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BPOXKJIEHHBIE IIOPOKHA CEPJLIA CPEJIU JETEN PECIYBJIUKHA
KAPAKAJIITAKCTAH

KycoatbipoBa A.H., HusizoBa I'.T.
Kapaxkanmakckuii MEAUIIMHCKUN HHCTUTYT

Annomauusn: B 0oannoii cmamve paccmampugaromces pe3yibmaml Npo8edeHHOU
akyuu 6 KIuHuKe meouyunckozo uncmumyma Kapakannaxcman, 6 pamkax komopou
coemecmno ¢ epavamu uz CIIA, compyoHukamu HAYUOHAILHO20 OEmCKO20
MEOUYUHCKO20 Yeumpa U MeouyuHckoeo uncmumyma Kapakammakcman oOvlna
OKA3aHa nomMoub 0emsam C 8POAHCOeHHbIMU nopoxkamu cepoya. OcHOBHAS yelb aKyuu
3aKII04ANACL 8 NPeOOCMABIeHUU K8ATUDUYUPOBAHHOU MEOUYUHCKOU NOMOWU Oemsm
uz camvix omoaneHuvlx pauoros Kapakannaxcmana. Ilpu nposedenuu axyuu
UCNONIL30BAUCH HEUHBA3UBHBIE MemOoObl OUASHOCMUKU, Oaazodaps wemy uz 1200
OCMOMPEHHBIX Oemell YOanoch 8viaeums 328 ciyuaes 8pOICOeHHO20 NOPOKA cepoyd.
bBoin nposeden ananuz cmpykmypol 5mux nopoxkos u onpeoeieHvl Hauboiee Yacmo
scmpeuarouuecs: NOpoKuU.

Kntrouesnie cnosa: 6poxcoénubiii nopox cepoyd, moKCUKo3bl, aHemusl, 8UPYCHble
uHgpexyuu.

AKTYaJIbHOCTB: BpokKJeHHbIE TOPOKHU CepJlla SIBIAIOTCS OJHUM M3 BaKHBIX
npo0JieM NneANaTpuu BCIIECICTBUE ux BBICOKOM pacnpoCTpaHEHHOCTH U
HEOOXOJAMMOCTA paHHEH XUPYPrUYECKON KOPPEKIMH B CBSI3U CO 3HAYUTEIHHBIMU
HapylHIEHUSIMA 3I0POBbS U OTPaHUUYEHUEM KU3HEAEATEIbHOCTU neTeil. [lo naHHbIM
BO3, Bpoxnaennsiii mopok cepana (BIIC) Bcrpeuaercst y 0,7-1,7% HOBOPOXIEHHBIX.
Cpenu npuduH JETCKOM CMEPTHOCTH BPOKJIEHHBIE MOPOKH CEpALla 3aHUMAET BTOPOE
Mecto. B nepunaranbHom niepuoje BIIC sBastoTcs npuunnoit 2,5% cwmepreit (0,25
cinydaeB Ha 1000 pos1oB), Ha mepBOM roAy xKu3HU 6-11% neTaabHbIX HCXOA0B U OKOJIO
50% cMepTei, CBSI3aHHBIX C BPOXKICHHBIMU MOPOKaMU pa3BUTHS. B CBA3U C 3TuM,
Ype3BbIYAIIHO Ba)KHBI CBOEBpPEMEHHAsl JAMArHOCTHKA, BBISABIECHHUS (DAaKTOPOB pPHCKa
(dhopMHUpPOBaHUS ATOW MATOJOTHH U MPOBEICHUS] COOTBETCTBYIOIICH XUPYPTHUUECKOU
koppekiuu [1].

[To nanubpiM EBpormneiickoro perucrpa BpoxkaeHHbIX TOPOKOB pa3Butus (European
Registration of Congenital Abnormalities and Twins, EUROCAT), B nepuoa 2010-
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2014 rr. pacnpoctpaneHHocth Bcex BIIC cocraBisima 8,1, B T. 4. TSKEIbIX
nposiBienuil - 2,2 Ha 1000 HOBOpOXKAEHHBIX [2].

Tak, A. J. Marelli u coat. B 2007 r. ony0JUKOBaIu Pe3yJbTaThl OOJIBIIOTO
ucclieoBanusi, oxBarbiBaroniero nepuo 1985-2000 rr., 1 mpoaeMOHCTPUPOBABIIIETO
yBesmueHue aosu Tsokensix BIIC B aerckoit momyssaiuu Ha 22% [3]. OueBuaHo,
aHaJOrM4Hasl TEHACHUHMs HaOIogaeTcs U B HacTosee BpeMsd [4]. [1o naHHbIM psina
nccienoBannil, B 8-15% ciayuae BIIC cBsi3aHbI C reHETUYECKUMU CHHAPOMaMH [6, 7].
Hawnbonee pacnpocTpaHeHHBIMH XPOMOCOMHBIMUA aHOMAIUSIMU ObLUTA Tpucomus 21-i
xpomocoMbl (53%), Tpucomus 18- xpomocomsl (13%), yanuHeHre AJIMHHOTO Mieya
21-i1 xpomocombl (12%) u Tpucomus 13-it xpomocomsl (6%) [6]. Takum oOpazom,
HanOoJiee 4acTOM IeHeTHYeCKOW aHoManuel, accoruupoBanHoi ¢ BIIC, sBusercs
cunapom Jlayna. Crpykrypa BIIC Oblna mpejcTaBieHa CIEAYIOINIMMHU OPOKAMHU:
aTPUOBEHTPUKYJAPHBIM KaHaioM (39%), BropuunbivMu JIMIIIT (42%), JIMXKII (43%)
u tetpanor damno (6%) [5]. Oxono 18% BIIC accomuupoBaHbl ¢ XpOMOCOMHBIMHU
aHomanusiMu. Cpenn XpoMocoMHbIX aHomanuid y nereid ¢ BIIC nambosnee wacto
peructpupyercs cunapom Jlayna (81% OT Bcex XpOMOCOMHBIX aHOMAaJui), B TO K€
Bpems npu cuniapome Jlayna BIIC peructpupyercs B 40% ciydaeB. B HacTosiiee
BpeMsi JIOKa3aHO HEraTHUBHOE BIUsiHUE neduimTa (HOIMEeBOM KHUCIOTHI B IEPBOM
TpuMecTpe 0epeMeHHOCTH Ha hopmMupoBaHue cepia [9]. Pe3ynbrarsl uccienoBaHuit
MOCHAEAHUX JIeT TOATBEPKIAIOT, YTO TMpuUeM (OJIMEBON KHUCIOTHI BO BpeMs
oepemenHoctu cHmwkaer puck BIIC Ha 28-39% [9-11]. Beina npoaeMoHCTpHUpOBaHa
B3aUMOCBsI3b Jedunnta (HoIMeBOM KUCIOTHI C YBEIMYEHHEM PUCKa (GOPMHUPOBAHUS
onpeneneHHsix TUNoB BIIC, a umenno JIMKII u koHoTpyHKanbHBIX AedekToB [11].

JIro0bie nHpEKIMOHHBIE 3a001eBaHus, TPOTEKAIOIINE C TTOIHEMOM TEMIIEPATYPhI
B IIEPBOM TpUMeECTpEe OEpeMEeHHOCTH, yBenuunBatoT puck popmuposanus BIIC B 2-3
paza [8].
B V30ekucrane poxxnaeMocTh JeTeil ¢ BPOKIECHHBIMHU MOPOKAMU CEpJIIla COCTABIISIET
oT 5,5 yenosek 15,7 yenosek Ha 1000 poauBIIKXCs KUBbIMU [ 1].

Iean uccaenoBanus: [IpoBectu aHanu3 CTPYKTYPhl BBISIBICHHBIX BPOXKICHHBIX
MOPOKOB cep/ia cpenu aeteil Kapakainnakcrana.

Marepuana u MeToabl ucciaegoBanusi: [Iporpamma uccienoBanuii BKIIKOYasa
MPOBEJICHUE CIUIONIHOTO HAPY>KHOTO OCMOTpa, (M3UKAIBHBIX W J1aO0OpaTOPHBIX
MeTonoB wuccaemoBanud 1200 gered g0 S5 €T, OTHAJCHHBIX MECTHOCTEH
Kapaknnakcrana. bbiio mpoBeeHO CIUIONTHOE HAPYKHBIA OCMOTP (KOXbI, BUAUMBIE
CIIM3UCTBIC O00OJIOUKH PTa, Ia3) U U3MEPEHUE MyJbca, ayCKyJIbTallusl, MajabHanus 1
OxoKI', a takxe 51a00OpaTOpHO HUCCIEIOBAHbI YPOBHb I'€MOINIOOMHA, SPUTPOLIUTA U
LIBETOBOTO MOKa3areias KpOBU € ydyeToM Yykazanuii BO3 mo HHTErpHpOBaHHOMY
BEJICHUIO 0OJIE3HEH IETCKOTO BO3pacTa ¢ y4aCTHEM Teauarpa.
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Pe3yabTaTtsl ucciaegoBanus: [1o pe3yabTaToM HMcClieOBaHUN U3 OCMOTPEHHBIX
1200 neTen y 328 (27,3%) OBLIO BBISIBJICHA BPOXKICHHBIN
nopok cepama. Cpenu aeteit ¢ JTMAarHOCTUPOBAHHBIMH BPOXKICHHBIMU
MOpOKamu cepjia J1eBouku coctaBwin 50,6%, mansuuku 49,4%. IIpu npoBeneHuun
aHaIM3a CTPYKTYPHI BHISBICHHBIX BPOXKIECHHBIX MTOPOKOB ceplla npeodiianan nedexr
MeXoKeNTyJ0ukoBoil neperopojaku (JAMIKII), kotopeiii ObUT AMArHOCTUPOBAH Yy
261(79,7%) nereit. Jlepexr MEKIpEeICePIHOM MEePEropoOKU
(AMIII) nuarnoctupoBan - y 42 (12,7%) nerelr , OTKpPBITBIA apTepUaIbHBINA
npotok (OAII) - y 13 (3,8%) nereit , crenos nerounoit aprepuun (CJIA) -y 8 (2,5%)
nerel, oTkpbIToe oBaibHOE OKHO (O0O0) -y 4 (1,3%) nereit (puc-1) .

CTpyKTypa BbISIBJISMOCTH BPOKICHHBIX IOPOKOB Cepala y AeTei

4% 3% 1%
13%

79%

O aMK T @B OMAn O OAN O CNA B 000

Puc-1

Y 5 (1,5%) neteit ¢ BpOXKIACHHBIMHU MOPOKAMU CEPJIIla UMEII0 MECTO CHHIAPOM
Hayna. YV ucciemyeMoil TpyImiibl JAeTeil KIMHUYECKH OTMEYAIUCh: OJICTHOCTH WIIH
IMaHO3 KOXXHBIX TMOKPOBOB, HEJOCTATOYHAs MpHOaBKa B Macce, MaTOJOTUYECKUE
IITyMBI B CE€p/IIe, U3MEHEHUE TpaHull cepama (runeptpodus).

[To nmanHbIM 3x0Kapauorpaduu: pasmepsl aeexkta 5 MM U MEHEE COCTaBUIIO Y
38,1% nereit, nedext 6onee 5 MM coctaBmiio - 61,9%, a B 63% cityuaeB BBISBIISUIACH
BBIp@&KECHHAsA JNWISATALMS TMPaBbIX OTACJIOB cepaua, y 66% oTHocuTelbHas
HenocratouHocTh TK u npusnaxu JII'.

BoiBoa: Hambonee dacto BcTpewaromuMcs TOPOKOM cepAma y JAeTel B
PecniyOnuke KapakanmnakcTan sBisercs AeQeKT MEXKETy0UYKOBOM MEPErOpoaKH.
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Hcnoan3oBanHas aureparypa.
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