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AHHOTauuA

CoueTaHue BPOXKAEHHbIX MOPOKOB cepLa MOHOXeNYL0UKO-
BOTO TWMa KPOBOOOpaLLeHMs € TOTallbHbIM aHOMaJIbHbIM Ape-
HaXXeM NEroYHbIX BEH 1 aTpe3unei IerouHon apTepum — pea-
Kan NaToNornA C KpanHe TAXKenbIM TeYeHUeM 11 CaMOI BbICOKON
NeTanbHOCTbIO CPeAmn BCeX BPOXKAEHHbIX MOPOKOB cepaLa.
B paboTe onvcaH KNMHNYECKMIA CIlyyail YCNELWHOoro nepBoro
orbITa ABYX3TaMNHOTO fleyeHns pebeHKa rpyaHoro Bo3pacta
C TOTasIbHbIM AHOMAJIbHbIM [ PEHAXEM, €UHCTBEHHDBIM >KeJly-
JOUYKOM cepiua v aTpesnei neroyHol aptepum B Pecnybnu-
ke KasaxcTtaH. [ina KoppeKumm ToTanbHOro aHomanbHoro gpe-
Ha)a NMPUMEHWN TEXHUKY NepBUYHON H6eCLIOBHON NNacTKM
(aHrn. primary sutureless repair), Kotopyto B HauroHanbHoOMm
HayYHOM MeANLIMHCKOM LIeHTPe UCMONb3YIOT B KauecTBe nep-
BMYHOW. BBUAY TAXKenon aHaToMumn Nopoka npvi NepBrUYHON
onepaLmm UCNonb3oBany HeobbIYHY 0651aCTb HaNoXeHUA Aun-
CTaNbHOrO KOHLA LLeHTPaNIbHOro CUCTEMHO-IEFOYHOIO aHaCTo-
MO3a, aCCOLIMNPOBAHHYIO C BbICOKMMU XMPYPIYECKUMM pUCKa-
MU: YCTbe OTCEYEHHOTO OTKPBITOrO apTepuanbHOro NPoToKa
B 065acTn 6udypkauuy nerouyHon aptepun. M3-3a fononHu-
TEeNbHOro NPEenATCTBUA K JIEFOYHOMY KPOBOTOKY B BUAE YCTb-
€BOro CTeHO3a JIeBOW BETBU NIEFOYHOW apTepuK BbINMOMHUAN
OHOMOMEHTHYIO PacLUMPAIOLLYI0 NNAacTUKy 6udypKaumm BeT-
BeW nNeroyHow aptepuu aytonepukapgom. Npun nosTopHon
onepayuu BnepBble CTONKHYNCH C FPO3HbIM OCIIOXKHEHMEM
B BUE NOBPEXAEHVs aopTbl, 6narofaps SKCTPEHHbIM LeNCT-
BMSAM OHO He cTano datanbHbiM. [py GopmMrpoBaHNK aHACTO-
MO03a no [MeHHy BbINOAHWAW Hanbonee NpeanoYTUTENbHOE
pacwpeHmne runonnasnpoBaHHbIX BETBEW NeroyHomn apre-
pYW NNACcTUKON COOCTBEHHBIMU TKaHAMY BEPXHEN MO0 BEHbI.

KnioueBble cnoBa: aTpesnis IeroYHON apTepum; eAUHCTBEH-
HbI XenygoueK; KNMHUYECKUIA ClyYali; TOTasbHbI aHOMaJslb-
Hbll APEHaX NErOYHbIX BEH
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Puc. 1. becwoBHas
nnacTrka TOTanbHOro
AHOMaNbHOro ApeHaxa
JIErOYHbIX BEH,
pacwupsowas
nnactuka 6udypkayum
NeroyHon apTepuu,
LieHTpanbHbIN
CMCTEMHO-NIErOYHbIN
AHaCTOMO3: NHTpa-
onepauroHHbIN BU [0
onepauun (A), nocne
onepauuu (B)

BBepeHne

CoueTaHue TOTaNbHOro aHOMasIbHOTO ApeHax<a ne-
royHbix BeH (TAIJ1B) n BpoxAeHHbIX MOPOKOB cepaua
C YMEHbLUEHHbIM IEFOYHbIM KPOBOTOKOM — UCKJTHOUN-
TeNbHO pedkaa NaTosiornaA C KpamHe TaXesblM Teye-
HueMm. J1eTanbHOCTb NPY XNMPYPrmyeckon Koppekuum
TALJIB naumeHTOB C reTepoTakcnen 1 MOHOXenyaou-
KOBbIM KPOBOOOpaLLEeHMEM CaMast BbICOKAs Cpefm BCex
KOppeKUnin eAUHCTBEHHOTO Xenygouka cepaua: oo
54 % [1; 2]. Mo paHHbIM UeHTpa Mount Fuji Shizuoka
Children’s Hospital, ¢ 1998 no 2015 r. cpeaun 48 npo-
onepupoBaHHbIX NauneHTos ¢ TAIIB v egMHCTBEHHBbIM
Xenynoukom ceppaua B 50 % cnyyaes (n = 24) y 6onb-
HbIX Oblnia aTpe3na feroyHor aptepun [3]. Mo gaHHbIM
M. Sugano 1 coaBT.,, AnAa NanIMaTUBHOWM KOppeKLumn
yale Bcero GOPMUPYIOT NOAKMIOUNYHO-IEFOYHbIN
LYHT UM @aHAaCTOMO3 U3 e4MHCTBEHHOTrO Xenyaouka
B JIErOYHYy10 apTeputo. Mbl NpeacTaBisaemM KinHuye-
CKUI CNyyYail neyeHna naureHTa C pefKMM CoYeTaHHbIM
nopokom cepgua: TALJIB ¢ eAUHCTBEHHbIM »Kenyaou-
KOM cepAua v aTpe3nen neroyHon aptepum c Bbipa-
>KeHHOW rnonnasnemn NeroyHoro pycna, — KOTopomy
MO3TanHo BbINONHUAM Koppekuuto TALJIB 6eciuoBHbIM
METOZOM C LleHTpasibHbIM aHaCTOMO30M B YCTbe apTe-
pvianbHOro NPOTOKa U aHAaCTOMO3 MO MMeHHy ¢ nnacTu-
KOW neroyHom aptepum [3].

Llenb — onncatb NepBbi ONbIT ABYX3TaNHOro fieye-
HuA pebeHKa rpyaHoro Bo3pacta ¢ TALJIB B coueTtaHun
C eJVIHCTBEHHbIM XeNnyJoUYKoM CepALa v atpesmnen ne-
rOYHOW apTepurm Ha 6a3e Tpex MeAULIMHCKIMX LLIEHTPOB
Pecny6nunkmn KazaxcrtaH.

KnuHunyeckuin cnyyanm

[eBouka, Bec npu poxaeHum 2,3 Kr. [Nlopok cepaua
ONarHOCTUPOBAH C poxaeHuA. B Bo3pacTte 2 Hefgenb
rocnutanusvposaHa B HaLMoHanbHbIN HayYHbIN Me-
anumHckun yeHTtp (HHML) (Hyp-CynTaH, Pecny6nu-
Ka KasaxcTtaH) ¢ gnarHosom: situs inversus. NpaBopa-
crnonoxeHHoe nesocpopmupoBaHHoe cepaue. TALNB,

cynpakapauvanbHaa ¢opma. ATPMOBEHTPUKYNAPHBIN
cenTanbHbIl fedekT, nonHasa dopma, HecbanaHcMpo-
BaHHbI TN NO TUMNY eAVHCTBEHHOIO »enyaouka cep-
aua. ATpesunda neroyHom aptepum 1-ro Tuna. Yctbesonm
CTEHO3 NieBoV nierouHon aptepun. OTKPbITbIA apTepu-
anbHbIN NPOTOK. JlerouHas runepteH3na. CUHAPOM re-
TepoTakcuu, acrnieHus. Beinucanu nog HabnogeHue
KapAnonora, Yyepes mecAL B CBA3U CO CHVKEHVEM Ca-
Typauuun go 55 % 3KCTPEHHO BbINOMAHWAN ONepaTuB-
Hbl NepBbI 3Tan: koppekuuio TAQJIB, pacwmpsiowyto
nnacTuky 6udypkKaumy neroyHom apTepun, Hamnoxe-
HUe LeHTPanbHOro CUCTEMHO-IEFOYHOIO aHAaCTOMO3a.

TAONNB koppurupoBann metogom Bblibopa
B HHML, — nepBrYHOM 6eCLIOBHOW NNACTMKOM (aHT.
primary sutureless repair). lononHuTenbHoe npe-
NATCTBME K IEFOYHOMY KPOBOTOKY B BUE YCTbEBOro
CTEeHO3a NIeBOV BETBU NIEFOYHOWN apTepumn yCcTpaHunm
paclumpsiowern nnacTnkon budypkaunn seTsen ne-
royHom aptepun aytonepukapgom. Cbopmmpoanu
LeHTpanbHbI aHaCTOMO3 MeXAy BOCxodsALen aop-
TOW 1 NeroyHou apTepuriein: 6OKOBas CTEHKA BOCXO-
ZAuen aopTbl — paclUMpeHHasn ayToneprkapgom 6u-
dypKaLma NeroyHom apTepuu, COCyanCTbiM NMPOTE30M
Gore-Tex 4 mm (WL Gore & Associates, Inc., Hbioapk,
CLWA) Hutblo nponeH 8/0. [ina onpepeneHuna nyywen
Mo3ULMN CUCTEMHO-JIEFOYHOTO aHacTOMO3a nocsie 6u-
dypKaLMOHHON paclmpsAiowern NIacTUKM 1IerOYHON
apTepun 1 HaNOXeHMA NPOKCMMaNIbHOro aHaCcToMo3a
Ha aopTe Ha paboTatoLlem ceppLe onpeaenuny Mecto
ZAMCTanbHOro aHactomo3a. MakcumasnbHO y6paB ocTa-
TOYHYIO TKaHb YCTbA OTKPbITOrO apTepuasnbHOro npo-
TOKa C 605bWKM, YeM OObIYHO, 3aXBAaTOM TKaHeN npu
BKOJax, yoeauBLWNCb B HaJeXHOCTU, cGOpMUpPOBa-
NV AUCTaNbHYI YacTb CUCTEMHO-JIEFOYHOrO aHacTo-
mo3a (puc. 1).

lpyavHy 3akpbiny. O6LWas NPoLOMKUTENIbHOCTb
NUCKYCCTBEHHOTO KpoBoobpalleHna cocTaBuia
231 MUH, MWeMnn MMoKapaa 53 MUH, LUPKYAATOPHO-
ro apecra 2 MvH.
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Puc. 2. KOHTponbHOe 30HANPOBaHMe Yepes 7 fHeln
nocne nNepBMYHON onepaunn: LeHTPasbHbIN
CMCTEMHO-NIEFOYHBbIN aHAaCTOMO3 GYHKLMNOHKPYET,
BETBW JIErOYHOWN apTepmm paclivpeHbl aeKkBaTHO

Mo maHHbIM 3xOKapguorpadumm B nepeble nocie-
onepalyVoHHbIe CYTKM, aHaCTOMO3 B JIeBOe npepcep-
Ove Bnagaet 6e3 o6CTPYKLUUIA C TPAIMEHTOM 5 MM PT. CT.
CocyaucTbl aHaCTOMO3 B JIErOYHYHO apTepuio Bnajaa-
€T AnameTpoM 4,5 MM Co ckopocTbio 1,2 M/C, rpagueHT
AasneHunA 10 Mm pT. €T. Yepes Hegento BbINOSHUAN Ka-
TeTepu3auuio NoNocCTen cepaua (purc. 2): aopto-nerou-
HbI1 aHaCcTOMO3 QyHKUMOHUPYeT. OTMETUNM 3aMeaJIEH-
HOE KOHTpPAcTMpPOBaHME BepXHeln NPaBon NeroyHom
apTepun. B dpase neBorpammbl IeroyHble BeHbl Braja-
I0T B MONOCTb JIEBOrO NpeAcepamna, AaHHbIX O CTeHO3e
KOJINIeKTOpa HeT.

Yepes mecsL nocne onepauny pebeHKa Bbinucanu
B YOBNETBOPUTENTbBHOM COCTOAAHMM. [10 NpolecTsrn
9 Mec. MPUHANKM Ha NJaHOBYIO rocnuTanmsauunio. No
LaHHbIM 3X0oKapauorpaduy, CMCTEMHO-NIErOYHbBIN aHa-
cTomo3 GyHKLMOHMPYeT. JlerouHble BeHbl BragatoT 6e3
06CTPYKLUUN C rpagueHToM 5 Mm pT. cT. KomnbloTepHas
Tomorpadusa (puc. 3) nokasana BnageHme NeroYHbIxX
BEH B MONOCTb UHBEPCUPOBAHHOTO NIEBOrO Nnpeacep-
ana. QyHKLMOHMPYIOLWMIA COCYQNCTbIN LYHT OT BOCXO-
OALLeN aopTbl K IeroyHon aptepuun. Mpri3Hakos o6Ty-
PaUVIOHHDbIX, CTEHOTUYECKUX U3MEHEHUI, aHOMANNM CO
CTOPOHbI KOPOHAPHbBIX apTEPUN He onpeaenuIn.

[ina onpepeneHna nokasaHui KO BTOPOMY 3Tany
reMoAVHaMn4eCckon KOppeKLUMmM BbINOMHUAN KaTeTe-
pu3aumio cepgua: CTeHO3 YCTbA NEBOM BETBU JiIerou-
Hou apTepuu. [laBneHne B MM PT. CT.: PyAUMEHT CTBONA
N NPOKCMMabHbIA CerMEHT fieroyHom aptepun 33/12,
cpepHee 21; cpegHun cermenT 21/10, cpegHee 12; ne-
BbIVi enyfaoyek 80/3; rpyaHas aopta 80/52.

Puc. 3. KomnbtloTepHasa aHrmorpadus: nesas BETBb JIeroy-
HOW apTepun C Cy>keHrnem 1o 2,9 mm (Z-score 3,75) B akcu-
anbHoOM npoekuuun (A); NpaBas BETBb JIErOYHOM apTepumn
anametpom 4,25 mm (Z-score 1,99) B akcManbHOM NpoeKLmMmn
(B); MakcMarnbHble yyacTKm 3a 6rdypKaLmein neroyHbix
BeTBew (npaBas 4,67 mm, neBas 4,11 Mm) Bo ppoHTaNbHOM
npoekuun (C)

CoBMeCTHO €O cneumnanncTaMmm AByX KIWHUK Ha
6a3e LleHTpa neprHaTonornm n geTckom Kapamoxm-
pyprum 22.09.2021 r. BbiInOAHWUAK onepauuto Mnex-
Ha. [Mpn pecTtepHOTOMUM, KOTAa OCTaBanacb Hepac-
CEYEHHOI TONbKO PYKOATKA FPYAUHbI, NOBPeanIn
aopTty. C TaKnM rpo3HbIM OCJIOXKHEHNEM CTONKHYNCh
BrepBble, 6narofapa SKCTPEHHbIM AENCTBUMAM OHO
He cTano daTtanbHbIM. YUNTbIBAs TAXKEN0e OC/IOXKHe-
HUe, NOJIyYEHHOE NPU PecTepHOTOMNM, N HEOBXOAU-
MOCTb NP 3TOM SKCTPEHHOI0 BXOa B ICKYCCTBEHHOE
KpoBOOOpalleHre, MPakTUYeckn BCIO onepauuio Bbl-
NOSIHANM Ha NapasfiesIbHOM UCKYCCTBEHHOM KPOBO-
obpalleHnK, BKIOUas Kapanonns, KOTOpbI OObIYHO
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NpPoBOAAT A0 KaHONAUMWN, YTO YBENINUYMIO Bpems
WCKYCCTBEHHOTO KpoBoobpatleHus go 407 MuH, a 06-
Lee BpemMa onepauun Ao 9 4 1 yTaxennno paHHUm
nocsieonepaunoHHbiii nepuog. Mpu dopMmmnpoBaHum
aHacTomo3a no [MeHHy BbINOMHMAN Hanbonee npea-
NoYTUTENIbHOE paclIMpPEHNE rMNOMNIa3npPOBaHHbIX BET-
BEW IEroYHON apTePUM NIACTUKON COOCTBEHHBIMM TKa-
HAMW BEPXHEN Moo BeHbl. 3aBepLlunan onepauunto
OCTaB/iIeHMEeM OTKPbITOWN rPpyAuHbl U YCTaHOBKOW ne-
pUTOHeanbHOro apeHaxa. Ha 2-e nocneonepaymoH-
Hble CyTKM IpyAuHY 3akpbinu, Ha 12-e cyTkn pebeHKa
3KCTybrpoBanu. B paHHeM nocneonepauyioHHOM fe-
puoge Habnodanacb KINMHKIKA peflakcaLmm JIEBOro Ky-
nona gnadparmbl, He NoTpeboBaBLasa ee NINKauuu.
Mo AaHHbIM 3neKTPodr3NONIOrNYeCKOro ncciegoBa-
HUA a3 yepes 2 Hepenu nocsie 3KCTybaunm oTmeTu-
NIV TUNOKCUYECKM-ULLEMUYECKOE MOPaXKeHe 3puTenb-
HOro aHanM3aTopa Ha ypPOBHE LIeHTPaIbHOro HEMPOHa
3aTbUIOYHOM JONM rOIOBHOrO MO3ra. XapakTep peru-
CTpauun anekTpoPprn3nonornyeckoro NcciefoBaHms
No3BONAET NPOrHO3MPOBaTb MOJIOXKUTENBbHYIO ANHA-
MUKy, pebeHok Buaut. Ha 33-e cyT. nocne onepauuu
nauuneHTa nepesenu B NnpodunbHoOe oTaeneHre ¢ ca-
Typauuein 73 %, Ha 51-e cyT. Bbinncanu nog Habnoge-
HUe KapAmonora no MecTy »UTeNbCTBa C caTypaumen
70-80 %. B 6yaywem nnaHvpyeTca 3-i1 3Tan onepaTs-
HOro fieyeHnsa — onepauyusa QoHTeHa.

Bbicokasa cmepTHOCTb neuenuna TALJIB ¢ retepoTak-
CUen N MOHOXeNYLOUYKOBbIM KPOBOOOpaLLEHMEM MO-
XeT ObITb CBA3aHa ¢ 6osee CNOXHbIMK Ppusnonoru-
YECKMMU Y aHAaTOMUYECKUMMN aHOMANMAMM, PaHHUM
BO3pacTOM JeTel Mpu XMpypruyeckom BmeLlaTenb-
CTBE 1 MOBbIWEHHbIM PYCKOM NOceonepaLioOHHON
06CTPYKLMU JIEFOYHBIX BEH C COMYTCTBYIOLLEN acrie-
Huen [4]. M.S. Khan n coaBr. [5] npoaeMoHCcTpupoBa-
NN PaHHIO CMEPTHOCTb 43 % (13 167 nauneHTOoB).
M. Yong un coasrT. [1] coobwunn o CTosb e BbICOKOW
paHHen cmepTHOCTM (42 %) Y HOBOPOXKAEHHbBIX C MO-
HOXeJlyJoUYKOBbIM KPOBOOOpaLLeHeM, NOABEPrLUMX-
ca koppekuun TAQJIB. B cpegHem fake B KPYNHOM
KapAnoXupypruyeckom LieHTpe BCTpeYaemMoCTb 3TO-
ro KOHTMHreHTa MaLMeHTOB cOCTaBAeT He Honee
1-2 B rog, uto B cpegHem cooTtBeTcTBYeT 0,2 % OT BCeX
onepauun.

MepBbl1 3Tan onepaTUBHOrO BMeLIaTeNbCTBa NO-
cne koppekuun TAQJIB ocywectBunm 0oGHOMOMEHTHOM
ayToMnaCcTUKOWM AOMOMHUTENbHOIO (MOMMMO Nleroy-
HOW aTpe3unn) NPenATCTBUA K IEFOYHOMY KPOBOTOKY:
YyCTbeBOro CTeHO3a /IeBOW BETBU JIEFOYHOW apTepumn.
C yueToM C/IoXHON Tonorpadryeckon apxXuTeKTOHN-

K1 MOpOKa BblOpanu peko NprYMeHsemMblid B TaKnX
CNy4Yasx TUMN UEHTPaNbHOrO0 aHaCTOMO3MPOBAHUA:
BOCXOZfALLAn aopTa — pacwmpeHHas budypkauusa ne-
rOYHOWN apTepuK, a TakKe OMacHbIN YHACTOK Hanoxe-
HUA ero AMCTasibHOrO COeAUHEHNA: YCTbe NCCEYEH-
HOrO OTKPbITOrO apTepranbHOro npoToka. C yuetom
HeoObIYHOW aHaTOMUN C OTHOCUTENBHO FYOOKMM XO-
Zom 6paxrouedanbHbIX COCYAOB, OTXOAALMX OT 3aA-
Hel CTeHKW Ayr aopTbl, LUIMPOKOW MONepeyYHOn BEHOW
NPUKPbIBaBLLEN NX CBEPXY, MOCUNTASNIN, YTO HaNOoXe-
HUe Knaccnmyeckoro aHactomosa no bnenok — Tayccur
6y[eT UMeTb BbICOKUI PUCK Nepernba co caaBieHnem
nocniegHero. Bektop co3gaHHOro WyHTa NpuUxoani-
CA B TOUYHYIO MO3ULMIO JIEFOYHOTO YCTbA OTCEYEHHOTO
MPOTOKa, KOTOPbI ABNAETCA HEGArONPUATHBIM YYacT-
KOM BBMJY HEHaZIEXHOCTN KapKaca COCYAUCTON CTEH-
KU, OIHAKO aHaTOMO-Tomnorpadpuryeckn neanbHo nog-
XOAALWMM MECTOM PaBHOMEPHO pacrnpeaensiouero
NoToKa No o6erm BETBAM JIero4yHom aptepun. Mpamon
BbICOKOOOBEMHBIN LLEEHTPaNIbHO-JIEFrOYHbI aHAaCTOMO3
C YAOOHbIM BEKTOPOM AUCTANIbHONO aHaCTOMO3UPO-
BaHUsA B HeGNaronpurATHYI0 30Hy ucceueHHoro botan-
N0Ba NPOTOKa NMO3BONMI N30IMPOBAHHO BbIMOHNUTD
pacluMpAOLLY0 NAACTUKY JIEFOYHOW apTepuu C paB-
HOMEpPHbIM pacrnpeaesieHneM JIErOYHOro KPOBOTOKaA
6e3 pa3BUTUS NNErOYHON rmnepTeH3snn. Makcmumarnb-
HOe yfasnieHe HEKOMMETEHTHbIX COCYAMCTbIX TKAHEeMn
noa JUCTaNbHOro aHaCTOMO3a, HaJTIoXKeHUe bornee fu-
CTasbHbIX LBOB Ha HAAEXKHbIX YYaCTKax cCnocobcTBoBa-
110 rapaHTMPOBAHHOW COCTOATENIbBHOCTU COEUHEHUS.

Mpu NoAroToBKe KO BTOPOMY 3Tany onepauum npo-
BeJIY KOMMbIOTEPHYI0 TOMOrpaduueckyto aHrnorpa-
duio, BUAENn HeobblYHO GIM3KO PACMONOXKEHHYIO
BOCXOZSALLYIO a0OPTY, MUHTUMHO CMAsHHYIO C FPYAUHON,
OfHAKO pewnnun AT obblYHbIM JOCTyrnoM 6e3 npea-
BapuTeNbHON neprndeprnyeckon KaHIoNALUM ¢ Hava-
JTOM UCKYCCTBEHHOIO KPOBOOOpPaLLEHUSA [0 CTEPHOTO-
MWW, MOCYNTAB, YTO YBESIMYEHWE NMPOAOIIKUTENBHOCTU
UCKYCCTBEHHOTO KPOBOOOPALLEHUs NPU TakoW TaKTu-
Ke NpuBedeT K HexenaTtesibHbiM 3dpdeKTam. ITo CTano
TaKTUYeCKon ownbkom. NMocsie 0CTaHOBKM KpOBOTEYUE-
HMA NPU OCHOBHOM 3Tare yAanocb cybToTanbHo, npa-
KTMYeCKu o fonesbix 6udypkauuin, obutbca pepac-
LUMPEHNA CUCTEMbI JIEFOYHBIX APTEPUN COOCTBEHHBIMU
TKaHAMMW BEPXHEeW Moo BEHbI, YTO MPUOPUTETHO ANs
obecrneyeHns 6naronpPUSTHOro POCTa aHaCTOMO3UPO-
BAHHOIO YYacTKa C MEHbLUUM PUCKOM PeCTEHO3MPO-
BaHUSA, a TakxKe boJiee LWMPOKOW MOLWAAN HaIOXKeHNA
6yayuiero aHactomo3sa no QoHTteHy. CnaxxeHHas 1 cBo-
eBpeMeHHas paboTa KoMaHAbl Npu paTasibHOM OCNOX-
HeHUW B BUAE Pa3pbiBa aOPTbl MPUBESA K YCNELHOMY
pe3ynbraTy.
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TALJIB Koppurnposanu METOAOM NepBUYHON bec-
WoBHOW nnacTuku. Mo pagy npenmyLiects MHorve
LleHTPbl NCMONb3YIOT €ro AsA NePBUYHON KOppeK-
U1 npakTmnyeckn nobon dopmol TALJIB [6]. Tex-
HMKa NO3BONIUMA CyLEeCTBEHHO COKPaTUTb Bpems
VeMnun MruoKapaa u MMHUMN3NPOBaTb Hebnaro-
NMPUATHYIO O6LLYI0 NPOAOIKUTENIBHOCTD UCKYCCT-
BEHHOIO KPOBOOOPALLEHNS NPU TAXKENTOM MOPOKe.
B HHML| Bcem naymenTtam ¢ TAIS1B nomummo sxokap-
aviorpadum HazHavyalT KOMMbIOTEPHYIO TOMOrpa-
¢duo, KoTOopasa NO3BONAET NPOBECTY MOSTHOLIEHHYIO
ANarHOCTUKY C NpeuMyLlecTBaMy nepeg 30HANPO-
BaHWEM MoJioCTel cepaua, 0cobeHHO B HeOHaTaslb-
HOM nepwuoge [7; 8].

C yyeTom HebonblLOro 06bemMa onepauuii No Kop-
peKunn BPOXAEeHHbIX MOPOKOB cepfLa, BbINMOHAEMbIX
B8 HHML| (He 6onee 200 ¢ NCKycCTBEHHBIM KPOBOOOPa-
WweHuem), 3a nocnegHue 10 net Mbl BNepBble CTONK-
HYNINCb C TaKUM YHVKaNIbHbIM MOPOKOM W BbINOJIHWAMN
[IBE €ro Xrpypruyeckume KoppeKkLmm Ha 6ase Tpex me-
OVILMHCKMX LIEHTPOB.

B ¢BA3M C aHAaTOMMYECKON CNOXKHOCTbIO MOPO-
Ka HeopAVHapHbIe XMpypruyeckrne npuembl Bbibopa
TUNa LEHTPaNbHO-IErOYHOro aHacToOMO3a U TOMUKK
€ro HaJIOXKEeHUsI reMOAMHAMMNYECKN AoKa3anu sddek-
TUBHOCTb U afIeKBAaTHOCTb KPOBOCHAOXKEHUSA NMyNbMO-
HapHOro aHruopycna 6e3 pa3BMTUA JIErOYHON runep-
TeH3uun. MakcnmanbHoe NprYMeHeHMe TKaHe BepXHen
Moo BeHbl in situ Npu GOPMUPOBAHUN aHACTOMO-
3a no MmeHHy co3nano 6naronpuATHbIE YCIOBUA AJiA
TPEeTbEero XMpyprmyeckoro 3tarna MOHOXeNya0uYKoBOM
KoppeKumm.
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Abstract

The combination of monoventricular congenital heart disease with total anomalous pulmonary vein drainage and pulmonary
atresia, is a rare pathology and characterized by an extremely severe course with the highest mortality. In the presented work
we described a clinical case of the first and successful experience of two-stage treatment of an infant with total anomalous
pulmonary vein drainage combined with single ventricular heart disease and pulmonary atresia in the Republic of Kazakhstan.
For total anomalous pulmonary vein drainage correction we used a sutureless technique — primary sutureless repair, which is
used in our center as a primary one. Due to severe anatomy of the defect, we used unusual area of the distal end of the central
systemic-pulmonary artery anastomoses during primary surgery at the mouth of the severed patent ductus arteriosus in the area
of pulmonary artery bifurcation, where it is associated with high surgical risks. Taking into account the presence of an additional
obstacle to pulmonary blood flow in the form of left branch pulmonary artery orifice stenosis, we performed one-stage dilatation
plasty of the pulmonary artery branch bifurcation with autopericardium. During the repeated surgery we faced such a serious
complication as aortic damage for the first time, thanks to emergency actions it did not turn out to be fatal. We also managed
to perform the most preferable dilation of hypoplastic branches of the pulmonary artery by plasty with the own tissues of the
superior vena cava during the formation of Glenn-anastomosis.

Keywords: case report; pulmonary atresia; total anomalous pulmonary venous return
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