


Tya mannga 00/1FaH XKypeK aKayJiapbl;

ACYpeKTiH Tya nmaiaa oosran akayaapbin 1% Ttipi
TyFaH 0ajiajiapaa aHbIKTalAbl, K01l sKaraanaa ocbl
HAYKACTAp HopecTe sKIHe 0a/1aJIbIK IIAK KAChIHAA
KaUThIC 00aabI :xOHE S5-15 % nydeprarThl Ke3eHiHe

aenin emip cypeai.ZKTA yakbITbLIbI XUPYPIrUSAJIBIK
KOPPEKIMACHIHAA 0aJIAJBIK IIAK KAChIHAA
HAYKACTAPABIH OMIP CYPY Y3aKTbIFbI 2KOFaphbl.
XUPYPrusiiibIK KOPPEKIUMUACHI3 HAYKACTapP,epecexk
Ke3eHre JeliH oMip cypei.




TXA STUNONOIMNACH

Kpacuyxa

Paxropst
OKPYAAIOWIEH Cpeasl

Tepatorens:

DtHoNOrHA

BIIC

3a0o1eBanus MaTepH

Hapymenue
reMOIHHAMHKH

AHOMATBHAA CTPYKTYPA XPOMOCOM

[emeTH9eckHe MVTaHH

[ eneTugeckue

\ daxTops!

AnomaasHag crpykrypa PHK

O auHOYHBIA HYKICOTHAHBIH NoIHMOPdHIM

OnureneTHdeckue GaKTOpHI




‘ T/A 3eprrey daicrepis \

aHaMHe3

®usukanabl 3epTTeynep | > Kapan Tekcepy
nanbnawus
nepkyccus

aycKynbTrauus

MNuBa3uBTl emecs
IKF+ XonTtep

OKI
PeHTreHorpacusa
MHCTpymeHTanabl 3epTreynep_| IXO-KI

(aBymMepHas,
TpexmepHas)
MPT, KT

NuBa3uBTl: AKT + KaTteTtepusauus nonocrteun cepaua
B/cocyaucroe ynsTpa3ByKoBoOe UccregoBaHue
PN
OuarHocTuyeckana buoncusa nerkoro (Mmokapaa)



KTA TYPHEPI:

KappIHIlIa apajiblK NEePICHIH KEMIIIIT]

dasio TeTpanacel,

dajno Tpuaaacel;

da1o neHragachl;

JKypekine apaiblK KaJIKaHbIH aKayhbl;

ANIBIK apTEPUSIIIBIK ©3€K;

KoJika KoapKTanuscChl;

Tya nmariga OonraH KOJKa CaHbUIAybIHBIH, CTEHO3HI;
OKI1€ apTePUSACHIHBIH CTCHO3BIL,
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AIIBIK APTEPUSLJIBIK O3EK

AOrts

AIIBIK apTEPUSIIBIK ©3€K-
KOJIKA MEH OKII€ apTEePHUsIChHI
apachIHIAFbl TaMbIPIbIH
O1TeIMey1 cangapblHAH
JaMUTHIH akay.(boramnos
©3€r1),0]1 TyFaHHaH & anTa
yaKbIThIH/Ia O1TEITy1 KaKET.O3¢eK
KYPCaK 1III1K K€3€H/IE KbI3MET
’Kacaibl,01paK OHbIH
O1T€IMEYy1 reMOJJMHAMUKAHbBIH
OY3bIIybIHA OKEIICT].




["EMOOVNHAMUKACDH!

O3eKTIH Killll KOJIEMIH/JIE KOHE KOFaphI
Kapchliacya bIFbICKAaH KAHHBIH KeJeMi
aMaJbl. OKIe apTeprsCbIiHA,COJ
xypekiere xxone CK mamaman TbiC
TYCKEH KaH KeyieMi.bIFbICKaH KaHHBIH
OarbIThI CUCTOJIA KOHE JTMACTOJIa
yaKbITBIH/Ia TYPaKThl 001kl Y3I1KCi3
KOJIKaJiaH OKIIE apTEPHSIChIHA.

O3EKTIH YJIKEH KOJEMIHC OKIIe

HopManbHas uupkynauua  HeHopManbHas
LMAPKYNALWA

apTepUsIChIHA aMKBIH IIaMaJIaH ThIC KaH JaKpbITbIA Okpbitblit
KOJIEMI TYCE1, 01 KbICHIMHBIH ApTepuanbHbiit apTepuanbHblit
JKOFapJyiayblHa oKele1( OKIIeIiK NPOTOK NpOTOK

ruriepreH3ust) xone CXK xone CK
KOJIEMMEH KYII TYCEIl
(CKruneptpodusicbl MEH AUJIATAIUACHI). Cepue

VYakpIT 0T€ Kelie OKIe TaMbIpJapblHaa
KaUTBIMCHI3 ©3TepiCTep JAaMUIbI
(Di3eHreMep CUHAPOMBI) KIHE KYPEK
YKETKUTIKCI3AITT JaMUIEL.




AYCKYNTALUMSAOA:

AIIIBIK apTEepUSIIBIK ©3€KTIH ayCKYJIbTaTUBT1 OCATLIIeP1-Y3A1KC13
CHUCTOJIa-IUACTOIAIBIK («MAIIMHAIBIKY )Ty TOH.

Ocbl 111y KOFaphl JKUUIIKTE,2 YHI€ KYIIEHe1,coJl OyFaHa
aCTBIH/A KAKCHI €CTUIE/I )KOHE apKara uppaauanus oepesl.

CoHBIMCH KaTap opTailla THacTOJJIbIK Iy bl JKYPEK YIIbIHAH
€CTyIMI3 MYMKIH

2 YHHIH JaybICThUIBIFBL,KATThI IIYAbIH 9CEPIHEH KUbIH
aHbIKTaJIabl.

Konka MeH ekIie apTepHusChIHAA KbICKIM TCHEITCHIE, 311K 13
CHCTOJIa-I1MacTONAJIBIK IIyIaH COH,IUacTONAJIbIKKA aybICaabl Ja
KEW1H TOJBIFBIMEH JKOUBLIAIbI.
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\I OH KapblHLLAHbIH LbIFapblffaH XonbiHAa |’




‘-/II/I‘JECKI/IE BAPHAHTBI 1[1\-\
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MNEPEJHUM MHOKECTBEHHBIE

3AJHUN






KATIK

AedekT mexxenynoykosoin CmeuleHHasn
neperopoaxu aoprta

YBenu4eHHbI npasbiid
Xenyaoyek



- KinHMKAJBIK KOpIHiCTEPI: -

Kenem1 yIKeH KEMIIUIIKTEPACH, HAyKacTa OH, JKOHE COJI
KapbIHIIAJIBIK KETKUIIKCI13IEp OarKalapbl:

OU3UKAIIBIK KYKTEME KE€31HJIC CHTIT'Y
baybIpibIH VJIFarObl

ASIKTapbIHBIH 1C1HY1

OpTOIHO?

DH3EHMEHIep CUHIAPOMEI JaMbIFaH1a Ke31e, Pu3uKaIbIK

L, | http://www.bakulev.ru/cyclo/vps/index.
KyKTemere OalJIaHbICChI3 EHTITY, PU3UKAIBIK
KyIuTemere 0OalJIaHbICChI3 KEYAE KYbICHIHIAFbI aypy

C€31M1,KaH TYKIPY,eCIHEH TaHy SIU30ATapbl Ma3ajlaiibl.



[EMOOVNHAMUKACHI:

KAIIK ki ejmeminae «4-5»MM,0HbI PECTPUKIUSIIBIK
KEeMILIIIK Jel aTalIbl,IIyHT apKbUIbl KAH aFbIChIHA
KapchlIacy JKOFapbl.OKIIEIIK KaH arbIChl IlIaMaJibl
KOFrapJiaiibl,0H KapbIHIIAJaFbl KbICHIM JKOHE OKIICI1K
TaMbIPJIAPIbIH KaPChLIACYHI IIaMaJibl YIIFasijIbl.

KAIIK opramra eamemMiHae «5-20MM»OH KapbIHIIAAAFbI
KBICHIM aca XOrapJianibl.

KAIIK xorapsl eameMiHae «20MM sxkorapbl» KaH
arbIChIHA KApChLIACy JKOK,OH KapbIHIIIA MEH COJI
KapbIHIILIA apajibIFbIH1a KbICHIM TCHECE].



AYCKYNLTALUMAOA

EH Heri3ri 0elrici-TecTiH COJI KaK MIETIH OonIaii
NOPEK1 CUCTONAJIBIK 1Ty €CTUIC1,KEYAE KYbICHIHBIH OH
OeJIriHe uppagusIUsIaHaAdbI.

2 TOHHBIH a)KbIPAYbIH XKW1 AHBIKTAM/IBI.

Kota ycti KAIIK 6oaranga KoJKa KaKIaKIIachIHbIH
KETKUIIKCI3ITTHE YKaJaFacaTblH JUACTOJIAJBIK 11y
AHBIKTAJIAIbI.



‘- KOAPKTAILIVSI AOPThI -\




KOAPKTALIUA AOPTbI

Konka KoapKTanusachl-CaHbUIAY/IbIH JOKAJIIbl TAPBLIYHL.

hera Coarctation

N

\

Medical Plan&?. s

eduyuHa onsa sac.
Left ventricle




KOAPKTALIUA AOPTbI

CHUMIITOMOAPHI:

Al xorapiiaraHga KeJiecl IarbIMaap 0OIysl
MYMKIH:

bac aypysl

bac anHaiy

Ke3a1H anasiHaa MbeIObIHIAP/AbIH KOPIHY]
MypbsIHHAaH KaH KETY

http://www.bakulev.ru/cyclo/vps/



KONKA KOAPKTALIMSICHI

EH ToH Oenri-geHe O1TIMIHIH, AUCIPOIIOPIUSICHI: ) KOFaAPFhI
06J11M1 3KaKChl JaMbIFaH,UbIK OCIICY1 )KOHE a3 JaMblFaH
TOMEHTI1 06J11M1. AIKTapbIH CUIIaFaH/Ia CYbIK OOIYHI
MYMKIH,ITYJIbC KMl TaObLIMaM1bl. KaObIpFa apaibiK
apTEepUSIIAPAbIH MYJbCAIUSACHIH AHBIKTAMIHI.

[Tanpmanmsiaa:askTapaarbl IyJIbCTIH TOMEHACYIH HEMECE
OO0JIMaybIH aHBIKTaMIbl. KaObIpra apaibIKTa,KaybIPbIH
apaJIbIKTa ITYJIbCUPJIICHICH KOJUIaTepaaaapAblH YIKCIO1H
AHBIKTAN/IbI.



AYCKYNTALUMSAOA:

Konka ycTiHEeH 2 TOHHBIH aKI[CHT1 OalKalabl.

boTknH-Dp0a HYKTECIHAES,COHBIMEH KaTap COJl
OyfaHa acThIH/IA,’KaybIPbIH apajabIKTa,MOMBIH
TaMbIpJIapbIHAA CUCTOJIAIBIK 1Ty €CTUIC/].

CucronanslK 11y KaObIpra apajibIKTa €CTLIC/]

KeiiH reMoinHaMUKaJIbIK OY3bUIBICTAPIbIH
QCEPIHEH Y31KC13 CUCTOJIO-AMACTOJIO LIyjIap
EeCTUIE].



Y Terpaga anro

Crrenrexse
E0C X0 XALUIeH
CTenos A0PTHI E CTOPOHY
JMEeT0OYHOH RS IR
HeJIYImouna
APTEPHH
JdederT
neperopomre
BIE HIKY
e JTYTNO N ADIH
IorepTpod
NPaEoro




HaykactbiH kajanbl KepiHicTepi(bakynes A.H., Memaakun E.H.,
BuimneBcku A.A.)
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OAJNIO TETPALACHI:

JKorapsl opHanackan,yiakeH KAIIK
OKII€ apTEePUACHIHBIH CTEHO3bI
KoJIKaHBIH IEKCTPOIIO3ULIUSICHI

OH KapbIHIIAHbIH KOMIIEHCATOPJIbI
TUIEPTPODUICHI



KITMHUKACDI:
EHTITY

Ddu3HuKaIbIK KYIITEMEre 0aMIaHbICChHI3 KYPEKTET]
aybIPCHIHYJIAP
Kypek corynbl

OKnenk nHQeKIusIra 0erim



KIIMHWNKACHDI:

Ilnano3s

CaycakrapbiHja «0apadaH TasKIazapy,
ThIpPHAKTAPBIHAA «CaFaT OMHEr1»

[Tanpmanusaa: TOCTIH COJ JKarbIHAA OKIIE apTePHUsIChI
CT€HO3bIHBIH aliMarbIH1a €K1HI1II1 KaObIpFa apajblfbIH/Ia
CHCTOJIAJBIK A1p1J aHBIKTAMIbI.

AyCKyIbTalA1a: TOCTIH COJI ’KaFbIHAA CKIHIII YKOHE
YIIIHII KaObIpra apajiblFbIHAA OKIE apTePUsICHIHBIH
CTEHO3bIHBIH, IOPCK1 CUCTOJIAJIBIK ITYbI €CTLIC/I].



TYA TTAUJIA BOJIFAH KOJIKA
CAHBUTAYBHIHBIH CTEHO3bI:

Koika kaknakmiacel amarbiiga CK
IIBIFAPBLIATHIH KOJIBIHBIH, TapbLIYhI.
OOCTPYKLUSHBIH OpHAJIaCy ACHICHIHE
O0allIaHBICTHI CTEHO3 KAKIaKIIaIbIK, KaKIaKIIIa
YCTUIIK,KaKITaKIIa aCThIIBIK 00JIybl MYMKIH.



XYPEK AYCKVYIIbTALNACBIHOA

2 TOHHBIH, QJICIPEY1 HEMECE KOJIKA KOMIIOHEHTTIH
MYJIZAEM KOFaIyHI.

Konka caHplUIaybIHBIH KaKIla YCTUIIK CTCHO3BIHA 2
TOH CaKTaJIFaH.

KaknaknranablK CTEHO34a )KYPEK VIIIbIHAH €PTE
CHCTOJIAJIBIK, IITYJIbl €CTHUMI3.

Jlepeki cucTonabIk [ITy,MaKCUMaJl bl OH JKaKTaH
CKIHIII KaObIpFa apaibIKTa alKbIH 60JIEII[I>I,¥I/IKI>I
apTepHUsChIHA Uppaauanus Oepeal,Kenie Keye
KYBICBIHBIH, COJI )KaFbIH OOMIai KYPEK YIIIbIHA
Oep1ayl MYMKIH.



SBLUTENH AHOMANUACH

OH KapbIHIIAHbIH YIIBIHA VI )KapMaJibl
KaKITaKIIaHbIH apTKbI )KOHE aJIJIbIHFbI
’KapMaChIHbIH OPHAJIaCybl,0H *KYPEKILK
KYBICHIHBIH YJIFalObIHA KOHE OH KapbIHIIA
KYBICBIHBIH a3al0bIHA OKeJIe 1. DOIITEH
aHOMAIHACKI OapJIbIK Tya Iakaa OoraH
akaynapabiH 1% xypanael. OCbl akayabliH JaMYbI
KYKTUIIK K€31HJIC YPbIK ar3achlHa JTUTHUI1H
TYCy1HE OaliIaHBICTHI.



SBLUTENH AHOMANUACH

Hopmansnoe cepaue Anomanus D0wreina

Hedexr
MEKIPEACEPAHOH

[pasoe NePeropoaku

npeacepane

Tpexcrsopuarsiit [MepememeHusil TpexcTeopuaTsiii xnanax
KJanaH NO3BOJARCT KPOBH ABHIATHCAH
o0parHo B npasoe npeacepane



[EMOOVNHAMUKACHI:

OH KapbIHIIIA KYBICHIHBIH a3af0bl COKITa KOJIEMIHIH
a3af0bIHA,0KIICIIIK KaH aFbICBIHBIH TOMCHICYIHE JKETIEeIl.
OH XypeKIlIe €K1 00JIIKTEH TYPaJbl,0HAAFbl SJEKTPIIIK
JKOHE MEXAaHWKAJIBIK YPAICTEP CHHXPOH/IBI OOJIBII KEJIe/l.
OH XYPEKIIECHIH CUCTOJAChI K€31H/I€,0H KApbIHIIAHBIH
arpuaan3eHreH 0eJIri Juactoiaga 001aabl,01 OH
KapbIHIIAHbIH KaH aFbICBIHBIH, a3arobliHa oKeJieal.OH
KapbIHIIIAHBIH CHUCTOJIAChl KE31H/I€ OH >KYPEKIICHIH YIII
KapMaJibl KaKIMaKIIaChIHBIH TOJIBIK €EMEC KaObLTYbIMEH
AUACTOIACHl JAMUIBI,0CHI Kardal OH KapbIHIIIAHbBIH
aTpyuanu3ACHIeH O6JIIriHeH KaHHBIH KalTaJaH OH
KYPEKILICHIH HET13T1 OOJITTHE BIFBICYBI JAMU/IbI.



OJAMUbI:

Y11 s)xapmaibl KakKIaKIIaHbIH (PUOPO31bl
CaKMHACBLIHBIH aUKBbIH KEHEIO1;

OH XKYPEKIICHIH alKbIH AJIATALMSCHI,
KYPEKIIEAET1 KbICBIMHBIH, JKOFapJiayhbl;

JKoraprbl :KOHE TOMEHTI'1 KYbIC BeHaIapAa
PETPOrpaaThl KbICKLIMHBIH, JKOFapjayhbl;



AYCKYNTALUMAOA;

Kni1 xypekTiH | TOHBI OOJIIIEKTEHE];

Keniae )xypekTiH 3xoHe 4 TOHIaphI nanaa
0o0JIaabI;

Y 11 skapMalibl KaKNaKIIaHbIH KETKUIIKCI3ITTHEH
’KYPEK VIIBIHJIA KOHE TOCTIH, COJI JKarbIHAa
YII1HII1 KOHE TOPTIHIII KaObIpFa apaJibIKTa
CHCTOJIANbIK 111y €CTIIE].



TBXA empey TakTUKacChbI:
(knaccudukauyus J. Kirklin et al.,1984)

0-sa Zcpynnda — KTA naykac, reMOAMHAMHKA OY3bLILICTAPbI OaWKaJaIManabl,
ornepanus )Kacayiabl KaskeT eTmenui;

1-5 ZPYNANA — nayKacKThbl onepanys ’Kacayra oTKi3y,;KoClaJaHFaH onepanus
1:KbplJ1 HeMece OJaH A KOl sKbIJI;

2-5 ZPYNANA — naykacra onepanms kacayra KopceTKilTep aHbIKTaJIFaH,3-6ai
ilIiHae onmepamust Kacajry Kaxer;

3-1 Zpynna — nayxkac ’)KTA aysIp :Karjaiaa,onepanusi
OipHele anTajaa »Kacajaybl KaKeT

4-5 ZCPYANA — HayKacKa IIYFbLI TYP/Ae ONeppanus Kacajly Kaxker;
( rocnuTaJM3anUsAra aJJFaHHAH KeHiH 48 car)



