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Uccnenosanue aopranpHoro kinanaHa (AK) cTano cHIIbHOW CTOPOHOM 3XOKap-
nuorpaduy CO BpEMEHU €€ BHEAPCHUS B KIMHHYECKYIO MPaKTUKy. B Hacrosimiee
BpEMsI B 3THOJIOTHH JABYCTBOPYATOrO a0PTAIIBHOTO KJIallaHa Pa3jinyaloT BPOKICHHBIN
U TpuoOpeTeHHbIM XapakTep. [[BycCTBOpuaThlil aopTaibHBIM KiamaH OTHOCHTCS K
HanOoJIee PaCIPOCTPAHEHHBIM BPOXKJIEHHBIM MOPOKaM CEP/Ia, JUATHOCTUPYEMbIM B
1-2% cnyuaeB B momynanud. My>KUYUHBI TIOPAKAIOTCA Yallle, YeM KEHIIUHBI, C OT-
HomeHueM ot 2:1 no 4:1. JIBycTBopuaThiil (OMKYyCIHIadbHBIN) a0pTalbHbIA KiIamaH
(JAK) sBasiercss BpOKIEHHON aHOMalued pa3BUTHS KIAlaHA, MPEACTABICHHOIO
JIBYMsI CTBOPKaMu M JABYMsI KOMHCCypaMu. VICTUHHO NBYCTBOpUYAThli aopTalbHBIN
KJIallaH UMEET JICUCTBUTENILHO BCETO JIUIIb JBE CTBOPKM, HO HauboJee yacTasi CUTya-
IIMs KOTJ]a CPACcTalOTCsl COCETHUE CTBOPKHU — 00pazyeTcs: GyHKIIMOHAIBHO JIBYCTBOP-
YyaTbli aopTalbHbIM KiamaH. I[Ipu 3TOM B onpeneneHue He BKIIFOYAKOTCS BAPUAHTHI
«MPUOOPETEHHOT0» JBYCTBOPYATOTO KjalaHa, BO3HUKILIErO B Pe3yJbTaTe CpalleHus
MOJIYJIYHUI BOCIIAJUTEIBHOTO T€HE3A.

CornacHo COBPEMEHHBIM IPEACTABICHUSIM O MOPQOreHe3e cepAla BPOXKICH-
Helii JIAK BO3HHMKaeT B pe3yibTare aHOMaJbHOTO (POPMUPOBAHUS A0PTAIBHBIX CTBO-
POK B IEPHUOJ] BaJIbBYJIOI€HE3A.

[Topox MOXeT OBITH CHOpPAJAUYECKUM, HO MOXKET BXOAUTH B COCTaB HE MEHEE
4yeM 7 TeHETUYECKUX CHHIPOMOB, HaMOOJee YaCThIM U3 KOTOPBIX SBISETCS CUHAPOM
DiGeorge. s Bpoxxaernoro JIAK xapakTepHbl cieayromniue MOp(oIoriueckiux Xa-
PaKTEpUCTUKU: 1) HEPABEHCTBO JBYX CTBOPOK IO pa3Mepy; 2) OoJblias CTBOPKa CO-
JIEPIKUT IIOBY», OOBIYHO MPOXOASIINNA 10 EHTPY CTBOPKU; 3) MIaJKUe Kpasi CTBOPKU;
4) Hanuuue ABYX KOMHUCCYp. AHaToMHuUecKue 0coOeHHOCTH BpoxkaeHHoro JIAK Biu-
SI0T Ha OMOMEXaHUKY M TeMOJMHAMHYECKUE HAPYIICHHUS, MOSBISIOMHUECS B PE3yb-
TaTe MOpPOKa Pa3BUTHS KJalaHa, B CBSI3U C YeM MPEUIOKEHBI KiIacCu(pUKaMU MOp-
domoruu cTBOpok (peHorunos). CymecTByeT OONBIIOE YUCIO MOP(POIOTHIECKHUX
(eHOTUTIOB IBYCTBOPUYATOrO aOPTAIBHOTO KIalaHa, KOTOpble MOAPa3IeysioT B 3aBH-
CUMOCTH OT HAJIMYMS IIBa, €r0 JOKAIU3alUuU, IPOCTPAHCTBEHHON OPUEHTALUU CTBO-
POK U T. [I.

Oxokapauorpadudeckas aquarnoctuka JJAK ocHOBbIBaeTCS Ha BH3yalu3aIvu
JIBYX aOpTaJIbHBIX CTBOPOK U JBYX KOMHCCYP, AOMOJHUTEIBHBIMH 3X0Kapauorpadu-
YECKUMHU TMPOSIBICHUSIMU SIBIISIFOTCSL AKCIEHTPUYHOCTD 3aKPhITUS KJlalaHa, ero u30bl-
TOYHOCTh M €uHas JUHUSA CMbIKaHUs (single coaption line) Mexy CTBOpKaMHu B Tie-

puoa AUacCTOJIbI.
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JIO)KHOIIOJIOKUTENbHBIE PE3YJbTaThl UCCIIEAOBAaHUS HAOIIOAAIOTCS IPU pa3BU-
iU (pubpo3a wim Kaapuu(pUKaLUU TpeX CTBOPOK KiarnaHa. C Apyroi CTOPOHBI, JOXK-
HOOTPHULIATENIbHBIE PE3YJbTaThl MOTYT OBITH IPU BBICTYNAIOIEM (UOPO3UPOBAHHOM
IIBE COCIMHUTEIbHON CTBOPKH, KOTOPBI UMUTHPYET PA3ACIICHNE €€ Ha JBE YACTH.

[Tpu naronoroanaromudeckom uccienoBanuu P.K. Lerer, W.D. Edwards orme-
TUJIH JOCTOBEPHBIC Pa3MyMsi B CTPOCHUU BpOXkJAEHHOTo W mpuodbpereHHoro JJAK.
[To muenuto I'anc bankn HIbkecneayroue KpUTEpUNd MO3BOJSIOT MPOBOAUTH AUG-
bepeHnanbHy0 JUArTHOCTHKY MEXKY BPOXKJIEHHBIM JIByCTBOPUYATHIM KJIAIIAHOM a0p-
Thl U IPUOOPETEHHBIM, OCOOCHHO MOCIE SHIOKAPAUTA U (M) OOBI3BECTBICHHUS:

1. Hanuuue COMyTCTBYIOIIETO BHYTpUCEPACUHOTro JedeKTa SBISETCS yOeaUTeNb-
HBIM KOCBEHHBIM CBUJETEIBCTBOM B I10JIb3Y BPOKICHHON 3THOJIOTUH;

2. HaIU4Me MOCTIHIOKAPAUTHOTO MOPAXKEHHUSI MUTPAJIBLHOTO KilanaHa yoeauTemb-
HO CBUJICTEJIBCTBYET B MOJIb3y MPUOOPETEHHOH ehopmaliuy KianaHa,

3. ecnu 00e CTBOPKH OJIMHAKOBOTO pa3Mepa (peaKo), TO MOKHO C YBEPEHHOCTBIO
IPEIOJIOKUTD, YTO MOPOK SIBISETCS BPOXKJIEHHBIM (IIOCKOJIbKY TPUOOPETEHHOE CIia-
SIHUE JIByX paHee HOPMAaJIbHBIX a0pTaJbHbIX CTBOPOK HECOMHEHHO OOYCIIOBJIEHO TEM,
YTO OJIHA CTBOPKA 3HAYUTENILHO OOJIbLIE IPYroi);

4. BanuK B rioyOuHe OOJBIIOr0 cuHyca BalibcanbBbl, HE TOCTUTAIONIMK CBOOO-
HOTO Kpasi CTBOPKH, Yallle HaOJIF0AaeTCsl PU BPOKJIEHHOM BapUaHTE.

Takum o00pa3zoMm, MpU AMArHOCTUKE JBYCTBOPYATOIO AOPTAJIBLHOIO KiarmaHa
HEO0OXOIMMO YYHMTHIBATh T'€HE3 BBIABICHHON MATOJOTMU — BPOXKJIEHHBIA WM TPHOO-
PETEHHBIN- C LEJIbIO ONPEICIICHUS TAIbHEHIIICH TAKTUKYU BEICHUS MAIlUEHTA.



