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Yacrora BPOZKJICHHBIX IIOPOKOB Cepaia y HOBOPO2K/ICHHbIX: JIECATUJIETHUMA ONBIT OIHOMN
KJIMHUKHA
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Frequency of congenital heart diseases in newborn: ten years’ single clinic experience

A.A. Sokolov, G.1. Martsinkevich, A.V. Smorgon

Tomsk National Research Medical Center of the Russian Academy of Sciences, Tomsk, Russia

BpoxkneHHble MOPOKH cepaa BCTpevyarTcs B nomysinun ¢ 4actoroii 8 Ha 1000 xuBopoxkaeHnbix. Hdopmanus o pacnpocTpapeH-
HOCTH Pa3JMYHBIX BPOXKIEHHBIX MOPOKOB CEP/IIIa Y HOBOPOXKIEHHBIX B CBSI3U C IIMPOKUM BHEIPEHHEM MPEHATAIBHOM YIbTPA3BYKOBO#
JIMATHOCTHKH U MOBBIIIEHHEM €€ TOYHOCTH MO3BOJISET IIIAHUPOBATH 0EPEMEHHOCTh M TAKTUKY BeJeHHS HOBOPOXKIEHHBIX C KPUTH-
4eCKHMH Mopokamu cepana. Llenbio HacTosmero uccieq0Banust ObLIO PETPOCTIEKTHBHOE H3yJeHHe YACTOTHI PA3TNYUs PA3TMIHBIX
BPOK/IEHHbIX MOPOKOB CEP/NA MO JAHHBIM XOKAPAUOTrpahuuecKoro CcjieJOBaAHUS CPpeIy HOBOPOXKIEHHBIX B PAMKAX ONbITA OAHOM
KJIMHUKH 32 niepuof ¢ 2009 no 2019 r. B ximnuke HUU kapauoiorun axokapauorpaguueckue ucciie10Banus BoinoJiHenst y 34 298
nereii B Bo3pacte ot 1 aus 10 17 jet, cpeanmii Bo3pacT coctaBua 3,68 rona, menuanusiii 2,0 roga. HoBopozkieHHbIe M3 HUX COCTAB-
154 4,6% (n=1607). IIpoanau3upoBanbl pe3y.JIsTaThl 3X0KapAHorpapudecKux uccaenoBanuii y 1607 HoBOpOXKIEHHBIX B BO3pacTe
ot 1 10 27 nueii. Y 247 (15,3%) o6cienyeMbIxX BpOKIEHHBIX IOPOKOB He BbISIBIEHO, Y 1360 HOBOPOKIEHHBIX HMEJIMCh Pa3INYHbIE
BPOK/IEHHbIE IOPOKHU CEPALA. YCTAHOBJIEHO, YTO HAMOOIee YaCTO BCTPEYAIOIMMHUCS NIOPOKAMHU Y HOBOPOXKIEHHBIX ObLIN NedeKTb
MeKeTy/104K0Boii neperopoaku (37%), 6oaee 60% U3 HUX COCTABWIM KJIMHUYECKH HE3HAYMMbBIE MeJIKME MblieyHbie ae(eKThl.
IToka3aHno, 4TO YACTOTA BHIYBJIEHHS BPOKIAEHHBIX MOPOKOB CEPAIIA Y HOBOPOXKIEHHBIX CO CJIOXKHOW MPEHATAJIBHOI AUATHOCTHKOM
(KOApKTAIHs A0PThI, IBOIHOE OTXOK/IEHHE COCYI0B) YBEIHYMIACH B MOCJEAHUE ro/bl. Onpenesiioch CHIKEHUE YaCTOThI PA3BUTHSA
nedreKTa aTPHOBEHTPUKYJISIPHON NIEPEropoAKH B TeUEHHE MOCHeTHUX 5 jieT. Bo3M0XKHOCTH KAPAMOXMPYPIHUH HOBOPOXKIEHHBIX B KOH-
KPETHOIi KJIMHUKE BJIMSJIA HA CTPYKTYPY BbISIBJICHHSI OTAEJIBHBIX BPOXKIEHHBIX OPOKOB CEP/IIIa BCJIEACTBHE NMPEHATAILHOTO MIAHM-
POBaHUS GePEMEHHOCTH U XUPYPrUUECKOil TAKTHKH.

Karoueswte croea: demu, eposicoernvie nopoku cepoua, xokapouozpapusi, HOBOPOJICOeHHbIe, pACHPOCHPAHEHHOCHb.

Ansa untuposanuns: CokosoB A.A., MapuunHkesuny I.U., CmoproH A.B. YacToTa BpOXaeHHbIX MOPOKOB CEPALIA Y HOBOPOXAEHHbIX: AECATUIET-
HW ONbIT OAHOM KNIMHWKW. Poc BECTH nepuHaton v negmarp 2022; 67:(4): 143-150. DOI: 10.21508/1027-4065-2022-67-4-143-150

Congenital heart disease occurs in the population with a frequency of 8 per 1000 live births. Information on the incidence of var-
ious congenital heart defects in newborns in connection with the widespread introduction of prenatal ultrasound diagnostics and an
increase in its accuracy allows for planning pregnancy and management of newborns with critical heart defects. The aim of this study
was to retrospectively study the incidence of various congenital heart defects according to echocardiographic studies among newborns
in the framework of the experience of one clinic over the period from 2009 to 2019. In the clinic of the Science Research Institute
of Cardiology, echocardiographic studies were performed in 34298 children aged 1 day to 17 years, the average age was 3.68 years,
the median 2.0 years. The newborns accounted for 4.6% of them (n = 1607). The results of echocardiographic studies were analyzed
in 1607 newborns aged from 1 to 27 days. In 247 (15.3%) of the examined no congenital defects were detected, 1360 newborns had
various congenital heart diseases. It was found that the most common anomaly in newborns were interventricular septal defects
(37%), more than 60% of all interventricular septal defects were clinically insignificant small muscle defects. It has been shown that
the incidence of congenital heart defects in newborns with complex prenatal diagnosis (coarctation of the aorta, double outlet right
ventricle) has increased in recent years. A decrease in the incidence of atrioventricular septal defect was observed over the past five
years. The possibilities of neonatal cardiac surgery in a particular clinic influenced the structure of the occurrence of individual con-
genital heart disease due to prenatal pregnancy planning and surgical tactics.

Key words: children, congenital heart disease, echocardiography, newborns, prevalence.

For citation: Sokolov A.A., Martsinkevich G.I., Smorgon A.V. Frequency of congenital heart diseases in newborn: ten years single clinic experi-
ence. Vestn Perinatol i Pediatr 2022; 67:(4): 143-150 (in Russ). DOI: 10.21508/1027-4065-2022-67-4—143-150

BDO)KZ[GHHLIG MOPOKHU Ceplla BCTPEYaroTcsl B TOIY-
gagaouu ¢ vacroroir 8§ Ha 1000 XMBOpOXIEH-
HeIX. [Ipm 3TOM MHOTMe wuccliemoBaTe M COOOIIAIOT,
YTO CIEKTP Pa3IWYHBIX BPOXIECHHBIX MOPOKOB cepjila

IPUMEPHO OAMHAKOB M CTaOWJIEH BO BcexX cTpaHax. Pac-
MPOCTPAaHEHHOCTh TOTO WJIM WHOTO IOPOKa He 3aBUCUT
OT pacoBOM TIPUHAMICKHOCT U COLIMAJIbHO-3KOHOMM-
yeckoro pas3sutus [1]. B mociaegHee mecatuiietue mpo-
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MU30LIJI0 IIMPOKOE paclpoCTpaHEHUE TpeHaTalbHOM
VJIBTPa3BYKOBOI JIMAarHOCTUKU Pa3IMYHON BpPOXKICH-
Hoit marosioruu. C Bo3pacTaHMEM OIIbITA CIEIIMATUCTOB
Y TOBBIIIEHUEM pa3pelialoleil crnocodHoCcTH 000py-
JIOBaHUS YBEJIMUMJIOCH KaYeCTBO BBISIBIEHUST BPOXICH-
HOI1 T1aTOJIOTUM M, B YACTHOCTU, BPOXKIEHHBIX MOPOKOB
cepaua. [lnanupoBaHue OepeMEHHOCTH, TIpepbIBaHNE
U COXpaHEHME TUIOAOB CO CJOXHBIMU BPOXKIACHHBIMU
MOpoOKaMM CcepAla, 4acTo COYETAKIIUMHUCS C ApPYyrou
BPOXKJICHHOW TaTOJIOTHEH, CTajgo JOCTAaTOUYHO pacipo-
CTpaHEHHBIM siBJieHueM [2, 3]. B cBSI3u ¢ 3TUM MOXHO
MPETOI0XUTh, YTO CTPYKTypa pacipoCTpaHEHHOCTH
BPOXIEHHBIX ITOPOKOB CEPALIA CPeId HOBOPOXIEH-
HBIX MOIJIa CyIIeCTBEHHO u3MeHuTbcs. WMHdbopma-
IS O YacTOTe BPOXICHHBIX TMOPOKOB CepAlla BaskHa
1 HeoOXoauMma JUIsi TIPOTHO3UPOBAHUSI 00beMa U CIEeK-
Tpa XUPYPrUUEeCKUX METOJOB JIEYSCHUS TTOCTIE POXKICHUSI.
B c¢Bs13u ¢ 3TUM 11€/1bI0 HACTOSIIIIETO UCCIEIOBaHUS ObLIO
pPeTPOCIIEeKTUBHOE M3YyYEHME YacTOThI BBISIBIIEHUS pa3-
JIMYHBIX BPOXIEHHBIX MOPOKOB Cep/lla MO JaHHBIM 3X0-
Kapauorpaguueckoro MCCIeNOBaHMUSI CPead HOBOPOX-
neHHbIX Tomcka 3a rrepuon ¢ 2009 mo 2019 .

B xnmHuke HayuHo-ucciienoBaTeIbcKoro MHCTUTYTa
KapauoJIOTUN 3XoKapauorpacdudyeckue UCCaeI0BaHUS
ObLIM BBEITIONIHEHBI 34 298 netsm B Bo3pacte oT 1 mgHS
o 17 net, cpemHuit Bo3pact coctaBuia 3,68 roga, Meau-
aHHbli 2,0 roga. HoBopokaeHHBIE U3 HUX COCTaBIISLIN
4,6% (n=1607). Ha uccnemoBaHne HampaBlsIUCh JAETH
U3 POOWJIBHBIX MOMOB ToMcKa Kak ¢ TIOAO3PEHUSIMU
Ha BPOXIECHHBIE MOPOKU Cepjlla, TaK U C YCTaHOBJIEH-
HBIMU TIpEHATaJIbHO AuarHo3aMu. [lpoaHann3upoBaHbI
pe3yabTaThl  3XoKapauorpauueckux  HCCleI0BaHUA
y 1607 HOBOpOXIEHHBIX B Bo3pacTe OT | mo 27 mHei.
Y 247 (15,3%) obGcaemyeMbIX BpOXIEHHBIE TTOPOKH
HE BBISBJEHBI, WMEJIOCh JUIIb (QYHKIIMOHUPYIOIIEE
OBaJIbHOE OTBEpPCTHE, 4YTO BCTpeYaeTcsl TPaKTUYECKU
y BCEX HOBOPOXIEHHBIX; y 1360 HOBOPOXKIEHHBIX UMe-
JINCh pa3IMYHbIC BPOXKIEHHbBIE TIOPOKU Cep/lia.

Texyiast pabota ripecTaBisieT cO00i PETPOCTIEKTUB-
HbBI aHaJIU3 PE3YJIBTATOB 3XOKapauorpauu y HOBOPOX-
NIeHHBbIX. Dxokapauorpadusi Oblla BBITTOJIHEHA ABYMS
CrelnraaicTaMm,  3aHUMAIOIIUMUCS  JUarHOCTUKOM
BPOXKIIEHHBIX ITTOPOKOB Cep/lia y AeTe 10 1 Iocjie Kapauo-
Xupyprudyeckux orepauuii. McciaenoBaHusi BBITTOTHSIIA
¢ yuetom pekomeHaaumii ASE (American Society of Echo-
cardiography) [4]. Bce Buneounszo0paxxeHust ¥ KJIUTbI (PUK-
CUpOBaJid Ha 1IM(POBbIE HOCUTEIU JIJISI MOCJIEAYIOIIErO
XpaHeHUs1 © oOpaboTku. [TpoTokonsl axoKapauorpadumn
¢ IMMPOBBIMU JAHHBIMUA TaKKe COXPAHSIM B KOMITHIO-
TepHOIi 0a3e maHHBIX. MccmenoBannst ObUIM BBITTIOJTHEHBI
Ha YJIBTPa3BYKOBbIX CHCTEMax 9KCMEPTHOTO Kiacca ie-33
n ie-33 X-matrix ¢upmbr Philips ¢ ucnonbzoBaHueM
CIMEeIMaTM3MPOBAHHbBIX  BBICOKOYACTOTHBIX  JIaTYMKOB
TSI HOBOPOXIEHHBIX s7—12 1 s3—8. B oTnenabHbIX ciy-
yasix (KoapKTalus aOpThl 1 aHOMaJIbHbBII JIpEHaX JIeroy-
HBIX BEH) JAMArHo3 YTOUYHSUIM C TIOMOIIBIO CIUpabHOMN
KOMITbIOTEpHOI ToMorpaduu. JunarHo3 BpOXIEHHOTO

OBMEH OlbITOM

nmopoka cepaua gedekra MeXKeTyITouKOBO Tepero-
POJIKM yCTaHABJIMBAIU B CIydae OOHApPY>KEHUS ero B U30-
JIMPOBAHHOM BHJE, HO HE KaK KOMITOHEHTA CJIOXXHBIX
BPOXKIEHHBIX ITOPOKOB cepana. JlepekT MexXmnpencepaHoi
Meperopoakv KOHCTaTUPOBAJIM TOJbKO B OTCyTCTBUE flap
(3aC/TIOHKM OBaJIbHOTO OTBEPCTHSI) TIPYU HAJTWYWU I1J1aTa-
LIMY OJTHOM M3 TIpaBbIX Kamep Wi (1) JIeTOUHOM apTepuu.
CuyHIpOM TUMOTUTA3UM JIEBBIX OTIEIOB Cepialla U CUH-
JIpPOM THUIIOTUIa3WM TIpaBbIX OTAEJIOB cepiia (BKIHoYast
BapyaHT aTpPe3uu JIETOYHOW apTepUU C MHTAKTHOU MeX-
JKEJTyJIOYKOBOI TIEPErOpoJIKOi) BbIIEIEHBI B OTIC/IbHBIC
TPYMIIbl, OCTAJIbHBIE BapMaHThl BPOXKIEHHBIX ITOPOKOB
cepala ¢ YHUBEHTPUKYISIpPHOU (pusmosiorueit akkymyiam-
pOBaHBI B OOIIYIO TPYIIY — €IMHCTBEHHBIN XeJyqoueK.
Ipynry «mmpouee» cocTaBUIN peaKue eAMHUYHBIE aHOMa-
Juu (TeMUTPYHKYC, BPOXKIEHHBIE aHOMAaJIMM KOPOHAPHBIX
apTepuii u T.1.).

Pe3ynbTathl M 06CcyxaeHue

Haubonee pacnpocTpaHeHHBIM BPOXIECHHBIM TTOPO-
KOM cepana OblUT AeeKT MEXKeTyIOUYKOBOM Iepero-
POJIKM, KOTOPBI OOHapyXuiau y 425 HOBOPOXKICHHBIX,
4yTO cocTaBuiio 37% OT Bcex MOPOKOB cepaua (puc. 1, 2).
Bricokast yacToTa BBISIBICHHS JedeKTa MeXKeTyI09KO-
BOIl TEPEropoaKku y 0OCIeTOBAHHBIX HOBOPOXKIEHHBIX
MOJTHOCTBIO COTJIacoBajach ¢ MHEHUWEM OOJBITMHCTBA
uccnenonsaresneid [5]. OCHOBHYIO 4acThb OOHapy>KEHHBIX
M30JIMPOBAHHBIX JIe(DEKTOB MEXKETYIOYKOBOM Tepe-
TOPOJIKM COCTAaBWJIM MeJKHe (MeHee 3 MM) MblIIIEUHbIe
pecTpUKTUBHBIE JePeKThl — 66% OT BceX 1e(eKTOB.

YacToTa BBIABICHUST M30JMPOBAHHBIX Je(eKTOB
MEKKeJTyTOYKOBOM TepPeropoIKy Obljia JOCTATOYHO CTa-
oubHON B TeueHue 10 et u coctaisiia 40—42% ot Bcex
BPOXXIEHHBIX TIOPOKOB cepjlia B rocjaeaHue 5 net. Bro-
poe MeCTO 10 YacTOTe 3aHST OTKPBITHIN apTepuaIbHbII
MPOTOK — eCTeCTBeHHasl (heTasbHasi KOMMYHMKAILIWSI,
KOTOpast TOJKHA 3aKPBIThCS B MIEPBbIE 54 4 MOCe POXie-
Hug. C 2012 r. Habmogaa0ch MPOTPECCUBHOE CHIDKEHIE
Yyyciia HOBOPOXIEHHBIX C JaHHBIM TTOPOKOM B OOIIEM
MaccuBe 00cIeoBaHHbBIX (puc. 3).

WHTepecHoO#l TipencTaBisiach JTWUHAMUKA YacTOTHI
BBbISIBJIEHUSI OOCTPYKTHUBHBIX 3a00JI€BaHU I JIEBOTO CEP/ILIa
(KoapKTalust ¥ aOpTaJIbHBIN CTEHO3) U Te(PEKTOB aTpro-
BEHTPUKYJISIPHOM TIeperopoaku. B HallleM ncciieioBaHuN
KOapKTallMs a0PThI 32 aHATM3UPYEMbIi IEpUO BCTPETH -
Jach B 5,1% ciydaeB Bcex MTOPOKOB cep/lia, a aTpUOBEH-
TPUKYJISIPHBIN KaHan — Juinb B 3,1%. Haunnas ¢ 2012 .
HaOTI0IaIOCh YMEHBIIIEHWE YWCcIa CIIydaeB aTPHOBEH-
TPUKYJISIPHOTO KaHajla M YBEJIMUEHHE OOCTPYKTUBHBIX
3abosieBanuit (puc. 4). Ilpuyem cHUXXEHUE TpOleHTa
aTPUOBEHTPUKYJISIPHOTO  KaHaja  JeMOHCTPHPOBAJIO
MEHBIIIME 3HAYEHMSI, YeM TTOMYISIIUOHHAsT pacrpocTpa-
HEHHOCTb TIOpOKa 10 JaHHBIM JIUTepaTyphl. B cBOIO oue-
peIb YKMCIIO OOCTPYKTUBHBIX 3a00J€BaHUI TIPEBLICUIIO
CPeTHETIONYISIIMOHHBIA  YPOBEHh Y HOBOPOXICHHBIX,
Mo 000MM KOMIIOHEHTaAM — KOApKTalluWd aopThl U aop-
TaJTbHOMY CTEHO3Y.
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Cokon06 A.A. u coaem. Yacrora BPOXICHHBIX ITOPOKOB CEPILIAa Y HOBOPOXKIEHHBIX! NECATUIIETHUI OTIBIT OJHOW KIIMHUKHU
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Puc. 1. YacToTa BbISIBJIEHHS OTIEIbHBIX BPOKIEHHBIX MOPOKOB CEP/IA Y HOBOPOXKIAEHHBIX (A0COMOTHbIE 3HAYEHHS).

DomT — anomaymsa Domreitna; TMC — tpancno3unus MarucTpaibhbix cocyao; T® — rerpaga @amwno; CITIOC — cunapom rumo-
nmia3um npasbix otae0B cepaua; CIJIOC — cuuapoM runoniasu JeBbix oTae 0B cepaua; Omyx — omyxoun cepaua; OAC — ooumii
aprepuanbhblii cTBos; OAIl — oTKpbITHI apTepuanbHblii NpoTok; KOA — Koapkramus aoptsl; E2K — eauHcTBeHHDII XKeynouek
cepaua; JIMIIIT — nedekr mexxnpencepanoii neperopoaku; JIM2KIT — nedekt Mmexkeaynoukonoii neperopoaku; JJOC — apoiinoe
orxoxuaenne cocyaos; 'KMII — runeprpodmnyeckas kapauomuonatusi; AJIA — arpesus Jerounoii aprepun; AJIJIB — anHomabHbIIA
npenax jerounsix BeH; ABK — arpuoBenTpukynsipubiii kana; ltga — L-Tpancno3uius MarncTpajibHbIX COCYIOB.

Fig. 1. The frequency of various congenital heart defects in newborns (absolute values).

Tetpaga ®ajto, Hapsimy ¢ IBOWHBIM OTXOXICHHEM
MarucTpajbHBIX COCYJIOB OT TPABOTO KEIyJodKa, —
JIOCTATOYHO  YacTO  BCTpevalolluecs  BpOXICHHBIE
Mmopoku cepana. [1o JaHHBIM pa3IMYHBIX aBTOPOB, pac-
MPOCTpaHEeHHOCTh TeTpaabl Pamno coctaBisieT oT 3
10 10% oT Bcex MOPOKOB cep/ilia, TBOWHOTO OTXOXIEHUST
COCYJ/IOB OT TTpaBoTO Xenaynouka — ot 1,3 mo 3%. Tetpamy
dajto, TBOMHOE OTXOXKIECHHUE COCYIOB OT IMPABOTO XKeTy-
JIOYKa, OOIIMI apTepualbHBIN CTBOJ, TPAHCTIO3UIIUIO
MarucTpajbHBIX apTepUil U aTpe3uIO JIESTOYHOW apTepun
OTHOCST K TPYIIIe TaK Ha3bIBA€MbIX ITIOPOKOB KOHOTPYH-
Kyca. DT TIOPOKU CBSI3aHbI OOIITHOCTHIO (hPOPMUPOBAHMST
cep/la BO BpeMsl SMOPUOHAJIBHOTO nepuoaa [6].

Ha puc. 5 npencraBieHa TMHAMHUKaA pacIpoOCTpaHEeH-
HOCTHU TeTpaabl Pajio 1 ABOMHOTO OTXOXAEHUS COCYIOB
OT TIpaBoro Xenynouka 3a 10 jeT; oOpaiaeT BHUMaHNe
npeobnananue Tetpaabl Pamno qo 2014 . 1 3HAYUTEITb-
HOe JOMWHUPOBaHWE IBOMHOTO OTXOXICHUS COCYIOB
¢ 2015 . YacroTa oOHapykeHUsT TTOPOKOB KOHOTPYHKYCa
3a mocienHue 10 jeT yBeamumiach, Ipu 3TOM B 2 pasa
YMEHBIINIACh YacTOTa OUArHOCTMKHW aTPUOBEHTPUKY-
JIIPHOTO KaHaja (puc. 6).

Dxokapauorpadusi, 6e3 COMHEHUsI, SIBJISIETCSI OCHOB-
HBIM M TOYHBIM METOJAOM IMATHOCTUKU BPOXKIECHHBIX
MMOPOKOB ceplla KaK Y HOBOPOXIEHHBIX, TaK W Y TLIO-

noB [7]. Kpome Toro, sxokapauorpaduyeckoe uccie-
JIOBaHWE B YPECIUIIEBOIHOM BapHaHTE COMPOBOXIAET
BCE KapIUOXUPYPTUUYECKHME Orepaluu y JeTeil pa3iand-
HOTO BO3pacTa, CIYXAT KOHTPOJbHBIM WHCTPYMEH-
TOM JUJISI OLIEHKM KadecTBa U 3(P(HEeKTUBHOCTU BMella-
TeJbCTB [8]. B ¢BsI3M ¢ 3TMM MBI MCITOJIB30BaIN JaHHBII
METO, TSI UBYYEHUST PACTIPOCTPAHEHHOCTH BPOXKIEHHBIX
MOPOKOB cepjilla Y POAMBIIUXCS XUBBIMU HOBOPOXKIIEH-
Heix. Crenyer OTMETMTb, UTO HaHHOE MCCle0OBaHNe
HE OTHOCUTCSI K YHCIy TOIMYJIIIUOHHbIX, noutn 20%
HOBOPOXJIEHHBIX — TIPEACTaBUTEIN JIPYTUX PETHOHOB,
MaTepu KOTOPBIX ObLUIM HarlpaBjieHbl Ha ponbl B ToMcK
U TIOCTIEAYIONIEN CPOYHOUM XUPYPTAYECKOW KOppEK-
UM CJIOKHBIX BPOXKIACHHBIX ITOPOKOB cepila, auar-
HOCTUMPOBAaHHBIX paHee Ha MecTax IpeHaTalibHO. TeMm
He MeHee OCHOBHOI MacCHUB B 3HAYUTEIbLHOM Mepe oTpa-
KaJl aKTyaJlbHYH CUTYallMI0 CTPYKTYPhl pacrnpocTpa-
HEHHOCTHU Pa3JIMYHbIX BPOXIEHHBIX TOPOKOB Cep/la.
Ilo pesynbraram aHaauM3a 4acTOTHI BBISIBJICHUSI TTOPOKOB
ceplra IMoKa3aHo, 9TO OKOJIO 8 sKuBOpoxkaeHHBIX Ha 1000
UMEIOT pa3nyHble BPOXIEHHbIC TTOPOKU Cepilia, Mpu-
yeM 3TO XapaKTepHO IJis OoybIIMHCTBA cTpaH. CTpaH-
HBIM, HamnpuMep, TMPEICTaBsIeTCsl PaCIpPOCTPaHEH-
HocTb 25/1000 B banrnanei u B [Nakucrane 15/1000 [9].
MoxxHo rosarath, YTO CKOpee BCero, 3T0 3aBUCUT OT KBa-
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Puc. 2. YnenbHblii BeC pa3IMYHbIX BPOXKIEHHBIX MOPOKOB cepaua 3a 10 Jet (B mponeHTax).

DomT — anomaymsa Domreitna; TMC — TpaHcno3unus MarucTpaibhbix cocynos; T® — terpana @anno; CTTIOC — cunapom runo-
m1a3um npasbix otaes0B cepana; CIVTIOC — cuHapoM rHnonia3um JIEBBIX 0TAEI0B cepana; Omyx — omyxoum cepana; OAC — oOmmii
aprepuainbnbiii cTBoJ; OAIl — oTKpbITHIH apTepnanbhblii mpoTok; KOA — koapkramus aoptei; EXK — enuncTBeHHBIN XKeTyno9eKk
cepaua; JIMIIII — nedekr mexnpencepanoii neperopoaku; JIMKIT — nedekr mexkenynoukosoii neperopoaku; J1OC — noiiHoe
orxoxaenue cocynos; I KMII — runeprpoduyeckas kapauomuonarusi; AJIA — arpe3us jeroynoii aprepun; A/LJIB — aHoMaabHbIi
JipeHax Jjieroynsix BeH; ABK — arpuoBeHTpUKy/IspHbIii KaHa ; Itga — L—Tpancno3uius MarucTPaibHbIX COCYI0B.

Fig. 2. The proportion of various congenital heart defects for 10 years (in percent).

ymdukauun 1 onbita uccienonatess [10]. 3aBeimreHne
YaCTOThl BBISIBJIEHUSI BPOXKIEHHBIX ITOPOKOB Cepila
B 3TUX CTpaHaX, MO-BUAUMOMY, CBSI3aHO C 3JeMEHTaMU
runiepararHocTuku. Tak, B [lakuctaHe pacrpocTpaHeH-
HOCTh Je(eKTa MEeXITpeICcepIHON Meperopoaku y HOBO-
pOXIEeHHBIX cocTaBmwia 22,9% oT Bcex MOPOKOB Ceplia,
B TO BpeMsI KaK B HaIlleM UCCIIEIOBaHUM JIUIIb B 6%.

Ha puc. 1 u 2 npencrapieHa yacTtoTa pa3BUTHS pa3-
JIMYHBIX BUJIOB BPOXXIEHHBIX TTOPOKOB Cep/la y HOBOPO-
SKIEHHBIX KaK B a0COJTIOTHBIX 3HAYEHUSX, TAK W B TIPOLICH-
Tax OT OOIIETO YKCIa BBISIBJICHHBIX TOPOKOB. Kpome Toro,
Ha puC. 2 TTOKa3aHa CTPYKTypa pacrpoCTpaHEHHOCTH pa3-
JIMYHBIX BPOXIEHHBIX MOPOKOB CEp/Ilia MO JaHHBIM JIUTe-
paTypbl; MbI HCITOJB30BaIM YCpeIHEHHbIe NaHHbIE [11—
13]. Hanbosee 4acTbIM ITOPOKOM OBIT M30JMPOBAHHBIN
nedexT MeXKelynTouKoBOi meperopoaku, Ham 3a 10 jer
BCTPETWINCH 425 neTeil ¢ 3TUM ITOPOKOM, YTO COCTaBUIIO
37,2% ot o011ero ynciaa BpOXISHHBIX ITOPOKOB Ceplia.
Yacrora BbIsIBICHUS Ie(eKTa MEXKETyI0UKOBOI Iepe-
TOPOAKM TIPAaKTMUECKW B 3 pa3a TIpeBbIIIala TaKOBYIO
cpeau ocTalibHbIX MOpPoKoB cepaua. Ilpu yuete nedexra
MEXCKETyI0YKOBOM TIEpEropoIKu KaK KOMITOHEHTA CIOK-
HBIX BPOXXIEHHBIX TTOPOKOB Cep/lia MokKas3aresb JOCTUTAI
57%. JedeKT MeXoKelTyaoYKOBON TeperopoaKu CaMblit
YacThI TIOPOK Cepilla, OAHAKO €ro YAETbHBIN BeCc Cpeau

BCEX BPOXJIEHHBIX TMOPOKOB cepauna sl KIMHUYECKOW
3HAYMMOCTH HUBEJIUPYETCST TEM, YTO OOJIBIIIMHCTBO BBISIB-
JICHHBIX Je(EeKTOB MEXKeJyIOYKOBO  TMeperopoaku
COCTaBJISTIOT He3HaYMMBbIe MbIIeuHble nedekThl. 1o 60%
BCEX BBISIBJICHHBIX Ie(PEKTOB MEXOKETYIOYKOBOI TTepPero-
POJIKM Y HOBOPOXIEHHBIX COCTABJISIIOT MEJIKUE MBbIIIeU-
Hble nedeKThl, KoTopele B 97% ciydasx 3aKpbIBalOTCS
crnioHTaHHO B TeueHue 1—7 jet [14]. Cnemyer OTMETHUTb,
YTO, TIO TAHHBIM 3TUX HCCJIenoBaTesei, nepuMmeMopaHo-
3HbIE Je(EKThl MEXKETyTO0YKOBOI TeperopoaKu CrOH-
TaHHO 3aKpBIBAIOTCS MpUMepHO y 50% neteii, 4To TOJ-
TBEPKIAIOT U Apyrue aBTopsl [15]. B Haiiem HabmoneHUn
u3 425 Bcex 00HapYKeHHBIX Ie(PEKTOB MEX KETYT0UKOBOM
neperoponku 276 (65%) ObITM MENKUMM PECTPUKTUB-
HbIMU JieheKTaMu ¢ OOJIBIION TePCIIEKTUBOM CITOHTaH-
Horo 3akpbiTusi. OOpaliaeT BHUMaHUE TPEH/ 4YacTOThI
BBISIBJICHUST JlepeKTa MeXOKeTyT0YKOBOM TMeperoponku
W OTKPBITOTO apTepHaJIbHOTO TPOTOKA 3a BeCh IepuoJ
HabmoaeHus (cMm. puc. 3). OO1ast cpemaHsisi pacrpocTpa-
HEHHOCTb 00OMX TTOPOKOB CYIIECTBEHHO HE OTJInYaiach
OT [JAHHBIX JUTEpaTypbl (CM. puc. 2). MHoroneTHuii
TPEHJ XapaKTepU30BajlCsl YMEPEHHBIMM KOJIEOAHUSIMU
st pedekTa  MEXCKeNTyIouKoBOi Tmieperopoaku ot 30
10 50%, a mjist OTKPBITOTO apTepUaTbHOTO MPOTOKA BbIpa-
JKEHHBIMU M3MeHeHnsiMU — oT 20 1o 2%. YMeHblIeHue
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Puc. 3. IlnnaMuKka 4acToThl BbisiBJeHUA JAedeKTa MeHIKeTyT0YKOBOIl Meperopo-
ku (JIMZKIT) u otkpbiToro aprepuaibHoro nporoka (OAII) B mpoueHTax oT Bcex

BPOZK/IEHHBIX MOPOKOB cepana 3a 10 Jyer.

Fig. 3. Dynamics of the incidence of ventricular septal defect and patent ductus arte-
riosus from all congenital heart defects over 10 years (in percent).
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Puc. 4. lunaMuKa 9acTOTHI BHISIBJIEHHS 00CTPYKTUBHBIX 3200JI€BAHMUIA JIEBOTO CeP/I-
1a 1 AeeKTa aTPHOBEHTPUKYJISIPHOI IIEPEropoIKu.
JIZK — nesbiii kenynouek; ABK — arproBeHTpHKY/ISPHbIA KaHAT.

Fig. 4. Dynamics of the frequency of obstructive diseases of the left heart and atrio-

ventricular septal defect.

YaCTOTHI BBISIBJICHUSI OTKPBITOTO apTepruaJbHOTO TTPOTOKA
MOXHO OOBSICHUTh MCTOJIb30BAaHWEM B TOCJIETHUE TOMIbI
MEIMKaMEHTO3HOTO €T0 3aKPbITHSI, KOTOpoe 3 (HEKTUBHO
y 50—55% neteit [16]. BeposiTHO, yMeHBbIIeHUE 4YMCIIa
CJlydaeB OTKPBITOTO apTepHaIbHOTO TTPOTOKA B CTPYKTYpE
BPOXIEHHBIX TMTOPOKOB CepJilla Y HOBOPOXKIEHHBIX OBLIO
CBSI3aHO M C JIOTUCTUYECKUMM TIpobIeMaMi — pelleHU-
SIMA HampaBJIsSIiTh WIM HE HaIpaB/siTh Ha OOC/IeoBaHUE
MaIMeHTOB ¢ apOHMYHBIMU TIpoTOKamu [17].

Ilo MHeHMIO HEKOTOpBIX MCCIeIOoBaTelIeii, BTOpOE
MECTO TIO PaclpOCTPAaHEHHOCTH TMOPOKOM y HOBOPOX-
JNIEHHBIX C BPOXIEHHBIMM TTIOPOKAMU Cepllla 3aHUMAaeT
neeKT MEXIpencepaHO Teperopoaku, ero vacroTa
coctaBmsia 22% w 6onee [18]. MBI MoOXeM TIpearo-
Jlarath, 4TO JaHHBIE HUMPB OTKPOBEHHO 3aBBIIICHHI,
TaK KakK B TIEpUOJ HOBOPOXIEHHOCTH OYE€Hb TPYIHO
nuddepeHInpoBaTh HaJWuWe KpPYIMHOTO TATEeHTHOTO

OBaJIbHOTO OTBEepCTUsT M HedeKTa MeXIpeacepaHoi
Meperopoaku. Mbl ycTaHABIWBAIN 3TOT JUATHO3 TOJBKO
B CJIydasiX MOJTHOTO OTCYTCTBUST BU3YaIM3allMU TTOIBYK-
HOM 3acioHKM oBaysibHOro otBepcTus (flap). JAumarHos
nedekta MeXMpencepaHol Teperopoaku ObLT ycTa-
HOBJIeH 69 meTsMm, 4To cocTtaBuio 5,8% oT Bcex chy-
YyaeB BPOXKIEHHBIX TTIOPOKOB CEpAlla, M 3TO COTJIaCyeTcst
¢ GOJIBIIIMHCTBOM uccenoBanuii [19, 20].

Tetpaga ®anno JIOCTATOYHO 4YacThIii TTOPOK
cepla; Mo HAlIUM JaHHBIM, TTOPOK COCTABIISUT TOJBKO
3% oT BcexX BPOXKICHHBIX TTOPOKOB cepara (CM. puc. 2).
ITo gaHHBIM TUTEPATYPHI, PACTIPOCTPAHEHHOCTh TETPAIbI
®amno cocrasisieT ot 6 10 9%. [IpoTMBOpeure MOXHO
OOBSICHUTD T€M, UTO HEKOTOpbIE MCCIIeAOBATEIN BhIIe-
JIAIOT  TETPagOTOAOOHBIM THI BapuaHTa JIBOMHOTO
OTXOXJIEHUS COCYIOB OT TPaBOTO KeJymaodyKa, Ipyrue
MPOCTO OTHOCSIT TakWe ciydaum K Terpage Pamno [21].
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Puc. 5. lonsa rerpaapi @amio (TP) u 1BOIAHOr0 OTXOKIEHHA COCYIOB OT MPABOrO
xkeqynouka (JIOC) B cTpykType BpOKIEHHBIX IOPOKOB cepAla (B MPOIEHTAX).

Fig. 5. Proportion of tetralogy of Fallot and double outlet vessels from the right ven-
tricle in the structure of congenital heart defects (in percent).
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Puc. 6. YacToTa BbIsIBIIeHHS TIOPOKOB KOHOTPYHKYCA M ATPUBEHTPUKY/ISIPHOTO KAHAJIA

(B mpomneHTax).
ABK — aTpuoBeHTPUKYJISAPHBINA KaHA.

Fig. 6. Frequency of malformations of conotruncus and atrioventricular canal

(in percent).

B nameit ximmauke ¢ 2014 1. MBI CTaIy TIpUAEPKUBATHCS
MepPBOTO OTPEACICHUS, M CTPYKTYpa ABOMHOTO OTXOXIE-
HUST cocynoB U TeTpanasl Danno naMeHmIach (M. puc. 5)
B TMOJIb3y MOBBIIIEHUST PACTIPOCTPAHEHHOCTH TBOMHOTO
OTXOKJIEHUST COCYIOB OT TpaBoro Xenaymouyka. Kommue-
CTBO TIOPOKOB KOHOTPYHKYCa, OCHOBHYIO JOJIO KOTO-
PBIX cocTaBistin TeTpama Danio u ABOMHOE OTXOXKIEHUE
COCYZIOB, MEIJICHHO YBeJIMYMBAIOCh B TedeHue 10 Jer
(cMm. puc. 6). TIpu 3TOM pacrpoCcTpaHEHHOCTh pa3and-
HBIX (OpM Je(hEeKTOB aTPUOBEHTPUKYJSIPHOM Tepero-
POIKM YMEHBIIUIACh. DTO, BEPOSITHO, MOXET OBITH 00b-
SICHEHO OTHOCUTEJIbHO TIPOCTOlM M ToYHOM (Ttoutit 99%)
MpeHaTaIbHON JAMArHOCTUKON aTPUOBEHTPUKYJISIPHOTO
KaHaJa, a Takxke 4dactoii, 10 30%, accolanuy JaHHOM
aHOMAJIUU ¢ CUHAPOMOM JlayHa 1 COOTBETCTBEHHO OoJiee

yacToil SAMMHUHALMENl Takoil OepeMeHHOCTH [22—24].
B nocnennue 4 roga B Hallleil KITMHUKE BbISIBJIEHO (TIO/1-
TBEPXKIEHO) Bcero 4 ciydass aTpUOBEHTPUKYJSIPHOTO
KaHana cpeau 150 TI10M0B ¢ BPOXIEHHBIMU TTOPOKAMU
cepala y 6epeMeHHBIX, HaMpaBJIeHHBIX Ha DKCIIEPTHYIO
deranbHyt0 3x0oKkapauorpaduo. Hapsiay co cHukeHueM
YACTOTHI BBISIBIEHUSI aTPUOBEHTPUKYJISIPHOTO KaHasa,
YBEJIMUMBAJIACh YaCTOTAa Pa3BUTHSI OOCTPYKTUBHBIX 3a00-
JIEBaHUI aOPThI, K KOTOPBIM OTHOCSIT aOpTaJIbHBIN CTe-
HO3 M KoapKTauuio aopThl (cM. puc. 4). I[IpeHaranbHas
VJIBTPa3BYKOBast TMAarHOCTHKA 3TUX 3a00JIeBaHUI 3aTPy/I-
HeHa (0COOEHHO KOapKTallui) — 3TO MOTIJIO ObITh MPU-
YUHO MOBBILIEHNS YIETbHOTO Beca JaHHOMW MaTOJIOTUH
B CTPYKTYp€ BPOXKIECHHBIX TTOPOKOB CepIla HOBOPOXKIEH-
HbIX [25]. OT 60 10 80% oOHapy:XMBaeMbIX KOapKTaIIWIA
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Y HOBOPOKIEHHBIX HE TUAarHOCTUPYIOTCS TP (heTaTbHOM
axokapauorpadpum [22, 25]. JaHHoe mpearojaoxXeHue
MOATBEPKIAET puc. 4, HA KOTOPOM TTOKA3aHbI TeCATHIIET-
HUE TPEHIBl YACTOTHI BBISBICHUST KOAPKTAIIUU U aTpUO-
BEHTPUKYJISIPHOTO KaHaJIa.

YacToTa peakMx TIOPOKOB, TaKWX KaK aHOMAaJHs
DOo1TeiiHa, A0PTO-JIETOYHOE OKHO, OOIINIA apTepraTbHbII
CTBOJI, BCE BUIBI TPAHCITO3UIINH, CYIIIECTBEHHO HE OTJIU-
yaslach OT AaHHBIX JUTEPATYphl (cM. puc. 2). He otnuua-
JIach OT TAHHBIX JINTEPATYPHI ¥ YaCTOTA BBISIBIEHHSI TAKUX
BapUaHTOB eIMHCTBEHHOTO XeJyI0YKa Cepllia, KaK CHH-
JIPOM TUTIIOIJIA3UM JIEBBIX W TPaBBIX OTIEJIOB Cepala.
OO6palaer BHUMaHWE YeTHIPEXKPATHOE IO CPaBHEHUIO
¢ JAaHHBIMU JINTEPATYPHI yBEJTMYEHKME YaCTOThI BBISIBJICHUST
JIPYTUX aHATOMUYECKUX BApUAHTOB €IMHCTBEHHOTO XeTy-
nouka cepatia. bosbliiioe YnMcia0 HOBOPOXKIEHHBIX C eAUH-
CTBEHHBIM XKEJTyJOYKOM Cepala MOXHO OOBSICHUTH TEM,
YTO OOJBIIMHCTBO HOBOPOXKAECHHBIX TTPUOBUTM U3 IPYTUX
pernoHoB. [letn (paHee TJI01bI) ¢ MpeHaTaJbHO YCTaHOB-
JIEHHBIM TMarHO3aM C TAKWUMM BPOXXIECHHBIMHM ITOPOKaAMU
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