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AnHoTanus: Bkapanoxupypruyeckoe
ornenenre kiauHuku TamlIMW B cBszu ¢
LIMaHO30M W HapyLICHUEM  JIbIXaHHS
nocrynwia 3-X  MecsyHas JIeBOYKa C
catypaunuein 65%. ITo JTAHHBIM
axXoKapauorpapuu JINarHOCTUPOBAHBI
KOApKTallis  aopThl, WH(ppaKapIUaIbHBIN
TOTAJIbHBIM AHOMAJIBHBIA JIPEHAX JIETOYHBIX
BeH 0e3 OOCTPYKIIUHU U THIICPTEH3US JICTOYHON
aprepuu. sl TOATBEpXKIEHUSI AMATHO3a U
BBITIOJIHEHUSI SKCTPEHHOM KOPPUTUPYIOIIEH
orepary ObUIO NCTIOIB30BaHA KOMITBIOTEPHAS
ToMorpadus ¢ KOHTPACTHPOBAHUEM CEpAIA U
MarucTpaibHbIX COCY/IOB. Onepanust
BBITIOJIHSIIACh B JBa JTarna.
[TocneonepanoHHBIA TEpUOJ TPOTEKAl 0e3
OCIIO)KHEHUH, MAIlMeHTKa JKCTYyOMpOBaHA Ha
LIECTOM JIeHb Olepalliy U BbIlIMCaHa uepe3 14
THEH.

KiroueBble  cioBa:  KoapKrauus
aopThl, TOTanpHBIA AHOMAJIBHBIM JIPEHAXK
JIETOYHBIX BEH, HWH(pakapauambHas (opma,
KapAUOXUPYPTHUsL.

Koapkramusi aoptel coctaBisier 6-8% Bcex
MOPOKOB cepala u

BPOXICHHBIX

ONpenensieTcss Kak CJOXHas — IaToJorus,
CBSI3aHHAsl C Ba)XHBIMU BHYTPHUCEPJACUHBIMU
aHomanusiMu  [1]. TorayibHBIA aHOMaIbHBIN
nerouHblii  BeHo3HbId npenax (TAJJIB)
ABJIIETCS PEIKOW IAaTOJIOTHEH M BCTpEYaeTcs
npumepo 'y 0,4-2%  manueHTOoB €
BPOXAECHHBIM  @oporoM  cepaua  [2,3].
WudpakapauanbHelii THO OOBIYHO CBS3aH C
oOCTpyKIHen JIETOYHBIX BEHO3HBIX
COCIUHEHUM M COCTaBIsET 4YETBEPTh BCEX
ciyqaes TAJUJIB. Kpome TOro, wumeercs
HEMaJo cooOuIeHni 0 cirydasix
uH(ppakapauanpaoit TAJIJIB 6e3 oO0cTpykiuit
[2, 4]. Kak mpaBuno, TAJIB sBusercs
M30JINPOBAHHON aHOMAJMEN y MAalMEHTOB C
HOpMaJIbHbIM BHUCLIEPOATPUAIILHBIM
pacnionoxeHueM. [lo N1aHHBIM HECKOJIBKHX
nuteparyp umerorcs ciaydad TAJIJIB koTopsrit
BCTPEYAETCS c HECKOJIbKUMU
BHYTPHUCEPACYHBIMU N1aTOJIOTUSAMU [2].
Coueranue TAJUJIB u Koapkrauuu aopTsl
BCTPEUYAETCS KpaiiHe peako. B
MEXyHapOIHOM MOMYJIALIUOHHOM
HCCIIEIOBAHUM, B KOTOPOM OII€HUBAJIOChH 422
cinyuast TAJIJIB, cocymectBoBanue ¢ TAJIJIB
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U KOapKTauueil aopTel HaOIIOIANI0Ch TOJIBKO Y
mectu (1,4%) 6onbubIX [4]. De Leval, et al.
COOOIIHITH 0 ciydae couyeTaHMs
npenupoBanust TA/IJIB B BepxHIOIO MONYIO
BEHY U MpPEJIyKTaIbHOW KOApKTAI[MH A0PThI
[5]. 3aperucrtpupoBaHHas XUpypruyeckas
CMEpPTHOCTH cocTaBuia MmeHee 5%. Hcexon
XUPYpPruuecKoro BMeNIaTeabCTBa B OCHOBHOM

3aBUCUT oT paHHEN HEWHBAa3UBHOU
OAArHOCTUKU Hu aHEeCTE3UOIOTHYECKOT'O
obecreueHus, a TakKe HaIW4YAI  WIA

orcyrcTBusi  obcTpykmuu  [6, 8]. Mbr
OMHCHIBAEM CITy4all SKCTPEHHOU Oomepaluu 1o
IIOBOJY PEAKO BCTPEYAIOLIETOCS COYETAHMS
KOApKTalldd aopThl ¥ HEOOCTPYKTUBHOMN
un¢ppakapauaneaoit  TAJIJIBE 'y kotopoit
MOCJICONEPALMOHHBIN  TMEepUOJl  MPOTEKas
IJ1aJIKO U B CSI3U ¢ TeM ObLia BhIMTUcaHa Ha 21
CYTKH IIOCJIE OIIEpaLiu.

Kannuyecknii coryyaid

JeBouka 3-x MecsieB JOCTaBieHa B
OTJEICHUU KapAUOXUPYpPruu KJIMHUKHU
TamlIIMMU B cB31 C IHAHO30M U JIBIXaTEIbHOMN
HEJ0CTaTOYHOCThI0. Ha MOMEHT ocMoTpa ee
Bec coctoBisia 4500 1, 1 ee 00IIIEE COCTOSIHUE
ObUTO  KpaiiHe TsDKenbIM.  (DU3MKaIbHOE
oOcrenoBaHue BBISIBUIIO IUAHO3,
pecnupaTopHbIi IUCTpecC, renaToMeraiuio, 1
CUCTOJIMYECKHM IIyM KOTOPBIA  XOPOILIO
BBICJTYILIMBAJIACh BJIOJIb JIEBOTO Kpasi TPYIUHBI.
[Tynbcanmst ~ GenpeHHBIX — apTepuil  He
nanpnupoBaiuchk. Carypanusi apTepuaibHON
KpoBHU Kucaopoaom 65%, nynsc 170 ynapos B
MUHYTY, apTepUaIbHOE JAaBJIECHUE HAa BEPXHUX
KOHEYHOCTSIX - 70/48 MM PT.CT. U HA HIKHHUX
KOHEYHOCTSIX - 46/28 MM pT.CT.
PentreHorpamMmma TpyaHON KJIETKH BBISBUIIA
3acTol B JierouHblx BeHax. CraHgapTHas

anekTpokapauorpapust  (OKI) B 12
OTBE/ICHUSX nokasana MIPU3HAKH
runeprpodun IPaBoTo KETyJouKa.

JIBymepHas (2-D) sxokapauorpadus nokasana
pacIIMpeHHbIE TPABOCTOPOHHHUE CTPYKTYpPbI
cepala u cOpoc KpoOBU CIpaBa HAJIEBO uyepe3
Je(QeKT  MEeXIpeACepOHON  HEeperopoiku.
BbisiBieHa ~ BbIpaXK€HHasT ~ perypruranus
TPEXCTBOPYATOr0  KJamaHa, a  TaKxke
MaJIeHbKOE JaeBoe

npeacepaue u

AXOCBOOOAHOE MPOCTPAHCTBO IMO3aU JIEBOTO
npeacepaus. Jlerounsle BEHBI, BIAJAIOLINE B
JIEBOE MpEJCEepanue, HE BU3YyaIU3HPYIOTCS.
Brsieinen aHOMAaJIbHBIM BEPTUKAJIbHBIN
BEHO3HBI  COCyl, KOTOpBI  coOupaer
JIETOYHBIA BEHO3HBI TIOTOK TIO0 OO0IIeMy
JIETOYHOMY KaHally, MPOXOASIIEMY 4epe3
nuadparMy U COSAMHSIIOMIEMYCSI C CUCTEMOM
BOPOTHOM BEHBI 0O€3 OOCTPYKIMH Ha BCEX
YPOBHSX JIETOYHBIX BEHO3HBIX COCIWHECHUM.
CymnpacrepHaibHOE HCCIIeIOBaHUE C
IIOMOIIIBIO sXOKapauorpapuu BBISIBUIIO
JIUCKPETHYIO KOAPKTALMIO A0PThI C MUKOBBIM
MTHOBEHHBIM TPAJMEHTOM AaBieHHus 36 Mm
pT.CT.

i ﬁe Coarctation

G ductal region

Puc 1. (A) Cynpacmeprnanvroe uccredosanue
Ha axoKapouocpaguu oemoHcmpupyem
OUCKPEMHYIO KOAPKMAYUIO AOPMbl 8
roKkcmaoykmanvHou ooracmu. (B) Jonnnep-
9axXoKapouozpagus, demoncmpupyrowas
xapakmep OUACMoIUYeCcKo20 CMoKa.
ITuxogviii MeHOBeHHbIIL 2padueHm 0asieHusl,
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9XOKapouozpaguu nokazaia pacuiupeHnoe
npagoe npeocepoue (PA), emopuunwiii deghexm
MmedicnpedcepOHou nepe2opooxu (*),
Mmanenvkoe negoe npeocepoue (JII1) u
€680000H0€ 3X0-npocmpancmeo nozaou JII T
(cmpenxa). (B) Iloopebepnbiii 6uo,
0eMOHCMPUPYIOUULL BEPIMUKAIbHBILL BEHO3HbBI
€ocy0 (HUCX00sWasn 8eHa), KOmopwiil
COeouHsIemcst ¢ OPOMHOU 8eHOU (08OLIHbLE
cmpenku).

JlnarHo3  KoapkTramuu  aopThl U
un¢ppakapauanpaoit  TAJIJIB  monTBepxkaeH
KOMITBIOTEPHOU ToMorpaduei c
KOHTPACTUPOBAHUEM.

Puc. 3. Komnvromepnas momozepaghusi
ungparapouanvrozo TA/[JIB (4) u
Koapkmayuu aopmul (B).

Hauara MeankaMeHTO3Has! MOJIEp>KUBAIOIIAs
Tepanms. [Tocne 00CYXICHHS Obu1a
3alUTaHUPOBaHA KOPPEKIIUSA aHOMAJIUU CEpIIIa B
JBa 3Tama: NepBbId JTanm - Koppekuus KoA
MyTeM JIEBOCTOPOHHEW TOPAKOTOMHUHU U BTOPOM
stan - koppekuust TAJIJIB yepe3 creproToMuio.
[lepBbIil 3Tan MO KOPPEKUUH  KOAPKTAIUMH
aopThl ObUT YCTPAaHEH METOAOM pPACIIMPEHHBIM
aHACTOMO30M  «KOHELl B  KOHEI»  uepes
TOPAKOTOMHUIO, BpeMsI ONEpPaIli COCTaBMIO 95
MUHYT, BpeMsl Mepexarusi aopTel— 18 MHUHYT.
UYepe3 1 cyTku Oblia BBINOJHEHA BTOPOM 3Tam

ornepanuu - yCTpaHEHHUE TAIJIB.
[Ipennourenne  ormaBaioch  OWKaBaIbHOM
BEHO3HOM  KAHIOMSILMM M BBIIOJHSAIACH
aHTerpaaHas nepeOpanbHas nepdysusi.

PerporpagHyro KapIuOIUIETMIO M MECTHOE
OXJIQXK/ICHHE BBITIOJHSIIN B YCIOBUAX TITyOOKOM
TUIIOTEPMHUHU. Habmnronancs TOTAJIbHBIN
aHOMaJIbHBIH ~ MH(ppaKapAUAIbHBIA  OTTOK
JeroyHslx BeH. JleBoe mnpexacepaue BCKPBITO
K3a1, 1e(heKT MEXITPEICEPAHON Meperopoaku
ObUI YaCTMYHO 3aKpbIT, HAJOXKEH OTKPBITHIHA
aHAaCTOMO3 MEXJAy JIEBBIM NpPEACEpIUEM U
BIIaJIEHUEM JIETOYHBIX BEH. [Tonnoe
BOCCTAHOBJIEHHE OBLJIO BBIMOJIHEHO YCIIEUIHO,
IIOCJIEONEPALIMOHHBIN MIEPUOJ] TPOTEKA IVIAKO.
BonbHast Obu1a SKCTyOMpOBaHa Ha MIECTOH JCHD
II0CJIE ONEpALlMy U BbINIUCaHA yepe3 14 qHeil.
Oocy:xnenue
TA/JIB penko  BO3HUKAaeT IpH
cocymectBoBaHuM CoOA; paHee coo0OmIanoch
Toibko 0 6 u3 422 mnanuentoB ¢ TAJJIB
(1,4%) [1,3,4]. ne JleBanb u 1p. COOOIIHIN O
ciydae 12-nHeBHOTO ~ HOBOPOXAECHHOI'O
MajpiMKa €  YCHEIHOM  OJHOATAIHOMN
xoppekuueit TAJIJIB Ha neBoii BepxHel oo
BEHbI, CBSI3aHHOH C  NEPCUCTUPYIOLIUM
aprepuanbHbIM poTokoM U KoA [5]. [lokco3 u
Ip. coobmmnu o BoccTaHoBieHUH KoA wu
un¢ppakapauanbaoro TAJIJIB y 7-mHeBHOI
JIEBOYKH [9]. Octpas cepaeydHas
HEJ0CTAaTOYHOCTh, WLIOK M auujo3 4YacTo
pazBuBaioTcs mnpumepHo Ha 8—10-if geHb
JKA3HU Yy MJIQJICHIIEB CO CII0KHOM KOApKTauein
[1]. Y mauuenToB ¢ HeoOcTpykTuBHOU TA/1JIB
NaTOJIOTHs OOBIYHO MPOTEKAET OECCUMIITOMHO
npu poxaenuu [2,3]. TaxunHos u TpygHOCTH
C KOPMJIGHHEM OOBIYHO BO3HUKAIOT B IEPBHIE
HECKOJIbKO HEJENIb JKU3HU B  KadecTBE
HaYyaJIbHBIX CUMNTOMOB. [{naHo3 MoXxeT OBbITh
KaK JIETKMM, TaK ¥ KJIMHUYECKU HE3aMETHBIM,
32 HCKIIOYEHMEM  CIy4yaeB  CEpIEYHOM
HEI0CTaTOYHOCTH U y HAlUEHTOB,
MIPOKUBILKX JOCTATOYHO JOJITO JUIsl Pa3BUTHS
M3MEHEHUS JIETOUHBIX cocynoB. M3 aTux nereit
75-85% ymuparor K 1 rogy >Ku3HH, KOTOPBIX
OOJIBIIIMHCTBO M3 HUX B NepBble 3 Mecsla
)Ku3HU [2]. PaHHss QuarHocTwka SBISETCS
00s13aTeNbHBIM /ISl XUPYPTrUUECKOro ycrexa.
Oxokapauorpadus, 0CoOEHHO  ILIBETOBOE
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JONIJIEPOBCKOE  KApTUPOBAaHUE  IOTOKA,
SIBJISIETCS JTy4IIAM JIMarHOCTUYECKUM
MHCTPYMEHTOM JUIsl 3TOTO THIA BPOXKACHHOIO
nmopoka cepama [1,2,6]. Cnemyer wuzberarh
KaTeTepu3allud  cepaua, Tak Kak  9Ta
nporeaypa MOXKET OBITh PHCKOBAHHOW st
OONBHBIX  JIeTE€H, BBHI3bIBAS  yXYAUICHHE
CepACYHO-JICTOYHON (PYHKIUU M OTKJIAIbIBAs
onepauuio [1,4]. Y mnmauveHToB € TsKEIOM
KOapKTaluen a0pThI " TAJJIB
KapIUOPECIUPAaTOPHBIA M MeTaboINUeCKUi
CTaTyC JOJDKHBI OBITH ONMTHMH3UPOBAHBI JUIS
HEMENJIEHHOTO XUPYPrUu€CKOro
BMenlarenbcTBa. OQHOSTAanHBIA — NEpeIHUui
JOCTYyNIl i IOJHOM  IUIaCTUKH Y
HOBOPOXIEHHBIX c KOapKTaIuei u
BHYTPUCEPACUYHBIMU AHOMAJIUSIMU  SBIISETCS
3¢ (HEKTUBHBIM U OTHOCHUTEIHLHO 0OE30MacHBIM
BapUAHTOM BO MHOTUX HeHTpax [1,2]. Onnako
MBI IPOBOJIMJIM B JIBa 3Talla U3-3a OTCYTCTBUS
OTIBITa KapauoOpHUTaabl ¢ TAKUMH CIIOKHBIMH
AHOMAJIUSIMHU. Pannss JIMarHOCTHKA
IIPEJOTBpAIACT  HEAaJEKBAaTHOE  JICUEHHUE,
CMEPTB, TSKEIIbIE OCJIOXKHEHUS u
HEOIarompUsTHBIHA HUCXOJbI [1,8].
KoppexTupyromas Xupyprus MiaAcHLa WU
pebenka ¢ TAJIJIB nomkHa OBITH BBIIOIHEHA
HE3aMEUINTENBHO.

3akiarouenune

Y 3TOro mnamueHTa XHpypruyeckas
koppekuust TAJIJIB, cocymiecTByomero c¢
KoA, 6puta ycriemmaoi. Hanmane KoA mMoxHO
HE 3aMETUTh Yy TMALKUEHTOB C IIHPOKO
OTKPBITHIM apTeprabHBIM IIPOTOKOM,
KOTOPBIA MOXET MOJACP>KUBATH CUCTEMHBII
KpPOBOTOK B HIKHIOIO  4acThb  Tela.
[TpenoneparmonHas 3xokapauorpadus MoXeT
HEe OOHApyXUThb YCKOPEHHE KpPOBOTOKA,
KOTOPO€ MOINIO OBl MPUBECTH K MOA03PEHUIO
Ha KoA. Koppektupyromass  xupyprus

mianenna win pebderka ¢ TAJIB momkHa
OBITh BBITIOJIHEHA HE3aMEIJTUTEIIBHO.
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