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AHHOTaMsA: BPOXICHHBIE IOPOKU CepALa SBISAIOTCA OJHOM U3 CaMbIX
PacCIPOCTPAHEHHBIX AHOMAJIMK pa3BUTHUA y JETEU. B cTaThe mpeicTaBiieHbl JTaHHBIC
perpocnekTuBHOrO aHanus3a 100 mpoTokosoB BCKkpbITUA 3a nepuof ¢ 2014 mo 2018 r.
JIeTed C BPOXKICHHBIMM IIOpOKaMu cepAua. Ha ocHOBaHMM [aHHBIX aHainu3a
OIpEEIIEHa YacTOTa BCTPEYAEMOCTH BPOXKIACHHBIX IOPOKOB OOJE3HEH CHUCTEMBI
KpOBOOOpAILlEHHs, WX TMOJIOBOE W BO3PACTHOE pacHpeleneHrue B Y IMYpPTCKOM

Pecnybnuke.
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Abstract: congenital heart defects are one of the most common developmental
abnormalities in children. The article presents data from a retrospective analysis of
100 autopsy protocols for the period from 2014 to 2018 for children with congenital
heart defects. Based on the analysis data, the frequency of occurrence of congenital
malformations of the circulatory system diseases, their sexual and age distribution in

the Udmurt Republic was determined.
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AKTyaabHOCTh. OIHUM M3 CaMbIX TPO3HBIX OCJIOKHEHUH OEpEeMEHHOCTH U
ponoB sBisercs meprBopoxkiaeHue. Ilo manaeiM Global Burden of Disease 2015
(GBD 2015) [5] cpennue oOmieMHpOBBIC TOKA3ATEIN MEPTBOPOKIACMOCTH B IIEPHO]T
¢ 1990 r. o 2015 r. ymenpminnucek Ha 47 %. B Poccun aHanoruyHo perucTpupyercs
©XKEroJIHOEe yMEHbIIEHUE ToKa3areiaeld mepTtBopoxaaemoctu. B 2016 romy stor
MoKaszarenp coctaBuil 5,73%o. AHTEHaTanbHasi W WHTPAHATaJdbHAs THUIIOKCHS
SIBIIIOTCS BEAYIIMMH TPHYUHAMH MepTBOpokiaeHus [3, 7]. BpokaeHHbIe MOPOKH
passutus (BIIP) u XxpomocomMHbIe HapylIEHHs Y AETEM HaXOASTCS Ha BTOPOM MECTE
[4].

Cpenu BIIP cymiecTBeHHYIO OO0 COCTABIISIIOT BPOXKAEHHBIE TOPOKU CepAlla,
Bcrpevaromuecs y 0,8-1,1 % wmmanennes [8, 10]. Cornmacno mganusiM Poccrata o
MEPTBOPOXKJICHHBIX, B 1ea0oM no Poccuiickoint denepanu BpOKICHHBIC aHOMAIUU
CHUCTEMBl KpPOBOOOpAIICHUS 3aHUMAJIM TPEThE MECTO CPEIud BCEX BPOXKIECHHBIX
MOPOKOB Pa3BUTHS B KAYECTBE MEPBOHAYAIBHON MPUUUHBI CMepTH [3].

Bpoxnennsiit mopok cepauna (BIIC) - »sTro o0mwuii TepMHH, KOTOpPBI
OXBaThIBAE€T BCE IOPOKU CEPJilla, MPUCYTCTBYIOIIME MPU POXKICHUU, BKIIOYAs
JEeCSTKH JeeKTOB, KOTOPhIE MOTYT BO3HHKATh MO OTAETHLHOCTH WM B COYCTAHUHU.
HenopmanbHasi CTpykTypa KaMmep, KJIaaHOB WM MarucTpajibHbIX COCYIOB cep/la y
naureHToB ¢ BIIC u3MeHsieT HOpMallbHBIM XapakTep KpoBoToka. Kpome Ttoro, y
moneid ¢ BIIC Morytr pa3BUThCS CEpbE3HBIE OCIOXKHEHHUS, TaKUE KaK apUTMUH,
CeplleuyHasl HEAOCTAaTOYHOCTh W  HEJOCTAaTOYHOCTh  KJIAllaHa, Jaxe I0Cie
XUPYPTUUECKOW KOPPEKIMU CTPYKTYpHbIX Hapymiennii. B 1980-x romax
BBDKHMBAaeMOCTh 710 1 roga Bcex aereit, poausmuxcs ¢ BIIC, cocrasmisuia 81% [6], HO
k 2003 roay ona yBenuumiach 10 92% [9].

Bocempb u3 1000 nereit poxknatorcs ¢ BIIC. M3 vux mpumepHo 25% TpeOyroT

HCMCAJICHHOI'O XHPYPIrUiCCKOro BMCIOATCIILCTBA WJIM BMCIOATCIILCTBA HAa OCHOBC
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karerepa [6]. Jake mpu JeYeHHH MPOJOIKHUTEILHOCTh JKu3HM Joaeii ¢ BIIC
OrpaHUYE€Ha IO CPaBHEHHIO C uX cBepcTHUkamu; 89,5% mwogenn ¢ BIIC xuBbl B
Bo3pacte 20 JieT, HO JJIs1 HEKOTOPBIX MAaTOJIOTui (HalpuMep, apTepHalibHbIA CTBOJ U
OJMHOYHBIN JKEITy109€K) BEDKUBAEMOCTh HAMHOTO XYyke [9]. BeokuBaeMocTsb y il ¢
BIIC, mocturmmx 3penoro Bo3zpacta, cHmkaercs [11]. CMepTh 0OBIYHO TPOUCXOIUT
U3-3a CEpJIEYHON HEIOCTATOYHOCTH WJIM BHE3AITHOW CMEPTH, a PUCK YBEINYUBAETCS
U3-3a QpUTMHUHU, SHAOKApIUTA, HH(PAPKTa MUOKapa U JIETOYHON TUIIEPTOHUH.

Huarno3  BIIC  craButcs  myreM  ¢usuueckoro  oOcleqoBaHus,
sxoKapauorpaduu, MarHUTHO-PE30HAHCHON  ToMorpaduu, KOMITbIOTEPHOU
TomMorpaguu cepala, KaTeTepu3aluyd cepAalla U Olepalud Ha OTKPBITOM CEpALeE.
Paznuuenue cpenu paznnunbix BIIC mokeT ObITh 3aTpyJHEHO, M TOYHBIA AUArHo3
MOKET TOTpeOOBaTh CHeHAbHBIX 3HaHUN u 00yueHus. [lereit ¢ BIIC myumie Bcero
OLICHMBAaTh, KOTJa 3TO BO3MOXHO, B JETCKHX KapIHOJIOTMYECKHUX LIEHTpax H
AXOKapauorpadUuecKux IeHTPax, CEPTUPUIMPOBAHHBIX B OTHOIICHUU JUATHOCTUKU
u nteuenns BIIC [12].

bnaromapss ycmexam Kapauoxupyprud H (apMakoTepanuu Bce OoJbliee
KOJIMYECTBO KEHIIMH C 3a00J€BaHUAMU CEPACUYHO-COCYIUCTON CUCTEMBbI JOKUBAET
70 JIE€TOPOJHOIO BO3pAacTa, YTO BEJET K YBEIMYEHHIO KOJMYECTBA OEPEMEHHBIX U
POKEHHUI] C TATOJOTHEH CEepAEYHO-COCYIUCTOM CHCTEMBl U, Kak CIEACTBHE,
OCJIOKHEHU OEpeMEHHOCTHM ¥  POJOB, COIMPOBOXKAAIOIIUXCS  HapaCTaHHEM
CEpIAECYHON-COCYTUCTON HEIOCTATOYHOCTH, HApyIIEHUEM PHUTMA CEpALA, Pa3BUTHEM
no3aHero recro3a [2]. ITockonbky Oonbinas yacth BITP He coBMecTHMA C KHU3HBIO,
OCHOBHAas 3ajlaya MEAUKO-TEHETUYECKOr0 KOHCYJBTUPOBAHUS — 3TO IpPEHATaJbHas
IUArHOCTUKA, HAIlpaBJICHHAs HAa MPOPUIAKTUKY POXKACHUS aHOMAJIbHOIO TTOTOMCTBA
[1].

Ienab: mpoBecTH CpABHUTENbHBIA aHAIU3 BPOXKIECHHBIX IMOPOKOB CHCTEMBI
KpOBOOOpAILlEHHs] HA OCHOBAHWU PETPOCHEKTUBHOIO aHAIM3a MPOTOKOJIOB BCKPBITHIA

3a mepuon 2014-2018 roga B Y aMmypTcKoii pecyOuke.
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Marepuansl u Mmetoabl. Beero 3a nepuon ¢ 2014 mo 2018 roxg B I[TAO Ne2
Pecny0inukaHCKOr0 MaToJIOr0aHATOMUYECKOM Oropo  (1merckoro) MuHucTepcTBa
3npaBooxpaHeHus Yamyprckoir PecmyOnuku 3apeructpupoBaHo 586 BpOXKIESHHBIX
nopokoB pa3Butus. M3 aux 100 mpoTOKOIOB ¢ BPOKIEHHBIMHU MOPOKaMU OOJIE3HEH
CUCTEMBI KpPOBOOOpAIICHUS MpoaHaIn3upoBaHo. [IpoBeneH cpaBHUTEIBHBIN aHATU3
JIAHHBIX TIpW oMol nporpammbl Microsoft Excel.

PesyabTaTthl uccaenoBanusi. 100 ciyyaeB ¢ BpoKIeHHBIMU TOPOKaMHU ceplia
coctaBisieT 17% ot obiero uncia nopokoB (puc. 1). borblnyro 4acTh 3TUX MOPOKOB
COCTaBIIAIOT CJIy4yau HpepbiBaHUA OEPEMEHHOCTH MO MEIMIMHCKUM IOKa3aHUsAM
70%. IlpepriBanusi OEpEeMEHHOCTH MO MEIUIIMHCKUM TIOKa3aHUSM B CpEIHEM
npoBoasiT B 20 Henenb. HambGosblee KOTUYECTBO BPOXKIECHHBIX MOPOKOB Pa3BUTHUSA
3apeructpupoBano B 2014 u 2017 rony. HaumeHblliee KOIUYECTBO IOPOKOB
3apeructpupoBano B 2015 romy. B apyrue ke roasl HaOIrOgaeTCs TEHIASHIUS K
CHUKEHHUIO KOJIMYECTBA BPOXKJIEHHBIX OpokoB. BIIC nomuuuposanu B 2014 rony, a
camMblii HM3KHUM TOKa3zaTenb 3apeructpupoBad B 2015 romy. Ilpu pasnenenuun mo

MOJIOBOMY MPU3HAKE KOJIMYECTBO MOPOKOB Y MYKCKOTO mojia 56%, y *KEHCKOro Iosja

44%.
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Puc. 1. JIunamuka BpOKJICHHBIX MOPOKOB Pa3BUTHUS M BPOXKICHHBIX MOPOKOB
cepaua y aerei 3a 2014-2018 rospr.

VY 86% KUBOPOXKACHHBIX, 3aPETUCTPUPOBAHHBIX B MATOJIOTO0AaHATOMUYECKOM
OI0pO, KOHCTAaTUPYETCS CMEpPTh B TEUCHHWE IEPBOTO T0Jla KU3HH, a OCTaIbHBIC

KUBOPOXKACHHBIE 14% HE TOXKUBAIOT 10 TyOepTaTHOrO Bo3pacta (puc. 2).

ﬁ@
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Puc. 2. XapakrepucTtuka CMEPTHOCTH JKMBOPOXKICHHBIX JE€TEW IO BPEMEHHU
AKHU3HU.

CornacHo kiaccuuKalUud BPOKIECHHBIX IOPOKOB CepAlla IO XapakTepy
HapyIIEeHUsT TEMOJIMHAMUKH M HAJIWYUIO/OTCYTCTBUIO mmaHo3a (mo S.N.Marder)
npeo0IaaloMM  YUCIOM COCTaBMJIM TOPOKHM C OOOramieHueM Majoro Kpyra
kpoBoooOpamenus: (MKK) 80,8%, 10,2% npunuiock Ha BpOXKIEHHBIE IOPOKU CEPIa
c obennennem Oounbmioro kpyra kpoooOpamenus (bKK), 7,8% na BIIC ¢

ooennennem MKK; a 1,2 % na BIIC 0e3 HapymieHust reMoguHaMuku (puc. 3).
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BMNC c oboraweHunem
MKK

A BMNC c obegHeHnem MKK
BMNC c o6eaHeHnem BKK

M BINC 6e3 HapylweHuUs
remogMHaMmuKm

1,2%

Puc. 3. Xapakrepuctuka BpOoXKISHHBIX ITOPOKOB CepAlla y AETeH M0 XapaKTepy
HapyILICHUS! TEMOIMHAMUKH.

BIIC ¢ o6oramenns MKK 6onpiie 0e3 rimano3a 69%, uem ¢ nuanozom 31%. B
ctpykrype BIIC ¢ oOoramenuem 0e3 1nuaHo3a npeoOnanaer  aedexT
MEXKETy10uKoBOM mieperopoaku 53,8%, B 2 pa3a MeHbIIE NPUXOAUTCS Ha Te(EKT
MEXKIIpEACEepAHON neperopoaku 28%, OTKPBITBIA apTEPUAIbHBIN MPOTOK COCTABUII
9,7% , a Ha aTpPUOBEHTPUKYJISAPHBINA KaHal 8,5%. B cTpykType BpOXKAEHHBIX TOPOKOB
cepAla ¢ oOOraieHueM Majoro Kpyra KpoBooOpalleHHs C LUaHO30M Mpeoliaaaer
CUHIPOM THUIOIUIa3uu JeBoro xenynouka 50%, 31% npuiuiocs Ha TPAHCIO3UIUIO
MarucTpajibHbIX cOCy/10B U 19% Ha 001mumii apTepranbHbINA CTBOJL.

BIIC c¢ o6ennenuem MKK Gomnbpmie 0e3 nmanosa 70,6%, yeM ¢ IIHAaHO30M
29,4%. B crpykrype BIIC c¢ o6ennenmem MKK mnpeobianaer u30IMpOBaHHBIN
CTEHO3 JIETO4YHbIX aprepuil  29%, 23% npuxoauTcs Ha TUMNOILIA3UIO IPABOIO
Kenynouka, mo 18% npunuioch Ha TPaHCHO3HUIMIO MAarucTpajabHBIX COCYAOB CO
CTEHO30M JIETOYHOM apTEepHH U HAa TPUKYCHUJAIBHYIO aTpe3nto, a Ha Terpany damio

U aHOMaJTHEO D01TeliHa ocTaiock o 4,6% (puc. 4).
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m TeTpana ®anno

TPacHCMO3ULMA MarucTpaabHbIX
COCYAoB co cTeHosom JIA

TPUKyCnMaanbHaa aTpesuma
aHomanua I6wTeMHa
runonnasmua MK

M30/IMPOBaHHbIN cTeHo3 JI1A

Puc. 4. XapakTepucTrka BpOKIEHHBIX TIOPOKOB CEPJIIA Y ACTECH ¢ 00eTHEHUEM
MaJjioro Kpyra KpoBoOoOpaIieHusl.

B crpyktype BIIC 0e3 HapymieHuss reMOAMHAMUKH TpeodIiagaeTt
M30JIMPOBAaHHbBIA CTEHO3 aopThl 58%, Ha KoapkTamusi aopThel npuxogutcs 32%, a Ha
nexkctpokapauio 10%.

BoiBoa. Takum 00pa3om, aHanM3Upys MPOTOKOJbI MATOJOr0AHATOMUYECKUX
BCKPBITHI JIeTel C BPOXKJIECHHBIMHU MOPOKAMU OOJIE3HEW CHUCTEMbI KPOBOOOpAILICHUS
MOXHO CJ/IeJIaTh TAKUE BHIBOJIbL:

1. BpoxaeHHbie OpOKHU ceplia yalle BCTPEUaroTCsl B CIy4au NMPephIBAHUS
OEpEMEHHOCTH TI0 MEIUIIMHCKUM TTOKa3aHMsIM Ha paHHHUX CPOKaXx.

2. KonnuecTBO BpOXKAEHHBIX IOPOKOB CEpAlla MO IOJIOBOMY IPU3HAKY
MIPEBAIMPYET y MYKCKOTO T10J1a,

3. Opnoli u3 Hauboliee 4YacTO BCTPEYAEMBIX MATOJIOTHH CepJeyHO-
COCYAMCTOU CUCTEMBI SIBJSIETCS BPOXKIEHHBIN MOPOK cep/ia ¢ 000rameHueM Majioro
Kpyra KpOBOOOpalleHUsS, a HUMEHHO Je(PEeKT MEXKKETyI0UYKOBOM MEeperopoKH,
neeKT MEXKNPENCEepAHON NEePEeropoaKy, CHUHIPOM TUIOIUIA3UU JIEBBIX OTJIEIOB

cepra.
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