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Annomayus. BpoxxJiIeHHbIE TTIOPOKU Pa3BUTHsI ABJSIOTCSA OAHOW M3 HanOoJee YacCThIX MPUUYHMH
MJIaJIEHYeCKOM CMEPTHOCTH M WHBAJUAHOCTH Yy AeTel, a BpokJeHHble mopoku cepaua (BIIC) B
CTPYKTYpE BCEX aHOMaJIMI pa3BUTHs 3aHUMAIOT Belyllee MecTo. B craThe npuBeaeHbI JaHHBIC
PETPOCTIEKTUBHOIO aHAJIM3a KapT YMEPIIMX JETEeH OT CIOXKHBIX BPOXKIEHHBIX MOPOKOB CEpJIla U
BIIC B coderaHun ¢ MHOXECTBEHHBIMH IOpOKaMu pa3BuTud. IlpoBeneH aHamm3 Kapt
MaToJI0roaHaTOMU4ecKux uccienosanuii 102 nereid ot 0 10 2 set, ymepuIux B poaoMax U IETCKUX
OoonpHMIax T. bumkek. [TomGop KapT BCKPBITHIX JeTel mpoBoawicsa Ha Oaze PecmybnmkaHcKoro
MaTOJIOTOAHATOMUYECKOTO Or0po. B pesynbprare maroioroaHaTOMUYECKUX UCCIIEIOBAHUIN BBISBICHbI
W3MEHEHUs1 cepana W Jerkux. Ha osrtame pomwnbHoro aoma u3 102 geredt ¢ TsKEIBIMH
BPOXKJIEHHBIMU TTOPOKaMH cepAna yMmepau 70 HOBOPOKIEHHBIX, YTO B CpeAHEM cocTaBuiIo 68,6%.
Cpenu BpOXXIEHHBIX TOPOKOB Cepilia Mpeodiafanyd IMOPOKU Cep/lla ¢ a0pTOJIErodyHbIM cOpocom
KPOBHU C JICTOYHOU rumepTeHsuen — y 45 nereit (44%), B 4aCTHOCTH JNE€PEKT MEHKKEITYIOUYKOBOM
MEPETOPOAKHU, MeDEKT MEKIPEICEPAHON MEPEeropoaKH, Najee AYKTYC3aBUCUMbBIE MOPOKH cepila
IUarHoCTUpoBaHbl 'y 25 gereir (24,5%), kyma Bommu Terpaga Damno, TpaHCHO3UIUSA
MarucTpaJibHbIX COCYAOB. MHOXECTBEHHBIE BPOXKIACHHBIE TOPOKU pa3BUTUA umenu 23,5% nerei:
BO Bcex ciydasx peructpupoBaiack BIIC B coueTaHun ¢ HECKOIBKUMH TTOPOKAMU PA3BUTHS, TAKUX
KaK aHOMAJIUSI KOCTHO-MBIIIEYHOW CHCTEMBI C YEPENMHO-JUIIEBBIM JUMOP(GU3MOM, aHOMATHH
KEIMyTOYHO-KUIIIEYHOTO TPAKTa M MOYEBBIBOIAIICH CUCTEMBI, aHOMaJHs Jerkux. Hanbomee yacrtas
accormarust BIIC ¢ mopokamMu Jpyrux OpraHoB M CHUCTeM HaOiromanach B ciaydasx aedexra
MEXKEITYTOUKOBOM  TEPETOpoAKH, JedeKkTa MEXIPEeICepAHOM  TEPEeropoKH, OTKPBITOTO
apTepuaIbHOTO MPOTOKA.

Abstract. Congenital malformations are one of the most common causes of infant mortality
and disability in children, and congenital heart defects (CHD) occupy a leading place in
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the structure of all developmental anomalies. The article presents data from a retrospective analysis
of charts of children who died from complex congenital heart defects and congenital heart defects in
combination with multiple developmental defects. An analysis of the pathological examination
cards of 102 children from 0 to 2 years old who died in maternity hospitals and children's hospitals
in Bishkek was carried out. The selection of autopsy cards of children was carried out on the basis
of the Republican Pathological Bureau. As a result of pathological studies, changes in the heart and
lungs were revealed. At the maternity hospital stage, out of 102 children with severe congenital
heart defects, 70 newborns died, which averaged 68.6%. Among congenital heart defects, heart
defects with aortopulmonary shunting with pulmonary hypertension predominated — in 45 children
(44%), in particular, ventricular septal defect, atrial septal defect, then ductus-dependent heart
defects were diagnosed in 25 children (24.5%), which included Tetralogy of Fallot, transposition of
the great vessels. 23.5% of children had multiple congenital malformations: in all cases, congenital
heart disease was recorded in combination with several malformations, such as an anomaly of
the musculoskeletal system with craniofacial dimorphism, anomalies of the gastrointestinal tract
and urinary system, and an anomaly of the lungs. The most common association of congenital heart
disease with defects of other organs and systems was observed in cases of ventricular septal defect,
atrial septal defect, patent ductus arteriosus.

Kniouesvie cnosa: BpOXKIEHHBIA TOPOK CEPLIA, MHOXKECTBEHHBIE BPOXKICHHBIE IOPOKH
pa3BUTHS, IEPUHATAIBHAS CMEPTh, ACTH, (PAaKTOPHI PUCKA.

Keywords: congenital heart disease, multiple congenital malformations, perinatal death,
children, risk factors.

Bpoxnennsie nopoku cepana (BIIC) — oguu u3 Hambonee pacmpoOCTpaHEHHBIX MOPOKOB
pa3BUTUA Y AT — OCTAIOTCS BEAYIICH MPUYMHOW CMEPTHU B MIIAIICH BO3PACTHOU MOMYNISIIMU
[1]. To mMupoBBIM naHHBIM, 0000meHHBIM BO3, BUAMMBIE NPU POXICHHH TOPOKU Pa3BUTHS
(aHOManMM) OMpEAeNAIOTCS MpUMEpHO Yy 2,5% Bcex HOBOPOXKIEHHBIX. COmacHO JUTEpPaTypHBIM
JaHHBIM, YacTOTa BCTPEYAEMOCTH BPOXKACHHBIX MopokoB cepaua (BIIC) B momynsauuu Bapbupyer B
[IPOKHUX Tpeaenax - ot 2,4 1o 15,17 na 1000 HOBOpOXIeHHBIX neTeit [2, 3].

B nocnennue roasl HaOmO#aeTCs M3MEHEHUE CTPYKTYPbl BPOXKJIECHHBIX MOPOKOB CEpAlla, B
YaCTHOCTH YBEJIMYEHHE YAENBHOTO Beca TSXKENIbIX KOMOMHUPOBAHHBIX ()OPM, HACTO MPOTEKAOIINX
C pa3BUTHEM HEJOCTATOYHOCTH KpoBooOpatieHus [4].

Cpenn nere, pOXAAOIIUXCSA C CEPACYHBIMH aHOMAJIUSAMH, JIETAIBHOCTh UPE3BBIYANHO
BbIcoKa. K xoH1y 1 Henenn ymuparot 29% HOBOpOXKIEHHBIX, K 1 Mecsay — 42%, k 1 rony — 87%
nereid. CpenHuii cpok rudenan OoNbIIMHCTBA 00IbHBIX — 59+74 nus [5].

ITo nanusiM BO3, B GOJBIIMHCTBE CTPAaH MOPOKH PAa3BUTUSI HOBOPOXKICHHBIX 3aHUMAIOT OJTHO
U3 BEAYIIMX MECT B CTPYKTypE€ CMEPTHOCTH JIOHOLIEHHBIX JIETE M BO MHOIOM OIPEIEIISAIOT
MOKa3aresid MHBAIMIAHOCTH C JeTcTBa. IlosTomMy Meamko-conMangbHas 3HAYMMOCTb MPOOJIEMbI
BPOXICHHBIX [TOPOKOB Pa3BUTHUS 0YeBHUIHA [7]

Hecmotpst Ha [OCTHKEHHUST COBPEMEHHOM HayKH, B KbIprbI3cTaHe OTCYTCTBYIOT 1OCTOBEPHBIE
JaHHBIE O CTPYKTYpPE M PpaclIpOCTPAaHEHHOCTH BPOXKIEHHBIX IOpoKoB cepaua. Ilo cenenuro
HanuoHaneHOro nccieoBaTenbCcKoro MHCTUTYTa XUPYPIMM CEpAlla M TPAaHCIUIAHTALUKA OpPTraHoB,
OTMEYaeTcss HHU3Kasg perucrpanus OOJIbHBIX, KOTOpas HE JaeT IOJIHOTO MpPEJCTaBlIE€HUs 00
oThenbHbIX (opmax mopokoB. [lo nanHepiM HanmoHanbHOro CTAaTUCTHYECKOTO KOMMTETA
Keipreisckoii PecnyOnuku exeromHo poxaarorcs okono 150 000 mereit, 3 Hux OGomee 2000
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POXKIAIOTCSL C BPOXAECHHBIMH IIOPOKaMHU CEpAlla, IOJOBUHE M3 HHUX TpeOyeTcss OIlepaTUBHOE
BMEIIATENbCTBO.

Lenv: n3yunts yactory u crpykrypy BIIC cpenu ymepmux nereid, 1atb MOp(HOIOTHUECKYIO
OLIEHKY COCTOSIHMIO CepJua W JIerkuxX y HoBopoxJeHHbIX ¢ BIIC, nmepeHecmnx nepuHaraabHYO
TUIIOKCHUIO.

Mamepuanvl u Memoovl UCce008aHUs.

[IpoBeneH peTPOCHIEKTUBHBIN aHAIW3 KapT MaToJIOrOAaHATOMUYECKUX uccienoBanuid 102
nereit ot 0 1o 2 net, ymepuiux ot BIIC B coderanuu ¢ ApyruMu MOpOKaMH pa3BUTHS B POAJIOMAX U
NeTcKuX OoJbHUIIAX I. bumikek.

[TonGop KapT HeTeil MOABEPTIIMXCS BCKPBITHIO MPOBOAMICS Ha 0aze PecmybnmkaHCKOTro
MaTOJIOTOAHATOMUYECKOTO OI0PO.

Pezynomamot u oocysicoenue.

AHanu3 ciiydaeB Imokasai, uro cpenu ymepmmx jaereid ¢ BIIC neBouek Owuio 40 (39,2%),
MaTpauKoB — 62 (60,8%). Bospact ymepmux nereit cocraBmi: 0-5 cyrok xu3nu — 68 (66,6%), ot
6 cytok 1o 28 mueit — 14 (13,7%), ot 29 aneit go 6 mecseB — 13 (12,7%), ot 6 no 12 mecsien
— 1 (1%), ot 1 roga go 2 net — 3 (2,9%), meptBOopoxkaennsie — 3 (2,9%). U3 102 npereii ¢ BIIC
Ha 3Tare pPoAUIBLHOro JoMa yMepiu 70 HOBOPOXKJIEHHBIX, UTO cocTaBuio 68,6%.

B crpyxrype BIIC mpeBanupoBaiu MOpOKH cepAla C aOpTOJErOYHBIM IIYHTHPOBAHUEM C
JIErOYHOM runepreH3uell BbisiBIeHB Yy 45 gereir (44%), namee B yOBbIBAaroIIeM MOPSIKE:
IYKTyC3aBHCHUMBIE TTOPOKHU cepana — y 25 neteit (24,5%), BIIC B coueTannu ¢ MHOXECTBEHHBIMU
MIOPOKaMH pa3BUTHs TUAarHOCTUpOBaHbl y 24 nereit (23,5%), cnoxuble komOuHupoBanubie BIIC ¢
cOaaHCHPOBAaHHBIM KPOBOTOKOM ObuTH B 7 citydasix (6,9%) u y 1 pedenka (1%) BoisiBnen BIIC ¢
dbopamenszaBucumoit nupkyisuuei (Pucynok 1).

6.9% 1,0%

= BIIC ¢ apTo-n1erounsiM cOpocom

23,5% = Jlyktyc-3aBucumsie BIIC

44,0%

BIIC ¢ muoxectBerrsiMu BITP
= BIIC ¢ cbanaHCHpOBaHHBIM KPOBOTOKOM

24,5% = BIIC ¢ ¢popameH3aBUCMOI HUPKYISALHEH

Pucynok 1. Crpykrypa BIIC

[To maHHBIM TATONIOTOAHATOMUYECKUX KCCIEIOBAaHUN B OONBIIMHCTBE CIy4acB OCHOBHOMN
NPUYMHON cMepTH OB reMOoIMHaMHUYecKue HapylieHus: — 68 (66,7%), nayee neroyHo-cepaeyHas
HepocTaTouHOCTh — 51 cimydaeB (50%), monuopranHas HenoctarouHocth — y 17 meteit (16,7%),
acukcust — 15 ciyqaes (14,7%) (Pucynok 2).

B ocHOBHOM CMEpPTHOCTH JI€TEH HACTyIajla B MEPUOIC HOBOPOXKICHHOCTH, YTO UPE3BBIYAITHO
Ba)XHO MIPH MPOTHO3UPOBAHUHU BO3MOXKHBIX YXYAIIEHUH COCTOSIHHSI. BpoKIeHHBIE TOPOKH Ceplla,
MPUBOJAIINE K KPUTUUYECKUM COCTOSIHUSIM B MEPUOJ HOBOPOXKJIEHHOCTH, cocTaBisitoT 28-30% ot
BCEX BO3MOXKHBIX TIOPOKOB cepa [6].
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66,7% " ['eMOIMHAMHYECKUE HAPYIICHHS

14,7% = Jlerouno-cepae4Has
HEJI0CTaTOYHOCTh

TlonuopranHas HETOCTATOYHOCTh

16,7%

= Achuxcus
50,0%

Pucynok 2. [Ipuunna cMepTHBIX ciiydaeB y aereii ¢ BIIC

IIpu wuccnenoBaHuM KapT NATOJOrOAHATOMUYECKMX BCKPBITUH Oblla IpOaHAIU3UPOBaHA
IIPOJIOJKUTEIIBHOCTD KU3HU, TaHHbBIE TAaTOMOP(OIOTUYECKOTO UCCIEA0BAaHUS U IPUUUHBI CMEPTH Y
nereit ¢ BIIC. V 6onpmmucTBa nereit ¢ BIIC ¢ aoprosnerounsiM myHTHpoBanueM — 31 (68,8%)
MIPOIOJKUTEBHOCTD JKU3HU ObUTa 110 7 nHel (nmepuHaranbHbi nepuon). [Ipu mopdomornyeckom
UCCIIeIOBAaHUN ObUIM U3MEHEHUS U CO CTOPOHBI Cep/lla U OpraHoB AbixaHus. CenrtanbHble 1eQeKThl
U IpoTOK ObLIM OombIuX pazmepos ot 0,5 1o 1,7 cM, Macca cep/ia mpeBbliliaia HOpMaJIbHbIN BEC B
2-3 paza (ot 26 mo 144 r.) 3a cuer runepTpoGun KapIUOMHUOLIUTOB U OTEKA MHTEPCTUIHUS, TIPH TOM
cepale U cocyasl ObUTH C(OPMHUPOBAHBI MpaBWIIbHO. Hapsiny ¢ 3TuM, jerkue ObUIH B COCTOSTHUM
JMCTENEKTa3a U MaJOBO3AYILIHOCTH, UMEIUCh YYacTKM YIUIOTHEHHS, a B HEKOTOPBIX CIydasx M
o4aru MHQUIBTPALUY, N10] BUCLEPATBLHON IIEBPOH OTMEYAINCh MEJIKOTOYEUHbIE KPOBOUBIUSIHMUSL.
V nereii noxxuBmux a0 1,5 net, ormevyanucey Gudpo3 coCynoB U MEKaIbBEOISIPHBIX MTEPETOPOJIOK.

HoBopoxaeHHble UMEIONIME NYKTYC3aBUCHUMbIE BPOXKICHHBIE MOPOKU cepaua — 13 gereit
(52%) u cuHue MopoKH cepAla co cOaTaHCUPOBAHHBIM KPOBOTOKOM 7 aetel (28%) nmpoxunu Bcero
oT 5 MuH 110 24-27 yacos, a y aereii ¢ BIIC npu Hannuuu KOMMYHUKAIUH, )KU3Hb MPOIMIIACH 10
10 ngmeii. Ilpm wmopdosornyeckoM  HCCIEIOBAaHUM OBUIM  OTMEUEHBI  KapIUOMETalIus,
Moponoruueckas HE3peIoCTb M IMAPEHXMMATO3Hasl JUCTPO(HsT BHYTPEHHUX OPraHoB, TaKxkKe
OCTPOE€ BEHO3HOE MOJIHOKPOBHUE, MEITKOTOUYEUHbIE KPOBOU3IUSHHS B CIM3UCTHIX 000JI0YKaxX U ObLTH
M3MEHEHHsI CO CTOPOHBI BHJIOUKOBOW »eJe3bl B BHJAE €IMHUYHBIX Tenel laccans, obeqHeHue
CTPOMBI, THUIOIIA3USI HAJIIOYEUHUKOB.

Cpenu ucienyeMbIX HOBOPOXKIEHHBIX HMMENHUCh JETH C  TSOKENBIMH  CHUCTEMHBIMHU
BpPOXJCHHBIMHU TOpOKaMH pa3BuTus — 22 pebdenka (21,5%), rae u3 BIIC npeobnananu mopoku c
AOPTOJIETOYHBIM IIYHTHPOBAHHEM, KOTOpbIE NMeNN OoJbIline cenTaiabHble AedekTsl 6osee 0,7 cM u
OAII 6onee 0,5 cm u coueratonecs ¢ OAC, CI'TIOC, TMC u ¢ BpoKACHHBIMU TOPOKAMHU JPYTUX
OpPraHoOB U CHCTEM, TaKUMH Kak arulia3usl JuOO TMIIOIUIa3Hsl OHOIO M3 JIETKUX, aTpe3Hsl OJHOTO U3
ornenoB JKKT. beutn BoisiBaeHsl T1sokensle BIIC ¢ apyrumum  mopokamu, Kak — JIOXKHas
nuadparmaiibHas TpbbKa € BBIXOJOM B IUIEBPAJIBHYIO MOJOCTh METeNb KHIIEUYHUKA, oMdalolese ¢
JUCIIOKAMEN MEeTeNb KUIIEYHUKA U CEJIE36HKH CO CMELICHHEM OPraHOB CPENOCTEHUs, aHOMAaJIUU
pa3BUTHA TOYEK (MOIKOBOOOpa3Has IOYKa, OJIMTOMEraHe(poHHsI), MOJOBOIO WIEHA U SHUYEK,
aHOMaJIMM Pa3BUTUS BEpXHEW 4YeNtocTH, AepopMany koHeuHocTel, anoManuu pa3Butus LIHC. Bee
3T HOBOPOXJEHHBIE POIWINCH C TPU3HAKAMH 33JE€PKKH BHYTPUYTPOOHOTO Pa3BUTHA,
BHYTPUYTPOOHOI MH(peK1uel ¢ nmopaxeHueM JIerkux u nedyeHu. Hanbombiiee KOIM4ecTBO ciyyaeB
cMepTu ObwT0 OT 1 MUHYTHI 0 72-96 yacoB. OCHOBHOI NMPUYMHOW CMEPTH SBUIUCH ac(hUKCUS B
poJiax U HECOBMECTUMBIE C KU3HBIO IIOPOKH.
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[lo paHHBIM BCKpBITUM BbIABICHA npuunHa cMeptd 102  uccimenyembix — JIeTei:
reMofiMHaMu4eckue HapymeHuss 68 (66,7%), nerouno-cepaeuHas HenocrarodHoctb 51 (50%),
MoJIMOpranHas HefoctatouHocTh 17 (16,7%), achuxcus 15 (14,7%).

Bu1600wbi

KusznecriocobHocTh aereit ¢ komOuHMpoBaHHBIMU BIIP Bce wame paccMarpuBaeTcs Kak
[JIAaBHBIM KPUTEPUU B OLIEHKE COCTOSHHS 310pOBbi. HecMOTps Ha OOCTUTHYTBIM IIpoOrpecc B
IIOBBIIICHUM KAa4eCTBAa OKa3bIBAEMOM COBPEMEHHOW XMPYPrH4eCKOM IIOMOLIM M HMHTEHCUBHOU
Tepanuu JETSIM paHHEro BO3pacTa, pe3yJbTarhl JEUSHHs, K COXKAJICHUIO, HE BCEI/la yTeUINTENbHBIE.
3HauuTeIBHBIC 3aTpaThl Ha JIEYEHWE | peabuiauTanuio OonbimuHcTBAa jaered ¢ BIIP He
OTMPABJIBIBAIOTCS U3-3a TSKECTH UX MOCIEACTBUN U HU3KOM XKU3HECTIOCOOHOCTH [6, 7].

B KeIprei3crane oTCyTCTBYEeT CUCTEMa MPEHATaIbHOW JUATHOCTHKH, d(()EKTUBHOTO JICUCHUS
U npopuUIakTUKU. DTO OTpakaeT MpolieMy HHU3KOM JOCTYIMHOCTH CHEIHaTIU3UPOBAHHON
MEJIUIIMHCKOM ToMoIu B peruoHax. [loatomy, cMepTHOCTBH AeTel mnepBoro roja xu3Hu ot BIIC
OCTaeTCsi Ha BBICOKOM YpOBHE. Takxke, MO Cel JE€Hb OCTAeTCs HEPELIEHHBIA BOIMPOC O CpPOKaAX
OTEPAaTUBHOTO BMEIIATEJIbCTBA, HET €AMHON TAKTHUKHU IO BOMPOCAM HMHTCHCHUBHON Tepanud W
BBIX@)KMBAHUS JIeTell paHHero Bo3pacTa. Mcxoms U3 BbIIe NEPEYHCICHHOTO, COIVIACHO
UCCIIeIOBAHUS OBLITU CHIETaHbl CIEAYIOIINE BBIBOMDIL::

1. Ha stane poaunibHOro AoMa u3 102 mereit ¢ TSDKETBIMU BPOXKACHHBIMH IMOPOKAMH CEpIIlia
ymepiu 70 HOBOPOXKACHHBIX, YTO B CPEAHEM COCTaBUIIA JETAILHOCTH 68,6%.

2. Cpenu BIIC npeobnananu MOpPOKH ceplilia ¢ aOPTOJIETOYHBIM COPOCOM KPOBH C JIETOUHOM
runeprensueit 45 (44%), B wactnoctu JMXKII, JIMIIII, ganee mykTyc3aBUCHMBIE MMOPOKH Cepilia
25 (24,5%), xyna Bouwunu Terpaga daiso, TpaHCIIO3UIIMS MAaruCTPaIbHBIX COCY/IOB.

3. MHOXeCcTBEHHBIE BPOXKJICHHBIE TIOPOKU pa3BUTHs UMenH 23,5% nereil: Bo BCeX Clydasx
peructpupoBanack BIIC B codyeTaHMM HECKOJIBKHMX HOPOKOB PAa3BUTHSA, KAK AHOMalIHUsl KOCTHO-
MBIIIEYHON CUCTEMBI,C YePEMHO-TUIEBbIM quMophu3mom, ¢ anomanusmu JKKT u MmoueBbIBOASIIICH
cucTeMbl, aHoMaius JierkuX. Hanbonee gacras acconmanus BIIC ¢ mopokamu Apyrux OpraHoB U
cucteM HaOmonanack B cydasx JJMXKII, JIMIIII, OAC.

4. OcHoBHbIe TpUuuHBI cMepTH 102 MccaenyeMbIX AeTeil: reMoinHaMUYecKre HapyeHus 68
(66,7%), nerouno-cepaeuHasi HempocratouHocTh 51 (50%), monmmopraHHas HEIOCTaTOYHOCTH 17
(16,7%), achuxcus 15 (14,7%).
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