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B pesynbTaTe 06ce[0BaHUsA ceMel 60J1bHbIX C KOapKTaLnern aopTbl yCTaHOBIEHbI GaKTopbI, Npeapacrnonararlme K pa3su-
TUIO 3TOro 3abosieBaHus. B nceaegoBaHme 6b110 BKIIOYEHO 68 raLMeHTOB C KoOapKTalmnen aopTbl pas3/IMyHOM 1oKaam3aLmm,
CTENEHU CYIKEHUS U MPOTIKEHHOCTH. Bcem 6bis10 BbINOIHEHO 9XOKapAUOrpapmuiyeckoe nccaejoBaHme, Henpsamas 1 npsmas
MaHOMETPHS, MYJIbTUCTIMPAIbHAs KOMIbIOTEPHAas aopTorpadus, a TaKKe MHTpaornepaLMoHHas PEBU3NS 30HbI KOApPKTaLMH.
B 95,6% cny4aeB BbisiB/ieHa TUMMYHas KoapKTauusi aopTbl, B 55,9% KoapKTrauusi aopTbl coyYeTasach C ABYyCTBOpYaTbiM
aopTa/ibHbIM KaarnaHoMm. Hanbosbliee 3Ha4yeHne A/ pa3BUTHS MOPOKa MMEU OTAroleHHas HacneqctBeHHocTh (33,8%)
M OCJIOKHEHHOE TeyeHue 6epemMeHHOCTU (57,4%). o aaHHbIM UCCe0BaHUsl YCTaHOBJ/IEHO, YTO MPU NiaHupoBaHum bepe-
MEHHOCTH Ba)XHO 06C/1e10BaTb 060MX POANUTENEN, T. K. B pa3BUTUM KOApPKTaL MM aopTbl HalMYne naTosiorM4ecKkmx COCTOSTHUM
y oTua, BO3MOXHO, UMeeT b0Jibliee 3HavYeHne, 4eM nofobHas nartosorns y matepu. [eTsiMm ¢ OTAroLeHHON Hacae[CTBEeH-
HOCTbIO 10 BPOXAEHHbIM MOPOKaM Cep/La PEeKOMEHA0BaHO BbIMOIHATL 3XOKapauorpagpmuyeckoe uccaesoBaHme B paHHe
CPOKM 0CAE POXKAEHUS, HECMOTPS Ha OTCYTCTBME NATOJIOMMU NP BbIMOJHEHUN Y/IbTPa3BYKOBOro MCCeA0BaHUS Ni104a.
KnroyeBble cnoBa: KOapKTalLms aopTbl, HACAE4CTBEHHOCTb, IMBpHoreHe3 cepaLa.

(Bonpocki coBpemeHHo# neanatpmm. 2012; 11 (6): 42-47)

BBEAEHUE

Cpean 3aboneBaHWM CepaeyHO-COCYAMUCTON CUCTEMDI
y AeTeW rpyaHoro Bo3pacta BPOX/AEHHble MOPOKKU cepaLa
n cocypoB (BINC) 3aHMMalOT OCHOBHOE MECTO M MOCTOSH-
HO BCTpeYalTCa C OAMHAKOBOW 4acTOTOM Cpean HOBO-
POXAEHHbIX BCEX CTPaH, HE3aBMCMMO OT reorpaduyecko-
ro MOJIOXKEHUS MOCNEAHMX, YPOBHS COLMANbHOW 3alluTbl
HaceneHus u KayectBa MeaWMUMHCKOro nomouwm. Mo gax-
HbIM MPOBEAEHHbIX paHee uccneaoBaHuK, 4dactota BIC
BapbupyeT B WMPOKKX npepenax: oT 2,4 no 14,15 cnyya-

eB Ha 1000 HoBopoxaeHHbIX [1-5]. Hanbonee pacnpo-
CTPa@HEHHbIMU SIBASIOTCH MOPOKWU T.H. GOMbLIOK LuecTep-
KW: OedeKT MEexKenyao4yKOBOM MeperopofKu, OTKPbITbIN
apTepuanbHbii MPOTOK, TPAHCMO3WLMA MarucTpanbHbIX
apTepuin, aedeKT MexnpeacepaHon Neperopoaku, TeTpaaa
danno n KoapKTaums aopTbl. B COBOKYNMHOCTM OHM COCTaB-
nsaT 6onee 66% Bcex BIC [6].

KoapKTauus aopTbl BcTpevaeTcs B 0,23-0,33 cnyyaeB
Ha 1000 HOBOPOXAEHHbIX, M COCTABNAET CPEAM NALMEHTOB
¢ BINC okono 6%, cpean KpUtuyeckmx nopokos — Ao 10%
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The role of the hereditary predisposition in the development

of aorta coarctation

As a result of examination of the families of patients with aorta coarctation the factors predisposing to this condition were established.
Sixty eight patients with different localization, stenosis degree and extent of aorta coarctation were included into this study. All the patients
were performed echocardiography, indirect and direct. Typical coarctation was found in 95,6% of the cases, in 55,9% it was associated
with bicuspid aortic valve. The most significant predisposing factors to this anomaly development were compromised hereditary (33,8%)
and complications during pregnancy (57,4%). According to the received data, during the family planning it is important to examine both
parents, as father’s disorders may have more marked impact on aorta coarctation development, than mother’s ones. Children with
compromised heredity on congenital heart defects are recommended to be carried out echocardiographic investigation at the early
period of time after birth, despite the absence of disorders on intrauterine ultrasound.

Key words: aorta coarctation, heredity, heard embryogenesis.
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[2, 6]. CnenyeT OTMETUTb, HYTO C Y4ETOM OCOBGEHHOCTEN BHY-
TPUYTPOGHOIro KpoBOOOGpalleHUs, B pe3ynbTaTe KOTOPbIX
[JaKe aTpe3uns aopTbl HE MellaeT HopMallbHOMY Pa3BUTHIO
nnofa, BM3yanu3uMpoBaTb Y4aCTOK KoapKTauuu yaaetcs
TONbKO B €AMHMYHbIX cryyasx. TaK, COrfacHo pesynbra-
TaM CKPWHWMHIOBOrO YyNbTPa3BYKOBOro o06ciefoBaHus
20248 nnopoB Ha 19-22-i Hep rectauuu B [epMaHuu
(1990-1994 rr.), U3 7 cny4aeB KoapKTaLuuK aopTbl NpeHa-
TanbHbIM AUArHo3 He 6blil YCTAHOBMIEH HWU B OJHOM M3 HUX
[7]. AHanornyHble AaHHble nonyyeHbl v B HopBeruun [8].
BbicOKasi 4acTtoTa KPWUTUMYECKMX COCTOSIHWMIM B MOCTHaTasb-
HOM MepPUoAEe U CNOXKHOCTb BHYTPUYTPOOGHOW AMArHOCTUKM
KOapKTaunn aopTbl AUKTYIOT HEOGXOAMMOCTb NMOMCKA anb-
TepHaTUBHbIX METOAOB, YTO NO3BOMUT BbISBUTb FPYNNy NuL,
UMEIOLLMX BbICOKMM PUCK POXKAEHUSA pebeHKa C AaHHOM
naTtonorMen, CBOEBPEMEHHO AMArHOCTMPOBaTb M Mpoone-
pupoBaTb MOPOK.

Llenb uccnepoBaHua: nytem o6cnegoBaHnsa cemen
60/bHbIX C KOapKTaLnen aopTbl yCTaHOBUTL GaKTopbl, Npea-
pacnonaratolme K pa3BuTUIO 3TOro 3a6o1eBaHuMs.

NALIMEHTbI U METOAbI

Y4yacTHUKU Uccnef0BaHuUA

B uccnepoBaHune 6biM BKIOYEHbI 68 NauMeHTOB B BO3-
pacte ot O go 18 neT (47 manbyYnKoB M 21 AeBOYKa) C Koap-
KTaumen aopTbl Pas3nM4yHOM NIOKaNM3aLnn, CTEMEHU CyrKe-
HUSA U NPOTSXEHHOCTU. CpefHU BO3pacT AeTen CcOoCcTaBui
11,2 ropa.

MeToabl uccnepoBaHus

lMpoaHanM3nMpoBaHbl AaHHble aHaMHe3a 06 0COBEeHHO-
CTAX Te4eHUA 6EPEMEHHOCTU U POLOB, HalMYUS OTArOLEH-
HOW HacneACTBEHHOCTWU, 3IKCTPareHUTallbHOM NaToa0rnu
Martepu, npodeccroHanbHbIX BpeaHOCTeN poauTenen. Bcem
[eTaM BbIMO/IHEHO CTaHLapTHOE 3XoKapauorpaduyeckoe
uccnepoBaHue Ha annapare «Philips iE33» (CLUA), Henps-
Mas MaHoMeTpusa (M3MEepPeHUs apTepuanbHOro AaBfieHUs
Ha pyKax M Horax) ¢ NOMOLLbIO MeEXaHUYECKUX TOHOMETPOB.
BonbWHHCTBY AeTel BbINOSHANAch npsaMas MaHOMeTpus
B paMKax AWarHOCTUYECKOM uNu nevebHOM aopTorpaduu,
MyfnbTUCMMpanbHasa KOMMblOTepHasa aoptorpadus, a Tak-

Ta6nuua 1. KnuHuKo-gemorpaduyeckas xapakTepuCcTUKa NaumMeHToB C KoapKTaLuen aopThbl

47:21 17:13 30:8*
Mon (m:xk)
n % n % n %

Jlokanusauus KoapKTaunm aopTbl:
e TunuyHas 65 95,6 27 90 38 100
e ATunu4yHas 3 4,4 3 10 0 0
Mnonnaswusa gyru aopTbl 22 32,4 12 40 10 26,3
Mnonnasus HucxoasaLen aopTbl 13,2 4 13,3 5 13,2
Mnonnasus neBow NOAKAOYUYHON apTepumn 8 11,8 2 6,7 15,8%*
MepepbiB Ayrn aopThl 2,9 0 0 2 53
CpefHui rpagveHT AaBeHUs Ha KoapKTauuu aopTbl 68 45,7+ 2,6 30 46,4 + 4,2 38 451+ 3,4
MaumneHTbl ¢ peKoapKTalumen aopTbl 14 20,6 7 23,3 7 18,4
MaLumneHTbl C MOBTOPHOW peKoapKTaLuuen aopTbl 2 2,9 2 6,7 0 0
MauneHTsl ¢ AByCTBOPYaTbIM KlanaHoM aopThbl: 38 55,9 0 0 38 100
1) c aopTafibHblM CTEHO30M 15 22,1 0 0 15 39,5
2) c aopTanbHON HELOCTAaTOYHOCTbIO: 17 25,0 0 0 17 44,7

e | cTenexu 11 64,7 0 0 11 28,9

e |l ctenenun 2 11,8 0 0 2 5,3

e |ll ctenenun 4 23,5 0 0 4 10,5
MauneHTsl ¢ cyb6aopTanbHbIM CTEHO30M 2 2,9 0 0 2 5,26
[MauuneHTbl ¢ HEMOMHbIM KOMMNeKcoM LLoHa 2 29 0 0 2 5,26
MauneHTbl ¢ aHoManuen MUTpanbHOro KnanaHa: 9 13,2 1 3 8 21,05
® MUWTpasbHbIM CTEHO30M 2 2,9 0 0 2 5,3
® MUTpanbHOM HEAOCTATOYHOCTLIO 8 11,8 2 6,7 6 15,8
MauneHTbl ¢ NoaHbIM Komnnekcom LLoHa 1 1,5 0 0 1 2,63
MauueHTbl ¢ APYrMMU BPOXKAEHHBIMU NOPOKamu cepaLia: 18 26,5 7 23,3 11 28,9
® OTKPbITbIN apTepuasnbHbIi NPOTOK 12 17,6 6 20 6 15,79
e fledeKT MEXOIKENY0HKOBOW NEPEropoaKM 9 13,2 4 13,3 5 13,16
e nedeKT MexnpeacepaHon Nneperopoakm 6 8,8 2 6,67 4 10,53
® TpaHCMNO3WLMSA MarucTpasbHbIX COCYA0B 1 1,5 1 3,33 0 0

lMpumeyvaHme. ocToBEPHOCTbL pasnuyumin: * — p = 0,05; ** — p < 0,05.

BOMPOCblI COBPEMEHHOM NEAWATPUM /2012/ TOM 11/ N2 6



OpuruHanbHasa cTaTtbs

e WHTpaonepaunoHHas peBM3us 30Hbl KoapKTauuu. Bce
o6cnefoBaHHble 6blAn pasfeneHbl Ha 2 rpynnbl: Nauu-
€HTbl C M30/IMPOBAHHOM KOapKTauuen aopTbl M NauueH-
Tbl, MMEIOLLME COYETAHWE KOapKTaLMW aopTbl C APYrMMHM
BMNC. KnuHu4yeckas xapaKTepucTMKa rpynn npuBeaeHa
B Tabn. 1.

C noMoLLbto CTaHZaPTHOM 3XOKapanorpaduun Ha annapa-
Te «Philips iE33» (CLLIA) o6¢cnenoBaHbl poaMTENM NALMEHTOB
C KOapKTauuen aopTbl Ha npeamer Hanuuma y Hux BIIC.
KnuHUyecKaa xapaKTepucTnKka poauTenen obcnefoBaHHbIX
[leTel ¢ KoapKTaluMen aopTbl NpeacTaBneHa B Tabn. 2.

CraTucTMyecKas o6pab6oTKa AaHHbIX

CraTucTnyeckas 06paboTKa AaHHbIX, MONYyYEHHbIX B X04€
KIMHUYECKMX WM 3KCNEePMMEHTaNbHbIX MCCAefoBaHWi, npo-
BefeHa C UCMOoNb30BaHMEM MaKeTa NpUKNagHbIX CTaTUCTU-
yeckux nporpamm Statistica for Windows v. 6.0. PesynbraThl
npeAcTaBieHbl B BUAe cpeaHero apudMeTMHecKoro 3Have-
HUA (M), OWKNBKK cpeaHero apuPpMeTMyeckoro (m) 1 yucna
npu3HakoB B rpynne (n). lns aHann3a HOMUHaNbHbIX AaHHbIX
MCMONb30Banu pas/inyHble BapuaHTbl KpUTepms X2 n Kpute-
pui ®unwepa. C Lenblo NPOBEPKU MMNOTE3 OTHOCUTENBHOIO
pas3nuyna ABYX HE3aBMCUMbIX BbIGOPOK MOPSIAKOBbLIX Nepe-
MEHHbIX MpuMeHsanu t-kputepuint CrbtogeHTta, U-kputepui
MaHHa-YuTHK 1 meTtog ANOVA ¢ nocneaytouwmmn post-hoc-
TecTamu. Pasnmymsa cyntanm cTaTMCTUYECKM 3HaYUMbIMK NPU
p < 0,05.

PE3YJIbTATbI

M3 aHaMHe3a o06cnefoBaHHbIX AETEN cneayeT, 4To OoTd-
roweHHas no BIC HacneacTBeHHOCTb B 06wen rpynne
BcTpeyanacb B 33,8% cnyy4aeB. B rpynne geten c Koap-
KTaluen aopTbl U IBYCTBOPYATLIM aopTalibHbIM KnanaHoMm
[aHHbIM NoKasaTtenb 6bi1 B 1,5 pasda Bbiwe. [ocTtaTtoqHO
BbICOKUM Yy JeTel C KoapKTauuen aopTbl 6bll U NPOLEHT
OCJIOXXHEHUIN BO Bpems 6epeMeHHocTu (57,4%). Mpu atom
CYLLECTBEHHbIX Pa3nynim Mexay LETbMU C U30IMPOBaHHOM
KOapKTauuen u KoapKTaLuuen B covetanunu ¢ BINC no yacrto-
Te pa3BUTUA OC/IOXKHEHHON GepeMEeHHOCTU OGHapyXeHo
He 6bl10.

Cpeau geTen ¢ KoapKTaLmen aopTbl UL, MYXCKOro rnona
6bin0 6onee 4yem B 2 pas3a 6onbwe: 2,2:1. B 56% cnyya-
€B KOapKTauus aopTbl coyeTanacb C [BYyCTBOpYaTbiM aop-
TallbHbIM KnanaHoM. [Jons mafib4MKOB B [aHHOW MOArpyn-
ne coctaBuna 79%. CoyeTaHHad BpOXIAEHHas NaToforus
TaKXe dYalle BCTpedvanacb Yy MauueHTOB MYXCKOro nona:
13 18 feTen, UMEeIoLLMX COYETaHUEe KoapKTaLuumn aopTsl C Apy-
rumun BIC, cooTHoweHMe nonos coctaBmno 11:7. B 95,6%
cnyqaeB Habniojanacb TUMUYHaA KoapKTauua aopThbl (30Ha
nepeLlemnKa, HUKE OTXOXKAEHMS NIEBON NOAKIIIOYUYHOW apTe-
pun). CoveTaHWe KoapKTalLMK aopTbl C rMMoniasuen ayru
oTme4anocb B 32,4% cny4aeB, C runonnasven HMuexoasuwen
aopTbl — B 13,2% 1 ¢ runonnasuven neBon NoAKMIOYUYHON
aptepun — B 11,8%. 2,9% naumMeHTOB MMEeNn KpanHIoto cTe-
neHb KoapKTaluuMu — nepepbiB Ayrk aopTbl. CpeaHui nuKko-

Ta6nuua 2. AKyLLEPCKUIA, TMHEKONOTMYECKMI U CEMEWHbBIN aHaMHe3 NaLMEeHTOB C KOapKTaLMen aopTbl

47:21 17:13 30:8
CooTHOLWEHKE NOoNOB (M:XK)

n %* n o n %**
OTdarouleHHas HacneacTBeHHOCTb no BIC 23 33,8 9 30 14 36,8
® 0 IMHUKU MaTepu 12 17,6 4 13,3 8 21,1
® [0 IMHMM OTUA 9 13,2 3 10 6 15,8
® 0 IMHUK 06OUX poauTenen 2 29 2 6,7 0 0
OTAroWeHHbIN aKyLlepCKUin aHaMHe3 7 10,3 5 16,7 2 5,3
OTaroweHHas 6epeMeHHOCTb 39 57,4 18 60 21 55,3
JKcTpareHuTanbHas naTonorus Matepum 12 17,6 5 16,7 7 18,4
MpodeccroHanbHble BPeAHOCTH:
e MaTepu 1 1,5 1 3,3 0 0
° OTUbI 13 19,1 5 16,7 8 21,1
O6cneaoBaHHble poauTENN:
e MaTepu 56 82,4 25 83,3 31 81,6
° OTUbI 21 30,9 6 20 15 39,5
[iBycTBOpYaTHIN @a0pTanbHbIM Knanax:
o MaTepuF** 2 3,6 1 1,8 1 1,8
®  OTLbI*** 5 23,8 1 4.8 4 19,0
Bcero BINC y poautenei: 13 19,1 5 16,7 8 21,1

lNpumeyvanme. BINC — BpoXKAEHHbIE MOPOKK cepaua. * — npoLeHT 06Lero Yucna naunmeHToB ¢ KoapKTaLuen aopThbl, n = 68.
** — NpoueHT Yncna NnauneHToB C U30/IMPOBaHHOM KoapKTaunen aopThbl, N = 30, U, COOTBETCTBEHHO, C ABYCTBOPYaTbIM K/lanaHoM aopThbl
1 KoapKTaluen aopTbl, n = 38.%** — npoLeHT Yucna 06¢cnefoBaHHbIX POANUTENEN, COOTBETCTBEHHO! Nyarepein = 96, Noryos = 21



BbIVi FPagMeHT AaBneHNa MeXay 30HaMu1 4O M NOCE CyXKeHUs
aopTtbl coctaBun 45,7 MM pT.CcT. [loCTOBEPHbIX pas3nnMyunin
Mo CTEMNEHW CY)KEHWS aopTbl B MOArpynnax He BbISBAEHO.
YactoTa BCTPEYaAEMOCTM PeKoapKTalMu aopTbl B MOATPYyn-
nax getem ¢ M30JMPOBaHHOM KOapKTauuen U B COYEeTaHWu
KOoapKTauuu ¢ ABYCTBOpYaTbIM KlanaHoM aopTbl cocTaBuna
23,3 1 18,4%, cOOTBETCTBEHHO. YMCO Uccneayemblx, UMeto-
LMX aHOManuio MUTPanbHOro KinanaHa, 6bi10 Bbllle y AeTen
C KOapKTauuen u ABYCTBOpYaATbIM aopTaibHbIM KianaHom
(21%), Toraa kak gons apyrux BIC (oTKpbITbIM apTepuanb-
HblM MPOTOK, AedEKT MEXKNPeACEPOHON U MEMIKeNyao4Ko-
BOW Neperopoaku) B ABYX NoArpynnax oka3anacb NpUMepHoO
oAavHakoBon (23,3 1 28,9%).

C npodeccmoHanbHbIMW BPEAHOCTAMKW Ha NPOU3BOACTBE
(XMMUYECKUMM U PUBNYECKMMU PaKTOpamMuM NPOU3BOACTBEH-
HOW cpedbl, a TaKXe BpeaHbiIMW daKTopaMu TpPyaoBOro
npouecca) ctankuanucb 19% otuos. pn aTOM gocToBeEp-
HbIX PasfMyuMin Mexay ABYMS MOArpynnamu He MosaydeHo.
BbisiBneHa TEHAEHUMA K YBEIWYEHUIO YaCTOTbl 3KCTPareHu-
TanbHOM NaToONOrMM y MaTepu B Noarpynne AeTen, MMeKoLmnx
co4yeTaHMe KoapKTauuu ¢ ABYCTBOpYaTbIM KnanaHoM aopTbl
(18,4%), no cpaBHEHMIO C NOATPYNMNON AETEN C U30IMPOBAH-
HOW KoapKTauuen aoptbl (16,7%). Hannune oTtarouieHHon
6€epeMEHHOCTU U 3KCTpareHuUTanbHOW NaTonornun y martepu
ObII0 TECHO CBA3A@HO C YBE/IMYEHMEM COYETaHHbIX BPOXK-
[OEHHbIX aHOManui BbIXOAHOIrO TpaKTa JIEBOro Kenygodka
(x2 =6,95; p < 0,01).

OxoKkapauorpadmnyeckoe obcnegoBaHMe yaanocb Mpo-
BEeCTU y 77 poauTener U3 Cemen OeTer C KOoapKTauuewn
aopTbl, GONbLWMHCTBO U3 KOTOPbLIX OblM MaTepu (82,4%).
HecmoTps Ha To, 4TO Aons o6cnefoBaHHbIX OTLIOB COCTa-
Buna Bcero 30,9% B obuwen rpynne, 23,8% U3 HUX UMeENH
aHoMalbHbIi — [ABYCTBOpYaTblii — aopTalibHbiM KaanaH.
[lBoe 13 0TLUOB, MMEBLUMX OBYCTBOpYaTbIM KaanaH aop-
Tbl, paHee HabnwAanncb MO MoBody 3TOro 3aboneBaHus
W NepeHecny onepauuto No 3ameHe aopTaNibHOro KianaHa
Ha MCKYCCTBEHHbIN, y OCTaBLUMXCS AaHHas naTonorus Gbina
aunarHoctupoBaHa Bnepsble. N3 06cneqoBaHHbIX MaTepen
TONbKO 3,6% mMmenu ABycTBOpYaTbiM aopTalibHblM KaanaH.
Mpu aTOM YacToTa BbISIBAEHWS ABYCTBOPYATOr0 aoPTasibHOrO
KnanaHa y MaTepen B ABYyX UCCNnedyeMblX NoArpynnax He pas-
nn4anack. B uenom y geten ¢ KoapKtaumMen aopTbl, poauTenu
KoTopbix umenun BIC (B T.4. 1 ABYCTBOpYaTbIA KlanaH aop-
Tbl), YacTOTa Pa3BUTUSA COYETAHHOW BPOXKAEHHOW NaToNormm
BbIXOAHOrO TPaKTa /IeBOro enygoyka 6bina 3Ha4yuTeNbHO
BbiWwe (x2 = 21,6; p < 0,001).

OBCYXAEHUE

Bnarogaps coBeplEeHCTBOBaAHMIO METOAOB ANArHOCTUKM
WU pPasBUTUIO CEPAEYHO-COCYAUCTON XMPYPrumM BGONbLIMHCTBO
neten ¢ BINC B HacTosiWwee BpeMs yaaeTcs NpoonepmnpoBaTs,
XOTS NleTaNbHOCTb MPU 3TUX 3ab0NeBaHMAX MO-MPEXHEMY
ocTaeTcs BbICOKOW. 1o AaHHbIM CTATUCTUKK, C KOHLUA 70-X IT.
npownoro Beka B BenukobputaHun € nopoKamu cepaua
eXxerogHo porxkgaetca okono 4600 geten: 1 Ha 145 xuBo-
pPOXKAEHHbIX. C y4eTOM €e}KerogHoro BbIMOAHEHUS OKONO
3100 onepauun n 725 KaTeTepu3dauun MonocTen cepa-
ua getam ¢ BIIC netanbHOCTb Npu 3TOM NATONIOMMK faxe
B TaKOW pa3BUTOM CTpaHe, Kak BenukobputaHus, npeBbl-
waet 50% [9].

PebeHKy, poxXAeHHOMY C KOapKTaLMen aopTbl, MOKa3aHo
onepaTnBHOE neyveHune. B HacTosiLee BpeMS 3TO e4MHCTBEH-
Hblh 9OPEKTUBHbIN CNOCO6 NEeYEHUS OaHHOM NaToNorMM.
MeToabl U CPOKM XMPYPrUYECKOro NeYeHUs MOryT O6CYyXK-
[aTtbCsl, HO B LIEJIOM TaKTUKa siCHa, NMOCKosbKy 50% peten
6e3 onepauuun ymupatoT B TedeHue nepsbix 10 neT X13Hu
[10]. OgHako npeaBuaeTb, NPeaoTBPaTUTb UKW KaK-TO BO3-
JeNcTBOBaTb Ha pas3BWTME MOpPOKa B HacToslwee Bpems
He npeacTaBAsSeTCcs BO3MOXKHbIM.

MpUYMHBbI Pa3BUTUA KOapKTaLMK aopTbl, Kak U APYrux
aHOManuin pa3BUTUA BbIXOLHOrO OTAena IeBOro Xenyaou-
Ka, OCTalTC A0 KOHUA He M3yyeHHbIMW. [o HeaaBHero
BPEMEHM CYyWecTBOBaN0 3 OCHOBHbIX TEOPUM Pa3BUTUA
nartonornn. Hambonee o60OCHOBAHHOM ABASETCHA AyKTalb-
Has Teopus, npeanoxeHHas J. Skoda B 1855 r. [11]. OHa
OCHOBaHa Ha TOM, 4YTO Haubonee 4acTon nOKanu3auunen
KOapKTauuu aopTbl CAYKWUT MECTO OTXOXAEHMUS apTepu-
anbHOro npoToka. MNpeanonaranocb, YTO KOapKTaLus BO3-
HWUKaeT B peaynbTate MUrpauuun rmagKombllWeYHbIX KIEeToK
B NepuayKTalbHYt0 aopTy C MOCNeAytolen ee KOHCTPUKLK-
en, a 3atemM U MopPONOrMYECKUM CyKeHneM. 3Ta KoHuen-
LMSa NOATBEPKAAETCH KIMHWYECKMMU HabNoAEHUaIMH, T.K.
KOapKTaums aopTbl HacTo MaHMGbECTMPYET Nocne 3aKpbiTUs
apTepuanbHOro npotoka [11, 12]. OgHaKo AyKTalbHas
Teopus He 06BACHAET aTUNMUYHOIO PAcNONIOKEHMUS KoapKTa-
LMK aopTbl: Ha ypOBHE Ayrv uan abgoMuHanbLHOro oTaena,
a TaKXKe covyeTaHue KOoapKTaluMu aopTbl U OTKPbLITOrO apTe-
puanbHOro NpPoToKa.

XpoHosiorMyeckr BTopon 6blia remoguHammyecKas Teo-
pus, cOrfacHO KOTOpOM MPUYMHOM BO3HUKHOBEHUS Koap-
KTauuWK CNYXKUT yMeHbLUEHNE 06beMa KPOBOTOKA Yepes aop-
Ty nnoga. ABTOPCTBO 3TOW Teopuun npuHagnexut A. Rudolf
[13, 14]. KpoBoob6palleHne naoda TakoBo, YTo TonbKo 10%
KPOBM MpOXoAWT 4Yepe3 Ayry aopTbl. Hanuune BHyTpucep-
[EeYHbIX aHOMaluMi yMeHbllaeT 06bem BbiGpoca eBOro
enyaoyka, TeM caMbiM elle 60Mblie CHUXKasa KOnM4ecTBO
KpPOBM, Mpoxoasuiee 4yepe3 aopTalbHblM MCTMYC. [JaHHas
Teopunsi 06BACHAET YacToe covyeTaHue KOoapKTauuu aopThbl
C fedeKToOM MEXKKeNyaoYKOBOM NEPeropoaKku, 06CTPYKLNEN
BbIXOAHOrO OTAEeNa NIEBOr0 Kenyaoyka U TyOyasapHOW runo-
nnasuew Ayrn aopTtbl, HO OCTaBASET HEACHBLIM MEXaHW3M
BO3HWKHOBEHMUS BbllLENEPEYNCIEHHbIX aHOManmMn 6e3 pas-
BUTMS KOApPKTaLMK aopTbl, @ TaKKe aTUMMYHOro pacrnooxe-
HWS KOapKTaLmMK aopTbl.

TpeTbs Teopus, BnepBble nNpeanoXeHHas B 1828 T.
1 6onee nogpobHo nanoxeHHas H. Rosenberg (1974) [15],
OCHOBaHa Ha uaee NepBMYHOrO HapyLWeHUs PasBUTUS Ayru
aopTbl. ABTOPbI TEOPUM CYUTALOT, 4TO 3Ta NATONOrMs CBSi3aHa
¢ 06WKMM Hegopa3BUTMEM BCEro 3ayaTka aopTbl B paHHEM
3M6pMOHaNbHOM BO3pacTe.

Bmecte ¢ TeM HM ogHa M3 paHee ONyb/IMKOBAHHbIX
TEOPUM He OOBSACHSAET MNonyyYeHHble B HacTodlulen pabo-
Te [AaHHble O CYLIeCTBOBaHMWM HacnegCcTBEHHOW npea-
PacnonoXeHHOCTU K GOPMMPOBAHMIO KOapKTauuu aop-
Tbl. O HanAW4YMM TEeHETUYECKOW KOMMOHEHTbl B Pa3BUTUM
KOapKTauuMn aopTbl rOBOPSAT pe3ynbraTbl paHee ony6nu-
KOBaHHbIX PaboT, MOCBAWEHHbIX aHann3y CeMeWHbIX Ciy-
yaeB 3aboneBaHua M obcnegoBaHua nauueHToB ¢ BIIC,
accouMMpPOBaHHbIMW C XPOMOCOMHbIMU aHOManuamu [16].
B yacTHoCTM, KOapKTauus aopTbl, No AaHHbIM E.B. Clark
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OpuruHanbHas ctaTbf

M coaBT., BcTpeyaetca y 35% naumMeHToB C CUHAPOMOM
LLepweBckoro—TepHepa [17]. Y4nTbiBaa BbICOKUI NPOLIEHT
BO3HWKHOBEHWS AaHHOr0 3a60/IEBaHMA Y XKEHLWMH C CUH-
aopomom LllepweBckoro—TepHepa, MOXHO MNPEAnoIOXUTb
CBfI3b KOApKTaLWW aopTbl C FEHETUYECKUMM aHOManUaMu
M, B 4YaCTHOCTH, ¢ X-xpoMocoMoKn. B monb3y atoro npeaj-
CTaB/IEHWS TOBOPAT U JaHHble O reHAEePHbIX 0COBEHHOCTSX
pPa3BUTUS KOAPKTaLMK aOPTbl, MOSYYEHHbIE B HALWEM Ucchne-
[OBaHMK, B KOTOPOM KOapKTalLus aopTbl B 2 pas3a yalie
BCTpevanachb y Maib4yMKOB, YeM Y IEBOYEK.

B nocnegHue roabl 6blIM ONy6AMKOBaHbI pPe3ynbrathl
uccnefoBaHui, B KOTOPbIX MPOAEMOHCTPUMPOBaHa pofb
HacneacTBEHHON MpPeapacnoNoXEeHHOCTN B PasBUTUM psaa
aHoManui BbIXOAHOrO OTAEeNna IEeBOr0 Kenyaoyka, B T.u.
M KoapKTauuu aopTbl [18—-21]. lNoKa3aHo, Y4TO KoapKTaLus
aopTbl B 80% cny4yaeB MOXET coyeTaTbCs C ABYCTBOPYaTbLIM
aopTanbHbiM KnanaHom [20], 4TO AaeT BO3MOXXHOCTb npej-
NONOXWTb Hannyne ob6LMX MEXaHU3MOB Pa3BUTUS JaHHbIX
3abos1eBaHMI, 06YCNOBAEHHbIX OCOBEHHOCTAMU ambpuore-
He3a BbIXOAHOMO TpaKTa 1eBOro Kenygo4ka.

3aknagka cepaua NpoWCXOAMT Ha paHHMX 3Tanax
aMbpuoreHesa W3 naTtepasbHOro JMUCTKa Me304epMbl.
[JanbHenlwee yoInMHEHWEe cepaevyHon TPyOKKW OcyllecTBas-
€TCS 3a CYET OKOJIOMOTOUHbIX KIETOK-NPeaLWeCcTBEHHUKOB,
KOTOpble NOMy4MNn Ha3BaHWe BTOPUYHOIO cepaevHoro nons
(second heart field, SHF) [22]. 3TO OTKpbITUE CYLLECTBEH-
HbIM 06pa30M M3MEHWUNIO0 NnpeacTaBieHne 06 aM6pUoreHe-
3e cepAua No3BOHOYHbIX. [leno B ToM, 4To SHF coageput
MYNbTUNOTEHTHbIE MPOrEeHUTOPHbIE KIETKW, KOTOpble obna-
[JaloT BbICOKMM MponndepaTMBHbIM NOTEHLMaNoM U Cro-
COGHbl OTCPOYEHHO, B OT/IMYME OT KNETOK NEPBUYHOrO cep-
feyHoro nonsl, anddepeHUMpoBaTbCsd B KapaUMOMUOLMTHI,
3HAOTENManbHble U ragKoMblleYHble KNeTkW. bnarogaps
aToMy ¢deHOoMeHy, KneTku SHF patoT Ha4vano BbIXOAHOMY
OTAENy JIEBOro M MNPaBoOro Xenyaodka, a Takxe 6ofbluen
4yacTu Npeacepani, Toraa Kak KNeTKM NepBUYHOroO cepaey-
HOrO MONs NMPUHUMAIOT y4acTne B GOPMUPOBAHUMU MPUHO-
CSILLLEro TpaKTa IeBOro U NpaBoro Xenyaoyka. YaiuHeHue
cepaevyHon TpPyOKM perynmpyetcsd C MOMOLLbI CUrHasb-
HbIX NyTen ¢akTopa pocta dpnbpobnactoB (FGF), KOCTHOrO
MopdoreHHoro 6enka (BMP2), KaHOHWMYECKOro U HeKaHo-
Huyeckoro Wnt-curHanbHoro nytm u Notch-curHanbHoro
nyTHn, KOTopble o6ecrneynBatloT BbICOKMIW NponndepaTUBHbIn
noteHunan knetok SHF u gnutenbHoe noagepraHue ux
B HeandbdepeHuMpoBaHHOM cocToaHMK [23]. CHWKeHue
MWIPaLUOHHOM CMNOCOBHOCTU WAW paHHAS AUdPepeHLn-
poBKa Knetok SHF mo)eT npuMBOoAUTb K BO3HWMKHOBEHMUIO
LedeKTOB BbIXOLHOIO TPaKTa KeNyao4YKoB.

M3BEeCTHO, 4TO MyTauuu FEeHOB, KOAMPYIOLLMX TpaHC-
KPUMUKWOHHbIE daKTopbl, yyacTBylOlwMne B GOpPMUPOBaHUMK
cepaua B ambpuoreHese, TaKxe MOryT O6biTb MPUYUHOM
HapylweHnsa mMopdoreHesa BbIXOAHOrO TpaKTa WAM MpoLiec-
ca MexKenyaoo4ykoBon/MexnpeacepaHon centauuu [24].
B yactHocTH, myTauuu B reHax NKX2-5 n THRAP2 npwBo-
OAT K pas3BUTUIO TPAHCMO3WLMKM MarucTpanbHbIX COCYAOB
WM OBOMHOMY WX OTXOXAEHWIO OT MpPaBOro Kenygodka.
Mytauun reHos NKX2-5, NOTCH1, TBX1, JAG1 accouuu-
poBaHbl C pa3ButTMem TeTpagbl Panno. HekoTopble Tumbl
BIMC BKa4valT B ceb6a KianaHHble aHOManuu, pas3Bu-
TME KOTOPbIX CBSI3aHO C HapyweHWeM 3HAOoTeNManbHo-

Me3eHXMManbHOro nepexoaa, BCAEACTBME 4ero nopg BAUS-
HMEM Pa3fIUYHbIX TPAHCKPUMUMOHHBLIX GAKTOPOB M3 KIETOK
nepBMYHOro 3HAoKapaa GOpPMUPYIOTCA NafKOMbIWeEYHble
KNETKN U dnbpobnactbl. HarnagHbiM npumepom sBiseTcs
Notch-curHanbHbi nyTb. NOTCH1 aKkcnpeccupyetcs B 3HAO-
KapAe MaructpasnbHblX apTepUin cepaua U CAYKUT BarKHbIM
perynsTopoM 3HAOTENMANbHO-ME3EHXMMabHOIr0 nepexoaa
[25]. Mytaunn NOTCH1 — oaHa 13 npu4mH GopMUpoBaHua
OMKycnuaanbHOro KianaHa aopTbl. Kpome TOro, naumeHThbl
¢ NOTCHZ1-myTaumsimm MOrytT UMeTb LUMPOKUIM CNEKTP APYrMX
BPOMKAEHHbIX aHOMaiuW, TaKUX KaK aopTasibHbl CTEHO3,
nedeKT MeXKenylo4KoBOW neperopoaku, tetpaga danno,
aTpesns MUTPanNbHOro KnanaHa, ABOMHOE OTXOXAEHWE Maru-
CTpanbHbIX COCYOB OT MPaBOro Kenyaoyka W runonnasus
NeBbIX OTAENO0B cepAaua.

B 2008 1. 6bin1n ony6/MKOBaHbI pesynbTaTbl UCCNef0Ba-
HUS, B KOTOPOM MNpoaHanuManpoBanu 91 naumeHTa ¢ aHo-
MannsiMK BbIXOAHOIO TpaKTa NIeBOro Kenyaoyka, B T.u.
35 nauMeHToB € KoapKTaunen aoptbl U 5 ¢ ABYCTBOpPYaTbIM
aopTanbHbIM KflanmaHOM Ha NpeaMeT Hanuyus MyTauui
B reHe NOTCH1 [18]. JononHUTENbHO B 3TOM paboTe 6blS1o
ob6cnenoBaHo 8 poautenen geten ¢ BIIC, y KOTopbIX 6bina
BbiiBNeHa myTtauua B reHe NOTCH1, HO 3axoKapauorpa-
GUYECKMX OaHHbIX B MOAb3Y BPOXKAEHHbIX Manbdopma-
UMK cepaua nony4eHo He 6bino. B otanyme oT paboTbl
K.L. McBride, npoBegeHHoe HaMu WUcCnefoBaHWE HOCUT
YUCTO KJIMHMYECKUWN XapaKTep. HecmoTps Ha HebOoNbluyo
BbIGOPKY, NMPEUMYLLECTBOM HacTosen paboTbl SABASETCHA
TO, 4TO BCe AEeTU UMENU y3KocneumanmanpoBaHHylo nato-
NIOTUI0, U BCE AOCTYMHble poauTEenn 6bianM 06cnefoBaHbl.
B cOOTBETCTBMM C NOMYHEHHBIMU AAHHBIMW BCTPEYAEMOCTb
[BYCTBOpYaTbIX KManaHoB aopTbl cpean o6cnefoBaHHbIX
MaTepen AeTen C KoapKTauuen aopTbl Oblla HECKONbKO
Bbiwe (3,6%), 4em B ob6len nonynsaunn HaceneHumsa (1%)
[20]. Mpn atom no4ytn y 1/4 o6cnegoBaHHbIX OTLOB MpH
3xoKapauorpadumyeckom ob6cnefoBaHUM AMarHoCTUpoBaH
OBYCTBOpYaThbiM aopTanbHbin KnanaH (23,8%), 0CoO6eHHO
B rpynne geTtew, UMeoLWMX coYeTaHne KoapKTaumm ¢ aHo-
Manuen KnanaHa aoptbl (19,0%). B uenom cpean obcene-
OOBaHHbIX poauTenen 6blsl yCTaHOBNEH BbICOKUMA MPOLLEHT
BPOXAEHHbIX MOPOKOB cepaua (19,1%), 3Ha4ynTenbHO npe-
BbllWaOWMI cpegHecTaTUCTUYEeCKMe obLwenonynsLMoHHbIe
[JaHHble.

Takxe 6blIM 06Hapy»KeHbl AOMNONHUTENIbHbIE daKTOoPbI
puUCKa, BAUSOWNE Ha TeYeHue 6epeMeHHOCTU U GopMHU-
poBaHuWe nnoga. B pesynbrate nccnegoBaHus oKasanoch,
47O NpodeccuoHanbHble BPEOHOCTU POAUTENEN HE BAUS-
0T Ha pa3BUTME KOapKTaLUWMW aopTbl, TOrAa KakK Hanu-
yne OoTAroweHHOW 6epeMEHHOCTU W IKCTpareHUTanbHOM
naTtonorMmM y maTepu BefeT K yBENUMYEHMI0 YacToTbl BO3-
HUKHOBEHWUS BPOXAEHHbIX aHOManuh BbIXOAHOrO TpaKTa
NeBOro Xenygoyka y pebeHka. B paHee onybnvKoBaH-
HbIX paboTax yKe aHann3MpoBanoChb BAUSAHWE Ha TeYeHue
6epeMeHHOCTM Taknx GaKTOPOB PUCKA, KaK BO3pacT U BeC
MaTepu, ynotpebneHne ankorons, KoObenHbiX HamnUTKOB,
OpanbHbIX KOHTPaALENTMBOB W TabaKOKypeHwe BO BpeMS
6epemeHHocTH [26]. Hactota BIIC y geten B aton rpynne
3HAYUTENbHO MpeBbllana CpeaHenonynaUMOHHbIe MoKa-
3atenm u coctasuna 9%. O HeraTMBHOM BJIUSHUM BO3-
pacTa cBUAETENbCTBYET yBenndyeHune ymucna BIIC y geten,



POXXAEHHbIX OT MaTepen mnaawe 16 net u ctapwe 41 roaa,
B 2 1 3 pasa, COOTBETCTBEHHO. Kypsline n perynsapHo yno-
Tpebnsowme ankoroib mMaTepu UMEKT PUCK POXKAEHMUSA
pebeHKka ¢ BIC B 3 pasa Bbilwe. YMeHbLIEHWE UK OTKa3
OT KypPEHUS 1 yrnoTpebneHns ankorons Bo Bpems 6epemMeH-
HOCTM CHMWKAIOT PUCK BPOXKAEHHbIX aHOManui cepaua.
[eTn XKeHWMH, NPUHMMAIOLLMX OpajibHble KOHTpaLEenTuBbI
[0 6epeMEHHOCTU, UMENN BoSiee HU3KUE PUCKU Pa3BUTUS
BIC. [locToBepHbIX KOpPEeNnsaunm Mexay 4acToTon BO3HUK-
HoBeHus BIIC y geten n MHOEKCOM Macchl Tena maTtepu,
a TaKxe ynotpebneHnemM e KodbenHbIX HanMTKOB Mnosy4e-
HO He 6blJ10.

Takvm 06pa3om, NPOBEAEHHOE HaMK UCCnegoBaHKe cny-
WUT AOMONHUTENbHBLIM MNOATBEPKAEHMEM CyLLECTBOBAHUSA
HacneACcTBEHHOM NpeapacnoNoXeHHOCTH K pa3BUTUIO Koap-
KTalun aopTbl, @ TaKkKe O0OBACHSAET YacTylo acCcoLMMpoBaH-
HOCTb 3TOr0 NMOPOKa C APYrMMU BPOXKAEHHBIMWU aHOMaANUAMM
cepaua.

REFERENCES

1. Fyler D.C.Reportof new England regional infant cardiac program.
Pediatrics. 1980; 65 (Suppl.): 376-461.

2. Samanek M., Voriskova M. Infants with critical heart disease in
a territory with centralized care. Int. J. Cardiol. 1986; 11: 63-74.

3. Botto L., Correa A., Erickson D. Racial and temporal variations in
the prevalence of heart defects. Pediatrics. 2001; 107: 32.

4. Hoffman J.I.LE. The incidence of congenital heart disease:
Il. Prenatal incidence. Pediatr. Cardiol. 1995; 16: 155-165.

5. van der Linde D., Konings E.E.M., Slager M.A. et al. Birth
prevalence of congenital heart disease worldwide. JACC. 2011;
58:2241-2247.

6. Sharykin A.S. Vrozhdennye poroki serdtsa [Congenital Heart
Diseases]. Moscow, 2005. 380 p.

7. Achiron R., Tadmor O. Screening for fetal anomalies during the
first trimester of pregnancy: transvaginal sonographic diagnosis of
fetal anomalies. Ultrasound Obstet. Gynecol. 1990; 163: 466-476.
8. Bronshtein M., Siegler E., Eshcoli Z., Zimmer E.Z. Transvaginal
ultrasound measurements of the fetal heart at 11 to 17 weeks of
gestation. Am. J. Perinat. 1992; 9: 38-42.

9. Petersen S., Peto V., Rayner M. British Heart Foundation Health
Promotion Research Group Department of Public Health. University
of Oxford. 2003.

10. Kirklin, Barratt-Boyes. Cardiac Surgery. 2003. P. 1315-1377.
11. Ho S.Y., Anderson R.H. Coarctation, tubular hypoplasia and the
ductus arteriosus. Br. Heart J. 1979; 41: 268-274.

12. Moss, Adams. Heart disease in infants, children, and adolescents:
including the fetus and young adults. 2008. P. 988-1005.

13. Rudolph A.M., Heymann M. A., Spitznas U. Hemodynamic consi-
derations in the development of narrowing of the aorta. Am. J.
Cardiol. 1972; 30: 514-525.

14. Rudolph A.M. Congenital diseases of the heart. Chicago: Year
Book Medical Publishers Inc. 1974. P. 329-349.

15. Rosenberg H. Coarctation of the aorta: Morphology and
pathogenesis considerations. In: H.S. Rosenberg, R.P. Bolande

3AKJ/IIOMEHME

Y neten ¢ KoapKTauunen aopTbl, UMEIOLWMUX OTAMOLLEHHYIO
HacneactBeHHoCcTb no BIC, yalle BCcTpeyaeTcs coyeTaHHas
BPOXJEeHHasa naTosiorna BbIXOLHOMO TpaKTa NeBOro Xeny-
[loYKa.

Haunbonbllee 3Ha4yeHWe B pa3BUTUKU KOapKTaL MK aopTbl
UMeeT OTArOLLEHHAs HaCNeACTBEHHOCTb U TeyeHue OGepe-
MEHHOCTU, a TaKXXe Haluyue SKCcTpareHuTasbHOM MaToso-
rmn y matepu. lNpodeccuoHanbHble BPEAHOCTU poauTesnen
He B/USIOT Ha pa3BUTUE KOapKTaL MK aopThbl.

Mpu nnaHWMpoBaHMM GepeMeHHOCTU ASIA OnpeaeneHus
BEPOATHOCTU Pa3BUTUA KOapKTaLun aopTbl y pe6eHKa MoXeT
ObITb MOMIE3HLIM YTOYHEHUE HANMYMA NaTONOMMK aopTasbHO-
ro KnanaHa y poauTenen, BroYas 6yayulero otua pebeHka.

[eTam, poanTenn KOTOPbIX UMEIOT OTAMOLWEHHYIO Hacnes-
cTBeHHoCTb no BIC 1, B YaCcTHOCTH, ABYCTBOPYaATbIM aopTab-
HbIM KnanaH, PEKOMEHA0BaHO BbINOHATL 3XOKapauorpadum-
YeCcKoe uccnejoBaHne B paHHUE CPOKU MOCe POXAEHUS.

(eds.). Perspectives in Pediatric Pathology, vol. 1. Chicago: Year Book
Medical Publishers Inc. 1973.

16. Bruneau B.G. The developmental genetics of congenital heart
disease. Nature. 2008; 451 (7181): 943-948.

17. Clark E.B. Neck web and congenital heart defects: A pathogenic
association in 45 X-O Turner syndrome? Teratology. 1984; 29:
355-361.

18. McBride K.L., Riley M.F., Zender G.A. et al. NOTCH1 mutations
in individuals with left ventricular outflow tract malformations reduce
ligand-induced signaling. Hum. Mol. Gen. 2008; 17 (18).

19. Loffredo C.A., Chokkalingam A., Sill A.M. et al. Prevalence
of congenital cardiovascular malformations among relatives
of infants with hypoplastic left heart, coarctation of the aorta, and
d-transposition of the great arteries. Am. J. Med. Genet. A. 2004;
124A (3): 225-230.

20. Cripe L., Andelfinger G., Martin L.J. et al. Bicuspid aortic valve is
heritable. J. Am. Coll. Cardiol. 2004; 44 (1): 138-143.

21. McBride K.L., Pignatelli R., Lewin M. et al. Inheritance analysis
of congenital left ventricular outflow tract obstruction malformations:
Segregation, multiplex relative risk, and heritability. Am. J. Med.
Genet. A. 2005; 134: 180-186.

22. Dyer L.A., Kirby M.L. The role of secondary heart field in
cardiac development. Developmental Biology. 2009; 336 (2):
137-144.

23. Rochais F., Mesbah K., Kelly R.G. Signaling pathways controlling
second heart field development. Circ. Res. 2009; 104 (8): 933-942.
24. Bruneau B.G. The developmental genetics of congenital heart
disease. Nature. 2008; 451 (7181): 943-948.

25. High F.A., Epstein J.A. The multifaceted role of Notchl in
cardiac development and disease. Nature Reviews. Genetics.
2008; 9: 49-61.

26. Pejtsik B., Pinter J., Horvath M. et al. Relationship between
congenital heart disease and various factors affecting pregnancy.
Orv. Hetil. 1992; 133 (3): 155-158.

i

BOMPOCbI COBPEMEHHOW NEAUATPUM /2012/ TOM 11/ N2 6



