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BposxaeHHble nopoku cepaua (BINC) — oaHn u3 Hanbosiee pacnpoCcTpaHeHHbIX MOPOKOB Pa3BUTUS y AeTel — OCTaloTCsl BeAy-
Les NpUYnHON CMepTH B MaALIEN BO3PaCTHOM nonyasaumn. B o63ope npuBeseHa MMpoBasi CTaTuCTMKa pacrnpoCcTpaHEHHOCTH
n cmepTHoCTH npum BIIC, a TakKe paccMOTPEHbI NPUYMHBLI BaprabebHOCTH 3NMAEMHUOIONMYECKUX AaHHbIX. O6CyKaaeTcs accoLm-
auyms BIC ¢ nopokamum apyrmx opraHoB 1 cuctem. [TokasaHa posib pas/iMyHbiX GaKTopoB pucKa B popmupoaHum BIIC y nioja.
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BBEAEHUE

[epBoe onpegeneHne BPOXKAEHHbIX MOPOKOB cepaua
(BMNC) 6b110 gaHo euwe B 1971 r. CornacHo S.C. Mitchell,
«BINC gBnaeTca CTPYKTYpHON aHOManuen cepaua uan BHY-
TPUIPYAHbBIX OTAEN0B MarucTpasnbHbIX COCYAO0B, YTO daKTu-
YECKM WAM NOTEeHUManbHO MPUBOAMT K QYHKLMOHANbHLIM
HapyweHusam» [1]. 3TO NOHATME MMeeT paj HeOOoCTaTKOB.
Bo-nepBbiX, OHO HE y4uUTbiIBAaeT BPEMS BO3HUKHOBEHMUS
nopoKa. Bo-BTOpbIX, psa aHOManUN BHYTPUIPYAHbIX OTAe-
IOB cocyaoB He oTHocutcsd K BIC (Hanpumep, nepcu-
cTUpylolas BEPXHAS nosnas BeHa), XOTd MMeeT 3Hauve-
HWEe NpW MPOBEAEHUN OMepaTMBHOIrO BMelwartenbcTBa [2].
B-TpeTbux, K BIC He oTHOCATCA Takve 3aboneBaHUs, Kak
KapaMoMuonatun M aHomManuu NpPoBOASLLIEN CUCTEMbI
cepaua (peHomeH Bonbda-—llapKuHcoHa—YanTta, CUHOPOM
YAMHEHHOrO mHTepBana QT), ABNAIOWMECS «CTPYKTYPHOM
aHoManuemn» u «npuBodswmne K GyHKLMOHANbHLIM HapyLle-
Huam» [2]. Kpome TOro, K TepmuHy BI1C oTHOCATCS BPOXK-
[IEHHble MOPOKM HEe TOSIbKO BHYTPUIPYAHbIX OTAENO0B Maru-
CTpaibHbIX COCYAOB (Hanpumep, KoapKTauus OpioLiHOM
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yacTtu aopThbl). B HacTosuwee Bpems B noHaTve BIC Bkna-
[blBaeTca 6o/iee WHUPOKUMA CMbICn, a uMeHHO BIC MoXHO
onpefennTb Kak aHaToMuyecKylo gedopmauuio cepaua
WKW KPYMHBIX COCYAOB, Pa3BMBAOLLYIOCH BHYTPUYTPOGHO,
BHE 3aBWCUMOCTM OT TOrO, KOrga oHa Oblna o6Hapy)KeHa
[3]. B HacTosiuee Bpewms, BIC 3aHumaloT nuaupytoume
NoO31LMKU MO PacnpocTpaHeHHOCTU B CPaBHEHWW C ApYy-
TMMW NOPOKaMKW pa3BUTUS Y AEeTEW U OCTalTCs Beayllen
NPUYNHON UX cMepTu [4—6]. bonee Toro, NPoOrHo3upyeTcs
JanbHenwWnn pocT pacnpoctpaHeHHocTn BINC. OTyacTn ato
MOXET 6blTb 06YCNIOB/EHO COBEPLIEHCTBOBAHMEM AMArHO-
CTUYECKMX METOAMK, CBSAI3AHHbIX C YBEIMYEHMEM KBaNUdu-
KallMK CNeLnanncToB yIbTPa3BYKOBOWM ANArHOCTUKM U Yayy-
LIeHNEM BU3yaNnu3npylowmnx TexHuk [7, 8]. Tak, Hanpumep,
B AOK1aje AMEpUKaHCKOM KapAMONOornMyecKon accouuma-
umn (American Heart Association, AHA) oTmeyaetcs, 4TO
B CLWA B 2017 r. oxkmaaeTtca MnosiBEHWE KaK MUHUMYM
40000 pgeten ¢ BIC, yto coctaBnseT 1% HOBOPOXAEHHbIX.
M3 HMX 0KONOo 25% HMBOPOHKAEHHbIX, Mnn 2,4 /1000, noTpe-
6YlOT MHBA3UBHbLIX METOAOB NI€YEHNS B TeYeHUe MepBoro
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roga »usHu [7]. YBenuyeHnuto pgonun geten ¢ BIMC cnoco6-
CTBYIOT U COBPEMEHHbIE METOAMKM OMNEPATUBHOIO IEYEHUS,
KoTopble o6ecneyvymMBaloT BbIXMBaHWE AeTer MpPaKTUHeCKM
co BceMu aedektamu [7] U, Kak cneacteue, 6bICTPbIM POCT
nonynsuMmM NoAPOCTKOB M B3POCAbIX C OMNEPUMPOBAHHbLIMM
BMNC[6, 7, 9.

PACNPOCTPAHEHHOCTb BINC Y AETE#

Mo pasHbiM [daHHbIM, MOKasaTenu pacnpoCTPaHEeHHo-
ctm BIC y getert 3Ha4yuMTENbHO BapbMpylOT M COCTaBASIOT
oT 4 o 50 cnyvaeB Ha 1000 xuBopoXKAeHHbIX [9, 10]. Takas
BapuabenbHOCTb OODBSACHAETCH pasHULEn B KpUTEPUAX WX
OUeHKK. TaK, pacnpocTpaHeHHOCTb NaToNornK yBenn4yMBaeTcs
npu ydete geten ¢ manoimu BIIC (Hanpumep, ¢ ABycTBOpYa-
TbIM @opTafbHbIM KJanaHoM, MasbiM OTKPbITbIM apTepuasb-
HbIM npoToKoMm, OAI). YacToTa BIC cpenHen TXeCTn u Tsaxe-
nbix dopm cpean geten CLUA coctaBnsieT okono 6 cnyyaes
Ha 1000 »1BOPOXKAEHHBIX, yBenninsaetcs 4o 19/1000 npu
BK/IOYEHMU [IeTeN C ABYCTBOPYATbIM aopTasibHbIM KianaHom
n ao 75/1000 npu yy4eTe TOYEYHbIX MbILLEYHbIX AeheKToB
MEXKenyao4ykoBom neperopogku (AMMKIM) [9].

3a nocnegHee cTofieTMe B Mmpe Habnoaancs pocT pac-
npoctpaHeHHocTn BIMC ¢ 0,6 B 1930-1934 rr. go 9,1 cny-
yaeB Ha 1000 »xuBopoxaeHHbIx nocne 1995 r. [11].
B TeueHune nocnegHmx 15 net oTMevaeTcs HEKOTopas cTa-
6UNM3aumna 3Ha4YeHM 3TOro NoKkasaTensd, U B MUpe exeroa-
HO poxaaeTcs okono 1,5 mnH geten ¢ BMC [12]. Mo gaHHbIM
EBponencKkoro peructpa BPOXAEHHbIX NOPOKOB Pa3BUTUSA
(European Registration of Congenital Abnormalities and
Twins, EUROCAT), B nepuog 2010-2014 rr. pacnpo-
cTpaHeHHocTb Bcex BIC coctaBnsina 8,1, B T.4. TsKe-
nbix nposiBneHnn — 2,2 Ha 1000 HOBOPOXAEHHbLIX [8].
PacnpocTtpaHeHHOCTb Taxenbix BINC ¢ TeyeHnem BpeMeHu
TaKXXe yBenuyMBanacb, YTo, BEPOSATHO, CBA3AHO, C Yay4-
leHnem MeToaoB AuvarHoctuku BIC v npenoteBpaleHrem
cNy4yaeB aHTeHaTallbHOW W MAafeHYeCKOW CMePTHOCTU.
Tak, A.J. Marelli u coaBT. B 2007 r. ony6/MKoBanu pesyib-
TaTbl 60MLLIOIO UCCNEeA0oBaHMS, OXBaTblBalOLWLIEro Mepuoa
1985-2000 rr., u NPOAEMOHCTPUMPOBABLUErO YBean4ye-
HWe pgonu Tsenblx BIC B geTcKkow nonynauun Ha 22%
[13]. OyeBuaHO, aHanorM4yHasa TeHAeHUMs Habnwgaertcs
1 B HacToswee Bpems [14].

Bbinn 0o6GHapyXKeHbl 3Ha4yuTeNbHble reorpaduyeckue
pasnuyunsg pacnpocTtpaHeHHocTu BIC cpean »KMBOPOXK-
AEHHbIX B MMpe, Npu 3TOM camasi BblcOKas HabniogaeTcs
B cTpaHax A3uu un coctasnsetr 9,3/1000 [11]. B Kutae
pacnpoctpaHeHHocTb BIC, no gaHHbIM Ha 2009 r., cocTaB-
nana 8,2/1000 4enoBeK, U3 HWUX CPean XKMBOPOMKAEH-
HbIX — 6,7, a cpean MepTBOPOXKAEHHbIX — A0 168,8 [15].
Han6onee yacteiMu BIC 6binvM OedeKT MexnpeacepaHomn
neperopoaku (AMIM) (34%), OAMN (24%), OMMIN (11%)
[15]. B WHann B 2014 r. yacTtoTa BcTpedyaemoctn BIIC
6bina 19/1000 HOBOPOXAEHHbIX, B T.4. AMMI (33%),
AMMN (19%), TeTpaga Panno (16%) [16]. B CayaoBcKow
ApaBuu (No gaHHbIM 1993-2003 rr.) pacnpocTpaHEHHOCTb
BINC Haxoaunacb B ananasoHe ot 2,1 go 10,7/1000 yeno-
BEeK, Haubonee 4acto oTtmedanucb AMMKIT (30-40%),
OMIMN (9-18%) n CTEeHO3 KiamnaHa Nero4yHonm aprepuu
(6-12%). B uenom 4actota Tsaxenbix BIC coctaBnsna
npuénuauntensHo 5,4/1000 »xnBopoxaeHHbIX B rog [17].
B EBpone pacnpocTtpaHeHHocTb BIIC Ha 2011 r. coctas-
nana 6,9/1000 XMBOPOXKAEHHbIX, a B cTpaHax CeBepHom
Amvepukn — 8,2/1000 *nBopoxaeHHbIx [11]. Hanbonee
pacnpocTpaHeHHbimK BIC y neten asnanuce AMMKM, AMIM,
NOPOKM KnanaHa nero4yHon aptepumn n OAI [7]. No AaHHbIM

oTeyecTBeHHbIX aBTopoB (0T 2008 r.), BIC o6Hapyxu1BatoT-
cay 7-17 Ha 1000 HoBOpOXAEHHbIX AeTen [18].
CywecTByeT 60/bllOE KONMYECTBO PErMCTPOB MO yyeTy
cny4yaeB 3a601eBaeMOCTU BPOXKAEHHBIMW aHOMaNUsSMK pas-
BuTHA, B T.4. BIC. lMpumepom saBnseTcs pernctp BpOXKAEH-
HbIX aHoManun Bennkobputanuum (British and Irish Network of
Congenital Anomaly Researchers, BINOCAR) [19], KaHaackas
ceTb Hags3opa 3a BpOXAeHHbIMWM aHomanusamu (Canadian
Congenital Anomalies Surveillance Network, CCASN) [20],
ABCTpanuicKkass cMCTEMa MOHUTOPUHIA BPOXKOEHHbIX aHO-
manuu (Australian Congenital Anomalies Monitoring System,
ACAMS) [21]. B HacTosilLee BpeMs CYLLECTBYET ABE MEHAY-
HapoAHble CUCTEMblI MOHWUTOPWMHIA PErucTpoB: MeEXAyHa-
pofHasi opraHu3auus No HabMOAEHUIO M WUCCNedOoBaHUIO
BpoxaeHHblx aedektoB (The International Clearinghouse
for Birth Defects Surveillance and Research (ICBDSR or
Clearinghouse) 1 EUROCAT [22]. B coctaB ICBDMS BxogsT
47 pervoHanbHbIX perncTtpoB U3 36 crtpaHbl EBponbl, A3uu,
Amepukn n Adpukmn [23]. EUROCAT o6beanHsaeTr 35 peru-
OHalNbHbIX perncTtpoB M3 21 cTpaHbl EBponbl [22]. Ans
npumepa npuBeneHbl agaHHble pernctpa EUROCAT, nemoH-
cTpupytowme yactoty Bctpedaemoctu BINC BoO Bcex cTpaHax
EBpocoto3za 3a nepunog 2010-2014 rr. (tabn.) [8].

YACTOTA 3KCTPAKAPAUAJIBHbIX ®OPM

NMATOJIOrMM Y AETEM C BINC

YacToTa MHOXECTBEHHbIX aHOMasMi PasBUTUS Y OeTewn
¢ BINC wusyyanacb B psige vccneaoBaHW. TaK, cornacHo
faHHbIM A. Miller u coaBrT., B 71% cnyyaeB BI1C 6b1in 130-
nnpoBaHbl, B 13,5% MMennucb MHOXECTBEHHbIE BPOXKAEH-
Hble MOPOKK pas3BuTud, B 13% BbisBneHa accounaumsa BIIC
C reHeTUYeCKUMKU cuHApoMaMu. Hanbonee 4acto npu MHo-
YECTBEHHbIX BPOXAEHHbIX aHOManusax BcTpedanucb MM
(18,5%) v KoHOTpyHKanbHble aedeKTbl (16%). Hanbonee pac-
NPOCTPAHEHHbBIMW 3KCTPaKapAnaabHbIMU HapyLEHUSIMU NPU
MHOECTBEHHbIX BPOXKAEHHbLIX MOPOKax pa3BUTUS OblM aHo-
Mannn onopHo-ABMraTenbHoOro annapata (oo 35%), xeny-
[I0YHO-KULLEYHOro TpakTta (25%) u MO4YenosioBOM CUCTEMBI
(23%). Cpegau BIIC, cBsA3aHHbIX C FEHETUHECKUMU CUHAPOMA-
MW, Yallle BCTpevasncs aTPMOBEHTPUKYNAPHbLIA KaHan (67%)
[24]. UHTepec npeacTaBAseT uccnenoBaHue, onybnKoBaH-
Hoe B 2013 1. A. Hrusca v coaBT., KOTOPO€E NPOAEMOHCTPUPO-
Baso, 4to noytn 40% peter nmenn KOM6GUHMpPoBaHHble BIC
(coyetaHne 2 n 6onee pas3nunyHbix BINC y ogHoro pebeHka)
[25]. MHOXeCTBEHHbIE BPOXKAEHHbIE MOPOKKU Pa3BUTUA UMeE-
nm 30% peten: y 8% peructpupoBanacb accoumauma BIIC
C aHOManuen KOCTHO-MbILLEeYHOM cucTemsl, y 8% — ¢ yepen-
HO-ULLEBBIM AUMOPOU3MOM, Y 5% — € aHOManusaMu xeny-
[IOYHO-KULLEYHOro TpakKTa, Y 4% — ¢ aHOManuMaMmn MoYeBbl-
BoAsLEN cuctembl, ¥ 3% — C reMaHrMoMamun 1 natonorunen
rnas, y 2% — c nopokamu nerkux [25]. Hanbonee yacras
accoumaumsa BIMNC ¢ nopokamu Apyrux OpraHoB M cUCTEM
Habnoganacb B crnyvyasx aTPMOBEHTPUKYNAPHOro KaHana,
KoapKTauuu aopTbl, GpYHKUMOHANLHO €AMHOrO XKenyaoyKa,
CTEHO3a JIerO4HON apTepuu, a TaKxe Npu CUMHAPOME rMno-
nnasuu npaBblx Kamep cepaua, ABOMHOM OTXOXAEHUU COCY-
OB OT MPaBOro *enygoyka, TPaHCNo31LMKM MarncTpasabHbIX
cocynos [26, 271].

Mo paHHbIM psiga muccnepoBaHui, B 8—15% cnyyvaes
BINC cBf3aHbl C reHeTM4ecKkMmu cuHapomamu [28, 29].
Hanpumep, B nepuog 1994-2005 rr. B CLUA 6b110 npo-
BeAeHO 60/blI0e MHOMOLEHTPOBOE UCCNefoBaHMUe, LEeNbio
KOTOPOro 6b110 onpeaenuTb 4acToTy BCTPEYaeMOoCTU XPo-
MOCOMHbIX aHOManui Cpeau XMBO- U MEePTBOPOKAEHHbIX
¢ BIC. BbblI0 NOKas3aHo, 4YTO XPOMOCOMHYKD aHOMasuio
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Ta6nuua. PacnpocTpaHeHHOCTb BPOX/AEHHbIX MOPOKOB cepaua (Ha 10 TbiC. YenoBekK)

Table. Incidence of congenital heart diseases (per 10 thousand people)

Anomanus . a6, K + Br + B, M + Br + B, Mpu UCKNIOYEHUN reHETUHECKNX aHOManNuM
ace. Ha 10 000 X + Bl + B, a6c. | X + Bl + MNB, na 10 000
BMnc 15 147 16790 80,98 14 483 69,85
Tsxkenble BMNC 3638 4587 22,12 3682 17,76
OMXIN 7563 8023 38,70 7131 34,39
amnn 3616 3693 17,81 3097 14,94
OANN 891 891 4,30 804 3,88
ABK 643 873 4,21 377 1,82
CreHos J1A et 803 3,87 725 3,50
KA 709 754 3,64 681 3,28
T® 543 646 3,12 536 2,59
T™C 544 628 3,03 601 2,90
Crnc 261 510 2,46 453 2,18
CreHog, atpe3us AK 280 323 1,56 291 1,40
AHomanua MK 258 290 1,40 257 1,24
[0C o1 MK 188 258 1,24 222 1,07
Atpesus J1A 139 178 0,86 160 0,77
DEXK 87 162 0,78 142 0,68
OAC 106 155 0,75 117 0,56
TAONB 133 139 0,67 131 0,63
crnc 65 118 0,57 107 0,52
Atpesus, cteHo3 TK 76 116 0,56 112 0,54
AHomanus d6wTeiHa 81 91 0,44 87 0,42
Atpesus Ao 64 80 0,39 61 0,29

lNpnmedarme. X — WnBOpOXKAEHHbIe, Bl — BHYTpUyTpoGHas rmbens nnoga / npexaeBpemMeHHble poabl (40 20 Hea 6epeMeHHOoCTH),

NB — npepbiBaHne 6epeMeHHOCTH (Mo noBoay avarHoctuku BMNC y nnoaa); BMC — BpoxaeHHbIM nopok cepaua, AMMKM/AMMN — pedeKr
MEXKENYA0HKOBOM,/MeXxKNpeacepaHon neperopoaku, OAIN — OTKPbITbIM apTepuanbHbli NPOTOK, ABK — aTprMOBEHTPUKYNSIPHBIN KaHan,

JNNIA — neroyHas aptepusi, KA — KoapkTauus aopTbl, T® — TeTpaga Panno, TMC — TpaHCNO3WLMS MarncTpanbHbIX COCYA0B,

CINC/CITIC — cvHApPOM runonnasunu neBblx/npaBbix Kamep cepaua, AK/MK — aopTanbHbiin/MUTpanbHbiit KnanaH, 40C oT MK — aBoiHoe
OTXOXKAEHWE COCYAOB OT MPaBoro xenyaodka, PEX — PpyHKUMOHaNbHO eanHbIn xenygovek, OAC — OTKPbITbIM apTepuanbHbii CTBON,

TALJIB — ToTanbHbIM aHOMasbHbIM ApeHaX NerovyHblx BeH, Ao — aopTa.

Note. XX — live-born, BI' — intrauterine fetal death / premature birth (up to 20 weeks of gestation), b — termination of pregnancy (due to
CHD diagnosis in the fetus); BIIC — congenital heart defect, MMM /OMIMMN — ventricular / atrial septal defect, OAIl — patent ductus
arteriosus, ABK — atrioventricular canal, JIJA — pulmonary artery, KA — aorta coarctation, T® — tetralogy of Fallot, TMC — transposition

of the great arteries, CIJIC/CITIC — left / right heart chamber hypoplasia syndrome, AK/MK — aortic / mitral valve, IOC o1 M} — double
outlet right ventricle, ®EXX — functionally single ventricle, OAC — open arterial trunk, TAAJIB — total anomalous pulmonary venous

connection, Ao — aorta.

nmenn 12% pgeten ¢ BIC. Cpeaun BIIC, npuBeawmnx K mepTt-
BOPOXAEHMIO, Yallle Bcero obHapyXuBanu nepepbiB ayru
aopTbl (69%), aTPMOBEHTPUKYNSAPHLIA KaHan (67%), ABOW-
HOe OTXOX[EeHWe COCyAOB OT npaBoro enygoyka (33%).
Hanb6onee pacnpocTpaHeHHbIMKU XPOMOCOMHbIMW aHOMa-
maMu 6binn Tpucomma 21-n xpomocombl (53%), Tpuco-
Mus 18- xpomocombl (13%), yaMHEHWE AIMHHOrO nnedva
21-1 xpomocoMbl (12%) n Tpucommusa 13- xpoMocombl (6%)
[28]. Takum o6pas3om, Haubonee 4acToh FEHETUHECKOM
aHomanuen, accounmpoBaHHon ¢ BIIC, aBnseTca cuHAPOM
HayHa. B XX Beke B CLUA 6b110 npoBeaeHo 60/bli0e MHO-
roLEHTPOBOE PETPOCNEKTUBHOE UCCNEA0BaHNE C OLLEHKOWM
pacnpoctpaHeHHocTn BIC y pgeten ¢ cuHapomom [ayHa.
Mpu o6cnepoBannm 1469 Ttakux geten BINC 6binn BbISBNEHbI
B 44% cnydaeB. CTpyKTypa BI1C 6bina npeacraBneHa cneny-
IOLLMMKN MOPOKaAMMU: aTPUOBEHTPUKYNSPHBIM KaHanom (39%),
BTOpPUYHbIMK AMIIM (42%), AMMKI (43%) n TeTpagon Panno

(6%) [5]. AHanorn4yHble aaHHble 6blIM Nony4eHbl n B 2016 .
50% Bcex aeten ¢ cuHapomom JayHa umenu BIC. CtpyKTypa
BINC Ttake O6blna npefctaBfeHa aTPUOBEHTPUKYASPHbLIM
KaHanom (50%), MMM (26,6%), AMIM (10%), OAIN (6,6%),
TeTpagon ®anno (6,6%) [29].

G®AKTOPbI PUCKA BIC
MccnegoBaHnsa NOKa3biBaOT POsb cieayoumx GakTtopos
pucka popmuposanus BIIC.

Aedunumt donmeBon KUCNOTbI

B HacTosiLlee Bpems [JOKa3aHO HeraTMBHOE BAWSHWE
nedvumnTta GoONMeBOM KUCNOTbl B MEPBOM TpUMecTpe bepe-
MeHHOCTM Ha dopmupoBaHue cepgua [30]. Pesynbrathbl
nccnefoBaHUM MOCNeAHUX NeT MOATBEPMKAAIOT, YTO MPUEM
doNMeBon KNCNOTbl BO BpEMSA GEPEMEHHOCTU CHUXKAET PUCK
BMNC Ha 28-39% [30-32]. bbina npoaemMoHCTpUMpoOBaHa




B3aMMOCBA3b AeduumnTa GoInMeBOn KUCIOTbI C YyBENUYEHUEM
p1cKa popmupoBaHua onpeaenexHHbix Tunos BI1C, a uMeHHO
OMIKI 1 KoHoTpyHKanbHbIX AedekToB [30].

3ab6oneBaHuUs 6epeMeHHON HEHLUHDbI

HeKoppurnpoBaHHasa GEHUITKETOHYPUS Y KEHLLMH acco-
UMUpYyeTCa C LWEeCTUKPaTHbIM YyBEIMYeHMEeM pucka oop-
MmupoBaHua BIC y nnopa [4]. Hanbonee 4vacto y peten,
POMAEHHbIX MEHLMHAMK ¢ DEHUNKETOHYypUeENn, onpenens-
toTcs TeTpaga danno, AMMKIM, OAll, mopdonornyecku eau-
HbIV Kenyaoyek cepaua. Mpu cobnoaeHnn aMeTbl MaTepbio
[0 6epPEMEHHOCTU U NpUeme HeEOOXOANMbIX NEKaPCTBEHHbIX
rnpenapatoB BO BpeMs 6EPEMEHHOCTU JaHHbIM PUCK peay-
umpyetcs [4, 33].

MperectayMoOHHbIA W reCcTauMOHHbIM CaxapHblM aua-
6eT y MaTepu yBenM4yMBaeT PUCK Pas3BUTUSA TPaHCMNO3ULIUM
MarucTpanbHbIX COCYA0B, aTPUOBEHTPUKYISPHOIO KaHana,
OMXI, cuHapoma runonnasumn npaBbiX/NEBbIX Kamep cepa-
ua, OAIl. Accoumaumsa caxapHoro anabeta u BINC Bo3MOXKHa
npu runepraMkeMmnn ao 7 Hep rectaumu (4, 34]. Mo pe3ynb-
TaTaM UccneaoBaHUiM NOCAEAHUX NIET 3TU JaHHblE NOMHOCTbLIO
noareepxpatorca [35]. lpu 3aTOM yCTaHOBMAEHO, 4TO TWN
caxapHoro gnabeta 3Ha4yeHus He nmeet [35].

Jliobble MHOEKUMOHHbIE 3abosieBaHus, MpoTeKatolne
€ NoAbLEMOM TemnepaTypbl B NEPBOM TpUMecTpe 6epemeH-
HOCTH, yBENU4MBatoT puck popmupoBaHus BINC B 2-3 pasa
[4]. Cpeam BIC y pneten, poxAeHHbIX OT MaTepen, nepeHec-
LIMX OCTPbIA UHOEKLIMOHHBIM NpoLecc BO BpeMs 6epeMeHHOo-
CTU, B BOJIblLIEN CTENEHU pacnpoCTpaHeHbl MOPOKK KlanaHa
NIero4HON apTepun, CUHAPOMbI C OBCTPYKUMEN NpaBbIX Un
NEeBbIX KaMep cepaua, NOPoKM PasBUTUSA TPUKYCNMAANbHO-
ro KnanaHa, KoapkTauus aoptbl, AMXI [36]. UHdpeKuun
MOYEBLIBOASAWMX MNyTEN Yy OGEPEMEHHOM MKEHLMUHbI Yalie
6binn cBA3aHbl ¢ BIC, npuBOASALWMMU K O6CTPYKLMM MPaBbIX
Kamep cepjgua; 4, Hao6opoT, pecrnupaTopHble MHOEKUUK
B OONbLIMHCTBE cry4aeB npotekanu 6e3 dopmupoBaHus
BINC [37]. B page cnyd4aeB goKa3aHO BAUSHUE KOHKPETHbIX
MHODEKLIMOHHbIX areHTOB Ha yBeNnyYeHne pnucka dpopmmpoBa-
Hus BIIC. Tak, nepeHeceHHas KpacHyxa Ha paHHUX CPOKax
6epeMeHHOCTN accouuupyeTcs y pebeHKa ¢ aHoManuamu
neroyHoun aptepuu, AMMKI [4].

Psaoom aBTOpPOB MPOAEMOHCTPUPOBAHO, YTO OXMPEHME
y mMaTepu (MHAeKc macchl Tena > 30 Kr/m2) yBenuunsa-
€T PUCK MOSIBNEHMSI KOHOTPYHKasbHbIX AedeKToB y nnoga
B 1,3 pasza, AMIIM — B 1,2 paza, AM}I — B 1,4 pa3sa [38].

[JoKa3aHa MpPOrHOCTMYECKU HebnaronpusaTHas ponb
anunencuun y matepu B poxaeHun aeten ¢ BIC. OgHako
TPYAHOCTb 3aKntoyvaetcs B anddepeHunansHon anarHocTm-
Ke W30/IMPOBAHHOMO BMSHUS 3NWAENTUYECKMX MPUNALKOB
Ha dopmupoBaHue BIIC ¥ TepaTOreHHOro AEeMCcTBMSA Mpo-
TUBOCYOPOXHOW Tepanuu, KoTopas HapywaeT QyHKLUMIo
donaTHoro uunkna [4].

JlekapcTBeHHblIe cpeAcTBa

YnpaBfieHMem Mo CaHWTapHOMY HaA30py 3a KayecTBOM
NULLEBbLIX MPOAYKTOB M NleKapcTBeHHbIX cpeacts CLUA (Food
and Drug Administration, FDA) 6bi1a pa3pabotaHa Knaccudu-
KalMsl IeKapCTBEHHbIX CPeaCcTB No 6e30MacHOCTH UX UCMOSb-
30BaHKsa BO BpeMs 6epemeHHoCTH [39]. CornacHo aToM Knac-
cudurKaumm 6bino BblAeNeHo 5 Kateropum pucka s nioja.
1. Kateropusa A 0603Ha4aeT, 4To Mo pesynbratam Uccneno-

BaHWN He BbISIBIEHO pUCKa GOPMUPOBAHUS aHOMaNumn

pasBUTMA Y Mnoda Npu NpUeMe XKEeHLWMHOM BO BpeMs

6epeMeHHOCTU npenapaToB, OTHOCALLMXCA K AaHHOWM

rpynne.

2. Kateropwus B: B nccnegoBaHmsx, NPpoBEeAEHHbIX Ha KUBOT-
HbIX, HE BbISIBIEHO MOBbILWEHHOIO PUCKa aHOManun pas-
BUTWUS y N0Aa; UCCNeaoBaHWi ¢ yHacTmem 6epemMeHHbIX
KEHLMH He NPOBOANIOCD.

3. Kateropusa C: nccnegoBaHusl, NpoBeAeHHbIE Ha KUBOT-
HbIX, MOKa3anu HeraTMBHOE BIMSHWE AaHHbLIX Npenapa-
TOB Ha nnoga.

4. Kateropwusa D: cylecTByloT AOKa3aTenbCTBa Bpeaa faH-
HOW rpynnbl NpenapaToB Ha NJoj YenoBeka.

5. Kateropms X: uccnenoBaHus, NMPOBEAEHHbIE HA UBOT-
HbIX, U 3aperucTpupoBaHHble Cllydau npuema OaHHOW
rpynnbl npenapatoB 6epeMeHHbIMU KeHLWUHaMU noa-
TBEpP)KAaloT BOBHUKHOBEHWE Y NI0Aa aHOManuw pasBu-
TUS; PUCKKM MpPKU NpUeme AaHHOM KaTeropuu npenapatos
6epeMEHHbBIMU KEHLMHAMW HECONOCTAaBUMbI C BO3MOX-
HOW NOJIb30W.

PaspelleHHbIMX K WCMOb30BaHUO BO Bpemsa bGepe-
MEHHOCTM CYMTalOTCH MpenapaTbl, OTHOCALMECS K KaTero-
puun A (Npy yCNOBMM YETKOIO YKa3aHUs B MHCTPYKLMK K npe-
naparty, NOCKOJIbKY NPOBEAEHHblE UCCNEeA0BaHUSA He MOryT
MOSTHOCTbIO MCKIOYUTL BO3MOXKHOCTb MPUYMHEHUS Bpena).
Mpenapatbl kKaTteropuun B n C MOXHO MCMNO/Ib30BaTh BO Bpe-
Msi 6epeMEHHOCTM TONbKO B cllydae KpanHen Heobxoanmo-
ctv. lMpu npueme BO Bpems GepeMEHHOCTM NpenapaToB
Kateropum D eHWwuHa gomkHa 6biTb NPonHGOPMMUpPOBaHa
0 NOTEHLMaNbHOW onacHoCTK Anaa nnoaa. lNpenapatbl, OTHO-
cslmecs K Kateropmm X, NpoTMBOMNOKa3aHbl BO Bpems 6epe-
MeHHocTH [40].

M3BeCTHbIM TepaToreHHbIM adPeKToM obnagaeTt Taamao-
MWUA — npenapar, Nosy4YeHHbIR NPU NPOU3BOACTBE aHTUOMO-
TUKOB M3 NenTuaoB, obnagaoumMm cegatTuBHbIMMU CBOMCTBA-
MW, npumeHsBwnincs B 50-x rogax XIX B. TanuaomuagoBas
amMmbpuonatua BKIoYaeT B ceba BIIC ot npoctbix AMIN
n MM 4o CNOXKHbIX KOMOMHUPOBAHHbBIX KOHOTPYHKaNbHbIX
nopokos (FDA, kateropus X) [4].

MpumeHeHne peTuHouaoB (NPOM3BOAHbLIX BUTAMMUHA A,
NPUMEHSEMbIX NPKU NEYEHUM KOXKHbIX 3a60N1eBaHni) BO Bpe-
Ms 6EPEMEHHOCTM MOXKET NPUBECTU K popmupoBaHmio BIC,
a TaKXe K BPOX/AEHHbIM NOPOKaM pa3BUTUS APYrMX OpraHoB
W cUcTeM (aHOManuu roNoBHOMO MO3ra, MMKPOrHaTUs, aHo-
Mannun NMLEBOro oTaena vyepena, raas, Tumyca) (FDA, katero-
pus X). [loka3aHOo He TO/IbKO Hanryune TepaToreHHoro apodek-
Ta Npyv NPUMEHEHWUW AaHHOW TPynMnbl NpenapaToB BO BPeEMS
6epeMeHHOCTH, HO TaKXe BO3MOXHOCTb Pa3BUTUS AaHHbIX
adbEeKTOB Npu NMpekpalleHnn Tepanun 3a 45 mec go 3a4a-
TS (ang aTpeTuHarta) [41]. TepaToreHHbln addEKT NpuU Npu-
MEHEHUM NIOKaNbHbIX GOPM PETUHOMAOB B HACTOSILLEE BPEMS
He [oKaszaH [4]. B uccnefoBaHuax psija aBTopoB BbISBIEHO
LEeBATUKPaATHOE yBenMyeHne pucka passutua BIMNC npu npu-
emMe MaTepblo BO BpeMsl 6epeMEHHOCTN BUTaMUHa A B 103e
6onblie 10000 ME/cyt [42] (FDA, KaTeropus X npu gosax
o1 18000 go 25000 ME/cyT).

B wnccnepoBaHuax 90-x rogoB BbisiBieHa accolua-
umnsa BIMC ¢ npumeHeHneM KioMudeHa (aHTMICTPOreHa),
MCMOSIb3YyeEMOro B TMPOTOKOMAX 3KCTPaKopnopanbHOro
onnogotBopeHns (FDA, KaTeropusa X): Habntoganocb YeTbl-
pexKkpaTHOe YyBeNUYEeHUE PUCKa Pa3BUTUA KOapKTaLMM
aopTbl M TPEXKPATHOE YBENIMYEHNE PUCKA PA3BUTKSA TeTpa-
abl danno [4].

lpoTnBoanunentTuyecKas Tepanus. B HacToswee Bpems
BOMpPoc 0 6e30MacHOCTM NpUemMa aHTUKOHBY/IbCAHTOB OCTa-
eTca OTKPbITbIM. OfHaAKO BbISIBIEHbI XapaKTepHble aHoMa-
UK, CBSI3aHHbIE C NMPMEMOM HEKOTOPbIX MPOTUBOCYAOPOXK-
HbIX NpenapaToB. Tak, Hanpumep, Npu npueme GeHUToMHa
BO3MOHO pasBuThe deTanbHOro rMaaHTOMHOBOIO CUHAPO-
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Ma, BKJ/tOYaloLWero aHomManann KOCTHOW, HEPBHOW CUCTEMBbI
n dopmupoBanue BINC (FDA, kateropus D) [4].

Bbapbutypatbl M 6eH304Ma3ernumHbl. He oTMeYeHo yBenu-
yeHusa pucka dopmupoBaHua BIC y aetein, maTepu KOTOPbIX
B NEPBOM TpUMecTpe 6epeMeHHOCT NPUMEHSANN Anasenam
(FDA, kateropusa D). OgHaKo oTMe4YeHa TeHAEeHUMUS K yBenu-
YeHWto YacToTbl BCTpevaemoctn BINC npu npueme Bo Bpems
6epemMeHHOCTM amobap6buTtana (FDA, kateropus D) [4].

1o gaHHbIM KOropTHOrO MUccneaoBaHus, Ony6MKOBaH-
Horo B 2006 1. aMepUKaHCKUMM Y4eHbIMU, GbINIO BbISIBJEHO
NoYTU YETbIPEXKPATHOE YBE/IMYEHNE PUCKA PA3BUTUS BPOXK-
[eHHbIX MOPOKOB pa3BuTUA, B ToM yucne BIC, npu npume-
HEHUM NpenapaToB aHrMOTEH3UHMNpPeBpaLlatowero dbepmeH-
Ta, UCNONb3YEMbIX 415 IEHYEHUS apTepUanbHON TMNEPTOHUM
Y XEHLWMWH B nepBoM TpumecTpe 6epemeHHocTH (FDA, Kate-
ropus D) [43].

lpoTnBorpmnbKoBkie rnpenapatbl. B 601bWLOM KOroOpTHOM
nccnegoBaHuu, npoeegeHHoM B 2013 1., 6bI0 BbISIBIEHO,
410 npuem dnykoHasona (FDA, kateropus C) Bo Bpems 6epe-
MEHHOCTW acCOLMMPYETCH C TPexXKpaTHbIM YBENUYEHUEM
pucka dopmMmnpoBaHus y nioaa tetpaasl ®anno [44].

Mpuem cynbpaHnnaMmugHbix NPOTUBOMUKPOOHbLIX Mpe-
napaTtoB B NepBOM TpumectTpe 6GepeMeHHOCTU YBEeNU4u-
Bano puck BIC noytn B 5 pas (FDA, kateropus C) [45].
AHanorn4yHble pesynbraThl GbiM NOYYEHbl U B 4PYrOM Ucce-
[IOBaHWM W XapaKTepu30BaWCb ABYKPATHbIM YBENUYEHUEM
pucka BIC [46]. [laHHbIE PUCKM CHUXKaNWCb NPWU AOMNOHU-
TE€NbHOM Ha3Ha4yeHnn matepam GbonMeBon KMCNoTol [4].

3aperncTpupoBaHo yBenMyeHne BepoaTHOCTU pas3BUTUS
BMNC npu npueme maTtepbio cysibgpacanasvHa (FDA, kaTte-
ropusi B) unu opyrux uMHrMbUTOPOB AMIMAPOGOAATPEAYKTA3
(Hanpumep, MeToTpekcaTta), UCMNONb3yeEMbIX MNPU NeYeHuu
psiga peBMaTUMYyecKkux 3abofieBaHWM, BO BPEMS MNEPBOro
TpumecTpa 6epeMeHHOCTH (OTHolleHMe waHcos, OLU, 3,4).
Pvckn HuBenupoBanucb Npu OOMNONHUTENBHOM MpUemMe
donneson Kncnotol [4].

B uccnepgoBaHuun A. Ericson 1 B.A. Kallen 6b110 06Ha-
PY)KEHO, 4YTO NMPUMEHEHWE HEeCTepouAHbIX MPOTMBOBOCMA-
JIMTE/IbHbIX MpernapaToB Ha pPaHHMX CPOKax 6epemMeHHOCTH
NPUBOAMNIO MOYTU K ABYKPATHOMY YBENMYEHUIO BEPOSATHOCTU
dopmupoBanus BIC y nnopa [47]. UccneposaHue P.D. Wilson
M COaBT. BbIIBUNO yBeMYEeHNEe pucka dopmuposaHus BI1C
y AeTen, MaTepu KOTOpbIX BO Bpems 6epemMeHHOCTU Mosy-
yanu mnéynpodeH (FDA, kaTeropus B) [48]. Tak, npu npu-
eme 6epeMEeHHON MeHLWKWHOoW unbynpodeHa yBenuyusan-
CSl PUCK pasBWTUS TPAHCMO3WLMKM MarucTpasbHbIX COCYAOB
B 2,5 pasa, AMXI B 1,9 pasa, aTpUOBEHTPUKYNISAPHOIO
KaHana B 2,4 pa3sa, BEPOSATHOCTb ABYCTBOPYATOro aopTab-
Horo KnanaHa B 4,1 pasa [48]. OgHaKo, cornacHo pesy’ib-
Tatam uMccneaoBaHUI NOCNEeAHMX NeT, AaHHble accouunauuu
He 6blNn NoaTBepaeHbl [49].

B nccnepoaHun C. Ferencz n coaBT. 6610 NpoaHanu-
3MpOBaHO BAUSIHME Npuema meTpoHmgasona (FDA, Katero-
pua B) 6epeMeHHON XEHLIMHON Ha PUCK BO3HUKHOBEHMUS
BINC y nnoga. Mo peadynbrataM uccnegoBaHus 6bl10 BbISIB-
NIeHO, 4TO MpUemM MeTpoHMaasona 6epeMeHHON KEHLMHOM
yBenn4nBaeT pUcK GOPMUPOBaHUS aHOMannW BbIBOAHbIX
OTAENOB Xenyao4kos B 6 pas [50].

Ankoronb

CornacHo peaynbrataM MeTaaHanusa, ony6/MKOBaHHOIo
B 2015 r., BbIIB/IEHa accoumalms nNpeHaTanbHOro npuemMa
anKkorons ¢ yBeIMYEHUEM BEPOATHOCTU KOHOTPYHKabHbIX
nedekToB B 1,24 pa3a v pUCcKa TPaHCMNO3UL MK MarucTpasib-
HbIX cocyaoB B 1,64 pasa [51].

HapKkoTuku

Mo paHHbIM K.D. Meyer (2010), Bo3aencTBne KokavHa
Ha NnoA He Bbi3biBaeT GOPMUPOBaHMS rPyObIX MOPOKOB pas-
BUTUS, HO MOBbILWAET PUCK CEPAEYHO-COCYANCTbIX KaTacTpod
B 3pesioM BO3pacTe y MOTOMCTBa B HECKO/NbKO pa3 [52].
PesynbraTthl 60n€e paHHUX MCCNefoBaHWUA AEMOHCTPUPYIOT,
4YTO ynoTpebneHne MaTepblo KOKavHa BO Bpems 6epemeH-
HOCTU YyBE/IMYMBAET BEpOATHOCTb passutua BIIC y nnoga
B 11 pas [53], retepotakcum — B 4 pa3sa [54], meMmbpaHo3-
HbIx MM — B 2,5 pa3a [50].

BbiiBNeHO ABYKpaTHOE yBENUYEHME PUCKa pa3BuUTUA
Memb6paHo3HbIx AMMI npu ynotpebneHnn maTepbto BO Bpe-
ms 6epemeHHocTH mapuxyaHbl (FDA, kateropwms C). Puck ¢op-
mMupoBanus BINC yBennymnBancs U B cnydyae KypeHus mapu-
XyaHbl OoTLOM [55]. B gpyrom nccnegosaHmu 6bi1a BbisiBfieHa
CBA3b GOPMMPOBAHUA aHOManMu I0WTENHa Yy pebeHKa npu
MCMoNb30BaHMK MapuxyaHbl MaTepbio BO BpPeMS GepemMeH-
HocTw [50].

KypeHue

B wuccneposaHum C.J. Alverson v coaBT. 6bla BbiSiB-
fleHa accouunaums Mexay KypeHuem matepu B MepBOM
TpUmMecTpe GepemMeHHOCTU U yBenundeHuem pucka MM
B 1,4 pasa, aHOMannsMu1 BbIBOAHOIO OTAENA MPaBOro Xeny-
noyka B 1,3 pasa, CTEHO30M nlero4yHon aptepuun B 1,4 pasa,
OAC B 1,9 pasa 1 TpaHCMNo3uLMEN MarncTpanbHbIX COCYA0B
B 1,8 pa3za [56].

Bo3pencTBua okpyKatowen cpeabl

OpraHunyeckune pacteoputenn. C. Ferencz n coaBT. 06Ha-
PYXWUIK CBA3b MEXJY BO3AENCTBUEM OPraHUYECKUX Kpacu-
Tenen Ha XXeHLWWHy BO BpeMsi 6epeMeHHOCTU U YBETUYEHM!-
€M pUCKa pa3BUTUS Y NIofa CMHAPOMA rMnonnas3uu neBbix
Kamep cepAaua, KoapKTauuu aopTbl, CTeHO3a Nero4yHow
apTepun, TPaHCMNO3ULMKU MarucTpalibHbIX COCYLOB, TeTpaabl
®danno, ToTanbHOro aHOMaslbHOrO ApPEeHaxa NIEroYHbIX BEH,
cenTanbHbIX AedeKToB U aHOManuun déwTtenHa [4, 50, 57].

Mectuumasl. B nccneposarum C. Ferencz n coaBT. c006-
Wanocb 0 NOBbIWEHMN pUcKa pa3sutus BIC npu 3aHaTOCTH
6EepeEMEHHBIX MEHLIMH B CENbCKOM X03aKcTBe. B yacTHo-
CTW, NPWU MOCTYNJIEHUM B OPraHM3M XEHLWMHbl NecTULMaoB
BO Bpems 6epeMeHHOCTU YBeNU4MBasNCsd PUCK pPa3BUTUSA
y nJioga TPaHCno3uLLMn MarucTpasbHblX COCYL0B, TOTaIbHOIr0
aHOMasibHOro ApeHaxka neroyHbix BeH u AMMI [4, 50, 57].

NoHnsupyrowas pagnauyums. Mo pesynbratam nccnegosa-
HWUI He 6blNo BbIABNIEHO accoLMaLnn MeXay BO3AENCTBUEM
MOHU3MpPYLOLLEV paanaumm u dopmupoBaHuem BIIC, B T.u.
npu aHanu3e AaHHbIX 06 aBapuu Ha YepHOObINbLCKOW aToM-
HOW aneKTpocTaHumu [4, 58].

CouuanbHo-aemMorpaduryeckme xapakTepucTuKu

BospacTt matepu. MHOrMMK nccnegoBatensimum nokasaHa
npsiMas CBS3b Mex/Jy BO3pacToM MaTepu M 4acToToM pas-
Butua BIC. Tak, A. Miller n coaBT. 06HapyK1Nu yBenmyeHme
pucKa pas3BuTUsa TsKenblx BIMNC B CBA3KM C MaTEPUHCKUM
Bo3pacToM cTaple 35 net. [Ing KOHOTPYHKabHbIX JedeKToB
OTHOLUEHWE PUCKOB cocTaBuio 1,3, AN TpaHCNo31LUMK Marm-
CTpasbHbIX cocyagoB — 1,7, ans KoapKrauun aoptel — 1,54,
ana AMMXN — 1,20, ana AMMNN — 1,36 [59].

AKylepckui aHamHe3. B wuccneposanmn C. Ferencz u
COaBT. 6blna BbIiB/eHa B3aMMOCBA3b OTATOLLEHHOrO aKy-
LepcKoro aHamHesa c onpeaeneHHbimu BIIC. Tak, oTaro-
LLEHHOCTb aKylWwepCcKoro aHamHesa Mo ciay4asaM MepTBoO-
poXaeHUsa y 6epeMeHHON XeHLWWHbI yBENMYnBasno y nnoga
BEPOSATHOCTb aTPUOBEHTPUKYNSPHOIO KaHana B 5 pas; Hanu-



4yne B aKyWEPCKOM aHaMHe3€e BblKMAbIWEN Ha PaHHUX CPo-
Kax 6epeMeHHOCTM yBEeNuYMBanNo pPUCK TeTpaabl Panno
B 1,5 pasa, aHomanun d6wTenHa — B 3 pasa, npexie-
BPEMEHHbIE poAbl B aHamHe3e yBennM4yuMBanin BEPOSTHOCTb
dopmupoBanua AMIM B 2 pasza [4, 50].

Ctpecc BO Bpemsi 6epeMeHHOCTH. BbISIBNEHO, 4YTO CO06-
weHus o notepe paboTbl, pa3Boge, CMePTU BN3KOro poa-
CTBEHHWKa WK Apyra CBS3aHO € NOBbIWEHNEM pucka Gopmu-
pOBaHWSA KOHOTPYHKaNbHbIX MOPOKOB cepaua B 2 pa3sa [60].

Bospact otua. WccnepoBaHue, npoBeaeHHoe X.J. Su
W COaBT., NPOAEMOHCTPUPOBAO, YTO BO3pacT oTLa cTaplue
45 net 6bln CBA3AH C yBeNUYEeHUEM pUcKka GopmupoBaHus
OAll B 1,7 pa3sa [61]. MNoxoxne Koppensunun bblna obHapy-
XeHbl M B uccnegosanun C.K. Ewing n coaBt. ana AMXKIT,
OAI n Tetpagbl Panno [62].

HacnepctBeHHocTb. Mo pe3ynbtataM 60/bLOr0 MHOMO-
LLEHTPOBOIO UcciefoBaHus 6onee Yem ¢ 1,7 M/IH yHaCTHUKOB
(M3 HUX 6onee 18 Tbic. ¢ BIIC) 6b1710 BbISBAEHO, 4YTO B cpea-
HeM TonbKo Yy 2,2% neten ¢ BIC umenacb oTAroweHHOCTb
no BIMC y poacTBEHHWKOB NepBON NnHMK poacTBa. OgHaKo
Habnoganacb Bblpa)eHHass BapuabesibHOCTb OTHOLLIEHMS
pucKoB ana pasHbix BIIC: Tak, Hanpumep, OTArolleHHas
HacneacTBeHHocTb no BIC yBennunsana puck ¢opmuposa-
Hus OMIIM 6onee 4yem BTpoOe, 0OCTPYKLIMKU BbIXOAHOIO OTAeNa
npaBoro »enygoyka — noytn B 50 pas, a pUCK retepoTak-
cun — noytn B 80 pas [63].

WH6puAMHI. B nonynsummn ¢ BbICOKOM CTENEHbI0 MHOPK-
AVMHra OGNU3KOPOLACTBEHHOCTb MOMET YCUAUTb 3HaYyeHue
OCHOBHbIX reHeTn4yecKknx ¢paktopos pucka [10]. Mpu atom
noBbllWaeTcs pacnpocTpaHeHHoCTb Takmx BIC, kak AMIM,
OMMT1, OTKpPbITLI aTPUOBEHTPUKYSIIPHBLIM KaHa, CTeHO3
W aTpe3us nerovyHom aptepuun. He 6blno BbISBAEHO CBS-
3K ¢ TeTpagon Panno, CMHAPOMOM rMMNONIa3nMK MNpaBbIX
Kamep cepaua, CTEHO30M aopTabHOMO KnanaHa, KoapKTa-
unen aoptol, OAI [64].

MHoronnogHas 6epemeHHOCTb. o pedynbtatam 60/bLUO-
ro uccnepgosaHusa, nposegeHHoro A.M. Herskind n coaBrT,,
puck BIC npu mHoronnogHon 6epemMeHHOCTV yBeNnYnBaeTcs
Ha 63% B cpaBHEeHWM C OQHOMIOAHOW. B YacTtHoCTH, Habnto-
[JaeTcs TpexKkpaTHoe yBeNMYEHUE PUCKA Pa3BUTUSA OTKPbLITOMO
apTepuanbHOro NPOTOKa M KoapKTauuu aopThl [65].

NMPOrHO3

Mo AaHHbIM HaLMOHaNbHOMO PErncTpa y4eta CMEePTHOCTU
B CLUA, BpoXaeHHble aHOMan1u pa3BuUTUSA SBASIOTCSH NEPBOM
Nno YacToTe NPUYMHOW NeTanbHbIX MCXOAOB Yy aeten, a BIIC
coctaBnaloT 24% Bcex CnydyaeB CMepTU AeTer OT BPOX-
[IeHHbIX MOPOKOB pa3BUTUA [66]. Pe3ynbraTbl 60MbLWOIO
MHOIOLUEHTPOBOro uccnegosanusa (1979-2005 rr.), onybnu-
KoBaHHble B 2013 ., cBMAETENbCTBOBAMN, YTO OAHONETHAS
BbXXMBAEMOCTb [eTer ¢ KpuTndeckumun BIC coctaBnsna
75%, ¢ HEKpUTUYECKUMN — 97%. 3acny¥mBaeT BHUMaAHUS
TOT QaKT, 4TO BbIKMBAEMOCTb HOBOPOXAEHHbIX C KpUTUYe-
ckumn BINC yBennymnacb ¢ 67% B nepnog 1979-1993 rr.
10 83% B 1994-2005 rr. [67].

bBonbwoe BHMMaHWe yaensieTcs nocneonepauoHHON
NeTanbHOCTH, CBSI3AHHOM KaK C TeYEeHMEeM camoro nopo-
Ka (mocne nannvMaTuBHbIX OMnepauuni), Tak U C TAKECTbio
onepaunoHHOM TpaBMbl U BO3MOXHbIMWU OCNOXHEHUSIMMU
onepatMBHOro BmellatenbcTBa. CornacHo uccnegoBaHuio
H. Lindberg n coaBT., paHHAs nocneonepaunoHHas netasb-
HocTb (30 cyT nocneonepauMoHHOro nepuoaa) B nepuon
¢ 1991 no 2010 r. cHuaunacb ¢ 10 go 1% [68]. Pe3ynbrarthl
[IPYroro MHoroLeHTpoBoro uccnegosanus (2011-2014 rr.)
AEMOHCTPUPYIOT, YTO COBOKYMHbIM MOKa3aTenb NeTanbHOCTH

nocne npoBeAeHUs onepaTMBHOM KOPPEeKuMu No noBoay
BINC cpean nauneHToB BCex BoO3pacToB coctaBun 3,3%, cpe-
M HOBOPOXAEHHbIX — 9,2%, y AeTen B Bo3pacTe oT 1 mec
no 1 roga — 2,9%, y neten 1-18 net — 1,1%, y B3poOCbIX
(ctapwe 18 net) — 1,9% [69].

B pa6ote P Khairy n coaBT. cpaBHeHWe MoOKasatenen
cmepTHOCTM peten ¢ TsxkenbiMu BIIC, nepeHeclwimx one-
paTMBHOE BMellaTeNbCTBO B paHHeM Bo3pacTe B 1987 -—
1988 u 2004-2005 rr., nokasano, 4to obuas cmepT-
HOCTb cHM3unacb Ha 31% m coctaBuna 0,69 Ha 100 ThbiC.
HaceneHnuns K 2002-2005 rr. [70]. Mpuyem Haubonbluee
CHW)XeHWe MoKasaTefiel CMepTHOCTU Habnoaanocb B rpymn-
ne HOBOPOXAEHHbIX AeTen n K nepuogy 2004-2005 rr.
coctaBnsno 0,23 Ha 100 Tbic. HaceneHnsa. CpeaHuin BO3-
pact cMepTu nauueHToB yBenuyunca ¢ 2 pgo 23 net [70].
Moxoxne pe3ynbraTtbl OGblIM NOAYYEHblI U B APYrUX UCCNeno-
BaHuWAX. TaK, No pe3ynbTataM MHOrOLLEHTPOBOro WMCCneno-
BaHus, npoeeaeHHoro B CLUA B nepuog ¢ 1999 no 2006 r.
n onybnmkoBaHHoro B 2010 r., 3a CYeT COBEpLUEHCTBOBA-
HWUS METOAOB [AMArHOCTMKM W TAKTUKU OKa3aHWs NMOMOLLM
petam ¢ BIC cmepTHOCTb cHM3Mnacb B uUenoM Ha 24%.
Mpn aToM 3a Bpems HabGAAEHUS MageH4Yeckass CMepT-
HOCTb cHM3unacb ¢ 45,56 Ha 100 TbiC. XMBOPOKAEHHbIX
B 1999 . o 37,69 Ha 100 TbiC. }XMBOPOXKAEHHbIX B 2006 T.,
CMEPTHOCTb B rpynne geten B Bo3pacte 1-4 netr —
¢ 1,458 1999 . go 1,15 Ha 100 TbIC. AETEN 3TOrO BO3pac-
Ta B 2006 r., B Koropte 5-17-netTHux — ¢ 0,47 B 1999 .
no 0,3 Ha 100 Tbic. aeTewn atoro Bo3pacta B 2006 1. [71].

3AK/IIOMEHME

BIMNC no pacnpocTpaHeHHOCTW y AeTeil, B CpaBHEHUMU
C APYrMMHU BPOXKAEHHBIMWU MOPOKaMK Pa3BUTUSA, COXPaHSIOT
nManpyomMe No3nLMKM He TONbKO Ha TeppuTopuu Poccuu,
HO ¥ B MMpe B LIeNOoM. bonbLMHCTBO GaKTOpPOB pucKa, BuU-
aowmx Ha popmuposanune BIC y nnopa, aBnaioTCS ynpas-
N9eMbIMU, O YEM FOBOPSAT MHOMOYUCNEHHbIE UCCNELOBAHMS.
370 NoAYepKMBaAET BaXKHOCTb Mporpamm B o6aactn obuie-
CTBEHHOIO 3APaBOOXPAHEHUS, HaMpPaBAEHHbIX Ha MNPeaoT-
BpalleHWe JanbHENLWEro pocrta pacnpocTpaHeHHocTn BIC
B nonynaumu. B HacToswee Bpems Gnarogaps nporpec-
Cy, KOTOpblA OblN AOCTUIHYT 3a CYET COBEPLUEHCTBOBaHMUSA
ANArHOCTUYECKUX M OMepaTUBHbIX METOAMK, Habntogaetcs
CHWXXEeHWEe NoKa3aTenen CMEepPTHOCTM AaHHOW rpynnbl Nauum-
eHToB. OAHOBPEMEHHO C 3TUM MOBbLILLAETCH BbIXXMBAEMOCTb
[leTer 1 B3pocbix ¢ onepupoBaHHbiMu BI1C, 4yTo onpegenset
HEe0b6X0aAMMOCTb NPOBEAEHMS UCCNEeA0BaHWUM C LEeNblo Nouc-
Ka $aKTopoB, BAUSIOWMX Ha MPOAOSIKUTENBHOCTb M Kade-
CTBO YXM3HU 3TUX NaLMEHTOB.
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