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INUAEMHO0JI0THSA U PAKTOPbI PUCKA PA3BUTHUS BPOKIEHHBIX
MOPOKOB cepAla y JAeTeH (JIMTepaTypHbId 0030P)

Cakuna baxonuposHa Tauposa
Mupabpop Ukpomxkon yriu bypoHos
CamapkaHICKUI TOCY/1apCTBEHHBIN MEIULIUHCKU YHUBEPCUTET

AHHoTanusi: BpoxxaeHHbIE TOPOKH cepiia SBISIOTCS BaXHOW IPoOsieMoil
MEUATPHUH BCJIEICTBUE UX BBICOKOM pacIpOCTPaHEHHOCTH U HEOOXOIMMOCTH paHHEN
XUPYPrUYECKONH KOPPEKLUMHU B CBA3U C 3HAYUTEJIbHBIMH HAPYUICHHUSIMH 30pPOBbS U
OTPAaHUYCHHEM KHU3HEAeITeNbHOCTH nete. [lo manusiM BO3, BpOoXaeHHBI MOPOK
cepana (BIIC) Bcrpewaercs y 0,7-1,7% HoBopoxA€HHBIX AeTed. B mociennue
NECATUIETHS] CTPYKTypa CEPIACYHO-COCYIHUCTOM IIaTOJIOTMU B JETCKOM BO3PacTe
CYLLIECTBEHHO M3MeHm1ach. Ha ¢one yBennuenus uucna cinydaes BIIC, Hapymenuit
puUTMa cepAla W MPOBOAUMOCTH, KapAHMOMUONATUH CHU3WICA YICJIbHBIA BEC
peBMaTHYECKUX 3a00JIeBaHUM M HMHQPEKIHOHHBIX MopaxkeHuit muokapaa. BIIC
OCTAIOTCSl OJTHOM M3 BEAYIIMX NPUYMH MJIAJEHUYECKOM CMEPTHOCTH, 3aHUMAas BTOPOE
Mecto. B nepunaranbaom nepuoje BIIC sBastoTcss npuunnoit 2,5% cmepreit (0,25
ciyyaeB Ha 1000 ponoB), Ha MEpBOM TOAYy XKU3HHU - 6-11% JeTaabHBIX UCXOJOB U
okoiio 50% cmepTel, CBS3aHHBIX C BPOXXIACHHBIMHM NOPOKAMM pa3BUTHs. B cBA3M C
3TUM, BONPOC W3YUYEHMS STUAUMUOJIOTHU U (PAKTOPOB PHUCKA Pa3BUTHS BPOXKAEHHBIX
MOPOKOB CEpAlla PaHHErO0 BO3pPACTa OCTAETCS AaKTyalbHbIM U TpeOyeT HayudHbIX
MCCIIEIOBAHNN B JAHHOM HaITPaBJICHUH.

KuiroueBbie cioBa: BpPOXIEHHBIM MOPOK Ceplla, SMUAUMHUONIOTHS, (PaKTOpPbI
pUCKa, BHYTPUYTPOOHAsI HHPEKLIUS
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Abstract: Congenital heart defects are an important problem in pediatrics due to
their high prevalence and the need for early surgical correction due to significant health
problems and disability in children. According to WHO, congenital heart disease
occurs in 0.7-1.7% of newborns. In recent decades, the structure of cardiovascular
pathology in childhood has changed significantly. Against the background of an
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increase in the number of cases of CHD, cardiac arrhythmias and conduction disorders,
cardiomyopathies, the proportion of rheumatic diseases and infectious lesions of the
myocardium decreased. CHD remains one of the leading causes of infant mortality,
ranking second. In the perinatal period, congenital heart diseases cause 2.5% of deaths
(0.25 cases per 1000 hirths), in the first year of life - 6-11% of deaths and about 50%
of deaths associated with congenital malformations. In this regard, the issue of studying
the epidemiology and risk factors for the development of congenital heart defects at an
early age remains relevant and requires scientific research in this direction.

Keywords: congenital heart disease, epidemiology, risk factors, intrauterine
infection

B V306ekucrane poxxaaeMOCTh JE€Te C BPOXKICHHBIMH TMOPOKaMHU cepala
cocTaBJseT oT 5,5 yenoBek 15,7 uenoek Ha 1000 poxuBimMxcs kuBbiMu [8].

Yacrtorta BIIC 3aBHCUT OT pa3BUTHS CUCTEMbI 3PaBOOXPAHECHUS B CTPAHE WIIH
JNOCTYMHBIX Bpayy AUAarHOCTHYECKUX METOOB.

BpoxknenHas nmatojorus cepiia 3aHUMAaeT OCHOBHOE MECTO CpeAu OOJbIIOro
cnekTpa 3a0oneBaHui, TpeOYIOIMMX MPUBICYEHUS JIETCKOTO  KapJauoJiora.
OO01enpruHATHI MUHUMAJIbHBIA pacueTHBIN nokazaTenb yacToTel BIIC - 8 ciyyaeB Ha
1 ThIC. )KUBOPOKICHHBIX [6,7].

BIIC saBnsiercst Hanbosee pacnpoCTpaHEHHON BPOKIEHHON aHOMAaJIUEH, KOTOpast
Bo3HUKaeT y moutu 1% xuBopoxkaeHHbIX [11]. Cpenu BpoxaeHHbIX aedexToB BIIC
SABJISICTCS BEAYIIEH NPUYMHOU MIIAJICHYECKON CMEPTHOCTH.

Hepenko B cBoell mNpakTUKE Bpay CTAJKUBACTCS C HAJIUYUMEM B JIMAarHO3€
MalKeHTa HECKOJbKUX Ho3oyiorudeckux ¢opm. CoueTaHwe MAaTOJIOTUNA Pa3HbIX
OpPraHoB U CHUCTEM B OJIHOM JIMAarHO3€ BIIOJIHE OOBSCHUMO, IMOCKOJIbKY MHOTHE
3a0071€BaHUsI UMEIOT OOIIYI0 3THONATOT€HETUYECKYIO OCHOBY.

JleTckas kapauoJsiorus BcerJa OblJla OCHOBOM TEIUATPHUH, OJTHOBPEMEHHO
COCTaBJISAsI €€ MHTErpalyi0 W OKa3biBas CYIIECTBEHHOE BIUSHHE HA CHUKCHHE
MepUHATATBPHOW CMEPTHOCTH; KOTOPBIM SBJISETCS OCHOBOW pa3pabOTKU OIEHKH
MEJIUIIMHBI B CTPAHE.

BIIC cocTtouT u3 IIMPOKOro CIEKTpa aHOMAJIUW M ITOPOKOB Pa3BUTHS,
3aTparuBarolnX CepIe U KPYITHbIE COCY b, KOTOPBIC Pa3BUBAIOTCS BHYTPUYTPOOHO,
MPUCYTCTBYIOT TIPU POXKJICHUM W OOpaIlaroTCAd 3a MEAMIIMHCKOM TMOMOIIbIO B
MJIaJICHYECTBE, MOAPOCTKOBOM WM 3pesioM Bo3pacre. CepaeyHOo-COCYIUCThIE
aHOMaJIMM OOBIYHO SBJISIOTCS PE3YJNbTaTOM JAePEKTHOTO MopdoreHeza BO BpeMs
AMOpHOJIOTHYECKOTO  pa3Butus. [lopoku pa3BuTusi MOryT OBITh OTPAaHUYCHBI
CepACYHO-COCYAUCTON CUCTEMOM (HECUHIPOMANIbHBIC) WJIM BOBHUKATh B COYETAHUHU C
AHOMAJIUSIMU IPYTUX CUCTEM B COCTABE OINPEACICHHBIX CHHIPOMOB (CHUHJIPOMHBIE).
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Haubonee pacnpoctpanennsiMu BIIC, nuarHocTupoBaHHBIMU B MJIaICHUECKOM
BO3pACTe, SBIISIOTCS MBIIICYHBIC U IEPUMEMOPAHO3HBIC Te(DEKTHI MEKIKETYTOTKOBOM
MEPErOPOJKU C  TMOCIEAYIOUMMHA  BTOPUYHBIMU Je(DEKTaMH  MEXKIPEICEPIHOMN
Meperoposku, ¢ obuel pacrnpoctpaHeHHOCThIO 48,4 cioyuaee Ha 10 000
KUBOpOXKIeHHUH [15].

Oxkozo 85% nereit umeroT MmHOrodakTopHyto tronoruto BIIC y aereit, kotopas
OOBIYHO SIBJISIETCSI €JUHCTBEHHBIM IIOPOKOM pa3BUTUS Yy peOeHKa U SBISETCS
PE3YyJIbTATOM B3aUMOJAEHCTBHS MHOTUX, IO OTAEJIBHOCTH E€UIE HE ONPEICTICHHBIX TEHOB
U psana npyrux npuunH. Puck penunnsa BIIC B cembe BapbUpyeT B 3aBUCUMOCTH OT
MPUYHHBL. PHUCK SBISETCS HE3HAYUTEILHBIM ISl HOBOBO3SHUKINUX MyTanmu, 2—5% -
JU1st HecuHipomansHoro MHorodakrtoproro BIIC, u 50% - ciiyuyaes, korjia mpuurnHON
SIBJISIETCSL ayTOCOMHO-IOMMHaHTHast MmyTtauus [110, 1171-1178]. BaxxHo onpenenuThb
reHeTudeckue (HakTopel, Tak Kak OosbmMHCTBO manueHTtoB ¢ BIIC poxuBaroT 10
3peJIoro Bo3pacTa U, HOTEHI[MAIbHO, CO3JAl0T CEMbHU.

AHOMaIMM aHATOMHYECKOTO Pa3BUTHUSL CEpAlla U KPYIHBIX COCYJIOB OOBIYHO
dbopmupyroTcs Ha 2-8-i1 Hesene BHy TPy TPOOHOTO Pa3BUTHS B pE3yIbTaTe HAPYIICHUS
AMOpHOHATBLHOTO MOpdOreHe3a U MOTyT ObITh 00YCJIOBIICHBI KaK HACIEICTBEHHBIMU
(reHHbIe, XPOMOCOMHBIE, T€HOMHBIE, 3UTOTUYECKUE MYTalluH), TaK U CPEIOBBIMU
(dakTopamu, BIMSIONIMMU Ha Pa3BUBAIOIIMICS 3apojbiil. KOHKpETHbIE MPUYHHBI
Bo3HuKHOBeHUs1 BIIC He wu3BectHbl. Yame Bcero BIIC HocuT cnopagumyeckuii
XapakTep, HE CBs3aHA C CHHIPOMOM M HesACHOW ostwosoruu [75, 121-127].
['eneTrueckast STHOJIOTHS HE UAESHTU(GUIIUPOBAHA TPUMEPHO Y 72% naruenToB ¢ BIIC
[138, 690-706; 146, 2241-2247]. Hepenko OHH CBS3aHBI C XPOMOCOMHBIMH
AHOMAJIMSIMH, BBISIBIIIEMBIMU MPU KapUOTHUNHPOBAHUU OoJiee yeM y 1/3 OOdbHBIX C
BIIC. Yame Bcero 3to tpucomus no xpomocomam 21, 18 u 13. Ilomumo 06omne3nu
JlayHa, cyiectByeT 0koj10 20 HacleCTBEHHBIX CHHIPOMOB, B OOJIHIIIMHCTBE CIy4Yaes,
conpoBoxaarommxcs ¢ BIIC. B o6mieit ciokHOCTH CHHIpOMAalIbHASI MATOJOTHUS
oOHapyxuBaeTcs y 6-36% OonpHBIX. TeM He MeHee, YacTh JaHHBIX AHOMAJIMH
COCTaBJIICT JIMIIb OKOJIO 5—6% TNalUeHTOB C BPOXKACHHBIM IOPOKOM cepAlla.
Momnorennas npupoja BIIC nokazana B 8% HabmoaeHuit; okono 90% HacnemyoTcs
MHOro()akKTOpHO, T.€.  SIBISIOTCS  PE3yJbTaTOM  COYETAaHUS  TIEHETUYECKOM
MPEPaACIONIOKEHHOCTH U BO3JIEUCTBUS CPeIOBhIX (pakTopoB. [lociaeaHue BhICTYIAIOT
B Ka4yeCcTBe MIPOBOIUPYIOIIUX, BBISIBJISTIOIIIAX HACJIEJICTBEHHYIO
MPEAPACTIOIOKEHHOCTD MTPU MPEBBIIIEHUHN KIIOPOTa» UX COBMECTHOIO JeUCTBUS. Prck
peuunuBa BIIC B ceMbe BapbHpyeT B 3aBUCUMOCTH OT NPUYUHBIL. PUCK siBisieTcs
HE3HAUYUTETBHBIM JJIs HOBOBO3HUKIIMX MyTanui, 2-5% - i HECHHAPOMAIHLHOTO
MHOT0()aKTOPHOT'0 BPOXKJAECHHOTO TTOpoKa cepia, u 50% — B cirydae, Korja NpUuuuHON
ABJISIETCSI Ay TOCOMHO-AOMHUHAHTHAsE MmyTanus. [11]. edekTsl reHeTuueckoro Kojaa u
HapyLIeHus: YMOpUOTreHe3a MOTYT ObITh U IPUOOPETEHHBIMU - BO3JICHCTBUE HA TUIOJ U
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OpraHu3M MaTepHU HEKOTOPBIX HEOJAronpHUsATHBIX (PAaKTOPOB (paguaiusi, aJKorojau3M,
HapKOMaHUs), SHAOKPUHHBIE 3a00JIeBaHUs (CaxapHbIi 1UadeT, KpacHyxa, CUCTEMHAs
KpacHasi BOJT4YaHKa, THPEOTOKCUKO3), BUPYCHBIE U APyTrue UH(EKINH, IePeHECEHHbIE
B | TpumecTpe 6GepemeHHOCTH (KpacHyxa, TPHIII, renatut B), mpuem nexapcTBEHHBIX
cpenctB  (mpemapaThl  JMTHA, BapapuH, TamugaMui, aHTUMETAOOJIUTHI,
AHTUKOHBYJILCAHThI, JIMTHH, W30TPETUHOWH, MPOTHUBOCYJOPOKHBIE Ipernapathl).
bonbpmioe 3HaueHMe B BO3HMKHOBEHUM MATOJOTUU CEpAlla U COCYAOB HUMEIOT
CMEIIaHHbIE€ BHUPYCHbIE M DJHTEPOBUPYCHbIC HH(EKIUU, TEpPEeHECEHHbIC ILUI0JA0M
BHYTpUyTpoOHO. [IoMHMO 3THONOTHYECKHX, BBIACTAIOTCA (PAKTOPHI PUCKA POXKICHUS
pebenka ¢ BIIC. K HuM oTHOCSTCS: BO3pacT MaTepu; TOKCUKO3 M yrpo3a MpepbIBaHUs
I Tpumectpa OepeMEHHOCTH; MEPTBOPOKJECHHBIE B aHAMHE3€; HaJU4Hhe JEeTell ¢
BPO’KJICHHBIMU TTOPOKAMH Pa3BUTHUs y Onmxaimx poactBeHHUKOB [4,9,10]. HescHo,
ABJISIETCS JIM BO3pAacT MaTepH HE3aBUCUMBIM (akTopoM pucka pa3sutus BIIC. Bozpact
OTIIa TaK)Ke MOXKET ObITh (pakTopom pucka [13].

BoznelicTBue Ha JKEHIIMHY HEOJAronpHsTHBIX (PAKTOPOB MOXKET HapylIaTh
g depeHunpoBKy cepana u npuBoauTh K popmuposanuto BIIC. Takumu pakropamu
MPUHSTO CUNUTATh:

* UH(QEKIIMOHHbBIE areHThl (LIUTOMETAIOBUPYC, BUPYC MPOCTOIO repreca, BUPYC
rpuima, suteposupyc, Bupyc Kokcaku B u np);

* mHacnenctBeHHble (Qaktopel - B 57% cuywaeB BIIC oOycrioBneHs
reHETUYECKUMU HapyIIEHUSIMHU, KOTOPbIE MOTYT BCTPEUYaThCs KaK M30JIMPOBAHHO, TaK
U B COCTaBE MHOYKECTBEHHBIX BPOXJACHHBIX MOPOKOB Pa3BUTHUS; HanOOJee N3BECTHBIE
npuuuHbl BIIC - TouedHble reHHbIe H3MEHEHHSI INO0 XPOMOCOMHBIE MyTAIlMH B BUJIC
nenenuu uim ayniaukanuu cermentos JIHK;

* COMaTH4YECKHe 3a00JIEBaHUS MAaTEPH, U B IEPBYIO OUEPEb — CaXapHbIi AuadeT
- IPUBOAAT K Pa3BUTHIO runeptpoduueckoit kapauomuonatuu u BIIC;

* npodeccroHalIbHbIE BPEAHOCTH U BPEAHbIEC MPUBBIYKK MATEPU (XPOHUUECKHI
QJIKOTOJIU3M, KOMIIBIOTEPHOE W3JyYE€HUE, WHTOKCUKAIMU PTYTbIO, CBUHIIOM,
BO3/ICHCTBUE HOHU3UPYIOIIEH paaranuu u T.1.) [14].

Hanbonee yacTo BcTpevaroTcs Ceayoue NOpoKu: AeheKT MEXKETyT0UYKOBOM
neperopoaku - JIMXKII (28,3%); nedexr mexnpencepaHoit neperopoaku - JIMIIIT
(10,3%); creno3 nerounoit aprepuu (9,8%); terpaga ®@amio - TD (9,7%); crenos
aoptel (7,1%); koapkrauust aoptel - CJIA (5,1%); TpaHcno3ulMsT MarucTpagbHbIX
cocynoB (4,9%); BcTpewaroTCsi TakKe€ CHHAPOM THUIOIUIA3UU TPEXCTBOPUATOTO
KJIariaHa, OTKPBIThIA apTepuaibHblid MpoToK (OAII), monHbIi aHOMaNbHBIN BEHO3HBIH
Bo3Bpar [14].

BuyTpuyTtpobHas uHQEeKIHOHHAs NATOJIOTUS IJI0JIa MU HOBOPOXKIEHHOTO SIBJISI-
€TCsl OIHOM 13 HanboJsee aKTyalbHBIX U CIOKHBIX MPOOJIEM B MEAUATPUU. Y JEIbHBIN
BeC HH(PEKIUOHHO-BOCTIAIIUTEIbHBIX IMPOIECCOB B CTPYKType MepUHATAIbHON
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CMEPTHOCTHU cocTaBiisgeT okoiio 10-18%, ycTynas TonbKO BHYTPUYTPOOHOU achUKCHH,
pECIUPATOPHBIM  PACCTPOMCTBAM M BPOXKICHHBIM aHOMANMAM. AKTYaJbHOCTb
po0JIeMbl BHYTPUYTPOOHOW WH(MEKITMU OOYCIOBJICHA HE TOJIBKO CYIIECTBEHHBIMU
MepU- U MOCTHATAILHBIMU MTOTEPSIMU, HO U TEM, YTO Y JIETEH, IEPEHECIINX TAKETYIO
dbopMy BpOXKIEHHOW MH(OEKIMU, OYEHb YACTO PA3BUBAIOTCA CEPbE3HbIC HAPYIICHUS
3JI0pPOBbsI, MPUBOASAIINE K WHBAIMIU3AINN U CHUKEHUIO KauecTBa KU3HU B 1IEJIOM
[6,7].

Cpenu Bo30yauTenet ocoboe mnosnoxkeHue 3aHuMaroT uHpexkuumn TORCH-
KoMIUIekca - Toxoplasma (tokcormnazmo3), Rubella (kxpacuyxa), Cytomegalovirus
(muTomeranoBupyc), Herpes (reprmec). Bximouaet Takue nHpEKIuy, Kak renatut B u
C, cudunuc, xmaMuauo3, TOHOKOKKoBasi uHdpekius, BUY-undexuus, nucrepuos,
SHTEPOBUPYCHAs MH(MEKIUS U JIp. BIMSIONUE Ha 1o [6,7].

[Ipu orcyTcTBUM a/ileKBaTHOM Tepanuu BO Bpemsi OepeMeHHocTd 10 50% HO-
BOPOXKJEHHBIX Tpu Hanmuuuu XoTsa Obl oxHoii TORCH-undexunu y wmatepu
POXKJIAIOTCSI C PA3IMYHBIMU TOBPEKIACHUSMU: BHYTPUYTPOOHBIMU HHQPEKIUSIMU
(BYN), 3anepxkoil BHYTpuyTpoOHOro passutus (3BYP), runorpoduei,
npoxxa¢HHbIN nmopok pazsutus (BIIP), B Tom uncie BIIC, HapymieHussMU MO3roBOTO
KpoBooOpaiieHusi. [Ipu cmemanHoil mHPEKMU 3a00J€BAEMOCTh HOBOPOXKICHHBIX
nocturaet 50-100% [2].

B uccnenoanusix JIo63080i1 A.B. (2014) y HoBOpoxaeHHbIX neteii ¢ BIIP u 6e3
BPOXIEHHBIX MOPOKOB JHATHOCTHUPOBAHBI MMMYHOJOTHUYECKHUE MApKepbl K TOW WIU
WHOW MH(EKIMHM WM acCOlMalUd WHQPEKIHMOHHBIX areHToB. [Ipm 3TOM aHTHTENa
kimacca G k BupycHO-BHpPYCHbIM accormarusm (LIMB+Bupyc mpocroro repmeca
(BIII")) onpenensiauck 4aCTo Kak B OCHOBHOM, TaK U B KOHTPOJIbHOU rpynnax (56,33 u
65,38% cooTBeTCTBEHHO). [Ipr 5TOM B OCHOBHOI IpyIe UMMYHOTJIOOYJIMHBI Kjlacca
G k BIII" 6butn oOHapyskeHbI y 98,6% 00cie10BaHHBIX HOBOPOXKACHHBIX U Y 80,7%)
nerei rpynmbl KoHTpodst, K IMB -y 95,8 u 96,1%) coOTBETCTBEHHO, UTO COTIacyeTcs
C JAHHBIMHU JUTEPATYphl 000 BCE BO3PACTAIOINIEM MOPAKEHUU HACEJICHUS JaHHBIMU
BO30yauTessimMu [2,7].

B cBsI3u ¢ TeM, 4TO yacTOTa BHYTPUYTPOOHBIX MH(PEKIUNA HE UMEET TEHACHIIUU K
CHIDKCHHI0O M COOTBETCTBEHHO HEOJAromnpuaTHBIX TOCJIEACTBUM, Tpeldyercs
NnajpHelIlee U3y4yeHUe B ATOM HAMNpaBJiCHUU JJIsI pa3paOOTKH Mep MO0 UX Mpeay-
MIPEXKICHUIO.
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