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XopoLuo n3BeCTHO, YTO BPOXAEHHbIE aHOManuu cepaLa BCTPEYatoTCcs NoYTH Y MONOBUHBI AeTeN ¢ CUHAPOMOM [layHa 1 OKas3bl-
BaloT 60nbLUOE BAMSHWE HAa MNafieHYeCKYI0 BbDKMBaeMocTb. C cepeavHbI MPOLLNOro CToNeTus NPOBOANIOCH MHOXECTBO ncche-
[L0BaHWIA MO BbISIBNIEHUIO 4aCcTOTbI, CNEeLUMYHOCTM 1 XapaKTepa NMOPOKOB cepAaLa y aTux AeTel. Tak, B nepuop 1970-1980-x rr.
0TMeYanoch NOBbILLEHUE PAaCNPOCTPaHEHHOCTN BPOXAEHHbIX aHOMaNU CEepAEYHOCOCYANCTON CUCTEMbI Y NALUEHTOB C CUHAPO-
mom [layHa. CBfi3aHO 3TO 6b110 B OCHOBHOM C YNyYLUEHVNEeM AMarHOCTUKMN OTKPLITOroO apTepuanbHOro NpoToKa u AedeKkra Mexr-
peacepaHou neperopoaku (M. J. Khoury, J. D. Erickson, 1992). Mo gaHHbIM 3apy6eXHbIX aBTOPOB, Npu cuHapome [layHa Han6o-
nee 4acTo BCTpeyalTcs AehekT MeXOKeny[04KOoBON NeperopofKm, AedeKT MexnpencepaHo Neperopoaku, 061U OTKPbITbIN
aTPUOBEHTPUKYNSAPHBIN KaHan, TeTpaaa ®anno u Apyrue Nopoku, coctaensioime meHee 1 %.

3a rogpbl Hay4HbIX HaGNOAEHUA CTaNo OYEBUAHbIM, YTO AN BbISBNEHUS BPOXAEHHOrO MOPOKa CepAla y HOBOPOXAEHHOIo
¢ cuHapomom [layHa dm3nyeckoe obcneaosaHmne, BKOYatoLLee 0CMOTP U ayCKynbTauuio, ABNsSieTcs 06s3aTeNbHbIM, HO Hefo-
cTatoyHbIM. Tak, McElhinney u gp. yctaHoBUNK, YTO UHCPOPMATUBHOCTL (hU3NYECKOro 06CnenoBaHNUs Ans BbiSBIEHUS cepaeY-
HbIX aHOManwii y fetei ¢ cuHapomom [layHa He npeBbiwaeT 80 %. Oka3anock, 4to 15 U3 114 nuccnepyembix geTei nNpum oCMoT-
pe He UMenu NPM3HAKOB BPOXAEHHbIX MOPOKOB CepALa, HO NPU YNLTPa3BYKOBOM MUCCNEA0BaHNUN Y HUX GbInNv AUarHoCTUPOBaHbI

cepaeyHble aHoManuu, a feBaT! U3 HUX B AanbHelleM noTpe6oBanocb onepaTMBHOE fie4eHue.

Matepuansl u meTofbl

Hamu npoBegeHo nccnegoBaHne 4actoTbl BCTPEHAEMOCTMU U OCO-
6EHHOCTEN KNMHNYECKON KapTyHbI BPOXAEHHbIX MOPOKOB cepaLa
N NEPCUCTUPYIOLLMX (beTallbHbIX KOMMYHUKaUuA y 522 petei
¢ cvngpomom [ayHa B BospacTe o1 0 40 8 fieT, BOCUTLIBAIOLLMXCS
B JOMALUHMX ycroBusx. [JeTu nomyy4anym Megyko-ncyxosoro-ne-
[arormyeckyro nomolup B LieHTpe paHHen nomoluy brnarotsopu-
TenbHOro choHga «[ayHcang An», rae HabnioganMcb ¢ MOMEHTa
o6palLLieHns (BO3pacT Npy NePBOM MOCELLEHUM BapbypoBan ot 0
[0 7 net) po 8 net. Mpu nepBn4HOM O6pAaLLEHUM MPOBOAMSICA
cOop aHaMHe3a, KNMHUYECKOe 06CNefoBaHme, aHann3 MeguLvH-
CKOM JoKymeHTauuu. Bce petn, gaxe B ciyyae OTCYTCTBUS K-
HUYECKWN BbIPAXEHHBIX CYMMTOMOB MOpPOKa CepAaua, Hanpaens-
NINCb Ha ANEKTpOoKapaAMorpadu4ecKoe 1 axokapanorpadguyeckoe
o6cnenoBaHns U, Npy HEOOGXOOMMOCTY, Ha NEeYeHVe B COOTBET-
CTBYHOLLE NPOGUNbHBIE KAPAMONOrMYECKNE CTaLMOHapbl U Anc-
naHcepsl.

CTpyKTypa cepaeyHbIX aHomManuii y feten ¢ cuHgpomom fayHa

Pe3ynbratsl
Y Bcex nauneHToB cuHapoM [ayHa 6bi NOATBEPXAEH XPOMOCOM-
HbIM MCCrefoBaHvem. PerynapHas Tpucomms 21- XpOMOCOMBI
6bina BbisBeHa y 499 petent (499/522), yto coctaBmio 90,4 %,
TpaHcnokaunoHHas copma — y 24 (4,3 %), mo3anumam — y 28
(5,1 %), y ogHoro pe6eHka Tpucommm 21-i 1 X XxpoMocom (kapuo-
™n 48,XXX,+21) — 0,2 %.

lMonyyeHbl pesynbTaThl 9XoKapanorpacmnyeckoro Uccnenosa-
Hus 428 peTeir (CM. puc.). BpoxaeHHble Nopoku ceppaua avarHo-
cTmpoBaHbl y 195 (195/428), 4to coctasuno 45,6 %. B cTpykType
3TVX aHOMauin y feTel ¢ cuHapoMom [ayHa yalle oTMevancs ae-
hekT MexnpeacepaHon neperopogky (OMIM), a umerHo B 30,2 %
(59/195) cny4aeB. OBLLUMIA OTKPBLITLIN aTPUOBEHTPUKYNSPHBINA Ka-
Han (OOABK) coctasun 24,1 % (47/195), fedekt mMexokenynou-
KoBow neperopogku (OMXKI) — 23,1 % (45/195), codeTaHve pe-
(DEKTOB MEXNpPencepaHOn U MEeXXenyao4koBOV Neperopomtok
(OMOM+OMXX) — 10,8 %. Opyrue nopoku, Takue Kak TeTpaga
®anno, CTeHO3 JIEro4YHON apTepum W Op., B CyMMe COCTaBUIU
11,8 % (23/195). lMNepcucTeHUMA reMOAMHAMUYECKM 3HAYMMOrO
OTKPbITOro apTepuansHoro npotoka (OATT), notTpe6osasLLero ore-
paTUBHOrO BMELLATENLCTBA, Obina BbisBMeHa B 2,8 % (12/428).
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o4ty BCE MCCnegyemble HaMK JETU POAUIUCE JOHOLUEHHbI-
mu. Cpok popos coctasun 38,2 + 1,3 Hepenb. OgHaKo Npu OLEH-
Ke aHTPOMOMETPUYECKMX AAaHHBIX HOBOPOXAEHHBIX C CUHAPOMOM
[ayHa 1 BpOXAEHHbIMW MOPOKaMu cepaua 0Kasanocb, YTO WX
(hr3nyeckoe pa3BuTMe CTPadAET eLLUe BHYTPUYTPOOHO. 3adepx-
Ka dmanyeckoro passutus (3BYP) — macca Tena npu poxneHum
Hwke 10 nepueHTUNEN B COOTBETCTBUM CO CPOKOM rectaumm
B CPaBHEHWM C nokasaTtenamu duanyeckoro passutus . M. [de-
MeHTbeBOW, E. B. KopoTkon — oTMedvanack y 18,7 % feten. Y Bcex
HOBOPOXZAEHHbIX C CEPAEYHbIMU aHOManusmMu Habnganacb
acummeTpuyHas opma 3BYP (Pounderal Index, Pl > 25). Bepo-
ATHO, 3aAepXKa (hM3N4ecKoro pas3suTus hopmupoBanacb nog
BJIMSHWUEM, B OCHOBHOM, HE FEHETUHECKOrO (hakTopa.

M3BeCTHO, YTO Yy HOBOPOXAEHHbLIX C cMHApOoMOM [layHa He-
penko oTMeyaeTca MopoyHKLMOHANbHAA HE3PENOCTb (MO Ha-
UMM JaHHbIM, OHa BCTpeyaeTcs B 17,9 % cny4aes). Y pgeten
C MOPODYHKLMOHANBHON HE3PENTOCTbIO YAaCTO HeLOOLIEHNBAIOT-
Csl pasmMepsbl aedhekta MeXnpeacepaHov NeperopomKku, KoTopbin
paccMaTpuBatoT Kak OTKPbITOE OBaSlbHOE OKHO Jaxe Mpu remo-
LOMHAMWUYECKOW ero 3Ha4MMOCTL, U apTepUanbHOro MPOToKa, B TO
BPEMS KakK MMEeT MEeCTO HEeA0CTaTO4HOCTb KPOBOOGPALLEHUS.
3acToriHas nero4Has runepTeH3ns NPUBOAUT K PasBUTUIO MHEB-
MOHWW. BO3HWKHOBEHME U 3aTXKHOE TeYEHWe NMHEBMOHUMN Y Ae-
Ten ¢ cuHppomom [layHa 06bACHAETCA XapaKTepHbIMM ONs HUX
VIMMYHOJIOTUYECKUMU HaPYLLEHWAMU.

XOopoLLo 13BECTHO, YTO MaHuecTauus cepgeyHon HegocTa-
TOYHOCTW Y iETeV paHHero Bo3pacTa, B OT/IMYME OT AeTel cTapLue-
ro Bo3pacTa, MOXET MpOoTeKaTb NoL Mackon OPYruX COCTOSHMWNA.
[MoMUMO Knaccu4eckux CUMMNTOMOB, TakuX Kak Taxukapgus (yda-
LeHne ceppauebueHust), TaxunHoa (yBenMyeHne 4actoTbl Abixa-
HUS), LMAHO3 KOXM U CAIUSUCTBIX, TUMUYHBI BASIOE COCAHWE, CHU-
XEHVe TeMmnoB (HU3NYECKOr0 U MCUXOMOTOPHOIO PasBUTUS.
B nogo6HbIx cryyasx y neguatpoB BO3HWKAIOT OnpefesieHHble
3aTpyOHEHNs B NPOBEAeHUM AvddepeHumansHOn AMarHoCTUKM

npu Hanu4mn y pebexka cuigpomMa [ayHa. Y Takux getew KimHu-
YecKMe CUMMTOMbI HeJOCTAaTOMHOCTU KPOBOOOPALLEHNUSI MOFYT
pacLeHVBAaTLCA Kak MPOsBNEHUs 0COB6EHHOCTEN MCMXOMOTOPHOTO
pasBuTWSA, TUNWYHBIX AN cuHgpoma [layHa. Tak, ecnu BO3HMKa-
10T TPYOHOCTW BCKApMMBaHUs: pe6EHOK BAMbIA, HEOXOTHO 6epeT
rpydb UK COCKY, BANO COCET, HE MOXET BbICOCATb HEOOXOAMMBIN
06bEeM NUTaHUA, BMIOTb A0 MOHOrO OTKa3a OT KOPMIEHWM, Ta-
Kue NpobnemMbl HacTo 0OLACHATCA MbILLEYHOW MMMOTOHWEN, 06-
LLel BANOCTbIO, XapaKTepHOW ana geten ¢ cuHgpomoM [ayHa,
C NocnepyoLMM HasHaYeHeM O6LLIeYKPenstoLLEro Maccaxa,
YTO YXyALIAeT coCTOsHWE pebeHKa. B panbHeiiliem otmevaeTcs
nnoxas npuéaska B Bece. OHa HanpaBnseT KIVHALMCTOB Ha Bbl-
SIBMIEHWe NaTomnornn co CTOPOHbI XXeJyA04HO-KULLIEYHOrO TPakTa,
rUnoranakTum y martepu, UCCNenoBaHWS KaiecTBa MOJIOKA, ero
MHMLMPOBAHHOCTU. B 60pbbe € NporpeccupytoLLe rmnotTpotm-
el MnageHua HepeaKo NepeBOAsAT HA UCKYCCTBEHHbIE CMECH.
BaXHO OTMETUTb, YTO FMMNOTPOIMSI MOXET CTaTb MPUYUHOW OT-
CPOYKM OMepaTVBHOrO JieHeHUsl Mopoka ceppaua wunu Hebnaro-
NPUSTHO NOBAMSATbL HA €ro UCXOA.

Takum 06pa3om, cnabas HaLeneHHOCTb NEAMATPOB Ha BbIABIE-
HMe CYMMTOMOB HEJOCTaTOYHOCTW KPOBOOGPALLEHNS Y pebeHKa
¢ cuHppomoMm [layHa 3aTpyaHseT ee CBOEBPEMEHHYIO AMarHoCTh-
Ky, a cnefoBaTenbHO, U afeKBaTHOE NeYeHe BPOXOEHHOro no-
poka cepaua.

HarnsgHeiM npymepom 6yfeT aHanus ctopum 6o5nesHu.
AHgpei b., 0T NnepBoii, PKU3NONOTNHHO NPOTEKABLLEA 6EpPEMEH-
HOCTW. Pofbl B cpok. Bec manbyuka npu poxgerun — 3000 r.,
pocT — 51cMm, oueHka no wwkane AMNFAP 8\86. CoctosiHue pebeHka
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nocne poxmaeHus yaosneTBoputenbHoe. OTMevanucb NpU3Haku
MOPOYHKLMOHANBHOW HE3PENOCTH, (PEHOTUNMYECKME NPU3HA-
kv cuHgpoma [ayHa. C uenbio NoaTBEPXAEHUS XPOMOCOMHOM
naTosnoruy 6bina B3sTa KPOBb A1 onpegenenus kapuoTuna. Bel-
siBNIeHa perynspHas Tpucomms 21-1 XxpoMocombl. C nepBbIX CYyTOK
XKU3HW OTMEYasiCsl CUCTONIMYECKUIA LLYM MPU ayCKynbTauun rpya-
HOW KNeTKW. [ns UCKNIo4eHNs aHoManuii pasesuTva cepaua npose-
neHo OXOKTI 1 o6Hapy>XeHO OTKPLITOE OBaNbHOE OKHO pa3mMepoM
4 MM. PebeHoK 6bi BbIMMCAH JOMOW Mof HabntofeHe y4acTKo-
BOrO neguaTpa v Kapauorora no MecTy XuTenscTea. B gansHen-
LeM ManbyuK cTasn BsfbIM, HEOXOTHO 6pan rpydb, OTMeYanuch
yacTble CpbIrMBaHus, peakuii cTyn. 3a Mecsl pebeHoK npuéasmn
B Bece 210 r. MNpn ocmoTpe obpallany Ha cebs BHUMaHWE Mpu-
3HaKW HeJoCTaTOYHOCTU KPOBOOOPALLEHMS: OfbllLKa B MOKOE,
yMepeHHasi Taxukapgus. Manbyvk 6bin HanpasneH B HLICCX
nm. bakynesa, rge AMarHoCTMpOBaH MOPOK pasBuUTMA ceppaua —
LeeKT MeXnpeacepaHo neperopoaky pasMepom 6 MM Co 3Ha-
YMTESbHBIM HapyLUeHNeM CepaeyHon remMoanHamukun. PexTre-
HorpammMa rpygHoW KNeTku nokasana paclUuMpeHue KOpHew ner-
kux, KTW = 57 %. Mo gaHHbiM SKI™: OTKNOHEHWE 3NEeKTPUYECKON
ocK cepfua Bnpaso. B Bo3gpacTe 4 MecsLeB NpoBefeHo onepa-
TUBHOE NeveHne aedekta MeXnpeacepaHon NeperopoaKu.
Yenexu B 0611aCTu Kapanoxvpyprv 3a nocregHue OecatuneTus
MO3BOININ MOBbLICUTb BbKMBAEMOCTb MAAEHLEB C CUHAPOMOM
[ayHa » natonoruen ceppey4Ho-cocyamucTon cuctemsl ¢ 78 %
B 1985 . 0o 90 % k 2004 r. (Claire Irving n gp., 2008).

Hijii T. v gp. (1997) coobLumnm, 4to A0 24-neTHero Bo3pacTa
LOXumBatoT 87,8 % NauMeHToB € CMHAPOMOM [layHa, nepeHecLumx
ornepaTtuBHOE Jle4eHne BPOXAEHHOro Nopoka cepaua.

|-|pl/l CpaBHEHUN Te4eHUsa U UCXOL0B OnepaTUuBHOrO JieHeHus
MOMHON (POPMbl aTPUBEHTPUKYNAPHOrO KaHana y MnageHLeB
¢ cuHgpomomM [ayHa u 6e3 cuHgpoma, B paboTe, NpoBeAEeHHON
Ha 6a3e HLICCX nm. bakynesa, T. . 3agko oTMeyaeT, YTo y ae-
Tew ¢ cuHgpomoM [layHa 6bicTpee pa3BmBaeTcs leroqHas runep-
TEH3Ms, BaXHbIM MEXaHU3MOM B PasBUTUM KOTOPOW, O4YEBUAHO,
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Jlutepatypa

ABJIAETCA OKUCIUTENbHBIN CTPEecC. [eHeTUYEeCKN 06YCIOBIIEHHbIE
0COBEHHOCTU aHTUOKCUAAHTHON CUCTEMbI, B TOM YUCNe W3Ha-
YarnbHO HU3KWUI YPOBEHb ryTaTUoHa M 60oree BbICOKas aHTUOKCH-
[AaHTHasA aKTMBHOCTb CbIBOPOTKWM Y AeTeil ¢ cuHapoMom [ayHa
(H. M. Kotnykoea, O. W. AptemeHKo 1 ap., 2008), cBMgeTENLCTBY-
10T 0 6051€e€ BLICOKOM OKUCIIUTENBEHOM CTPecce Npy passuTum ne-
FOYHOW FMNEPTEH3WM NPV NOPOKax cepaua C Nero4How rvnepso-
nemuen.

3 paHHUX OCNOXHEHWI XMPYPrUHYECKOW KOpPPeKLMK aTtpuo-
BEHTPUKYIIAPHOrO KaHana y feTten ¢ cuHapoMom [layHa vatiie
BCTPEYAOTCH UHPEKLMOHHO-CENTUYECKUE OCMOXHEHMS, Toraa
KaK y neten 6e3 cuHgpomMa — oCcTpas ceppedHasl HepocTaToY-
HocTb (T. W. 3agko, 2005). 3T0 06CTOATENLCTBO OOBACHAETCS
aHaTOMMYECKNMM OCOBEHHOCTAMM NOPOKA Y UMEOLLMMUCS UMMY-
HOJTOrMYECKUMW HapYLLEHNSMU Y MITaAEeHLEeB C Tpucommnen 21-in
XPOMOCOMBI.

BbiBoab!
lMony4eHHble HaMW AaHHbIe YacTOTbl CEPAEYHbIX aHOMauA He
NPOTMBOPEYAT YXXe N3BECTHbIM B NuTepatype. OKOMo MOSIOBUHbI
[eTen ¢ cuHapoMoM [layHa MMeroT naTonornto cepaevHococyam-
CTOM cucTembl: 45,5 % — BpOXZAEHHbIE MOPOKM cepaua, 2,8 % —
reMoAVHaMMYECKN 3HAYUMBIN OTKPbITbI apTepPUasbHbIA MPOTOK.
AHanM3 [aHHbIX NPOBELEHHbIX WCCNEfOBaHUN, a Takxe
CODOCTBEHHbIE MOMTyYEHHbIE pe3ynbraTbl AenatT O4eBUOHON He-
06X0OMMOCTb PaHHEro Kapamonornieckoro o6cnefoBaHus BCEX
HOBOPOX[EHHbLIX C CMHAPOMOM [layHa, BKIHOYAKOLLErO MOMUMO
0CMOTpa W aycKynbTauun NPOBEAEHNE 3XOKapOMOnornyeckoro
1 3NEKTPOKAPAMONOrMYECKOrO MUCCNefoBaHNn. BHUMATENbHLIN
MOAXOA W OLEHKa KMMHUYECKMX CUMMNTOMOB, a TakXe 3HaHue re-
HETWYECKM 0BYCNOBIEHHBIX OCOBEHHOCTEN AETel C CUHAPOMOM
[layHa noMoryT CBOEBPEMEHHO AMArHOCTMPOBAaTb HELOCTaTOY-
HOCTb KPOBOOOPALLEHUs 1 Ha4aTb afeKBaTHyo Tepanwio. Bee oe-
TV C BbISIBIEHHBIMUX NMOPOKaMu cepaLa JOMKHbI ObITb KOHCYNbTH-
pOBaHbl KapAMOXMPYProMm AN onpedeneHns HeobxoouMocTu
1 CPOKOB OMEPATUBHOIO NIEYEHUS.
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