et — Kpurepun
abIOMUHAIBHOTO OXKUPEHMS JUISI B3POCIBIX (OKPYKHOCTh
TaJIMU Yy My>K4uH >94 cm, y xeHimH >80 cm). [Tokazarenn
apTepuaibHOTO JaBJICHUST OLIEHUBAIU C YIETOM BO3pacTa,
pocTa 1 roja cormacHo «KIIMHUYECKUM peKOMEHIAITUSIM.
JlnarHocThKa, JedeHue W NpodUIaKTHKa apTepuaib-
HOI1 TUIIepTEeH3UN y AeTell u nmompocTkoB» [11]. Tlokaza-
TEJIM CUCTOJIMYECKOTO U/UIW TUACTOJTMIECKOTO AaBIICHHUSI
Oosiee 95-ro TMEpUEHTUISI paclieHUBaIM KakK apTepuaiib-
HYIO THTIEPTEH3HIO.

YpoBeHb 00IIETO XOJIeCTepUHA OMPENC/ISUIN B ChIBO-
pPOTKE KpPOBM 3H3UMATUYECKUM KOJOPUMETPUUYECKUM
METOIOM C MCIToJIb3oBaHueM HabopoB AO Vital diagnos-
tics (Cankr-IleTepOypr) u OlLlEHMBAJIMU C YUETOM PEKO-
meHaauuit BO3 (1999) u EBponeiickux pekomMeHIalui
III mepecmorpa (2003). MoueBylo KHUCIOTY OIpene-
JISJIA SH3UMATUYECKUM KOJIOPUMETPUYECKUM METOIO0M
¢ ucnosib3oBaHWeM HabopoB OubBekc [AMarHOCTUKYM
(Poccus). TlepopayibHbINl TJIHOKO30TOJEPAHTHBIM TECT
MPOBOAWJIA IO CTaHAAPTHON METOAWKE, IJIST OLEHKHU
HCTIOJIb30BalI «/{MarHoCTUYeCKe KPUTEPUN CaXxapHOTO
nuabeTa M IPYrMX HapyLIeHW YIIeBOOJHOTO OOMeHa»
(BO3, 1999-2013). [lns ompeneneHusi MMMYHOpeak-
TUBHOTO WHCYJWHA MNPUMEHSJIM UMMYHOMEpMEHTHBII
METOJ ¢ Mcmoab3oBaHreM HabopoB «DRG-Texcucreme»
(CLIA). PaccuuteiBaniu unageke HOMA-IR — Homeo-
stasis Model Assessment = -G /22,5 (Hopma <3,4);
rne G, — ypoBeHb IJIIOKO3bl Haromak, 10 — yposeHb
uHcyarHa Haromak. 3HadeHue HOMA-IR npunumanu
KaK TOPOroBOe ISl TMarHOCTUKU WHCYJIMHOPE3UCTEHT-
HOCTHU Y TOJPOCTKOB.

*

SDS — standard deviation score.
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Dxomormieporpaduieckoe HUCCIEAOBaHUE Cepila
MPOBOJAMIM Ha YJIbTPa3ByKOBOM amrmaparte Sonos-100
(Hewlett Packard CIIA). [usg u3yyeHHs] CTPYKTYp
ceplilia UCTOJb30BaId CEKTOpaTbHbIE JaTYUKU C 4acTO-
toit 5 u 3,5 mlir.

B xadecTBe OCHOBHBIX CTPYKTYpPHO-T€OMETpUYE-
CKUX TI0OKa3aTeJiei JIEBOTO XeTyIodKa OTPenesIsiid eTo
KOHEYHBIN JUACTOJUYECKU pasMep W TOJIIUHY 3a]-
Hell CTEeHKU B IUACTOJY. SHAYEHUST CTPYKTYPHO-TeOMe-
TPUUYECKUX TTOKa3aTejieil JeBOro KeayaouKa MCIONb-
30BaJIM LT pacyeTa MHACKCOB, OTPaXKarolIuX MpoIecc
€ro peMOIeIUPOBAHUS. WHACKC MacChl MHOKapia
OIpeIe/IsNIM B aBTOMAaTUIECKOM peXUMe 1o GopMmylie
R. Devereux u N. Reichek, nHaekc oTHocuTelbHOM
TOJIIUHBI CTEHKHU OTHOIIIEHUE CYMMBI TOJIIUHBI
3aJHE CTEHKM U MEXXKEITYJIOUYKOBON Teperopoaku
K KOHEUHOMY OMACTOJIMYECKOMY pa3Mmepy. B 3aBucu-
MOCTH OT 3HAUYeHMH BTUX MHIEKCOB BBIICISAIN pas-
JINYHBIE TUITBI TE€OMETPUUYECKOTO pPEeMOAEIMPOBAHUS
JeBoro xenymnouyka (mo kiaccupukammu A. Ganau,
1992): HopmanbHasi TeoMeTpusi, KOHIIEHTpUuYecKas
rurepTpodus, SKCUEHTpUUIECKass TUIepTpodus, KOH-
LIEHTPpUIECKOe peMOIeTMPOBaHUE.

CTaTUCTUYECKUI  aHAJIM3 TIOJYYEeHHBIX JaHHBIX
BBITIOJTHEH C UCITOJIb30BaHMEM MaKeTa MPUKIIATHbIX MPO-
rpamm Statistica 6.0. Pe3ynbrarhbl NpeAacTaBicHbl B BUIE
CpeHEeTo 3HAYeHUs] M CTaHIAPTHOM OIIMOKU CpeaHEero
(M=£m). Xapaxkrtep pacrnpenejeHus Onpeaeisuiu ¢ TTOMO-
mpto kKputepuss KonmoropoBa—CmupHosa. Jlist cpaB-
HEHUs BEJIWYUH TPU UX HOPMAJIBHOM pacrpelaeeHUun
HCTob30Baiu Kputepuii ¢ CThloJeHTa; TIPU pacripe-
JIeJICHUU, He SBJSIONIMMCA HOPMaJbHBIM, MCIIOJIb30-
BaJl HemapaMeTpuiyecKUil Kputepuii MaHHa—YUTHH.
KoppensiuMOHHBI aHaau3 MPOBOAWINA C ITOMOIIBIO
koadduimeHTa paHroBoit koppensiuun CrupmeHa (7).

Tabauya 1. XapakTepucTHKA 00C/I€I0BAHHBIX JeTei
Table 1. Characteristics of the examined children

OPUINHAJIbBHbBIE CTATbU

JInst cpaBHEHMSI KAa4eCTBEHHBIX MPU3HAKOB MCITOJIb30-
Bajin Kputepuii [Tupcona (y2). Paznuuust curranu cratu-
CcTUYeCKM 3HaUMMbIMU 1ipu p<0,05.

Pe3yn bTaTbl UCCieA0BaHUSA

ITo pesynbrataM MpoBeaEHHOTO UCCIeI0BaHMS BbISIB-
JIEHBI JOCTOBEPHBIE pa3IMuusl B CTPYKTYPHO-(YHKIINO-
HaJIbHOM COCTOSIHUU Ceplay neTeid 1-ii rpymnibl (¢ 0Xu-
peHMeM) U 2-i1 rpyTIibl (C MeTabOIMYECKUM CUHIPOMOM)
Kak MeKJ1y rpyrniamMu, Tak 1 B CpaBHEHUU C T€TbMU KOH-
TposbHOM rpynIibl (Tabdu. 2). [lpu aTom y nereii ¢ mera-
0OJIMYECKUM CUHAPOMOM M3MEHEHUsI 3XoKapauorpabu-
YeCcKMX MapaMeTpoB, 10 CPAaBHEHUIO C TAKOBBIMU Y JIeTei
C TMPOCTBIM OXWPEHUEM, XapaKTepU30BaJIUCh YBEJIM-
YyeHUEeM MHAEKCa MacChl MUOKapjaa W ero OTHOIIEHUs
K 00beMy JIEBOTO KeJTyJ0UKa, OTHOCUTEIbHOI TOJIIIVNHE
MUOKap/ia, KOHEUHOMY JIMACTOJIMYECKOMY U KOHEUHOMY
cucToimyeckomy mHaekcam, E/A, KoTopble XapakTepu-
3YIOT ITMACTOJMUYECKYO (DYHKLMIO MUOKapaa, U CHUXe-
HUEM BPEMEHM HU30BOJIIOMETPUUYECKOro pacciabyieHus,
dpaxiuii BEIOpoca U U3THAHUS.

OIHOBPEMEHHO CJielyeT OTMETUTh, YTO y feTeid 1-i
TPYTIIIbI TI0 CPABHEHMIO C JETbMU KOHTPOJIBHOM TPYIIITbI
(cM. TabJ1. 2) 1OCTOBEPHBIX OTJIMYMIA HE BBISIBJIEHO, PEru-
CTPUPOBAJIaCh TOJbKO TEHAEHIIMS K YBEJIMYECHUIO JIEBOTO
Mpeacepaust U KOPHs aOpThl. Y AeTeli 3Ke 2-ii TPYIINbI 11a-
METp JIEBOTO TIpeicepansi U KOPEeHb aOpThl ObUIU TOCTO-
BEPHO YBEJIMYECHBI 110 CPABHEHUIO C TAKOBBIMU HE TOJILKO
y IeTeii KOHTPOJILHOW TPYIIIbI, HO U Yy eTei 1-i1 Tpyrimbl
(cM. Tabn. 2). YBennueHne 3TUX napameTpoB CBUIETE/b-
CTBOBAJIO O MEpPEerpy3Ke JEeBOTo KeJyqouka KakK YBeau-
YEeHHBIM 00BEMOM KPOBM, Tak W AaBieHueM. [Ipu saTom
y JeTell C TMPOCTbIM OXMPEHWEM OTHOIICHWE HHAeKca
Macchbl MUOKap/a JIEBOTO XKeJlyJ0ouKa K ero 00beMy, oTpa-
xatoree 3(G(MEeKTUBHOCTb CUCTOJBI, ObLIO paBHO 1,06,

ITapamerp 1-s rpynma (n=41) 2-s rpynna (n=44) Konrposbnas rpymmna

AGIoMUHAIbHOE OXUpeHue, n (%) 4(9,8) 44 (100)*, ** 0
ApTepuaibHOe TUIIepTeH3us, 1 (%) 0 17 (38,6)*, ** 0
JlabubHast apTepuaibHast TUIIepTeH3us, 1 (%) 0 6 (13,6)** 0
CrabuibHasi apTepualibHast runepTeH3ust, # (%) 0 11 (25,0)** 0
HapyienHast ToepaHTHOCTD K TTIoKo3e, 7 (%) 0 5(11,4) 0
WMHnekc maccenl Tena, Kr/m (M=m) 28,9+1,31 30,8+1,42%* 21,01+1,2
OKpY>KHOCTb Tauu, cM (M=m) 78,9+3,4 89,4+3,6%, ** 69,2+2.9
YpoBeHb ITIOKO3bI HATOLIAK, MMOJIb/J (M=) 4,31%+0,21 4,82+0,24 4,18+0,31
OO011Mii X0JIeCTepuH, MMOJIb/I1 M*m 4,11+0,19 4,95+0,25%, ** 4,1+0,22
MoueBas kuciaoTa, MKMOJIb/J (M=%m) 279,3122,1 382,1+20,3%, ** 253,3+15,3
MMMyHOpeakTUBHBII MHCYJIUH, MKea/J1 (M=*m) 10,29+1,23 32,3442, 51%, ** 6,41£0,7
HOMA-IR (M=*m) 1,88%0,19 8,09+0,47*, ** 1,240,18

Ilpumeuanue. Paznuuus nocroepHsl (p<0,05) * — mexnay 1-it u 2-it rpynnamu; ** — mexay 2-il U KOHTPOJIbHOM rpyrirnamu.
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Kosnosa JI.B. u coaem. IameHeHys1 CTPYKTYPHO-(QYHKIIMOHAILHOTO COCTOSTHUSI MHOKAp/Ia M BHYTPUCEPAEYHOM reMOINHAMUKY KaK MapKephl PUCKA. ..

B TO BpeMsl KakK y JeTeil ¢ MeTaboJMYeCKUM CHHIPO-
MOM TipeBbIIaio ero Ha 32,1%, cocraBnsas 1,40. TTpu-
POCT yKa3bIBaJl Ha yBEJMYEHUE MacChl MUOKapaa JIEBOTO
JKEJTyI0UKa MO OTHOIIEHUIO K 00beMY KPOBH, KOTOPBIMA
oH BMelaet. IIporpeccuBHOE yBeJMYEHUE MACChl MUO-
KapJa, KOTopoe ObLIO MAaKCUMAJbHO BBIPAXKEHO y JeTei
C MeTaboJMYECKUM CHHIPOMOM, KaK W3BECTHO, IPO-
HUCXOAUT B pe3yibTaTe paboyeil rMIepTpodru CTEHOK
JIEBOTO XeJyI04YKa, MPUBOIAIICH K U3MEHEHUIO XKeCTKO-
CTU KaMephl 1 (pa30BBIX XapaKTepUCTUK pabOTHI cepalia,
T.e. PEMOIEIMPOBaHWI0O MHOKapaa. TakuM oOpa3oM,
y JeTeil U TOAPOCTKOB C OXHUPEHHMEM IO Mepe HapacTa-
HUSI KJIMHUKO-TOPMOHAIBHO-META00INIECKUX Hapy-
MeHWi (MHCYJIMHOPE3UCTEHTHOCTh, KOMITEHCATOpHAsT
TUTIEPUHCYJIMHEMUSI, apTepuaibHasi TUTIEPTeH3US U Jp.)
OTMEUaJIUCh YBEIMYEHNE KOHEYHOTO TUACTOJNYECKOTO
MHIEKCa, MacChl MMOKap/a JEBOTO XKeIyIo4Ka, CHUKe-
HUE COKPATUTEbHOI CITOCOOHOCTH MMOKAp/a, yBeJInJe-
HUE pa3MepOB KOPHS a0PTHI U JIEBOTO MPEACEPIMSI.
OmHako TIpecTaBIeHHBINM aHAIU3 BHYTPUCEPACYHOM
TeMOJMHAMUKN M OCHOBHBIX (DYHKIIWI cepala y JeTeid
U TIOIPOCTKOB C OKUPEHUEM He TTO3BOJISIET BBISIBUTH OCO-
OCHHOCTH AMACTOJIMYECKOM (DYHKIIUM JIEBOTO JKeJIyIOouKa
1 3aKOHOMEPHOCTH €TO PeMOAeTIUpOBaHus. sl OLleHKU
XapakTepa CTPYKTYPHOTO pEMOJIETUPOBAHUS JIEBOTO
KeTyIouKa, Hapsily ¢ HMHIEKCOM Macchl MMOKapja,
BaXXHO YYUTHIBATh TAKXKE OTHOCUTEbHYIO TOJIINHY MUO-

Kapja, XapakTepu3ylollylo (opMy JIEBOrO KeJyaodyKa.
ITo maHHBIM JHUTEpaTyphl, HE3aBUCHUMO OT apTepyasib-
HOTO JaBJIeHUs W BO3pacTa, OXHMPEHUE YBEIUYMBACT
pucK (opMHUPOBAHUST TUMEPTPOMUU JIEBOTO KEIYyIOYKa
U CTPYKTYPHBIX U3MEHEHUI 110 TUITY KOHLIEHTPUYECKOTO
pPEMOJCIMPOBAHUS UM  KOHIEHTPUYECKOW THUIEPTPO-
¢um [7]. U neiicTBUTENIBHO, COTJIACHO JaHHBIM Ta0I. 2,
OTHOCUTEJIbHAs TOJIIMHA MUOKapaa y AeTeil ¢ MeTabo-
JIMYECKUM CHHIPOMOM ObLIa JOCTOBEPHO OOJIbIIIE, YeM
y IeTel ¢ TPOCTBIM OKUPEHUEM, YTO OTPaKaIo YCUIICHUE
MPOLIECCOB PEMOJIETUPOBAHUS JICBOTO KTy I0UKa.
PesynbraThl aHanm3a 4YacTOTHl BBHISIBJICHUS pas-
HBIX TUIIOB PEMOJCIUPOBAHUS JIEBOTO KeJIyaouKa
MpY OXUPEHUM y JeTei IMoKa3ajlk, 4YTO HopMajbHas
reoOMeTpUsT MMeeTCsl y OOJBIIMHCTBA OOCIeA0BAHHBIX
mereit. Ilpu 3TomM y nmeTeil ¢ MeTabOJMYECKUM CHH-
IpoMoM B 27,3% ciiydaeB perucTpUpOBaIUCh pa3iny-
HbI€ BapUaHTHI peMOIEIMPOBAHUS JIEBOTO XeJIyI04Ka,
YTO JOCTOBEPHO Yallle, YeM Y IIeTei C MPOCTBIM OXHMPE-
HUEeM: KOHILIEHTpUUecKoe pemonennpoBanue (13,63%),
aKCIeHTpUuYecKkoe pemopenupoBanue (9,09%) u KoH-
HeHTpudeckas rtuneptpodpus (4,54%). Ilpu cpaB-
HEHUU CTPYKTYPbl BapMaHTOB PEMOIEIUPOBAHUS
JIEBOTO XeJIyIo4yKa y 00clieOBaHHBIX IETei BHISIBICHO,
YTO KOHIEHTpUYECKass THUIepTpOodus perucTpupo-
BaJlaCh TOJILKO y MAallMEHTOB 2-i Tpynibl. M3BecTHO,
YTO JaHHBIN BApUAHT PEMOJETUPOBAHUS JIEBOTO XKeJIy-

Tabauya 2. lomiepaxokapauorpadudecKie napamMeTpal y JAeTei ¢ 02KHpeHrneM, MeTa00IMIecKUM CHHIPOMOM 1 KOHTPOJIbHOI IPYIIIbI
Table 2. Doppler echocardiographic parameters in obese children with metabolic syndrome and the control group

ITapamerp (M=m) Ipynna
1-a (n=41) 2-51 (n=44) KoHTposbHas (n=10)
MMILX, r 106,74+6,41** 168,91 11,12%, ** 79,217,01
UMMILK, r/m? 61,26x5,66 94,44+8,73%*, ** 51,42+7,37
KW, mi/m> 63,48+2,03** 72,16£2,60%, ** 54,05£36,16
KCHU, m/m? 22,79%0,81 28,1910,78%*, ** 20,00=£0,66
JIT, MM 27,8%+1,87 29,910,89%, ** 26,1t1,44
AO, MM 22,9%+1,79 25,4%1,18%, ** 21,6x1,46
DU, % 35,4%1,48 33,241,04%, ** 37,9£1,53
OB, % 67,20£1,23 61,07£1,85%, ** 71,17£2,64
T3CJIXK, mm 7,1210,23 10,90£2,18%*, ** 5,91%£1,16
MXIT, mm 5,81£0,19 6,52+0,19 6,01£0,11
OTM, mm 0,23%0,008 0,31£0,04*, ** 0,21%0,07
NUMMX/V (JIX), r/mn-m? 1,06%0,04 1,400, 14*, ** 0,97£0,16
E/A 1,2810,03** 1,5240,02%, ** 1,3910,04
BUBP, mc 88,31+2,71** 76,7£1,80%, ** 68,7t1,41

Ilpumeuarnue. MMJIZK — macca muokapaa jesoro xenynouka; UMMIIZK — uHaekc Macchl MUoKapaa Jiesoro kenynouka; KW — ko-
HeuHbIl auactoianyeckuit nHaeke; KCU — koHeuHslit cucronnueckuii uuaekc; JIIN — nesoe npencepane; AO — aopra; DU — dpakiust
usrHaHust; @B — dpakuust Beiopoca; T3CJK — rtoiiuHa 3aaHeil cTeHKH JieBoro xeymnouka; M2KIT MexskeaynoukoBasi eperopojika;
OTM — oTtHocuTenbHasT ToammMHa Muokapaa; UMMITK/V (JIXK) — oTHolieHre WHAEKCa MUOKapa JIEBOTO KeTyIouKa K 00beMy JIEBOTO
xenynouka; E/A — oTHollleHne MaKCUMalbHON CKOPOCTH MOTOKa KPOBHU B (hasdy OBICTPOrO HAMOMHEHUsT K MAKCUMAJIbHON CKOPOCTU MOTO-
Ka B cucroy npencepauii; BUBP — Bpemst nzoBosiomerpuueckoro pacciabienus. Paznuuus mexny napamerpamu goctosepHsl (p<0,05)

* — KOHTPOJIbHOM Tpyniibl U 1-if u 2-if rpynm; ** — 1-it u 2-i1 rpymi.
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JIloyka HanbOosiee HeOJIaronmpUsITeH U COMPOBOXIACTCS
yXyIILIEHUEeM MoKa3aTejeil IMacToJIMIeCKOro pacciao-
sneHusi. Haubosiee BbhIpaxkeHHbIC HAPYILIEHUS] CUCTOJIM -
yeckoi (pyHKIIMM MMOKap/a JEBOTO Xeayaouka TakxKe
OTMEYaJIuCh y JieTeil ¢ MeTabOoJIMIECKUM CUHIPOMOM.
OOpamaeT BHUMaHUE, YTO HAaUMeHee O0J1aronpusTHBIN
PECTPUKTUBHBIN TUIl AUACTOJUYECKON NUCHYHKIUU,
XapaKTePU3YIOIIMICS 3HAUYUTEJbHBIM YBEJIMUYEHUEM
nokasareynsi E/A W yMmeHbllIeHMEeM BpEeMEHU HM30BO-
JIIOMETPUYECKOTO pacciabiieHusi, PperucTpupoBajcs
TOJIbKO Y JIeTell ¢ MeTabOoJIMYECKUM CUHIPOMOM (CM.
Tabi. 2; Tada. 3).

B 10 ke BpeMsi y 14,6% neTeil ¢ IpOCTHIM OXKUPEHUEM
oTMeYajach HapylleHHas (3aMelJIeHHas) pelakcalus
JIEBOTO KeJylo4yKa, CBUIETEILCTBYIOIIAS O HayaJbHBIX
MPOSIBJICHUSIX AUacTonmyeckoil muchynkumu. Cremyer
OTMETUTb, 4TO (DYHKIMOHATbHBIE W3MEHEHHUS JIEBOTO
JKeJTyZIouKa OIepexand ero CTPYKTYpHbIe W3MEHEHUS,
T.e. TPOILECChl pemojaeaupoBaHus. Tak, CHUCTOIUYE-
ckas auchyHKIMS JIGBOTO Kelynodka Oblla BbIsSBICHA
y 43,8% nereii 2-ii TPYIIBI, UMEIOIIUX HOPMAJTbHYIO
reoMeTpuio Xxenynouka. [1pu aTom Hambosiee BbIpaxkeH-
HbI€ CTPYKTYpPHO-(YHKIIMOHAIbHbIE U3MEHEHUS cepilia
(PECTPUKTUBHBIA TUIT IMACTOJMYECKON AUCHYHKIUU
U KOHLEHTpUUYECKasl TUIepTpodust JEBOro Xeayaouka)
PErUCTPUPOBATIUCH Y ETeN C METa0OJIMYECKUM CUHIPO-
MOM U apTepUaIbHON TUTIEPTEH3NUEN.

ITpoBeneHHbII KOPPENSILIMOHHBIA aHAIU3 MEXIy
nHaekcom HOMA-IR wu sxokapauorpaduyeckumu
MokKasaTesiMU  BBISIBWI  CJIEAYIOIIME  B3aUMOCBSI3U:
y IeTeii C MPOCTHIM OXKMPEHHUEM PErucTpupoBaiach dosee
TeCHasi KOppeJsilusl MeXIy MacCoil MMOKap/a U UHIEK-
COM Macchl MUOKap/a JIEBOTO XeJIyl10uka, ¢ OAHON CTO-
poHbl, u1 uHaekcoM HOMA-IR, ¢ apyroii, mo cpaBHe-

OPUINHAJIbBHbBIE CTATbU

HUIO C aHAJIOTMYHBIMM TIOKa3aTeJIIMU B TPYIIe AeTei
¢ MertaboamyeckuMm cuHapoMoM. [lpu sTOM y mderei
¢ oxupeHuem (Tabi. 4) nmpociexuBanach TakxKe mpsiMast
koppensuust mexxny HOMA-IR u napamerpamu, xapak-
TEPUBYIOIIUMU  COKPATUTENIBHYIO CIIOCOOHOCTh MMO-
Kapna (pakuust BEIOpoca, KOHEYHBIN TUACTOJIMYECKUIA
UM KOHEUHBIN CUCTOJMYECKUI UHIEKCHI), a TAKXKe MEXIY
MHAEKCOM MacChl MUOKap/a JEBOTO Xeaynouka u dhpak-
umeit Beiopoca (r=0,36; p<0,05).

IMonyyeHHBIE pe3yJbTaThl MOXHO OOBSICHUTH HaJIH-
YyleM KapIUOIPOTEeKTOPHOro 3¢ deKkra MHCyInHa (KOM-
MeHcaTopHasl TUIEPUHCYJIMHEeMUsT Ha (oHe Havaia
GopMHUPOBaHUS MHCYJTUHOPE3UCTEHTHOCTH), O YEM CBU-
JeTeIbCTBOBasIA Tipsimast KoppeJssiius mexay HOMA-IR/
WMMYHOPEAKTUBHBIM WHCYJIMHOM M WHICKCOM MAacChI
MHOKap/ia JIEBOTO XeTyJ0UKa.

006cyxpaeHue

OTCyTCTBUE JOCTOBEPHON KOPPEJSIIMA MEXIY MOKa-
3aTesieM, XapaKTepu3ylolUIuM CUCTOJUYECKYIO (DYHKIMIO
JieBoro xejynouka (¢pakuusi Beiopoca), 1 HOMA-IR,
a TakXke MEXAYy WHIEKCOM MacChl MMOKapla JIEBOTO
Keaynouka v dpakuuMu BbiOpoca y JeTeidl ¢ MeTtadosu-
YEeCKMM CHHJPOMOM MOXHO OOBSICHUTh HECKOJIbKUMU
npuunHamMu. C ONHON CTOPOHbBI, Y OTHEIbHBIX [ETei
2-ii Tpymmbl cucronuyeckass (YHKIMSI JIEBOTO Xey-
JlouKka Oblja ellle He HapylleHa 3a CYeT KOMIIEHCATOp-
HOTO YBEJMYEHUS MacChl MUOKapja IpU HapacTaHWUU
KOMITEHCATOPHOU TUIEPUHCYJIMHEMUU, A C OPYyrol —
Yy HEKOTOPbIX JeTell Ha (pOHE IIUTETBHOTO COXpaHEHUs
WHCYJIWHOPE3UCTEHTHOCTU  PETUCTPUPOBAIUCH  JHC-
TpodUyeckrue W3MEHEHUsI MMOKapja, COMPOBOXIAIO-
1IMecsl CHUXKEHUEM ero cUcTonmuyeckoi pyHKuuu. Tak,
MUOKapIMOAUCTpO(Usi, TIOATBEpXACHHAs  pe3yJibTa-

Tllﬁ/llﬂ(a 3. YacToTa BbisIBJIeHHS Pa3JIMYHbIX BADUAHTOB JIHACTOIMYECKOI Ill/lC(byHKlll/ll/l JICBOI'O 2KeJIy104Ka y nereii ¢ OZKHpPEHUEM

H META00IMYECKUM CHUHAPOMOM

Table 3. Frequency of occurrence of various variants of left ventricular diastolic dysfunction in children with obesity and metabolic

syndrome
BapuanT mmactomyeckoii AnchyHKIMN JeBOro KeJayaouka, 7 (%)
a
Ly OTCYTCTBYET LE LSRR CCIRY PECTPUKTUBHBINA THII
penakcanus
1-g (n=41) 35 (85.,4) 6 (14,6)* 0*
2-5 (n=44) 18 (40,9) 20 (45,5) 6 (13,6)

IIpumeuanue. JJ1 — nuactonmueckast TUChYHKIS; *— TOCTOBEpHBIC pas3iudust Mexmy 1-it u 2-it rpynmamu (p<0,05).

Tabauya 4. Koppelsimuun MexIy 3XoKapauorpadguaecKuMm napaMmerpamMu u nokasarensvu naaekca HOMA-IR
Table 4. The correlation between echocardiographic parameters and indicators of the HOMA-IR index

HOMA-IR
Ipynna MMJLXK NMMJLK OB
1-51 (n=41) 0,33 0,35 0,31
2-9 (n=44) 0,23 0,27 =

Koaddunuent koppeasuuu (r; p<0,05)

MEKIT K1 KCcH T3CJLK
—0,66 0,56 0,76 —0,65
0,29 = = 0,28

Tpumeuanue. MMJILK — macca Mmuokapna neBoro xemnynouka; MMMJLK — nunnexkc maccbl MuoKapa JeBoro xenynouka; @B — dpakiius Bbi-
6poca; MKII — mexckenynoukosast neperoponka; KW — xoneunstit tnacronnueckuii uHneke; KCU — KoHeYHbIi CUCTONMYECKUI UHIEKC;

T3CJIK— TonurHa 3aaHeit CTEHKU JIEBOTO XKeJIyI0uKa.
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Kosnosa JI.B. u coaem. IameHeHys1 CTPYKTYPHO-(QYHKIIMOHAILHOTO COCTOSTHUSI MHOKAp/Ia M BHYTPUCEPAEYHOM reMOINHAMUKY KaK MapKephl PUCKA. ..

TaMM 3XOKapauorpaduyecKoro McClieJoBaHus, y AeTel
C MeTaboJIMYEeCKUM CHHAPOMOM pEerMCTPpUpOBAIach
B 2,79 paza vauie (p<0,05), yem y mereil ¢ HEOCTOXHEH-
HBIM OXKUPEHUEM.

AHanu3 pe3ybTaToB  MCCICIOBaHUSI, XapaKTepH-
3YIOIIETO  CTPYKTYPHO-(DYHKIIMOHAJTBLHOE  COCTOSTHHE
cepala, mokasai, uto y 59,1% neteit ¢ MeTabOJIMIECKUM
CUHIPOMOM PETUCTPUPOBAIACh TUACTOJIMYECKAsl JUC-
GYHKLMS JIEBOTO Keaynouka, 9to B 4,01 pa3za gaie, yeM
JIeTeil ¢ MPOCTBIM oxupeHuneMmM. HeoOXxommmMo OTMETUTD,
yto B 13,6% cityyaeB y neTeit ¢ MeTabOJIMYECKUM CUHAPO-
MOM JIMarHOCTUPOBAJICSI HAMMeHee OJIaroNpusITHBIN Bapy-
aHT JUACTOJIMYECKOM TUCHOYHKIIMU — PECTPUKTUBHBIN.

IMpusHak peMomeIMpPOBAaHUS JIEBOTO KEIydo4YKa
ObLTU BBISIBIIEHBI Y 27,35% neteit ¢ MeTabOIMIECKIUM CHH-
npomoM. [Tpu aTom auacronmyeckast IMCHYHKIINS JTEBOTO
JKeJlylouka Obula HamOoJjiee paHHUM KPUTEpUEeM CTpPYK-
TypHO-(YHKIMOHAJIBHBIX M3MEHEHUI cepaua y aetei
¢ MeTaboJMYeCKUM CHUHIPOMOM U PErucTprupoBajach
y 43,8% neteit ¢ HOpMaJIbHOM T'eOMETPUEN JIEBOTO XKeJTy-
nouka. Y 95,1% nerteil ¢ MpPOCTBHIM OXUPEHHEM OIpe-
JIeNIsIach HOpPMaJibHasi TEOMETPHS JIEBOTO KEJTYIOYKa.
DTO TMO3BOJIWIO HaM TIPEANOJIOXUTh, YTO WHCYJIUHE-
MHUSI TIPM COXPAaHEHHOW YYBCTBUTEJIBLHOCTH K WMHCYJIUHY
BBITIOJTHSIIA HA HAYAJTbHBIX CTaIUSIX 3aIIUTHYIO POJIb.

3aciykuBaeT BHMMaHMS M TO, YTO y psiAa AeTeid
MpU OXMPEHUU YBEJIMYEHUE MacChl MMOKapia JIEBOTO
JKEJTyI0UKa COMPOBOXKIAIOCH YCUJIEHUEM COKpaTH-
TEJIbHON CIIOCOOHOCTM MHOKapaa 0e3 HapacTaHWUsI e€ro
OTHOCUTEJIbHOM TONIIMHBL. Y JeTeil ¢ MeTabOIMUeCKUM
CUHIPOMOM KOMIIEHCATOpHAsI XpOHMYECKas THIe-
PUHCYJIMHEMUsI, pa3BUBIIAsCI Ha (DOHE MHCYJIUHOpPE-
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KoMmniekcHas AMarHOCTHKA apTepuaIbHOM THNEePTEH3MH Y IOHbIX ATJIETOB Pa3JIMYHOM
CIIOPTUBHOM CIIeNMAIM3ANMA
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Comprehensive diagnosis of arterial hypertension in athletes specializing in various sports

L.A. Balykova', S.0. Klyuchnikov?, S.A. Ivyansky', A.A. Shirokova’, O.M. SoldatoV’,
Yu.0. Soldatov’, A.V. Samarin’, N.A. Ashirova?, R.A. Bespalov'
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B 10 BpeMs KaK JUisi B3POCJIBIX CIIOPTCMEHOB MOBbILIEHNE APTEPUATLHOIO JABJIEHHUS CIYKHT OJHOW M3 OCHOBHBIX MPUYHMH OTBOJIA
OT 3aHATHIA CIIOPTOM 110 MEIMIMHCKAM IOKA3AHUSM, IS JIeTeil 3TOT BONMPOC TOJIbKO M3ydaercs. PacnpocTpaneHHOCTh, (hakTOpBI
PHCKA Pa3BUTHS APTEPUATBHOI THIEPTEH3UH M IIOPAXKEHHE OPraHOB-MHUIIEHEll B MOMYISIMI MOJIOAbIX (MoJioxke 18 jieT) cioprcMeHoB
Pa3JIMYHOI CHIOPTHBHOM CIENMAIM3AIMN U YPOBHS MACTEPCTBA He ONpe/esIeHbL.

Ieab nanHoii paGoOTHI COCTOSAIA B OIEHKE PACHPOCTPAHEHHOCTH APTEPHAIBHON TMIEPTEH3NH CPeaH BHICOKO TPEHHPOBAHHBIX
MOJIO/IBIX CIIOPTCMEHOB. YCTAHOBJIEHO, YTO B MOMYJISIUH CIIOPTCMEHOB YPOBEHb aPTEPUATBLHOIO JABJEHHs, A TAKKe MapKepbl
MACKHPOBAHHON apTEPUAIbHON THIEPTEH3NH BapbUPYIOT B IMMPOKUX Npexeax, B 3aBHCMMOCTH OT COC00a AMATHOCTHKH,
CIOPTHBHOM CienMaau3anun 1 npodeccuonanbHoro craxka (0—23%), u npeacTaBjieHbl B OCHOBHOM Y IOHBIX ATIETOB, 3aHATHIX
B HIPOBBIX BHIAX CIOPTA.

Karouesvie caosa: demu, 8bicOKOKAACCHbIE CHOPMCMEHDBL, APMEPUANbHAS 2UNePMEH3Us, CPeCcC-Mecmupoganue, sunepmpous Muo-
Kapoa, cepdeuro-cocyoucmas adanmayusi.

Ansa umtupoBarnus: bansikosa J1.A., KmoyHukos C.O., UssiHckuii C.A., LLinpokosa A.A., Congartos O.M., Congaros F0.0., CamapuH A.B.,
AwwmpoBa H.A., becrnianos P.A. KomnnekcHasi anarHoCTvka apTepuanbHON rmnepTeH3nn Y I0HbIX aT/1IeTOB pa3/indHoOM CropTUBHOWV creunanmnia-
ummn. Poc BecTH nepuHaton n neamatp 2022; 67:(3): 73-80. DOI: 10.21508/1027-4065-2022-67-3-73-80

While for adult athletes, increasing blood pressure is one of the main reasons for withdrawing from sports for medical reasons,
for children this issue is only being studied. Prevalence, risk factors for arterial hypertension and target organ involvement in young
(under 18 years old) athletes’ population of different sports specialization and skill levels have not yet been determined.

The purpose of this work was an attempt to determine the arterial hypertension prevalence depending on sports affiliation
among highly trained young athletes. It was determined that in athletes the blood pressure’s level, as well as some markers
of hidden hypertension, vary significantly (0—23%) depending on diagnostics method, sports specialization, and professional
experience.

Key words: Children, high-class athletes, arterial hypertension, stress testing, myocardial hypertrophy, cardiovascular adaptation.
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B3aI/IMOCBH3b (pm3nyeckoil Harpy3Kyd M TOBBIILICHUS
apTepuaibHoro aasieHusi (AJl) u3BecTHa HABHO.
XOopoI1o UM3y4eHO HEeraTMBHOE BJIMSIHME CUJIOBBIX
Harpy3ok Ha Mopdoioruio (KOHLUEHTPUUECKOEe M BKC-
LIEHTPUYECKOE PEMONEIUPOBAHME) MUOKaApAa U COCY-
JIUCTOM CTEHKU C TTOBBIIIEHUEM €€ KECTKOCTH U YPOBHS
Al [1, 2]. OgHako, y4uTbhIBasi, YTO BHICOKOMHTEHCUB-
Hble TPEHUPOBKU Ha BBIHOCIMBOCTH TaKXKe IPUBOISAT
K peMOJCJIMPOBAaHUIO MUOKapIa C TMOBBIIIEHUEM €ro
JKECTKOCTH, a MUKOBbIE mombemMbl A/l criocoOCTBYIOT
(bopmupoBaHuio OUCGHYHKUIMU DHIOTETUS, MOXHO
MPEINOJOXUTh HaJTWUME TaTOJOTUUECKUX TEepPecTpoeK
CepIeUYHO-COCYANCTON CUCTEMBI, TIPUBOISIINX K apTe-
pUAbHOM TUTIEPTEH3UM U Y JIWL, 3aHATBIX HUKINYE-
CKMMH ¥ UTPOBBIMU BUAaMu criopTa [3].

OgHako MHEHMST CHELUaJTUCTOB B OTHOIICHUU
pacrpoCTpaHEHHOCTU apTepuaJbHON TUMEPTEH3UU
B IMOTMYJISIIUM HECOBEPIICHHOJETHUX aTJIETOB HEMHO-
TOYMCJICHHBI U HEOJHO3HAYHBI, BEPOSITHO, BCIICICTBUE
MHOXeCTBa crnenuuyeckux (HakTOpOB, OMpenessio-
IUX YpOBeHb cucTeMHOro A/l (cmopTuBHas crienma-
JIN3alnsI, PEKUM TPEHUPOBOYHBIX HATPy30K, OpTraHU-
3allMM TPEHUPOBOYHOTO Tpoluecca u T.4.). Kpome Toro,
pacrpoCTpaHEHHOCTh apTepPUaJIbHONW  TUMEPTeH3UU
Y MOJIOJIBIX aTJIETOB, KaK U B O0LIEH MOIMYISUun AeTei
U MOAPOCTKOB, 3HAYMUTEIBHO BapbUpPyeT B 3aBUCUMO-
CTH OT crocoba ee BBIIBJICHUS U KPUTEPUEB THATHO-
cTuku [4—6].

B cBsi3u ¢ 3TMM OlleHKa pacrpoCTpaHEHHOCTU apTe-
pUaTbHON TUMEPTEH3UU Cpeau JAeTeld M ITOAPOCTKOB,
MPUBJICYCHHBIX K PETYISIPHBIM WHTEHCUBHBIM (U3HNUe-
CKUM Harpy3kaM C pa3IMdyHbIM CTaXXeM U CITOPTHBHOM
MPUHAIJIEXKHOCTBIO, TIPEACTaBIsIeT BeChbMa 3HAYMMBINA
MPaKTAYECKUI UHTEPEC.

XapakTtepuctuka getein U MeToabl UCCrefoBaHUs

B uccnenoBanue BkioueHbl 80 IOHBIX aTJIETOB
10—16 net (14,6+2.4 roga), cpeay KOTOPbIX 59 1OHOIIEH,
HaXONSIIIMXCSl Ha OKOHYAaHWM 3Tara COBEpIIeHCTBOBA-
HUs CITOPTMBHOTO MacTepCTBa, a TakXe B IpeBepUn
3Tana BbICIIETO CHOPTUBHOTO MAacTepCTBa, PEryJSIpHO
TpeHupyloluxcs He MeHee 9 u B Henemo. McciaenoBanue
MPOBEIECHO B MEPUOJ MEXIY COPEBHOBAHUSIMM, B Teue-
Hue 6a30BOTO LIUKJIA MOATOTOBKM CIIOPTCMEHOB.

B cootBeTcTBUM C LeNbIO HUCCaenOoBaHUS chOpMU-
pPOBaHO 3 TpyMIlbl CIOPTCMEHOB C YY€TOM CITOPTUBHOM
crienMann3aiu, Haxo[sIIMXCs Ha 3Tarax COBEpIIeH-
CTBOBaHMUSI CIIOPTMBHOIO MAacTepCTBa, a TaKXe BbIC-
1Iero CNOpTUBHOrO MacTepcTBa. B 1-10 rpynny Bouuiu
39 mpexacrtaBuTesield UTPOBBIX BUAOB CIOpTa (XOKKEi)
CO CpelHel IIuTeNbHOCThIO 3aHsATuil 7,7%1,74 rona.
Bo 2-10 rpynny BkitoueHsl 20 TpeacTaBUTENCH CIIOX-
HO-KOOPJAMHALIMOHHBIX BUIOB CIIOPTa, 3aHUMAIOIIIUXCS
B cpenHeM 5,6%1,19 roma. B 3-10 rpynmny oObeIUHUIN
20 pereii, 3aHMMAKIIMXCS UMKIMYECKUMU BUIAMU
criopTa (JbDXKHBIE TOHKW/OWUATIOH) C IJIUTEIbHOCTHIO
3angatuit 8,4*1,83 roma. KoHTpoJbHYIO TpyHITy cocTa-

OPUINHAJIbBHbBIE CTATbU

B 100 mpakTHYecKW 3IOPOBBIX HETPEHUPOBAHHBIX
TTOAPOCTKOB aHAJIOTUIHOTO TT0JTa U BO3pacTa.

«OducHoe» msmepenre A/l MPOBOAMIM ayCKYJTbTa-
TUBHBIM METOIOM, TIPU WMHTEPIpPETALUM PE3yIbTaTOB
HCTIOJb30BaIN ACHCTBYIOIINE KIMHUYECKIE PEKOMEHIa-
LIMU TI0 AMATHOCTHKE, JICUCHHUIO W MPOMUIaKTHUKE apTe-
pUATbHON TUTIEPTEH3UU y JeTel U TOAPOCTKOB, OIpe-
Nessiss apTepUalbHYIO0 THIIEPTEH3UI0 KaK TPEeBBIIICHUE
3HauYeHU 95-TO TepLEeHTUIs [JIs1 COOTBETCTBYIOIIETO
Bo3pacTa, moyia u pocta [7]. Daekrpokapauorpaduio
ocyiectsisiin ¢ nomonipto anmnapata SCHILLER AT-1
M0 CTAaHIAPTHON METOIMKE C TPAKTOBKOI BBISIBIEHHBIX
OTKJIOHEHMI comtacHO MeXnyHapoIHbIM pPEKOMEH-
JalMsIM T10 MHTEPIpeTalru  3JIEKTPOKAPIAUOTpaMMBbl
y aTyeToB [8].

DxoKapauorpacduio BBIMOJHSJIA Ha YJIbTPa3BYKO-
BoMm ckaHepe Toshiba Applio 400 ¢ 11BeTOBBIM AOTITLIE-
POBCKMM KapTUpoOBaHUEeM. Pe3ynbraThl OlLEHUBAIU
IO UEHTWIbHBIM TabJuIIaM B COOTBETCTBMU C BO3pac-
TOM U Maccoii Tena pedbeHka. Kpurepuem runeprpodun
MMOKAapJa JIEBOTO XeJydouyka CUYMTAIU WMHIEKC MaccChl
Muokapaa >110 r/m? y Manbuukos u >70 r/M?y JeBOYEK.
CyrouHoe moHutopupoBaHue A/l (CMA]JI) npoBoauiun
IO CTAaHIAPTHOM METOAMKE Ha ammapaTHO-TPOrpaMM-
HoM Komruiekce «KapamorexHuka-04 AJl» ¢ amarHo-
CTUKOI apTepHalbHON TUMEPTEH3UU 1O LEHTUIbHBIM
Tabauuam s 24-yacoBoro MoHuUTOpupoBaHus All,
OLIEHKY IMapaMeTpOB BJACTUYHOCTU TepudepuIeCcKux
COCYJOB — C MOMOUIbIO IMArHOCTUYECKOTO KOMILIEKCa
«AnrnoCkan» (Poccust).

CraTuctuueckyro oOpabOTKYy TOJYYeHHbBIX JaHHBIX
MPOBOJMJIN C IIOMOIIIBIO ITaKeTa porpamm Statistica v.6.0
(StatSoft Inc., CIHA). OnucaHue KOJIMYECTBEHHBIX
MPU3HAKOB BBHITIOJIHEHO C TTOMOIIBIO CpeaHei apud-
MeTtudeckoil (M), craHmapTHOU OMMOKU cpeaHeit (m).
CpaBHUTEIBHBIA aHAM3 KOJMWYECTBEHHBIX TIEpEeMEH-
HBIX TIPOM3BEACH MpU Tomolnu Kputepust ¢ CTbloIeHTa
JIJIST 3aBUCUMBIX M HE3aBUCUMBIX BBIOOPOK ITPU HOPMaJTh-
HOM pacripeieJIeHUM TpHU3HaKa; Uil BHIOOPOK C HEW3-
BECTHBIM/HEHOPMAJIbHBIM  paclipelieiIeHUueM  TIpuMe-
HSUTM TIapHBI Kputepuii BuikokcoHa. KauecTBeHHBIE
MoKa3aTeIn TIpeICcTaBlIeHbl B BUIE aOCOJNIOTHBIX YHMCEI
u pomu (B %) OT OOIIero 4ucia B BBIOOPKE B IIEIOM
W B COOTBETCTBYIOLIEH TPYITIe/TIOATPYIIIe; IJIsT CpaB-
HEHUsI KaYeCTBEHHBIX MEPEMEHHBIX UCITOIb30BaHbl KPU-
Tepuit x> TlupcoHa u TouHblil Kputepuit Puiiepa. Pas-
JINYUS CYUTAIM CTATUCTUIECKU 3HaYMMbIMU Tipu p<0,05.
JI7sT ycTaHOBJICHUSI 3aBUCHMOCTH MEXAY IpU3HaKaMu
MPUMEHSITA  KOPPEJSIIMOHHBIN aHau3 C MCIOJIb30Ba-
HUEM KPUTEPUST IMHEHOM Koppensiuun [TupcoHa.

CraTbsl TIOATOTOBJIEHAa B paMKaX COCTAaBHOM YacTu
TPUKITATHON  HayIHO-UCCIIEMOBATEIBCKON  pabOThHI
«HayuHo-MeTtonmnyeckoe  0OOCHOBaHME  KOMIUIEKC-
HOI TporpaMMbl paHHEN IWAarHOCTUKHU apTepuaiib-
HOM TUINEPTEH3UM Yy CIIOPTCMEHOB A0 18 JeT, ujieHOB
CIMIOPTUBHBIX CcOOpHBIX KoMaHa Poccuiickoit Dene-
pauun» (mmbp Tembl: «lunepreH3us-21», Koa TeMBbl:
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67.003.21.800), BeIMONHEHHON coBMecTHO ¢ DPIBY
GOHKIOCM ®MBA Poccum mo TrocyaapCTBEHHOMY
3agaHuio Ha 2021-2023 rr.

Pe3ynbraTthbl

IIpu oneHke ypoBHs «odurcHoro» A/l He BBISIBICHO
CTaTUCTUYECKHN 3HAYMMBIX Pa3TUIUN MEXIy TPYIITaMu.
OnmHaKoO TIPEACTaBUTENN 3-i TPYMIIBI IEMOHCTPUPOBAIN
HauMmeHblMit (p<0,05) ypoBeHb AMACTOJIUYECKOTO apTe-
PUATLHOTO JaBJICHUS TIPY OOBEKTUBHOM OOCIICIOBAHUMU.
OneHka ypoBHsI cucteMHOro AJl ¢ WCITONb30BaHUEM
TAOJIWI] IIEHTWJIBHOTO PACIIPEC/ICHUsT I COOTBETCTBY-
IOLLEro MoJia, BO3pacTa M PoOCTa OTYETIMBO MPOIEMOH-
crpupoBasia 3ameTHyto (p<0,05) pasHuUIly MeXmy npei-
CTaBUTENISIMA WTPOBBIX BUIOB CIIOPTa U OCTAIBHBIMU
crioprcMeHamMu  (puc. 1). MIMEHHO XOKKEMCThbl IE€MOH-
CTpUpOBaJIM Ha TiepBUYHOM Tipueme B 10 u 2,97% ciy-

yaeB TMOBbIIIeHUE AJl, COOTBETCTBYIOIIEE BBICOKOMY
HOpMabHOMY A/l M apTepuaibHOM TuItepTeH3un |- cre-
TIEHU, TOTHA KaK B APYTUX TPYIMIax B XOIe YIIIYOJICHHOTO
MEIUIIMHCKOTO O0CTIeNOBaHUS apTepuaibHas TUTICPTCH-
3us He BoIsiBNeHa (p<0,05). bonee Toro, y cnoprcMeHOB
1-i1 Tpymmel ToBBITIIeHNE Al 0TMEUYaTOCh CTATUCTUICCKU
3HAYMMO yYallle, YeM B KOHTpoJibHOI (p<0,05).

IMpu n3yyeHnn HakTOpoB, OMPEACTSIONINX YPOBEHD
Al (puc. 2), ycTaHOBJIEHO, YTO TOMHUMO POCTa HAa HETO
TaKkKe OKAa3blBATM BIWSHUC JUTUTCIBHOCTD 3aHSITHUS
CIIOPTOM W CIIOPTUBHAs crnenuanu3anusd. [lpu 3tom
JOCTATOYHO YCTOWMYMBAsl CBSI3b MeEXIy YpoBHeM A]l
U JJIMTEIbHOCTBIO CITIOPTUBHBIX 3aHATUH (r=0,47) oTMe-
Yayiach y IpeACTaBUTENICH NTPOBBIX BUIOB CIIOPTA.

TTockonbky y 30—40% moapoCcTKOB MMeeTCsT N30bITOY -
Hasl peakiysi apTepualbHOrO JaBjieHMsl Ha Oecely ¢ Bpa-
YOM («TUIEPTOHUsI Oesioro xajiarta»), OAHUM K3 OCHOB-

B CA/L, nepueHTUb

m JALL, nepueHTUlb

100 #
80
#
60
*
40
20
0
1-9 rpynna 2-a rpynna 3-a rpynna 4-qa rpynna

Puc. 1. YpoBeHb CHCTEMHOTO APTEPHATBLHOTO JAABJIEHHU 110 PE3Y/IbTATaM KIHHHYECKOro 00C/1e10BAHMS.

CAJl — cucronmyeckoe aprepuaiibHoe nasienne; JIAJl — nuacronnmyeckoe aprepuaibHoe qasienne. OTIMYMSA COOTBETCTBYIONINX
nokasareJeii craTucTudecku 3Hauumsl (p<0,05): * — 2-ii u 3-it rpynmn, # — rpyninsl KOHTPOJIs.

Fig. 1. Systemic blood pressure level of based on clinical examination results).
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Puc. 2. YpoBeHb B3aMMOCBSI31 HEKOTOPBIX (DaKTOPOB U cucTeMHOro AJl B 00C/ieyeMbIX Ipynnax.
OTIMYHs OT COOTBETCTBYIOIIMX MOKa3aTeieil craTucTuieck 3Haunmbl (p<0,05): * — rpynnbl Koutpoas, # — 2-ii u 3-i rpymm.
Fig. 2. The level of relationship between some factors and systemic blood pressure in the surveyed groups.
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HBIX METOIOB JMAarHOCTUKU apTepuabHOM TUIIEPTEH3UH,
PEKOMEHIOBAHHBIM TSI UCKJTFOUEHUS JAHHOTO (DeHOMeHa
y CIIOPTCMEHOB, CJIYXUT CYTOYHOE MOHUTOPHUPOBAHUE
AJl [9]. OcHOBHBIE pe3yJIbTaTbl CYTOYHOTO MOHUTOPUPO-
BaHust Al y 06cIe10BaHHBIX HAMU aTJIETOB MTPEACTABICHBI
B Tabu1. 1. YcTaHOBJIEHO, UTO cpeaHue ypoBHU AJl, a TakxKe
MakcuMaJlbHOe cucToinueckoe AJl, MHIEKC TUIepTeH-
3UM, BapuabeIbHOCTh cuctoimdeckoro AJl, cpemHee
cucroianieckoe AJl HOUBIO, CYyTOYHBIN MHIEKC CHCTOJIM-
yeckoro AJl Obu Bbile y atiaeToB 1-it rpymmsl (p<0,05).
IMpu aTOM cucToNIMUecKass apTepuaibHasi TUIEPTEH3US
(cpenHuit ypoBeHb cUCTOIMYECKOro AJl, mpeBOCXOmSIINi
95-if IEHTWIIb) Y XOKKEUCTOB OMNpeAesiiach CTATUCTUYC-
CKM 3HaYMMO yYallle, YeM y TMpeICcTaBUTesIeil IpyruxX BUIOB
criopta (23 1 14% cOOTBETCTBEHHO), a TIOBBILIICHWE 1A~
croimaeckoro AJl ompeneisioch TOIbKO Y 8% aTiieToB
1-i1 TpynImbl, IpUYeM MPEUMYIIIECTBEHHO Ha 3Tarle BbBIC-
IIETO CITOPTUBHOTO MAaCTEPCTRA.

B 1-i1 u 2-i rpynmax BbIsiBJIeHO B 2—3 pa3a 0oJibliie
JIMLI, ¥ KOTOPBIX CHCTOJMYECKOe M AvacTtoimdeckoe AJl

OPUINHAJIbBHbBIE CTATbU

B HOUHBIEC YacChl CHMXKAETCsl HellocTaTouHo (non-dippers)
110 CPaBHEHMUIO C TAKOBBIM Y aTyieToB 3-11 rpyniibl (puc. 3).
IIpu sTOM sMIIA, Y KOTOPBIX CUCTOJIMYECKOE M JAUACTO-
nuueckoe AJl B HOYHBIE Yachl CHUXKAETCS 4YPEe3MEpHO
(over-dippers), ObL1M TOJIBKO B 3-11 rpytine (p<0,05).

Ilo maHHBIM CTaHIAPTHOW BJeKTpoKapauorpadumn
KJIaCCUYECKHUE <«BOJBTaXKHbIE» KPUTEPUU TUIEPTPO-
¢uu Muokapaa JIeBOTO KeJyaoykKa He OOHapyXeHbI
HU y OJHOro amiera. Pe3ymbraTbl 3xoKapauorpaduu
BBISIBUJIM HauOoJIblIee yBeINnUeHe KOHEUHOTO JUacTO-
JIMYECKOTO pa3Mepa JIEBOro Keaynouyka B 3-il rpyrme
(p<0,05). CpennHerpyrmnoBble 3HAYEHUsS] MAacChl MUO-
Kapza JIEBOTO KeJlylIouka M ero MHuekca B 1-i1 u 3-#
rpyniax HaXoOWJIWCh Ha MapUTETHBIX YPOBHSIX U TIpe-
BOCXOAWJIM AaHAJOTUYHBIA TIOKa3aTeslb 2-U TPYIIIbI
(p<0,05; Tab. 2).

HecmoTpsi Ha TO 4YTO CpemHErpynIioBbie 3Haye-
HUS MHJEKCa MacChl MMOKapja JIEBOrO Xejlyaouka
B 1-i1 1 2-ii rpynnax He UMeJIu BbIpaXKE€HHbBIX OTJIIMYMIA,
3HAQUYEHMST TOJIIIMHBI 3aJHE CTEHKU JIEBOTO XKeJy-

Tabauya 1. HekoTopble NOKa3aTed CyTOYHOTO MOHMTOPUPOBAHUS APTEPUATBHOTO IABJIEHUS

Table 1. Some parameters of 24-hour blood pressure monitoring

IToka3zarenn e Hot
1-s rpynna 2-4 rpynna 3-4 rpynna 1-s rpynna 2-4 rpynna 3-4 rpynna
cpenHee 119,04x16,1 118,3t13,4 117,4x14,8 105,7£17,3** 102,4x11,9 99,4%12,3
MaKCUMaJbHOE 168,8£20,4# 161,9+17,2 162,3+16,2 122,7+17,9 121,3=16,1 120,7£13,1
l\(iﬁﬂp:l‘.CT. MHUHUMAaJIbHOE 104,9£13,9 103,1+12,7 98,7t11,9  96,8+9,5** 93,018,2 91,5+7.,4
MHAEKC runepreHsun, %  15,0+3,6# 13,7+2,9 12,2£1,5 8,5£1,3** 7,14%+1,4 6,1410,8
BapuabeIbHOCTh 17,512,4# 13,0+2,1 10,4£1,6 15,8+2,9 15,4%+2,8 12,8422
cpenHee 69,816,4 68,617,6 72,218,6 62,0£10,6 60,917,4 62,8+7,9
MaKCUMaJlbHOE 80,1£6,8 79,716,2 82,918,4 75,6£12,8 75,6£8,6 72,919,6
ﬁﬁlll);.cm MUHHUMaJIbHOE 63,7£7,8 62,0£6,8 64,316,9 57,9+6,8 52,65,6 56,3£5,9
WHJEKC TunepTeH3uu, % 8,2+1,9 7,9£1,8 11,4+2,1 8,7£1,05 6,6%0,9 7,3+1,4
BapuabeIbHOCTD 12,9£1,6 10,6x1,4 14,6%1,7 12,9£1,3 14,3+1,2 12,0+1,4
1-g rpymnma 2-4 rpymnmna 3-4 rpymnma
Cyrounslii nHIekc CAJ] 11,0£1,7 14,5+1,5* 15,5+1,7*
Cyrounsblii nuHIekc AL 11,2£1,05 11,2%1,3 11,7£1,8

IIpumevanue. CAJ1 — cucronmyeckoe aptepuaibHoe aapienue; JJAJl — nuactoindeckoe apTepuaibHoe napieHue. OTIMYust OT COOTBETCTBYIO-
IIUX TTOKa3aTesei craTucTuaecku 3HaunMbl (p<0,05): * — 1-i rpynmsl, ** — 3-if Tpynsl, # — 2-if u 3-ii TpyTIIL.

Tabauya 2. HekoTopble NOKa3aTeu 3XoKapauorpaduu
Table 2. Some EchoCG parameters

IToka3zarenn 1-s rpynna 2-4 rpynna 3-4 rpynna
KoHeuHbll TMacTOIMYeCKit pa3Mep JeBOTO KeIyaI0uKa, MM 46,8+5,41 44+6,698 49,946,81**
Dpaxkius BEIOpOca JIEBOro Xeryaodka, % 69,6%6,59 69,7£6,85 71,9+8,73
TommwrHa 3agHel CTEHKH JIEBOTO XKeTyI09Ka, MM 8,0+1,54 7,1+1,73 7,3£1,69
TonmmHa MexXKeTyT10uYKOBOM MEPETOPOIKHI, MM 8,7%1,75 7,21£1,61 8,4+1,48
Mupexc Macchl MEOKap/Ia JIEBOTO XKeJIyI0uKa, I/M? 79,9t12.,4 70,5+7,9* 79,5£7,1

[lpumeuanue. OTINYMSL COOTBETCTBYIOLIMX [TOKa3aTeeil cratuctuyecku 3HauuMsbl (p<0,05): * — 1-ii u 3-it rpynm, ** — 2-it rpynnsl, # — 1-ii

u 2-i Tpymim.
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Puc. 3. Yactora (%) pa3auuHbIX BAPUAHTOB CYTOYHOTO MHIEKCA MO TAHHBIM CYTOYHOTO MOHHTOPUPOBaHUs AJl Y IOHBIX CIIOPTCMEHOB.
CAJl — cucroimyeckoe aprepuaibHoe nasienue; JIA/l — nuacronmyeckoe aprepuaibHoe aapienne. OTIMYMS OT COOTBETCTBYIO-
MUX NMoKa3areJeii craTucTidecku 3uaunmsl (p<0,05): * — 1-ii u 2-ii rpynn, # — 1-i rpynmbI ¥ rpynnbl KOHTPOJISA.

Fig. 3. The incidence (%) of different variants of daily index, according to 24-hour blood pressure monitoring in young athletes.

JIoYKa W MEXCKETYIOUYKOBOM TIEPErOpPOIKM, OLIEHEH-
HBIE 110 IKajaMm Z-Score, B 1-if m 2-if rpynmax ObuIn
3HAUYUTEIbHO Oousiblie, yem B 3-it rpynme (p<0,05).
ITpu olleHKe TOJIIMHBI 3aJHEN CTEHKU JIEBOTO KEy-
JoYKa M MEXOKEJTYIOUYKOBOW TMEePerOpoaKU  TOJBKO
B 1-#1 rpymme BeisiBieHO 4 (10%) ciopTcMeHa ¢ ToKa-
3aTesiMu, npeBbimammmumu +1,0 Z-Score (T.€. ¢ yme-
peHHOI TunepTpodueit MMOKapaa JIeBOTO Xeayaouka),
u 1 (2,5%) — c mokazatenmem 6onee *1,5 Z-Score
(T.e. ¢ BbIpaxkeHHO# runeprpodueii; p<0,05).

ITpu npoBeaeHNM HATPY30YHOTO TECTUPOBAHUS yCTa-
HOBJIEHO, YTO CPEIHMI YPOBEHb pPabOTOCITOCOOHOCTU
10 MaKCUMaJIbHOMY MOTPEOICHUI0 KUCIOPOaa JOCTUTAI
HauOosbIero 3HayeHus B 3-it rpynme (p<0,05). OnHo-
BPEMEHHO B 3TOM IpyriIie Ha MUKe HArpy3Ku 3a(hUKCUPO-
BaHBbI MAKCUMaJIbHbIE YPOBHU CUCTOIMYECKOTO AJl, XOTS

CTATUCTUYECKM 3HAYMMBIX Pa3IUYMi OHM JOCTUTAIIU
JINIIb TI0 CpaBHEHUIO co 2- Tpyrmoit (TabJ. 3).

MaxkcumainbHbIii ypoBeHb Al B X0/1€ MPOOKI ¢ HArpy3-
KO MMeJT OYeBHUIHYIO B3aMMOCBSI3b TAKXKe C OOBEMOM
paboThI, BBHITIOJIHEHHOM B XOAe TecTa, a ypoBeHb AJl
B IEPUOJ BOCCTAHOBJICHUSI — C BBIPAXKEHHOCTHIO PEMO-
JeMUpoBaHus (runepTpodun M aujIaTaliiy) MUoKapia.
W36piTounas peakuus A/l Ha dusMyeckyo Harpysky
(Harpy3o4yHasl apTepuajbHas TUIEPTEH3UsS) OIpeaesis-
nacby 12—16% atnetoB 1-it u 3-ii Tpyri.

CocTostHUE COCYIVCTO CTEHKU, OIICHEHHOE C TTOMO-
IIBI0 TUAarHOCTMYECKON CUCTEMbl AHTMOCKAH, BBISIBUJIO
OTpeNeicHHbIE Pa3IMuMs Y TIPEICTaBUTENIEH pa3HBIX
BUIOB criopTa (Tao. 4).

HauGonbime omivumMst B IMOKa3aTessIX, XapaKTepu-
3YIOLINX XKECTKOCTh COCYIMCTON CTEHKM, HAOIIOAAINCh

Tabauya 3. HeKoTopble MOKa3aTe Il apTePHATBLHOTO TABJICHHUS 1O JAHHBIM HATpy304HOro Tectuposanus (BOM-npooa)
Table 3. Some blood pressure indicators according to load testing data (VEM-test)

Cucroamueckoe AJl, MM pPT. CT. 1-s rpynna 2-4 rpynna 3-4 rpynna KoHTtposibHas rpynna
MaxkcumanbHoe 190,3£10,9* 179,9+11,3 193,849,1* 181,1+15,8
B nepuon BoccraHOBIEHUS 129,3£11,5* 118,9+9,4 123,8+7,3* 123,1+9,8
Tlpumeuanue. * — OTIANYUS COOTBETCTBYIOIIMX [TOKa3aTeleil OT 2-il rpynIibl cTatucTuyecku 3HaduMslI (p<0,05).
Tabauya 4. HeKoTopble NOKA3aTe M J)KECTKOCTH COCYIUCTON CTEHKH
Table 4. Some indicators of vascular wall stiffness
Iloka3arenan 1-s rpynna 2-s1 rpynna 3-s rpynna KonTposbHas rpymna
WHaeKc HAIMOTHEHNUS ITyJIbCa 1,8+0,42% 2,2+0,68 2,6£0,46* 2,4+0,71
BospacT cocyaucToii CTEHKH, TOIbI 47,6%9,87* 28,7+8,85%* 26,9+£8,73%* 31,9£10,53
KecrtkocTs cocynucToir creHku, % 28,0£11,54 21,1+8,71 18,3+£1,69*%* 19410,53
YpoBeHb cTpecca 246+31,5% 1724+21,3 132+14,7** 157+27,8

Tpumeuanue. OTANYMSI COOTBETCTBYIOLIUX MIOKa3aTeseil CTaTUCTUUECKU 3HaUYUMBI (p<0,05) * — 1-it u 2-ii rpynm, ** — 1-ii rpynnsl, # — rpymimbl

KOHTPOJIA.
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B 1-ii rpynme. UMeHHO y IpeacTaBUTe el UTPOBBIX BUIOB
CIIOPTa BBISIBJICHBI HAaUMEHBIIWI YPOBEHBb ITYJIHCOBOTO
KPOBEHAITOJIHEHUSI, MAKCUMAaJIbHBIN BO3PACT COCYIMCTOM
CTEHKHU U CaMblii BBICOKMI YPOBEHb CTpecca, MpeBOCXO-
IS KOHTPOJIbHOE 3HauYeHue Ha 56%, a aHaJIOTUUHBII
ToKaszareJhb aeteii 3-it rpyrmbl — Ha 86% (p<0,05).

Takum 00pa3oM, UMEHHO y XOKKEHCTOB (IO CpaBHE-
HUIO CO CIIOPTCMEHAMM JIPYTOii CrieInaIn3aliy U HETpe-
HUPOBAHHBIMU) BBISIBJICHBI MaKCHMaJIbHbIe YPOBHU AJ]
10 JaHHBIM CYTOYHOTO MOHUTOpuUpoBaHus AJl u acco-
LIMMPOBaHHBIE C HUMHU TPU3HAKU PEMOJCIMPOBAHUS
MMOKapja, a TakkKe M3MEHEHUs COCYIUCTOM CTEHKMU,
KOTOpbIe, OUYEBMIHO, OINOCPEAOBAHBI  XapaKTepPOM
1 UHTEHCUBHOCTBIO HArPy3KH.

0GcyxaeHue

O6biuHOe wu3MepeHue AJl BbIIBUJIO ero 0OoJjee
BBICOKUI YpOBEHb y MpEACTaBUTENICld WTPOBBIX BUIOB
CropTa OTHOCUTEJbHO aTJeTOB APYIuX CIeluaan3aluii
M He TPEHMPOBAHHBIX JIUIL. ApTepuaibHas TUIIEPTEH-
3Usl U MIPEITUIIePTEeH3UsT UMelach COOTBETCTBEHHO y 2,9
1 10% 10HBIX XOKKEUCTOB M HE OTpPEIe/siach B IPYTHUX
rpynmax. Bo3aMoxHO, TOMUMO XapakTepa U MHTEHCUB-
HOCTM Harpy3Ku, ONpeaeIeHHYIO POJib B TTOBbIIIEHUN A/l
y 9TOI KaTeropuu aTjieTOB UTPaeT YIoTpedJieHne dHep-
reTUYEeCKUX HAaMUTKOB (KOTOpoe, Mo JaHHBIM aHaMHe3a,
ObLIO XapaKTEPHO TOJILKO IJISI XOKKEUCTOB), UTO XOPOILIO
corJjlacyercsl ¢ JaHHbIMU uTepatypsl [10].

Kpome Toro, BaxkHBIII BKJIaJ B ITOBBIIICHUE YPOBHSI
AJl BHOCWJIU JJTUTEJIbHOCTDH CIIOPTUBHBIX 3aHATUI (KOTO-
pass ObUla MaKCHMMaJIbHOW B MIPOBBIX BUIAX CIIOpPTA)
U YPOBEHb CIIOPTMBHOTO MacTepcTBa. ¥ XOKKEMCTOB —
YJIEHOB COOpHBIX KoMaH# Pecrybiuku MopmoBust cra-
TUCTUYECKU 3HAYMMO Yallle BBISIBJISIETCS TOBBIIIEHUE
AJl npu ¢GusnKaIbHOM OO0CIeNOBaHUN: apTepuaibHast
rurepreH3usi 1-il cTerneHu U BBICOKOE HOPMaJIbHOE
JnapieHue uMenoch y 14 u 20% «COOpPHUKOB» COOTBET-
CTBEHHO. Y IOHBIX aTJIeTOB, 3aHSTHIX CJIOXHO-KOOP-
JUHAIMOHHBIMU WM [UKJIMYECKUMM BHIAMM CIIOPTA,
CYILIECTBEHHBIX pa3JIMUMil IO PpaclpoCTPaHEHHOCTHU
apTepuagbHOUN TUMIIEPTEeH3UU B 3aBUCMMOCTU OT YPOBHSI
MacTepcTBa (BKJIIOUEHHbIE M HEBKJIIOUEHHBIE B COCTaB
COOPHBIX KOMAaH) BBISIBJIEHO HE ObLIO, BO3MOXHO,
BCJIEICTBUE MAJIOrO pa3Mepa BbIOOPKU.

PesynbraThl cyTrouHOro MOHUTOpUpOoBaHUsST AJl BbIsI-
BWIX 00Jiee BBICOKYIO DPACHPOCTPAHEHHOCTb apTepu-
aJIbHOM TUMIIePTEH3UM IO CPAaBHEHUIO C pe3yJbTaramu
O0OBIYHOTO «O(UCHOTO» M3MEpPEeHUsi BO BCEX TIpymnIax
crioprcMeHoB: 23% mnpotuB 3% B 1-ii rpynme, 12%
npotus 0 Bo 2-it rpynre, 14% npotus 0 B 3-i1 rpyrire.
B uenom mosbiieHre Al 1o pesyjbTaTaM CyTOYHOTO
MOHHMTOPUPOBAHUS TMPH HOPMAJIbHBIX ITOKAa3aTessIxX
B ciydyae «0(pUCHOrO» U3MEpEeHUsl ycTaHOBIeHO y 19,7%
00C/IeMOBaHHBIX CIIOPTCMEHOB, 4Yallle 3aHSATBIX WIPO-
BBIMU BHJIAMHU CITOPTA.

IlonoGHast kapTMHaA XapakTepHa [Jisi MacCKUpPOBaH-
HO1 apTepuasibHOM ruriepreH3uu. PacripocTpaHeHHOCTh

OPUINHAJIbBHbBIE CTATbU

ee B IOIYJISILUU IMOAPOCTKOB cocTassier 5,8—7,8% [11].
Yame MacKkuMpoBaHHas apTepuabHas THUIIEPTEH3US
BCTpeYaeTcsl y JeTell ¢ OXUpeHWeM, BTOPUYHON apTe-
pUATbHOM TUIIEPTEH3MEM M acCOLMUPYETCS C PUCKOM
MOpaXkeHUsT OpraHOB-MUIIIeHEW 1 6oJiee BBICOKOI Bepo-
SITHOCTBIO Pa3BUTHUsS B JaJbHEWIIEM KJIacCUYEeCKOM cTa-
OWUJIbHOWM apTepuaibHOU ruriepreHsuu [12]. ¥V croprt-
CMEHOB JIaHHBIN (hDeHOMEH B HACTOSIIee BpeMs TOJbKO
nsyyaercs. [lo pesynsrataM TOCIEIHUX MeTaaHAIM-
30B, MAaCKUpOBaHHAsI apTepualibHas TMIIEPTeH3Us Jalile
BCTpeYaeTcsl y aTJieTOB MOJIOAOTO M CPEeIHEro Bo3pacra,
3aHATBIX B WIPOBBIX BMIAX CIIOPTa U TPEHUPYIOIIUX
BBIHOCTIMBOCTD (35—38%), accounmpyercst ¢ TiepecTpoii-
KaMHM CepAeUYHO-COCYAUCTON CUCTEMBI, TUTIEPTEH3UBHOM
peaxkiMeli Ha JO3WPOBAHHYIO HArpy3Ky M CHUKEHUEM
nokazaTesel pu3mdeckoil padorocrocodoHoctu [13—17].

B nHamem uccienoBaHuu moBbiieHre AJl 1Mo JaH-
HBIM CYTOYHOIO MOHUTOPMPOBAHUS  BBISIBISIOCH
Kak B JIHEBHbIC, TAK U B HOUHBIE YacChl, 1 JJIS aTJETOB
BBICOKOTO YPOBHSI MacTepCTBa XapaKTepU30BaJloCh
MOBBIIIIEHUEM HE TOJBKO CUCTOJINYECKOTo, HO U aua-
crosmyeckoro AJl. HemoctatouHoe CHUXKEHME CUCTO-
JIMYECKOTO M auactoimdyeckoro AJl B HOYHBIE Yachl
(cyrouHblit nHaekc Huxe 10, non-dippers) 3ahukcu-
pOBaHbI TJ1aBHBIM 00pa3oM B 1-it 1 2-# rpymnmnax artie-
ToB. HenocratouHoe cHukeHue AJl B HOYHBIE Yachl
4acTO acCOlMUpyeTcs ¢ IOpaXeHUeM OpraHOB-MMU-
IIeHel — pa3BUTHEM TUIepTPO(PUM MUOKapa JIEBOTO
KeJyomoYKa M HapylIeHUEM XECTKOCTU COCYIUCTOM
creHku [18—19].

Hamu BwisiBeHa 3ameTHast cBsi3b (r=0,58) mexmy
CYTOUHBIM UHAEKCOM B |- TpyIINe U KECTKOCTBIO COCY-
IUCTOM CTEHKU MO JaHHBIM AHrumockaHa. ITokazarenu
aXoKapauorpadum, XoTs U B MEHbIIIEH CTEIeHU, TaKXe
WMeN B3aMMOCBSI3b C YPOBHEM cpelHecyTouHoro AJl.
Tak, B 1-i1 rpyrne ToJIIMHA MEXOKEJTyTOYKOBOM Tepe-
TOPOIKM JIEMOHCTpMpOBaja 3aMETHYIO B3aMMOCBSI3b
¢ ypoBHeM cpeaHero cuctoaunueckoro Al nem (r=0,51),
a TakXe ¢ ypoBHeM cuctosndeckoro AJl B mepuoa Boc-
CTAHOBJICHMSI TIO AaHHBIM Besiodpromerpuu (r=0,52).
Kpome Toro, y mpeacraBuTesieii UITPOBBIX BUIOB CITOPTa
ObLIa BbISIBJICHA TOJIOXUTENIbHAsA B3auMOCBs3b (r=0,58)
yactoThl non-dippers (cyTouHblii uHAaekc Huxe 10)
U IJTATEIBHOCTH 3aHSITUI CITOPTOM.

JIaHHBIX O pacIpPOCTPAaHEHHOCTH MAaCKUPOBAHHOM
TUTIEPTEH3UU Y IOHBIX aTJIETOB B JIOCTYITHOM JIUTepaType
MBI He 0OHapyXwiu. OIHAKO, YIUThIBasi €€ TTPOTHOCTH-
YecKoe 3HaueHMe, MOXHO TPEIITOJIO0XUThb, YTO JAHHBII
(eHOMEH MOXET UMEeTh BaskHOEe 3HAYeHUE JUISI HeCOBEP-
IIEHHOJIETHUX CIIOPTCMEHOB. DTO MO3BOJISIET 00CYX/1aTh
HEOOXOIMMOCTb BKITIOUEHMSI CYTOYHOTO MOHUTOPUPO-
BaHusl AJl B TIPOTOKOJ YIIyOJEHHOTO MEAMILIMHCKOTO
00cJIeIOBaHUS CIIOPTCMEHOB, TPEHUPYIOIIMXCS Ha Tarie
BBICIIIETO CTIOPTUBHOTO MacTePCTBA.

Tuneprpoduss MruoKapaa JIeBOro keiynodyka y atiie-
TOB, KOTOpasi CIYXXUT OMHUM M3 OCHOBHBIX TTPOSIBJICHUIA
KaK CITOPTUBHOTO PEMOIEINPOBAHUS, TAK U TTOPAKEHUS
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banvixosa JI.A. u coaem. KoMmiekcHast TMarHocTuKa apTepI/Ia.HI)HOI;I TUIIEPTEH3UU Y IOHBIX aTJIETOB paSﬂH‘{HOﬁ CHOpTHBHOfI crenuain3annn

OpraHOB-MUIIEHEN BCJIEICTBUE CTOUKOW apTepualibHOMN
TUIepTeH3nu, TpedyeT auddepeHUMpoOBaHHOTIO TIOM-
xona [20]. [Ipu aTOM OYE€BMIHO, YTO TIPU pacyeTe CTe-
MeHU TUNEepTPOGUM MUOKAP/1a JIEBOTO XKeJIy10uKa HeJb3s1
rmoJjlaraThCsl JIMIIb Ha WHIEKC MacChl MMOKapja BBUIY
pa3IMYHBIX 0OBEMHBIX TTOKa3aTeJsieil JIEBOTO XKeJyd0uKa.
OueBMIIHO, 1IeJeco00pa3HO PEKOMEHI0BATh KOMILIEKC-
HBII TIOAXON K JMArHOCTHMKE TUIlepTpoduy MuoKapaa
JIEBOTO KeJyJouKa C OLIEHKOW TOJIIMHBI €ro 3aaHeit
CTEHKU M MEXOKeJyJTOUYKOBOM Meperopojakd C yuyeToM
POCTOBECOBBIX ITAPAMETPOB.

WccnenoBaHue COCTOSIHMSI  COCYIMCTOW  CTEHKM
C UCITOJIb30BaHUEM AUArHOCTUYECKON CUCTEMbBI «AHTHO-
CKaH» TI03BOJIMJIO YCTaHOBUTH 3HauyutTedabHoe (p<0,05)
MOBBIIIEHUE XECTKOCTH, YBEJIMYEHUE BO3pacTa COCYIU-
CTOI CTEHKU 1 YPOBHSI CTpecca y CIIOPTCMEHOB, 3aHSTHIX
WUTPOBBIMU BUAAMU CIIOPTA, YTO CBUETEIbCTBYET O pas-
BUTUU PAaHHUX CTPYKTYPHBIX U3MEHEHUI B CTEHKE apTe-
pUil y aTjIeTOB, UMEIOIINX HEIOCTaTOUHOE CHIKeHNE A/l
B HOUHBIE YacChl.
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NPUKAAOHOLL HAYMHO-UCCAe008amenbCKoll pabomot «Hayu-
HO-Memooduteckoe 000CHOBAHUE KOMNACKCHOU NPOPaM-
Mbl panHell OUaeHOCMUKYU apmepuanbHoll eunepmeH3uu

y cnopmemernos do 18 aem, 4neHo8 cnopmueHsIX COOPHbIX
xomand Poccuiickoii @edepayuuy» (wugp memoi: «lunep-
mensus-21», kod memot: 67.003.21.800), evtnoanenHoii
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IToka3zarem apTepuaIbHOro JaBJI€HHUS Y IOHBIX 3JIMTHBIX CIOPTCMEHOB NPH NMPOBEAECHUH
NpoObI C I0O3UPOBAHHON (PM3NYECKOIT HATPY3KOI

B.H. Komonsmosa'?, JI.A. becnopmounwiii’, JI. M. Makapoe'?, U.U. Kucenesa', H.B. Axcenosa’

'PrbY «PenepanbHblii HAYYHO-KIMHUYECKWI LEHTP AeTel n noapoctkoB denepanbHOro Meamnko-6monornyeckoro
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2preoy Ano «Poccwuiickas MeanumMHeKasi akaaemMusi HenpepbIBHONO NPOodecCuoHaNbHOro 06pa3oBaHns»
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Blood pressure values during stress test in young elite athletes

V.N. Komoliatova'?, D.A. Besportochnii’, L.M. Makarov'?, I.1. Kiseleva’, N.V. Aksenova’

'Federal Scientific and Clinical Center for Children and Adolescents at the Federal Medical-Biological Agency, Moscow, Russia;
2Russian Medical Academy of Continuous Professional Education, Moscow, Russia

W3BecTHO, 4TO y IeTeil B IOKOE apTepUAIbHOE TABJIEHHE 3aBHCHUT OT POCTA, HO STOT ACNEKT He YYMTHIBAETCS NMPH AHAIHN3€E MAKCH-
MAJILHOTO APTePUAJILHOTO AABJIEHHUS PH HATPY3KeE.

eas uccnenoanus. OnpeneauTb MAKCHMAIbHDII YPOBEHb APTEPUAILHOTO JABJIEHUS Y MOJIOIBIX JIMTHBIX CIIOPTCMEHOB B 3aBUCH-
MOCTH OT POCTA U NOJa.

XapakTepucTuka jaeteii U1 MeToabl ucciaenoanusa. OocaenoBannl 2313 (cpeanmii Bozpact 15,5+1,4 rona; 45% roHomieil) OHbIX
3JIMTHBIX CIIOPTCMEHOB — 4jIeHOB cO0pHbIX KoMana Poccuiickoii Penepamuu no 40 Buaam cnopra. Beem o0cienyemMbiM Obliia mpo-
BejieHa BesiodpromMeTpus no nporokoxy PWC170, aprepuaiibHoe JaBjieHne M3MePsIoCch MAaHYaIbHO HA KAXKIO0M CTYNIEHH HATPY3KH,
ONpe/IeISUINCH €r0 MAKCHMAJIbHbIE YDOBHH B T€YeHHe BCeii MPoObI.

Pesyabrarsl. MakcuMajbHbie yPOBHH APTEPHAJILHOTO TABJICHHS Y IOHOIIEl ObLIH BbIILE, YeM Y JIeBYIIIEK: CHCTOJIMYECKOTO APpTepHaIb-
Horo nasjenus 195125 mm pr.ct. npotus 175120 mm pr.ct. (p<0,001), inacromyeckoro aprepuanbHoro aapjienus 80+ 11 MM pr.ct.
npotus 80110 mm pr.cT. (p<0,05). BoisBieHa 3aBUCHMOCTb MeXKIY MAKCUMAJIBHBIM YPOBHEM aPTEPHALHOTO JABJIEHHS HA HATPY3Ke
u poctom (=0,55; p<0,001). ITpensioxkeHbl HOPMATHBHBIE TAGMIIBI 151 OEHKU MAKCHMAJIbHBII YPOBHEl CHCTOIMYECKOrO apTepu-
aJIbHOTO JIABJIEHNS] HA HATPY3Ke B 3aBUCHMOCTH OT POCTA.

BoiBoapl. 1. Y I0HBIX 3JMTHBIX CHIOPTCMEHOB MAKCMMAJIbHBIN YPOBEHb aPTEPHAJILHOIO JAaBJIEHHs MPH BEJIOIProMeTPHH MO MPOTO-
Koty PWC170 3aBUCHT He TOJIBKO OT M0JIa, HO M OT pocTa. 2. MakcuMalbHble YPOBHH CHCTOJIHYECKOTO APTePUATBLHOrO JaBJIEHUs
HA HArpy3Ke cpeH BbICOKOPOCJIbIX IOHBIX 3JIUTHBIX CHOPTCMEHOB MOTYT JOCTUTaTh Yy IoHOWIei 250 MM pT.cT., y AeBymIeK 210 MM pT.CT.

Karoueswte croea: demu, ronvie s1umHble CHOPMCMeHbl, HA2PY304HAs NPoda, apmepuarbHoe 0dasaeHue.

Ansa untupoBauus: Komonstosa B.H., becnoptoyHeivi [J.A., Makapos J1.M., Kucenesa N.U., AkceHoBa H.B. Noka3atesv apTepunasibHOro Aas-
JIEHUSI Y IOHbIX 3JINTHbLIX CIOPTCMEHOB MPU MPOBEAEHNM MPOOkI C A03UPOBAHHON GU3NYECKOU Harpy3koi. Poc BECTH nepuHaTos vn neamarp
2022; 67:(2): 81-85. DOI: 10.21508/1027-4065-2022-67-3-81-85

It is known that blood pressure in children at rest depends on height, but this fact has not been considered during the exercise stress test.
Purpose. To determine the maximum value of blood pressure in young elite athletes, depending on the height and gender.
Characteristics of children and research methods. The study examined 2313 young elite athletes, members of the national teams of the
Russian Federation in 40 sports disciplines (average age — (15.5 £ 1.4) years; 45% of young men). All subjects underwent PWC170
cycle ergometry, blood pressure was measured manually at each stage of testing, and its maxima were registered throughout the testing.
Results. The maximum blood pressure values in boys were higher than in girls: systolic blood pressure (195 £ 25) vs (175 £+ 20) mmHg,
p<0.001, diastolic blood pressure (80 = 11) vs (80 £+ 10) mmHg, p< 0.05. There was relationship between the maximum value of the
blood pressure on exercise and height (r=0.55; p< 0.001). There were proposed normative tables for the maximum values of systolic
blood pressure during exercise, depending on height.

Conclusion. In the young elite athletes, the maximum value of blood pressure during stress test depends not only on the gender, but
also on the height. The maximum values of systolic blood pressure during exercise in tall young elite athletes can reach 250 mmHg
in boys and 210 mmHg in girls.

Key words: Children, stress test, young elite athletes, blood pressure.

For citation: Komoliatova V.N., Besportochnii D.A., Makarov L.M., Kiseleva I.1., Aksenova N.V. Blood pressure values during stress test in young
elite athletes. Ros Vestn Perinatol i Pediatr 2022; 67:(2): 81-85 (in Russ). DOI: 10.21508/1027-4065-2022-67-3-81-85
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H3B€CTH0, YTO TIOJ BJIMSTHUEM WHTEHCHBHBIX U PEry-
JISIPHBIX TPEHUPOBOK CEPIEYHO-COCYAMNCTasl CUCTEMA
CIIOpPTCMEHA TIpeTepIieBaeT OIpeaesIEeHHOE PEMOJIEIMPOBa-
HUE, YTO OTpaXkaeTcsl B U3BMEHeHUH MOpPGOJIOTUN cepala,
3J1EKTPO(PU3NOJIOTMUECKON PETYISIIAKA ero paboThl, afarn-
TalUM apTepuaibHOTO AaBJIEHUS K Harpy3kam [1, 2]. Ot
M3MEHEHUSI OCOOEHHO BBIPAXXEHBI Y CIIOPTCMEHOB YPOBHS
BBICIIETO CIIOPTUBHOTO MaCTepCTBA U CIIOPTUBHOTO COBEP-
LLIEHCTBOBAHUSI, WM <«3JIUTHBIX CHIOPTCMEHOB» (elite ath-
letes), Kak TIPUHSATO OMPEICIISTH ITOT YPOBEHb CITIOPTUBHOM
MOATOTOBKM B MexayHaponHoi smrteparype [1]. K manH-
HOMY YPOBHIO OTHOCSITCSI YWI€HbI HAllMOHATBHBIX COOPHBIX
KOMaH]1, KaHIUIAThl U MacTepa CropTa.

IMon BAMsSHUEM IJTUTENIBHBIX WHTEHCUBHBIX (DU3U-
YeCKMX Harpy3ok OTMedaroTcsl 0ojiee HU3KME YPOBHU
apTepuajgbHOrO JaBJIEHUS y CIIOPTCMEHOB B IIOKOE,
O/IHAKO BO BpeMsl (DU3MYECKON HArpy3Ku OHO MOXET
3HaUYMTEJbHO TogHuUMaTthes [1, 2]. Ilpu anammse apte-
pUAJIbHOTO JAaBJICHUSI B TTOKOE OOBIYHO OPUEHTHUPYIOTCS
Ha TI0JI, BO3PAacT W POCT, HO TIpU TIPOBEIECHUU TPOOLI
C JI03MPOBAHHOU (DU3UYECKON HArpy3KOi pOCT HUKOTIA
He y9uThsIBaeTcd [2, 3].

Lenr uccaenoBaHusi: oripeesieHNe MaKCHUMaJIbHbIX
YPOBHEW apTepuaabHOrO AABJICHMSI Y FOHBIX BJMTHBIX
CIMOPTCMEHOB B 3aBUCUMOCTH OT pOCTa U MoJIa.

OPUINHAJIbBHbBIE CTATbU

XapaktepucTtuka peTter u MeToAbl UCCNeaoBaHNSA

B uccnenosanue BKmo4YeHBI 2313 IOHBIX SJIMTHBIX
cropTcMeHOoB B Bo3pacte oT 12 no 18 net (15,5t1,4 rona),
kotopeiM B 2016—2017 rr. mpoBomMJIACh BEJIOIPro-
METpUS B paMKax PeTyJIsIpHOTO YITyOJIeHHOTO MEeAUIIMH-
ckoro obcnenoBaHus B LleHTpe CMHKOMAIBHBIX COCTOSI-
HUI M apUTMUIA cepaua y aeteil u noapoctkosB @MBA
Poccun. Bce copTcMeHBI — 4ieHBI COOPHBIX KOMaH]I
Poccuiickoit @epepanuu o 40 Bugam cropra (CM. pucy-
Hok). CornacHo Kjaccudukanuu MuTdyesia, OCHOBaH-
HOIl Ha ypOBHE CTaTMYHOCTU M JWHAMMYHOCTU BUIOB
CIIOpTa, B HallleM MCCJIEAOBAaHUM TPeodagan CIIOpTC-
MEHBI BBICOKOIMHAMUYHBIX BUIOB criopta (n=1321:
0OKC, 0ackeT0OJI, XOKKE1, BEJIOTOHKM, JIBDKHBIE TOHKH,
¢dyr6os u 1p.) [4]. [TokazaTenu apTepruaabHOTO AaBJICHMUS
B ITOKOE OBIJTN B Mpejiesiax HOPMBI Y BCEX CITOPTCMEHOB.

Bcem oOcienyemMbiM MpoBeneHa BEJI03PTOMETPUs
(cuctema Cardiosoft 6.5 V6.51, GE Healthcare, CIIIA)
o rpotokosry PWC170 ¢ HauaibHOIT Harpy3koii 1 Bt/kr
C TTOCJIEAYIONINM YBEIMUEHUEM Harpy3Ku KaxKiable 3 MUH
Ha 25 BT, 10 JOCTHMKEHMS 4aCTOTHI CEpACUHBIX COKpalle-
Huit 170 yn/MuH 1160 (GU3MUECcKOl ycTallocTh. ApTe-
puajgbHOE JaBJeHUE M3MEpsUIM MaHyaJbHO IO METOMY
KopoTkoBa Ha Kaxmoii CTyNeHM Harpy3Ku, OIpeaessin
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Figure. Distribution of the athletes by sport disciplines.
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Komonsmosa B.H. u coasm. [1okazarenu APTEPUAIBHOI'O JABJICHUSA Y IOHBIX SJIUTHBIX CIIOPTCMEHOB TP MPOBEACHUN HpOﬁbI...

MaKCHMaJIbHble YPOBHU  apTepUaibHOTO  JIaBJICHUS
B TeueHue Bceil mpoObl. CTaTUCTUYECKUIA aHAIU3 TTOJTy-
YEHHBIX JaHHBIX MPOBOAWIM C WMCIIOJIb30BAaHUEM TIPO-
rpamMbl Statistica for Windows (StatSoft, CILIA). Cratu-
CTUYECKU 3HAYMMBIMU CUMTAIN pasinuus mpu p<0,05.

PesynbTathbl

Cpenu CIOpPTCMEHOB, BOLIEAIIMX B MCClelOBaHUE,
HEe3HAYUTEeIbHO TIpeobiamanu aeBymiku (55%). Cpen-
HUI BO3pacT JeBYIIEK ObUI HECKOJbKO MOJIOXE, YeM
y IoHOUIeH. DTU JBE I'PyMIlbl TOCTOBEPHO pa3nyalinucCh
MO0 POCTy M TIOKa3aTe/siM apTepuaibHOTO JIaBICHMUSI.
KnuHnueckast XapakTepuCTHKa TPYIIIBI OOCIeayeMbIX
npeacTaBjieHa B Tao. 1.

Bo Bpemsi mpoObl C 103MpPOBaHHON (U3MYECKOM
Harpy3koii 873 (38%) ciopTcMeHa JOCTUTIIM MaKCUMAaJTb-
HOM 4YacTOThl cepieuHbIX cokpaiieHuit (170 yn/muH),
IIOJIS1 IEBYIIEK CPEu CIIOPTCMEHOB, MOJHOCTBIO BBITIOJN-
HUBIIUX TeCT, cocTaBuia 59%. B octanbHbix 1440 (62%)
clydyasix TIpUYMHON OCTAaHOBKM IpoObI ObLia uzmye-
ckasl yctajnocTb. ToJiepaHTHOCTb K (DPU3MYECKOI Harpy3ke
OblIa TOCTOBEPHO BhIlIE y oHOoMIEH (2,510,4 Bt/kr nipo-
B 2,2+0,4 Br/kr; p<0,001), Kak 1 ypoBHM MaKCUMaJsb-
HOTO apTepuaabHOTO JaBJeHUS, TOCTUTHYTOTO BO BpeMs
¢uznueckoit Harpy3ku (TadJ. 2).

BrhIsiBieHa 3aBUCUMOCTb MeEXIy MaKCUMaJbHBIMU
YPOBHSIMU CHUCTOJIMYECKOTO apTepUaibHOTO JaBJECHUS
MpU Harpy3ouHoi mpode u poctom (r=0,55; p<0,001)
u Oojiee ciabasi 3aBUCUMOCTb MEXIY MaKCHMaJlbHbIM
JIMACTOJIMYECKUM apTepUaIbHOTO MaBJICHUSI U POCTOM

Tabauya 1. Knuamyeckas XapakTepUCTHKA CIOPTCMEHOB,
BOIIEIIKX B HcciaenaoBanune (n=2313)

Table 1. The clinical characteristics of the Study Population
(n=2313)

IToka3atenn (I,,(:{l(:)“;g) 'g:{;l;g; P
Bo3spacrt, rogst 16+1,3 15£1,4 <0,05
Poct, cm 179£13 168£10 <0,001
CA/l B moKO€, MM PT.CT. 12014 111£12  <0,001
JAJl B moKoe, MM PT.CT. 74%10 72%9 <0,001

HpMMellaHMe. CAI[ — CHUCTOJIMYECKOEC apTepUaIbHOC OAaBJICHUEC,

JAJl — auacToiMyeckoe apTepruaibHOe IaBjieHue.

(r=0,18; p<0,001). CocTaBieHO MPOLIEHTUIBLHOE pacripe-
JieJIeHNEe MaKCUMAaJTbHBIX YPOBHE! CHUCTOJIMUECKOTO apTe-
pUAILHOTO JaBJICHUS B XOIe TPOOBLI C JTO3UPOBAHHOM
(Gu3MUecKoii Harpy3KOi Y IOHBIX JIMTHBIX CITIOPTCMEHOB
B 3aBUCHMMOCTH OT pocTa 1 1osa (taos. 3).

0GcyxpaeHue

Ilpu oueHke apTepuaJbHOTO HaBJIEHUS B TOKOE
PEKOMEHIYeTCSI OPMEHTUPOBATHCS HAa POCT M BO3PaCT
nalyeHTa, Kak v Ipu aHaJiu3e rokKasaTesieil CyTOUHOIo
MOHUTOPUPOBAHMS apTepHuaTbHOro AaBieHus. OaHaKO
MpU OlleHKEe MaKCUMAaJbHBIX YPOBHEU apTepHabHOTO
JIaBJICHUS B X0Jie TPOObI ¢ (U3NIECKOI HAarpy3Koi pocT
He yuMTbIBaeTcs. B oTBeT Ha (puU3MUECKyl0 HarpyskKy
Bcerja OTMeYaeTcsl MPUPOCT apTepuaJbHOro JaBiie-
HUsI, MPUYEeM POCT CHUCTOJUYECKOTO apTepHabHOTO
JABJICHUS 3aBUCUT HE TOJIBKO OT YPOBHS BHITTOJTHSAEMOI
paboThl, HO TaKXe W OT aHTPOIIOMETPUYECKUX TTOKa-
3arejiell criopTcMeHa, KBaauduKaluu U BUIa CropTa,
KOTOPEIM 3aHuMaeTcs atieT. Ilo maHHBIM American
College of Sports Medicine, IIpUpOCT CUCTOTUIECKOTO
apTepUaJIbHOTO IaBJieHUsT cocTaBisieT 7—10 MM pT.CT.
Ha 1 MET mo 25 BT, XoTs equHOTO CTaHgapTa B 3TOM
He mpociexuBaercsd [5]. [lokazaHo, 4TO MaKCHUMallb-
Hble YPOBHU CHCTOJIMYECKOTO M JIUACTOJIUYECKOIO
apTepuaJbHOrO JAABJICHUS] U apTepUabHOIO JaBJICHMUS
B TepuOoj BOCCTAHOBJIEHUSI 3aBUCST OT Moja U BO3-
pacta. B 6osb10i Tonmyassuny 310pOBBIX 00CIEeTyeMbIX
MaKCUMaJIbHbIE CHUCTOJIMYECKOE U IMACTOJMYECKOE
aprepuajbHOe JaBJIEHUE U JAejbTa CHUCTOJIUYECKOIO
apTepuaJbHOrO NaBjieHUs (pa3HUIA CHCTOJIUYECKOIO
apTepualibHOTO JaBJieHUs B MCXOJIE TecTa M Ha THKe
Harpy3KM) y MYXYUH OBLIM BbIIIE, YeM Y JKCHILIWH,
U WMeIUd TIOJOXHUTEJbHYIO acCollMalMio C Bo3pac-
ToM [6]. B aTOM MmcciaegoBanun y MyxuuH 90% pac-
npeaeeHus MAaKCUMaJIbHOTO CUCTOJMYECKOTO apTepu-
aJIbHOTO JIaBJICHUSI TIPU HArPy30YHOI MPoOe COCTaBUIIO
210 MM pT.CcT. o1 Bo3pacTHoil rpynmbl 20 no 29 jer
u 234 MM prt.cT. Bo3pacte ot 70 go 79 yet, a y MOJIOJIBIX
JKEHIIWH 3TOT IMoKa3aTesib gocturaa 180 u 220 MM pT.CT.
3HayeHusl 3TUX MoKaszarejiell B HallleM MCCleI0BaHUU
y IOHBIX aTJIETOB HECKOJILKO BBIIIE, YTO, BO3MOXKHO,
00YyCJIOBJICHO WX aKTUBHOW CIIOPTUBHOW AESTEIbHO-
crbto. M. Shahraki u coaBr. [7] nmoka3anu, 4ToO y JeBY-

Tabauya 2. Pe3yabraTbl IPOOBI ¢ 103UPOBAHHOI (GU3HUECKOi HATPY3KOIi Y IOHBIX CIIOPTCMEHOB

Table 2. The results of stress test in young elite athletes

IOHomM _
IToka3arenn (1=1035) JeBymku (n=1278) P
TonepaHTHOCTH K (prBUYECKOM Harpy3ke, BT/kr 2,5+0,4 2,210.4 <0,001
MaxkcumansHo gocturnyrass YCC nipu nipobe, ya/MUH 161£12 16112 >0,05
Maxcumanbabie 3HaueHUs CAl ipu mpo6e ¢ @H, MM pr.CT. 195+25 175120 <0,001
Makcumanbhbie 3HaueHust JJAJl mpu nmpo6e ¢ ®H, MM pr.cT. 80+11 80+10 >0,05

Ipumewanue. YCC — vactora ceppeuHbix cokpauienuit; ®H — dusuueckasi Harpyska; CAJl — cHUCTOJIMYECKOE apTepralbHOE aBICHMUE;

JIAJl — nMacToiMyecKoe apTepuaibHOe qaBieHMe.
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Tabauya 3. TIpoueHTHIbHOE pacnpeaeieHle MAKCMMAIBHBIX YPOBHEI CHCTOIMYECKOT0 APTEPUAILHOTO AaBJIEHHS HA HATPY3Ke

Y 9JIMTHBIX CIIOPTCMEHOB B 3aBUCUMOCTH OT POCTA ¥ NOJIa

Table 3. The percentile distribution of the maximum values of systolic blood pressure depending on height and gender during stress
test in elite athletes

IIpouenTuibHOE CA]l y 1oHOIIE}i, MM PT.CT.
pacnpezesieHue
TR ENTTER 140—-149 cm 150—-159 cm 160—169 cm 170—-179 cm 180—189 cm 190-199 cm 200-209 cm
yposneii CAJL (n=26) (n=55) (n=114) (n=308) (n=326) (n=167) (n=37)
95% 180 188 208 233 234 240 251
75% 158 171 192 208 214 221 224
50% 150 159 178 195 202 207 209
25% 138 144 164 181 190 196 195
5% 122 132 142 160 171 174 171
CAJl y neByIlieK, MM pPT.CT.
140—149 cm 150—-159 cm 160—169 cm 170—-179 cm 180—189 cm 190-199 cm 200—-209 cm
(n=31) (n=195) (n=500) (n=375) (n=149) (n=22) (n=1)
95% 184 191 206 211 216 211 -
75% 168 177 187 191 194 202 =
50% 153 164 174 179 185 188 233
25% 138 151 162 167 172 176 =
5% 119 130 138 149 152 168 =

IeK CITOPTCMEHOK MPUPOCT CUCTOIMYECKOTO apTepu-
aJIbHOTO JaBJICHUSI BO BPeMsI BBITTOJHEHMST (DU3UIECKOM
Harpy3Ku JTOCTOBEpHO OoJiee BHICOKUIA, YeM Y UX CBEP-
CTHMUII, HE 3aHUMAIOIIIUXCS CITOPTOM.

B uccnenoBanum S. Caselli 1 coaBT. [8], IpoBeieHHOM
Ha OOJIBIION TPYIIIe MOJOABIX CITIOPTCMEHOB 2516 Jer,
COITOCTaBUMBIX C yYaCTHMKAMM HAIIETO WCCIIeTOBaHUS
10 POCTY, MAaKCUMaJIbHbIE YPOBHU CUCTOJMYECKOTO apTe-
pUATLHOTO IABJICHUS Ha HArpy3Ke Y IOHOIIEH JOCTUTAIN
220 MM pT.CcT., a y aeByuiek 200 mM prt.cT. I nuactonu-
YECKOro apTepUaibHOTO JaBJIEHUSI OHU COCTaBUIU 85
n 80 MM PT.CT. COOTBETCTBeHHO. CXOIHBIC JaHHBIE MPO-
NIeMOHCTpUpOBaHbl HaMU paHee Yy 500 I0HBIX CriopTcMe-
HOB, Y KOTOPBIX MAaKCUMaJIbHbIE YPOBHU CUCTOJMIECKOTO
apTepuaJbHOTO JaBJICHUS HAXOOUJIUCh B TEX 3Ke Tpele-
J1aX, OHAaKO B TIPEIbIAYIIEM UCCIeIOBAHUM Mbl HE OTMe-
YaJii 3aBUCUMOCTb YPOBHSI apTepHallbHOTO JaBJICHUS
oT pocTa [2].

IToMrMO aHTPOITIOMETPUYECKIX IOKa3aTesiel, Ha ypo-
BEHb apTePUAILHOTO JIAaBJICHUS TIPU HATPY3Ke MOXKET BT -
SITh BHUJ CIIOPTa, KOTOPHIM 3aHUMAIOTCSI CITOPTCMEHHBI.
B Hamem ucciaenoBaHUM TIpeoOIagain aTieThl BBICOKO-
IMHAMMYHBIX BUIoOB criopTa. I. Cubero u coaBrT. [9], usy-
yasi U3MEHEHUST apTepUabHOTO AAaBJICHUS Ha Harpys3Ky
V IOHBIX aTJIETOB B Bo3pacTe 16+1 jieT B TpeX pa3audHbIX
Buaax criopta ((yTooJ1, BeJIOCTIOPT, Ipedisi Ha KasKax),
MoKa3aji, 4To HanboJiee BBICOKMIT TTOIbEM CHUCTOJIMYE-
CKOTO apTepUaIbHOTO naBjieHus 10 190 MM pT.CT. oTMe-
YeH y TpeOLlOB — BBICOKOIWMHAMUYHON CIIOPTUBHOM
IUCHUTUIMHEL. 71 HUX Takke ObUT XapaKTepeH Oolee
BBICOKUI MHAEKC MacChl MUOKap/a.

Bbicokre ypOBHU CHUCTOJIMYECKOTO apTepuaibHOTO
TABJICHUST B OTBET Ha HArpy3Kky (>75%) paclieHWBarOTCs
KaK TUTIEPTOHUYECKUI TUI peakiMd U MOTYT CIYXHUTh
(akToOpoM prcKa pa3BUTHS apTepUaIbHOM TMIIEPTEH3NM.
S. Caselli u coaBr. [10] Toka3anu, 4To y aTJIETOB C TUIIEP-
TOHMYECKUM TUIIOM peakIM apTepUalbHOTO HaBJICHUS
B OTBET Ha HArpy3Ky yaille B mocjenyouiemM (hopMUpy-
eTcsl 3CCeHLIMalbHas apTepuaibHasl runepreHsus. Cxo-
JKMe JaHHbIe ToJlyueHbl B MccienoBaHuu T. Manolio
u coastT. [11], koropble, obcienys 3474 cnoprcmeHa,
BBISIBUJIM, YTO TPUPOCT MAKCUMAaJIbHOTO CHUCTOJIMYE-
CKOTO apTeprabHOTO naBjieHus 10 210 MM PT.CT. y MyX-
quH 1 190 MM PT.CT. Y XEHIIUH CIYKUT IPESAUKTOPOM
Pa3BUTHS CTOMKON apTepHuaibHOM TunepTeH3un. OmHaKo
9TU HU@PBI OBUIM MOJIyYeHbl O€3 yyeTa pOCTOBBIX MOKa-
3aTesei.

BbiBOAbI

1. V 10HBIX JIUTHBIX CIIOPTCMEHOB MaKCHMaJIbHbII
YPOBEHb apTepUaIbHOTO JAaBJICHMS TIPU Mpode ¢ prsnye-
CKOU Harpy3KoW 3aBUCUT OT I10JIa U OT POCTa.

2. Jlns OueHKU MaKCHMAaJIbHOTO apTepualibHOTO JaB-
JIGHUSI TIPU TIPOBEACHUM BEJIOAPTOMETPUY MO TTPOTOKOTY
PWC170 y 10HBIX 37IUTHBIX aTJIETOB HEOOXOUMO OPUEH-
TUPOBATBHCSI Ha TIPEIJIOKEHHBIE TeHIAEPHbIE U POCTOBBIC
3HauYCHUSI.

3. MakcuMaJibHbl€ YPOBHU CHUCTOJIMYECKOTO apTepu-
aJIbHOTO JaBJIeHUs! Ha (poHE Harpy3ke Y BbICOKOPOCIBIX
IOHBIX 3JIMTHBIX CIIOPTCMEHOB (IOHOIIM BbIlIe 185 cMm,
NeBYLIKW Bblllle 173 ¢M) MOTYT JOCTUTaTh Yy IOHOIIEH
250 MM pT.CT., y AeByiieK 210 MM pT.CT.
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D deKTUBHOCTD NPUMeHeHHs TPorpaMmbl « KpaTHOCTb ayIM0J10THY€CKOr0 MOHUTOPUHTA
y ieTeii NepBoro roJa Xu3Hu ¢ (pakropamu pucKa no TyroyxocT U LIyxore»

M. P. boeomunvckuil’, U.B. Paxmanosa®?, M.B. Jleemapesa’, B.B. Iopee’, H.I1. Bumkosckas'?,
A.1O. Kpyensxoé?®, F0.C. Hwanosa', A.I. Mampockun'?, C.1I1. [lyoapos’

'PrAQY BO «Poccuiicknii HaumMoHasbHbIN UCCNeaoBaTeNbCKUA MEAMNLIMHCKNUIA YyHUBepcuTeT um. H.U. Muporosa»
Mwunsgpasa Poccumn, Mockea, Poccus;

’I'bY3 «Mopo3oBckas AeTckas ropoackas knnHnydeckas bonbHuua JenaprameHTa 3apaBooxpaHeHns ropoaa Mocksbl»,
Mocksa, Poccus;

SPre0Y BO «Poccuincknin XmmMmko-TexHonormdyeckuii yiuesepcutet um. .M. MeHgeneesa», Mocksa, Poccust

Effectiveness of using the program “Frequency of audiological monitoring in children of the
first year of life with risk factors for hearing loss and deafness”

M.R. Bogomilsky', I.V. Rakhmanova®?, M.V. Degtyareva’, V.V. Gorev?, I.P. Vitkovskaya™?,
A.Yu. Kruglyakov®, Yu.S. Ishanova', A.G. Matroskin’?, S.P. Dudarov’

'Pirogov Russian National Research Medical University, Moscow, Russia;
2Morozov Children’s City Clinical Hospital, Moscow, Russia;
SMendeleev Russian University of Chemical Technology, Moscow, Russia

Lens. IIpeacraBienne NaHHBIX ANPOOMPOBAHMS NPOTPAMMBI, MO3BOJISIIOMIEH ONTHMHM3UPOBATH AYAMOJOTHYECKUA MOHHTOPHHT
y nereii ¢ (hakTOpaMu pUCKa pa3BUTHSI TYTOYXOCTH M DIYXOTbI.

XapakTepucTHKA JieTeii u MeTobl uccienosanus. Oociaenosanbl 217 nereii, NpoxXoauBIIMX ayauoJorndeckuii Monutopunr B KJIIT
I'BY3 Mopo3osckoii ITKB. HccaenoBanne HOCHIO MPOCTIEKTUBHBINA MPOIOJIBHBINA XapPAKTEP C dJeMEHTaMH nonepevHoro. Jletu
ObLIH pacnpenesensl HA 2 rpynmbl: 1-10 (ocHOBHYI0) coctaBuim 136 nereii, npoxoauBiive ayAHOJIOrHYECKHii MOHUTOPHHT C Y4€TOM
pa3padoTaHHOi mporpaMmbl, 2-10 (cpaBHenns) — 81 peOeHOK (mporpamMma He mpuMeHsiiach). /s craTucTHyecKoii 00padOTKI
MOJTyYeHHBIX JAHHBIX UCIOJIb30BAJIM NMaKeThl cTaTucTHYecKux nporpamm SPSS u Epi info.

Pesyabratel. B 0cHOBHO#1 rpynne HauOoJiee 4aCTO BO3PACT JeTeil NPU NepBUYHOM oOpamieHun coctasisa 3,0 + 0,5 mec, B rpynne
cpaBHenusi — 6,0 £ 0,5 mec. B ocHoBHoii rpymne B nepuozn 3,0 * 0,5 mec xu3nu y 27 (21,0%) u3 129 neteii BoisiBlieHA HelipoCeHCOPHAST
TYroyxocTb, B Bo3pacrte 6,0 + 0,5 mec — y 19 u3 134 (14,0%), a B Bo3pacte 9,0 £ 0,51 12,0 £ 0,5 mec y 19 u 5 u3 136 nereii cooTet-
cTBeHHO. Y 22 niereii u3 136 cHinKeHue cyxa ObLIO TPAaH3UTOPHbIM. B rpynme cpasnenus B Bo3pacre 3,0 £ 0,5 mec HelipoceHcopHast
TYroyXocTh BbisiBJieHa y 2 neteid, B 6,0 + 0,5 mec —y4u3 15,89,0 £ 0,5 —y 1 u3 25, a8 12,0 + 0,5 mec — y 9 u3 35 nereii.
3akmouenne. [Ipumenenne pa3paGoTaHHON NPOrPaMMBbl MO3BOJIUT HEOHATOJIOTAM M BPAYaM IEPBUYHOTO 3BEHA B MOJHOM 00beMe
COOJIIOCTH CPOKH AYANOJIOTHYECKOTO MOHUTOPUHTA.

Karouegvte caosa: 2pyonoii pebeHok, my20yxocms, nyxoma, ayouon02uvecKuti MOHUMopuHe.

Ans untuposanms: [Foromunsckuii M.P), Paxvarosa W.B., Jerrspesa M.B., lopes B.B., Butkosckas W.IM., Kpyrnskos A.IO., Mwarosa [O.C.,
MarpockuH A.T., Ayaapos C.I1. 3ppekTBHOCTb MPUMeHeHMs MporpaMmsbl «KpaTHOCTb ayamnoI0rn4eckoro MOHUTOPUHIa y AeTel NepBoro roga XuaHu
C hakTopamum purcka o Tyroyxoctu v riyxote». Poc BecTH nepuHaton v neamatp 2022; 67:(3): 86-91. DOI: 10.21508/1027-4065-2022-67-3-86-91

Purpose. To present data on testing the program, which allows optimizing audiological monitoring in children with risk factors for the
development of hearing loss and deafness.

Characteristics of children and research methods. 217 children who underwent audiological monitoring at the consultative and diag-
nostic center in Morozov Children’s City Clinical Hospital were examined. The research was a prospective longitudinal study with
cross-sectional elements. The children were divided into 2 groups. The first group (main) consisted of 136 children who underwent
audiological monitoring based on the developed program, and the second (comparison) included 81 children (the program was not
applied). Statistical software packages SPSS and Epi info were used to process the obtained data.

Results. In the main group, the most common age of children with primary treatment was (3.0 £ 0.5) months, and in the comparison
group — (6.0 = 0.5) months. In the main group, in the period of (3.0 * 0.5) months of life, out of 129 children, neurosensory hearing
loss was detected in 27 (21.0%), in the period of (6.0 + 0.5) in 19 of 134 (14.0%), and in the periods of (9.0 + 0.5) and (12.0 £ 0.5)
in 19 (13.4%) and 5 of 136 children, respectively. In 22 children out of 136, hearing decline was transient. In the comparison group
at the age of (3.0 = 0.5) months, neurosensory hearing loss was detected in 2 children, at (6.0 £ 0.5) months in 4 out of 15, at
(9.0 £ 0.5) in 1 child out of 25, and at (12.0 £ 0.5) in 9 patients out of 35 children.

Conclusion. The application of the developed program will allow neonatologists and primary care physicians to fully comply with the
deadlines for audiological monitoring.

Key words: Infant, hearing loss, deafness, audiological monitoring.

For citation: Bogomilsky M.R., Rakhmanova I.V., Degtyareva M.V., Gorev V.V., Vitkovskaya I.P., Kruglyakov A.Yu., Ishanova Yu.S., Matroskin A.G.,
Dudarov S.P. Effectiveness of using the program “Frequency of audiological monitoring in children of the first year of life with risk factors for hearing
loss and deafness”. Ros Vestn Perinatol i Pediatr 2022; 67:(3): 86-91 (in Russ). DOI: 10.21508/1027-4065-2022-67-3-86-91

CnyXOBOI?I aHAJIN3aTOp — OPraH, OT COCTOSTHUS KOTO- pebeHka [ 1—4]. HapymeHue ciryxoBoit (hyHKIIMU, B 4acT-
pOro 3aBUCUT pa3BUTUE PEUYEBOrO IIeHTpa (BTOpasi  HOCTHU IOpa)KeHWE 3BYKOBOCIPMHMMAIOILIETO arapara,
CUTHaJIbHAsl CUCTEMa) M WHTE/UICKTyaJlbHOE pPa3BUTHME  TPOBOMASIIMX IyTEl CIyXOBOTO aHaju3aTopa MPUBOAUT
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bocomunvckuii M.P. u coasm. DhdHeKTUBHOCTL IPUMEHEHHUSI TIPOTPaMMBbI «KpaTHOCTb ayIMOIOTNIeCKOTO MOHUTOPHHTA Y JIeTell EPBOTO rofa XU3HH. ..

K MHBaJIMAHOCTH [2, 4, 5]. B cBsI3U ¢ 3TUM paHHEe BBISIB-
JIEHUE TIATOJOTHUU CJIyXOBOTIO aHajau3aropa Kak OCHOB-
HOM MPUYMUHBI TIIYXOHEMOTHl — OJHA M3 BaXKHEWIINUX
3a/1a4 IETCKOM oTopuHoJiapuHrojoruu |1, 3, 4].

B mocienHue roabl BEIKMBAEMOCTD IeTei, pOXKIECH-
HBIX paHbIlle CPOKa, 3HAYUTEIBHO YBEJINYMIACh U BME-
CTe€ C OTUM BO3pOCJIO BJIMSIHUE psina (HakTopoB, CIO-
COOCTBYIOIIMX pa3BUTHIO TYTOYXOCTU M  TJYXOTHI:
HE3peJIoCThb, achpUKCHUs, peaHUMALIMOHHbIE MEPOIPUSI-
THUS, HAJIMUKE BHYTPUYTPOOHBIX MHMEKIUI, TUTTOKCH-
yecku-uiemuueckue nopaxenus: LIHC, HeBposoruye-
CKMe HapylleHMs], MaCCUBHAss ¥ MHOTOKOMITOHEHTHasI
JIeKapcTBeHHas Teparnus v ap. [1, 6]. JJaHHBI KOHTUH-
TeHT JeTel COCTaBISIET OCHOBHYIO IPYIITy PUCKa MHBA-
JINIU3AIUNA, B YACTHOCTU JETU C HApYIICHUSIMM CIyXa
Pa3TMIHON CTEIeHU U JIOKAIM3ALINY COCTaBIISIOT 2—3%
ot oburero uucia gereit [7]. B cBs3u ¢ atum B Poccuii-
ckoii Denepanyu ¢ 2008 . I MCCIEAOBAHUS CIYXO-
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PO30BCKOM 1€TCKOI1 FOPOACKON KIIMHUYECKOi1 601bHULIbI [lenapraMeHTa 31pa-
BooxpaHeHust ropoga Mocksel, ORCID: 0000—0001—-5055—-0885

119049 Mockga, 4-it J106pbIHMHCKMIA TIepeyIIoK, a. 1/9

[Hynapos Cepreii [1aBnoBuy — K.M.H., 1eKaH ¢akyasreTa L1u(POBIX TEXHOJIO-
IMii ¥ XMMUYECKOTO MHXUHUPUHTA POCCHIICKOTO XMMUKO-TEXHOJIOTMUECKOTO
yuusepcureta .. Menneneesa, ORCID: 0000—0002—1410—5159

125047 MockBa, Muycckasi miomas, 1. 9

BOI (DYHKIMM B poaIOMax, NMepMHATaIbHBIX LEHTpax
WIM TI0 MECTY HaXOXJeHUsI peOeHKa BBelIeH BCEOOIIMi
YHUBEPCAIbHBINA ayIMOJIOTMYECKUA CKPUHUHT HOBO-
POXIEHHBIX JeTeli METOIOM BBI3BAHHOW OTOAKYCTH-
YeCKOW 3MUCCUU, UYTO JOJXKHO ObLJIO OOECIeYuTh paH-
HIOI0 JMArHOCTUKY CIIYXOBBIX HApyIIeHWN U CHU3WUTh
YacTOTy HeOJIarONMPUSITHBIX UCXOA0B TTOPAKEHUS CIYXO-
Boro aHaym3artopa [8—11]. ToabKO COBMECTHBIEC YCUIIUS
HEOHATOJIOTOB TIepUHATAIBHBIX IIEHTPOB, POJIOMOB,
OTIEJIEHU I TT0 BBIXaXKMBAHWIO HOBOPOXKACHHBIX U HEJIO-
HOIIIEHHBIX JIeTel, T¢ aKTUBHO BBITIOJHSIIOT ayIHOJI0-
TUYECKUI CKPUHWMHI, MOTYT OOECIIEYUTh CBOCBPEMEH-
HYIO TMarHOCTUKY JaHHOW MaTOJOTHH.

Ilpy TmpoBemeHUM ayIMOJOTUYECKOTO CKPUHUHTA
BO3HUKAET DS YCIOBUIA: 00S13aTE€IbHBIMU  SIBJISIIOTCS
OTO- W PUHOCKOINUS, TPOEKpaTHOE IOBTOPEHUE TecTa
C TIOJTlyYeHUEM OHOTO U TOTO 3Ke pe3ysibTraTa, YTO UMeeT
6OJIBbIIIOE TUArHOCTUYECKOe 3HaYeHue. B mratHoM pac-
MUCAaHUM TePEYUCICHHBIX CTAllMOHAPOB, KaK IPaBuUJIo,
orcyrctByer JIOP-Bpau, 4to nenaeTr mpoBedecHUE YHU-
BEepCaJIbHOTO ayIMOJOTUYECKOTO CKPUHUHTA HE CTOJb
KayeCTBEHHBIM, €CJIM TOJIbKO TepUHATAIbHBINA IIEHTP
WA OTIeJIeHUEe TI0 BBIXaXXWBAHWUIO OOJIBHBIX JeTei
He HaXOAATCsT Ha 6a3e JeTCKOI TOPOACKON OOTbHULIBI.

Tlo3aHsiss nuarHocTuka aedeKTOB CIyXOBOW (PyHK-
LI TIPETSITCTBYET  CBOEBPEMEHHOMY  MPOBEACHUIO
peadbMIUTAllMOHHBIX MEpPONPUSITUM, T.€. CIyXOIpOTe-
3UPOBAHUIO, 3aHSATHUSIM C CYpIOIEIaroroM M, Kak cief-
CTBME, MPUBOIUT B JaJIbHEUIIIEM K 3alepXKe peYeBOro
pa3BuTHsl pebeHka. Kak moxaszam pso MccleToOBaHUIA,
o0cIemOBaHHBIM JeTIM ¢ Oosee 2 (paKTOpOB pHcKa pas-
BUTHUSI TYTOYXOCTM M TJYXOTHI Jaxe TP TIOJYyYeHUU
YIOBJIETBOPUTEIIBHOTO pe3yjbTaTa ayauOJOrMYeCKOTo
Tecta TpeOyeTcsl TMHAMUYECKOe M PacIIMpeHHOe ayIno-
JIOTUYecKoe oOcjiemoBaHue B KaTaMHe3e (TMMITaHOMe-
TpHUsi, BBI3BAaHHBIEC CJIYXOBBIE TIOTEHIIMAbI), HAOTIOACHUE
OTOPUHOJIAPUHTOJIOTOM U CYPIOJIOTOM IIOCJI€ BBIMH-
CKM U3 CTallMoOHapa, TOCKOJIbKY WMEIOTCS OTCPOYEH-
HbIe Clydau peajn3alli IMaToJOTMU ClyXa He TOJbKO
10 3BYKOIPOBEICHUIO M3-3a TATOJIOTUM CPEIHEro yxa,
HO M TIO TTyTU 3BYKOBOCIIPUSITHSI, TTATOJIOTMU BHYTPEH-
HEro yxa U BbIILIeJIeXallnX CTpyKTyp [9]. 3arpyXeHHOCTh
MeINaTPOB TMOJUKIMHUYECKOTO 3BeHa M HEOHATOJIOTOB
HE TI03BOJISIET CBOEBpeMEeHHO HaripapiisiTe K JIOP-Bpauy
JeTeil M3 TPYI pucka W HaOGaoAaTh B TMOJHOM O0b-
eMe 3a JUHAMMUYECKUM Pa3BUTHEM CIYXOBOU (DYHKIIUU
Yy HEIOHOIIECHHBIX JETeii B COOTBETCTBUM C METOIMYE-
ckumu pekoMeHganusmu ot 2020 r. [9].

B cBsI3M ¢ M3JIOKEHHBIM 1I€JIb UCCIEI0BAHUS COCTO-
syla B pa3paboTKe M amnpoOMpOBaHUM TIPOTPAMMBI,
MO3BOJISIIONIEH  ONTMMU3UPOBATh  AyAHUOJOTMYECKYIO
MOHUTOPUHTOBYIO pabOTy HEOHATOJOTOB TeauaTpuye-
CKMX crannoHapoB, a Takke JIOP-Bpaueil, menmaTtpoB
MOJUKJIMHAYECKOTO 3BeHA TIPU OOpalleHUd POIUTEIICi
¢ JIEThbMU TIEPBOTO TO/a XU3HM, YIPOXKAEMBIMH 10 pa3-
BUTHUIO TYTOYXOCTU M TJIyXOThl. PaspaboraHHast M 3ama-
TEHTOBaHHass HamMu Tporpamma «KpaTHOCTb ayauoso-
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IMYEeCKOT0 MOHMTOPHWHTA y JIeTeil MepBOro rojaa >KU3HU
¢ (pakTopamMu pucKa 10 TYTOYXOCTU U TJYyXOTe» (CBHIE-
TenbcTBO No2021612349 ot 16.02.2021) mpencraBiser
coboii HactonbHOe Windows-nipuiiokeHue, HMeIoIee
rpaduyecKuit, APYKECTBEHHBIM TOJb30BATEII0 WHTEP-
(eiic, chopMUpPOBaHHBIN Ha OCHOBE CTAHIAPTHBIX 3Jie-
MEHTOB YIIpaBJIeHUsI OTIePAlIMOHHON cucTeMbl. [Tpumep
U CTPYKTypa UHTepdeiica mpuBeIeHbl Ha puc. 1.

[Iporpamma pa3paboTaHa ¢ MCIIOJIb30BaHMEM WHTE-
rpupoBaHHOI cpeabl paspadotku Delphi 7. IMonmep-
KMBaeTCs JBYCTOPOHHUWI JWAJOr ¢ TOJb30BaTeIeM.
[Monb3oBarenb BBOIMT coOpaHHbIE JaHHBIE aHaMHe3a
B CIelUaJIbHO TpeAHa3HAYeHHBIE TIOJNSI W OTMeJaeT
HeoOxoauMble onuu. C TOMOIIBbI0 KHOIOK YyIpaBlie-
HUSI TIOJIB30BaTe/b ONpeAesiaeT PeKUM B3aUMOICHCTBUS
C TIPOrPaMMOIi U CITOCOO TIPEACTaBICHUS Pe3yIbTaTOB:

— «Pacuer» — omnpeneneHre pe3yIbTaTOB KPaTHOCTH
o0ceqoBaHMsI CIIyXOBOM (PYHKIIMM Ha OCHOBE BBEICH-
HBIX TJAaHHBIX aHAMHE3a;

— «OuncTuth» — cOPOC BCEX BBEACHHBIX TaHHBIX
MpYU HaJWYWU OINMOKM WM B Clyvyae Hadaja paboThl
C IPYTUM TTallUEHTOM;

— «B daitn» — coxpaHeHue pe3yJbTaTOB 3KCIEPT-
HOTO aHaJiu3a BBEACHHBIX JaHHBIX IJIST MOCJIEIYIOIIEro
HCIOJb30BaHUS,

— «Ha mevatb» — BBIBOJ, Pe3yIbTaTOB DKCIEPTHOTO
aHaJIM3a BBEICHHBIX JaHHBIX Ha TIeYaTh JJIs1 UCITOIh30Ba-
HUST B MEIMIIMHCKOM KapTe, JJIs HalpaBIeHUs Ha o0cie-
JIOBAaHME WU B KAYECTBE MAMSITKU POITUTEIISIM.

OPUINHAJIbBHbBIE CTATbU

Kaxnass BbIOpaHHasi OMLMSI MMEET OIpeie/ieHHOe
yucyio 6amwioB ot 0 1o 50 B 3aBUCMMOCTH OT Beca (hak-
Topa B (hopMUpPOBaHUY Tyroyxoctu. Tak, ¢akropy «Cpok
rectauuu pebeHKa Ha MOMEHT poxkaeHus 37 Henl u bosiee»
coorBeTcTBYeT 0 OammoB, «KomMOMHAIMM OTOTOKCHYE-
CKHX aHTHMOWOTUKOB TIPU OJHOBPEMEHHOM M IOCJIEIO-
BaTeJIbHOM BBeIeHMU» — 5 OamioB, a «BpoxmeHHOI
CEHCOHEBPAJIbHOW TYTOyXOCTU WJIM TJYXOTe Yy OOOMX
ponuteneit» — 50 6ayu10B U T.I.

Bce paHHBIE CYyMMUpYIOTCS, M TIOCJI€ HaxKaTus
KHOTIKM «PacueT» Ha sKpaHe MporpaMMbl MOSIBJISIETCS
cyMMa 6aJlJIoB, COOTBETCTBYIOIIAST OMPEACIEHHON cxeMe
obcnenoBanmsa. Tak, ecim cymma 6amioB 50 U BbIlle,
TO pebeHKY HeoOXOIUMO UCCAeIOBaHUE CIyXOBOI
(PYHKIIMY METOIOM CIIyXOBBIX BbI3BAHHBIX MOTEHIIMAIOB
U TUMIIaHOMeTpuu 1 pa3 B mepuoa oT 5 10 9 Mec B KOH-
cyJlbTaTuBHO-AUarHoctuyeckoMm 1eHTtpe nipu JAT'KDB;
npu cymme 6auioB oT 30 1o 50 ucciaenoBaHusI CIIyXOBOM
(GyHKIMU TIPOBOAATCS 2 pa3a B Iepuona ot 3 1o 6 Mec
n ot 9 1o 12 Mmec, a ipu cymme 6autoB meHee 30 — 3 pasza
B mepuoa oT 3 no 12 Mec (kejaTeibHO Kaxjble 3 Mec).
IIpy BBISIBICHUM CMEIIAHHOM WJIM CEHCOHEBpAJIbHOM
TYTOYXOCTH BO BCEX CJIydasX peOeHOK HarpaBlisgeTcs
B Toponckoit HeTCKMil KOHCYJbTaTUBHO-AWArHOCTHYE-
CKMIt cypaojiornuyeckuii eHTp HaydHo-uccienoBaTeib-
CKOTO KJIIMHUYECKOTO MHCTUTYTAa OTOPUHOJAPUHTOJIOTUN
nM. JI.A. CBepxKeBCcKOTO.

IMporpamMma TipenjiaraeT IOJb30BaTENIO  Pe3yJIb-
TaThl aHaji3a B 3JEKTPOHHOM M/WIM Tie4aTHOM (op-
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Puc. 1. Ctpykrypa unrepgeiica nporpammsl «KpaTHOCTh ayauoIori4ecKOro MOHMTOPHHTA Y JieTeil mepBoro
ro/1a KU3HH ¢ JAaKTOPAMHU PUCKA 1O TYTOYXOCTH U IIyXOTe».
Fig. 1. Program interface structure "Multiplicity of audiological monitoring in children of the first year of life

with risk factors for hearing loss and deafness".
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bocomunvckuii M.P. u coasm. DhdHeKTUBHOCTL IPUMEHEHHUSI TIPOTPaMMBbI «KpaTHOCTb ayIMOIOTNIeCKOTO MOHUTOPHHTA Y JIeTell EPBOTO rofa XU3HH. ..

Max U KOHTPOJIMPYET BBOAWMMBIC MM IaHHBIE Ha KOp-
PEKTHOCTb M HEMpPOTUMBOPEeUMBOCTh. [Iprmep peakiuu
CHCTEMBI Ha TIPOTUBOPEYMBLIC MCXOMHBbIC TaHHBIC TTPU-
BeJeH Ha puc. 2. Jlo ycTpaHeHHsT TTPOTUBOPEYMI pacyeT
U 3KCIIEPTHBIM aHaIu3 He OymyT MpomosnkeHbl. OCHOB-
Hble TPeOOBAHMS I pabOTHI TIPOTPAMMBI Y UCITOJTb30-
BaHUs ee pe3yJIbTaToOB:

— TepCOHAJbHBIN KOMITBIOTED TION YIpaBJIeHUEM
onepaunoHHoil cucteMbl Windows XP uim ee Oosee
MMO3IHUX MTOKOJICHUIA;

— 1 M6 o0beMa xkecTKoro aucka, 2 MO orepaTuBHOM
MMaMSITH UIs1 paboTalolIeii MporpaMMBbI;

— HaJM4Me YCTPOMCTBA BHIBOJA IEYaTHOTO TEKCTa
(TipuHTEP, MHOTO(YHKIIMOHAJIBHOE YCTPOMCTBO).

PazpaboTtaHHast mporpaMma MOXeT ObITh UHTEIPUPO-
BaHa B Jpyrue MHGOPMAIMOHHBIE CPEICTBA M CUCTEMBI
U 3aIyCKaThCsI JIOKATBbHO Ha KOMITBIOTEPE TTOJIb30BaTEIsT
110 BCTPOEHHOM CCBHLIKE.

XapakTepuctuka peten u MeTogbl UccriefoBaHUs

C uenbio anpobauuyd M OLEeHKU 3(PHEeKTUBHOCTU
pa3paboTaHHOI TporpaMMbl HaMM TPOaHAIU3UPOBAHbI
KapThl JeTei, TPOXOAUBIINX ayANOJOTUYECKUIT MOHUTO-
PUHT B COOTBETCTBUHU C IIPOTpaMMOii (OCHOBHAS TpyIina),
U JeTeil, YbM poauTesM obopaTtuiuch Ha 1nipueM B KoH-
CyJIbTaTUBHO-AMarHoctuueckuii 1neHtp I'bY3 Mopo-
30BCKOI JIETCKON TOPOACKON KIMHWYECKON OOJBHHMIIBI
JlenaprameHTa 3apaBooxpaHeHust MOCKBBI (3aB. OTaee-
HueM — A.P. 3auuisixvH) Mo HanpaBJeHUIO U3 MOJUKIU-
HUKHU MO MECTY XUTEJIbCTBA WM MPULLIEAIINE CAMOCTOSI -
TeJbHO (IpyIira CpaBHEHMS ).

IIpoBeneHHOE wuccaeIOBaHUE HOCWIO TPOCIIEKTHUB-
HbII TTPOJIOJIbHBINM XapaKTep ¢ 3JIeMEHTaMU TTOTIEPEYHOTO.
Bbrino mccnenoBaHo 217 BBIMMCOK U3 MCTOpUI OOJIE3HU
JeTeil B MOMEHT 00CJIeOBaHUSI, YbU POAWTEIN OOpaTh-
JINCH TSI UCCIIEAOBAHUS CJIYXOBOI (DyHKIIMM T10 HarpaB-

JICHUIO U3 TIOJIMKJIMHUKU 10 MECTY XXUTEJIbCTBA B CBSI3U
C HEINMpOXOXAEHWEM TIEPBUYHOIO  ayJIMOJOTUYECKOTO
CKPMHMHIa WM HajauyueM (HaKTOpOB pPUCKA pa3BU-
TUSI TYTOYXOCTWM M TJIYXOThl. [leTn ObuiM pacripeneieHbl
Ha TPYIIIBI B 3aBUCUMOCTU OT MPUMEHEHUST TTPOrpaMMBbl.
B 1-10 (ocHOBHYIO) TpyIITy ObLIM BKJIIOYEHBI 136 nereit,
MPOXOAUBIINE AyTUOJIOTMUYECKUI MOHUTOPUHT C y4ETOM
pa3zpaboTaHHOI TMporpaMMbl. IM BBITIOIHSIIA OOC/IEn0-
BaHNE B COOTBETCTBUM C PEKOMEHAALMSIMU pa3pabOTaH-
HOM1 nporpaMmbl OT 1 10 3 pa3 B 3aBUCMMOCTH OT HAJTUYUSI
(bakTOpOB pUCKa Pa3BUTUSI TYTOYXOCTHU U TJIYXOThI B TeUe-
HUE OJTHOTO roja XusHu. Bo 2-it rpymrie (rpyrne cpaBHe-
Husg — 81 pebGeHOK) mporpamma He MpPUMEHsIach, JeTU
MPUXOJMIN Ha 00C/IeIOBaHNE OJJHOKPATHO.

Kpurepuu BKIIOYEHUSI B OCHOBHYIO M KOHTPOJIbHYIO
rpyniy: 1) mepBuyHOe oOpallieHWe B mepuon a0 9 mec
KM3HU peOeHKa BKIIFOUUTEIbHO; 2) COOJII0IEHUEe POaUTe-
JISIMU TIpOTpaMMbl 00cjieoBaHuit; 3) poXXAeHUE paHbIle
cpoka (usznonornyeckux poaoB. EAMHbIMU KpuTepusiMu
WUCKJIIOUEHUST U3 00C/IeTOBaHWI JIJIsT JeTeil 00erX TpyIin
CIIYXWIN OTCYTCTBUE COIJIacusl Ha 00Cjie0OBaHNUE POAU-
TeJiel Y HaJIMuKMe BOCTIAIMTEIbHBIX U3BMEHEHU I CPeTHETO
U1 BHYTPEHHETO yxa.

Hns cratuctuyeckoit 00pabOTKM TMOJYyYEHHBIX JaH-
HBIX MCITOJIb30BAIM MAaKET CTAaTUCTUUYECKUX MporpaMm
SPSS u Epi info. Ilocne moayyeHus: mepBUYHBIX JaH-
HBIX C TOMOIIBIO paszfesia ONMUcaTeIbHONW CTaTUCTUKU
nporpamMbl  SPSS  paccuutbiBasiv cpegHue 3HAYEHUS
rnokasarejieii BpeMeHM oOpallaeMOCTH U CTaHJApTHOTO
oTKJIoHeHUs. [lanee, yuuTbiBasi BBIOOPKY, MOC/IE MoJIyde-
HUS JAHHBIX O YMCJIEe JeTel, CTpalarolIiX TYTOyXOCThIO,
C TIOMOILIbIO oK Tabnuibl 2x2 Tables oniuu Statcalc
nporpamMbl Epi info st BeISICHEHUSI 3HAUUMOCTHU pas-
JIMYUIA Ka4YeCTBEHHBIX U PAHTOBBIX IMPU3HAKOB MCITOJIb-
30Basii Kputepuit y> mo XaHceao—Manrento. Pasnnyuus
cuuTanu AoctoBepHbiMU 1pu p<0,05.
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Fig. 2. Example of system response to inconsistent input data.
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PesynbraTthbl

B ocHoBHOIT rpyrie Hanboiee YacTO BO3PACT JAeTeid
MpU TIepBUYHOM oOpaiieHuun coctasist 3,0+0,5 mec,
a B rpyIine cpaBHeHus — 6,0£0,5 mec.

AHanM3 JaHHBIX MMOKa3aj, 4yTto y 2 u3 136 obpatus-
IIUXCSI JeTeil OCHOBHOW TPYIIbl YKUCJIO OasIOB ObLIO
6osee 50 o pacueTy nmporpamMMmbl. UM mpoBeneHo ogHO-
KpaTHOe MCCJIeIOBaHUE CIYXOBOM (DYHKIUM IO PEKO-
MEHIALMSIM TTPOrpaMMbI U B TaJIbHEMIIIeM 00CIeTOBaHUS
He MPOoBOMWINCH. I3 HUX Yy OMHOro pebeHKa BBISIBJIeHA
TYTOYXOCTb, M1 OH HaXOIUTCS Ha peabunutauuu B MHCTH-
TyTe oTopuHosapuHrosoruu um. JI.M. CsepxeBckoro,
ay Ipyroro ciyxoBast GyHKIMS OblIa B HOpPME.

VY 134 nereit cymmapHoe 4uciio 0aioB 1o hakTopam
pHUCKa pa3BUTHS TYTOYXOCTH U TJIYXOTHI COCTABUJIO MEHee
50, ¥ UM TIPOBOAMJIM ayaUOJIOTMYeCKOe oOCienIoBaHue
B TEUEHME TepPBOTo roja XXU3HU 2—3 pasa COMIaCHO KpU-
TepusiM pa3paboTaHHOI HamMu porpaMmbl. M3 136 netei,
00CJIeJOBaHHBIX Ha TEPBOM TOMY >KW3HU, IEPBUYHOE
ayarosiornaeckoe uccienoBanue 129 (96%) netsiMm ocHOB-
HoU Tpynmbl ipoBoavn B 3,0+0,5 mec, 5 (2%) netsim —
B 6,0+0,5 mec, a 2 — B 9,0+0,5 Mec BO BpeMsl 1X IIEPBOIO
obpameHus. [Tocae mepBruyHOrO odpaieHusT 1 00cIea0-
BaHMS JeTeil OCHOBHOI TPYMIIbI HAOMIOAAIN B TMHAMUKE
B T€UEHME MEePBOTo ToJa XXU3HU W TIPOBOIMIIN TTOBTOPHOE
obOcienoBaHue Kaxable 3 Mec. B 12 mec XuzHu netsm
MPOBOAWIIA TOJIbKO ITOBTOPHOE ayIMOJIOTMYeCKOoe 0OCIie-
JIOBaHWEe B OTWHAMMKE, HOBBIX IMAlIMEHTOB He BKIIOYAIU
COTJIACHO KPUTEPUSIM BKITIOUECHUS B UCCIIEIOBAHNE.

B ocnoBHOii rpynme B 1mepuon 3,0£0,5 wmec
Xu3HU U3 129 nereit Tyroyxocth Oblia BbisiBieHA y 27
(21,0%), B 6,0+£0,5 Mec moTeps ciyxa ObLIa BBISIBICHA
y 19 (14,0%) w3 134 pmereii, 4TO CTaTUCTUICCKM 3HA-
YUMO MeHblie, yeM B 3 mec xusHu (x>=112; p<0,001).
VYV 8 nereii U3 Tex, y KOro HapylieHHe CIyXOBOi (PyHK-
UK OBLJIO BBISIBJIEHO B 3 MecC, IIpU ITOBTOPHOM 00CIIe-
JIOBaHUM B 6 MecC OblIa 3aperMCTpUpOBaHa HOpMabHast
cIyxoBast QYHKIIUS, YTO CBUIETEILCTBYET O TPAH3UTOP-
HOM XapaKTepe CHUKEHMS CIIyXOBOM (DYyHKILIMU B CBSI3U
C HEe3peJIOCThIO CJYXOBOTO aHAIM3aTopa Y HeTOHOIIEeH-
HBIX JIeTeil Ha TIEPBOM TOAY XKM3HU.

B 9,0%0,5 Mec uucio neteit ¢ BbISIBICHHOW TYyroyxo-
ctbio coctaBwio 19 (13,4%) uz 136, 4TO CTaTUCTUIECKU
3HAUYMMO OTJIMYAJIOCh OT YHMCIA JeTeil, 00CIeqOBaHHBIX
B 6 Mec xxu3Hu (y*=141; p=0,00). V 8 nereit moaTBep:kIeHa
TYTOyXoCTh, a y 11 mpu HaOIfoneHUN B AMHAMMKE 3aperu-
CTpHUpOBaHA HOpMaJIbHasl CIyXoBas (DYHKLIMS, YTO CBU-
JIETEJIbCTBYET O TPAH3UTOPHOM XapaKTepe TYrOyXOCTH.
B 12,0+0,5 mec Xu3HU TIpU TTOBTOPHOM OOCJIEIOBAaHUM
136 nereii CTOMKOE CHMXXEHHUE ClyXa HEMpPOCEHCOPHOIO
XapakTepa 3aperucTpupoBaHo Y 5 (4%), 4TO M CTaTUCTU-
YeCKH 3HAYMMO OTJIMYAIOCh OT Yncia aeteit B 6 mec (y*=1;
p=0,00) u 9 mec (y*=184; p=0,00). V 3 nereit ciayxoBas
(byHKIIMS onpenesiiach B HOpMe Ha 00a yxa.

Takum 006pa3oM, YYUTBIBasi, YTO Ha TPOTSKEHUU
MepBOTo roja 6bUIM 00CIeI0BaHbl B AMHAMKUKE TTOBTOPHO

OPUINHAJIbBHbBIE CTATbU

OJIHU U T€ Xe JIeTH, TO CYMMapHO TPAaH3UTOPHOE CHIKE-
HUE ciTyxa ObLTO BhIsIBJIeHO Y 22 (16%) nereii u3 136. Y 5
JeTeil Oblla BBISIBJIEHA XpPOHWYecKas HeWpoceHCopHast
Tyroyxoctb (y 2 nereil — ABYCTOPOHHSISI HEHMpPOCEHCOp-
Has TyroyxocThb II ctenieHn, y 2 — IBYCTOPOHHSIS TJIyXOTa
U Y OIHOTO — OJHOCTOPOHHSIS Tyroyxocts II1 crenenm),
TpeOylolmasi JajdbHEUIIero HaOMIONEHUSI B WHCTUTYTE
otopuHojiapuHrojoruu um. JI.1. CepkeBcKoro.

Bo 2-ii rpynme pnereit o0OcienoBaqd OZHOKPATHO
Mo Mepe WX oOpalleHUs 3a MEIUIIMHCKON TTOMOIIBIO.
W3 81 pebenka mepsuuHo B 3,0+£0,5 Mec oOparmioch
6 (8%), B 6,0+0,5 mec — 15 (17%), B 9,0+0,5 mec — 25
(32%) n B 12,0+0,5 mec — 35 (43%).

B rpymre cpaBHeHUST TIpU MEPBUYHOM OOpallleHUU
B Bo3pacte 3,010,5 Mec HelipoceHCOpHast TYTOYXOCTh ObLIa
BbIsIBJIEHA Y 2 feTeil u3 6 obcaenoBaHHbIX, B 6,010,5 mec
oTepsI cliyxa ObUTa omnpeneneHa y 4 u3 15, 94To He oT/IMJa-
JIOCh OT IAHHBIX 00cIeaoBaHust B 3 mec (}*=2,76; p=0,09),
B 9,0£0,5 mec — y | pebeHka M3 25, 4TO OTIMYAIOCH
ot pe3ysbratoB B 6 Mec (3>=20,9; p=0,00). B 12,0+0,5 mec
TYTOyXOCTh OblIa BEISIBIIEHA y 9 u3 35 meTeil, 4To OoT/Inva-
JIOCh OT YMCJIA AeTeH ¢ TyroyXocThio B 3, 6 1 9 mec (p>0,05).

Ilpu cpaBHEHMM NAHHBIX MEXIY OCHOBHOW U KOH-
TPOJIBHOM TPYMIIaMU BBISIBJIEHA CTATUCTUUECKU 3HAYMMO
6oJiee BbICOKAsST YaCTOTA BBISIBJICHHSI TYTOYXOCTH Y JeTei
B 3 mec (y*=7,16; p=0,01), 6 mec (¥*=30,4; p<0,01)
u 9 mec (¥*=72,3; p<0,01) cpemum nereit OCHOBHOI
TPYIIIbI, YeM CPeau JeTeld TpyMIbl cpaBHeHus. B 12 mec
JKM3HU YMCJIO JIeTeil B -1 rpyIine ¢ BBISIBJIEHHOM Tyro-
YXOCTBIO OBLUIO MeHbIIIe, YeM Bo 2-1 (x>=86; p<0,01).

TakuM o6pa3oM, B TPyIlIle CpaBHEHMS TPU CIIOpa-
JIMYECKOM OIHOKPAaTHOM OOpallleHWM Ha TEPBOM TOIY
JKU3HM TYTOYXOCTh Oblia BeIsiBIIeHa y 16 (19,75%) neteit
n3 81 oOparuBIIeTrOCS; MPU 3TOM B Hamboyiee paHHUE
CPOKM, B 3 MeC XXM3HU IHUarHo3 ObLI MOCTaBJICH JIMIIb
2 netaM u3 16 ¢ HapyweHusMu ciayxa. B 56,3% ciaydaes
HapylIeHWsT clyXa y AeTeil TPYMIbl CpaBHEHUST ObLIN
BBISIBJICHBI JIUIIB B 12 Mec sku3Hu (y 9 u3 16 mereii ¢ moj-
TBEPKICHHBIMU HapyIIEHUSIMU CJIyXa) BCJIEICTBHUE WX
MMO3IHETO OOpallleHusT 3a CIelUaIu3UPOBAHHON Meau-
LIMHCKOM MTOMOIIBIO. B CBSA3M ¢ OMHOKPATHBIM ayaroJIo-
TMYEeCKUM 00CTIeIOBAHUEM BBISIBUTD ITPEXOISIIINI XapaK-
Tep HapylIeHUs CIYyXOBOU (YHKIWUM y JETei TpyIIibl
CpaBHEHUS He TIPEICTaBISIETCSI BO3MOXKHBIM.

BbiBOAbI

1. [IpumeHeHre pa3pabOTaHHONM HAMM JMATHOCTUYE-
CKOIi TIporpaMMbl 00ecIieunio 0oJjiee paHHee MePBUYHOE
oOpallleHMe W BbISIBJIEGHUWE HapylLIeHU ciyxa y leje-
BOTO KOHTMHTEHTA JIeTel, ITO3BOJIUJIO BBIITOJTHUTD Kave-
CTBEHHOE AMHAMUYECKOe HaOJI0JeHUE 3a COCTOSIHUEM
CJIYyXOBOTO aHaJM3aropa y JeTeil MepBOro roaa >XU3HU
W3 TPYMIIBI pUCKa pa3BUTHSI HApYIIEHUH CITyxa.

2. Ucnonw3oBaHue pa3paboTaHHO HAMU ITPOrPaMMBbl
MO3BOJISIET BBIIBUTH MaKCUMaJbHOE YHUCJIO CJy4yaeB
HapylLIeHU cllyxa y JIeTeil B IEPBOM MOJIYTOIUU KNU3HMU,
B HauOojiee paHHME CPOKM, YeM TMpPU OJHOKPATHOM,
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bocomunvckuii M.P. u coasm. DhdHeKTUBHOCTL IPUMEHEHHUSI TIPOTPaMMBbI «KpaTHOCTb ayIMOIOTNIeCKOTO MOHUTOPHHTA Y JIeTell EPBOTO rofa XU3HH. ..

CIIOpagyecKoM OOpallleHUM POAUTEINe IeTeil 3a Meau-
LIUHCKOU TTOMOIIIBIO.

3. IlpumeHeHue pa3pabOTaHHO HaAMM TPOrPaMMBbI
obecrieunBaeT JOJKHYIO KPaTHOCTh HAOMIOACHUS U IUa-
THOCTMUYECKUX HMCCIEIOBAaHWI Ha TIEPBOM TOAY KU3HU
JIeTeit, UMeroIIMX (haKTOphl pUCKa Pa3BUTHS TYTOYXOCTH,
U TIO3BOJISIET MpoBecTH IuddepeHIManbHyl0 IUarHo-
CTUKY MEXIY TPAaH3UTOPHBIMU M CTOMKUMM HapyIIeHU-
SIMU CJTyXa, a TaKxKe 000CHOBaTh MEePCOHATU3UPOBAHHYIO
TaKTUKY BeJCHMS KaxKI0Tro peOeHKa.

3aknovyeHue

BHenpeHue B TIpakTMKy HEOHATOJIOTA, OTOPWHO-
JIapyUHTOJIOTa, TIeauaTpa pa3paboTaHHOM MporpaMMBbl
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KJINMHUYECKUE CJ1YHAU

IIpuMeHeHne IKCTPAKOPNOPATbHOI MEMOPAHHOI OKCHUT€HAIIMH Y HOBOPOXKIEHHbBIX
¢ pedpakTepHOii TMIIOKCEMHUEH BO BpeMsl MeIMIIMHCKOM 9BaKyaluu

A.B. Hkoenes, E.B. Tpuszna, A.B. Hoxpun, B.B. Cysopos, P.b. Xamaeosa, K.C. Kupvskos,
E.A. Conosvesa, K.B. [Tuenucros

®re0yY BO «CaHkT-lMNeTepbyprckuii rocyaapCTBEHHbIM NeANATPUYECKUIA MEOVNLIMHCKUIA YHUBEPCUTET»,
CankT-lNeTepbypr, Poccus

Application of extracorporeal membrane oxygenation in newborns with refractory
hypoxemia during medical evacuation

A.V. Yakovlev, E.V. Trizna, A.V. Nokhrin, V.V. Suvorov, R.B. Khatagova, K.S. Kiriakov,
E.A. Solovieva, K.V. Pshenisnov

St. Petersburg State Pediatric Medical University, Saint Petersburg, Russia

OKcTpakopnoppajibHas MeMOPAHHAS OKCHIeHALMS — COBPEMEHHAsl TepaneBTHYECKAs CTPaTernsi, HANMPaBJIeHHAsl HA CTA0WIH3ALHUI0
U BOCCTAHOBJIEHUE JKU3HEHHO BAXKHBIX (DYHKIMIA OPraHu3Ma manueHTa npy TSRKeJIbIX reMOJIMHAMUYECKUX HApyLIeHusX U pedpak-
TePHOI rHNOKCHH.

Ieap uccnenosanus. /leMoncTpaums ABYX KJIMHMYECKMX CJIy4aeB NMPUMEHEHUs] BEHOAPTEPHAIbHON 3KCTPAKOPNOPAJIbHOI OKCH-
TeHAIIMH Y HOBOPOXKJCHHBIX ¢ CHHIPOMOM ACIHMPAINHY MEKOHHH, OCJIOKHUBIINXCSA Pa3BUTHEM NEPCHCTUPYIOMIEH JIETOYHOM rumep-
TeH3uH ¥ ped)paKkTepHON TUNIOKCEMUH BO BpeMsl MeIMIMHCKOI 9BaKyaluu.

Marepuan u meroapl. IlpoBesen KoMIIeKCHbI aHAIM3 0COOEHHOCTel TeuyeHusi 3200/1eBaHUsI HA OCHOBAHUM JAHHBIX KJINHUKO-
J1a00PaTOPHBIX M HHCTPYMEHTAIBLHBIX CCJIEI0BAHMIA.

Pesynsratsl. IIpoaeMoHCTPUPOBaHO, YTO NPHMeEHEHHE BEHOAPTEPUATIbHON IKCTPAKOPNOPAIbHOI OKCHTeHALMHM Y HOBOPOXKIEHHbIX
€ CHHIPOMOM ACTHPANMA MEKOHHS HA PAHHUX CPOKAX Pa3BHTHS 3200/I€BAHUS CIIOCOOCTBYET MAKCHMAJIBHO OBICTPOI CTAOWITH3AINH
COCTOSIHMS, perpeccy ruInoKCHH H CHHAPOMA MAJIOTO cep/ieYyHoro Beiopoca.

3akmouenue. IIpumenenne 3KCTPaKOPNOPAIbHOI OKCUTEHAMH Y HOBOPOXKIEHHBIX C CHHAPOMOM acNMpalvu MeKOHus U pedpax-
TEePHO# TUNOKCHEN SBJISETCS CNACAIOLIel XKU3Hb TepaneBTHYeCKOi cTpaTerneii, KOTopas MOXeT UCHO/b30BAaThCS HA ITane Meau-
IMHCKOIi 9BAKyal[y PH COOTBETCTBYIOIIEl MOAr0TOBKE Yy MeIMIMHCKOrO epcoHAaa.

Karoueevte caosa: nHoopoicoenHble, CUHOPOM ACRUPAUUU MEKOHUS, pepaKmepHas cUNoKcemMus, IKCmpaKkopnopalbHas MemopanHas
OKCU2eHayus, MeOUUUHCKAs I8AKYAUUL.

Ansa untuposanuns: sikosnes A.B., TpusHa E.B., HoxpuH A.B., CyBopos B.B., XararoBa P.b., Kupbsikos K.C., ConoBsesa E.A., NweHncHoB K.B.
lMpumeHeHne aKkcTpakoprnopasibHou MembpaHHOM OKCUreHaLumy y HOBOPOXAEHHbIX C pegdpakTepHO rmnokcemmeri BO Bpems TPaHCnopTUpoB-
kn. Poc BecTH nepuHaton v neamnatp 2022; 67:(3): 92-99. DOI: 10.21508/1027-4065-2022-67-3-92-99

Extracorporeal membrane oxygenation is a modern therapeutic strategy aimed to stabilize vital function in a patient suffering from
severe circulatory failure and refractory hypoxia.

Purpose. To describe two clinical cases of venoarterial extracorporeal membrane oxygenation in neonates with meconium aspiration
syndrome, complicated by persistent pulmonary hypertension and refractory hypoxia during medical evacuation.

Material and methods. The authors performed a comprehensive analysis of the condition specifics based on clinical and instru-
mental work up.

Results. We demonstrated that early application of venoarterial extracorporeal membrane oxygenation in neonates with meconium
aspiration syndrome promotes the quickest possible stabilization and reverse of hypoxia and low cardiac output.

Conclusion. Venoarterial extracorporeal membrane oxygenation in neonates with meconium aspiration syndrome and refractory
hypoxemia is a life-saving procedure, that can be applied during medical evacuation by qualified medical staff.

Key words: Neonates, meconium aspiration syndrome, refractory hypoxemia, extracorporeal membrane oxygenation, medical evacuation.

For citation: Yakovlev A.V., Trizna E.V., Nokhrin A.V., Suvorov V.V., Khatagova R.B., Kiriakov K.S., Solovieva E.A., Pshenisnov K.V. Application
of extracorporeal membrane oxygenation in newborns with refractory hypoxemia during medical evacuation. Ros Vestn Perinatol i Pediatr 2022;
67:(3): 92-99(in Russ). DOI: 10.21508/1027-4065-2022-67-3-92-99

9KCTpaKOpHOpaﬂbHaH MeMOpaHHasl OKCUTeHALUs —
COBpEeMEHHas TepalleBTUYecKasi CTpaTerusi, HarpaB-
JIEHHas Ha CTaOWJIN3alINIo, TTOAIepKaHNe U BOCCTAHOBJIE-
HMe XU3HEHHO BaXKHBIX (DYHKIIMI OopraHu3Ma MalyeHTa,
roiepXkKaHre ONTUMAIBHOTO CepIeYHOro BhIOpoca, Ta3o-
obMeHa 1 TemIieparypsl Tena [1-3].

B 1975 . PoGept baptierT BriepBble YCTIEITHO TTpUMe-
HWJI 3KCTPAKOPIOPATbHYI0O MEMOpPAHHYIO OKCHTEHAIUIO
B TeIUATPUIECKON MPaKTUKE ST CTAOMIN3aLMKU COCTOS -
HMSI HOBOPOXKIECHHOM NEBOYKM C CUHIPOMOM aclupaluu

MEKOHWUST; TIPOAOJIKUTEIBHOCTh TIPOLIEAYpPhl COCTaBUIIA
72 4, pe3yJIbTaT JIeYeHUsI — MOJHOE BhI3IOPOBICHUE [4].

B crpanax CHI' u Poccuiickoit Denepanmu uaest
HCITOJTb30BaHUS 9KCTPAKOPITOPATbHOI MEMOpPaHHOM OKCH-
reHauny TecHo cBsa3aHa ¢ mMmeHeM C.C. BbproxoHeHKo,
KOTOpbIiA B 1926 . co3man TepBblii ammapar JIjisi UCKYC-
CTBEHHOTO KPOBOOOpAILEHUST W BIIEPBBIE TIPUMEHUI €ro
JUTSI OXKUBJICHUSI XKMBOTHBIX TTOCIIE TIEPEHECEHHOM KITMHU-
yeckoi cMepTtu. B 1945—1951 1. 3TOT METOM CTajl UCTIOJb-
30BaThCs M B KIIMHUYECKOM TIpakThKe. [1epBbie ycrenHble
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Skosnes A.B. u coasm. [IpuMeHeHe IKCTPAKOPIIOPATLHON MEMOPAHHOI OKCUTEHAIINH Y HOBOPOXKIEHHBIX C pehpakTepHOI THIIOKCEMHUEH BO BPEMSL. ..

TMOTIBITKA BHEAPEHMSI 9KCTPAKOPIOPATbHON MeMOpaHHOM
OKCHUTEHAlIUM B MeAMATPUIECKYIO TTPakTUKy B Poccuiickoi
Ddenepauny ObUTA TIPEIIIPUHATHI crielanictamu Harm-
OHAJIbHOTO ~ MEIUIIMHCKOTO MCCJIEIOBAaTEeIbCKOTO  LIEH-
Tpa cepaeuHo-cocynucToil xupyprun nm. A.H. BakymneBa
n HaimoHambHOTO MEIMIIMHCKOTO HMCCIeN0BaTeIbCKOTO
nenTpa uM. akan. E.H. Memankuna. [5].

B 20I1r corpymHuku HMMWL wum. akan.
E.H. MemankuHa BIiepBble B Hallleil CTpaHe OCYIIe-
CTBWIM aBUALIMOHHYIO TPAHCIIOPTUPOBKY pebOeHKa
C MEXaHWYECKHMM YCTPOMCTBOM TIOMIEPXKKU KPOBOO-
OpaleHusI.

Hecmotpst Ha nmosrue roabl CYIIECTBOBAHMSI 3KCTpa-
KOpPHopaabHON MEMOpaHHOW OKCUTEeHAIlMM KakK MeTojaa
JIGYEHUS TSDKEJO M pedpakTepHO TMIIOKCUU, 10 CHUX
TOp OHA OCTAETCs JOCTYITHOM JIMIIb B KPYITHBIX (heiepaib-
HBIX LIEHTpaX, B TO BpeMsl KaK MHOTHE IAaLIMEHThI B KPU-
TUYECKOM COCTOSIHUM, HYXIAIOIIMECS B UCIOJb30BAaHUMN
JTAaHHOM TepareBTUYECKOM CTpaTeruu, HaxXoAsITCS B CTalli-
oHapax | u Il ypoBHeii, T/1e ee npuMeHeHre HEBO3MOXHO,
a UX MeIMIIMHCKasl 3BaKyallMsl ¢ MCMOJb30BaHWEM Tpa-
NUITMOHHOM MCKYCCTBEHHO!W BEHTWJISIUM JIETKUX COTPSsI-
JK€Ha C BBICOKMM PUCKOM JIETaJIbHOTO MCXOJa BO BpeMs
TPAHCTIOPTUPOBKM WJIM B OJmKaillyde 4yachl Mocjie Hee
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[6—9]. fpxkum TIpUMEpPOM KPUTHUECKUX COCTOSTHUIA,
COITPOBOXIAIOIIMXCSI Pa3BUTUEM pepPaKTEPHOI TMITOKCE-
MMM, CIIyKaT 3a00JIeBaHUSI U MATOJIOTMYECKUE COCTOSIHUS
HEOHAaTaJIbHOTO Tepuoa, Tpu 3TOM OJHUM M3 HamboJee
TSDKEJBIX M3 HUX SIBJISIETCSI CHHIPOM acIiipaluyd MEKOHUSI,
MPOrpeccUupoBaHNE KOTOPOTO COMPSDKEHO € HaaudyueM
CTOMKOW JIerouHo TurepTeH3uu. IlocneaHsiss U CIyXuT
MPUYMHON KPUTUYECKOMN ITMITOKCHUU, OTHAKO OOJIBIIIMHCTBO
TaKuX JeTell HaXoasTcsl B poawibHbIX 1omax | u 11 ypoBHeit
U HYXIAIOTCS B 3KCTPEHHON MEAMIIMHCKOM 3BaKyaluu
B CIIeLMaIM3UPOBaHHBIN cTatmoHap [10—12].

M3BecTHO, YTO CBOEBPEMEHHOE OKa3aHUE IaTore-
HETUYeCKM 0OOCHOBAHHOW IMOMOIIIM, TPaHCIIOPTUPOBKA
pebeHKa B CHEUMAJIM3UPOBAHHBINA CTallMOHAp B Mep-
Bbl€ HECKOJBKO YacoB TIocje MaHubecTaluu TaTo-
JIOTMYECKOTO TIpoliecca YBEJMUYMBAIOT BbDKMBAEMOCTb
M CHWXKAIOT WHBAJMIM3ALMIO B JajbHeimem [13, 14].
Co3aHue UEHTPOB 3KCTPAKOPNOPATbHON MeMOpaH-
HOMl OKCHUIe€HAllMM C BbIE3NHBIMU pPEaHUMAllMOHHBIMU
OpuragamMu, TeCHOE B3aMMOJEUCTBUE C YUPEKICHUSIMU
POJIOBCTIOMOXKEHMSI, BBEJACHUE 3SKCTPAKOPHOpaJbHOM
MeMOpaHHOW OKCHUTeHAllMW B MOBCEIHEBHYIO MPAKTUKY
MO3BOJUT 3HAYUTEJbHO CHU3WUTh 4YacCTOTY JIETaJbHbIX
UCXOOB W HEOOpaTUMbIX HEBPOJOTMYECKUX OCJIOX-
HEHMIl y TMalMeHTOB paccMaTpUBaeMON KaTeropuu.
C 1eJIbI0 WILTIOCTPALIMK BO3MOXHOCTY TTPUMEHEHUSI BKC-
TpaKopIiopajibHOW MEMOPaHHO OKCUTeHALIMW Ha 3Tare
MEIMIIMHCKON 3BaKyallii MPUBOIUM JBa KIMHUYECKUX
cllyyasi ee MCIOJIb30BaHUSI Ha 3Tarie TPaHCIIOPTUPOBKU
Y HOBOPOXIEHHBIX C CHHAPOMOM aclupaliii MeKOHUSI.

Knunnyeckwuii cayyaii Nel. B paiitoHHOM K1MHUYECKOM
O6osibHUIIE JIeHMHIpancKolt 00J1acTH, PacrnooXKEeHHOMN
Ha paccrogaun 87 kM ot Cankr-IleTepOypra, pomuics
HOBOPOXJEHHBIN, Y KOTOPOTro ObUI JMarHOCTMPOBAH
CUHIPOM aclupauuu MeKoHus. Macca Tejia mpu poxie-
Huu 4030 1, nmHa Tena 56 cM. PeGeHOK OT ueTBepTOi
OEpeMEHHOCTH, TPETbUX CPOYHBIX POIOB uYepe3 ecTe-
CTBEHHBIC pOAOBbIE TyTU. bepemMeHHOCTh TpoTeKaia
Ha (oHe KOJIbIIUTa, aHEMMU, OECCUMIITOMHOI OakTe-
puypuu. CocTOsIHME TpPU POXACHUU TSKEI0€ 3a CueT
JIEKOMIIEHCUPOBAHHOM JbIXaTeJIbHON HEI0CTaTOYHOCTHU
1 HEBPOJIOTMYECKUX HApYIIEHUI (CUHIPOM YIHETCHMSI).
OueHka no mkajne Anrap Ha 1-ii MUHYTe cocTaBuia 3,
Ha 5-i1 — 5 6a/mioB. Kpuk ocinabiieH, KpaTKOBPEMEHHBIH,
arHod, TeHepaln30BaHHbIM LMaHOo3. CaMOCTOSITEb-
HOe JbIXaHWe HeperyisipHoe, Hea(deKTuBHOE, B CBSI3U
C yeM BBITIOJIHEHA MHTYOAlMs Tpaxeu, MpU caHalluy Tpa-
XeO0OpOHXMAIBHOTO JiepeBa ToyiyueH MeKoHuii. Hauara
TpaauIIMOHHAsI KOHBEKIIMOHAIbHASI NCKYCCTBEHHAsI BEH-
Twisiuus nerkux (MUBJI) ¢ «kectkumu» mapamMeTrpamu.
CocTosiHMEe yXyIlIaJloCh, OTMEYAJIOCh IPOrPEeCcCUpo-
BaHME TeMOAMHAMUYECKUX HapylLIeHUI, YTO MOTpedo-
BaJIO Ha3HAYEHUsI MHOTPOITHOM M Ba30IPECCOPHOM IO/~
NEepXKU (anpeHaJIuH, HOpaJIpEeHAINH).

Tlocne xoHcyabTauuu co crneuuanuctamu IlepuHa-
taapHoro HeHtpa ®I'BOY BO «Cankr-IletepOyprekumii
roCy/IapCTBEHHBIN MeaUaTpUuIeCKit METUIIMHCKUN YHU -
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BepcuteT» MuH3apaBa Poccuu ¢ yueToM JaHHBIX aHa-
MHe3a U pe3yibraToB KJIMHUKO-J1abopaTOpHOro ooOciie-
JOBaHMST (IJIUTENIBHOCTh Tlepuoga TUIoKceMuu 19 u,
WHIEKC OKCUreHanuu 44, KaTeXOJaMUHOBBIM WHIEKC
80, orcyrcTBUe achdexkTa OT Tepanuu) ObLIO TPUHSITO
pelieHrue 0 HeOOXOIUMOCTU SKCTPEHHOW MEIUIIMHCKOM
9BaKyallMui Ha (hOHEe BEHOApTEpHabHOI 3KCTPaKOPIo-
pajibHOV MEeMOpaHHOW OKCUTEHALlMM BO BpPEMSI TpaHC-
MOPTUPOBKU. Bpemsi ¢ MOMEHTa TIpUHSTHUSI PEIICHUS
IO Bbl€3[la peaHUMallMOHHO-KOHCYJIBTaTUBHOW OpuUraibl
cocraBwiio 1 4, BpeMs B MyTH 57 MUH.

Ha MomMeHT ocMmotpa pebeHka crienmannctamu [lepu-
HatanbHoro neHrpa @I'bOY BO CII6ITIMY MwuH3znpasa
Poccuu  (aHecTe3mosioru-peaHMMaroJioru,  KapauoXu-
PYpPru) COCTOSTHUE KpaliHe Tskesioe, HectaduibHoe. Co3Ha-
HUE MEIMKAMEHTO3HO YTHETEHO JI0 YPOBHSI KOMbI Ha (hoHE
MOCTOSIHHOM BHyTpuBeHHOM MHGpy3un 0,005% pacrtBopa
(beHTaHWIA B 103€ 5 MKT/KT/4, MUOTUIETUS TIONAEPXKUBA-
J1ach BHYTPMBEHHBIM OOJIFOCHBIM BBEICHUEM apayaHa.

Koxa OnenHo-cepass ¢ LMAaHOTUYHBIM OTTEHKOM.
Bpemst HamogHeHMs KanmuuigapoB 5 C, BBIpaXKeHHbIE
nuddysHbie oTeku. [IpIxaHuWe ¢ pecrMpaTOpHON TMOj-
nepxkoit, UBJI B pexxume pressure control ventilation c
KpuThueckumMu mnapamerpamu (taods. 1). [lpu ayckynb-
TallMd JIETKUX [IbIXaHWE >XECTKOE, PaBHOMEPHO IIpO-
BOJAWTCS TIO BCEM TMOJISIM, OTMEUalTCsl TPOBOJHbBIC
xpunbl, SpO, 80%. lemMomvHamuKa TOMIEPXKUBAETCS
rnocrosstHHOM wWHby3uelr 0,1% pacTtBopa aapeHaInHa
(0,4 mxr/kr/mMun), fooyramuna (20 mxr/kr/mun), 0,2%
pactBopa HopaapeHainHa (0,2 MKI/KI/MUH), IPU 3TOM
yactota cepaeuHbix cokpaiieHuit (HCC) 188 yn/mMuH;
aptepuanbHoe aasienue (AJl) 49/26 mm pt. ct. Tlocto-
aHHas uHGy3us 4% pacTBopa HaTpusl TMApoKapOoHaTa
B no3e 0,75 MakB/Kr/4. ZKUBOT OOBIYHOU (DOPMbBI, CUM-
METPUYHBIN, MITKUI, 0e300JIe3HEHHBIN, TTI€YEeHb BBICTY-
maeT Ha 1,5 cM u3-moxm Kpast peOepHO# IyTrH, celie3eHKa
He nanbnupyercs. CTyja Ha MOMEHT OCMOTpa He ObLIO,

KJINMHUYECKUE CJ1YHAU

aHypus. BollmoHeHa KareTepu3alusl OeIpeHHO BEHBI
u aprepuu. [lo maHHBIM aHajdM3a Ta30BOTO COCTaBa
U KUCJIOTHO-OCHOBHOTO COCTaBa apTepUabHOM 1 BEHO3-
HOI KPOBM OTMEUaeTCsT IeKOMITEHCUPOBAHHBIN CMellIaH-
HBII allnI03, TUTIOKCEMMSI, IecaTypariysl.

IIpoBeneHa KareTepusalusi IpaBoii COHHOM apTepuun
(kantonst 8 Fr) m mpaBoii BHYTpEHHEH SIpEMHOI BEHBI
(xantonst 10 Fr). Yepe3 40 muH nocie ocMoTpa pebeHka
HayaTa 9KCTpaKopIiopajibHasi MeMOpaHHasi OKCHUTe-
Hauust ¢ ynsrpaduiabTpauueir. [lapamerpbl: cKOpocTh
noroka 600 mi/mMun (6400 06/Mun), FiO, 1,0, moTok rasa
400 mu1/MuH. B TeueHue 15 MUH mociie Havyasia mpoLeaypbl
JIOCTUTHYTa CTaOMIM3alldsl COCTOSTHUST  (TIoKasaTelieit
YCC, Al u SpO,), uTO MO3BOJIMIIO CHU3UTH TTAPAMETPBI
MBJI u HauaTh pecrupaTopHyIO TOANACPKKY B peXuMme
oTabIxa Jierkux. JIo3bl BCeX Ba30aKTMBHBIX IperapaToB
B TedeHMe 1 4 OBIIIM CHYKEHBI C TTOC/IEIYIOIIEH OTMEHOM.

IMocne crabuam3aiuy COCTOSHUS peOeHOK Tepe-
JIOKeH B TPAHCIOPTHBIA KyBe3. TpaHCIIOPTMPOBKA
OCYIIECTBIISUIACh B YCIIOBUSIX BEHOApTEPHUABHOM 3KC-
TpaKopITOpaJIbHOM MeMOpaHHOM OKCUTEHAIIUY U YJIBTpa-
dunsrpanyu anmapaToM Medos co clienyiomuMu Iapa-
MeTpamu: ckopocTh rotoka 400 mu/muH (5800 06/MuUH),
FiO, 0,8, morok raza 300 mj/MUH, CKOPOCTb YJbTpa-
unprpanuu 5 mi/4a. TlommepkuBaiach HOPMOTEPMMUS
(Temmeparypa tesa 36,5 °C). IpixaHue ¢ pecrnupaTopHoOit
nopaepxkoii, UBJI B pexxume pressure control ventila-
tion ¢ FiO, 0,4; Pinsp 14 cM Box. ct., PEEP 6 cM Box. cT.,
S 30/mun, SpO, 94%. B menvkamMeHTO3HOH Koppek-
uuu remoaMHamMuku He Hyxnaics (HCC 133 yn/muH;
AJl 50/35 MM pT. CT.).

C 1enpl0 aHaNBre3Ud W CeJallMi TIPOBOIMIIACH
nocrtossHHast wHGpy3us 0,005% pactBopa deHTaHMIA
B 103€ 3 MKTI/Kr/4. Muomerus Oblja J1OCTUTHYTa BHY-
TPUBEHHBIM OOJIIOCHBIM BBEIEHUWEM apiyaHa B J103¢
0,1 Mr/Kr HemocpeACTBEHHO Tepe] TPAHCTIOPTUPOBKOM.
WHby3us Bo BpeMsl TpaHCHOPTUPOBKM IPOBOIUIIACH

Tabauya 1. TTapameTpbl MHBA3UBHOM NCKYCCTBEHHO! BEHTHJISIIMM JIETKMX HA (hoHe SIKCTPAKOPIOPATbHOI MEMOPAHHOI OKCHTeHAIINN
Table 1. Invasive mechanical ventilation parameters with extracorporeal membrane oxygenation

Dran Jevenus Llasey iy (0) pa0,/FiO,
FiO, Pinsp PEEP f

Knunuueckuii cayuaii Nol

o BKMO 1 37 7 70 44 45
Havano SKMO 0,4 14 6 30 2,9 110
Ilepen otkimoueHueM ot SKMO 0,35 14 5 35 3,5 288
ITocae orkmoueHus or DKMO 0,38 15 5 38 3,3 231
Knunuueckuii cayuait No2

Jlo BKMO 1 39 7 60 53 43
Havano 8KMO 0,5 15 7 30 3,9 182
Ilepen otkmoueHrueM or DKMO 0,21 14 5 25 2 476
ITocae orkmoueHus or DKMO 0,3 15 5 40 3 303

Ilpumeuarnue. UBJI — nckyccTBeHHast BeHTUIsiumMs jierkux; DKMO — skerpakopriopajibHasi MeMOpaHHast OKCUTEHAHSI.
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Skosnes A.B. u coasm. [IpuMeHeHe IKCTPAKOPIIOPATLHON MEMOPAHHOI OKCUTEHAIINH Y HOBOPOXKIEHHBIX C pehpakTepHOI THIIOKCEMHUEH BO BPEMSL. ..

KPUCTAJUIOMIHBIMU TJIIOKO30COJIEBBIMU PACTBOPaAMU CO
CKOpPOCTHIO 9,2 MJ1/4.

Ipu ToCTyIIeHMM B OTAEJCHUE aHeCTe3MOJIOTUN
U peaHUMAalUK TSI IeTel ¢ KapAuOXUPYPTUIECKO maTo-
sorueit [NepuHaransHoro neHTpa CaHkr-IlerepOyprekoro
TOCYIApCTBEHHOTO  TEIUATPUYECKOTO  MEIUIIMHCKOTO
VHUBEPCHUTETA COCTOSTHUE pebeHKa KpaliHe TsDKeJloe, CTa-
ounpHOoe. Hopmotepmust. Co3HaHue MeIUKaMEHTO3HO
yrHeTeHo (0,005% pactBop (peHTaHWIIA B 103€ 3 MKT/KT/4).
Muwuo3, ¢ortopeakiust Bsiiasi, compyxkecTtBeHHas. Octpas
MaToJjioruIecKasi HeBpOJIOTHIeCKass CUMITTOMATHKa OTCYT-
cTByeT, cymopor HeT. OOpalllajlo BHUMaHWE Hajaudune
reHepaIM30BaHHBIX MSITKUX OTEKOB, IO JAaHHBIM YJIbT-
Pa3ByKOBOTO HCCJIEIOBAHUSI OPraHOB TPYIHON KIIETKU
1 OpIOIIHOWM TTOJIOCTH BBISBIEHO YMEPEHHOE KOJIMUe-
CTBO KMIKOCTU B TUIEBPAJIIbHBIX M OPIOIIHON ITOJIOCTSIX.
IMapamerpbr UBJI momiaroBo CHUXKeHBI € LieJiblo obecrie-
YeHHUs CTpaTerMy JIETOYHOTo IoKos. M3 TpaxeoOpoH-
XMaJIbHOTO JiepeBa CaHUpYyeTcsl OOJIbIIOE KOJUYECTBO
CIM3UCTOM MOKPOTHI C MpPUMEChIo CBexeil KpoBu. [Ipo-
JIoJDKeHa BeHOapTepuaibHasl 9KCTPAKOPITOpaIbHas MeM-
OpaHHasi OKCHUTEHAlIMsl CO CJAEAYIOIIMMU TapaMeTpamMu:
notok 400 mi/mun (6000 06/mun), FiO, 0,8, notok rasa
400 mi/mMuH. Ha stom ¢one YCC 120—123 ym/muH,
nepudepuvecKrii MyJIbC yIOBJICTBOPUTEIbHBIX KadecTB,
TOHBI CepAlia IPUIJIYILUEHBI, AYIOLIMHA CUCTOJUYECKUN
wyM Ha Bepxyiuke. MuBasusHoe Al 44/30(43) MM pT. CT.,
B MHOTPOITHOW TMOAAEpXKKe He HyxkmaeTcs. BHyTpeHHMe
opraHbl OpIOIIHOM MOJ0CTH 63 0CO0eHHOCTE. AHYpUS.

Bo BpeMs TpaHCITOPTMPOBKM TIpUMEHSUICS Oe3re-
MapUHOBBIN TPOTOKOJ, Ha MOMeHT nocryreHus: ACT
(activated clotting time) 130 ¢, BHyTpUBEHHO OOJIIOCHO
BBeJieH rerapuH B go3e 50 en/Kr, 3aTeM Hauyara IOCTO-
stHHast uHQy3us B no3e 10 en/kr/4 mon koHtpoiem ACT.
CocTosiHue pebeHKa OCTaBaJloCh CTAOWUJIbHBIM, MPOI0JI-
xKaymack UBJI ¢ MUHMMANTBHBIMU TTapaMeTpaMiu, KHUCJIO-
POI03aBUCUMOCTh B JWHAMHUKE CHU3WIACh, OKCUTEHAa-
LIMST YAOBJIETBOPUTETbHASA. B MHOTpOMHON TommIepkKe
He Hyxpaaica. [IpoBogwnnch WHOY3MOHHAS Tepanus
B PECTPUKTUBHOM pEXHUME, HEIOJHOE TapeHTepaib-
HOe U Tpo(uIecKoe IHTepaIbHOE MMUTAHUE C TTOCTEITeH-
HBIM paclIMpEeHUEM pPa30BOro 0ObeMa KOPMIICHUS CMe-
ChIO C TIOCJIEIYIOIIMM TIEPEXOIOM Ha TPYAHOE MOJOKO.
C 1IeJbI0 KOPPEKIIMY HapyllIeHUi TeMocTa3a IpoBeaecHa
reMoTpaHc(y3nsl CBeXe3aMOPOKEHHOM TIa3Mbl, TPOM-
GoruTapHOro KOHIeHTpata. st MomaepKaHusT aaeK-
BaTHOT'O BOJHOTO OajiaHca OCYIIECTBIISLIACH YIBTpapUIb-
tpauus. [lo maHHBIM HelipocoHoTrpaduu TPU3HAKOB
Macc-a(pdexta U JMKBOPOAMHAMUYIECKUX HaPYIICHUIA
HeT. llepeOpanbHBIII KPOBOTOK B TepeaHEll MO3TOBOI
apTepuM yAOBIETBOPUTEIbHBIN.

Ha c¢oHe Tepanmuu mocTWrHyTa CTOMKAs TOJIOXKM-
TelbHAas  KIMHMKO-PEHTTEHOJIOTMYecKasl — JTUHaMUKa,
YTO TTO3BOJIMJIO € 3-X CYTOK TOCJIe TIOCTYIUIEHUSI B OTJIe-
JIEHWe HavaTb IO3TAITHOE CHIDKEHUE TapaMeTpOB 3KC-
TPaKOPIOpaIbHOM MeMOpPaHHON OKCUTEHAILIMM, Ha STOM
(oHe cocTosiHME TallMeHTa OCTaBaJOCh CTAOWJIBHBIM,

yBenmueHust napamerpoB M BJI He moTpeboBanoch, B reMo-
IUHAMWYECKOH TTommep:kke He Hyxpancsa. Ha 5-e cyrkm
MPOBEICHO TMPOOHOE OTKJIIOUEHME arlapara B TeYeHMe
1 4, Ha 3TOM (POHE coCTOsTHME pebeHKa OCTaBaJoCh CTa-
OmIbHEIM, 0e3 yxymmenus. [IpoBomumacs MUBJI B pexxume
pressure control ventilation ¢ FiO, 0,35; Pinsp 14 cM Box.
cr., PEEP 5 cm Bon. cr, f 35/mun, SpO, 96%. B menu-
KaMEHTO3HOU KOPPEKIIMY TeMOAMHAMUKMA He HYXIaJICs
(UCC 141 yn/mun; A 67/34 MM pT. cT.). [lo maHHBIM
aHaJIM3a Ta30BOTO COCTaBa M KMCIIOTHO-OCHOBHOT'O COCTO-
STHAS KpOoBU KommeHcupoBaH. C y4eToM CTaOMIBLHOTO
COCTOSTHUSI peOeHKa M OTCYTCTBUS KIIMHUKO-JTabopaTop-
HBIX MIPU3HAKOB YXYIIIEHUST IPUHSITO PEllicHUE O MpeKpa-
LIEHUM TIPOLIEAYPHI 3KCTPAKOPITOPATbHOM MeMOpaHHOM
OKCHUTEHAIIH, BBITIOJTHEHA JEKAHIOJISILIVS.

CocTosiHUE B paHHEM TI0CIeONIePallMOHHOM MepUOoJIe
ocraBaJioch cTaOWiIbHBIM, nipogokeHa MBJI ¢ ymepeH-
HBIMM TIapaMeTpaMu, HapyIIeHU BEHTUISIIUA U OKCH-
reHalluM OTMEYeHO He ObLIO, ITOKa3aTeJu Ta30BOro
CcOCTaBa, KUCJIOTHO-OCHOBHOTO COCTOSIHUSI M KOHIIEH-
TpalluM JlaKTaTa KPOBUW B TpeleaXx HOpMbl. [eMoanHa-
MMYECKHX HapyLIeHWII He OTMeYalloch, TeMIT ITUype3a
JOCTATOYHBIM Ha (POHE MOMOJHUTEIBLHON CTUMYISILINA
dypocemumom B no3e 0,1 mr/kr/4. Ceganust OTMeHEHa.

Ilo maHHBIM HelipocoHOrpaduy TOCe OTKITIOUYECHUS
3KCTPAKOPIOPaTbHOM MEMOpaHHON OKCUTEHAIINH TTPU3HA-
KOB Macc-3¢dekra 1 JTMKBOPOIMHAMUYECKUX HapyIIeHUI
HeT. LlepeOpallbHbIN KPOBOTOK B TIepeIHEI MO3TOBOI apTe-
pUM YMEepPEeHHO CHIDKeH. B 00acTit ocTpoBKa, B TIepeIHUX
oTaeIax reMucep 1 B POESKIINHY MTOIKOPKOBBIX SIIEp OTMe-
YEHO YCUJIEHHE SXOCUTHAJIa 6€3 YeTKMX TPaHMII, YTO paciie-
HEHO Kak MPOSIBJIEHUE LIEPEOPATIbHON UILIEMUU.

Yepes 2 cyT mocie MpeKpalleHUsT MPOLeIyphbl 9KC-
TpaKoOpITOpaJIbHOM MeMOpaHHOW OKCHUTeHAllMU Ha (poHe
BOCCTAaHOBJICHUS aJIeKBATHOTO CAMOCTOSITEIbHOTO JIbIXa-
HUS 9KCTYOMpOBaH, NepeBefieH Ha HemHBa3nBHyo UBJI
C YMepeHHBIMU TlapameTpaMu. JIbIxaTelbHasi HeIOCTa-
TOYHOCTh He MporpeccrupoBaia. JlmHaMuKa mapameTpoB
uHBasuBHO WMBJI, razoBoro cocraBa M KHUCJIOTHO-OC-
HOBHOTO COCTOSTHUSI KpOBU Ha (DOHE Teparuy IpeacTaB-
JIeHBI B Ta0. 1 u 2.

HewnnBaszusHasa MBJI npoBomwiack B TeueHue 3 Cyr,
3aTeM HayaTa OKCUTEHOTeparusl 4yepe3 JIMIIEBYIO Macky.
Ha 9-e cyTtku mocie nmocTyruieHusl B CTallMoHap MepeBe-
JIeH B mpouiibHOE oTaeeHue. Ha prucyHke npencrabieHa
JUHAMMKA KaTeX0JJAMUHOBOTO MHIEKCA U MHAEKCA OKCH-
reHaluu Ha ¢oHe Tepanuu. JTUTETbHOCTh 3KCTPAKOpP-
nopajabHON MEMOpPaHHOW OKCHUT€HALIMM COCTAaBWJIA 5 CYT,
MBJI — 8 cyt, mpoIo/KMTEIbHOCTD JICUeHUS B OTACICHUN
peaHUMallMyi 1 MHTeHCUBHOM Tepanuu — 10 cyT.

Knunnyeckwuii cayyaii Ne2. B paiitoHHOM KIMHUYECKOM
OosibHUIIE JIeHWHIpancKoit 00J1acTH, PacroioXKEeHHOMN
Ha paccrostHuun 125 kM ot Cankr-IlerepOypra, y HOBO-
POXIEHHOTO ObLT AMArHOCTUPOBAH CUHIPOM acIvpa-
LMK MeEKOHUs. Macca Teja rpu poxaeHuu 3360 r, jimHa
Tena 52 cMm. PeGeHoK OT BochbMOIT OEpeMEHHOCTH, TISIThIX
CPOUYHBIX POJIOB IMyTeM OTIEPATUBHOTO POAOPA3PEIIEHU NS
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KJINMHUYECKUE CJ1YHAU

Tabauya 2. Tloka3aTesm ra30BOro COCTaBa M KUCJIOTHO-OCHOBHOIO COCTOSIHMSI KPOBH HA hoHE 3KCTPAKOPNOPATbHOI MEMOPAHHOIT

OKCUreHaluu

Table 2. Parameters blood gases and acid-base balance of blood against the background of extracorporeal membrane oxygenation

Ilepen oTKMI0YEeHNEM ITocJuie oTKII0YEHNSA

IToka3areib/aTamn Je4eHnst o DKMO Hauyano DKMO or DKMO or DKMO
Kaunuueckuii cayuai Nel
pH (apTepuanbHasi KpoBb) 7,0 7,27 7,34 7,35
pH (BeHO3Has1 KpOBb) 6,95 7,26 7,31 7,35
pa0,, MM pT. CT. 45 110 101 88
pvO,, MM pT. CT. 17 37 37 30
paCO,, MM pT. CT. 56 38 38 40
pvCO,, MM pT. CT. 71 54 51 54
BE, Mmonb/1 (apTepuaibHasi KpOBb) —12 —6,1 —0,1 —0,5
BE, MMosib/11 (BeHO3HasI KPOBb) —14 -7,2 —1,0 —1,5
Sa0,, % 86 98 99 96
SvO,, % 40 57 64 61
Knunuueckuii cayuait No2
pH (apTepuanbHasi KpOBb) 7,1 7,31 7,41 7,35
pH (BeHO3Has1 KpOBb) 7,025 7,28 7.37 7,35
paO,, MM pT. CT. 43 128 100 91
pvO,, MM pT. CT. 20 33 39 34
paCO,, MM pT. CT. 98 40 38 41
pvCO,, MM pT. CT. 108 64 50 52
BE, Mmonb/n (apTepuanbHasi KpOBb) —4 —1 -2 0
BE, Mmmoib/71 (BeHO3HAast KPOBb) —6 0 -2 2,5
Sa0,, % 76 98 99 98
SvO,, % 38 52 67 61

(kecapeBo ceueHue). bepeMeHHOCTh MpoTekasa Ha poHe
aHEeMUU, OXUPEHUsI, TecTo3a BTOPOIl IOJOBUHEI Oepe-
MEHHOCTH, XPOHUUYECKOM TUIalleHTapHON HETOCTaTOUHO-
CTU, XPOHUYECKOI TUITOKCHM TIIOJIA.

CocTrostHuEe TIPU POXKICHUM TSKEIOe 32 CYET JIEKOM-
MEeHCUPOBAHHOW  JIBIXaTeJIbHOM  HEIOCTaTOYHOCTH.
OuneHka mo mkKane Amnrap Ha 1-if MuUHYTe cocTtaBmia 8,
Ha 5-i1 — 4 Oaya. 3akpuyall cpa3y ITOCJie pOKICHUS,
OITHAKO Yepe3 2 MUH BO3HUKIIO aITHO3, COMPOBOXKIABIIIE-
ecs Opamukapaueii, Hadata U BJI camoHamoaHsOmmMcs
MelKoM 4epes JinueByto macky, YCC Hopmanu3oBaHa,
COXpaHSIICS pa3IUTOM LIMaHO3, TOBTOPHBIA 330/
armHo3. Ha 6-if MUHYTe XU3HU BBITIOJIHEHA WHTYOALIUST
Tpaxeu, Hauata MBJI ¢ «kecTkumu» rnmapameTpamu, oTMe-
Jajiach BhIpaxeHHas Kuciopoposasrcumocts (FiO, 1,0),
Ha 3ToM (pone SpO, 83—85%. I1pu cananum TpaxeoOpOH-
XMaJIbHOTO JiepeBa ToJlydeHa MEKOHHWalIbHAsT MOKpOTA.
IMpoBeaeHa kareTepu3alMsl TYITOYHOI BeHBI, Hadara
nHDY3UOHHAs Tepanus. Bei3BaHa peaHMMallMOHHO-KOH -
CyJIbTaTUBHAs Opurama, Mo MPUOBITUN M3MEHEHBI Mapa-
metpbl MBJI, Hauata menukaMmeHTO3Has cenanus (cuba-
30H, (eHTaHW1). Ha KOHTpOJBHOI peHTreHOrpaMMe

BBISIBJIEGHO pe3Koe CHUXeHue nmHeBMaTtusanuu. C 1esblo
CcTabuaM3alMy TeMOIMHAMUKN TIPOBOAMIACH TTOCTOSIH-
Has BHyTpuBeHHast uHdy3us 0,1% pacTBopa aapeHaInHa
(0,3—0,6 MKr/KT/MUH) 1 foOyTamMuHa (20 MKT/KT/MUH).

Ilocne xoHcynasranmu co crenuanuctamu IlepuHa-
tanbHOro neHTpa M®I'BOY BO «Cankr-IletepOyprekumii
TOCyIapCTBEHHBIN TeAMATPUUECKU MEAULIMHCKUN YHU-
BepcureT» MuH3npaBa Poccun ¢ ydyeToM NaHHBIX aHaM-
He3a M pe3yJIbraToB KJIMHUKO-JIA00paTOpPHOTo 00Cien0-
BaHUs (JUIMTEJILHOCTD Tieproja rurnokceMuu 10 4, nHaekc
OKCUTeHalMM 53, KaTexoJaMUHOBBIM uHaekc 80, orcyT-
ctBue 3ddeKkTa OT Tepanuu) ObLIO MPUHSITO pelieHue
0 HEOOXOIMMOCTHY 3KCTPEHHOW MEIUIIMHCKON 3BaKyaluu
Ha (hoHE BEeHOAPTepUAJIbHON 3KCTPaKOPITOPAIbHOM MeM-
OpaHHOI OKCUTEHAIIMN BO BPEMSI TPAHCITOPTUPOBKM.

Ha momeHT ocMoTpa pebeHka crienmanuctamu [lepu-
HatanbHOoro uneHtpa @®I'bOY BO CII6ITIMY Musn-
3npaBa Poccuu (aHecTe3no0ru-peaHuMaToIoru, Kapamo-
XUPYpPru) COCTOSIHME KpaiiHe TshKesoe, HecTaOWJIbHOE.
Co3HaHVe MEeIMKAMEHTO3HO YTHETEHO 10 YPOBHSI KOMBbI
Ha (oHe MmocTosTHHOM BHyTpuBeHHOU MHOY3nm 0,005%
pacTtBopa (heHTaHWIa B 103€ 4 MKT/KT/4, MUOTLIETUSI TTO/1-
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JIep>KMBalachb BHYTPUBEHHBIM OOJIIOCHBIM BBEIEHUEM
apnyaHa. Koxa 6yiegHO-cepasi ¢ IMaHOTMYHBIM OTTEHKOM.
Bpemst HanonnHeHMsT KanmuwuisipoB 4 ¢, nudbdy3HbIe OTEKU.
HpixaHue ¢ pecniuparopHoii noaaep:xkoii, UBJI B pexxume
pressure control ventilation ¢ FiO, 1,0; Pinsp 39 cm Bon. ct,,
PEEP 7 cm Bon. ct., f 60/MuH. [Tpu aycKynbTaluu JIETKUX
NIbIXaHUE >KECTKOE, PAaBHOMEPHO MPOBOAMUTCS MO BCEM
TOJIAIM, OTMEYAloTCs TTPOBOAHbBIE XpuIbl, SpO, 80—83%.
ITemonrHamMuKa noaiepXKUBaeTCsl MOCTOSIHHON UHDY3uei
0,1% pactBopa aapeHaauHa (0,6 MKT/Kr/MUH), H00Yy-
tamuHa (20 Mxr/kT/™MuH), Tipu 3ToM YCC 170 yn/muH;
AJl 55/26 mm prt. ct. [TocTosinHast nHGpyY3us 4% pacTBopa
HaTpus TWApokapOooHaTta B mose 1,1 mMakB/Kr/4. XKusor

00bIYHOI (DOPMBI, CUMMETPUUHBII, MITKUHI, 0e30071€e3-
HEHHBII, TTIe4eHb Ha 1,5 cM BbICTYIIaeT U3-1oj Kpasi pedep-
HOI 1yTH, cejie3eHKa He naibnupyercs. CTyjga HA MOMEHT
0OCMOTpa He ObLI0, aHYPUSI.

BoinosnHeHa kateTepusanus OepeHHON BEHbI U apTe-
puu. 1o jaHHBIM aHaIK3a ra30BOrO COCTaBa U KUCJIOT-
HO-OCHOBHOTO COCTOSTHUS apTepUaJbHOW W BEHO3HOW
KPOBU OTMEUAIOTCSI IEKOMIIEHCUPOBAHHBII CMELIaHHbII
aluI03, BbIpaXXeHHasl TUIIEPKAITHUS, TUTTOKCEMUSI, Ieca-
Typauusi. [lpoBeneHa karerepusaliusi NMpaBodl COHHOM
aptrepuu (KaHwoms 6 Fr) m mpaBoit BHyTpeHHEU speM-
Holt BeHBI (KaHtons 8 Fr). Uepe3 60 MuH 1mmocie ocMo-
Tpa peOeHKa HayaTa 3KCTpakopropajbHasi MeMOpaH-
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Figure. Catecholamine index and oxygenation index on extracorporeal membrane oxygenation.

a — case Nel; b — case Ne2.
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Has OKcureHalus c yiabrpaduibrpauveit. [Tapamerpsr:
ckopocTh moToka 380 mi/mMun (6400 06/mun), FiO, 1,0,
TTOTOK Ta3a 250 MJI/MUH.

B reuenne 10 MUH JOCTUTHYTA CTAOMIM3ALIMSI COCTO-
snus (nokasareneit YCC, AJl u Sp0O,), uto no3sonuio
cHu3uTh Tapamerpsl MBJI m Hayath pecrimpaToOpHYIO
MOJIEPKKY B peKMMe OTHbIXa JeTKuX. J103bl BceX Baso-
AKTUBHBIX TpEIapaToB B TeuyeHHe | U ObLIM CHVKEHBI
¢ Tocienyiomeir oTMeHol ampeHanauHa. [locrosHHas
nHODY3Us 1o0yTaMuHa TIPOAOIKEeHa B 03¢ 7 MKT/KT/
MuH. [locne crabunuzauuum cocTosiHUSI peOeHOK mepe-
JIOXXeH B TPaHCIOPTHBIA KyBe3. TpaHCIOPTHpPOBKa
OCYIIECTBIISIACh B YCJIIOBUSIX BeHOApTEPUAIbHOUN 3KC-
TPaKOPITOPaJTbHOM MEMOPaHHOI OKCUTEHALIMY U YJIbTpa-
¢unsrpanuy anmapaToM Medos co clieayrolmnuMu Irapa-
MeTpaMU: CKOPOCTh moToka 350 mi/MuH (6200 06/MuH),
FiO, 0,7, motok raza 250 MJi/MUH, CKOPOCTb YyJbTpa-
unbrpatun 4 /4. IlognepkuBaniack HOPMOTEPMMUSI
(Temneparypa tena 36,5 °C). IpixaHue ¢ pecrnupaTopHoit
nonepxkoit, UBJI B pexume ¢ FiO, 0,5; Pinsp 15 cm
Bon. cT., PEEP 7 cm Bon. ., 30/mMun, SpO, 97%. Iemo-
JWHAMUKA TOAJEPXKUBANIACh TOCTOSHHOW WHOY3Uei
nobyTaMuHa B 103¢ 4 MKT/Kr/MuH, Ha 3ToM ¢oHe YHCC
155 yn/mun; AJL 52/40 MM pT. CT.

C 1menblo aHaNbre3u W Celalli  TIPOBOAMIIACH
noctostHHast wHOy3usa 0,005% pactBopa (eHTaHWIA
B 03¢ 4 MKr/Kr/4. Muoruierust Obula JOCTUTHYTA BHY-
TPUBEHHBIM OOJIIOCHBIM BBEICHUWEM apjayaHa B 03¢
0,1 Mr/Kr HemocpenCTBEHHO Tiepea TPaHCIIOPTUPOBKOIA.
HHdy3us Bo BpeMst TpaHCTIOPTUPOBKU IMPOBOAMIIACH KPU-
CTAJUTOWAHBIMM TJTIOKO30COJIEBEIMU PACTBOPAMM CO CKO-
pocthio 7 Mi1/4. [Toka3aTean ra30BOTO cOCTaBa M KMCJIOT-
HO-OCHOBHOT'O COCTOSTHMSI apTePUAIbHOM KPOBU BO BpeMsI
TPAHCIIOPTUMPOBKU ObUIM B mipeaenax Hopmbl (pH 7,31,
PaO, 128 mm pr. ct., PaCO, 40 MM prT. cT, SaO, 98%,
BE —1 mmosb/n). Bpemsi B mytu coctaBuiio 1 4 29 MuH.

Ipu ToCTyIIeHMM B OTAEJICHUE aHeCTe3UOJIOTUN
Y peaHUMAalK TS IeTei ¢ KapaIuOXUPypPruiecKoil maTo-
sorueit [NepunaransHoro nieHTpa CaHkr-IletepOyprekoro
TOCYIApCTBEHHOTO  TEAUATPUYECKOTO  MEIMIIMHCKOTO
VHUBEPCUTETA COCTOSTHUE pebeHKa KpaliHe TsoKeJioe, CTa-
ounbHoe. Hopmotepmust. Co3HaHue MeIUKaMEHTO3HO
yraeteHo (0,005% pactBop (heHTaHMIa B 103¢ 3 MKT/KT/4;
0,5% pactBop crbaszoHa B no3e 0,2 Mr/kr/4). Muos, hoTo-
peakius XuBasi, coapyxXecTBeHHas. OcTpas MaToJoTH-
yeckass HEBpPOJIOTUYECKAss CHUMITOMATMKA OTCYTCTBYET,
cynopor HeT. O6paliaio BHUMaHNe HaJIMIue pacipocTpa-
HEHHBIX MSTKHX OTeKOB. BpeMsi HamoTHeHMs KamLIsipoB
3 ¢. OtMeuaeTcs TEHACHIMST K apTepUalbHOM TUITOTEH-
3un, 6e3 acdeKTa OT BOJEMUUECKON HArpy3Ku, B CBSI3U
¢ yeM HavaTa nocrostHHas uHoy3us 0,1% pactBopa aape-
HasimHa ruapoxiopuaa B gode 0,05 mxr/kr/muH. Ilpo-
JIoJDKeHa BeHoapTepuaibHas 3KCTPaKOpITopaibHas MeM-
OpaHHasl OKCHUTeHalus: CKOpocTb motoka 350 mi/MuH
(6150 o6/Mun), FiO, 0,8. [lpixaHue ¢ pecrnMpaTOpHOMN
nognepxkkoit, UBJI B pexxume 3aliuThl JIETKUX, C arina-
paToM CHUHXpOHU3MpoBaH. HapymeHuit razooOmMeHa

KJINMHUYECKUE CJ1YHAU

U OKCUTeHalnu HeT. [1pu aycKyJIbTalliu JIETKUX JbIXaHHe
JKECTKOE, paBHOMEPHO TTPOBOAMTCS 1O BCEM TOJISIM. BHy-
TPEHHUE OpraHbl OPIOIIHOM TMOJOCTH 6e3 0COOEHHOCTEN,
rovyacoBoit Temn auypesa 1,3 mi/kr/4.

ITo maHHBIM KapauocoHOrpaduu MpH MOCTYIUICHUN
BBIBJIIEHbI  (DYHKUWOHMPYIOIIME TIeMOAMHAMUYECKU
He3HauMMble (heTalbHble KOMMYHUKALIMU (OTKPBITOE
OBaJIbHOE OKHO M OTKPBITBI apTepuabHbIA MPOTOK);
COKpaTUTeIbHAsI CITOCOOHOCTh MUOKapJa 3HAYUTEIBHO
cHmxeHa. [Ipu HelipocoHOTpahU OTMEUEHBI MMPU3HAKU
TUTTOKCUYECKOTO  TTOBPEXICHUS KOPKOBOTO  0eJIoro
BeIlleCTBA TOJIOBHOTO MO3ra; IepeOpajbHasl TUITOIep-
¢y3us. Ha peHTreHorpaMMe OpraHoOB TPYIHOW KJIETKU
TOTaJIbHOE IBYCTOPOHHEE CHIKEHUE ITHEBMATHU3allH.

B nmuHamMuKe COCTOSIHME OCTaBajloCh KpaifHe TshKe-
JIBIM, OTHOCUTEJTbHO CTaOWIbHBIM. [IpoBommiaach 3Kc-
TpakopropajibHasi MeMOpaHHasl OKCUTEHAIMsl C YJIbTpa-
ubTpaleli ¢ MOCTENeHHBIM CHIDKEHUEM TTapaMeTpoB.
[emommHaMMKa OCTaBaJIOCh CTAOWIHHON 0€3 MHOTPOITHOM
noanepxku. UBJI B pexxrMe 3allMThI JISTKUX, KUCIOPO/I-
Hasl 3aBUCIMOCTb CO CHIDKEHHEM 10 MUHUMaTbHOM. Co 2-X
CYTOK HAyaTO SHTepaJbHOE KOPMJICHHE B TPO(HUIECKOM
o0beMe, ¢ TMOCTENeHHBIM pacinupeHueM. Jluypes mocta-
TOYHBIN. [TpoBomMIIMCH TeMOTpaHCPY3UU CBEXE3aMOpO-
SKEHHOM TUIa3MbI, DPUTPOLIMTAPHONM B3BECH, TPOMOOLIM-
TapHOTo KoHLeHTpara. Ha 8-e cyTku rocne mocryriieHust
B OTIEJICHUE TIpolieaypa SKCTPAKOPIOpaIbHOW MeMOpaH-
HOM OKCHUTeHAlLIMM TIpeKpallieHa, Ha 3TOM (hOHEe OTMEUEHO
HE3HAYMTEIbHOE  YBEJIMUYCHUE KHCIOPOI03aBUCUMOCTH
(FiO, 0,3), ¢ 11e/1b10 KOPPEKIIMK APTEPUATIBHOM TMITOTEH3U K
noTpedoBaoch HazHaueHue aodamuHa (7 MKI/KT/MUH)
C TOCTETNEHHBIM CHIDKEHMEM H03bl. JInype3 1oCTaTOuHBbIA.
Yepe3 3 cyr mocie OTKIOYEHUSI 3KCTPaKOPIOpaabHOM
MeMOpaHHO# okcureHauu (11-e cyTKM OT Hayajga Mmpo-
Leaypbl) peOEHOK 3KCTyOMpOBaH, HayaTa HEMHBa3MBHasl
BEHTWIALIMS JIETKMX. JIMHAMKMKA IMapaMeTpoB MHBAa3WBHOM
MBJI, rasoBoro cocrtaBa M KHMCJIOTHO-OCHOBHOT'O COCTOSI-
HUSI KpOBU Ha (DOHE Teparuu MpeacTaBieHbl B Ta0. 1 1 2.

Kucnoponnas saBucumocts ymepenHas (FiO, 0,3),
B MEIUKAMEHTO3HOW  KOPPEKIUU TeMOIMHAMUKHU
He HyxXnajcs. OHTepajbHOE KOpPMJIEHHWE B TIPelsio-
J)KEHHOM o00beMe ycBawBajid. Jluype3 IOCTaTOYHBINA.
Ha 20-cytku oT MOMEHTa TIOCTYIUIEHUSI TepeBeleH
B npoduibHOE OTAe/ieHue 0e3 KUCIOPOIHOW 3aBUCH-
moctu. Ilo maHHBIM HeiipocoHorpadum 0e3 TpyOBIX
MMaTOJIOTMYECKUX U3MEHEHUM, TTPpU3HAKU 1epeOpabHOM
WIIIEeMWU, OCTpBI Tepuon. Ha pucyHke mpencraBiieHa
JMMHAMJKa KaTeX0JJAMMHOBOTO MHIEKCa U MHAEKCAa OKCH-
reHaluy Ha ¢oHe Tepanuu. JIUTebHOCTh 3KCTpaKop-
MopajbHO MeMOpaHHOI OKCUTEeHALIMU COCTaBUIa § CYT,
MBJI — 11 cyt, Npoao/KUTEIbHOCTD JIUEHUST B OTACIe-
HUU peaHMMallMi ¥ UHTEeHCUBHOM Tepanuu — 20 cyT.

3aknovyeHue

IIpuMmeHeHne SKCTPaKOPIIOPATBbHON  OKCUTeHALIN
Y HOBOPOXIEHHBIX C CMHIPOMOM acIMpalry MEKOHUS
" pedppakTepHOIi TUITOKCHEH SIBJISIETCS CIacalomieii XX1u3Hb
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TepareBTUYECKOMN CTpaTerneil, KoTopass MOXET HCMOJIb-
30BaThCsl HA 3Tare MEXTOCIUTaIbHON TPaHCIIOPTUPOBKH
MPU COOTBETCTBYIOLIEH MOATOTOBKE MEIUILIMHCKOTO Tep-
coHama [13]. Dro moaTBepXKIaeTcs M MCCIACIOBaHUSIMU
3apy0OekKHbIX aBTOPOB, KOTOPbIE YTBEPK/IAIOT, UYTO B OTCYT-
CTBUE B TeueHUe 6 4 adeKkra OT TpaaulIMOHHOM KOH-
CepBaTMBHOW Teparuu CUHIPOMA aclupali MEKOHMSI
Y HOBOPOXIIEHHBIX HEOOXOAMM HMX TEePEBOJ B CrielaIu-
3UpoBaHHbI 1IeHTp [7, 13, 14]. [Ipn paHHeM ncnoyib30Ba-
HUUM 9KCTPAKOPMNOpaabHON OKCUTEHALIMU Y HOBOPOXK/ICH-
HBIX C CUHIPOMOM aclUpali MEKOHMSI BbDKMBAEMOCTh
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KJINMHUYECKUE CJ1YHAU

Cnunanbnas mpbimeynas atpopus 11 Tuna: apekTMBHOCTD pucaMIIaMa y peOeHKka 7 JieT
T.A. Kproukosa, E.A. baraxupesa

®rAQY BO «benropoacknin rocyaapcTBEHHBbIM HAaUMOHabHbIN MccnenoBaTenbCKnin yHuBepcuteT», benropon, Poccus
Spinal muscular atrophy type 2: efficacy of risdiplam in a 7-year-old child

T.A. Kryuchkova, E.A. Balakireva

Belgorod State National Research University, Belgorod, Russia

CnuHanbHasg MblleyHas aTpodus — HacjeACTBEHHOe 3a00JieBaHMe HEPBHOH CHCTEMBbI C MOpPaKeHHEM MOTOPHBIX HEHPOHOB
nepeJHUX POroB CMUHHOTO MO3ra, MPHUBOJsLIee K Pa3BUTHIO aTpoduu u mporpeccupyouieii MbimeyHoii caadoctu. B cratbe
npeACTaB/ieH KIMHUYECKHl caIydail TedeHus] CNMHANBbHON MblmeyHoii atpoduu II Tuna y peGenka B Bo3pacre 7 jet. Bnepsbie
3TOT JUATHO3 ObLI BHICTABJIEH H 000CHOBAH HA OCHOBAHUH Pe3Y/IbTATOB MOJIEKY/ISPHO-TeHETHYECKOT0 HCCIeJOBAHNS B BO3pacTe
1,5 roga. B Bo3pacre 2,5 rona 1uario3 CMHAJIbHOI MbIIIeYHOI aTpodun ObLT moATBepxkIeH B «HayuHo-ucciienoBareibcKom
KJIMHUYECKOM MHCTUTYTe nenuarpuu uM. akaaemuka I0.E. Beasrumesa» (HUKUW nennarpuu), Mocksa. B Teuenue nocieny-
IOIIMX JIET Y NalUeHTa HAa0Moaaj1cs ObICTPBIN perpecc paHee MOJy4YeHHbIX HABBIKOB. PeGeHOK mepectali CTOSATh C MOJIePKKOM,
He XOIWUT, He CHAUT caMoCTOATe/lbHO. [1osgBUIMCh KOHTPAKTYPbI KOJIEHHBIX CYCTABOB M TOJIEHOCTONMHBIX CYCTABOB, CKOJINO3
no3BoHoYHHKA II cTenenu, BLIBUX rOJIOBKH JIEBOrO Ta300€IPEHHOT0 CYCTaBa, CHMITOMbI XPOHHYECKOil BEeHTH/ISALMOHHOI Hel0-
cratoyHoctd. OAuMH pa3 B roj OCYIECTBJSJIACH IJIAHOBASI TOCHHUTAJIM3ALMSA B NCHUXOHEBPOJIOTMYECKOe OTAeJIeHHe JeTCKOi
0O0JILHULBI IO MECTY JKUTEIBCTBA C EJIbI0 MPOBeIeHNs NoAAepKuBaoneii Tepanui. HeoTHOKpPaTHO HAXOAMICS HA TOCTUTAIN-
3amuu B HUKU neauarpuu. [lo 3akmovenunio koncuanyma Bpaveit HUKU neauaTpum B cBS3M ¢ a0COTIOTHBIMU MOKA3aHUAMU
K JICUEHHIO JTAHHOTO 3200J1eBaHus 4 MeC Ha3a/l HAYATO NATOreHeTHYECKOe JIeUeHne PUCANIIAMOM B 103€ 5 Mr/cyT mo mporpamme
JOPerucTPALMOHHOTO MCNOJIb30BAHUS JAHHOTO npenapara. 3a BpeMs NpHeMa PUCAMIUIAMA Y MALMEHTA 0TMeYaloTCs CTA0HIM-
3anus 3a00JeBaHus, yIydynieHne o0mero COCTOSIHUS U MOTOPHOIi (DyHKIIMH BEPXHUX KOHeuHocTeil. HexenareibHble siBjeHUs
Ha ¢oHe nMpuemMa npenapara He HaOIIOAAOTCS.

Karoueswte caosa: peberok, cnunanvras mviweunas ampogus, 11 mun, pucouniam.

Ansa untupoBanus: Kpiovkosa T.A., banakvpeBsa E.A. CrinHanbHasi MbileqHas atpogus Il Tuna: agpgpekTuBHoCTb pucavniama y pebeHka 7 ner.
Poc BecTH nepuHaton n neanarp 2022; 67:(3): 100-106. DOI: 10.21508/1027-4065-2022-67-3-100-106

Spinal muscular atrophy is a hereditary disease of the nervous system with damage to the motor neurons of the anterior horns
of the spinal cord, leading to the development of atrophy and progressive muscle weakness. The article presents a clinical case of type
2 spinal muscular atrophy in a child aged 7 years. For the first time, the diagnosis of spinal muscular atrophy was made and substantiated
by the molecular genetic method at the age of 1.5 years. At the age of 2.5 years, the diagnosis of spinal muscular atrophy was confirmed
at the Veltischev Research and Clinical Institute for Pediatrics, Moscow. Over the next years, the patient experienced a rapid regression
of previously acquired skills. The child ceased to stand with support, to sit independently. Contractures of the knee joints and ankle joints
appeared; 2nd degree scoliosis of the spine; dislocation of the head of the left hip joint; symptoms of chronic ventilation failure. Once
a year, planned hospitalization was carried out in the neurological department of the children’s hospital at the place of residence to con-
duct supportive therapy. The patient was repeatedly hospitalized at the Research and Clinical Institute for Pediatrics. In connection with
the invariable indications for the treatment of this disease, according to the conclusion of the case conference of the Research and Clin-
ical Institute of Pediatrics, pathogenetic treatment with risdiplam at a dose of 5 mg per day according to the program of premarketing
use of this drug was started 4 months ago. While the patient continues to take risdiplam, the disease is stable and the general condition
and motor function in the upper extremities improve. Adverse events while taking the drug are not observed.

Key words: Child, spinal muscular atrophy type 2, risdiplam.

For citation: Kryuchkova T.A., Balakireva E.A. Spinal muscular atrophy type 2: efficacy of risdiplam in a 7-year-old child. Ros Vestn Perinatol i
Pediatr 2022; 67:(3): 100-106 (in Russ). DOI: 10.21508/1027-4065-2022-67-3-100-106
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CHI/IHaJ'[bHLIC pOroB CIIMHHOTO MO3ra, KOTOPBLIC OTHOCATCA K YUCITY
HacJIeICTBEHHBIX 3a00JIeBaHUI C ayTOCOMHO-pPELEC-

JOBOJIbHO YaCTO BCTPECHAIOILIMXCA HACJIEACTBCHHBIX 3a00-

CHBHBIM THUIIOM HacJieOBaHUSI, MPOTEKAIOIIUX C TMopa-
JKEHWEM U TIoTepeli MOTOPHBIX HEMPOHOB TEepeaHUX
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JIeBaHUI HepBHOM cucTeMbl — | Ha 6—10 TBIC. HOBOPOX-
neHHbIX [1—4]. [Ipu manHoM 3a0oyieBaHUM HapylIaeTCs
WHHEpBalLUsl TPOKCUMAJIbHBIX MBbIIIEUYHBIX BOJOKOH,
YTO TIPUBOJIUT K Pa3BUTHUIO aTpO(UU MBI, TTPOTpec-
CUPYIOILLIE MBIIIEYHON CJTa00OCTU M HEBO3MOXHOCTHU
coBepiiarh ABMXKeHUs. [IpuunMHON TakuxX HapylieHUi
CIyXUT neuuut Oesika, 3a CUHTE3 KOTOPOTrO OTBEYaeT
reH SMN (survival motor neuron gene), pacroyIoKeHHBbI
B paitoHe 5ql3 um mpencrtaBieHHBIN Kormsmu: SMNI
n SMN2 (1, 3, 4]. Y OonpIIMHCTBA NALIMEHTOB C pa3Iny-
HBIMU TUIMAMU CIMIMHAJIBHON MBIIIEYHOU aTpoduu peru-
crpupyetcs neneuns reHa SMN 1. Puck poxaeHust 601b-
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Kprouxosa T.A., barakupesa E.A. CiiuHanbHas MbiieuHas arpodus 11 Tuna: s dhexTuBHOCT pucauIiamMa y pedGeHka 7 et

HOTO peOeHKa OT poauTesIeil, MMEIIIMX aHOMAaJIbHbIN
reH, coctanisieT 25%. B ocTalibHBIX CITydasix pOXIAIOTCST
abCoJII0THO 310poBhIe netu [1, 5, 6].

B Hacrosiiiee BpeMsi BbIIEJSIIOT HECKOJIBKO OCHOBHBIX
TUIIOB CIMIUMHAJIBHOW MBIIIEYHON aTpouu B 3aBUCUMO-
CTU OT Ae0rTa BOZHMKHOBEHMSI 3a00JI€BaHUS, TSIKECTU
€ro TeYeHUs 1 MPOJOKUTEIIbHOCTH XNU3HU MAllMEHTOB.
CrnivHanbHast MblevyHast atpodust 0 TUna MposiBseTcs
BHYTPUYTPOOHO OTCYTCTBMEM Yy TIJIOa JBUTATEIbHOM
aKTUBHOCTU; C POXICHMSI Yy peOeHKa BbIpakeHa TeHe-
paju3oBaHHasl MbIIlIEUYHAs] TUIIOTOHUSI C XapaKTepHOM
MO301 «JIATYIIKW», PE3KO CHUXKEHA CIIOHTaHHasl IBUTa-
TeJbHasl aKTUBHOCTD; CyXOXUJIbHbIE PehJIEKChI HE BbI3bI-
Batotcs [2, 4]. [Ipu crimHaabHOI MbIIEYHON aTpoduun
I tTuna (6one3np BepmHura—loddmana) KiMHUYECKUE
MPOSIBJIEHUSI Y OOJIbHBIX OTMEUalTCsl, KakK MpaBUIo,
JI0 6-MECSTIHOTO BO3pacTa M XapaKTepu3YIOTCsT MpU3Ha-
KaMu BSUIOTO Tlapajimya MBI KOHEYHOCTeH W TyJIo-
BMIIIa C BOBJIEYECHMEM B IPOLIECC IbIXaTEIbHOU MYCKY-
snarypsl. Hetu ¢ | Tunom 3abosieBaHUST PEKO JOXUBAIOT
no 2—3 ner xu3Hu. YacTto cMepTh TakuxX AeTell HacTy-
MaeT OT OCJIOKHEHUH OCTPOW MHEBMOHMU M TPOTrpec-
cUpyIolleil JpIXaTeJbHOWl HemoctatouHoctu |[1, 5].
CrnivHanbHast MbliiedyHast arpogus Il tuna kimHuvecku
MposIBIIIeTCS Tociae 6 Mec Xu3HU. BoJibHbIE IeTH MOTYT
CHUIIeTh, HO HUKOTIJA HE IOCTUTAIOT CIIOCOOHOCTH XOIUTh
camocTosTenbHO [1, 3, 4]. Tlpu cnimHaNbHON MBIIIIEYHOM
arpoduun III tuna (6ose3nnr Krorenboepra—Benanmep)
MepBble CUMIITOMbI 3a00JIeBaHUS TMOSIBJISIIOTCS TOCIIe
1,5 ner xusHu. Takue OeTM MOTYT CTOSITb U XOAUTH
caMoCTOSITeIbHO. B KiMHMYecKkol KapTuHe 3aboJieBa-
HUs HAOJIOJAI0TCS HE TOJIBKO TUITUYHBIE CHUMIITOMBI,
HO U (UOPWLISIpHbIE U (pacUMKYIsIpHbIE IOAEeprUBa-
Hud [1, 5]. CnuHanbHas MbieyHas arpodus IV tuna,
KakK mpaBWJio, MaHU(ECTUPYET BO B3POCIOM BO3pacTe.
Jns aToro Tuma 3a0oJjieBaHUSI XapaKTepHa CTEPTOCTb
KJIMHUYECKUX TIPOSIBJICHUI B BUAEC HE3HAYMTEIbHOIO
orpaHMYeHMs] (PYHKLMU TIePEABKEHUS, YMEPEHHOM
runoTpodun MbIL Oemep M TazoBoro mosca [1, 2, 4].
IIpn Bcex THUIAX CIWHAJIBHON MBIIIEYHON aTpoduun
MOTYT TIOpaXaTbCsl OCHOBHBIE TPYIIIbI JbIXaTEIbHBIX
MBIIIIL, BKJIHOYasl MBILILIBI BAOXA U BbIIOXa U OyJIH0apHYIO
MYCKYJIaTypy, TIpA 3TOM CTeNEeHb MOPAXXEHUsI MOXET pas-
JINYAThCSl B 3aBUCUMOCTH OT TUIIA CIIMHAJbHOMN MBbIIIIeU-
HoOI1 aTrpoduu 1 ctaguu 3adosieBaHust [7].

JInarHo3 ocHOBaH Ha TIIATeJIbHOM cOOpe aHaMHe3a,
OCOOCHHOCTSIX  KJIIMHUYECKMX TIPOSIBJICHUIH, JTaHHBIX
2JIEKTPOHEpoMHUOrpadrn, MOJIEKYJIIPHO-TEHETUUECKIX
uccnenosanuii [4, 7-9]. JduddepeHumanbHblii auar-
HO3 TIPOBOAMTCSI C MHUOMNATUSIMU, TPOTPECCUPYIONIEH
MblllIeYHO# auctpodueit [lioiieHa, O0KOBbIM aMUOTPO-
(ruecKknM CKJIepO30M, CHPUHTOMUENEH, TTOTMOMUECIIN -
TOM, JETCKUM lLiepeOpaibHbIM MTapaJnioM, HACJIeICTBEH -
HBIMM 3a00JIeBaHUSIMUM oOMeHa BetiecTs [1, 4, 8, 9].

MenukamMeHTO3Has Teparusi CIMHAIbHON MbIIIIEUHOM
arpoduu mompasnuessieTcsl Ha JiBa HalpaBJIEHUS: TaTo-
reHeThuyeckasi Teparivsi, HarpaBjieHHass Ha KOPPEKIIUIO

medunmra 6enka SMN, 1 cuMOToOMaTnyecKask Teparims
[2, 4,7, 10—14]. B xauecTBe OCHOBBI ITaTOT€HETUYECKOM
Tepanuu 3a00JIeBaHMS BCEM MallMEHTaM C FeHEeTUYECKU
MOATBEPKACHHBIM JMAarHO30M C ABYMSI U O0Jiee KOMUsIMU
reHa SMN2 pekKoMeHIOBaHO IIpUMEHEHUE IIperapara
HYCHMHEPCEH B CaMblii KOPOTKHI CPOK MOCIIe TOCTAHOBKHU
nuarHosa [11—14]. B Poccuiickoit deneparimn npenapat
HycuHepceH 3apeructpupoBaH ¢ 2019 . o Hacrosiiee
BpeMsi. A TIOSIBJIEHE€ HOBOTO PEBOJIIOLIMOHHOTO Tperna-
paTa OHaCEMHOTEH aberapBOBEK IS JICUEHUST CITMHAIb-
HO MBIIIEUHOI aTpoduu y AeTeH 10 2 JIET Aa0 HAIEXK 1y
Ha TOJIHOE BBI3IOPOBJIEHUE JETSIM C 3TOM MaTOJIOTUEH.
Bo MHoOrMx cTpaHax 3aperucTpupoOBaH W YCIEIIHO MpU-
MEHSIETCSI ISl JIEYEHUSI CMTMHAIIbHON MBIILIEYHOM aTpo-
¢um apyroii mpemnapaT MaTOreHETUYECKOW Teparnuu —
pucaumuiam. Pucnurmiam — monudukaTop CrijlaiicMHra
MPHK, oH yBenmunBaeT KOHIIEeHTpaLUO (PYHKIIMOHAIb-
HOTO OeJiKa ABUTaTEIbHBIX HEHPOHOB, MPOAYLIUPYEMOTO
reHoM SMN2 [15]. Pucoumninam paBHOMEpPHO pacripene-
JISIETCSI BO BCEM OpraHU3Me, B TOM YMCJIe B LIEHTpasb-
Hoit HepBHO# cucrteme (LIHC), npoHukas yepes rema-
ToRHLIEehATNUYECKU Oapbep U MPUBOAS K YBEJIMUYECHUIO
ypoBHs 6eska SMN B LIHC u o Bcemy opranusmy [15].
Iloka pucnumniaaM — NepBbIii ¥ €eAMHCTBEHHBIN TTperapar
IUIS1 JIEYEHUsI CIIMHAJIIBHOW MBIIIEYHON aTpoduu, KOTO-
pBIii MOXXHO TIPUHUMATh Ha JOMY, TaK KaK OH MPUMEHSI-
ercsl B XUIKOH (hopMe OIMH pa3 B CYTKM MEpPOpabHO.
Munsapas Poccuiickoit  ®Denepanuuu  3aperucTpupo-
BaJI TperniapaT PUCIUILIAM JUIsSl JIEYEHUS] CHUHAIbHOM
MblleyHO atpodum 26.11.2020T. B KIMHUYECKHUX
WUCCIIeIOBAHUSX TIOATBEPKACHO YJIy4YIIEeHUE IBUTATEb-
HBIX (DYHKLMI y MalMeHTOB pa3HbIX BO3PACTOB CO CITM-
HaJlbHOM MbllIeuHoi arpodueit [-111 Turnos.

g KOppeKLMU CHUXKEHUS TJIOTHOCTU KOCTHOM
TKaHW B CHUMIITOMaTMYE€CKON MeIMKaMEHTO3HOM Tepa-
MUM Ha3HAyYalT TperapaTbl KajlblMs, XOJeKablM-
depona, Ouchocdonaros, ButaMuHbl. [Ipu BbIsBIC-
HUM OpoHXOCIa3Ma TPUMEHSIOT KOMOWHHUPOBaHHbIC
Oera,-anpeHoMuMeTHkH [2, 16, 17]. Bosbuioe 3Hauenmne
B JICUCHUM CIIMHAJIBHON MBIIIEUHON aTpouu urpaet
peabunurTauus. JlokazaHo, 4yTo pusmoTepanusi u peadu-
JINTAIMSI CITOCOOHBI MOBBICUTH KAYeCTBO KM3HM Tally-
€HTOB U YJIYYIIUTh (PYHKIIMOHAIbHbIE BO3MOXHOCTHU
opranusMma [17, 18]. HazHaueHue B KOMIUIEKCHYIO Tepa-
Iy JiedeOHOM (PUBKYIBTYphI, Maccaxa, (usnorepa-
MEeBTUYECKUX METOMOB JIEYEHMSI, a TaKXe MPUMEHEHUE
OPTOTEANYECKUX CPEICTB BO3ACUCTBUS [JIsI TIPEAYIIPEXK-
JIEHUsI KOHTPAKTYyp CYyCTaBOB, HECOMHEHHO, UTPAIOT BaX-
HYIO POJIb B Teparnvy CIUHAJILHONW MBIILIEYHOM aTpoduu
y OonbHBIX aereit. [2, 17, 18]. Xupypruueckoe jeyeHue
naureHTaM CO CIMHAJIbHOW MBIIIEYHOU aTpoduun Ipo-
BOJIUTCS B KAU€CTBE KOPPEKTUPYIOIIETO MHCTPYMEHTAb-
HOTO BMEIIIaTeJIbCTBA Ha MMO3BOHOUHUKE [7].

Ilpn mmanupoBaHUM MOCHEAYIONIEH OepeMeHHOCTH,
eCc/Ii paHee B CeMbe ObUIM Cllydad POXKIEHUS AETeil Co
CIIMHAJILHOM MBIIIEYHOU aTpodueii, cynpykecKasl mapa
B 00sI3aTeJIbHOM TIOPsIIKE HAIpaBJIseTcsl HA KOHCYJIbTa-
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LIMIO K Bpauy-TeHeTUKy. biaromaps nmpoBegeHUIO J0pOI0-
Boit JIHK-ngnarHocTuky CrimHaJIbHOM MBIIIIEYHOM aTpo-
(buu 3a mocieHEE BpeMsi BO MHOTUX CTpaHaX CHMKAETCS
pUCK pOXIeHUsI 00JIbHOrO pebeHKa mpakTudecku 1o 0
[6, 19]. CKpMHMHIOBBIN T€CT HOBOPOKIEHHBIX MO3BOJUT
MaleHTaM IMOJIyYUTh OoJiee aKTUBHOE JIEUEHHE 10 TOTO,
Kak MpOM30iIeT HeoOpaTuMast oTepst HEMPOHOB.

AKTyaJIbHYIO 3aJady IIpeICTaBisieT CBOEBPEMEH-
Hasg oOpalaeMoCTh ITallMEHTOB C JAaHHOM IaTOJIOTUEH
K TIpOGUIBHBIM CITELIMAINCTaM, TaK KaK HepeaKo JIETH,
cTpajalolide CIUHAJIbHOW  MBIIIEYHON  aTpodueit,
HaOIIomaTCs y Bpaueld ¢ OIMMOOYHBIMU AMArHO3aMu
Y He HaIpaBJISIOTCs K Bpayy-reHeTUKy. B KauecTBe mipu-
Mepa TMpPEeACTaBIsIeM KIMHUYECKUI Caydail TedyeHMs
CMUHAJIbHOW MbIIeyHol arpoduu Il Tuna y 7-netHero
pebeHKa.

Knunnyeckuii ciyvaii. Pe6enok JI., 7 jeT mocTymui
B nicuxoHeBpoJjiornueckoe orneneHue OI'bY3 «Jlerckas
obsiactHas kinuHuveckas 6onpHuLa» (JJOKB) benaropona
16.03.2020 . ¢ kayobamMu Ha KallleJdb TOCJe TJIOTaHUS,
OTCYTCTBHME AKTHUBHBIX IBVMKCHMI B HUKHMX KOHEYHO-
crsx. PebeHOK caMOCTOSITeIbHO HE CaJuTCs, HE CTOUT,
HE XOJIUT.

M3 aHaMHe3a XU3HU U3BECTHO, YTO TIALIMEHT OT 1-ii
OepeMEHHOCTM U PpoAoB. bepeMeHHOCTh TIpoTeKayia
¢ yrposoii ipepbiBaHus Ha 10-i1 Hemene. Ha 16-ii Henene
OGepeMEeHHOCTU MaTepu pebeHKa Obliia TpoBe/ieHa Jlara-
POCKOITHS JUTS yaJeHUsT KUCTHI MPaBoOro SiMYHuKa. Pombl
CcpouHble, (pusnosiornyeckue. Macca Teja TIpu poxIie-
Huu 3010 1, pocT 51 cM. Onienka 1o mkane Anrap 7/8 6ai-
sioB. K rpyau ObL1 nipusiokeH Ha 1-e cyTku. [pyab B3sin
akTHUBHO, He cpbiruBai. [Ipususka BLI2XK B poxmome cie-
JaHa. M3 ponnoma ObUT BBIITMCAH Ha 5-€ CYTKM KM3HMU.
Ha 1-M roay xxu3Hu HaXOIWJICSI Ha CMEIIaHHOM BCKapM-
JIMBAaHWUM W3-3a TUITOTaJlakThu y MaTepu. HaciencteeH-
HOCTb HE OTSTOIIEHa, CO CJIOB poxuTeneid. ITpodumak-
TUYECKUE TPUBUBKU CleJaHbl 10 WHAWBUIYAJIbHOMY
rpaduky. M3 nepeHeceHHbIX 3a00J€BaHMII: HECKOJIBKO
pa3 ©0oyiel OCTPBIM pEeCIMPATOPHBIM 3aboJieBaHUEM
B JIeTKO# hopme, B Bo3pacte 1,5 roma Oblta ocTpast Kpa-
NMUBHHUIIA Ha BBelneHue BUdepoHa per rectum. B 20151
repeHec IBYCTOPOHHIO OCTPYIO0 BHEOOTbHUIHYIO ITHEB-
MOHMIO CpeIHEe cTeneHn TsKecTh. [TalmeHT — MHBaIUI
C IeTCTBA.

M3 anamHe3a 3a060JieBaHUST U3BECTHO, UTO C POXKIE-
HUST Yy pebeHKa OTMEYaliCh CI1ab0CTh MBIIIL B KOHEY-
HOCTSIX, HEOObIYHAs «pacrulacTaHHas» 103a, CHUXKEHHUE
COIPOTUBJICHUSI B CyCTaBaX IPU TMACCUBHBIX JBMXE-
HUSIX ¥ YBEJIMYEHUE aMITIUTYIbl ABUKEHUM B CycTaBax.
HeckobKo Mmo3xKe BBIIBISUIACH M 3aJep>KKa MOTOPHOTO
Pa3BUTHUS: TOJIOBY AEPXKUT ¢ 2 Mec, cuaut ¢ 10 mec. MaTh
pebeHKa cuuTaeT ero 60JbHBIM ¢ Bo3pacTa 10 Mec, korma
OHa BIIEPBBIE 3aMETUJIa, YTO OH HaYaJl TePSITh YKe IPH00-
peTeHHbIe HaBBIKM, a HOBBIE He TOSBIISUIMCH. B Bo3pacTte
1 roga He mMoj3aj, He CTOSUT Oe3 MOMIEPXKKM, HE XOMUII
CaMOCTOSITEJIbHO, TOJIBKO JIepXKach 3a OIOpY, yepe3 2 Mec
TepecTall XOAUTh BIOJb OTIOPHI.

KJINMHUYECKUE CJ1YHAU

BriepBbie MalMeHT ObLUT TOCTUTAJIM3UPOBAH B TICHU-
XOHEBPOJIOTUYECKOEe OTHENIeHUe Uil JeTeld paHHETo
BO3pacTa ropoJICKOi JeTCKOi OGOJbHUIBI T. beiropoma
JIJIsT 00CIIeI0OBaHMS U JIeueHUsT B Bo3pacte 1,5 roga, Brep-
Bble OB BBICTABJICH JMATHO3 CITMHAJILHON MBIIICUYHOM
arpodun. B oTmemeHMM TPOBOIMIOCH IJIEKTPOHEHPO-
Muorpadudeckoe o0cCieIoBaHUe: TIPU KMCCIIeAOBaHUU
n. mtibialis ¢ TIOMOIIIbIO MOBEPXHOCTHON CTUMYJISILIMOH-
HOI 3JIeKTpoHelpoMHuorpacuu BBISIBIEHO CHIUKEHHE
amrutynsl M-orBera, F-BonHbl, oTtHomeHusi H/M.
ITonyyeHHBIE JaHHBIE YKA3bIBAIOT Ha aKCOHAJLHOE ITopa-
XKeHue n. tibialis ¢ nByx ctopoH. Ilo3xke B pesynbrate
TEeHETUYECKOTr0 O00CIeIOBaHUSI IHWAarHO3 CIUHAJbHOM
MBbIIIIEUHOI aTpoduu ObUT MMOATBEPXKIEH B JlabopaTopuu
«MHBUTPO»: ObUTa OOHApYKEHA Jeeliust 7—8-ro 9K30HOB
reHa SMN1.

st oOcilemoBaHMs UM Ha3HAYE€HUST HEOOXOIMMOTO
JieyeHusI B Bo3pacTe 2,5 roja peOeHOK OblLI HarpaBiieH
Ha rocruTaau3anuio B «HayuyHo-umccinenoBaTebCKuMin
KIMHUYECKU WHCTUTYT TMeIUaTpUM WM. aKaJeMHKa
I0.E. Benbrumena» (HUKW nemuatpun) MuH3mpasa
Poccun (Mocksa), rae 1MarHo3 CriiHaaIbHOM MbIIIEUHOMN
aTpoduu ObLT MOATBEPXKICH, HA OCHOBAHUU B TOM YHCIIE
noBTopHoit JIHK-anarHoctuxu.

IManyeHT HaXOAWTCS TIOA TOCTOSIHHBIM HabOJoIe-
HUEM JETCKOTO HeBPOJIoTra U TieinaTpa Imo MeCTy XKUTEJTb-
ctBa. [ocruranu3anus B TICUXOHEBPOJIOTMYECKOE OTIe-
JIEHUE T10 MECTY XUTEIbCTBA OCYIIECTBsIach 1 pa3 B rof
JIJIST TIPOBEIEHUST TIOBTOPHBIX KYPCOB TMOIEPXKUBAIOIICH
KOPPUTHUPYIOIIEH Teparmuu; 2 pa3a HaxOAWICS Ha pea-
OUIUTAIIMOHHOM JIeYeHUM B MECTHOM peabMIMTALIMOH-
HOoM lieHTpe «Becenas Jlomanb». B qoMalrHux ycaoBuUsIxX
MEepUOANYECKH TIPOBOIATCS JieueOHast (hU3KYIBETYpa
n Maccax Kypcamu 1o 20 mHeli. BonbHOIT mepenBura-
eTcsT B Kpecje-KOoJIAICKe C 3JIEKTpOIpuBoaoM. B Teue-
HUE TOCJIeHUX JIET y TalMeHTa Haboaaacs ObICTPbIi
perpecc Moy4eHHBIX HaBBIKOB. PeOeHOK IepecTas cTo-
SITh C TIOMIEPXKKOM, 3aTeM M CHIETb CaMOCTOSITENIBHO;
CUIIUT C O1opoit Ha 00e pyku. [1osBUIMCH KOHTPAKTYpPbl
KOJICHHBIX Y TOJICHOCTOITHBIX CYCTaBOB, IPYAOMOSICHUY-
HBI CKOJIMO3 TMO3BOHOYHUKA, BHIBUX TOJIOBKU JIEBOTO
Ta300eIpEeHHOTO CycTaBa, OOYCJIOBJIICHHBLIC MBIIIEUHOMN
TUIIOTOHUEN 1 aTPOUEIt MBIIIILI.

PebeHOK HEOMHOKpAaTHO HAXOOMWJICA Ha CTaluo-
HapHoM JieueHnn B HUKW memmatpum mM. akageMuka
10.E. Benprumiena, mocineaumii pa3 ¢ 10.07.18 mo 27.07.18
C IMarHo30M: CIIMHaJIbHas MbleyHast atpodus 11 turma.
OCJIOXKHEHUST: BBIBUX TOJIOBKHU JIEBOTO Ta300eIpeHHOTO
cycraBa. BambrycHasg gedopmaums Ta300eApPEeHHBIX
cyctaBoB. KOHTpakTypbl KOJEHHBIX, TOJEHOCTOITHBIX
cycrtaBoB. COIYTCTBYIOLIMI AMAarHo3: OCTPbI (apuH-
ruT ¢ 9Kcuko3oM (¢ 12.07.18 mo 17.07.18). B otneneHue
MTOCTYITJI € 3KaJiobaMu Ha OTCYTCTBUE CaMOCTOSITEJTbHOM
XOIBbOBI, IIPOrpecCUpoOBaHKe KOHTPaKTyp. B cTammonape
OBbLTN TIPOBEEHBI HEOOXOAMMOe 00CIeIOBAHNE U TTOJTH-
KOMITOHEHTHas Teparnusl ¢ MPUKJIaIHOM KUHe30Tepanei
1T OOJIBHOTO C HEPBHO-MBIIIEUHBIM 3a00JIeBaHUEM.
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Kprouxosa T.A., barakupesa E.A. CiiuHanbHas MbiieuHas arpodus 11 Tuna: s dhexTuBHOCT pucauIiamMa y pedGeHka 7 et

PebGeHok ObIT BBIMMCAH C HEOOJBIION ITOJOXKUTEIb-
HOIf TMHAMUKOI B BUIE YBeJIMYCHUs oObeMa IBVKCHUI
1 HEOOXOIMMBIMU PEKOMEHIALUSIMU T10J, HaOJfoaeHNe
rneauraTpa, HeBpoJiora, OpToIe1a Mo MECTY XKUTEJIbCTBA.

ITo pe3ynbraTy MOBTOPHOTIO MOJIEKYJISIPHO-TEHETUYC-
CKOro aHajn3a yucia Konuit reHa SMN ot 27.12.2020 .
BBISIBJICHA JIeJIelINsT 9K30HOB 7—8-10 reHa SMNI B romo-
3UTOTHOM COCTOSIHMM. [MarHo3 TMOATBEPXKIEH MOJIEKY-
JISPHO-TEHETUUECKUM METOIOM.

3a mociegHue 2 roma, cO CJIOB MaTepu, y pedeHKa
Ha ¢oOHe TMporpeccCupoBaHusi OCHOBHOro 3aboJieBa-
HUST (BBIpaK€HHAsT TUIOTOHUSI MBI KOHEUYHOCTEN,
HE MOXET TOIHSTh IOJIOBY M3 MOJIOKEHUS Jiexka, ycuie-
HUE TpeMopa BEepXHMX KOHEUHOCTEW, He MOXKET yaep-
KUBaTh TIPEIMETHI B pPyKe) TOSIBUJIMCH CHMITTOMBI,
CBMJIETEJIBCTBYIOIIME O HAIMYUU XPOHUYECKOM TUTTOBEH-
TUJISIIMOHHOM HEJOCTATOYHOCTH: TOJIOBHAsI OOJIb B Teue-
HUe IOHSI, HapacTaHWe OOIIeil ci1abocTh, OeCITOKOMHBIN
COH B HOYHOE BpeMsl, yJalleHue Kainist. B momamrHux
VCIOBUSIX TIPUMEHSIIOT Maccaxk Kypcamu, JieueOHast
¢u3KyneTypa, (GU3NoJICYCHNE, pPACTSKKM KOHTpPaK-
Typ W TyTOphl. [IpoBoaMIM peabUIUTAIMOHHOE Jieue-
HUe Ha TpeHaxepe «Dk3apra». KopceT wucronb3yercs
B TeyeHue 1—2 9 B neHb. OTKaIIIUBaTEb IPUMEHSICTCS
c ocenu 2018 . mpy yCUJICHUU KallUlsl U MPU PeLIMIMBaX
OCTpOI pecrMpaTOPHOI MH(PEKITNH.

IMocnenHsss TocnUTANIM3alMsA B IICUXOHEBPOJOTHYE-
ckoe otneneHre JOKDB mo MecTy kutebcTBa 1T TIPO-
BeJeHUs Kypca TOIIepKUBAIOIIEe CUMIITOMATUYECKOM
Tepanmy HOCWIa IUIAHOBBINA Xapakrtep. OOIee cocTo-
sSHMe pebeHKa MpM TIOCTYIUIGHWU B OTIENeHUE ObLIO
CpelHell CTeMmeH! TSDKECTH 3a CYET HEeBPOJOTUYECKOM
CUMIITOMATUKHU. PeOGeHOK cIIoKeH IIpOonopLUMOHAILHO.
OKpYXHOCTb TOJIOBBI 54 CM, OKPYXXHOCTb TpyTHOI
kietku 62 cM, poct 117 cMm, macca tena 22,2 k. Co cTo-
POHBI OTIOPHO-IIBUTATEJIBHOTO arapaTa OTMeYaloTCsI
neopMaliMi  CKeJieTa: BOpPOHKOOOpa3Hasl — TpyaHas
KJIeTKa, KOHTPAKTypbl KOJICHHBIX M TOJEHOCTOITHBIX
CycTaBOB, KO3 rpymHoro otaeia mo3poHouyHmnka [1—I11
CTeTeHM, BaJibrycHast aecdopmanust ctor. [ToaKoKHBI
SKUPOBOM CJION pa3BUT YMEPEHHO, paBHOMepHO. Typrop
TKaHeil coxpaHeH. OTMeuaeTcsl BbhIpakKeHHasT TUITOTPO-
U MBI HKHUX KOHEYHOCTEH M IMPOKCUMAIbHBIX
OT/IeJIOB BEpXHUX KOHEYHOocTel (puc. 1).

KoxHble MOKPOBBI OJIETHBIC, YUCThIE, 2JACTUYHEIE.
BumuMmble cau3ucTbie 000JOYKHM BJIAKHBIE, YHCTHIE,
posoBbie. [lepudepuueckue aumdbarndyeckue y3ibl
He yBeauuyeHbl. YacTroTa JbIXaTeIbHBIX JBWKCHUI
20 B muHyTy. HocoBoe npixanue cBobomHoe. Hanm ser-
KUMM TIpU TIEPKYCCHM C OOEUX CTOPOH OIpeaessics
SICHBIN JIETOYHBIN 3ByK. [IpM aycKynbTaluM JIETKUX
BBICJTYIIIMBAJIOCh BE3UKYJISIPHOE IbIXaHWE, XPUIIOB HET.
OO0jacThb cepalla mMpyd OCMOTpPEe He M3MeHeHa. [paHMIbI
OTHOCUTEJIbBHOM TYINIOCTH CEPALIA COOTBETCTBOBAJIN BO3-
pactHOil Hopme. YacTtoTa cepaeyHbIX COKpalleHUi
92 yn/muH. ToHBI cepala MPUIIYIIEHbI, PUTMUYHEIE.
XKuBot 00bIYHOI (hOPMBI, aKTUBHO y4acTBOBAJI B aKTe

NbIXaHUsl, TIpU MNajJblallMd MITKUNA, 0e300JIe3HEHHBbI.
Ileyenp He BbICTymaysia W3-TIOA Kpasi peOEpHOI ayTHu.
Cenesenka He yBenuueHa. Ctyn 1 pa3 B cyTku, ohopM-
JIeH, 06e3 maToJIornyecKux rnpumeceii. Jlnypes B Hopme.

B HeBposiornyeckom craTyce: CO3HaHUE SICHOE, CYI0-
por HeT. Ha ocmotp peakiius agekBaTHasi. B koHTakT
BCTyIaeT OXOTHO. MHTE/JIEKT COOTBETCTBYET BO3PACTY.
Vuurcsa B iepBoM kitacce. C ImporpaMMOM CITpaBIsieTCsI.
YepenmHo-M03roBast MHHepBalus He HapyiieHa. daciu-
KyJISILMM Ha sI3bIKe MOCTOSIHHO. MeHUHTrea bHble CUMII-
TOMbI OTCYTCTBYIOT. UyBCTBUTEJIIbHOCTb HE HapylleHa.
TonoBy ynepxuBaer B BepTUKaJbHOM TojiokeHuu. He
MOXET TIOJIHSITh TOJIOBY U3 MoJioxkeHUs jexa. He xoaur,
HE CTOMT, HE T0JI3aeT, HE MOXET CECTb M3 MOJIOKEHMUS
Jiexxa Ha criMHe. MakcuMasibHasi ABUraTeIbHash BO3MOX-
HOCTb — TMOCaXXEHHbI peOEHOK CUIUT C OMOpOoii Ha 00e
pyku (puc. 2). He MoxeT MOIHSITh pyKU BbIIlIE€ YPOBHS
BEpXHEro rosica KOHeYHoCTe!, Xyxe ciesa. [laccuBHbIe
U aKTUBHbIE TBMXKEHUSI OTPAaHUUYEHBI B KOJIEHHBIX, TOJIe-
HOCTOIMHBIX CyCTaBaX, OTMeYaeTcsl BajbrycHas nedop-
Malus CTol. BIBUX roJIOBKU JIeBOM OeIpeHHONM KOCTH.
Tonyc wmbii nuddy3HO CHUXEH. MBbIILbl ApsSIOIbIE.
OtmeuaeTcs ob1asi runorpodusi. MplieyHasi cuia CHU-
JKeHa B pyKax 1o 2 6ajuioB, B Horax no 1 6amna. Cyxo-
KWIbHbIE pedJieKChbl He BbI3bIBaloTCs. bproiiHbie ped-
JIEKCBl HE BbI3BIBAIOTCSI. BhIpaXkeHHBIN TpeMop BEpXHUX
KOHEYHOCTEWN.

Ha ocHoBaHMU Xano0 Mpu MOCTYIJIEHWH, aHaMHe3a
3a00JIeBaHUSI U KM3HU, KIMHUYECKOTO OCMOTpa ObLI
BBICTaBJICH JWArHo3: CIAHAJbHAs MbIIIEYHAsI aTpo-
¢ust, Tun II. OcnoxHeHUs:: KOHTPAKTYpbl KOJEHHBIX,
TOJICHOCTOTTHBIX CYCTaBOB. [pymOMOsSICHUUHBINA CKOIMO3
no3BoHouHuKa Il crenmenu. BanbrycHas nedopmanus
Ta300eIPEHHBIX CYCTaBOB U CTOII. BBIBMX TOJI0BKY JIEBOTO
TazobenpeHHoro cycrapa. ComyTcTBylollne 3a0oJieBa-
HUSI: HapyllleHWe CaMOCTOSITEJIbHON BepTHUKAIWU3aLIUU.
Wcnonb3oBaHue OTKAILTMBATENS.

Bbi1o mpoBesieHO J1aGOPATOPHO-UHCTPYMEHTATIbHOE
obcnenoBaHue. B KiMHUYecKMX aHaIM3aX KPOBU M MOYM,
OMOXMMMNYECKOM aHaIM3e KPOBU MATOJOTMUYECKUX U3ME-
HEHMI He BBISIBJICHO; KOIIpOrpaMMa B HOpME.

Ha snextpokapauorpamMmMe perucTpupoBalICsl CUHY-
COBBIi pUTM C 4YacToToil 96 yia/MUH, HOpPMaJbHOE
MOJIOXKEHUE BJIEKTPUYECKON OCH cepila; HapylleHue
npoiiecca pernoyisipu3aunu B Muokapae. OCMOTpeH OKy-
JINCTOM: IJIa3HOe JHO B Hopme. Ha anekTposHiedao-
rpaMMe peTUCTPUPOBAJICS JE30pPTaHU30BAHHBIN THIT;
nuddy3Hasi OCTPOBOJIHOBASI aKTUBHOCTb, MPU TTpodax —
MOBBIIIEHUE OMOTEKTPUUECKOM aKTUBHOCTU CTBOJIOBBIX
CTPYKTYp MO3ra, MpU3HaKu (pyHKIIMOHAIbHOW HEYCTOM-
YUBOCTU CPEAMHHBIX CTPYKTYp MO3ra Ha AudHUedab-
HOM YpOBHE; THUIIMYHO C(HOPMUPOBAHHBIC SMUKOM-
TUIEKChl HEe 3apeructpupoBaHbl. [Ipu ynbsTpa3ByKOBOM
WUCCJIeIOBAaHUM OPraHOB OPIOLIHOW TOJOCTU M TIOYeK
BBISIBJIEHBI YBEJWUYEHUE TEYEHU W KETYHOTO Ty3bIps,
pEakTUBHbIE W3MEHEHMSI TOJKETYIOYHOM  Kese3bl.
Ilpu penTreHorpauu 1MO3BOHOYHMKA BbISIBJIEH YMe-
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Puc. 1. BHennuii BUI 00JbHOTO CNHHAJIbHOM MblIeuHOIi arpoduu pedenka 1.,
7 neT, npu NOCTyIIeHHH B nicuxoneBposiornyeckoe otaenenue JJOKDB r. Bearo-
poaa. Ormeuaiorcs aedopManuu CKejleTa: BOPOHKOOOPA3HAs IpyaHast KJIeTKa,
KOHTPAKTYPbI KOJIEHHbIX U TOJICHOCTOMHBIX CYCTABOB, e()opMAaIHs CTOII.

Fig. 1. The appearance of a child D. 7 years old with spinal muscular atrophy upon
admission to the neuropsychiatric department of the Children’s Clinical Hospital
in Belgorod. Deformities of the skeleton are noted: funnel chest, contractures
of the knee and ankle joints, deformity of the feet.

PEHHBIN S-00pa3HBIi CKOJIMO3 TPYIHOTO U TTOSICHUIHOTO
OTIEJIOB TTO3BOHOYHMKA. Ha peHTreHorpamme Tazoben-
PEHHBIX CYCTaBOB — IPU3HAKM BBIBMXA T'OJIOBKU JIEBOI
OenpeHHOI KOCTH, BajbrycHas necdopmalius Tazo0em-

PEHHBIX cycTaBoB. Ha peHTreHorpamMme OpraHoB IPYI-  pyc. 2. Buemmuii BuA 601bHOTO CIHHATBHOI MBILIEYHOH aTPO-
HOM KJIETKM — TPU3HAKK OOCTPYKTMBHOTO OPOHXHTA. ¢uu pebenka /I., 7 neT, npu NOCTYIIEHUH B ICHXOHEBPOJIOTHYE-
[Tpyu HOUHON MYIBLCOKCMMETPUU HAPYLIEHUN IbIXaHUS ckoe otaenenne JJOKbD r. Bearopoaa. [TanueHT cuaur ¢ onopoi
BO BpeMsi cHa He BbIsiBJieHO. [Ipu olieHke ¢GyHKIUU Ha 00e pyKu.

BHEIIHEIO JbIXaHUsI OTMEYaIMCh YMEPEHHBIC Hapylle- Fig. 2. The appearance of a child D. 7 years old with spinal mus-
HUS JIETOYHON BEHTWISLIMOHHON (DYHKLMM Ha YPOBHE cular atrophy upon admission to the neuropsychiatric depart-

LLEHTPATBHBIX GPOHXOB M OPOHXOB CPEIHEro KaInbpa; ment of the Children’s Clinical Hospital in Belgorod. The pa-

VC in = 62%, VC ex = 70%; MOXHO IpeAroiaratb yme- tient sits with support on both hands.

PEHHBIC PECTPUKTUBHBIC HapylleHWUs (YHKIIUM BHEII-  HOTO 3a00JieBaHUSs, a Takke B cOOTBeTcTBMM ¢ [locra-
Hero nbIxaHusl. PeGeHOK KOHCYIBTHPOBaH opromnemoM  HowieHueM [lpaBurensctBa PO ot 29.09.2010 Ne771
C IMaTHO30M: S-00pa3HbBIN TPYIOIIOSICHUYHBIN cKoino3.  «O Topsiike BBO3a JICKAPCTBCHHBIX CPEICTB LTSI MEIH-
BeiBUX roIOBKM JIeBOU OenpeHHOU Kocth. Crmbarenb- — IIMHCKOTO TIPUMEHEHMsI Ha Teppuropuio Poccuiickoit
HbIe KOHTPAKTYPhl KOJTEHHBIX CycTaBOB. [IpoHanmonnsle  Demeparmm» u [Iprkazom MuHUCTEpCTBA 3MpaBOOXpaHe-
YCTaHOBKU NpEATUICYnii. DKBUHYCHBIE YCTAHOBKHU CTOI.  HUS W COIMAIbHOTO pa3BuTus Poccuiickoit Meneparm
Hapyiienue caMocTosiTeIbHOM BEpTUKAIU3ALIMU. ot 09.08.2005 Ne494 «O mopsimke TIPUMEHEHUS JieKap-

C mepBoro JHS TIpeOBIBaHUS peOEHKA B OTHCJICHUM  CTBEHHBIX CPENCTB y OOJNBHBIX TO KM3HCHHBIM ITOKA3a-
MPOBOAWJIACH Tepamus: MeIUKaMeHTO3Has (IJULWH,  HUSIM» KOHCWINYM TTOCTAHOBUI Pa3peliuTh K WHANBUILY-

aJIbKap; KynecaH), jedeOHasi (bU3KYyJIbTypa M Maccax aJIbHOMY TTPUMEHEHHIO 1 BBO3Y JIEKAPCTBEHHBI TTpernapar
Ne10; mapadun Ha HIKHUE KoHeuyHOoCTH Nel10. 3a Bpewmst pUCIMILIAM TS OKa3aHWUSI MEAULIMHCKOUN MMOMOIIY Talu-

l'[p€6I)IBaHI/I$I B cTallMOHApe COCTOAHMUEC 00JIbHOTO pak- CHTY I10 XKM3HCHHBIM ITOKa3aHUWsM. PebeHok ObUT BBITIH-
TUYECKN HE M3MCHUJIOCH, ITO-IIPEXKHEMY COXpPaHAIUCH CaH ITO MECTY KUTEJIbCTBA IO/ HaOJroIcHNe Y4aCTKOBOIo
KaJloObl Ha CJ'[a6OCTb, TTOBBIIICHHYIO YTOMJISICEMOCTD, neamarpa n IETCKOro HEBpoJora € peKOMeHI[aHI/Ieﬁ po-
TUIOXOM COH, MBIIICYHBLIC 00JIM B KOHEUHOCTSIX. BCACHUS KOHCYJIBTaTUBHOTO OCMOTpPA B YCIIOBUAX HUKHA

26.03.2020T. ObUT TIpOBemeH KOHCWIMYM Bpadeld — meauarpuu uM. akagemuka FO.E. Benprumesa. [1o 3akimo-
Ha 6a3e JJOKB r. Benropoma mo Bompocy HasHaueHuss — deHmo DenepasbHOTO TPOTOKOJA KOHCWIMYyMa Bpaueit

MalMeHTy JIeKapCTBEHHOTO Mpernapara, He 3aperucTpu- HUKW nemmatpun ot 19.06.2020 . mpuHATO pellcHUe
poBaHHOTO Ha Tepputopun Poccmiickoit @enepanu, 0 MPUMEHCHUWU TIperiapaTta PUCAUTIIAM B KavyecTBe IMaTo-
JUISL OKa3aHusl €My MEAMIIMHCKOW MOMOILM MO XW3HEH-  TeHETUYECKOi Tepanuu nauueHty ¢ uoHs 2021 . OgHako
HbIM MOKAa3aHUsIM U HEOOXOIMMOCTU €ro BBo3a. B c¢Bsi3u  mpenapar noctynui B Poccuio 3HauuTeNbHO paHblile,
C abCOJIIOTHBIMU TOKA3aHUSIMU U OTCYTCTBUEM aJIbTEP- 1 pedeHOoK yxe ¢ okTs10pst 2020 1. B TeueHue 4 Mec NpUHU-
HaTUMBHbBIX HEMHBA3WBHbBIX MPENAPATOB [UIs JICUEHUS] JaH-  MaeT Mpenapar B 103€ 5 MT €KeTHEBHO.
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Kprouxosa T.A., barakupesa E.A. CiiuHanbHas MbiieuHas arpodus 11 Tuna: s dhexTuBHOCT pucauIiamMa y pedGeHka 7 et

Ha ¢done mpuema mpemapata OTMEJarOTCS CTaOu-
JM3amusl 3a00JIeBaHUSI W YIyYIIEeHWe OOIIero COCTOSI-
HUS peOeHKa. Y MaluMeHTa YAYYIIWIOCh OTXOXICHUE
MOKPOTHI M3 JbIXaTeJIbHBIX TyTeH, YIYYIIWICS COH.
OTMe4YeHbBI MOJOXUTETbHbIE U3MEHEHUs JBUTATEeIbHBIX
byHKIIMI: peOEeHOK MOXET OoJiee UIUTEIBHO, YeM paHee
VIEPKUBaTh TIPEIMEThl B pyKe; TOUepK ero craj Oojiee
POBHBIM; YCITEeIIHEee CIPaBIsSeTCS C OOMAIIHUM O0Yy-
YEHUEM.

3aknovyeHue

IlpencraBnsis onucaHWe JAHHOTO KJIMHUYECKOTO
HaOJIOIeHUsI, cjenyeT oOpaTUTb BHMMaHME Bpa-
Yyei-CrneuuajMcTOB Ha OJHO M3 HACJIeACTBEHHBIX 3a00-
JIEBaHUI — CIIMHAJIbHYIO MBIIIEUHYIO aTpO(UIO U Tpe-
CTaBUTh OCOOEHHOCTHM KJIMHMYECKOTO TPOSIBICHMUS
3a00j1eBaHMs B JWHAMHUKe y OOJIBHOrO pedeHKa cTap-
mero Bo3pacTta. bwicTpoe mporpeccupyiolee TeueHue
3a00JIeBaHUSI, HaJIMUME OCJIIOXKHEHUH, COMHUTEJIbHBIN

JINTEPATYPA (REFERENCES)

1. Ceausepcmos [0.A., Knownuxoe C.A., Hinapuowrxun C.H.
CrnvHaJIbHBIE MBIIIEYHbIe aTpoduu: MoHsITHe, nuddepeH-
LMajIbHasl AMarHOCTUKA, TIEPCIEeKTHUBDI JieueHusi. HepBHbIe
oone3nu 2015; 3: 9—17. [Seliverstov Yu.A., Klyushnikov S.A.,
Illariushkin S.N. Spinal muscular atrophy: concept, differen-
tial diagnosis, treatment prospects. Nervnye bolezni 2015; 3:
9—17. (in Russ.)]

2. TlpokcumanbHas ciMHalIbHas MblliedHast aTpodus S5q. Kinu-
Hudeckue pekomeHnarmu. 2020; 105. [Proximal spinal mus-
cular atrophy 5q. Clinical guidelines. 2020; 105. (in Russ.)]
https://f-sma.ru/biblioteka/klinic-recom-mzrf/ Ccblika ak-
tBHa Ha 02.05.2022.

3. Ross L.F., Kwon J.M. Spinal Muscular Atrophy: Past, Present,
and Future. Neo Rev 2019; 20 (8) 437—451. DOI: 10.1542/
neo.20—8-e437

4. Mercuri E., Finkel R.S., Muntoni F., Wirth B., Montes J.,
Main M. et al.; SMA Care Group. Diagnosis and manage-
ment of spinal muscular atrophy: Part 1: Recommendations
for diagnosis, rehabilitation, orthopedic and nutritional care.
Neuromuscul Disord 2018; 28(2): 103—115. DOI: 10.1016/
j.nmd.2017.11.005

5. Wijngaarde C.A., Stam M., Otto L.A.M., van Eijk RPA, Cup-
pen 1., Veldhoen E.S. et al. Population-based analysis of sur-
vival in spinal muscular atrophy. Neurology 2020; 94 (15):
1634—1644. DOI: 10.1212/WNL.0000000000009248

6. Massalska D., Zimowski J. G., Bijok J., Kucinska-Chahwan A.,
Lusakowska A., Jakiel G. et al. Prenatal diagnosis of congen-
ital myopathies and muscular dystrophies. Clin Genet 2016;
90: 199—-210. DOI: 10.1111/cge.12801

7. Finkel R.S., Mercuri E., Meyer O.H., Simonds A.K.,
Schroth M.K., Graham R.J. et al. SMA Care group. Diagnosis
and management of spinal muscular atrophy: Part 2: Pulmo-
nary and acute care; medications, supplements and immuni-
zations; other organ systems; and ethics. Neuromuscul Dis-
ord 2018; 28(3): 197—207. DOI: 10.1016/j.nmd.2017.11.004

8. [Ilpvieynosa T.M., Padaesa T.M., Cmenanosa E.1O., be-
pecuesa E.E., Azoeyesa HU.A. CUHIPOM <«BSIIOTO pebOeH-
Ka»: 3HAYUMOCTD UIsi nuddepeHIInaabHOl TUarHOCTUKY
HAcCJIeJICTBEHHBIX 0OJIe3HEel OOMeHa BEILIEeCTB M JereHe-
paTUBHBIX MOPaXeHUl HEPBHOI cucTeMbl. Bompockl co-
BpeMeHHOI meauatpun 2015; 5(14): 586—590. [Pryguno-
va T.M. Radaeva T.M., Stepanova E.Yu., Beresneva E.E.,

MPOTHO3 3a00JIeBaHMSI CTABAT KypUpOBaHME MALIMEHTOB
C JaHHOW TaToJioTvell B psifi HanboJiee CIOXHBIX 3a/1ad,
CTOSIIIMX TIepel COBPEMEHHOI HEBpOJIOTMEil M Iieaua-
Tpueii. OMHAKO B HACTOsIIee BpeMs AMarHo3 CITMHAaIb-
HOI MBILLIEYHOU aTpo(UMN — He IIPUTOBOP, TaK KaK IPo-
M301IIIe] «IIPOPBIB» B €¢ JIeYeHU U O1aroaapsi IIpoBeIeHUIO
MAaTOreHeTUYSCKOM Tepallii ¢ YCIIEITHBIM IIPUMEeHEeHNEM
MHHOBALIMOHHBIX mperapaToB. [Ipu sTomM Memmko-re-
HETUYEeCKOe KOHCYJILTMPOBAHME WM METOALI IpeHaTalb-
HOI ITMAarHOCTUKM ITOMOTYT IUIAHUPOBATh OEPEMEHHOCTh
U TIPeNOTBPATUTh POXACHUE TOCICAYIOIINX JeTei
C HACJIEACTBEHHBIMU 3a00JIEBAHUSIMU.

TakuMm o0pa3oMm, ONMMCAHHBIN KIMHUYECKUI CITy-
Yail CIMHAJBHOU MBIIIEYHOI aTpodun y pedeHKa 7 jeT
TMOMOXET BpadaM-CIIeIHaIMcTaM BOBpPeMs IIPEAITOJIO-
KUTh HacjiencTBeHHoe 3aboneBanue LIHC y GombpHOro
M CBOEBPEMEHHO HANpaBUTh MAalIeHTa B CICLIMATIN3U-
pPOBaHHOE MEIUIIMHCKOE YUPEXKICHUE JIJIsl 1000CIe10Ba-
HUS, OTIpee/IeHUs] TAKTUKY JICUSHUS U TPOPUITAKTUKH.

Azovceva 1. A. et al. Syndrome «sluggish child»: significance
for differential diagnosis of hereditary metabolic diseas-
es and degenerative lesions of the nervous system. Vo-
prosy sovremennoj pediatrii 2015; 5(14): 586—590. DOI:
10.15690/vsp.v14i5.1444. (in Russ.)]

9. Kypywuna O.B., Anoprowenko D.A., Aeaprkosa O.HU. Jleopey-
kas H0.A. CoBpeMeHHBII TTOIXO/I K TMAarHOCTUKE U JIEYCHUIO
MEePBUYHBIX M BTOPUYHBIX Muomnatuii. BectHuk Boar[MY
2017; 61(1): 16=22. [Kurushina O.V., Andryushchenko F.A.,
Agarkova O.1., Dvoretskaya Ya.A. Modern approach to diag-
nostics and treatment of primary and secondary myopathies.
Vestnik VolgGMU 2017; 61(1): 16—22. (in Russ.)]

10. Pattali R., Mou Y., Li X.J. AAV9 Vector: a Novel modality
in gene therapy for spinal muscular atrophy. Gene Ther 2019;
26(7—8): 287—295. DOI: 10.1038/s41434—019—0085—4

11. Finkel R.S., Mercuri E., Darras B.T. Connolly A.M.,
Kuntz N.L., Kirschner J. et al. Nusinersen versus Sham Con-
trol in Infantile-Onset Spinal Muscular Atrophy. N Engl
J Med 2017; 377(18): 1723—1732. DOI: 10.1056/NEJ-
Moal702752

12. Finkel R.S., Chiriboga C.A., Vajsar J., Day J.W., Montes J.,
De Vivo D.C. et al. Nusinersen versus Sham Control in In-
fantile-Onset Spinal Muscular Atrophy. N Engl J] Med 2017;
377(18): 1723—1732. DOI: 10.1056/NEJMoal702752

13. Darras B.T., Chiriboga C.A., lannaccone S.T., Swoboda K.J.,
Montes J., Mignon L. et al. Nusinersen in later-onset spi-
nalmuscular atrophy. Long-term results from the phase
1/2 studies. Neurology 2019; 92: 1-15. DOI: 10.1212/
WNL.0000000000007527

14. Wadman R.1., van der Pol W.L., Bosboom W.M., Assel-
man F.-L., Leonard H., lannaccone S.T. et al. Drug treatment
for spinal muscular atrophy types 11 and I11. Cochrane Data-
base Syst Rev 2020; 1(1): CD006282. DOI: 10.1002/14651858

15. Ratni H., Ebeling M., Baird J. Bendels S., Bylund J.,
Chen K.S. et al. Discovery of Risdiplam, a Selective Surviv-
al of Motor Neuron 2(SMN2) Gene Splicing Modifier for
the Treatment of Spinal Muscular Atrophy (SMA). J Med
Chem 2018; 61(15): 6501—6517. DOI: 10.1021/acs.jmed-
chem.8b00741

16. Mercuri E., Finkel R.S., Muntoni F., Wirth B., Montes J.,
Main M. et al. Diagnosis and management of spinal muscular
atrophy: Part 1: Recommendations for diagnosis, rehabilita-

POCCUVICKWIA BECTHUK NMEPUHATOJIONW U MNEANATPUM, 2022; 67:(3)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2022; 67:(3)

105




KJINMHUYECKUE CJ1YHAU

17.

18.

tion, orthopedic and nutritional care. Neuromuscul Disord
2018;28(2): 103—115. DOI: 10.1016/j.nmd.2017.11.005
Bartels B., Montes J., van der Pol W.L., de Groot J.F.
Physical exercise training for type 3 spinal muscular atro-
phy. Cochrane Database Syst Rev 2019; 3(3): CD012120.
DOI: 10.1002/14651858

Rathore F.A., Afridi A. Does physical exercise training im-
prove functional performance in type 3 spinal muscular

IMoctynuna:

Konghauxm unmepecos:

Aemopbt danHoil cmambu no0mMeepousUu omcymcmaue KoH-
(aukma unmepecos u PUHaAHCOB0U NOOOEPIUCKU, O KOMOPbIX
Heobxo0umo coobujums.

Hngpopmuposarnnoe coenacue.
Podumenu nayuenma noonucanu unghopmuposantoe coaaacue
Ha nybauKayuro e2o OGHHbIX.

atrophy? A Cochrane Review summary with commentary.
Child Neurol 2020; 62(9): 1014—1016. DOI: 10.1111/
dmcn. 14622

19. Kraszewski J.N., Kay D.M., Stevens C.F., Koval C., Has-

er B., Ortiz V. et al. Pilot study of population-based new-
born screening for spinal muscular atrophy in New York
state. Genet Med 2018; 20(6): 608—613. DOI: 10.1038/
gim.2017.152

Received on:

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

Informed consent.
Patient's parens signed informed consent for
the publication of their data.

POCCUNCKUIA BECTHUK MEPUHATOJIONMU U MNEANATPUN, 2022; 67(3)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2022; 67.:(3)



KnuHuyeckuii ¢1ydaii moJIMOPraHHOTo NOPakeHus MpH MYKOBHCIIMI03€

U.B. Cadosnukosa, C.A. Abpamos, A.Jl. I[locmuukosa, A.A. Toauunukosa

DreQy BO «MNpuBomKCKUi MccnenoBaTenbCknin MeauumHCKnin yHneepceuteT» Munagpasa Poccumn, HuxHuin Hosropoga, Poccus

Clinical case of multiple organ damage in cystic fibrosis

LV. Sadovnikova, S.A. Abramov, A.D. Postnikova, A.A. Golichnikova

Privolzhsky Research Medical University, Nizhny Novgorod Russia

B ny0smkauum npencTasiieH KIMHUYECKHIA ClIyYail MyKOBHCIMI03A € NOJMOPraHHbIMM MOPAKeHUsIMH Y pebenka 9 jet. Meauko-co-
MHAJTbHAS 3HAYMMOCTh MYKOBHCIH1032 00YCJIOBJIEHA 3HAYNMbIM CHIDKEHHEM Ka4eCTBA JKIU3HH 00JIbHBIX, HEOOXO0IMMOCTDIO JLTHTE b~
HOTO JIeYeHH s, €r0 CTOUMOCTBIO, TOCTOSIHHOM JMCIIAHCEPHbIM HA0TI0JeHHeM, paHHeil MHBAIMu3alueil NalUeHTOB U OrPAHUYEHHOI
NPOIOJIKUTETbHOCTBIO MX HKU3HH.

B npencraBieHHOM KJIMHMYECKOM CJIydyae 0TMeYaeTcsl PAHHUI BO3pacT 1e0l0Ta MyKOBHCINI03a, TSKe/I0e TedeHHe ¢ opaKeHneM
OPOHX0JIErOYHO# CHCTEeMbl, KUIIEYHUKA, TMO/LKEJTYI0UHOI JKejie3bl, MeYeH! M Pa3BUTHEM BbIPAKEHHOI NMaHKpeaTHyecKoi, Oei-
KOBO-3HEPreTHYECKOi, JbIXaTeIbHON HEIOCTATOYHOCTH, 2 TaKKe aHemuu. HecMOTps Ha PaHHIO IMATHOCTHKY 3a00JI€BaHMS,
y peOeHKa pa3BUIACH MOTHOPIaHHAS HEOCTATOYHOCTD, 00YC/IOBIEHHAS] HATMYHEM COMYTCTBYIOIMX 3200/1eBaHMil, 4TO onpeseseT
HeOIaronpUsATHDIA MPOTHO3.

Karouesvte caosa: demu, mykosucuyudos, neouampus, mepanus, KAUHUHECKUL CAY4All.

Ansa umtupoBarus: CagosHukoBa M.B., Abpamos C.A., lNocTtHukoBa A.[]., lonndHukoBa A.A. KnvuHndeckuii ciyqari nomopraHHoro rnopaxeHmst
npv mykoBucLmaose. Ros Vestn Perinatol i Pediatr 2022; 67:(3): 107-110. DOI: 10.21508/1027-4065-2022-67-3—-107-110

The publication presents a clinical case of cystic fibrosis with multiple organ lesions in a 9-year-old child. The medical and social
significance of cystic fibrosis is due to a significant decrease in the quality of life of patients, the need for long-term treatment,
its cost, constant clinical supervision, early disability of patients, and limited life expectancy.

In the presented clinical case, an early age of cystic fibrosis onset, a severe course with damage to the bronchopulmonary system,
intestines, pancreas, liver and the development of pronounced pancreatic, protein-energy, respiratory failure, as well as anemia
is noted. Despite the early diagnosis of the disease, the child developed multiple organ failure due to the presence of concomitant
diseases, which determines the unfavorable prognosis.

Key words: Children, cystic fibrosis, pediatrics, therapy, clinical case.

For citation: Sadovnikova I.V., Abramov S.A., Postnikova A.D., Golichnikova A.A. Clinical case of multiple organ damage in cystic fibrosis. Ros

Vestn Perinatol i Pediatr 2022; 67:(3): 107-110 (in Russ). DOI: 10.21508/1027-4065-2022-67-3-107-110

MCJII/IKO—COL[I/IEU‘[I)H&H 3HAaYUMOCTb MYKOBMCLIMI03a
00ycJIOBJIeHa BbIpa)KEHHBIM CHMXEHHUEM Kaue-
CTBa XKMU3HU OOJIbHBIX, HEOOXOAMMOCTBIO IUTEIHLHOIO
JIEYEHUsI, €T0 BBICOKOI CTOMMOCTbBIO, TTOCTOSTHHBIM JUC-
MaHCEepHBIM HaOJIOJeHUEM, paHHEW WHBaIWaMU3alIuein
MalXeHTOB U OTPAaHUYEHHOU MPOJOJIKUTEIBHOCTBIO MX
KU3HU. MYKOBHCIMIO3 IIPEICTaBIsSIET COOOl ayTOCOM-
HO-peLleCCUBHOE MOHOTEHHOE HacJeICTBEeHHOe 3a00-
JIeBaHUE, KOTOPOE TMOpaxKaeT BCe 9K30KPUHHBIE XKeJie3bl
U XKM3HEHHO BaxKHbIe OpraHbl U cucTembl. PacripocTpa-
HEHHOCTb MyKoBHMcuMI03a B Poccum coctasisier 1:9000
HOBOPOXAeHHBIX [1]. U3BecTHO, YTO pa3BUTUE MYKOBUC-

© KonnekTtns aBTopoB, 2022

Anpec nns koppecnonaenuun: CanoBHukoBa MpuHa BsiuecnaBoBHa — 1.M.H.,
Jio1L., ipod. Kadeapwl neauarpuu [IprBOIKCKOro MCCIeA0BaTEIbLCKOTO MEI-
LIMHCKOTO YHUBEPCUTETA,

e-mail: irina_rux@mail.ru

AbpamoB Cepreii AjiekceeBUY — 3aB. OTACJICHUEM aHECTe3UOJOTMU—pPeaHu-
maumn MHctutyTta menvatpun ITpUBOJDKCKOTO MCCIIEIOBATEIbCKOTO MEI-
LIMHCKOTO YHUBEPCUTETA

IMocTHrKoBa AHHa [IMUTpUEeBHA — CTyleHTKa V Kypca je4eOHoro daky/isreTa
TTpUBOJIKCKOTO MCCIIE0BATEILCKOTO MEIUIIMHCKOTO YHUBEPCUTETa
TonmuHKrKoBa AHacTacust AjleKceeBHA — CTyIeHTKa V Kypca JiedeOHOTo (haKyIib-
Teta [IpMBOJIKCKOTO MCCIIE10BAaTEIbCKOTO MEAULIMHCKOTO YHUBEPCUTETA,
603005 H. Hosropox, 1. MunuHa u IToxapckoro, 1. 10/1

1uao03a cBsi3aHo ¢ myrauuei reHa CFTR, KOoTopblii HaXo-
JIATCS B CepeIMHE UTMHHOTO T1jIeda XpoMOCOMbI 7 [2].

MyKoBUCLIMI03 OTIMYaeTCs paHHeW MaHudecTa-
LMel KIMHUYECKUX TMPOSIBIIEHUN U UX TTOJIMMOPGU3MOM.
Boiiensiior cinenyolime ocHOBHbIE (hopMbl 3a001€BaHUS:
KJIaCCMYECKMIT MYKOBUCLIMIIO3; CMEIIaHHasl, WU JIero4-
HO-KuIlleyHast, ¢opma 3abojeBaHUsl (MYKOBUCILIMIIO3
C TIaHKpeaTM4yeceKoll HEeI0CTaTOUYHOCThIO); JIerouHasl
¢opmMa MYKOBHCIIMIO3a C HEHapylIeHHOW (yHKIIMEH
MOIKeyI0YHOI Xesesdbl [3]. B kamHMueckoll KapTuHe
JOMUHUPYIOT CUMIITOMBI TIOpakKeHMS OPOHXOJETOUHOM
CHCTEeMbl, KOTOPbIE pPa3BMBAIOTCS OOBIYHO OYEHb pPaHO
U ONpEeIesiioT MPOrHO3 3a00JIeBaHUs, SIBIISISICH TTPUYM-
Holi cMepTH 6ojiee ueM y 90% GobHbBIX [4]. XpoHUYeCKUi
MH(DEKIIMOHHO-BOCTTAJIMTEIbHBIN TIPOLIECC B CUCTEME
OpraHoOB [IbIXaHMSI XapaKTepU3yeTcsl HeNpepbIBHO-PELIM-
JMUBUPYIOLIMM TEYEHUEM C UCXOJO0M B JAbIXaTEIbHYIO HE10-
CTaTOYHOCTD; B 3TUOJIOTUM KJIIOUEBasi POJib MPUHAIICKUT
30JIOTUCTOMY CTa(hUTOKOKKY, TeMOMDUIHLHON U CUHETHOM-
Hoii masiouke [5]. B HacTosiiee Bpemst TporHo3 3a001eBa-
HUsSI B LIEJIOM OCTaeTcsl HebOaaronpusaTHeIM [6]. JuarHos
MYKOBMCIIM032 OCHOBBIBAETCSI Ha TUMUYHON KJIMHUYE-
CKOI KapTUHE B COYETAHUU C MOJOXUTETbHBIM TTOTOBBIM
TECTOM U TeHETUYECKHUM HCCIIEIOBAHUEM.
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JleueHne OOJBHBIX MYKOBHUCIIUIO30M MHOTOKOM-
IMOHEHTHOE, TPOBOAUTCSI Ha (hoHE cOaaHCUPOBAHHOM
BBICOKOKAJIOPUIMHOM ITUEThl M BKIIIOUAET aHTUOAKTEPH-
aJbHbIe, MYKOJUTUYECKHE, OpPOHXONUTHYECKHUE, dep-
MEHTHbIC TIperaparbl, a Takxke KuHe3uorepanuio [7].
BoJbIIMHCTBO GOJBHBIX MYKOBUCIIMIO30M MMEIOT BhIpa-
SKEHHYIO BHEITHECEKPETOPHYIO HEIOCTATOYHOCTh IO -
SKEJTYIOUHOM KeJie3bl, IMO3TOMY B HACTOSIIEe BpeMs
MPUOPUTETHBIM  HAIlpaBJIcHUEM JIeYeHUs] TIpU3HaHa
3aMeCTUTEeIbHAsI Tepanusd [8].

Knunuyeckuii ciayyail. PebeHok 9 Jer nocTtymui
B DI'BY «IlpuBomkckuii ¢enepajbHblii MeIULIMH-
CKUIi HCCIeNoBaTeIbcKUi 1IeHTp» MuH3apaBa Poc-
cum 18.09.2020 . ¢ xanobamMu Ha MaJIONIPOAYKTUBHBIN
KallleJib, XXMPHBII KallleoOpa3HbIil CTyJ1 10 4 pa3 B JIeHb,
MOBBIlIEHUE TeMrepaTypbl Tesa a0 39,7—40 °C B TeueHune
MOCJEAHUX 2 HEl.

CocrostHue pebeHKa TIpU  TIOCTYIUIEHUU OLIEHEHO
Kak Tsokenoe. OTMedaroTcsl BBIPaKEHHBIC TPOSIBJICHUS
0EJIKOBO-2HEPreTUIECKOM  HEIOCTaTOYHOCTH, WHICKC
Maccel Tesma 13,23 Kr/M?% TPOSIBACHUSI XPOHUYECKOM
WHTOKCUKALIMM B BUIE OJETHOCTH KOXHBIX TTOKPOBOB,
MepruopOUTATLHBIX TeHel. Kalllenb HeyacThblil, MaJonpo-
JIYKTUBHBIN, HOCOBOE JIbIXaHUe 3aTpyaHeHO. OTMevaroTcs
3aeqbl B ymiax pra. Ha mepenHeit moBepXHOCTU TpyaHOM
KJIETKM BbIpakeHHasl BeHO3Has ceTh. Ham jerkumu mep-
KYTOPHBIiA 3BYK C KOPOOOYHBIM OTTEHKOM, XPUIIOB HET.

Anamues wcuznu. PeOGeHOK M3 acolnMajbHON CeMbH,
OT TepBOIi OEpEMEHHOCTH, TIpoTeKaBlel Ha (oHe aHe-
MMU, THGEKINY MOYEBBIBOISIINX ITyTel B 36 Hel, Kype-
HUs Ha paHHUX cpokax. Poael Ha 37—38-ii Hexene, OKoO-
JIOTIJIOAHBIE BOJABI 3eJIEHbIE, Macca Tella MPU POXKICHUU
2815 kT, pocT 48 cM. [lcuxoMoTOpHOE pa3BUTHE ITPOXO-
IIWJIO C OTCTaBaHMEM. Y OTLA MH(MWILTPATUBHEINA TyOep-
KyJie3 JIETKUX, POOTIePUPOBaH.

Anamnes 3aboneéanus. Y pedeHKa ¢ IIEpBOTO Mecsla
SKU3HA OTMeYaJicsl Kalllelb Ha (DOHe HOPMAaJIbHOM TeM-
neparypbl Teiga. B 2-mecssuHOM Bo3pacTe HaXOAWJICS
Ha JiedeHur B OO0JaCTHON AETCKOM KJIMHUYECKOW 0O0JIb-
nuue H. Hosropoma (c 05.10.11 mo 10.11.11) ¢ aumar-
HO30M: MYKOBMCIIWIO3, CMelllaHHas ¢opma, CpeaHei
CTETIEHW TSKECTU, OOOCTpPEeHUE; LIUTOMETaTOBUPYCHAST
MHOEKIMS, OCTpOe TeUeHHUe; Mayias aHOMalldsl pa3BU-
THS cepaia (OTKPBITOE OBATbHOE OKHO, JOTIOJTHUTEIbHAS
TpabeKyJa B MOJIOCTH JIEBOTO XKeJTyI0uKa).

KpoBb Ha CKpMHMHT B pomjoMe He 3abupasiachk. XJI0-
punel mota B 1 Mec — 123, 124 1 106 MMOJTB/J1, TPOBOAMIIACH
JAHK-mnarnoctuka 13.10.11 — aHanu3 Hanbosiee 4acThIX
MYTallMii B TeHe MYKOBHUCIIMIO03a, METOIOM ITOJMMepas-
Holi uernHoi peakiuu B reHe CFRT oOHapyXeHa MyTalusi
delF508 B romo3urorHoM coctostHuu. [loryyan aHtnbakTe-
pPUAJIbHYIO TEPAINuio (3pUTPOMULIMH, 1Ie(DOTAKCUM), MHTa-
JIIIIMOHHO — (IIYUMYLIMII, ITyJIbMO3UM, Oepomyai. [IpoBo-
Jvtach usnortepanust. BeimucaH ¢ yaydieHueM.

BriepBrie peGeHOK Haxomuicst Ha JeueHun B Hioke-
TOPOJICKOM MCCIIEAOBATEIbCKOM WHCTUTYTE JETCKOM
racTPOSHTEPOJIOTUY B MaJlaTe WMHTEHCUBHOW Teparuu

KJINMHUYECKUE CJ1YHAU

B Bo3pacte 4 Mec (¢ 05.12.11 no 14.12.11) ¢ nuarHo-
30M: MYKOBHUCILIMAO3, CMeElIaHHas (JIeroYHO-KUIIey-
Hasi) opMa, TsKenoe TeyeHue, 00OCTpeHHe; LIMTOME-
raJIoBUpyCHass WHQEKIUs; TermaTUT XOJeCTaTUYECKUIA,
AKTUBHBIN, C BBICOKOW OMOXMMUYECKON aKTUBHOCTHIO;
MevyeHoYHasi HeJJoCTaTOYHOCTh — (); aria3usl XXeJTYHOTo
Iy3bIpst; AMCOMO3 KUIIEUHNKA CYOKOMITEHCUPOBAHHBII;
aHeMUs JIETKOU CTEIeHU TSKeCTH, HOPMOXPOMHasl, CMe-
IIaHHOM 3TUOJIOTUU; XPOHUUYECKasi OEJIKOBO-3HEPIreTH-
yeckasi HeIoCTaTOYHOCTh 1o Tuny runorpogum 11 cre-
MeHU; Majias aHOMaJlusl pa3BUTHUSA cepiua (OTKPBITOE
OBaJIbHOE OKHO, IOTOJHUTENIbHAsI TpabeKyia B MOJIOCTH
JIEBOTO XKeJTyI0uKa).

IMoBTopHas rocriuranusanust ¢ 11.11.15 mo 26.11.15
C IMarHo30oM: MyKOBMCLIMI03, CMelllaHHas popma, cpe-
HeTskenoe TedyeHue. [eHetnueckuit nuarHos — delF508/
delF508. XpoHuyeckuii OPOHXOJIETOYHBIN IIPOILIECC BHE
000CTpeHUsI; XpOHHWYEeCKasl IaHKpeaTudyeckasi HeI0-
CTaTOYHOCTb TSKEJOW  CTeneHUu; CTa(uIOKOKKOBAsI
UHGEKIMS; XPOHUUECKUI AYOAeHUT (TTOCTOYILOAPHbIiL),
Mepyuoa 000CTPEHUS; Majlasi aHOMAJIUSI Pa3BUTHS Cepllia
(OTKpbITOE OBaJIbHOE OKHO, JIOTOJIHUTEIbHAS TpadeKya
B TIOJIOCTU JIEBOTO 3KEJydoukKa); yMepeHHasi OeIKOBO-
SHEepreTHyeckasi HeIOCTaTOYHOCTh. DBBUT  BBITIMCAH
C MOJIOXKUTETbHON TUHAMUKOM.

IMocne BBIMUCKM B KOHTPOJBHBIX MOCEBAX OTICIISI-
€MOTO CO CJIM3UCTON O0O0JIOUKHM 3€Ba OTMEYalicsl BbICEB
CUHETHOWHOI nanouyku. [1o MecTy XXuteabcTBa peOeHOK
aHTHCUHETHOIHYyI0 Tepanuio He nomydan. C 16.03.16
mo 05.04.16 Haxomuicss Ha oOCIEIOBAaHUU W JIeYCHUU
B HukeropoJackoM 06JIaCTHOM KIMHUYECKOM IPOTUBO-
TyOepKyJIe3HOM IMCIaHCepe ¢ AUaTHO30M: TYOUMH(pUIIN -
POBAaHHOCTb C HapacTaHWEM YyBCTBUTEJBHOCTHU, TyOep-
KyJsie3Hbiii KOHTakT VIA/VIB rpynribsl (y oTiia BbISIBJIEHbBI
WHOWIBTPATUBHBINA  TTOJOXUTEIBHBI ~ MUKOOAKTEPH-
aJTbHBIA TyOepKyJie3, MHOXKECTBEHHAsl JieKapCTBEHHasI
YCTOMUYMBOCTB). Y peOeHKa MpU KOMITbIOTEPHON TOMO-
rpadun (11.01.16) BoIsIBIeHBI o4aru (prudpo3a B JIETKMX.
OrMeuaeTcsi HepaBHOMEPHOE YTOJIIIEHUE CTEHOK KpPYII-
HBIX OPOHXOB (CMMIITOM <«pEJIbCOB»), YYaCTKU allbBEO-
JISPHON MHMUIBTpALUUK JIETOYHON TKaHuW. [1o maHHBIM
Tpaxeobponxockoruu 22.03.16 — xpoHWYecKuit mud-
GY3HBI pacnpocTpaHeHHbBIN Oe(OPMUPYIOIINA THOM-
HbI 6poHXUT Il cTeneHn MHTEHCUBHOCTH BOCTIAJICHUSI,
nedopManust JeBbIX OpoHXxOB 1, 2, 3, 6 (xpoHUYecKast
0OCTpYKTUBHas1 00Jie3Hb JIeTKUX). JledeHue nMpoTUuBOTY-
OepKyJIe3HBIMU TIpernaparaMy He POBOAUIIOCE.

IMocnennsisi rocnuranu3zanus Obuia B utoje 20191,
JIMarHO3: MYKOBUCIIMI03, CMelllaHHas ¢opma, TsKeloe
teueHue. [eHernueckuii nuarHo3 — delF508/delF508.
XpoHUUECKUIT THOMHBIN OPOHXUT, MEpPUOI 000CTPEeHUS,
JbIXaTeJbHas HeJaocTaTouyHOCTh I crereHn. MHTEpMUT-
TUpPYIOLIKUI BbiceB Pseudomonas aeruginosa. Kucto3Hblit
¢Gubpo3 ¢ IPyruMu MposiBJICHUSIMU.

Vxymmenune otMmedaercss ¢ ceHtsops 2020, Korma
cTajia TIOBBIIIAThCST TeMmepaTypa Teia 1o 39—40 °C, ycu-
JIVJICS Kallelib. B ledeHnu nmosryyan cymames repopaibHo,
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Cadosnukosa U.B. u coaem. KTnHudeckuii cyJaii MOJMOPTaHHOTO TOPAXEHUS TIPU MYKOBHCIINI03¢

uHransguum ¢ 6epoayaniom. OTMevanoch KpaTKOBPEMEH-
Hoe yny4diieHue. 14—15 ceHTa0pst oTMEUeHO MOBBIIICHNIE
TemmepaTtypbl Tena g0 39,7—40 °C. PeGeHok moirydaeT
kpeoH 10 Teic. (20 karcyit), ypcocaH (2 KarcyJsibl), MHra-
JISILIMOHHO A0pHa3a-ajbda 2,5 ML

B xoMrmuiekc obcienoBaHUsT BKJIIOYEHBI OOIIMIA aHa-
JIN3 KPOBM, MOYH, Kaja; YJIBTPa3ByKOBOE MCCIIeOBaHUE
OpraHoB OPpIOIIHOM TIOJIOCTU; 3JIeKTpoKapauorpadusi;
sxoKapauorpadust; KOMITbIoTepHasi TOMorpadust rpyi-
HOM KJIETKM, OKOJIOHOCOBBIX TIa3yX; OaKTepHOJOTHYE-
cKOoe wuccieaoBaHuEe OMOCyOCTpaToB; OMOXMMMYECKUIA
aHaJIu3 KPOBU; 2JIACTOMETPHUs TeYeHU; dj1acTa3a Kaua,
OMOXMMMYECKUI aHAIM3 Kaja; aMuja3a MOYU, KUCIOT-
HO-IIIEJIOYHOM GajaHC KPOBU; CITMPOMETPUST; KOHCYJIb-
TalMsl OTOJIAPUHTOJIOTa, (PU3MOTepareBTa, KUHE3UTepa-
MeBTa, TMETOJIora; UMMYHO(MEPMEHTHBIM aHaIu3 KpOBU
Ha KaHAWIbI, aCTIEPTUJUIBI, TTUKEMUIECKUT TTPOMUITH.

B cOOTBeTCTBUU C COBPEMEHHBIMM PEKOMEHIALIN-
MW B IJIaH JICUEHUS] BKJIIOYEHBI KPEOH 25 ThIC. eI,
ypcocas 750 MT Ha HOYb, MHTAJISIIINY Yyepe3 HeOyaii3ep:
nopHasza-anbda 2,5 Mr kypcoMm B 20 aHEU, TUTIEPTOHU-
yeckuii pactBop NaCl 7% (rnaHe0), aleTUIIUCTEUHO-
Bast kuciora 200 mr kype 20 nHeii. C uesblo KOppeKiuu
BUTAMUHHOM HEIOCTATOYHOCTH MAIlMEHT ITOCTOSIHHO
nojiydaetT ButamMuHbl E (MacisHbIli pacTBOp ayibtha-To-
kodepona 10%), K (MeHagumoHa HaATpusi OUCYIbGOUT),
A (3,44% wmacnsgHBIE pacTBOp peTWHOJA alleTaTa),
D (xonekanbuucdepon) BHyTpb. C 1elbl0 KOPPEKLIUU
HYTPUTHMBHOTO CcTaTyca Ha (hoHe XPOHUYECKOTro OpOH-
XOJIETOYHOTO TMpoliecca Ha3HAUYeHO JOMOJHUTEIbHOE
nutaHue — HyTpukomI 200 MJI/CyT exXeaHEeBHO Ha BeCh
MepUOJ CTAIIMOHAPHOTO JICYCHUS.

B cBs3u ¢ obocTpeHMEM XPOHUYECKOTO OPOHXOJIe-
TOYHOTO IpOoliecca U TOBTOPHBIM BICEBOM CUHETHOMHOM
MMaJIOYKY B JIEYeHUE BKIIIOYEH MHTASILIMOHHO TOOpaMu-
uuH 1o 300 mr 2 pasa B JaeHb, Kypc 28 maHeil, BHyTpU-
BEHHO KaIleJJbHO Ha3HayeHa aHTMCUHETHOMHAs Teparust
COTJIaCHO BBISIBJIEHHOM YyBCTBUTEJbHOCTA CUHETHOMHOM
MMaJIOYKY K aHTUOMOTUKAM Y B COOTBETCTBMU C KIIMHUYE-
CKUMM peKoMeHaauussMu. C 1eblo KOPPEKIIMU COCTO-
STHUST MUKPOMIIOPBI KMIIIEYHWKA B TUIAH JICYSHUS BKITIO-
YyeH OubumymMoaKTepuH.

B OwmoxuMmyeckom aHaim3e KpOBU OOHApy:KEHO
M3MEHEHWE YPOBHS JIUTIOMPOTEMHOB: BBICOKOW ITJIOTHO-
ctu — 0,84 mMonb/n (Hopma ot 0,98 MMoOJIb/JT), HU3KOM
mioTHocT — 1,49 MMonb/n1 (HopMma ot 1,63 MMOb/1),
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3aknovyeHue

Takum oOpazom, B TIPeACTaBICHHOM KIMHUYECKOM
HaOJIIOICHNHM CJIEIYeT OTMETUTh paHHUI BO3pacT je0ioTa
MYKOBHUCIIMI032, TSKeJIoe TeYeHUeE C MopakeHueM OpoH-
XOJIETOYHOM CHUCTEMBbI, KHWIIEUYHUKA, TTOKEITyI0YHOM
JKeJie3bl, TIEYEHU U Pa3BUTUEM BbIpaXKEHHOM MaHKpeaTu -
YecKoii, 0eJIKOBO-3HEPreTUIECKOM, AbIXaTeJIbHOW Hello-
CTaTOYHOCTH, a TAKKe aHEMMU. 3a0osieBaHuE TTPOTEKaIo
Ha (oHe COIyTCTBYIOIIMX aHOMaJIWN pa3BUTHUS Cepilia
U KEJTYHOro ITy3bIpsi. JInarHo3 ObL1 YyCTAaHOBJIEH paHO
(B 2-MecslYHOM BO3pacTe) M TOATBEPXKACH pe3yJbra-
TaMu TMOTOBOI MPOOBI M TEHETUYECKOTO MCCIIe0BaHUsI.
PeGeHok HEOMHOKpPAaTHO TOCHUTAIM3UPOBAJICS, OIHAKO
MOJIOXKUTEBHBIN 3¢ @GEKT JIedeHUsT ObLI HECTONKNM,
COXpaHsijlach CHUMITOMAaTHMKa 3a0oJieBaHUSI, OTMeyva-
JINCh PELUANBBI OPOHXOJIETOUYHON MH(MEKIIUU C BHICEBOM
CUHETHOWHOM Majoyku. Y JaHHOTO MalMeHTa B JoMalll-
HUX YCJIOBUSIX JIEUEHWE 3aTpyAHEHO, TaK KaK peOeHOK
MPOXMBAET B acollMajbHOU ceMbe. TeueHue 3aboJieBa-
HUS OBLJIO OCJIOXHEHO TakXKe HajJuyuheM COIMYTCTBYIO-
el TaTojJoruu — WHQGWIBTPATUBHOTO TyOepKyJe3a
JIETKUX, HapylIeHMEM YIJIEBOAHOIO OOMEHa C Yrpo3oii
pa3BUTUSI caxapHOro nuabera, MPUCOEAMHEHWEM Mopa-
XKeHMs modek. TakmM oOGpa3oM, HECMOTpPSI Ha paHHIOIO
MMATHOCTUKY 3a00JieBaHMSI, Y peOeHKa pa3BUIach MOJIM-
OopraHHasi HeIOCTaTOYHOCTb, CBSI3aHHasi C HaJIUYueM
COMYTCTBYIOIIMX 3a00JieBaHMii, YTO OOYCJIOBIMBACT
HeOJIaronpusITHBIN MPOrHO3 3a00J1eBaHUS.
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B MOMOLLIb TPAKTUYECKOMY BPAYY

PRKAG2-acconuupoBanHas runepTpoguieckas KapauoMHONaTus

HU.B. Jleonmobesa

OCI1 «Hay4Ho-1ccnenoBaTenbCKUi KINMHUYECKUIA MHCTUTYT neguaTtpumn uMm. akagemuka tO.E. Benstuuwesa»
®dreoy BO PHUMY um. H.W. Muporosa Munaapaea Poccum, Mocksa, Poccus

PRKAG2-associated hypertrophic cardiomyopathy
LV. Leontyeva

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

Myrauuu B rene PRKAG2 npuBoasT K BO3SHUKHOBEHHUIO THNEPTPOGHIECKOi KAPAUOMHONATHH B COUYETAHUH ¢ CMHIpOoMoM Boabha—
ITapkuncona—Yaiita. IIpuuuHoii nopaxkeHus cepaua CIYXKUT OTIOXKEHHE IIMKOreHa B MHOKap/e W MPOBOJsIIeil cucremMe cepaua
NpY HAPYUIEHMH MeTa0do/IM3Ma aleHO3MHMOHO(oc(haT-aKTUBMPOBAHHON NPoTeMHKHHA3bl. OcodennocTsiMu PRKAG2-acconuupo-
BaHHO# runepTpoduYecKoii KApAUOMHONATHH SBJISIIOTCS MPOrPecCHpYIONIMe HAPYIIEHHs] MPOBOAMMOCTH C Pa3BUTHEM ATPUOBEH-
TPUKYJIAPHOU OIOKAIBI U MAPOKCH3MAJIBHOIN CYNPABEHTPUKY/ISPHOI TAXMKAPANM HA (hoHe TOMOIHUTENBHBIX MpPeNCepIHO-KeTy-
JIOYKOBBIX coo0mennii (cunapom Boabpa—Ilapkuncona—Yaiita). XapakTepHbl NPOrpeccUpyionas cepaeyHasi HeA0CTATOYHOCTD,
BBICOKAsI YACTOTA BHE3AMHOM CepaeyHoii CMePTH B MOJI0I0M Bo3pacTe. PaccMoTpeHbl 0CO0EHHOCTH IMATHOCTHKHU U JICYeHUs.

Karoueswte caosa: demu, eunepmpoghuueckas kapouomuonamusi, PRKAG2-cunopom, cundpom Boavgha—Ilapkuncona—Yaiima, eau-
K02eH03, cepOetHas HeOOCMAamMOYHOCHb.
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67:(3): 111-116. DOI: 10.21508/1027-4065-2022-67-3-111-116

Mutations in the PRKAG2 gene lead to hypertrophic cardiomyopathy in combination with Wolff—Parkinson—White syndrome.
The cause of the development of heart damage is the deposition of glycogen in the myocardium and the conduction system of the heart
with a violation of the metabolism of adenosine monophosphate-activated protein kinase. A feature of PRKAG2 hypertrophic car-
diomyopathy is progressive conduction disturbances with the development of atrioventricular blockade and ventricular preexcitation
syndrome with a high frequency of paroxysmal supraventricular tachycardia against the background of additional atrioventricular
fenestrations (Wolff—Parkinson—White syndrome). Progressive heart failure, high frequency of sudden cardiac death at a young age
are characteristic. The features of diagnosis and treatment are considered.

Key words: Children, hypertrophic cardiomyopathy, PRKAG2-syndrome, Wolff— Parkinson— White syndrome, glycogenosis, heart failure.
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Max KapauOMHOLIUTOB. MeTabonmueckue BapUaHTLbI

I Yuneprpodurueckass KapAUOMUONATUS  OTHOCUTCS
runepTpoduieckoit KapaJMnoMHONaTUM Hamboyiee 4acTo

K OODHOMY Hu3 HauboJiee YacThIX HACJIEICTBEHHBIX

3a00JIeBaHUI cepala; 1Mo SMUAEMUOJIOTUISCKUM JTaH-
HBIM, €ro pacrpocTpaHeHHOCTb cocTapisieT 1 Ha 500 [1].
3abojieBaHMEe XapaKTepU3yeTCs INPOKNM KIMHUYECKIM
1 TEHETUYECKUM TOJUMOP(U3MOM, BBICOKOW YaCcTOTOM
BHe3ammHoO# cepueuyHoii cMmeptu [1—3]. B GompmmHCcTBe
caydaeB TUrepTpoduyecKas KapAMOMUOMATUSI BO3HU-
KaeT Ha (DOHe MyTaluii TeHOB, KOTUPYIOLINX OEJIKU cap-
KOMEPHOTO KOMITJIEKCa KapaIMOMHUOLIMTOB, B HACTOSIIIEEe
BpeMsI U3BECTHBI 9 ocHOBHBIX TeHOB [1]. B 10% ciyyaes
runepTpodusi MHUOKapaa pa3BUBAeTCS B pe3ysbTaTe
MyTallMii TeHOB OEJKOB HEeCapKOMEpPHOIo KOMILIeKca
U CIYXKUT OTHUM M3 CUMIITOMOB Pa3JIMUHBIX METabOIM-
YeCcKUX 3a00JIeBaHUI, TIPU KOTOPBIX MPOIYKThI OOMeHa
BEILIECTB OTKJIAAbIBAIOTCS B LIMTOIIA3Me WM JIM30CO-
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OOYCJIOBJIEHBI OTJIOXXKEHMEM TIJIMKOTeHa B CeplAevYHON
merme. K HuM oTHocaTcsa Oosie3Hb JlaHoH, 0o0ye3Hb
TTomme, cunapom PRKAG?2 [4—6].

PacnpocTtpanenHocTsb. ToUuHbBIE SMMIEMUOIOTUYECKHE
maHHele o pacrpoctpaHeHHocTH PRKAG2-cuampoma
orcyTcTBy1OT. [Ipeamnonarator, yto 3abojeBaHUE BCTpe-
yaeTcsl y 1% TalMeHTOB C TUIIePTPOPUIECKO Kapau-
OMMOTIaThel B COYETAHUW C CUHOATPUAIBHON W/Wu
aTPUOBEHTPUKYJISIpHOI Oiokanoii [7, 8]. B To ke Bpems,
no gaHHbIM M. Arad [5], npu couetaHuu rureprpoduu
JIEBOTO XXeJTyIouKa U CUHIpOMa TPeaBO30YKACHUS TeHe-
TUYECKM TToATBepKIeHHBIN cuHapoM PRKAG?2 BrisiBieH
3HAYUTENBHO yanie — B 29% ciydaeB (7 u3 24 manueH-
ToB). K Hacrosiiiemy BpeMeHM BO BCEM MHUPE OMUCAHBI
okosio 200 mamMeHTOB C 3TOM TIAaToJOTHeil B pa3HbIX
9THUYECKUX rpyrrmax [9].

l'enetnueckue acnektbl. [IpuunHOit 3aboseBaHUs
cnyxut myraiust B reHe PRKAGZ2. BriepBbie Mytaius,
JIOKAJIM3YIOIAscs Ha JUTMHHOM Tutede 7q36 XpOMOCOMBI,
y mauMeHTa ¢ TUnepTpoduueckoil KapauoMHomaThei
u cuHapomoMm Bonbda—IlapkuHcona—VYaiita (WPW)
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oruia ormmcana C.A. MacRae B 19951 [10]. 3aboneBa-
HUE HACJeAyeTCs] TI0 ayTOCOMHO-ITOMUHAHTHOMY THITY.
C MoMeHTa TepBbIX cooOlIeHuid o MyTtanusax PRKAG2
KakK MOJIEKYJISIDHOW OCHOBE 3a00JIeBaHMSI 10 HACTOSIIIIETO
BpeMeHM BbISBIICH 21 reHeTMYecKuii BapuaHT. [TouTtn Bee
HCCIIEIOBAHUS COOOIIAIOT O MUCCEHC-MYTALIMSIX, TOJIBKO
E. Blair u coaBr. [6, 8—10] 3a10KyMeHTHPOBAIN MHCEP-
LIMOHHYI0 MyTauuio. Haubosiee pacrnpocTpaHeHHBIMU
MyTarsiMu 66Ut ¢.905G>A (Arg302Gln) u ¢.1463A>T
(Asn488lIle) [6, 9]. B 2017 . K.Q. Yang u coaBt. [11]
omnucaau HOBBI BapuaHT B reHe PRKAG2 c.1006G>T
(p.V336L) B KkuTaiickoii cemMbe W3 TpeX ITOKOJEHUI
¢ runeptpodueil cepala U CUHAPOMOM TPEeNBO30YXKIie-
HUST XKEJTYTOYKOB.

Ien PRKAG2 xomupyeT TamMMa-2-peryJIsiTOPHYIO
CcyObeIMHUILY afeHo3nHMOHOMOoCcHaT-aKTUBUPOBAH-
Hoil mnpoteuHkuHaszbl (AMPK-y2). Ilpennonaraercs,
yTo BapuaHThl TeHa PRKAG2 momnduLMpyoT Tpexmep-
HYIO CTPYKTYPY aleHO3MHMOHOMOChAaT-aKTUBUPOBAH-
HOI TIPOTEMHKUHA3BI, U3MEHSISI €T0 CPOACTBO K aleHO-
3uMoHodocdaTy 1 MOBHIIIAST aKTUBHOCTEL (hepMeHTa [9].
Cyobenunuia AMPK-y2 Haubosiee oOMIBbHO 3KCIpec-
cUpyeTcsl B Cep/ilie M OTBEYAET 3a peryjMpoBaHue aKTHUB-
HOCTU aJeHO3MHMOHO(MOCGhAaT-aKTUBUPOBAHHON MPO-
TEMHKUHA3bl TyTeM  KOHKYPEHTHOTO  CBSI3bIBAHUS
ageHo3uHTpudochaToM Wi aneHo3nHMoHodochaToM
[6, 12]. MccnenoBaHus Ha TPAHCTEHHBIX MBIIIAX TOKa-
32l  TIOBBIIIEHHYIO (PEepMEHTAaTUBHYIO aKTUBHOCTh
Ha paHHel craguu cuHiapoma PRKAG2 v cHUXeHUue
aKTUBHOCTU Ha IMo3aHeil (ase 3aboieBaHus [6, 9]. Ane-
HO3MHMOHO(OC(hAT-aKTUBUPOBAaHHAS ~ TIPOTEMHKMHA3a
KOHTPOJIMPYET DHEPreTUUECKUii OajlaHC KIIETKH, SIBJISI-
eTCsl OJHMM M3 HauboJiee BaXKHBIX METAOOJIMYECKUX
peryysiTopoB oOMeHa YIJIeBOIOB M 0OeTa-OKCHUIAluu
SKUPHBIX KUCJIOT B MUTOXOHIPUSIX BO MHOTMX THUTIaX TKa-
Heil, BJIUSET Ha KJIETOUYHYIO PETYJISLNIO aleHO3UHTPU-
docdara (AT®). B kapauomuonurtax epMeHT peryiiu-
pyeT YpPOBEHb TJIIOKO3bI M KUPHBIX KUCIOT. ClenctBue
MyTallMi — yBeJIMYeHWEe CUHTE3a TIIMKOTeHa, CHUKEHUE
aKTUBHOCTHU TJIMKOJIM3a, a TaKXKe CHIKeHHUE OeTa-OKCH-
naluu XKUPHbIX KucaoT [9]. Huskuii ypoBeHb oGpaso-
BaHusa AT® NpUBOOUT K 3HEPreTUYECKOMY IePUILINTY
B TKaHSX U, B YaCTHOCTH, MUoKapae. K apyrum BapuaH-
TaM TUMEPTPOPUIECKUX KapAMOMMONATHI, TaTOreHe-
TUYECKOM OCHOBOWM KOTOPBIX TAKXKe CIYXKHUT KJIETOUHBIM
SHEProAeUIINT, OTHOCATCS MUTOXOHAPUATIbHBIE (DOPMBI
KapaIMOMUOIIaTUM, atakcust Dpunpeitxa U rurepTpodu-
YyecKas KapauoMuonaTust Ha (poHe HapylIeHUsT OKHCIIe-
Hus xupHbix kuciaor (VLCAD — very long-chain acyl-
CoA dehydrogenase) [13—15].

Tucronormyeckass  KapTuHA. Mopdoornueckoe
HccieIoBaHMe MUOKapaa MpU TUTIePTPOPUIECcKO Kap-
nuomuornatum Ha (oHe myrtauuu reHa PRKAG2 BbisiB-
JISeT YMEPEeHHYI0 TMIepTpoGU0 MHOKApaa, BhIpaskeH-
HYIO BHYTPUKJIETOUHYIO BaKyOJIM3aLIMIO C aKKYMYJISILIUEi
IJIMKOTeHa B KapIMOMMOILIUTAX, BO3MOXKEH YMEPEHHBIN
WHTEPCTULIMATBHBI (UOpo3. DTU UMEHEHUS] OTJIU-

B NMOMOLLIb TPAKTUYECKOMY BPAYY

yalTcsl OT MOp(oJOornyeckoit KapTWHBI MHOKapaa
MpU CapKOMEPHBIX (hopMax TUMEPTPOPUIECKON Kap-
JTUOMMOTIATHH, JUISI KOTOPBIX XapaKTepHa TMIepTpohus
C HapylIeHUeM CTPYKTYPbl KapAMOMUOIIUTOB B BUIE Oec-
MOPSIZIOYHO PACITOIOXEHHBIX MUO(DUOPUIUT U BhIpaKeH-
HBI MHTepCTULMAJIbHBIA (pubpo3s [7, 16].

Ilopa:kenus cepreuyHo-cocyamucToi cuctemsl. [Topaxe-
Hue cepauanpu PRKAG2-accounumpoBaHHON KapIXOMUO-
natun (cuH.: cuHapoM PRKAGZ2) BKJO4YaeT TUreprpo-
¢uo MuoKapaa, CUMHIPOM MPE3K3UTALMU KEJTyT0UKOB
W HapylleHUs B TPOBOSILIEH CUCTeMe cepilla B BUIE
aTPUOBEHTPUKYJISIPHON OJIOKAIbl M CUHAPOMA CJIaboCTH
cuHycHoro y371a [7, 9, 17, 18]. Bnekrpoxkapauorpadu-
yeckne usmeHeHus nipu PRKAG2 — xapamoMuonaTUu
XapaKTepU3ylTCsl TpU3HAKaMu TUIepTpoduu JIeBOro
KeJyaouka, OpamukKapaueit, HapylleHueM IpoBese-
HUSI B aTPUOBCHTPUKYJISIPHOM y3Jie M HOXKax ITydKa
Tuca, yvame mnpaBoit [19]. BricoKoaMIIUTyIHBIE KOM-
miekcbl QRS ¢ BTopyuHBIMY HApyIIEHUSIMU PETTOJISIPU-
3allMM YacTO BBISBISIOTCS Jaxe 0e3 axokapauorpacdu-
YeCcKMX MPU3HAKOB TUIEPTPO(dUN JIEBOTO XETydouKa,
WHOTJAa COIMPOBOXIASICh OTKJIOHEHUEM  BJIEKTpUYe-
CKoIi ocu cepaua BiaeBo [7, 9]. B 6onblIMHCTBE ciyyaeB
Ha DBJIEKTPOKApAWOrpaMMe BBISIBJISIIOTCSI M3MEHEHUS,
xapaktepHbie 1t beHomeHa WPW, B Buze ykopoueHust
uHTepBana P—Q, nenpra-BojiHbBI, JAeOPMUPOBAHHOIO
pacuIMpeHHOTr0 BHICOKOAMITIUTYIHOTO KomIuiekca QRS,
HapyIlIeHU pernojisipu3aluy B Buae WHBepcuu 3yoma T
[20, 21]. BbIABMHYTO HECKOJBKO TUIOTE3 10 TTIOBOJIY BO3-
HukHoBeHus ¢peHomeHa WPW. CornacHo ogHOI M3 HUX
myTauuu B reHe PRKAG2 mtipuBOmSIT K MCTOHYEHUIO
U pacTsArMBaHUIO (UOPO3HOrO KOJiblla 3aroJHEHHBIMU
[JIMKOTeHOM MMOLIMTAMM, YTO HapyllaeT HOPMaJIbHYIO
aTPUOBEHTPUKYJISIPHYIO IIPOBOIMMOCTb U MOXKET MPUBE-
CTU K TIPEXIEBPEMEHHOMY BO3OYXKICHUIO KEJTyTO0YKOB
W PEeLUITPOKHBIM apuTMmusiM [8, 16, 18, 19]. Dra rumo-
Te3a MOJATBEPXKIAeTCS U TaHHBIMU O TOM, UTO HE BO BCEX
clydasiX yHnaeTcsl TMCTOJIOTMYECKU WAeHTU(hUIIMPOBATHh
HaJIMuue JOTMOJHUTEIbHOIO TPeACePIHO-KETYI0UKO-
BOTO IMPOBOsIIIIero TpakTa [ 16]. Bo3MoXXeH 1 aTUTTMYHBII
CUHIPOM TIPEeIBO30YKACHUS KEIyIOUKOB C TEKPEMEHT-
HBIMU CBOMCTBAMU aTPHOBEHTPUKYJISIPHOTO MTPOBEACHUS
Ha (oHe (hacCLMKYJIOBEHTPUKYIISIPHBIX TOMOJTHUTEIBHBIX
npoBoasux myreii [19, 21, 22].

¥V naumentoB ¢ PRKAG2-accollimpoBaHHOM Kapauo-
MMOIIATUEI YacTO BBISIBIISTIOTCSI MHOXKECTBEHHBIE JTOTIOJ-
HUTEJIbHBbIE  TIPEICEePAHO-KEyTOYKOBbIE  COOOIIEHMSI.
MHBa3zuBHOE 3JIeKTPO(PU3MOIIOTMUECKOEe HCCeI0BaHuE
MO3BOJISIET BepU(PULIMPOBATh JIOKAIU3ALIMIO JIOTIOJTHU-
TEJIbHBIX MMPOBOASIINX MYTeH ¢ TTOCIIeAYIONIEe KaTeTepHOMt
panroyacToTHOM absanueit myuka [7, 18, 22]. Bepudu-
Kalusl HOJOBEHTPUKYJSIPHBIX U (haCLIMKYJIOBEHTPUKY-
JISPHBIX COOOIIEHUI BaxkHa TSI BHIOOpA TAaKTUKU Bele-
HUS MAllMeHTa, TaK KaK B 9TUX CIydasiX paauovacTOTHasI
abnaumsi Heah@EeKTUBHA, KPOME TOro, CYIIEeCTBYET
BBICOKUI PUCK Pa3BUTHUSI SATPOTEHHOUN aTPUOBEHTPUKY-
JisipHOi Onokansl [19, 22, 24]. CuHApOM TNpeeK3uTaluuu
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Jleonmvesa U.B. PRKAG2-accounpoBaHHas runeptpoduueckas KapanoMUONaTHst

JKEJTYOUKOB XapakTepeH U sl Apyrux opM rurnepTpo-
ryecknx KapauoOMHUOIIaTUiE MeTabOIMYECKOro reHesa;
Tak, OH BcTpeuyaercst Ipu Ooje3Hsax JlanoH, Ilomre
U MUTOXOHIPHUATBHBIX KapAWOMUOIATUAX TIPU CHUH-
npome MELAS, MERREF [22].

BapuaHThl Tuneptpodun MuUoKapaa Mpu CUHIPOME
PRKAG2 miipoko BapbUpYyIOT OT BbIpaXXEHHOW KOHIIEH-
TPUYECKOU CUMMeTpUIHOI Tuneptpoduu (59%) no yme-
peHHoI acumMeTpuaHoit (38%), ropa3no pexe BCTpeva-
eTcst anKanbHast opma (3%). OnmcaHbl ciIydan, Koraa
MaccHBHasl TUTIepTpodus TpaHchopMHUpoBaIach B Iuja-
TalMio Kamep ceplla, CHUXEeHWE KOHTPaKTUJIbHOCTH,
YTO TMPUBOAWIO K Pa3BUTUIO XPOHUYECKON CEpAeYHOI
HEIOCTaTOYHOCTM U BO3MOXHON  TpaHCIUIAaHTAlluU
cepaua [20]. Jlaxe ujeHbl OAHON CEMbU, UMEIOLIE OJAUH
U TOT Xe TeHEeTUYeCKUI BapuaHT, MOTYT UMETh pa3HbIe
nposienenus [23]. Yaie BcTpevyaeTcss HEOOCTPYKTUBHAS
dopMma, B peIKux ciaydasx HaOJromaeTcss oOCTpyKTUBHAS
dopma. KpaiiHe penko runepTpodusi MuoKapaa OTCyT-
CTBYeT M 3a00JieBaHWE TIPOSIBIISIETCSI M30JUPOBAHHBIMU
M3MEHEHUSMU B TIPOBOJSILEH CHCTEMEe Cepialia U CHUH-
JIPOMOM KeJIyTI0YKOBO# Tpeak3uTaruu [ 18].

Bpewms neGrora 3aboeBaHNsST BapbUPYET OT BHYTPUY-
TPOOHOIO TEpuojaa, paHHEro JeTCTBa, IMOAPOCTKOBOTO
BO3pacTa 10 YETBEPTOTO WM MSITOTO AECATUIICTUS XKU3HU
[5, 18, 21, 24—26]. CpeaHuii BO3pacT MOCTAHOBKU JMar-
Ho3a cocrtasigeT 30,1 roma [9]. KpaitHe panHmii neGiot
3a00JIeBaHUSI C TSOKEJIBIM KJIMHUYECKUM TEUYCHUEM,
MPUBEIIINM K CMEPTU OT KapJAUOTEHHOTO II0KA B Teue-
HUE TIepBbIX 3 MecC XU3HM, ONUcaH Ha (OHE MyTalluu
¢.1592G>A (p.Arg531Gln) [25].

Haunbonee yacTbiM KIMHUYECKUM TIPOSIBJICHUEM
3a00JIeBaHUS CIYKaT CYNMPaBEHTPUKYJISIPHbIE TaXUapUT-
MWH, KOTOpPBIE 3aperdCcTpUpoBaHbl y 38% maleHTOoB;
3HauYMTeJbHAsl YacTb M3 HUX Oblla CBsSI3aHa C JOIOJ-
HUTEJBbHBIMA TIYTSIMU 110 JaHHBIM 3JIEKTPO(PU3NOJIO-
TMYeCKUX uccienoBaHuii [6, 18, 26]. MHorue aBTOpPBI
COOOIIAIOT O Pa3IMYHBIX TUMAX JOTIOJTHUTEIbHBIX ITyTe
y mnauveHTtoB ¢ wmytaumein p.Arg302Gln, HeKoTopbie
U3 HUX ObLIM CHOCOOHBI TOAIEPXKUBATH aTPUOBEHTPU-
KYJSIDHYIO peLMIPOKHYIO Taxukapauto [9, 18, 22, 27].
Peunnusupyonime odbmopoku (cuHApoM MopraHbu—
Anamca—Crokca) BO3HUKAIOT Ha (DOHE XPOHOTPOITHOM
CepAeUYHON HEeIOCTAaTOYHOCTH, YacTO C OBICTPBIM U KpU-
TUYECKUM Hauyaj oM C BbIPAXXEHHOUW TeMOAMHAMUYECKOM
HECTaOMJILHOCTBIO, Yallle OTMEYAIOTCS Y B3POCIBIX Mallk-
eHToB [7-9, 18].

Knuanuyeckue mpusHaku CepledyHO HEea0CTaTOYHO-
¢t Ha (oHe Tporpeccupyrolleil XejayaTouKoBOil Iuc-
(yHKUMM BeTpedaroTes y 12% manmeHToB ¢ CUHIPOMOM
PRKAG2. V nocuteneit myrtamuii p.Glu506Lys, exon5:
InsLeu u Hisl42Arg yacTtoTa CMMNOTOMOB CeEpAEYHOM
HeIoCTaTOYHOCTH BhIIie (o1 33 10 63%) [9].

IIporno3. BapuaHTbl TeueHus 3a00J€BaHUS ILIMPOKO
BapbUPYIOT OT OECCUMITTOMHOTIO JI0 TSIKEJION cepleuHOon
HEIOCTaTOYHOCTM WJIM BHE3alHOM CepAeuyHON CMEepTH.
BmecTte ¢ TeM ouyeHb 4acTo OECCMMMITOMHOE TEYeHUE

3a00JIeBaHUSI MOXET TpaHC(hOpPMUpPOBATbCsS B Oosiee
TSDKEJI0€ 32 CYET BOSHUKHOBEHUS CYTTPaBEHTPUKYJISIPHOM
TaxuKapaAWu U/WIu HapyleHni poBeneHust. [IpuMepom
TaKoro TeYeHUsl 3a00JIeBaHUSI MOXET CIIYXXUTh HabJt0/1e-
Hue E. Fabris u coast. [27]. FOHo1a 17 j1eT B oTCyTCTBUE
CUMIITOMOB OBUI 0OOCJIeZIOBaH B CBSI3M C BBISIBJICHHOIM
y ero oTua HeOObSICHUMON TUIIepTpoGUIECKON Kap-
IUOMUOIIaTUEN B COYETAaHMU C CHUHAPOMOM ClIabOCTh
CUHYCHOTO y3J1a, YTO MOTPeOOBaI0 UMILIAHTALIMU 3JIEK-
TpoKapAroCTUMYJIsIiTopa. [1o JaHHBIM 3X0Kaparorpahumn
¥ MarHUTHO-PE30HAHCHOI ToMorpaduu y I0HOIIN ObLIa
BbISIBJIeHA MHWHUMAaJIbHasE TUIEPTPOGUs JEBOTO XKeJy-
JlouKa — MaKCuMallbHasl TOJIIIIMHA MUOKap/a cocTaBuia
13 mMm. B panbHeiieM BO3HUK OJHOKPATHBIN MPUCTYII
CYMPaBEHTPUKYJISIPHONM TaxuKapAuu ¢ abeppaHTHBIM
MpOBeICHUEM, BBISIBIIEH 3aIHECeNTaIbHbIA TOIOJHU-
TeJIbHBII TPOBOSIINI MyTh, ObLIIa TIPOBEAEHA yCIIeIIHast
abnaums. [lpu HaOMOAEHUM B AMHAMUKE Yy TallMEHTa
BO3HHUKJIA TPAH3UTOPHAS TTOJTHAS aTPUOBEHTPUKYIISIPHAST
0sioKaja, 4To MOTpedOBaIO MUMILIAHTALUU BJIEKTpOKap-
IUOCTUMYJIsITOpa. [eHeTMUeCcKoe TeCTUPOBaHUE BLISIBUIIO
myTauuio B reHe PRKAG2 (Arg302Glu).

B OosblIMHCTBE ciydyaeB IPOrHO3 3a00JieBaHUS
HebaronpusaTHblii. OTMeUyeHa BBICOKAs 4acTOTa BHe-
3alTHOM apUTMMYECKON CMEpPTU B MOJIOJOM BO3pacTe,
00ycJIoBJIeHHAsT BEIPaXKEHHBIMU HaPYIIEHUSIMU 3JIEKTPO-
dusmoaornyecknx cBoiictB mMuokapaa [17]. Tak, cpenu
nannueHToB ¢ PRKAG2-accolmmpoBaHHOM KapIuOMMO-
naTtuen B Bo3pacte mosioxe 40 JieT yactora BHE3armHOM
cepreuyHoit cMeptH coctanisieT 20% [22]. B miesiom mipor-
HO3 MaleHTOB C THUIEPTPODUIECKON KapauoMuorna-
TUEH MeTabOJIMYECKOro TreHe3a, OCOOEHHO BCJIEICTBUE
OTJIOXKEHUSI TNIMKOTeHa B MUOKapje, 0osiee HeOIaronpu-
SITHBIN, 4eM Y OOJbHBIX C TIEPBUYHBIMUA CaPKOMEPHBIMU
dopmamu 3ab6oneBanus [28]. Cpenm MeTabOIMUECKUX
TUTIEPTPODUIECKUX KapIMOMMONATHI, BO3HUKAIOIINX
Ha (oHe HaAKOIUIEHWsI TJIMKOTeHa B MHUOKapjae, Hau-
XyILIUA TIPOTHO3 MMeeT Oosie3Hb JlaHOH y JWI MyX-
CKOTO T10J1a TI0 CPAaBHEHUIO C TIAlLIMEHTaMU C CUHIPOMOM
PRKAG2, 4T0, BO3MOXHO, CBSI3aHO C MEHbIIEH BbIpa-
JKeHHOCTBIO TUIIepTpodun Mruokapaa [5].

ITpuunHbBI BHE3AITHOM CepIeYHOM CMEPTH TIPU CHH-
npome PRKAG2 mynsrudaktopHbl. OHM 00YCIOBICHBI
KaK BO3HUKHOBEHHMEM ITOJTHON aTPHOBEHTPUKYJISIPHOIM
Onokanpl, TaK U (GUOpWLISLIME KeTyJIOYKOB, BCJCHI-
CTBHME TpaHC(hOPMAILIUKM CYMPaBEeTPUKYISIPHON TaxuKap-
I Ha (oHE OBICTPOTO MPOBEICHUS 1O JOMOJIHUTEb-
HBIM ITyTSAM. B eTckoMm Bo3pacTe BHe3amHas cepaevHast
CMepTh, KakK TpaBWIO, CBsSI3aHA C HaJIW4YUEM JOIOJ-
HUTENIbHBIX TPOBOASIINX TyTeld M BO3HMKHOBEHUEM
CYIIPpaBEHTPUKYJISIpHON Taxukapauu [21]. ¥ mammeHTOB
crapmie 30 yier Oosbliee 3HAYEHMWE IJIsI TTOBBIILIEHHOTO
pucKa BHE3aITHOM CepIAeYHOM CMepTH MMeeT Halludue
aTPUOBEHTPUKYJISIpHOTO OJ10Ka [26]. BHe3amHas cepuey-
Hasg cMepTh npu cuHapome PRKAG2 MoXeT BO3HMKATh
Kak TpY HaJIWYWM, TaK U B OTCYTCTBUE BBIPAKCHHOM
TUTIEPTPOUU MHOKap/aa; B HEKOTOPBIX MCCIEIOBAHUSX
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COoO001IaJIOCh O CllydasiX BHE3aIlHOM CEeplIeyHOil cMepTu
BO BpeMsI cHa [6, 7, 24, 25]. 1o maHHBIM 3J1eKTpOGhU3NO0-
JIOTUYECKOTO UCCIeNOBaHUS, (PUOPMIUISALIMS KETyI0YKOB
qalle WHIYLUPYETCS BBICOKOM TIPEICEPIHOM CTUMYIISI-
LIMeil, a He XKeJTyJOYKOBBIMU dKCTpacTUMyiamu |8, 24].

HauGonbmmii nHTEpEC 11 OLEHKU MpOorHo3a 3a0o0-
JIEBaHUS TIPEACTABIISIIOT PE3YJIbTaThl MPOCTIEKTUBHOTO
MHOTOIICHTPOBOTO HCCJIEIOBAHUSI, B KOTOPOE ObLIN
BKJIIOUEGHBI 27 eBpOMEeNCKUX IIEHTPOB, YTO IO3BOJIMIIO
MpoaHaJIM3UPOBaTh TUHAMUKY COCTOSIHMSI — cepiey-
HO-COCYIUCTOI cuCTeMBI y 90 IaleHTOB ¢ CUHIPOMOM
PRKAG2. Cpenn Hux 64 manueHTta (CpemHUiA BO3pacT
37 ner) umenu (PeHOTUTI, XapaKTEPUIYIOIIUICS OTHUM
KIMHAYECKUM TIPOSIBJICHUEM U 0oJjiee: TUIepTpodust
MMOKap/a JIEBOTo Xelyaouka (TOJIIMHA CTEHOK Oosee
13 mM), dpakius BbIOpoca JIEBOTO XeJlyaouka MeHee
50%, HapylleHUs HPOBEACHUS, ITOCTOSIHHAS KeJyd0u-
KOBasI TAXMKAPAWSI, CYITPaBEHTPUKYIISIPHAS TAXUAPUTMUST
(TpenietaHnue WA GUOPUIISILIUS TIpEACepaAnii), CHUH-
JIPOM TIPEIK3UTALINY KETYIOUYKOB, CKeJIeTHAss MUOTIATHSI.
V 26 manyeHTOB CUMITTOMBI OTCYTCTBOBaJN [7].

VYV 93% manmeHTOB ¢ BhIpaskeHHOM KIMHUYIECKOM Kap-
TUHOW WMMENNCh MPU3HAKKM CEPAECYHON HETOCTATOYHO-
ctu I-II pyHkimoHanbHOTO Ki1acca, mpu 3ToM (ppakiust
BbIOpOca Hike 50% oTMevanach KpaiiHe peKo — TOJIbKO
B 6% cnydaeB. [uneprpoduss Muokapiaa JIEBOro Kery-
JIoYKa BeIABIsUIach Y 93% mnanueHToB, B 83% ciydaeB
TOJIIIMHA MEXCKETYIOYKOBOM Meperopoaku Oblia bojee
15 mm, coctaBuB B cpeaHem 20 mm. Hu B omHOM cityuae
He HaOI0AaIMCh OOCTPYKIIMS BBIXOJHOTO TPAKTa JIEBOTO
KeJTyIouKa U TMepeIHECUCTOINIECKOe ABUKEHNUE CTBO-
POK MUTPAJILHOTO KjamaHa. BmecTe ¢ TeM KIIMHUYeCKHe
MPOSIBJICHUS 3a00J1eBaHMUSI OKA3aJUCh JOCTATOYHO TeTe-
poreHHBIMU. [IJ11 paHHero meOroTa 3a0ojeBaHUS ObUIM
XapaKTepHbl 0o0Jiee TSKEIble CUMITOMBI: BBIpaXKeH-
Has TUNEepTPOMUsI, CUHIPOM TPEIK3UTALIMU, Hapylle-
HUs aTPUMOBEHTPUKYJIsipHOTo mpoBeneHus. [lpu Oosee
Mo3aHeM JebroTe 3a00JieBaHUSI CTENEeHb TUIepTpodun
YMEHBIIIAeTCs, HO Yallle BCTPEYaloTCsT HapyLIEHWST pUTMa
cepaua. Yactota BBISBJICHUS MUOIATUU Oblla OYEHb
HU3KOi1, COCTaBUB TOJBKO 2%. MuonaTus xapakTepus3o-
BaJlaCh MTPOKCUMAJIbHOM MBIIIEYHOM CI1ab0CThIO U MUAJI-
rusimu. Bmecte ¢ tem y 19 (21%) manmeHTOB OTMEUeHO
MOBBIIIICHWE AaKTUBHOCTU KpeaTMHKWHa3bl. CUHIPOM
MPE3K3UTAIINN KETYIOYKOB uMecs y 33% malueHToB,
10% w3 HuMx OblIa TpoBeneHa abjalus JAOTOJTHUTETb-
HBIX TIPEICEPIHO-XKETYI0YKOBBIX TTyTel. Y 19% manueH-
TOB ¢ KJIMHUYECKUMHU TIPOSIBICHUSIMU U 13% TallieHTOB
0e3 TaKOBBIX OblJIa BISIBJIEHA OJIOKA/IA JIEBOW WJIU ITPaBOiA
Hoxku myuyka [uca. 17 (19%) maummeHTaM K MOMEHTY
MepBOr0 OCMOTpa ObLT MMILIAHTUPOBAH 3JIEKTPOKAPIU -
OCTHUMYJISITOP, TPeM — KapauoBepTep-nehuOpuiisitop,
B TOM 4YHCJIe OAHOMY OOJIBHOMY C LIEJIbIO BTOPUYHOM
npodwIakTUKU. 3a Bpems 6-JIeTHETo KaTaMHe3a Hanbo-
Jiee 4acTO OTMEYaJICh HApyIIeHUsI pUTMa U TIPOBEICHUS.
Tak, y 14 mMalMeHTOB ¢ MCXOAHBIM CUHYCOBBIM PUTMOM
BO3HUKIIA GUOPMIUIILNS TIpencepauii. Yacrora pudpui-

B NMOMOLLIb TPAKTUYECKOMY BPAYY

JISIUWM TIPEICEPANI Cpeiv BCeX MAlIMeHTOB ¢ CUHAPOMOM
PRKAG2 cocraBuna 29%, B noarpymie ¢ ¢heHOTUIINYEe-
CKMMM TIpOSIBICHUSIMM OHa nocturia 39%. dudpui-
JISIUWST TIPECEePANiAi  PeTUCTPUpPOBAach y MallMEeHTOB
B MOJIOJOM Bo3pacte, 10 35 jeT. 3a Bpemsi 6-JETHEro
HaOMOIeHUsT BBIpAXKEHHBIE HAPYLICHUS TPOBEICHMUSI,
MOTpeOOBaBIINe WMIIAHTALIMKU DJIEKTPOKAPANOCTUMY-
JigTopa, oTMedeHbl y 21% mauueHToB. B GonbimmHCcTBe
ciTyyaeB TIPUYMHON UMIUTAHTAIIAN CTajla TIOJTHAST aTpUO-
BEHTPUKYJISIpHasI O6J10Kana, B 2 caydasiX KapaIuoCTUMYJIsI-
TOpP ObUT UMIUTAHTUPOBAH TOCJIe abJallMK TOTIOJTHUTEIb-
HBIX MPEACEPIHO-KEITYIOUKOBBIX COOOIIeHMIt. B Tpyrie
C KIIMHUYECKUMU TPOSIBIICHUSIMU 3a00JIeBaHUS DJIEKTPO-
KapIUOCTUMYJISITOP ObLT MMILTAHTUPOBaH 47% malneH-
ToB. Kapnuoseprep-neudOpuisaTop ObLT UMIUIAHTUPO-
BaH 19 mammeHTaM, B TOM UKclie 4 — C 11eJIbI0 BTOPUYHOM
MpoMWIAKTUKY BHE3AITHON cepAeuHoi cMepTu. TeHaeH-
UST K CHUKEHUIO COKPAaTUMOCTM MHOKapaa OTMeueHa
B 15% cnydasix npu MaHupecTHbIX (Gopmax 3aboJieBa-
Hust, y 13 (19%) maimeHTOB BBISIBJISIMCH IPU3HAKU Cep-
JIEYHOM HEAOCTATOYHOCTH.

CMepTHOCTD B TpyIIe MAMEHTOB ¢ KIMHUYECKUMU
MPOSBJICHUSAMM 3a00JIeBaHUS B TeYeHME 6 JIET COCTa-
Bwia 10% (7 manueHToB); U3 HUX 3 TIAIIUEHTOB YMEPJIN
BHE3aITHO, Y 2 OTMeuYeHa MpOorpeccupylomasi cepaed-
Hast HeIOCTATOYHOCTD U ellle Y 2 — MHCYJIBT. YeTBepbIM
MmanydeHTaM  MMIUIAHTUPOBAH  KapauoBepTep-aedu-
OPUJUISTOP C 1IEJIbI0 BTOPUYHOM TPOGMWMIAKTUKN BHE-
3aITHOM cepleuyHoil cMepTH, 4 TallMeHTaM IpoBelacHa
TpaHCIUIaHTalus cepaua.

B HacTosiiiee BpeMsl OTCYTCTBYIOT OOIIEIIPUHSITBIC
PYKOBOJCTBA MO MMITJIAHTALIUM KapauoBepTepOB-aedu-
OpusutsiTopoB y nereii ¢ PRKAG2-accoulimpoBaHHOM Kap-
JTMOMMOTIATHE BBUIY OTCYTCTBUS TOCTOBEPHO GOJIBIION
TPYIIIBI VIS aHau3a. B ¢Bsi3u ¢ 3TUM Bompoc o mpodu-
JIAKTUKE BHE3aITHON CepIeyHOM CMepTH BCerda pella-
eTCSI MUHANBUIAYAIbHO C YY€TOM KIMHUYECKON KapTUHBI
3a00/1€BaHUSI U OTSATOLIEHHOCTU CEMEWHOrOo aHaMHe3a
10 BHE3aITHOW CepJeuHoi cMepTu. B nmtepaType omnm-
CaHbl ¢AMHUYHBIE MALIMEHTHI C UMITJIAHTUPOBAHHBIM Kap-
IMOBEPTEPOM-AePUOPUIUISITOPOM C LIEJIbI0 TIEPBUUHOMN
npoduJIaKTUKM BHE3AINHOUN cepaedyHoirr cmeptu [7—9].
ITpu cpeaHem nepuojae HabaoaeHus 31 mec cpabaTbiBa-
HUI KaparoBepTepa-aedudopuLIsiTopa He OTMeUeHo [9].
HMMIaHTaumMs TOCTOSTHHBIX  3JIEKTPOKAPANOCTUMYJISI-
TOPOB B CBSI3W C BBHIpaxKeHHOU Opammkapaueit Ha (oHe
ATPUOBEHTPUKYJISIPHOI GJIOKanbl cepAlla Uik CUHIPOMA
C1abocT CHUHYCHOTO Yy37a 4acto (43%) mpoBOaUTCS
nauueHTaM ¢ PRKAG2-accouliupoBaHHOW KapAnOMUO-
naTuen B TPETheM WJIM YeTBEPTOM JiecsTuiieTuu [9].

Jpyrasg mpobiieMa HeOJIaronpusITHOTO TIPOTHO3a
npu cuHapome PRKAGZ2 cocTouT B pa3BUTUU U OBICTPOM
MPOTPECCUPOBAHUM XPOHUYECKOM CEPACYHOU HemocTa-
TOYHOCTH C JICTAJbHBIM MCXOIOM WJIM TpaHCIUIaHTa-
nueit cepaua. CMepTHOCTD OT pedpaKTepHOI cepaeuHO
HEIOCTATOYHOCTH 3a 6 JIeT TMPOCIEKTUBHOIO HaObJII0-
neHust coctaBmwia 3% (ymepiau 2 u3 68 TAlMEHTOB),
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Mpu 3TOM ellle B 6% ciydaeB MpoBefeHa TpaHCIIaHTa-
mus cepana [7]. [IpeacraBieHbl eTMHUYHBIE COOOIIECHUS
O TPAaHCIUIAHTaLMU CEPALA, IIPOBEACHHON B IIOIPOCTKO-
BOM Bo3pacTe y nanueHToB ¢ PRKAG2-accolmnpoBaHHOMN
rurneprpoduyeckoit Kapauomuonarueit [29]. Hauboiee
paHHUIT BO3pacT TpaHCIUIAHTAIlMM CEpla, MO JaHHBIM
MHoOTroleHTpoBoro uccienosanust E. Blair u coasr.,
cocrasui 19 yier [6]

depmenTozamelaonias — Tepanus  gaa PRK-
AG2-accollMupoBaHHON TUNEPTPOGUUECKON Kapauo-
MHOMATHU He pa3paboTaHa, 3TO MpeaMeT JaTbHEWMIINX
ucciaenoBanuii. Kpome Toro, mepcrieKTUBHBIM Hampas-
JICHUEM CJIeyeT CYUTATh TPUMEHeHe TeHHOM TepariH,
3(hHEKTUBHOCTL KOTOPOM B HACTOSIIEE BPEeMsI OLIEHU-
BaeTCsd B KJIMHMYECKUX MCCIICHOBAHUSX TIPU OOJIE3HU
Hanon (NCT03882437) [30].

3aknovyeHue

PRKAG2-accouiumpoBaHHasi ~KapaAuOMUOIATUS —
ayTOCOMHO-JIOMWHAHTHOE 3a00JieBaHUE, XapaKTepusy-
fo1ieecst rurnepTpodueii JIEBOro Xeaynodka, porpeccu-
PYIOIIMMM HapyLICHUSIMU TTPOBOJAMMOCTUA C Pa3BUTHUEM
aTPUOBEHTPUKYJISIPHON OJIOKAAbl U CUHIPOMOM KEly-
IIOYKOBOTO TpeaBo30yxneHusi. Cunapom PRKAG2 cre-
JlyeT UCKJIIoYaTh y TAalMeHTOB C TuIepTpodueii JeBoro
JKeJTyIoukKa B COYETAaHMU C CHUHAPOMOM IpE3K3UTaAIIUU
U HapyLIeHUSIMM TIpoBedeHUs1 (CUHAPOM cJiabocTu
CUHYCHOTO Yy3/1a, TMOJIHAsl aTPUOBEHTPUKYJsIpHas OJ0-
kana). [lammeHTsl C rUnepTpoUIEecKorl KapauoMU-
omatueir Ha (oHe MyTtaumii B reHe PRKAG2 nomKHBI
HaXOIMTHCS TIOJ TIPUCTAIIBHBIM HAOIIOCHUEM C LEIbIO
paHHe#l TMarHOCTUKU HapyIIeHWIT pUTMa cepAlia 1 Mmpo-
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Iloka3aHus K NpoBeIeHHI0 TeHeTHYEeCKMX 00C/IeI0BAHMIA Y JieTell ¢ OpaauapuTMUsMu

E.b. Iloaskosa, H.B. Illepbakosa, M.A. IllkonvHukosa

OCI1 «Hay4Ho-1ccnenoBaTenbCKUi KINMHUYECKUIA MHCTUTYT neguaTtpumn uMm. akagemuka tO.E. Benstuuwesa»
®Graoy BO PHAMY um. H.U. Muporosa MuHsgpasa Poccun, Mocksa, Poccus

Indications for genetic examinations in children with bradyarrhythmias

E.B. Polyakova, N.V. Shcherbakova, M.A. Shkolnikova

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

TIpupony HacjieACTBEHHO 00YCJIOBJIEHHBIX MOPAXKEHUII MPOBO/IAIIEI CHCTEMBI CEPALIA BO3MOXKHO ONpeIeJUTh C OMOIIbIO FeHeTHYe -
cKoro TecTupoBanus. OHAKO M3-32 OTCYTCTBHS KPYIHbIX HCCJIEI0BAHMIA, A TAKXKe (heHOTHNHYECKOil BAPUAOEILHOCTH JIEKTPOKAP-
orpaMYecKnX M KIMHMYECKUX MPOSBJIEHHI Y MAIMEHTOB ¢ OPAIMAPUTMHUSAMH U TOJI0OKHUTEIbHBIM T€HETHIECKHUM TeCTOM BO3HH-
KAIOT CJIOXKHOCTH NP oueHke ero adexkrusnocTu. B cTarbe npeacTasienbl NOKa3aHUs K NPOBeIEHUIO FeHETHYECKHX 00C1e10BAHMI
NANMEHTOB IETCKOro BO3pacTa ¢ OpaauapuTMusvu, pazpadorannsie B LlenTpe HapymeHuii puTvMa cepaua ¢ y4eToM CymiecTBYIOIMX
PEKOMEHIAIIMIA Y TALMEHTOB ¢ 3200JeBAHHSIMH NPOBOSALIEH CHCTEMBbI Cepaua.

Karoueewte caosa: demu, 6paduapummuu, Hacae0CmMeeHHbll CUHOPOM CAAOOCMU CUHYCHORO0 Y31d, HACAOCMBEeHHAs AMPUOBEHMPUKY -
AApHAs 610Kada, 8pONCOeHHOe HapyuieHue npo8ooUMOCHU.

Ana umtuposanus: Nonskosa E.b., LLlepbakoBa H.B., LLikonsHyukoBa M.A. Noka3aHusi K NPOBEAEHNIO rEHEeTUYECKNX 00Ce0BaHnii y AeTe
¢ bpaavaputmusamu. Poc BecTH nepuHaton v neanarp 2022; 67:(3): 117-121. DOI: 10.21508/1027-4065-2022-67-3-117-121

The nature of hereditary cardiac conduction diseases can be determined by using genetic testing. However, due to the absence of large
studies, as well as the phenotypic variability of the electrocardiographic and clinical manifestations in patients with bradyarrhythmias,
and a positive genetic test there are difficulti to evaluate its effectiveness. The article presents indications for genetic examinations
in children with bradyarrhythmias, developed in the Children’s Center for Cardiac Arrhythmias and summarizes the recommenda-
tions for patients with cardiac conduction disorders.

Key words: Children, bradyarrhythmias, familial sick sinus syndrome, familial atrioventricular block, cardiac conduction disease.
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KHaCJ‘IeI[CTBeHHI)IM OpaguapuTMUSIM OTHOCSITCS T€He-
TUYECKU JEeTEPMUHUPOBAHHBIE MOPAXKEHUS MTPOBO-
NSIIe CUCTeMBI cepata (CMHAPOM C1ab0CTH CUMHYCHOTO
y3J1a, aTpUOBEHTPUKYJIsipHasl Ojiokana u ap.). B anrio-
S3BIYHOM  JIMTEpaType HacCJIeACTBEHHbIE Opaauapur-
MM BXOIST B COCTaB TaK HasbIBaeMbIx cardiac conduc-
tion disease, Ha JOJII0 KOTOPBIX MPUXOAUTCS moutu 5%
OT BCEX KaHajJomaTWuil M KapauomuomnaTuii. OmnucaHue
HacJIeICTBEHHBIX OpaguapuTMUii, KaK MPaBUJIO, BKIIIO-
yaloT ceMeliHble ciaydan [1]. B psme pabor ommcana
ceMeiiHasl arperaumsl IalMEeHTOB C MMILIAHTUPOBaH-
HBIMU 3JIEKTPOKAPIAUOCTUMYJISTOPAMU, CPEIU KOTOPBIX
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y 1/3 OOJIbHBIX BBISIBISIUCh T€HETUYECKHE OCOOEHHO-
CTH, B TOM YHCJIe acCOLMUPOBAHHBIE C ayTOCOMHO-IIO-
MUHAHTHOI Opagukapaueii [2].

B Hacrosiiee BpemsT MeXIYHapOIHBIMU acCOILra-
LIUSIMU OTIpeNieICHbI MTOKa3aHUsI K TTPOBEICHUIO TeHETH -
YECKUX HCCICIOBAHUI y TALMEHTOB C 3a00JeBaHUSIMU
MpPOBOIAIIEH cucTeMbl cepaua [1, 3, 4].

Knacc I — pekomeHayercst reHeTUUECKOe 00cie0Ba-
HUE YWICHOB CEMbU TSI BBISIBJICHUST KOHKPETHBIX TATOTEH-
HBIX WJIM OXUIAEMO MAaTOTeHHBIX TeHETUIECKUX BapraH-
TOB, BBISIBJICHHBIX paHee Y OJTHOTO U3 YWICHOB 3TOI CEMBH.

Knacc Ila — reHeTmyeckoe TECTUPOBAHME MOXKET
OBbITh MPUMEHEHO TIPU JUATHOCTUYECKOM ITOUCKE, 0CO-
OEHHO TIpM HAJWYUU TOJOXUTEIHLHOTO CEMEHHOTO
aHaMHe3a HapylIeHUus MpoBOAUMOCTH. OmHAKO B K-
HUYECKOM TMpaKTUKEe Mbl CTAIKUBAaeMCs C CUTyalluei,
KOT/a TMOsIBJIeHUEe Xajo0d (Hampumep, CHUHKOMAJIbHBIX
COCTOSIHMIT) Yy B3POCJBIX MAlMEHTOB HE BOCIPUHMMA-
J0TCS MU CEPhE3HO, U TOJIHKO TTOSIBIICHUE aHAJIOTUIHBIX
Kajgob y WX JeTeill 3acTaBiisieT OOpaTUThCS POIUTENEt
K cIielaaucTaM, 1 UMEHHO JeTCKUIA KapauoJIoT TPUHU -
MaeT pellleHrue 0 HeOOXOIMMOCTH TEHETUIECKOTO 00cIe-
JIOBaHMSI peOeHKa M WIEHOB €ro CeMbU. 3ajgada Crielu-
ajrcTa Ha OTOM 3Tare BBIACIUTH TPYIIY TalUeHTOB,
HYXXIAIOIIUXCS B TEHETUIECKOM OOCIIeIOBAaHUM, U CBOECB-
pPEMEHHO HaAIlpaBUTh UX Ha HETO.
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HayuHbIif TIOMCK CBSI3U KOHKPETHOTO (heHOTHUITA
C Kay3aTMBHBIMM BapyaHTaMU B reHaX BEIETCS C IMTOMO-
10 MHOTUX METOJOB: UCCIIEIOBAHMS TTOJTHOTEHOMHBIX
accolMaluii, MOMCKa TeHOB-KaHIWAATOB C ITOMOIIBIO
HCCIeIOBaHUST CeMell, CeKBEHUPOBAaHUS HOBOTO TTOKO-
JIEHUsT OOJIBIIMX KOTOPT IMalMeHTOB W Ap. B KinHWde-
CKOMl TIpakTHUKEe JIJIsI TOMCKA Kay3aTHMBHBIX T€HEeTHYe-
CKMX BapUAHTOB B FeHaX C YCTAHOBJIEHHOW accolManuein
TeHOTUI—(EHOTUII, KaK MPaBUIO, IPUMEHSIOTCS METOI
CEKBEHMPOBAHUS OTIECIBbHBIX TE€HOB, TIAHEJIU TEeHOB
WY TIOJTHO9K30MHOE U TIOJIHOTEHOMHOE CEKBEHUPOBA-
Hue. OgHAKO YacTO BO3HUKAIOT CJIOXHOCTU TIPU HEO0O-
XOIVUMOCTH BBITIOJTHUTH HE BCErJa JOCTYITHOE TeHeTHYe-
CKO€ HCCIIeIOBaHuE.

CJIO)KHOCTh TEHETUYECKOTO TeCTUPOBAHUS MAIllUEHTOB
¢ OpamuKapAusIMUA 3aKJTI0YaeTCs B OTCYTCTBUM KPYITHBIX
MCCIIeIOBAaHUM, OXBATHIBAIOIINX OTHOCUTEIILHO OOJIbIIINE
IPYIIIBI  TALIMEHTOB M OTpaXKalomux 3(dOEeKTUBHOCTh
TreHeTUYEeCKOI TMarHOCTUKU B KOHKPETHOM Tpyrire 00Jb-
HBIX, a TaKXKe B HeCHeHU(UUHOCTH KIMHUYECKON Kap-
TUHBI ((PEHOTUTTMYECKOK BapuabebHOCTH) y MAllMeHTOB
¢ GpaguapUTMUSIMU 1 TTATOTEHHBIMM BapMaHTaMM B TeHaX.
Kak mpaBWIO, BBISBIIEHHBIE BapUaHTbI aCCOLMUPYIOTCS
HEe TOJLKO C OpamguKapausMH, HO M C APYTrOM ITaTojio-
rMeil — KapAMOMUOIATUSIMUA, MUOTIATUSIMU, 3a00JIeBaHM -
SIMU HEPBHOM cucteMbl 1 ap. [1, 3—6].

Llenpio Hamiell pa®oThl OblJIa OLICHKA KIMHUYECKUX
XapaKTepUCTUK, IO KOTOPBIM MOXHO TIPEIIOJIOXUTh
BEPOSITHOCTb HACJIEACTBEHHBIX OpaaiuapuTMUL M OIpe-
JIETUTH TTIOKa3aHMS K MPOBEICHUIO TEHETUIECKUX 00CIIe-
JIOBAaHWI y MallMeHTOB JETCKOTO Bo3pacta ¢ Opamua-
PUTMUSIMU.

3a 4 roma u3z 1080 maiMeHTOB NETCKOro BoO3pacTa
¢ OpamnaputMusaMu B LleHTpe HapyllleHUI CepaeuyHOro
putma (LIHPC), nonyuaBmux neuyenue B 2018—2021 rr.,
32 nmaumeHTaM U3 23 cemell ObLJIO MPOBENEHO reHeTUYe-
ckoe oOcnenoBaHue. Y 23 MandeHTOB MPOBEACHO IOJI-
HOSK30MHOE CEKBEHUPOBaHWE B Pa3JIMYHBIX Jaboparo-
pusx, y 9 — ceKBeHMpOBaHME TTaHEIU TeHOB, CBSI3aHHBIX
¢ 3a00JIcBaHUSIMM  CEPIECYHO-COCYIMCTON CUCTEMBI.
PeasbHoe uywucio manuMeHTOB ¢ OpaauapuTMUsSIMU,
y KOTOPBIX pacCMaTpUBAIKMCh TTOKa3aHUST K TIPOBEICHUIO
MOJIEKYJISIPHO-TEHETUIECKUX HCCIIeIOBaHUI, W3 BCeX
JIeTeil, TPOLIeAIINX 00CIeIOBAHNE B CBSI3U C CUHAPOMOM
¢1a00CTU CMHYCHOTO y3J1a M aTPUOBEHTPUKYJISIPHO 0J10-
Kamou, coctaBmio 117 (11%).

VYV 18 (56%) mauueHToB U3 32 00C/IeA0BaHHBIX TeHe-
TUYECKU OOJIbHBIX TUArHOCTMPOBAH CUHIPOM CJIabOCTH
cuHycHoro y3na, y 12 (37,5%) — aTpuoBeHTPUKYJISIpHAsT
0J0Kama BBICOKUX CTerieHei, y 2 (6%) — OuHomaibHOe
ropaxkeHue (coyeTaHue CMHApPOMA CJIabOCTH CUHYCHOTO
y3J1a ¥ aTpUOBEHTPUKYJISIpHOI Osiokazsl). B 9 ponocios-
HBIX HAMU OTMEUEH OTATOIICHHBIN CeMEHBbI aHaMHe3
10 HaJW4yWIO apuUTMUI CEpILa, BHE3AITHON CepAeYHOM
CMepTH, OOMOPOYHBIX COCTOSIHUIA, B 5 CEMbsIX UMEJNCh
POJICTBEHHUKU C UMIUTAHTUPOBAHHBIMHU 3JIEKTPOKAPINO-
ctumyasaropamu. [Ipu Kapaumosormuyeckom o0cenoBa-
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HUM y 4 u3 32 MaireHTOB BISIBJICHO couyeTaHue Opanu-
apUTMUIL C OpraHMYECKMMM 3a00JIeBaHUSAMU Cepjla:
y 2 MNalMeHTOB C BPOXIEHHBIMU TOPOKaMHU cepila
Mbl OOHAPYXWJIM TeHETUYECKHE BapUaHThl, aCCOLIMUPO-
BaHHbBIE C OpaguapUTMUSIMU, a elle y 2 IeTei ¢ TUrep-
Tporyeckoil KapAnOMMHOTIaThEl TeHETUYEeCKHUe MyTa-
1Y He ObLIM BhISIBIICHBI [7]. Y 18 O0JIbHBIX OTMEYaIuCh
9MU30/Ibl  BBIPAXEHHOW acCUCTONIMU, JIMTEIbHOCTHIO
1o 6 ¢ 3a CYeT OCTAHOBKHM CHHYCHOTO y3J1a UJIN BBICOKOIA
CTENEeHU aTPUOBEHTPUKYJISIPHOW Onokaabl. Y 9 maum-
E€HTOB T10 pe3yJibraTaM HaOJIOAeHUS UMILJIAaHTUPOBAHbI
aHTUApUTMUYECKUE YCTPOMCTBA, U3 HUX Yy 7 — TIOCTO-
SIHHBIH 3JEKTPOKAPAUOCTUMYJISITOP, a ¥ 2 — Kapauo-
BepTep-neuopuaTop. IlomoXuUTeNnbHBIIA  pe3yabraT
TeHETUYECKOTo McclieoBaHust ObLT ToryueH y 13 (41%)
n3 32 nereil. B OonbIIMHCTBE cllydaeB MyTallMM JIOKAJIM -
30BAJINCh B T€HAX, OTBETCTBEHHBIX 32 (DYHKIIMIO MOHHBIX
kaHajoB (B ToM yucie SCN5A) u cokpaTUTEIbHbIX O€-
KOB KapIMOMUOLIUTOB [7].

B paboTte paccMOTpeHO HECKOJBKO MPUMEPOB CEME-
HBIX CJIy4yaeB MallMEHTOB ¢ OpafuapUTMUSIMU, TIPUUUHON
KOTOPBIX CJIY>KWJIM BapuaHThl B I'eéHax, acCCOLMMPOBaH-
HBIX C pa3BUTUMEM HapyllIeHW puTMa. Y psiia TnaiueH-
TOB YK€ Ha 3Tare aHajiu3a CEMEHHOro aHaMHe3a MOXHO
MPEIOJOXUTh HACJIEACTBEHHYIO TPUPOAY apUTMUU.
B npyrux ciydasix reHETUYECKMiI aHaIu3 cTajl 3aBepliia-
OLLIMM 3TAIOM MOC/€ CTAHAAPTHOTO KapAUOJOTUYECKOTO
o0cienoBaHUsl W KaTaMHECTUYECKOTro  HaOJIOJACHMS
B T€UEHME HECKOJIbKHUX JIET, a B HaUaJle KIMHUKO-IUarHO-
CTUYECKOTO TOMCKa HACJIENCTBEHHbI XapakTep Opanua-
PUTMUU HE MpeIioaraics.

Cempvsa Nol (puc. 1). [Ipobang — mMaabumk 17 €T ¢ CUH-
JIPOMOM €J1a00OCTU CUHYCHOTO y3/1a (CUHIPOM Taxu-Opa-
IUKapauyu — OpaavKapausi, 3aMelalolnii peacepaHbIin
PUTM, Y3JI0BOM 3aMeIIAIOLII PUTM C aTPUOBEHTPUKYIISIP-
HOI nuccolManueit, HaKeaydoYKOBbIe TaxWuapuTMUM,

EH—O
X
BO® O

Puc. 1. PonocioBHas cembu Nel: y mpoGania, ero cecTpbl, Ma-
TepH M CeCTPhl MaTepu oOHapyxkeH BapuaHt B rene TNNI3K
B reTePO3UroTHOM COCTOSIHUH.

Fig. 1. Pedigree of family Nel: the proband, his sister, mother

and mother’s sister have the variant in the 7VNI3K gene in the
heterozygous state.
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3aJIITBl MepuarteabHoil aputmun). Cectpa npobaHma 7 et
C BHYTPMYTPOOHOTO Tiepuoja HaOroaagach IO IOBOLY
HEeTPEePBIBHO-PEIIUANBUPYIOLIECH HaKETyI0YKOBOI
TaXUKapAWH, TIEPUOIOB TPETeTaHusT TIPeICepArii, TpaH-
3UTOPHOM aTPUOBEHTPUKYJISIPHOW OyioKaael | cremeHu;
C POXIEHUSI TIOCTOSTHHO ITOJIy4yajla KOMOMHMPOBAHHYIO
aHTMAPUTMUYECKYIO Tepanuio. Y MaTepu rpoodanaa 43 jger
Takke B Bo3pacTte 28 JIeT OUArHOCTUPOBAHbBI CUHIPOM
¢1ab0CTH CMHYCHOTO Y3J1a, XKeJyJI04KOoBasi 9KCTPacHCTO-
JIAsI, B CBSI3W C KOTOPOM JBaXKIbl TIPOBOIMIIACH a0Ialvst
SKTOIMMYECKOTO ovara. Y TeTH IO MaTepMHCKOW JTMHUU
(34 roma) B 18 jeT MMIUIAHTUPOBAH MOCTOSIHHBIN 3J€K-
TPOKAPAMOCTUMYJISITOP TI0 TIOBOIY CHUHIpOMa CJIaboCTU
CHHYCHOTO y3J1a, BTOpasl TeTsl TpobdaH/a 1o MaTepuHCKOM
JIMHUM C TeM XK€ JIMarHo30M BHE3aITHO yMmepJia B BO3pacre
17 net Ha ypoke pU3MIECKOit KyabTyphl. e 1o mateprH-
CKOI JIMHUM C OUArHO30M (UOPWILISLINS TIpeIcepauii,
MoJMMOpdHasT XKeTyI0uKoBasi 3KCTPACUCTOJIMSI BHE3AITHO
ymep B 61 rox. Ilpu reHeTHyecKOM 0OC/IEI0BAHUM Y MPO-
GaHza, ero CecTphbl, MaTePU M TETHU BBISIBIIEH F€TEPO3UTOT-
HbII1, BEPOSITHO, MAaTOreHHbI BapuaHT B reHe TNNI3K,
KOTOPBII KOAMPYET CIIeH(PUIHBIN 1JI5T cepaiia 6eI0K mpo-
tenHkuHazy TNNI3K, momyaupyroliyo npoBOAMMOCTb
cepaua 1 pyHKuMio Muokapaa. OcoOeHHOCTH 3TOTO TeHe-
tnueckoro BapuaHta (NC_000001.10:2.74835179G>A,
NM_015978.2:c.1577G>A, p.Gly526Asp) COCTOSIT
B IIOYTHM TIOJIHOM CHWKEHUU AaKTUBHOCTU KHWHAa3bI.
B nurepaTtype ommcaHbl cemeiiHasi arperauusi clydaeB
C TIAaTOTeHHBIMUA BapMaHTaMM B 3TOM TeHe y MallMeHTOB
C HapyuleHUWEM MPOBOAMMOCTU CepAua, C AuIaTallMOH-
HOI KapamoMMonaTreit niau 0e3 Hee. Y ONMMCAHHOM HaMU
CceMbU HavaJlbHbIe TIPU3HAKUA KapAMOMMOIIATUN UMETNCh
TOJIBKO Y OJHOM MalMeHTKU U3 4 ¢ TeHETMYECKUM Bapy-
antom B reHe TNNI3K. B cembe Nel oGpaiiian BHUMaHKe
OTSATOIIEHHBIM CeMEIHBIN aHaMHE3 T10 HaJIM4I1Io Opaama-
PUTMUI, CHHKOTIAJIbHBIX COCTOSTHUI, BHE3aITHOM cepaey-
HOW CMEPTH, a TAKKe UMETUCH YWICHBI CEMbH C UMITJIAHTHU-
POBaHHBIMU AHTUAPUTMHUUECKUMU YCTPONCTBAMH.

Cembs No2 (puc. 2). TTpobaHa — aeBouka 6 JIeT ¢ CUH-
JIIPOMOM CJIa0OCTHM CMHYCHOTO Y3Jila B BUIE CHHApOMaA
Taxu-OpaauKapaur, HaIKeJIyJIOYKOBBIX TaxXUapUTMUI,
C apTUOBEHTPUKYJIsSIpHOI Ojokamoii I crerenn. B Teue-
Hue nepBbix 12 Mec HabGmogeHust y pebeHKa pa3BU-
JINCh CMHKOTAIbHBIE COCTOSTHUSI U 3TU304bI aCUCTOJINU
1o 4,5 ¢. Y cectpnl npobanaa 15 yjer B Bo3pacte 6 JeT
OblJT WMMIUIAHTUPOBAH TOCTOSIHHBIN  3JIEKTPOKapINO-
CTUMYJISITOP IO TIOBOAY CUHApOMa CJIabOCTH CHUHYC-
Horo y3na (Opamvkapausi, apTUOBEHTPUKYJSIpHAsI
omokama I-II cremeneit, acucronmuu no 6 c), 3aboseBa-
HUE MMEET IMPOTPeccCUpylollee TeUeHUEe — TMOSIBUINCH
SMU30ABI  TpeneTaHus/QUOPWIIAIUN  TIpeACepauii,
MPUCOEAVNHUINCH CUHKOITAJbHBIE COCTOSIHUSI.  Y4u-
THIBasl TSDKEJIOE TeueHWe M IIporpeccupoBaHMe 3a00-
JIeBaHUSA C TIOSIBJICHMEM OOMOPOYHBIX COCTOSTHUIA,
HECMOTPSI Ha TTOCTOSIHHYIO 3JICKTPOKApIUOCTUMYJISI-
LIMI0, PEIIEHO MPOBECTU N000CHeAOBaHUE IJISI UCKIIO-
YeHMSI TEHETUYECKUX MPUYMH 3abojieBaHus. I[Ipu mpo-

BEJICHUU TEHETUUYECKOTO aHaimM3a y O0eux cecrep
BbISIBJIEHBI iBe TeTepo3urotHbie Mytauuu (NC_000003.11:
2.38622849A>G, NM_198056.2:c.2801T>C,  p.Phe-
934Ser 1 NC_000003.11: g.38671814A>T, NM_198056.2
¢.380T>A, p.llel27Asn) B KOMMayHI-T€TEPO3UTOTHOM
COCTOSTHMM (WJIM B TPaHC-TIOJIOKEHWM) B T€HE HaTpue-
BbIX KaHasioB SCNS5A. Tlpu perieHun BOIpoca o BbIOOpe
AHTMApPUTMMYECKOTO YCTPOMCTBA HaHHBIE TEHETHYe-
CKOTO TECTUPOBAHMS CTald elle OAHUM apryMeHTOM
B T0JIb3Y WMIUIAHTALMKU KapauoBepTepa-aeduopusisi-
Topa, a He KapauocTumyistopa. [Ipy TreHeTHMuecKoM
00CJIeIOBAHUM CEMbU MBI BBISIBUJIM, UTO CTapilas 310-
poBasi cecTpa M MaThb SIBJISIIOTCS HOCHUTEISIMU OIHOTO
u3  BapuantoB  (NC_000003.11: g.38671814A>T,
NM _198056.2 ¢.380T>A, p.Ile127Asn), a y oTiia oGHapy-
sxeH BTopoit BapuaHT (NC_000003.11: g.38622849A>G,
NM _198056.2:¢.2801T>C, p.Phe934Ser).

Cembs No 3 (puc. 3). Ilpobana — manbumk 14 et
C OIHOKPATHBIM  MPEACUHKONAJIbHBIM  COCTOSTHUEM
Ha (oHe (u3nueckoil Harpy3Kd M ¢ TIPU3HAKAMU ITUC-
¢GyHKIMU CUHYCHOTO y3ia. Y orua mnpobanaa 50 et
W JSIIU TI0 OTLIOBCKOM JWMHMU 44 JIeT perncTpupoBa-
Jlach OpaJMKapausl ¢ YaCTOTOW CepACUYHBbIX COKpaIleHUI
51-56 yi/MuH M OOMOpOUYHBIE COCTOSIHMSI B pasindy-
HBIX CUTyalnusix (pusmdeckas Harpy3ka, MEIMIIUHCKHE
MaHMUIYJISIIMM, ayxoTta). JBoropomHbiii OpaT mpobaHaa
IO OTIOBCKOM JMHUU CTpagal CUMHKOTAJIbHBIMU COCTO-
STHUSIMU, HaOJII0JaICcs ¢ AMArHO30M CHUHIPOM CJIab0CTH
CMHYCHOTO y3Jla M BHE3aITHO yMmep B Bo3pacTe 17 JieT.
Hanmnune B 2TOil ceMbe OTSTOIIEHHOrO IO Opamua-
PUTMUSAM, CUHKOIAJIbHBIM COCTOSIHUSIM, BHE3aITHOMI
CepleYHON CMepTM aHaMHe3a MO3BOJIWJIO MPEAIoJo-
JKATh T€HETUYECKYIO MPUPOAY 3a0oJieBaHUS, YTO TIOJ-
TBepAWIOCH TIPY BBHISIBIEHWM Yy TIpobaHAa M ero oTia
BapMaHTa C HEW3BECTHBIM KIWHUYECKUM 3HAYeHUEM
B reHe RYR2, xoaupylolleM pUaHOAMHOBBIN pelern-
TOp BTOPOrO THUIA MeMOpaHbl —capKoIUla3MaThye-
ckoro perukyiayma (NC_000001.10: g.237972312A>T,
NM _001035.2:c.14410A>T,  p.Met4804Leu).  [dpy-
rue omnucaHHble MyTauuu TreHa RYR2 BcTpeudaroTcs

® e

Puc. 2. PonocioBnas cemb Ne2: y npo0ania u ee cecTpbl 00HA-
PYKeHbI B TeTePO3UTOTHOM COCTOSIHHY 1BA BapuaHTa B reHe SC-
N5A4; ctapmas 310poBasi cecTpa M MaTh SBJISIOTCS HOCHTEJISIMA
O/IHOTO W3 BAPHUAHTOB, Y OTIA 0OHAPYKEH BTOPOii BAPHAHT.

Fig. 2. Pedigree of family Ne2: the proband and her sister had
two heterozygous variants in the SCN54 gene; the older healthy
sister and mother are carriers of one of the variants, the second
variant was found in his father.
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OBMEH OlbITOM
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Puc. 3. PonocnoBnas cembu Ne3: y npo0ania u ero 0Tia 00Hapy»KeH B reTepO3UroTHOM COCTOSIHUM BAapUAHT B reHe RYR2.
Fig. 3. Pedigree of family Ne3: a heterozygous variant in the RYR2 gene was found in the proband and his father.

MpU yrpoxKaroleM >KU3HU HapylIeHUHd pUTMa ceplia
KaTexoJaMUHEPruuyeckKoil TMoauMop¢hHON Keaymo4Ko-
BOI TaxuKapauu, KOTopasi B MEXIIPUCTYITHOM TEepUOJIe
nposieisiercs oOpaaukapaueit. Kpome toro, B 2021 1. 6611
OIMCaH HOBBI HACJIEACTBEHHbBIM CUHIPOM C MyTallUSIMU
B reHe RYR2, cBsi3aHHbBII ¢ BOBHMKHOBEHMEM OITACHBIX
JUTS )KM3HU apUTMMIL, KOTOpPHIE, B OTIIMYKME OT KaTeXO-
JIAMUHEPTUYECKOW KeJyJOUYKOBOW TaXuKapauu, pas-
BUBAJIMCh y TALIMEHTOB C OTPULIATEIbHBIM pPE3YyJIbTaTOM
Harpy3ouHoro tecta. CuHaApOM ObUT Ha3BaH CUHIPOMOM
nedunmra BeicBoOoXaeHNsT Ca’" praHOIMHOBBIM peLel-
TopoM [8].

Cembss Nod (puc. 4). Ilpobann — neBouka 12 jer
C CHHAPOMOM CJabOCTM CHHYCHOTO Yy3ja, JuarHo-
CTUPOBAHHBIM Ha TEPBOM TOAY XWM3HU B COYETAHUU
C BPOXIEHHBIM TTOPOKOM pa3BUTHUS BEPXHUX KOHEU-
Hoctel. Poaurtenn m poacTBEeHHMKHU 310poBbl. Kium-
HUYeCKM Yy pebeHKa OblI TIPEeAINoIoXeH CHUHIPOM
Xonra—OpaMa, KOTOpPBIM B JaJIbHEWIIIEM OBbLI TeHeTH-
YeCKU TTOATBEPXKICH TPU BBHISIBICHUM MYyTallud B T€HE
TpaHCKpUITIMOHHOTO (akTopa 7TBX5. Y sroit maum-
€HTKM MMEHHO CcOYeTaHWe HapylIeHUI puTMa cepala
C TOPOKOM Pa3BUTUSI BEPXHUX KOHEUHOCTEH, a Takxke
BPOXXJIEHHBIN XapaKTep apUTMUM HATOJIKHYJIU Ha MBIC/Ib
0 TeHETUYECKOI MpUpojie 3a00IeBaHMSI.

0GcyxaeHue

PaHHs1s1 reHeTMuYecKasi [UAarHOCTMKA KpaiiHE BakKHa
NI TIpEAYTIPEXIeHUsT TPOrpeccUupoBaHusl Opaauapur-
MU U MPpO(GUIAKTUKM BHE3aIMHOW CMEPTU B pe3yjibTrare
BHe3anHoil octaHoBKU cepaua [9]. Takum oOpazom,
Ha OCHOBAaHMMW OMbITa TEHETUYECKUX WCCIEAOBAHUN
OOJIbHBIX C OpaauapuUTMMSIMU HaMu CHOPMYJIMPOBAHbI
KPUTEPUU IS MPOBEACHUSI TEHETUYECKUX MCCIIea0Ba-
HUI y 1eTeil ¢ OpaaruapuTMUSIMU:

— CEeMEUWHbBII aHAMHE3, OTSATOILIEHHBIN 110 HATUYUIO
OpagapuTMUIA, CHHKOTIAJBbHBIX COCTOSIHUI, BHE3aITHOM
CEepIICYHON CMEpPTU, YJIEHOB CEMbU C WUMILJIAHTAPOBAH-
HBIMU aHTMAPUTMUUECKUMHU YCTPOMCTBAMMU;

— TsDKeJloe TedeHue OpaauapuTMUM, BbIpaskKeHHas
KJIMHUYECKasi CAMITTOMATHKa;

— ObICTpOE  MporpeccupoBaHUe
otcyTcTBUE 3 heKTa OT JCUeHUS;

— couyeTaHue OIpelNe/IEHHOro BUAa OpaarapuTMUit
C TIOpOKAMU Pa3BUTHUSA U APYTUMM KIMHUYECKU 3HAYM-
MBIMH HapyIIEHUSIMA PUTMA U TIPOBOJVMOCTH.

HMHorma MoryT BO3HMKATh JOTOJHUTEIbHBIE CIIOXK-
HOCTM B WHTEpIpeTallud JaHHBIX TeHETHMYECKOTO
oOcnenoBaHusl uM3-3a  (HEHOTUIMUYECKOTO  CXOJACTBA
HapylIeHWil pHUTMa, BBI3BIBAEMBIX MYTalMUSIMU pas-
JIMYHBIX TE€HOB, TaK KakK Opagukapausi U OpaauapuT-
MWW — HeCcTIeUM(MUIHBIN 3eKTpOoKaparnorpaduiecKuii
CUMIITOM, KOTODPBIi MOXET OBbITh BBI3BAH aHOMAJIM-
SIMM Pa3IMYHBIX T€HOB, a TakKXe M3-3a cjlyyaeB OOHa-
PYXKEHMSI MyTallMii cpady B HECKOJbKHX WMOHHBIX
kaHanax [10]. Cpeam reHeTMUEeCKMX WCCIeIOBAaHUI
B HacTosilIee BpeMsl MPeArnouYTeHUE OTAAeTCS TOJHO-
9K30MHOMY WJIM TOJHOT€HOMHOMY CEKBEHUPOBAHUIO,
TaK KaK MMEHHO O3TOT BUJI TEHETUYECKOTo oO0cieno-
BaHUs JaeT OoJibllle BO3MOXHOCTEW IS BbISIBICHMUS
TeHOB, aCCOLIMUPOBAHHBIX C OpagMapUTMUSIMU U Hapy-
IEeHUAMU pUTMa cepaua. [IpuMepoM MOXKET CIIyKUTh
ciayvait cembu Ne3, B KOTOpPO# Yy HECKOJBKHX UYJICHOB
ceMbM C Opaaukapaueil Obuia oOHapyXeHa MyTalusl,
BBI3bIBAIOIIAS] YIPOXKAIOIINAE XXU3HU TaXUAPUTMUU. DTO
JIEMOHCTPUPYET HEOOXOAMMOCTh aHajiu3a HE TOJbKO
OTIEJIbHBIX TEHOB B KapAMOIaHEIM, HO U BCEX YUaCTKOB
9K30Ma WJIK TeHOMa, aCCOLMMPOBAHHBIX C MATOJIOTUEN
cepaua, Ul BBISIBJICHUST BO3MOXKHOTO ITOJTHOTO CTIEKTpa
KapauoMuonaTuii U KaHajionatuil. B ciydae Hacrien-
CTBEHHBIX OpaguapuTMUI TAKKE MOTYT OBITh TAKUE OCO-
OEHHOCTH, KaK HETOJHBIA (DEeHOTUIT WU pPa3IUIHbINA
(GeHoTUN apUTMUU Y YIEHOB OJHOIN CEMbU, KAK B CEMbE
Nel, B KOTOpOi y psima pPOACTBEHHUKOB B KIMHUYE-
CKOIl KapTuHe mpeobiianaia Taxukapaus, a He Opaaua-
purmus. Hanmuuue xano6 (Hampumep, CUHKOIAIbHBIX
COCTOSTHUI) MOXET BapbUpOBaTh, TaK KaK Y PasTUYHBIX
MalMEeHTOB CYUIECTBYIOT OCOOEHHOCTH YYBCTBUTEJb-
Hoctu LHTHC Kk rumokcuu, U naxe caMble MPOAOJIKU-

OpaauapuTMUii,
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Tloasxosa E.b. u coasm. [lokazaHus K MpoBeIEHUIO FeHETUUECKUX 00CIEI0BaHMIA y IeTeil ¢ OpaauapuTMUsIMUu

TCJIbHBIC 3MMU30Jbl aCUCTOJIMN HEC BCCrjia COIMMPOBOXIa-
I0TCA Pa3BUTUEM CUHKOITAJIbHBIX COCTOHHI/II7I, 0COOEHHO
Yy NanreHTOB ACTCKOI'0 BO3pacTa.

3aknovyeHue

YyuteiBasg BBICOKYIO 3HAYMMOCTh JUArHOCTUKU
HACJIEACTBEHHBIX IIPUYMH apPUTMHK, BHeApEeHUE
TeHEeTUYECKNX METOJOB MCCIEIOBAaHUS B IPaAKTUKY
NETCKOM M B3pOCJOM KapAMOJOrMM M apUTMOJIOTUU
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UCTOPUA NEOUATPUU

Esrennii Ilerposuy Pagun (K 150-1eTHI0 CO THS poXKaeHNs)

F0.JI. Muszepnuyxuii, E.C. Poineauenxo

OCI1 «Hay4HOo-1ccnenoBaTenbCKNii KIMHUYECKUIA MHCTUTYT neguaTtpun um. akagemuka tO.E. Benbtuuwiera»
®raoy BO PHUMY um. H.W. Muporosa Muusgpasa Poccun, Mockea, Poccus

Evgeniy Petrovich Radin (on the 150th birth anniversary)
Yu.L. Mizernitsky, E.S. Ryngachenko

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

Crarbs nocsimena 150-neruio co ans poxnenns Eprenns IletpoBuya Pajauna, BUAHOTO y4eHOro u aesTesisi COBETCKOTO 3PaBo-
oxpaHenusi. B 1927 r. on Bo3masui co3ganubiii npu Hapkomsnpase PCOCP HayuyHO-HMcC/Ie10BaTeIbCKUIA LIEHTP M0 KOMILIEKC-
HOMY H3Y4YeHHI0 pe0eHKa M moapocTka — [ocynapcTBeHHbI HHCTUTYT OXPAaHBI 310POBbS AeTeil W MOAPOCTKOB MMeHH 10-jetus
OkTs0pbcKoii peposmionun (no3aHee Mockoekuiit HUU nenuaTpuu v 1€TCKOi XMPYPruu, a B HACTOSIIEE BPEMS HAYYHO-HCCIIEN0-
BaTeJIbCKUIl KJIMHUYECKUIl MHCTUTYT NEeAMATPUM U aeTcKoid xupyprud uMm. akagemuka 10.E. Beasrumesa PHUMY um. H. ! Iupo-
roBa), TMPEKTOPOM KOToporo 0bu1 10 1931 r. B ctaThe oTpazkeHbl M3BECTHBIE H MAJIOM3BECTHBIE CTPAHMILI HENPOCTON OHorpadun
Esrenus IleTpoBuya, MHOrorpaHHOCTb €ro OOIIMPHOrO TAJAHTA, HEOUEHNMMbII BKJIA/ B CTAHOBJIEHHE HHCTUTYTA, HA NMPOTSKEHUH
NOYTH BEKOBOIi MCTOPHH HEU3MEHHO OcTalouierocs iarMaHoM pocCHiCKOI neIuaTpuyecKoii HAyKu.

Karoueswie caoea: neduampus, Eeeenuii [lemposuu Paoun, uncmumym O3/ull, uncmumym Beasmuwesa.

Ana umtupoBanuns: MusepHuukunii K0.J1., PeiHradyeHko E.C. PaguvH EsreHuii [eTposuy (k 150-netunio poxaeHus). Poc BECTH nepuHaTos v neam-
arp 2022; 67:(3): 122-127. DOI: 10.21508/1027-4065-2022-67-3-122-127

This article is devoted to the 150th anniversary of the birth of Evgeniy Petrovich Radin, a prominent scientist and figure of the Soviet
health care. In 1927, he was the head of the State Scientific Institute of Health Protection of Children and Adolescents, founded by
People’s Commissariat for Health of the RSFSR — the State Institute for Health Protection of Children and Adolescents named
after the 10th anniversary of the October Revolution (later the Moscow Research Institute of Pediatrics and Children Surgery, at
present it is the Veltischev Research and Clinical Institute for Pediatrics at the Pirogov Russian National Research Medical Univer-
sity) — which position he held until 1931. The article reflects the well-known and little-known facts of Radin’s complicated biography,
the variety of his great talent and his invaluable contribution to the establishment of the Institute, which has remained the flagship
of the Russian pediatric science for almost a century.

Key words: Pediatrics, public health organizers, Evgeniy Petrovich Radin, State Scientific Institute of Health Protection of Children
and Adolescents, Veltischev Institute.
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EBI‘CHI/Iﬁ IMetpoBuy Panun poauncs B 1872 1. B ye3n-
HoM ropojie PaneHOypr PsizaHckoli rybepHun (HbIHE
ropoa YaraeiruH Jlumnenkoit o6iactu) B cembe JiMbOe-
paJIbHOTO KyTIlIa U TOPOJCKOTo TrojioBhl [1—5]. MajeHb-
Koe nMeHune PagnHbIX pacriosiarajioch B cese JleHucoBka
non PanenOyprom, roe y ortua I[lerpa CremaHoBuua
ObUIM BUHOKYPEHHBI 3aBOJA M MeJbHUIIA. TaM Mpouiu
nerckue ronbl EBrenus. Oren u math 3051 [puropreBHa
OBUIM TOPSIYUMU CTOPOHHUKAMM TIPOCBEIICHUSI — TIPU-
BWIM JIeTSAM JIIOOOBb K YTEHUIO, 3HAHUSM, TPUPOJE,
my3bike. [locne cmeptu ponuteneii (orew ymep B 1881 1.,
a mMatb — B 1883 ) EBreHuit BOCIUTHIBAICS CTapUIUM
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oparom — Jleonugom IlerpoBuyem Pagmubim (1860—
1900), u3BECTHBIM PEBOJIOIMOHEPOM, aBTOPOM TMECHU
«Cmeno ToBapum B HOTY...» (1896), TamaHTIUBBIM
IMO3TOM, YYEHBIM U aKTUBHBIM OOIICCTBEHHBIM IEsITe-
JieM [6]. BiusHue crapiero 6paTta cka3ajoch Ha 001Ie-
cTBeHHBIX B3msimax EsreHus. [lomoGHO cBoeMy crap-
meMy Opary, Esrenuit IleTpoBudu ObLI CTOPOHHUKOM
JIEBBIX YOCXKICHUIA.

IMoctynus B 18901 Ha moopuamyeckuii dakynbrer
IMetepOyprckoro yHuBepcuteta EBrenuit IleTpoBuu
BCKOpe TIiepeliesl Ha eCTeCTBEHHOe OTAesieHue (Gusu-
KO-MaTeMaTU4ecKoro (akyjbreta IO ClieflaM CBOETO
crapmiero Oparta Jleonmma IleTpoBmua, romoMm paHee
3aKOHUYMBIIIETO YHUBEPCUTET. B CTymeHYecKHe TOmIbI
EBrenuii yxe npuoOIIMICsS K OOIIECTBEHHOMY JBU-
KEHMIO W Jake CTall PYKOBOIUTENEM CTYAECHUECKOTO
KpYyXKa, B KOTOPOM 3aHMMaJICS KONMPOBAaHMEM HeJie-
raJIbHOM JIUTEPaTyphl, COCTABJIST U PACIIPOCTPAHSLIT ITPO-
kinamaiuu. B guBape 18921 E.I1. Paguna apecrosanu
3a TIPUYACTHOCTh K aHTUIIPABUTEILCTBEHHOU IeATETb-
HocTu. [Tociie 4eThIpeXMeCIYHOTO 3aKTI0YeHUsT OH ObLI
cociman B Cubupb, mocie 8-MeCcSIYHOTo IpeOBIBAHUS
B TIOPbME €T0 TIepeBeIM MO HaA30p MOJULIMKA B T. Bopo-
HEX, TJe B TO BpeMs yXe TakKe TMOJ HaJ30pOM Haxo-
muiacsa B.M. BennukuH, 3aHuMaBIiasics (peabaiiepcKoi
MPAKTUKOW M KYJIBTYPHO-TIPOCBETUTEIBCKON JIeATE b~
HocTblo, 1 H.M. MicnonatoB — Bpay Keqe3HOTOPOKHbBIX
mactepckux. Bmecte ¢ Humm E.I1. Pagun mpunHuman
y4acTue B CO3IAaHMU TEPBBIX B TYOEPHUU COLIMA-IEMO-
KpaTMYeCKUX KPYKKOB, B OpPraHU3alluy PEeBOJIOLIMOH-
HOI TTpoTaraHbl cpean padboveilt MOJIOIEKH.

Ilocne apecra Esrenuii I[leTpoBud HeomHOKpaTHO
COBepIIIaJl MOMBITKU BEPHYTHCA K 0O0pa30BaHUIO, OJHAKO
XoJaTalicTBa He ObLIM YIOBAETBOPEHBI M OH ObLT BBIHYXK-
neH B KoHue 18951 yexaTh 3a TpaHMILy, IIe ITOJTy-
yun obpasoBanmne B llBetimapuu u Iepmanun. Ilocie
OKOHYAaHUSI MeIUIIMHCKOro dakyabreta bepinHCKOro
yHuBepcutera B 1900 . 1 mosiydeHusi 3BaHUsI JOKTOpa
MeIWIMHBI OH Bo3Bpatwicsi B Poccuto u pabo-
TaJ B KauyecTBe Bpayva-TicuxuaTpa cHavaia B Kai-
MOBCKOI TICUXUATpUYeCKOi GosbHUIe B HikHem
Hosropoge (1902), a 3atem B [TaHTeneliMOHOBCKOI
ncuxuaTpudeckoit 6onapbHulie B [letepoypre (1903—
1914) 1 onHOBPEMEHHO I1IKOJIbHO-CaHUTAPHBIM Bpa-
YOM B KOMMEPUYECKOM yUuiuiie B JIecHOM.

Ve B 5TU TOObl B TpydaxX U JAESITEIbHOCTH
E.I1l. PanunHa, KOTOpBIii OBLT IIMPOKO 0OOpa3oBaH-
HBIM BPaYOM-TICUXUATPOM M IIKOJbHBIM TMTUEHU-
CTOM, OTYETJIMBO TPOCIIEKUBAJICS TIIyOOKMIA MHTEpEC
K BOJIHOBABIIMM TPOTPECCUBHYIO PYCCKYIO MHTEJLIN-
TeHIIUIO COLMATbHBIM TIPOOJeMaM 3TUX ABYX CIEL-
aJlbHOCTE. XapaKTepHbBIMU B 3TOM OTHOIIECHUH
SIBJISIIOTCSL €70 pabOThI «3agaun HEPBHO-TICUXUATPH-
YECKOM TUTHEHBI OOy4eHUs M BOCIMTAHUS pebeHKa
B cpenHeil mkoje» (1910), «/lyieBHoe HacTpoeHue
COBPEMEHHOI1 yualueicst mojonexu» (1912), nanu-
CaHHbIE TT0 MaTepuaiaM aHkeTbl Pycckoro oOiectsa
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OXpaHEHUsI HAPOIHOTO 3IPaBUsT CPEAM YUaIIUXCs TeTep-
OYprcKuX BbICIIMX y4eOHBIX 3aBeneHuid u ap. [7—11].

B psine pabor E.I1. PaguH moxaszan cebsi riiyboko
00pa3oBaHHBIM  CIELIUATUCTOM-TICUXMATPOM U TICHXO-
JIOTOM, MACIITAOHO MBICIIAIINM YeJIOBEKOM, OOJIBIINM
3HATOKOM JIUTEpaTypbl, UCKycCTBa, (hUaocohuu, HUCTO-
puu. Creayer ynomsiHyTb mpo pabotsl «[lcuxuarpuye-
ckuii B3mIs Ha «Bnactb 3eman» I Yenenckoro» (1902),
«IIpobiema 1oj1a B COBpeMEHHOI JINTepaType U OOJIbHbIC
HepBbl» (1910), «DyTypusm u 6e3ymue: mapauien TBOp-
YecTBa M aHAJIOTUM HOBOTO sI3bIKa Ky00-(yTypUCTOB»
(1914) (puc. 2) [12—14]. Hapsiny ¢ ocTpoii KpUTUKOI1
¢yTypr3ma, MOHMMAaeMOIr0 aBTOPOM KaK MMCTUYECKOe
TeYeHUE, B KHUTE COAEPXKUTCS HEMaJO LIEHHBbIX HaOJIo-
JIEHWIA KacaTeJIbHO psiia OCHOBHBIX MPUHIIUIIOB (hyTypH-
ctnaeckoit kpeatuBHocT. Ocoboe BHUManue E.I1. Panunx
yaeausl TBopyecTBy B. XeOHMKOBa, OCHOBOITOJOXHMKA
pycckoro ¢yTyprsma, a Takxke MpUBeS] MHOTOYUCICHHbIE
MpUMEpPbl TEKCTOB, PUCYHKOB M KapTWUH IyIIEBHOOOJb-
HbIX. B mpenycioBun K (akKCMMWIBHOMY TIeper3IaHuIo
3TOM peIKOU HbIHE KHMIM, BBILLIEALICH B CBET B KOHLIE
1913 . — nHauane 1914 1., monorpacdusa E.I1. Paguna pac-
cMmaTpuBaeTcsl Ha (oHe nebaToB O (QYTYpPUCTUYCCKOM
0e3yMUM U AUCKypca <«BBIPOXICHUS» U «IeTeHEepal»
koH1a XIX — Hauana XX BEKOB.

E.I1. Panyx OBIT aKTUBHBIM YYaCTHUKOM OOBbEIMHE-
HUIA TIPOrPeCCUBHON pyCCKOI OOIEeCTBEHHOCTU Havasa
XX Beka: Pycckoro oOliecTtBa oXpaHEHUS HapOIHOTO
3npaBusi, [luporoBckoro oOIiiecTBa M €ro Che3noB,
OO611ecTBa HapOIHBIX YHUBEPCUTETOB, MPUHUMAJ y4a-
CTHE B opraHu3aluu pabouux Kiyoos (mocyie 1905 r)
n ap. C navana 90-x rogoB XIX Beka E.I1. Pagun npuHu-
MaJl aKTMBHOE ydJacTHe B PEBOJIIOLIMOHHOM JBWXXECHUU,
TTOIIEPKUBAT CBSI3U C CeMbell BeTMUKMHBIX, TOM KOTO-
PBIX OBLT B T€ TOABI OMHUM U3 LIEHTPOB PEBOJIOLIMOHHO
Mockassl, rae yacto BcTpeuanuch B.JI. bonu-bpyesuy,
I.T. Cmupgosuy, C.U. Munkesnu, U.®. [lydbpoBUHCKMIt
U IpYTUe UICKPEHHUE MapKCHCTHI.

"B IL PALHHD,

AOKTOFE-ICHXIATFE.

TPOBJEMA TI04A H_BOJBHEIE KEPBH

Puc. 2. O6a0xxku kuur E.I1. Paguna.
Fig. 2. Covers of books by E.P. Radin.




B rons! nepBoii MupoBoii BoitHbl E.I1. Panun — crap-
muit Bpau rocnutansgs KpacHoro Kpecra mist mymies-
HOOOJIBHBIX O(puIIepoB, pacrojoxeHHoro B Kyckose
non MockBoii. Benukass OKTsI0pbcKasi COIMAIMCTUYE-
CKasl peBOTIONMS OTKPhIIa BO3MOXHOCTH JUISI OCYILECT-
BJICHMS TIJIAHOB MPOTPECCUBHBIX Bpaueit Poccuu, u mom-
Besa E.I1. Paguna k Bctyrenuto B 1917 1. B Poccuiickyto
KOMMYyHHCTHYecKYIo mapTtuio [3]. IlepBoe BpeMst mocie
pPEeBOJIIOIIMY OH TpoxorKkaid padboraTh B KpacHom Kpe-
cre, MoJIepXuBasl IeJ0BbIe U IpykKeckue cBsi3u ¢ B.M.
bonu-bpyeBuu (BeanukuHoit). Beicoko LieHs1 0oJblIOi
untepec E.I1. PaguHa K AeTCKO# ncuxuaTpuu U MIKOJIb-
HOI caHWTapuu, OMBIT ero padoThl B 3TOI 00JaCTH,
BEPHOCTb TPOTPECCUBHBIM TPamUIUsSM U TPaBUJIb-
HOe TIOHMMaHWe CBEPIIMBIIUXCS B CTpaHe COOBITHIA,
€ro TOTOBHOCTh OTHATh CBOM 3HAHUS U ONMBIT MOJIOAOM
Cogerckoit pecriyonuke, B.M. bonu-bpyesuu (Bennu-
KWHA) MpUriacuia ero Ha paboTy B BO3IJIABJICHHBIN €10
BpaueOHO-caHuTapHbI oTaesr Hapkomrpoca.

Ilocne cmeptu B.M. bonu-bpyesnu (Bennuku-
Hoit) E.Il. PaguH BO3mIaBW WIKOJBHO-CAHUTAPHBIN
otnen HapkomsapaBa, KOTOpPBIM, pacripoCTpaHUB CBOU
(yHKUIMM M Ha JeTeil TOUIKOJBLHOTO BO3pacTa, ¢ KOHIIA
1918 . monyuymsn Ha3BaHME OTOEJIa OXpaHbl 3I0pPO-
Bbsl JIeTeil, a HECKOJIbKO TO3IHEE — OXPaHbl 3I0POBBS
nereir u noapoctkoB (O3Aull). E.I1. Pagun ycneurHo
BO3IJIaBJIsUT 3TOT oThea B TeueHue 10 yer (1918—1928),
OIIHOBPEMEHHO MPUHMUMAs B 3TU U IOCIEAYIONINE TOIbI
aKTUBHOE yJyacTHe B paboTe IPYrUX yUpeKAeHU 1 opra-
HU3aLMI TI0 OXpaHe 3I0pPOBbSl JETed M TMOAPOCTKOB.
B 1927 . oH Bo3miaBui co3maHHbIi npu Hapkom3apase
HayYHO-MCCIIEIOBATEILCKUI LIEHTP IO KOMIUIEKCHOMY
M3YYeHUIO0 pebeHKa M ToapocTKa — locymapCTBeHHBIN
MHCTUTYT OXpaHbl 310POBbS IeTeil 1 TMTOAPOCTKOB UMEHU
10-netust OKTsIOpbCKOM peBosIOLMHU (1Mo3aHee MOCKOB-
CKUI HayYHO-MCCIIEIOBATEILCKUI MHCTUTYT TIeIUaTPUN
U JETCKOM XUPYPTUHM, a B HacTosIee Bpemst HayuHo-uc-
CJIeI0BATEIbCKUM KIMHUYECKUI WHCTUTYT TeIUaTpUN
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Puc. 3. Turyabubie crpannup Tpyaos E.I1. Paguna [16, 17].
Fig. 3. Title pages of the works of E.P. Radin.

UCTOPUA NEOUATPUU

u gerckoit xupyprum um. akaa. FO.E. Bensruinena),
IMPEKTOpOM KoToporo o611 10 1931 1 [15].

Mmnorue pa6otsl E.Il. PanuHa mnocssineHsl o0Immm
Hay4YHO-OpTraHW3allMOHHBIM BOIIPOCAM  OXPaHBl  30PO-
Bbs JIeTell M MOIPOCTKOB. Kpyr mx MMpoK u pa3zHooOpa-
3eH: TEOpPETUYECKME YCTAHOBKU B OOJIACTU OXPaHbI 3710-
POBBSI JIeTell 1 TIOAPOCTKOB, CTPYKTypa M 3a1ayd OpraHoOB
W YYpEXXISHMI 3TOro Impodumiist, 6opbda ¢ JETCKOI OecIpu-
30pPHOCTBIO, OXpaHa TCUXUYECKOTO 3I0POBbS IETEl, POIh
00IIECTBEHHOCTH B OOphOE 3a 3M0POBYIO CMEHY M MHOTHE
npyrue. OnHa U3 TakuMx padoT «310pOBbe B TBOMX pyKax
yepe3 pu3nyecKyto KyJasTypy», oryoinKoBaHHas B 1922 1.,
cTajla HEKOTOPBbIM 00pa3oM TIpOoIaraHmoil  3I0pOBOTO
obOpa3a >KMU3HM, KOTOPBIM TaK CTPEMUTEIbHO BOPBAJICS
B «IIaTpUapXaIbHO-KPECTbIHCKUI W TIOMEIIUYNIA ObIT»
TOTO BPEMEHM, BBIPACTUBILINIA B KaXKIIOM YEJIOBEKE Cymapst
Oo6nomoBa, ¢ koum E.I1. Pagun GopoJicst Ha NpoTsoKeHUr
MpaKTUYECKN Bcell cBoeil xxu3Hu. [loxamyii, crout yro-
MSIHYTb 00 aKTyaJIbHOCTH 3TOM MPOOJEeMbI BO BCE BpeMeHa.
Wwmenno Esrennii [letpoBud co cBoMM TBepAbIM HaMepe-
HHMEM YJIYYIIUTb AyX U KYJIBTYpY HAaceJIeHUS CTal 3HAYMMOI
4yacTelo TOro (hyHAaMeHTa OOIIECTBA, HEMOKOJeOMMOCTh
U CTOMKOCTh KOTOPOTO HEBO3MOXHO pa3pyllInTh. «bymb
CMeJI, BBIHOCJIMB, CUJIEH BOJIel0, HEMoOeAWM W 3I0pOB
u (U3MYECKHU, 1 JyXOBHO», — MMeHHO Tak E.[1. Pagun
3aBEPIIAET CBOE ITOBECTBOBAHME 1 MPU3BIBAET K TOW CaMOM
«CBO0O/IE, HAITOMUHAIOIIIEH BETep B BOJIOCAX B 3HOMHBIN
JIETHWIA IeHb, KaK IJIOTOK CBEXKEro BO3MyXa, IPEUCTIOTHEH-
HBII BIOXHOBEHMSI 1 3KeJlaHues co3umaTh» (puc. 3) [16].

K 10-netuto OkTsa0pbcKoOii peBositoliuu EBreHuit
IleTpoBuu omy0suKoBan padoOTy, B KOTOPO# moapo0-
HEWIIMM 00pa3oM omucanl JeaTebHOCTh KaXI0To
MmoJpasiesieHusT CBOEro JeTulna — locymapCcTBeH-
Horo HayuyHoro uHctutyta O3[ull. B cBom 55 ner
E.Il. Pagun He yTpaTui CTpeMJIeHUSI CO3[aBaTh,
HECMOTpPsI Ha TPYAHOCTHU U TIpeTpaabl Ha MyTH, O KOTO-
PbIX OH BCKOJIb3b YIIOMUHAET B KaxJI0i CBOeil padoTe.
OH TBOpUMIJI IJig AeTeid, co3maBas Ha 0Oa3e MHcTuTyTa
JIECHYIO IIIKOJIY, CAHATOPHBIN Jlarepb, MeIUKO-TIIe-
JIOJIOTUYECKUE CEKIIMU ISt AeTel C pasIMIHbIMU
matoysorusMu. Ha nmepBoe MecTo 3amauy MHcTHUTyTA
BBIXOJIMJIM paHHSISI OMArHOCTMKa 3aboJieBaHMIA,
MPEeUMYIIECTBEHHO HEBPOJIOTMYECKOTO XapaKTepa,
u obclieqoBaHue JeTeil, U3ydeHne WX IIKOJbHOM,
COLIMAJIBHOM CPe/Ibl, KOTOPHIM 3aHMMaJach CEKIIUs
TMTUEHUYECKOM KYJIbTyphl (cM. puc. 3) [17].

EBrenuii [lerpoBru BMecTe ¢ KOJUIEKTUBOM Opra-
HM3aTOPOB 3IPaBOOXPAHEHUs] W YYEHBIX BHECIH
B TO BpeMsl OIpPOMHBII BKJIad B pa3pabOTKy Hayu-
HBIX TIPOOJIEM OXpaHbI 3JI0POBBS JETel U TOIPOCT-
KOB, BHEIpEHHE UX B MPAKTUYECKYIO IEATCTbHOCTD.
Verpemnenus E.I1. Paguna, ero rmy0okuii M pa3Ho-
HampaBJIeHHbII WHTEpec K IpobjieMaM TeauaTpuu
(«IIemonorun») Hald OTpakeHWe W B OpraHu3a-
IIMOHHOM CTPYKType CO3MaHHOTO WM WHCTUTYTa
O3dull (puc. 4). Camoe 6aM3KOE ydyacTue MPUHU-
man E.II. Pamun taxke B pabore locymapcTBeH-
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HOTO UHCTUTYTa (DU3KYJIBTYpPbl, KOTOPbIi C MOMEHTA €ro
coznanus (1918) m no cepenrubl 1930-x TOIOB BXOIMII
B cucteMy HapkomaapaBa PCOCP [18].

E.I1. PagyH — aKTUBHBIN YYaCTHUK MHOTOYUCIIEHHbBIX
Cbe310B, KOH(MEpeHLMIi MO BOMPOCaM OXPaHbl 310POBbSI
neTeit U moapocTkoB, aBTop 6osee 100 onmyOIMKOBaHHBIX
paboT no 3TuM npobiemam. Yepe3 HEro ocyllecTBIIsIACh
cBs13b HapkoM3apaBsa ¢ pa3iuuHbIMU FOCY1aPCTBEHHBIMU,
MapTUUHBIMU, COBETCKMMMU, OOILIECTBEHHBIMU OpPraHaMU,
TaK WM MHaYe CBSI3aHHBIMU C pa3pabOTKOM 3TON BaXKHOM
koMmruiekcHoil mnpodsnembl (Hapkomnpoc, Hapxkomtpyn,
LK BJIKCM, UK «MeacanTtpym» u ap.).

B teuenue pspa et E.I1. Pangun Obu1 o1HUM U3 OTBET-
CTBEHHBIX CEKpeTapeil Beayllero Hay4HO-IPaKTUYECKOTO
>XKypHaja B obacTu nmeauatpuu «OxXpaHa 310pOBbsI IeTei
U TTOIPOCTKOB».

Bbonbiryio padoty Ben E.I1. Panun B kauectBe uieHa
NIBYyX opraHuszauuii, coznanibix npu BLIMK u urpaBmmx
B T€ rofbl OOJIbUIYIO POJb B KOMIUIEKCE MEPOIPUSITUIA
CoBeTCKOl BJIaCTU MO OXPaHE >KWM3HU U 3[10POBbs AeTei
1 oApOoCcTKOB — Komuccuu no yaydiueHuIo XXUu3Hu aeTei
u Ilpesuanyma Briciiero coBeta (pmu3nueckoi KyabTypbl.
IlepBasi, kak u3BecTHO, ObuTa co3maHa B 1921 T. u BO3-
rmasnsiiack @.D. I3epKMHCKAM, a TIOCIe €r0 CMEpTH,
¢ 1926 ., — H.A. Cemamiko. Bo rnase cozganHoro B 1923 .
Briciero coseta huznueckoil KyJabTypbl TAKXKE Ha MPOTSI-
>keHnu MHorux Jiet crost H.A. Cemaitko.

P

IIpoGiembl (usnueckoit KyJabTypbl, pPOJIM Bpaya
B (U3WYECKOM BOCIUTAHUM NETed WM MOJIONEKU, 3Ha-
yeHre (U3KYIBTYPH B CBSI3M C HAapOXKIABIIUMCST TTHO-
HEPCKWUM JIBIDKEHUEM 3aHUMAaIOT HEMaJlOBaXKHOE MECTO
B Tpynax u nedreapHoctd E.I1. Paguna. HoctarouHo
MPUCTAIbHOC BHUMAaHWE OH YACTSUT TOMYJISIpU3aIuu
HayYHbIX 3HAHUW U JOCTMKEHUI COBETCKOTO 34PAaBOOX-
paHeHus. Ob6yianast JapoM nucatesisi U Momyasipu3aropa,
OH C YBJIEYEHUEM MUCAT MOBECTHU, MbEChI, MOCTAHOBKU
Ha TeMBbI, CBSI3aHHBIC C STUMU BOITPOCAMU.

ITocne BbIHYX1€HHOTO (U3-32 HApaCTAIOIIMX HAMAI0K)
yxoza u3 Hapkomsapasa Esrenuii [TerpoBuu npomoskan
ele HeKOTOpoe BpeMsl MIPUHUMATh y4acTue B paboTe pefl-
KoJulernu xypHana «OxpaHa 3710pOoBbsl IeTei U MOAPOCT-
koB». [locne pesomouuu E.T1. PanuH Ha npoTsokeHUU
MHOTUX JIET ObUT YIEHOM MpaBJeHusl, CO30aHHOro B 1921 1.
u pykosoaumoro B.JI. bonu-bpyeBuuem koonepaTuBHOTo
u3natenseTBa «KW3Hb M 3HAaHWE», TPUHUMA YydacThe
B pabote cozmaHHoro B 1934r. B.JI. bonu-bpyeBuuem
TocynapcTBeHHOTO JIMTEPATYPHOTO MY3€sl.

E.Il. PagunHy no npaBy NpUHAUIEKUT BUAHOE MECTO
B MCTOPUU CTPOUTENICTBA COBETCKOTO 3APaBOOXpaHe-
HUS. BaxHeWmmM KayecTBOM, 3aJIOKCHHBIM B (yHmIa-
MEHT 3TOrO 4eJIoBeKa, ObLI0 YMEHUE JOBEPSTh JIIOISIM
u BepuTh B HUX. K coxanenuto, E.I1. Pagun paznenun
Cynb0y MHOTHX YECTHBIX PEBOJIOIIMOHEPOB-OOJBIIICBU-
KOB: B 1934 1. 6b121 OTCTpaHeH oT Je, B 1936 . — apecTto-
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um. 10 jet OkTAOpbCKOIi PeBotonumn.
Fig. 4. The structure of the State Scientific Institute of Children’s and Adolescents’ Health Protection named after. 10 years
of the October Revolution
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Puc. 5. O610KKa ¥ TUTYJIbHBII JIMCT KHUTH « K0 BTOPOii ro0BIIMHE OKTAOPHCKO# PEBOTIONN»

(1919) [20].

Fig. 5. Cover and title page of the book «On the Second Anniversary of the October Revolution»

BaH 1 MHoTue roasl nposell B ['VJIAle, a B 1953 1. ymep
B OOHOI M3 CUCTEM 3TOTO yIipasieHus [19].

Opnako paxe crycts 150 JeT co OHS TIOSIBIICHMS
Ha CBET 3TOr0 YHUKAJbHOTO YeJIOBEKa €ro Hacliieaue
MPOAOJIKAET KUTh C HAMU. A YTO CTOUT 3a BCEMU TpY-
JlaM¥, BJIOXEHHBIMM B CepAlLa JIIONEH, 3alMCaHHBIMU
Ha Oymary, OCTaBJICHHBIMM B TTAMSITH TTOKOJICHUA?

«be3 hyHmameHTa He MOXeT IepKaThCs BepIInHay». Tak
ckazan A.B. ¥Y3nanckuii B ero copmectHoit ¢ E.I1. Panu-
HeIM KHUTEe «Ko0 BrOpoii romoBiiHe OKTIOPLCKON peBO-
gmounu» (1919), mocBsiieHHOM MX 00LLEl 3HAKOMOI,
ommskoit noapyre Esrenus Ilerposuua — Bepe Muxaii-
snoBHe boHu-bpyesuu (puc. 5) [20]. K momeHTy nznaHust
aToit KHuru Paguny 66110 47 jiet (puc. 6).

EBrenuii IleTpoBUY MCKpeHHE BEPUJ, UTO OTKPbIB-
mreecst Oyayiiee MposiBUT «JIy4dllive KauyecTBa YyeJloBeKa —
MPSIMOTY, TIPaBAUBOCTb U OTKPOBEHHOCTb». DTOT BEJIU-
KW 4eoBeK TMPU3bIBAJI K CBOOOIE M OCBOOOXKICHUIO,
rucaj MpoCTbIMU CJI0BaMU 00 UCTUHE, KOTOpasl HE yTpa-
yuBaeT ce0s CKBO3b ropa. Jlemast BBIOOp OBITH 4YecT-
HBIM C COOOIi, YeJIOBeK OT CYIIECTBOBAHUS MEPEXOIUT
K Xu3HU. CI0XHOCTb 3aKJTI0YAETCS JIMIIb B €3KeTHEBHOM
BBIOOpE U eXXeTHEBHOI Oophoe.

bopelr 3a cnpaBemIMBOCTL U PABEHCTBO — TaKUM
MBI MoxeM BuaeTh EBrenms IlerpoBmua. OH mwmcan
O HEBO3MOXHOCTM  CYIIECTBOBAaHUS  CUJIbI  Jyxa
6e3 ¢dusnueckoit 3akanku. «HyxHO, 4TOOBI (usuue-
cKasl KyJIbTypa Halllero Tejia CTpouiach, Kak M JylIeB-
Hasl KyJbTypa, Ha YKpEIUIEHUM BCEeX CTOPOH XXU3HU
tesa». [1o ero MHeHMIO, 310pOBasi paboTa BCeX OpraHoOB
U CUCTEM OopraHu3Ma ObLia 3alllMTHOW MaHTUEl, HEeIo-
KoJeOruMoit cTeHoM mist cuibl ayxa. [loxanyit, B aToM
W 3aKJII0Yajics IVIaBHBIN TMOCHUT XU3HU B Lejiom EBre-
Hus [TeTpoBrya K 00IIIECTBY.

5/%@

Puc. 6. Esrennii ITerpoBuu Pamun (1919)[https://museum.
sportedu.ru/content/ep-radin]
Fig. 6. Evgeny Petrovich Radin (1919)

Croeit cembu u gereir y Esrenmsi I[lerpoBuua Tak
U He cayyuiochb. Ho KTo cka3zall, YTO CMbICI >KU3HU TOJIBKO
B oTOoM? bosiblioe XeJaHue, MaKCUMau3M, CTpeMJICHUE
CHUCTEMaTU3MPOBATh KU3Hb JIFOJIEH 1 OCBOOOAUTD UX, HATU-
yype eIMHOMBIIUIEHHUKOB, TOMIEPXKKA POJHOro Opara
U OMU3KUX Jpy3eid, YBEPEHHOCTb B CBOEM [ieJie, CTallb-
HOW CTepxKeHb U OOJIbllIOe CEeplle — ITO U ecTb (yHIa-
MeHT U rimyouHa Esrenus [lerpoBuua PamuHa; oH Haren
U COXpaHW, CyMesl 3areyararb U Mepeaarb MajleHbKOMY
MUPY Takoe 0OJIbLIOE JEI0 CBOEH XKU3HMU.
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«Ockap B Mmequnune»: cnenpamuctam HUKU neaquarpumn umenn BeasTumesa Bpyaniu

HaMOHAJIbHYIO IpemMuio «IIpu3Banue»

Hessitb cnienmanucroB HUKW nenuarpuu Benbtu-
meBa B cdepax AETCKON KapAuOJOTHM, apUTMOJIOTUU
u (GYHKIMOHAJIBHOM MMAarHOCTUKU YIOCTOWIMCH TJlaB-
Hoi1 Harpaael Poccun B obactu MeauiHbl. Llepemonust
Bpy4YeHUs HallMOHAJIbHOM npemun «[Ipu3BaHMe» COCTO-
sutach 16 WioHs, a 19 MIOHST TpaHCIAIUS HarpakaeHUs
npouuia B a¢upe IlepBoro kanana.

JlaypeaTtamu npemun
«MpussaHue» B 2022 ropgy ctanu:

Illkoavnuxosa Mapus Aaexcandpoéna, OpraHU3aTOP
U PyKOBOAMTENb JIeTCKOTO HaydHO-TIpakThueckoro LleH-
Tpa HapyLIEHU pUTMa CEpALA; HAyYHbI PYKOBOAUTEND
WHcTuTyTa; THABHBIA AETCKUM CHEUUATUCT Kapauo-
Jor M3 PO

bepesnuyrasa Bepa Bacuavesna, 3aBenyioniasi 1eTCKUM
KapauOJIOTUYECKUM OTAEJCHUEeM HapylIeHU cepaed-
HOTO pUTMa

Tepmocecos Cepeeii Apmypoguu, 3aBeyIOlINI OTIEIIe-
HUEM XUPYPTMUECKOTO JICYCHUS CJIOXHBIX HapyIIeHU
pUTMa cepiiia U 3JeKTPOKAPANOCTUMYJISIIUA

Kaaunun Jleonuo Anexceeeuwu, 3aBeyloninii oTmelie-
HUeM (PYHKIIMOHATBHON TUArHOCTMKM HapyLIEeHWH cep-
JIEYHOTO PUTMaA

Kpasuoea Jloboev Apnoavdoena, Benylinii HayIHbIN
COTPYAHUK OTIea IEeTCKOM KapAWUOJOTUM U apUTMOJIO-
I'MU, 3aBedylolas OTIAeJIEHUEM KIMHWYECKON M MHTep-
BEeHIIMOHHOM Kapauoioruu ¢ 2006 mo 2019 rr.

Iloaskoea Examepuna bopucosna, Bpad (QyHKIIMO-
HaJbHOW MMArHOCTUKW, CTAPIIWIA HAyYHBIM COTPYIHUK
OTJIeJIa IETCKOM KapaAWOJIOTUU U apUTMOJIOTT

Havoaposa Pyrxuxncam Ab6dya-laghyposna, crapiuuii
HayYHBIA COTPYAHUK OTAeJ]a JETCKOM KapauOoJOTUU
1 apUTMOJIOTUU

Bepuenxo Eaena Iennaoveéna, Bpad OTIEICHUS
(byHKUIMOHAIBHOM AWArHOCTUKM HapylIeHW cepaey-
HOTO pUTMa

Tapunoe Pycmsm Illamuaesun, Bpady OTIOEICHUS
XUPYPrUYECKOTO JICUEHMST CJIOXHBIX HapyIIeHU puUTMa
cep/la 1 3JIeKTPOKAPANOCTUMYJISILINI

Taxke B yMcjie HOMUHAHTOB, a 3aT€M M JIaypeaToB —
crnieuanuctsl U3 Tomcka, Kazanu u Tsepu:

Kpusonanoe Cepeeii Hukonaesuu, Bpad 1o peHTIeH-3H-
JIOBACKYJISIDHBIM JIMAarHOCTUKE W JiedeHUIo OTaeeHus
XAPYPIUIECKOTO JICYEHUS] CJIOXKHBIX HapyIIeHW puTMa
cepnua u anekrpokaparoctumysiun HWUHW xapamnonorum
DI'BHY «ToMckuil HalMOHAJIBHBIA MCCIIEN0BATEILCKUI
MeIULIMHCKMI LeHTp Poccuiickoit akageMun HayK».

Caodvikosa /lunapa Haveuszaposna, N.M.H., 3aBeIylO-
mas Kadenapoii rocruraibHoit neauarpuun @I'BOY BO
Kazanckuit IMY M3 PO, riaBHblii BHEIUTATHBINA I€T-
cKkuii cieranucT-kapauonor M3 P® B [MpuBokckoM
denepaTbHOM OKpYIe, TJIABHBIM BHEINITATHBIA HETCKUIA
CIIeLIMAINCT KapAnojJor MMHUCTEPCTBA 3ApaBOOXpaHe-

Hus PecnyOonuku TatapcTtaH, reHepaabHbIA AUPEKTOP
Bcepoccuiickoii 00111eCTBEHHOM OpraHU3aluu «Accoly-
alus IeTCKUX KapauoJioroB Poccum».

3yesa Bukmopus [lempoena, 3aBenyroliasi IeTCKUM
LIEHTPOM HapyILIeHUI CeplIedYHOr0 pUTMa U CUHKOIIAJb-
HeIX coctogHuii 'BY3 Tsepckoit obGmactu «Jlerckas
obysiacTHasl KJIMHMYECKasi OoJibHULA», Bpad-ACTCKUIA
Kapanoior, wieH Bcepoccuiickoil o01IecTBeHHON opra-
HU3aLUU «AcCoLMals JeTCKUX Kapauosoros Poccum».

«Ockap B MeIMIIMHE» — TaK OXapaKTepu3oBaja Ipe-
muio «[Ipu3BaHue» 3aBeaylomias IeTCKUM KapauOJIOTr-
YEeCKUM OTHEJIEHUEM HapylIeHU CepIeyHOro pUTMA,
K.M.H. Bepa Bacuivesna bepesnuykas. C 2001 roma
Harpaay MoJyvaroT Jydinde Bpaun Poccuwm, crosime
Ha TMepeIoBOi COBPEMEHHOM MEIUIIMHBI, LIEJTMKOM OTIa-
fo1me cedst mpodeccruoHaIbHOMY JOJITY.

B 2022 romy Harpamoii oTMedeHBI Bpauu KMHCTH-
TyTra Benbruiuesa, co3gasine B 1996 roay yHUKaJIbHYIO
B Poccum u EBporte cuctemMy 3aMKHYTOTO IIUKJIA TUArHO-
CTUKU W JIeYeHUs cepIevyHbIX 3aboseBaHuii. Ceromss,
Oaromapsl 3TOi CUCTeMe, IMPOIOJIKAIOT OUTHCS THICSIYN
NIeTCKUX cepiell 1o Beeit Poccun.

Jl1o6oe yleyeHMEe HauMHAeTCsl ¢ KauyeCTBEHHOU jaua-
THOCTHUKH.

«Korpma x HaM TOCTyIaeT MaiyeHT ¢ HeompeaeaeH-
HBIM 3a00JieBaHUEM, Yy HAC €CThb BCe UISI TOTO, YTOOBI
IMOCTAaBUTh AMArHO3, — paccKa3bIBacT Bpay OTIACICHUS
(pYHKIIMOHAIBHOM JAMArHOCTUKM HAapyLIEHWI cepaed-
Horo put™ma Enena Ilennadveéna Bepuenko. 3adactylo
K HaM oOpalialoTcs AeTU C PEeIKUMHU MaTOJIOTUSIMU.
Hare otneneHue 3aHUMAETCS JIeUEHUEM DJIEKTPUUECKUX
OoJsie3Hel cep/lia, B TOM UYKCJIe TEHETUYECKU JIeTePMMU-
HUpOBaHHBIX. Takue 00JIe3HM BeChbMa CJIOXHO TOYHO
JIMarHOCTUPOBaTh, HO Y HAC €CTh BCE, YTO IS 3TOTO
HE0oO0XOOMMO: BBICOKKE MPOPECCUOHAIBI, NCUYEPITHIBAIO-
KA apceHas PYHKIIMOHAIBHON TUarHOCTUKM, KOTOPBII
OoTpaXkaeT BCE acIeKThl pabOoThl cepilia, KauyeCTBEHHOE
YJIBTPa3BYKOBOE M JIpyroe 00OopyaoBaHUE, 3JIeKTpOdu-
3uojoruyeckasi jadoparopusi, MPT cepaiia, reHoOMHbIe
HCCIIeIOBAHUS U TIP.».

«[log  pykoBomctBOM Mapum  AJleKCaHIPOBHBI
IIIKOJBEHUKOBOM MBI CO3MAIM CUCTEMY NETCKOW Kapmau-
OJIOTUYECKOW CJIy>KObI, KOTOpasi TMO3BOJISIET IPOBECTH
pebeHka u3 aoboro pernoHa Poccuiickoit Menepanmu
yepe3 BeCh MyTh OT MEPBUYHOTO OOCIIEA0OBAHMS 0 TMOJI-
HOTO BBI3IOPOBJICHUSI, — pPacCKa3blBaeT 3aBEAYIOIIUI
OTIEICHUEM XUPYPTUIeCKOTo JIEYEHUsI CJIOXHBIX Hapy-
IIEHWI pUTMa cepala U 3JIeKTPOKAPIUOCTUMYJISIINH,
Bpau cepaeuyHo-cocynucTbii xupypr Cepeeii Apmypo-
euy Tepmocecog. CerogHsi 3TOT TOAXO[, 3apPOAMBIINIACS
B WMHcturyte BenbTuineBa, NMpUMEHSIETCS BO MHOTHX
MEIULIMHCKUX yUpeXneHusx Poccum».

Bpauu 13 pa3HbIX perMOHOB ACJSITCS IPYT C JIPYyrom
OIBITOM Y€pe3 CUCTEMY IVIABHOTO CIElMaancTa Mo JAeT-
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«Ockap B MemuiHe»: crenmamictam HUKU nexnatpun umenn BensTuinesa Bpyuniy HallMOHATbHYIO TpemMuio «[1pu3Banue»

POCCUVICKWIA BECTHUK NMEPUHATOJIONW U MNEANATPUM, 2022; 67:(3)
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2022; 67:(3)




cKkoiikapauojiorun MwunsapaBa Poccum m gepe3 Acco-
HUALMI0 JeTCKUX KapanooroB Poccuu. C akTUBHBIM yva-
CTHEM PErMOHAIbHBIX MEAMKOB U MPU TTOJIEPXKKE Bpadeit
n3 HMuHcrturyra BenbruieBa cucrema CrielMaanu3upo-
BaHHOI TTOMOIIM ACTSIM C HapyIIeHUSIMU PUTMa Cepliia
MOJIy4YrJsia IMPOKOE PaclpoCTpaHEHUE 110 CTPaHe.

Tak, Bpauu u3 ToMcka ciennagn3upyroTcst B 001acTh
WHTEPBEHIIMOHHOM IMAarHOCTUKHU U JICUCHUsI HapyIIeHU I
puTMa cepilia y eTeil, akTUBHO pa3BMBasl 3TO HaIlpaB-
JICHWE Ha YpPOBHE BbICOYAMIIIMX CTAaHAAPTOB KauyecTBa.
bonbiioe 4ucao mauMeHTOB JIETCKOro Bo3pacTa IMpo-
xomaT JiedeHue Ha 6aze HUMUM kapmmonormu PI'BHY
«ToMckmii HalMOHANBHBIN MCCIEHOBATEILCKAN MeIM-
nmuHcKMi neHTp Poccmiickoit akagemun Hayk». C HUMU
Bpaun MHcTtutyTa BenbruieBa mpoBOISIT COBMECTHbBIC
oriepaluu, akTUBHO JIEJISITCSI OTIBITOM.

Menukn n3 KazaHu co3gaay IMOJTHOLEHHYIO CUCTEMY
OKa3aHMUSl  CNEUMATIM3UPOBAHHON  TMOMOIIM  JIETSIM
¢ aputmusimu. M3 Tarapcrana 8 HUKW Bensrumena
HArpaBJsIOT AETeil CO CIOXHBIMMU IJII ITMAarHOCTUKU
U MHTEPBEHUMOHHOTO JICUEHUS] HApyIICHUSIMM pUTMA,
Kak MpaBWJIO, HAC/IEICTBEHHBIMU.

TBepb B 00J1aCTM AETCKO apUTMOJIOTMM 3HAMEHUTA
TeM, 4To yxe ¢ 1998 roma B ropome GyHKIIMOHHUPYET
NIETCKUI LIEHTP HapylleHUI puTMa, Tie MPOBOAAT Aua-
THOCTUKY M JieyaT JeTeii. B 1eHTpe HeT Xupyprudyeckoi
0a3bl, MO3TOMY JIJIsSI UHTEPBEHIIMOHHOTO JICUEHUsI Malu-
€HTbI HAMpaBJISIIOTCS K crieuaiuctaM B MOCKBY.

Cerogns crietmanuctsl HUKW nennatpuyn nmeHu
Benbruiiena B cepe aeTCKOM KapauoJIOrud — KOJUIeK-
TUB, OOBEIMHEHHBIM OOLIMM YYBCTBOM MPUYACTHOCTU
K T7100aJIbHOM MUCCUU.

«JleTckast apuTMOJIOTUsI — 3TO OrPOMHAasl YacTh MOE
JKM3HU, — paccKa3bIBaeT BeAYIIMi HAyYHBIN COTPYIHUK
OT/EJIeHUsI KJIMHUYECKONW M WHTEPBEHLIMOHHOW apuT-
Mojioruu Jloboss Apunoavdosna Kpasuyosa. D10 Orpom-
HbII TTyTh, KOTOPBIH 1 TIpolLIIa BMECTe CO CBOMMU KOJI-
JleraMM Y, HaBEpHOE, HUKOTJa He CMorja Obl MPONTH
B OMHOUKY. | GiaromapHa cyab0e 3a To, UTO CBeJla MEHSI

¢ Mapueii AnexkcanapoBHoii llkonsHukosoii. Torma,
B 1995 rony, oHa yBUIEeIa BO MHE TIOTEHIIMAI U TTOMOTJIa
BBIPACTH B XOPOIIIETO CIEMATNCTa, 3aBeAYIONIYI0 OT/Ie-
JICHUEM apuTMOJIOTHH. JleTcKast apuTMOJIOTHSI MHTEPECO-
BaJla MEHsI BCIO JKW3Hb, U CETOMHS sl TTPOIOJIKAI0 3aHU-
MAaTbCsl JTIOOUMBIM JIEJIOM».

Jlaypeatsr mpemun «[Ipu3BaHue» BUAAT B Harpajie
KaK BBICOKYIO OLIEHKY CBOeil MpodecCUoHaIbHOI aesi-
TEJbHOCTHU, TaK HOBbIE BO3MOXKHOCTHU JUISI UCTIOJTHEHUSI
CBOETO BpaueOHOTO J0JITa.

/17T MeHsT 3TO CTMMYJ K JajibHeMIleMy pa3BUTHIO
1 BO3MOXHOCTBD JIJISI TOTEHIIMAIBHBIX MAllMEHTOB MTO3HAa-
KOMUTBCS ¢ Halllelr paboToil, — Mmojeauaach Bpad QyHK-
nuoHanbHOM nuarHoctuku HUKMW, crapiuuii HaydHbIi
COTPYAHUK, K.M.H. Examepuna bopucosna [loaskosa. —
YeM Ootbllle TI0[EH Y3HAIOT O HAC, TEM OOJIbIIEMY YHCITY
MalMeHTOB MbI CMOXeM MOMOYb. M, KOHEYHO, ST UCITbI-
TBIBal0 OOJIBIIYIO TOPAOCTh 3a Hall LeHTp. To, 4TO KOJI-
JIeTH OLIEHUJIW Hallly paboTy — OYEHb LICHHO».

«HenepenaBaeMoit pamoCThio U TOPAOCTHIO IJIST BCETO
Hamrero MHCTUTYTa cTajio JTOCTUXKEHUE OOJIBIIUM ITPO-
(eccrnoHaIbHBIM KOJUIGKTUBOM JIETCKUX KapIuOJIOrOB
U XMPYProB-apUTMOJIOTOB TIOJI PYKOBOACTBOM MpO.
M.A. [lIkon1bHUKOBOI HAIIMOHAJTBHON MTPEMUU JIYULLIUM
BpayaMm Poccuu «IIpusBaHue», — MO3ApaBUII JlaypeaToB
nupekrop MHcturyra Benbruiesa ripod. Imumpuii Ana-
moavesun Mopo306. YeTBepTh Beka KOJIJIETH (hOPMUPYIOT
CJIAXEHHYI0 CUCTeMY ITOMOIIM IETSIM C HapyHIeHUSIMU
pUTMa Ccepjla, KoTopasi CeroiHsI paboTaeT KakK 4Yachl.
Hocroiineiime! Oyens moyetHo! HaBctpeuy 100-neTuro
WMHucTtutyTa Benbruienal».

IMozapaBnsiem cneunanuctoB MHctutyra Benbru-
1IeBa, BBITAIOIIUXCS MPOMECCMOHANIOB C 3acTyKeHHOM
Harpamoit! Bbl nemaere OrpoMHBINM BKJIag B MUCCHIO,
BO3MOXHO, caMylo OJaropogHyl0 M3 TeX, UYTO CTOSIT
repes1 4YeJI0BEYeCTBOM, — B COXpaHEHME 3I0POBbs JCTE.
Ot Bcero kosutektBa MHcTtuTyTa Benbruiesa kenaem
BaM 3I0POBbsSI, BHYTPEHHEW TapMOHMM U, KOHEUYHO,
HOBBIX TTPO(heCCUOHATTLHBIX TTO0OEI.
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