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Pedepat. BBegeHue. [edekT aopTo-nerodHoOn neperopogku npeacraBnseT cobon naronornyeckoe cooblieHne
MeXay BOCXOASLLEN aOPTON U NErOYHbIM CTBOMOM NPY HaNMYMM ABYX HE3ABMCUMbIX aOpTanbHOMO U NEro4HOro Krna-
naHoB. OTOT BPOXAEHHbIN NOPOK OOYCMNOBMNEH HapyLueHNneM aMOPMOHaNbHOrO pas3BUTUS aOPTO-IEFOYHOrO CTBOMA U
Yalle NnokanmayeTcs B NPOKCMMarnbHOM OTAEerNe BOCXOASLLEN aopThl HA e€ MeavanbHon cTeHke. B ctatbe npeacTtasneH
KIMHWYECKUI criydar aedekta aopTo-fIero4HOM Neperopoakm ¢ TUMUYHOM KIIMHUYECKOW CUMMNTOMATMKOW, OnucaHbl
0COBEHHOCTY XMPYPr1YecKoro fneveHus n obcyxaeHbl oTaanéHHble pesynbraTtbl Tepanuu. [NpoBeaeH 063op cospe-
MEHHOIN nuTepaTypbl C LENbio OLEHKN akTyarnbHbIX NMOAXOAO0B K OUArHOCTMKE U NIEYEeHUI0 JaHHOro nopoka cepgua.
Llenb nccnepoBaHnAa — pacCMOTPETb KIMHMYECKMI cryyan Aedhekta aopTo-nero4yHon Neperopoakm ¢ xapakTepHon
CUMMTOMATUKON, NPOAEMOHCTPMPOBATb OCOBEHHOCTU XUPYPrMYECKO KOPPEKLUN U NpoaHann3mpoBaTtb oTAaneHHbIe
pesynbraThl NeveHns. MaTtepuanbl u MetoAabl. B Halleln ctaTbe NPeacTaBneH KMMHUYECKUI criydat BOCbMUIETHErO
Marnb4uka ¢ 4edeKTOM aopTO-NEro4HON NeEPEropoaKn, AMarHOCTUPOBaHHbLIM C paHHEro Bo3pacTa. [1nis To4Horo onpege-
NeHNs noKanuaaunm 1 pasMepoB AedekTa, a Takke OLEHKM PYHKLMMN KNanaHoB NPUMEHANNCb u3nKarnbHbIi OCMOTP,
3MeKTpoKapAMorpamMmma, PeHTreH rpyaHom KNeTkun, axokapauorpadus n aoptorpadusi, HTo COOTBETCTBYET COBPEMEHHBIM
pekoMeHAauusiM, OTMEYEHHbIM B nuTepaType. Xupypruieckoe BMeLLaTenbCTBO NPOBEAEHO MOA UCKYCCTBEHHBIM KPO-
BOOOpaLleHem — cTaH4apTHbIM MeTod, obecneunBatoLLmin 6€30NacHOCTb M YCMNELLHYH KOPPEKLMIO MOPOoKa, YTO Takke
noaTBepXAaeTcsa AaHHbIMY UCCnefoBaHuin. Pe3ynbraTbl n ux obecyxaeHue. MauneHTt ¢ gehekTom aopTo-nerovHomn
neperopoaky NPeabsBAN XapakTepHble )anobbl — oAbILLKY U ObICTPYI YTOMIIAEMOCTb, YTO NOATBEPXKAAETCA AAHHBIMU
13 NUTEpaTypbl 0 HapyLLEHMSX KpoBoobpaLLeHys Npy 4aHHOM nopoke. PusnkansHoe obcrnenoBaHve BbISIBAMO TUMUYHBbIE
NPU3HaKN — akLEHT BTOPOro TOHA M CUCTONUYECKMIA LyM. [lnarHoCTMKa C MOMOLLbIO 3xoKapauorpadumm n aHrnorpadum
no3Bonuna TOYHO OnpeaenuTb Nlokanusaumio 1 pasmepbl gedekta. Xvpypruieckas KOppeKUums nog UCKYCCTBEHHBIM
KpoBoOOpaLlLleHneM npoLufa yCcrnewHo, C NoNoXMTENbHON AVMHAMUKOM KITMHUYECKOro cocTosiHmAa naumeHTa. O63op
nuTepatypbl NoaTBepXXAaeT 3PPEKTUBHOCTL 1 6€30NacHOCTb BbIOpaHHOrO MeToAa, OAHAKO TPeOyeT NOCTOSIHHOIO No-
crneonepaunoHHOro HabnoaeHns 4ns CBOEBPEMEHHOTO BbISIBNEHMS OCNOXHEHWI. BbiBoAbI. YcnewHas gnarHoctuka
N Xupypruyeckas Koppekums aedekra aopTo-NeroyHon Neperopoakn 3Ha4YMTENBHO YIyYLUMIIN COCTOSIHUE NauueHTa.
MeToaunka nogTBepxaeHa nutepaTtypon kak adhdpekTnBHasn n 6esonacHasi, NpyM 3ToM HEOOXOAMM perynsipHbli nocne-
onepaunoHHbIi MOHUTOPWHT.

KntoueBble crnoBa: BpOXOEHHbIN NOPOK cepaua, AedekT aopTo-NeroYHoN Neperopofku, NeroyHas runepreHsus,
cepAeyHasi HeoCTaTOYHOCTb, CKYCCTBEHHOE KPOBOOOpPALLEHNS.
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Abstract. Introduction. Aortopulmonary window is an abnormal communication between the ascending aorta and
the pulmonary trunk in the presence of two independent aortic and pulmonary valves. This congenital defect results
from a disturbance in the embryonic development of the aortopulmonary trunk and is typically located in the proximal
ascending aorta on its medial wall. This article presents a clinical case of an aortopulmonary window with typical clinical
symptoms, describes the specifics of its surgical treatment, and discusses the long-term outcomes of therapy. Current
literature was reviewed to assess contemporary approaches to the diagnosis and treatment of this cardiac defect. Aim.
To present a clinical case of an aortopulmonary window with characteristic symptoms, to demonstrate the peculiarities
of surgical correction, and to analyze the long-term treatment outcomes. Materials and Methods. This article presents
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the clinical case of an eight-year-old boy with an aortopulmonary window, diagnosed from an early age. To accurately
determine the location and size of the defect, and to assess valve function, physical examination, electrocardiogram,
chest X-ray, echocardiography, and aortography were performed, aligning with the advanced recommendations in the
literature. Surgical intervention was performed under cardiopulmonary bypass — a standard method ensuring the safety
and successful correction of the defect, as supported by research data. Results and Discussion. The patient with
an aortopulmonary window presented with the characteristic complaints of dyspnea and rapid fatigue, consistent with
literature data on circulatory disturbances associated with this defect. Physical examination revealed typical signs: A
loud second heart sound and a systolic murmur. Diagnosis using echocardiography and angiography allowed for precise
determination of the defect’s location and size. Surgical correction under cardiopulmonary bypass was successful,
showing positive dynamics in the patient’s clinical condition. The literature review confirms the efficacy and safety of
the chosen method; however, continuous postoperative follow-up is necessary for timely detection of complications.
Conclusions. Successful diagnosis and surgical correction of the aortopulmonary window significantly improved the
patient’s condition. The method is confirmed by literature as effective and safe, with regular postoperative monitoring
being essential.

Keywords: congenital heart disease, aortopulmonary septal defect, pulmonary hypertension, heart failure, artificial
blood circulation.
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B BeaeHue. [ledpekT aopTo-Nero4Homn neperopoa-
K/ — 3TO pedknMin BPOXOEHHbIN MOPOK cepaua,
KOTOpPbI BO3HWKAET BCNEACTBME HapyLleHus ambpu-
OHanbHOrO pasferneHnsl aopTo-NIEro4HOro CTBOMA Ha
aopTy 1 NeroyYHyto apTeputo. B MnpoBon npakTuke ya-
CTOTa BCTpeYaeMocTu obLLero npeacepans Bapbmpyet
o1 0,5 0o 1% cpeam Bcex BpOXaEHHbIX MOPOKOB cepaua,
COrnacHoO AaHHbIM MOMNYMSALMOHHBLIX UCCreaoBaHWUN B
CLWA n 'epmanun.

Knaccuyeckme pabotel McElhinney D.B. et al. (1998)
ONMCbIBaIOT 3TOT NPOLIECC KaK HapyLueHne hopMmpoBa-
HWS1 KOHYCHBIX 1 a0PTONEroYHbIX BarMKoB, NpMBoAsiLLee
K COXpaHEeHWo COOBLLEeHNS Mexay ABYMS MarucTparnb-
HbiMu cocynamu [1]. CoBpeMEHHbIE MONEKYNAPHO-TeHe-
TUYeCKMNEe NCCEefoBaHNS BbIAENSAOT KI0YEBbIE reHbl 1
curHanbeHble Nyt (Hanpumep, NOTCH (notched wing),
Tbx1 (T-box transcription factor 1)), oTBeTCTBEHHbIE
3a MpaBWUIIbHYKO cenapauuio 1 pasBuMTUE KIanaHoB,
HapyLleHe KOTOpbIX CnocobcTByeT (hOPMUPOBAHUIO
AedekTa aopTo-rero4Hon Neperopoakn 1 Apyrmx KOHo-
TPYHKanNbHbIX aHOManui [2]. 3Tn AaHHble yKa3biBalOT
Ha NepcnekTUBHOCTb MOMNEKYNSPHO-reHeTUYECKOro
CKPWHWHra Ans paHHen onarHoCTMKM U NoTeHLMansHoM
npodunakTuku nopoka [3].

B nuteparype otmeyaeTcs, Y4TO KNNHUYECKUE Mpo-
sABNeHus gedekrta aopTo-Nero4yHon NeperopoaKkn MoryT
BapbMpoBaTbCH B 3aBUCMMOCTU OT pa3mepa AedekTa
N cTeneHn wWyHTupoBaHus. Lewis et al. (2022) n Ma
Z et al. (2017) nogpo6bHO onucbIBalOT Knaccuyeckune
CYMNTOMbI — OABILLKY, YTOMISIEMOCTb, CHUXXEHUE Tore-
pPaHTHOCTM K Harpy3kam — 0ByCnoBfeHHble neperpy3komn
Marnoro Kpyra kpoBoobpatleHus [4,5]. B psage nybnuka-
LU nogvyepKnBaeTcs, YTo npu HebonbLlunx aedekrax
cMMNTOMaTKa MOXET OblTb CTEPTON, YTO NPUBOAMUT K
AMarHoCTUYECKUM TPYAHOCTSIM U MO34HEMY BbISIBIIEHUIO
3aboneBaHus, yBENMYNBas PUCK OCMOXHEHUN, TaKnx
KaK rneroyHas runepTeH3ns u cepaeyHas HegocTaTou-
HoCTb [6,7].

MHTepecHo, 4YTO B psage cnyyaeB gedekT aopTo-
NeroYHon neperopoaku accouumpyetcs ¢ Opyrumu
nopokamu (Hanpumep, SedeKTOM MEXOKENya04KOBON
neperopogku, TeTpagon ®anno), 4to Tpedyer Kom-
NIEKCHOro NoAaxo4a K guarHocTuke 1 neyexuto [8].
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TpagnuMOHHbIE METOAbLI ANArHOCTUKN, B TOM YKCe
peHTreHorpadcumsa u axokapguorpadumst (OxoKr), ocra-
toTca 6asoBbiMU. [lonnnepoBckas axokapauorpadus
NoO3BOSISIET BbISIBUTb HANPaBMNeHNE U CKOPOCTb LUYHTA,
oueHUTb pasmepbl gedekta u (OYHKLMIO KnanaHoB.
OpHako orpaHuMYeHHasi BU3yanu3aunsi Npu CroXHbIX
aHaToOMMYyecKknx BapuaHtax TpebyeT npumeHeHus: 6o-
nee MHOpPMaTMBHbLIX MeTodoB [9].

CoBpeMeHHble MeToabl 06cnefoBaHMs — KOMMbHO-
TepHas Tomorpadus (KT) n marHuTHo-pe3oHaHcHas
aHrnorpadgusa (MP-aHrnorpadgusa) npegoctasnstoT
OeTann3MpoBaHHOE TPEXMepHoe n3obpaxkeHne aHa-
TOMUM cepfua M COCydoB, YTO MO3BOMSIET XMpypram
TOYHO NnaHuMpoBaTb BMmellaTenscTBo [9]. bonee Toro,
BHeapeHune 3D-nevatn mogenen cepgua Ha OCHoOBe
OaHHbIX TOMOrpacmm NnpegocTaBnseT HOBbI YPOBEHb
npegonepaLmMoHHOro NIaHMpoOBaHUS, 3HAYNTENbHO
CHWXKas onepaunoHHble puckn [9].

B AnoHuun akueHT caenaH Ha paHHIoK npeHaTtasnb-
HYI0 AMArHOCTUKY € nomMoLLblo detansHom OxoKT, B TO
BPEMS KaK B CTpaHax C OrpaHMYEeHHbIMU pecypcamu,
Kak B LieHTpanbHoOW A3unn, ouarHocTvKa yalle npovc-
XOAMWT Nocne MNosIBNEHUS KIMMHUYECKMX CMMMITOMOB. B
CLUA (Lee JH etal., 2017) n EBpone (Muller et al., 2015)
wmnpoko BHegpeHbl 3D OxoKI™ n MarHUTHO-pe3oHaHCHas
Tomorpadms (MPT) cepaua Anst OLEHKM aHaToOMUK
nepen onepawuuen, YTO COKpalaeT onepaunoHHble
pucku 1 yny4waet nporHos [10,11].

CornacHo pekomeHgaunam EBponerickoro obue-
ctBa kapguonoros (ESC, 2021), onTumaneHas auna-
rHOCTWUKa AOMKHa BKNoYaTh MyNbTUAMCLMNITMHAPHBIN
NOAX0[, COYETaLMIA KNMHUYECKNE OaHHbIEe, 9XOKap-
avnorpaduto, KT/MPT, a npn HeobxognmocTu katete-
pusauuto cepaua [12].

Xupypruyeckoe BMellaTenbCTBO nNpu gedekTe
aopTo-neroyHon neperopoaku (OAJIM) HanpaBneHo
Ha paguvKanbHOe 3aKpbiTVe COoobLLeHUss mexay aop-
TOW W NEroYHbIM CTBOJSIOM C COXpaHeHueM (yHKUMn
KnanaHoB M HopManu3auuen remoguHamukn. Tpagu-
LIMOHHO MPUMEHSIETCA OTKpbITas nractuka gedekra
C MCNoNb30BaHMEM ayTONOrMYHOrO nepukapga unm
cuHTeTu4ecknx martepuanos [13,14]. B 2001 r. Hew
C.C v gp. onybnukoeanu gaHHble AETCKON BOMnbHULbI
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BocToHa no pesynsratamM XMpypruy4eckoro neyeHus na-
uneHTos OAJM 3a nepuog mexay 1973 n 1999 r. Y 45%
nauMeHToB OOCTYN K AedeKTy OoCyLlecTBAsncs Yyepes
aoptoTtomuto, y 31% — HenocpencTBEHHO Yepes AedekT
n B 24% cny4vaeB — Yepe3 NneroyHyto aptepuio [15].

MHoro4ncneHHble nccnegoBaHs NOATBEPXKAAOT
BbICOKYI0 3(P(EKTUBHOCTb M 6€30MacHOCTb JaHHOW
METOAMKN NPY YCIIOBUMN CBOEBPEMEHHOTIO BbINMOSTHEHMS
onepauwuu [16,17].

BakHbIM MOMEHTOM SIBNSiETCs1 BbIOOP MaTepuana
ans nnactukn. Kumar R.K et al. (2017) noka3sbiBator,
4YTO ayTonepukapa y AeTer obecneymBaeT Hamny4LImne
pesyneratbl 6narogapsi cnocobHOCTU K POCTY U MUHK-
MarnbHOMY pUCKY MMMYHHOW peakuun [18]. OgHako y
B3pOCIbIX NAUUEHTOB NPeAnoYTeHNE NHOr4a OTAaeTCA
CUHTETMYECKUM MMMMAHTaM n3-3a ux npo4Hoctn [19].
HekoTopble aBTOpbl OTMEYaloT BO3MOXHOCTb KanbLiu-
duKkaumm n gereHepaumm ayTonormyHbIX TKaHEMW, YTo
TpebyeT anutensHoro HabnogeHus [20].

B nocnegHue rogbl akTMBHO pa3BMBalOTCA Mano-
WHBa3MBHblE U 3HOOBACKYNSAPHbIE TEXHWKW, BKIOYas
KaTeTepHble CUCTeMbl OMS 3aKpbITMa gedekta ¢ no-
MOLLbIO OKKNoaepos [21]. HecMoTps Ha orpaHuyeHHoe
KONMMYECTBO KIIMHUYECKMX AAHHbIX, MepBble OTYETHI
YKa3blBaloT Ha COKpaLLleHue nocrneornepaunoHHoro ne-
pvoaa v CHXKEHME PUCKOB, CBSAI3AHHbIX C OOLLIMM HapKo-
30M Y MCKYCCTBEHHbIM KpoBoobpaLleHnem. OgHako He-
06X0A4MMbI 0NTOCPOYHbIE MCCMeOoBaHMs A1 OLEHKM
NpoYHOCTU 1 6e30NacHOCTM TakMX BMeLLaTenbCTB [22].

BonbLWMHCTBO MccrnegoBaHUn CBUAETENBLCTBYIOT O
BnaronpuATHbIX OTAANEHHbIX pesynbraTax npu ycno-
BUWM CBOEBPEMEHHOWN XMPYprnyeckon koppekumm [23].
MauneHTbl AeMOHCTPUPYIOT yryyLleHNe KayecTBa Xun3-
HW, HOpManu3auuto reMmognHaMmyeckux napameTpoB
N CHWXEHWE puCKa pPasBUTUS NErOYHOW rMnepTeH3un
[24]. Tem He MeHee, HabnogaTCs cryYan peunanBoB,
nNporpeccmMpoBaH1s KrnanaHHOMW HegOoCTaTOYHOCTU U
HapyLUEeHNsi pUTMa, YTo NoAYepKMBaET HEOOXOAUMOCTb
perynsipHoro KOMnmeKkcHoro MmoHmTopuHra [25]. Cospe-
MEHHbIE MPOTOKOSbI HAbMAEHMSA BKITHOYAOT 3XoKap-
aunorpaduto, MPT, a Takke anekTpocusmonornyeckme
nccrnegoBaHnsa ANS BbISIBEHUS paHHUX NPU3HaKoB
ocnoxHeHun. OTaenbHOe BHUMaHWe yaensietcs npo-
dounakTrke MHPEKLNOHHOIO IHAOKAPANTA U KOHTPOIO
¢hakTopoB pucka [26].

HecmoTps Ha AOCTMKEHUS, OCTaIOTCS HEPELLEHHbIE
BOMPOCHI: ONTUMU3ALMA MaTePManoB ANs NAacTuku ¢
Y4ETOM pocTa 1 BMOCOBMECTMMOCTH, pa3paboTka 6es-
onacHbIX U 3PPEKTUBHBIX MANONHBA3UBHbIX METOANK,
a TakKe COBEepLUEHCTBOBaHNE ANArHOCTUYECKNX arnro-
pUTMOB C MPUMEHEHNEM UCKYCCTBEHHOIO MHTENMNEKTa
1 MaLLMHHOTO 00yYeHUs AN TPOrHO3MPOBAHNS KITUHW-
YeCcKnx ncxonos [27].

Takvum o6pa3om, 0630p COBPEMEHHOM NUTEPATYpPbI
noaTBepXXaaeT, YTo AedeKT aopTo-NeroyHon nepe-
rOPOAdKN — CIIOXHbIV MOPOK C pa3HoobpasnemM KIMHU-
YeCKUX NPOSABMEHUA N aHaTOMUYECKUX BapuaHTOB.
lMporpecc B AnarHOCTUKE MU XUPYPrUM 3HAYUTENBHO
ynyJlaeT ucxofpbl, HO AanbHenlmne nccrnegoBaHus
HeobxoauMbI AN ONTUMM3aLMK NEeYeHus U LONro-
CpoYHoro HabnogeHns nauneHToB. Mynstuancuunnm-
HapHbIN 1 MHAMBUAYaNM3MPOBaHHbIM NOAX04 OCTaETCA
KnoYeBbIM (hakTOPOM YCMELUHON Tepanuu.

BECTHWUK COBPEMEHHOW KJIMHWYECKOW MERUUNHbI 2025 Tom 18, Bbin. 6

HayyHaa HoBM3Ha paboTbl COCTOMT B KOMMIIEKC-
HOWM OLleHKe KIIMHUYECKOro cryvasi M3onmnpoBaHHOIo
obwero npepcepaua y nogpoctka 6e3 cuHapomarb-
HbIX MPU3HaKOB, BMEpPBble OMAarHOCTMPOBAHHOIO Ha
aTane nnaHoBoro obcnegoBaHua B 6 mMecsiLeB, C
OnaronpuaTHbIM pPe3ynbTaToM paguKkarbHOW Koppek-
unn. Ctatbst 4EMOHCTPUPYET yCnewHoe NpMMeHeHne
OpraHoCOXpaHsoLer METOAMKN aHHYNONNacTUKMA No
Borigy n aytonepukapamanbHOro nracTbips B YCIIOBUSAX
OrpaHMyeHHbIX PecypcoB, YTO AenaeT e€ LeHHON Ans
KITMHULMCTOB U3 pa3BMBaOLLIMXCA CTPaH.

Lenbto nccnepoBaHmA - pacCMOTPETb KMHMYe-
CKu cnyYan gedekta aopTo-Nero4yHon neperoponku
C XapaKTepHOWN CUMNTOMaTUKON, NPO4EMOHCTPUPOBaTh
0COBEHHOCTUN XMPYPrMYECKOM KOPPEKLMM U NpoaHanu-
31MpoBaTb OTAANEHHbIe pe3ynbraThl NevYeHuns.

Martepuanbi n meTobl.

B npeacrtaBneHHOM KMMHMYECKOM Criyyae onvcaH
nauneHT — Manb4uk 8 net, Bec 22 kr, pocT 126 cMm, Ha-
XOOSALWMACA Nog HabntogeHNeM OeTCKOro kapavornora
¢ 6-Meca4HOoro Bo3pacta ¢ AuarHo3om «BpoxaeHHbIN
nopok cepguax» (BIMC). MauneHT npeabsasnsan xanoobl
Ha BblpaXXeHHYH OAbILWKY, ObICTPYO YTOMIISEMOCTb
npy MUHUMarnbHbIX PU3NYECKUX Harpy3kax, nepedomn
B pabote cepgua n obuyto cnabocTb, YTO OTpaxaeT
KNacCUYECKYH KITMHUYECKYO KapTUHY aOpTO-1EFO4HOr0
nedekta neperopoakmn ¢ HapyLLeHNEM reMoanHaMUKN,

AHaMHe3 BKYaeT AnuTenbHoe HabnoaeHne 6e3
onepaTvMBHOIO BMeLLATenbCTBa No CEMEWHbIM MNpu-
YMHaM, HECMOTPS Ha pPeKOMeHZaUMI0 Kapamoxupypra.
lMporpeccupoBaHne cumntTomaTuky noTpeboBano
rocnMTanu3auum B crneuuanuanpoBaHHoe OTAeneHne
[ETCKOW KapauoXvMpyprn Ans NpUHATUSA peLLeHus o
XUPYPrUYeCKO KOPPEKLIMM.

OuarHocTnyeckun anroputm 6asmpoBarncs Ha
KOMMJIEKCHOM MCMOMb30BaHUN UHCTPYMEHTamNbHbIX
MEeTOLO0B: hun3nKanbHOM 0b6crnenoBaHMK, areKTpoKap-
aunorpadun (3KI), peHTreHorpadumn rpyaHoOn KneTku,
OxoKI" 1 aoptorpadun. [laHHble 06cneaoBaHnin BbiSBU-
v Knaccuyeckme Npu3Hakn aopTonero4YHoro aedekra:
YCUINEHHbIN BTOPOW TOH HaA NeroyHon aptepuen,
CUCTONMYECKNI LLIYM, OTKITOHEHMWE 3NEKTPUYECKON OCK
cepaua Bnpaso, rmnepTpouio Npeacepann v xxenynod-
KOB, pacLUMpeHne COCYAMCTOro PUCYHKa U aHomanuu
KnanaHoB C HE3HAYMTENbHOW peryprutaumen.

Ocoboe 3Ha4eHne NMeeT axokapaunorpadudeckoe
nccrnegoBaHne, NO3BOMMBLLEE BM3yanu3npoBaTth pac-
LUMpPEeHne BOCXOASLLEN YacTu aopThl, ONpeaennTb pas-
Mepbl gedekTa (2,0 cm), cOpoc KPOBU MexXaY aopTOn U
Nero4YHOn apTepuren, a Takke OUeHUTb PyHKUMIO Krna-
NaHoOB N COCTOSIHME NOMOCTEN CepALia C COXPaHEHHOMN
(pakumen Bbibpoca (62%), 4To NO3BONMMIO afeKBaTHO
nnaHnpoBaTb onepauuto.

OnepaTnBHOe BMelLIaTENbCTBO BbIMOMHEHO B
YCINOBUSIX UCKYCCTBEHHOIO KpOBOOOpaLLEeHMA — 30510-
TOro CTaHgapTa Mpu KOPPEeKUMM NMOAOGHBIX CIOXHbIX
BPOXAEHHbIX NMopokoB. CpefgnHHasi CTepHOTOMUS,
nepukapoakTOMUst U 9BaKyauns Cepo3HOM >KUOKOCTU
obecneunnu onTMMarnbHbIA 4OCTYN U NOATOTOBKY One-
pauuoHHoro nons. Nnactuka gedekra aytonepukap-
[OM BbINOSIHEHA C COBNOAEHNEM BCEX XUPYPrUYECKNX
NPOTOKOMNOB, YTO rapaHTUpOBaro repMeTUYHOCTb U
BOCCTaHOBIIEHME aHAaTOMMM a0PTO-FIEFOYHOIO COYCTbS.

3 NPAKTUYECKOIO OMNbITA




BoccTtaHoBneHvne cepgeyHon AeAaTenbHOCTN NPOLUo
6e3 OCMoXHEHUI, remMoaMHamMmKa cTabunmsmMpoBaHa,
nocrneonepaunoHHbIN nepuog npotekan rmagko. Huke
npeacTaBneH NogpobHbIA NPOTOKON onepaLuni.
lMpoTtokon onepaunun: obpaboTaHo onepaunoHHoe
none pacTBOpoOM cnvpTa v nopa. [ponssegeHa cpe-
OVHHasi cTepHOoTOMUSA. [emMocTas anekTpokoarynsumen
1 BOCKOM Ha rpyauHy. NpogonbHO BCKPLIT Nepukapa.
OBakyupoBaHa Cepo3Has XWAKOCTb M3 nepukapaa
0o 20,0 mn. Cepaue yBenvyeHO BCeMW OoTAenamu m
aHeBpM3MaTMYeCcKn paclumMpeHa BocxoAsiias YyacTb
aopTbl (puc. 1, A). Obxon nonbix BeH. Kucet Ha aopTy
ONsa kapguonnerum n kaHionaumi. Kanionaums aoptbl
1 pasgernbHO MNorbix BeH. HayaTto nckyccTBeHHOE Kpo-
BoobGpalleHne. Cuctema gnsa kapauonnerun. lNMepe-
XaTbl nonble BeHbl. [bixaHne oTknodeHo. MNepexarta
aopTta. ®apmakonornyeckasa xornogosas KanveBas
Kapauonneruss B KOpeHb aopTbl. HapyXHbIA xonoa.
CeppeyHas oeatenbHOCTb OcTaHoBMNeHa. [NponssegeHa
BepTuKanbHasi aoptotomus. Npu peBu3nmn aopTtbl Hal-
AeH 6onbLuor gedeKT aopTo-Nero4yHon Neperopoaku,
anametpom = 2.0-2.2 cm (puc. 1, B). MNMpounssenena
nnacTmka aopTo-nero4Horo gedpekra aytonepmkapgom
(puc. 1, C). TpukycnvaanbHbIA KnanaH CTBOPKW MOA4-
BUXHblEe, He paclumpeHbl. [uapasnuyeckas npoba Ha
TPUKYCNMOANbHOrO KranaHa yaoBrneTBOpuUTEnbHas.
MpodunakTnka Bo3gyLuHon ambonuu. BocctaHoBne-
Ha UenocTHOCTb aopThl (puc. 1, D). OTnyweHa aopTa.
BoccraHoBneHve cepaeyHoln 4eaTenbHOCTU CaMOCTo-
aTenbHo. NepmeTnsauus cepaua. OTnyLweHbl nonble
BeHbl. BkntoyeHa UCKyCcCTBEHHAA BEHTUNALMNA NETKMX.
Crabvnmsaumsi remogmMHaMukn. KoHew, MCKyCCTBEHHOIO
KpoBooGpaLeHus. [lekaHionauus aopTbl U NOMbIX BEH.
lemocTtas. [JpeHaxun Ha nepegHee cpegocteHne. Muo-
KapaunaneHbln anekTpoad. [Nonucnact meTannmMyeckomn
nposonokor Ne4. MocnonHele WwBbl Ha paHy. AcenTu-
Yyeckas nossa3ska. [epeBopa B oTaeneHve peaHnmaumu.
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Mocne onepauunn nauneHT Haxoauncs B OTAeNeHm
peaHumaumm 6e3 HeobxoaUMOCTU MHOTPOMHONM MoA-
OepXkn godaMuHom. JKCTybaums nposegeHa ycneLHo
Yyepes 5 YacoB nocrne NoCTynneHns 13 onepauoHHON.
Ha cneayowuii oeHb nocrne onepauuy naumeHT 6bin
nepesefeH B OTAENEHWE OETCKOW Kapamoxmpypruun un
Kapguonorum Ansa AanbHenwero HabnaeHns n neve-
HUs. Bbinnucka 13 ctaunoH apa nponaoLusa Ha 8- oeHb
nocrne xvMpypru4eckoro BMelLaTenscTsa npu crabunu-
3auUMu 1 yNyyLeHUn obLLEero COCTOSIHUS.

[aHHbIN KNUHUYECKUN criyvan UnnocTpupyeTt
COBPEMEHHbIE NOAXOAbl K AMarHoCTuKe U NeYeHuto
BPOXOEHHOro MopoKa cepdua ¢ aopTo-NerovHbiM ae-
dekTom 1 noareepxaaeT adpPEKTUBHOCTL MEXONC-
uunnMHapHoro nogxoaa. MHTerpaums BbICOKOTOYHOIO
WHCTPYMEHTanbHOr0 MOHUTOPWHIa C NepeaoBbIMU XK-
pypruyeckmummn metogamu obecnevmBaeT MakCMarbHO
GrnaronpyATHbIA NPOrHO3 U yry4LLIEeHWe KayecTBa XU3HU
naumeHTa.

PesynkTaTthl M X 06CyXAeHUe.

MaumeHT Haxoauncsa nog perynspHbiM KnuHUYe-
CKUM W UHCTPYMEHTarbHbIM KOHTPONeM B TeveHve 18
MecsiLeB nocre onepaTtnBHOro BMelLatenscrea. B or-
JanéHHoMm nepuope obliee COCTOSIHME OLeHMBaNoCh
Kak cTabunbHoe ¥ ygoBneTBoputensHoe, 6e3 npegb-
ABNSIEMbIX Xanoo, YTo CBMAETENbCTBYET O YCNELLHOCTU
BblGpaHHOro ne4ebHoOro nogxoaa.

Yepes 6 mecsaueB nocrne onepauun y nauueHTa ot-
MEYEHO 3Ha4YUTENbHOE YnyYlleHne TONepaHTHOCTU K
r3nMYECKo Harpyske: TECT LUECTUMUHYTHOM XOAb0bI —
560 m (go onepauum — 330 m). Mo wkane NYHA dyHk-
LmoHanbHbIN knacc cHmnanncs c Il go I-1l. Oxokapguo-
rpadusi nokasana HopmManu3sauuo pa3MmepoB NPaBoro
Xenyaouka, CHXeHVe AaBneHns B TEro4HON apTepum ¢
55 0o 27 MM pT.CT. M BOCCTaHOBMEHME hpakumm BbIGpo-
ca nesoro xenygoyka o 71% (no onepauun — 58%).
YpoBeHb TpuKycnuaanbHOW peryprutaumnm — He 6onee

Puc.1. A. AHeBpusmaTtunyeckoe
pacLuMpeHne BOCXOASALLEN YacTn
aopTbl Npu AedeKTe aopTo-NeroyHom
neperopoKu.

B. PacnonoxeHve nedekra
a0pTO-NEro4YHOV NepPeropoakm
npv pesunsuu,

C. lMnactuka aopTo-Nero4yHoro
nedekTa ¢ ayTonepukapaom.

D. BoccTaHoBneHue LenocTHoCTH
BOCXoAsiLen aopThbl
nocre nnacTvku gedexre
20pTO-NEro4YHoOV NepPeropoakn
Fig. 1. A. Aneurysmal dilation of the
ascending aorta in aortopulmonary
septal defect. B. Location of the
aortopulmonary septal defect at
revision. C. Plasty of aortopulmonary
defect with autopericardium.

D. Restoration of the integrity
of the ascending aorta after plastic
surgery of the aorto-pulmonary
septal defect.
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Tabnuua 1

D‘VIHaMVIKa KITMHUKO-MHCTPYMEHTalNIbHbIX NapamMeTpoB

Table 1
Changes in clinical and instrumental parameters
MapameTp [o onepauun 6 mecsLeB 12 mecsueB 18 mecsueB

[ncTaHums LWecTUMUHYTHOW XoAb0bl, M 330 560 570 580
NYHA, dyHKUMOHamMbHBIN Knacc ] Il | |

[aBneHne B Nero4HoOn aptepun, MM pT. CT. 55 29 28 27
®pakums Bbibpoca neBoro xenynoyka, % 58 62 63 7
TpukycnuganbHas peryprutauusi Il et lct lct lct

| ctenenu. Mo wkane SF-36 — ynyyweHne nNo BCeM
BOCbMM LLIKanam, oCo6eHHO B JoMeHax «dusmyeckoe
yHKUMOHMPOBaHMe» 1 «obLuee 3a0poBbe» (mabn.1).

OTcyTCTBME U3MEHEHWI B NepuKapae WCKnoYvaeT
BOCManuTenbHble N ubpoTnyeckne npouecchbl, YTo
AOMNOMHNTENbLHO NOATBEPXAAET XOPOLUYI0 nocreone-
paLMOHHYIO aganTauuio naumeHTa.

B coBOKynHOCTU, NOMyYeHHbIE AaHHble CBUAETENb-
CTBYHOT O BbICOKOM 3¢ppeKkTMBHOCTU U Be3onacHOCTM
XUPYpPruyeckon nnactukm gedekra aopTo-neroyHon
neperopoaku, BbIMONHEHHOW MO KOHTPONEM WCKYC-
CTBEHHOro kposoobpalleHus. Pesynbstatbl koppens-
TMBHO COrMacyTCca C COBPEMEHHbIMU NPeACTaBneHn-
AMW B KapOVOXMPYPruu, rae paavkanbHas Koppekums
BPOXAEHHbIX MOPOKOB CepALia Ha paHHUX 3Tanax Beaet
K 3HaYUTEMbHOMY YIyYLLEHWIO MPOrHO3a N CHUXEHWIO
pucKa OCITOXXHEHUN.

CpaBHuWTENbHBIM aHanu3 ¢ nuTepaTypHbIMU AaH-
HbIMW NOATBEPXKAAEeT, YTO HECMOTPS Ha CITIOXHOCTb
aHaToMun fedekta aopTo-Nero4yHONn Neperopoakn un
BbICOKME XUPYPrMYecKne puckn, 0COBEHHO y MnageH-
LEeB M NaUMEHTOB C BblIPaXXEHHOWN NeroYHON runepTeH-
3uen, NpMMeHeHne NPOABUHYTbIX AUArHOCTUYECKMX U
XMPYPruyeckmx MeTOAMK NO3BONSET A0BUTLCA NPaKTu-
YeCKM MOSTHOr0 BOCCTAHOBMEHUSA reMoanHaMUYeCcKon
PYHKLMU 1 yRYYLLIEHUS Ka4ecTBa XXU3HU NaLueHToB.

B Hawem cnyvae cBoeBpeMeHHas 1 pagukanbHas
Koppekuus nossonuna n3bexarb pasButua HeobpaTtu-
MbIX U3MEHEHMI B Marnom Kpyre KpoBoobpallueHus u
CHU3UTb PUCK MO3AHNX OCITIOXHEHWI, YTO OTPaXaeTcs B
HOpManm3auum KNMHUYECKNX U 3XOKapamorpadmnyeckmx
napameTpoB.

[edekT aopTo-neroyHon neperopoaku sBnseTcs
peakum MOpoKOM cepAaua, TpebyrowmMm TOYHON Ava-
FTHOCTUKN N afleKBaTHOW XMPYPrm4eCKOm KoppeKuun.
PesynbraTthbl Hawero KnNUHWYecKoro HabniogeHns ge-
MOHCTPUPYIOT BbICOKYH 3EKTUBHOCTbL OTKPbLITON
nnacTuky gedekra aytonepukapaom B YCHOBUSIX UC-
KyCCTBEHHOrO KpOBOOGpaLLeHMs, YTO NOATBEPKAAETCA
OTCYTCTBMEM NOCReonepaLmoHHbIX OCNOXHEHUI 1
NONOXUTENBHOW AUHAMMKOW B OTAANEHHOM nepuoge.

CpaBHUTENbBHbIV aHann3 ¢ 3apybexHbiMn uccne-
[OBaHUSAMYM MOKa3bIBaET, YTO HaLUM pe3ynbraThl COMno-
CTaBMMbl C BedyLMMN MUPOBbLIMWU LeHTpamu. Tak, B
pabote Lambert V. n coastopos (2010) npeacrasneH
40-neTHUA ONbIT XUPYPrUYECKOro fnedyeHnsa gedekra
a0pTO-NIErovHOM Neperopoaku, rae oTMmedanach BbiCo-
Kasi CMEPTHOCTb Ha paHHMX aTanax (40 37%), 4To 06b-
ACHSINOCb TEXHUYECKUMU CIIOXKHOCTSIMU U OTCYTCTBMEM
COBPEMEHHbIX METOA0B MCKYCCTBEHHOIO KpoBoobpa-
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weHunsa [28]. CoBpeMeHHble NMOAXOAbI, BKMOYaKLmne
NCcnonb3oBaHWe KapAuonmnernn n UCKYCCTBEHHOTO
KpoBOOOpaLLEeHWs, CYLLECTBEHHO YNyYLLMAM NPOrHo3
NauMeHTOB, CHUXasi CMEPTHOCTb NPaKTUYECKN J0 Hyrs,
4YTO COBMAJaET C HALIMM KIMHUYECKMM OMbITOM.

Pabotbl Stanger P et al. (2018) n Bacha EA et al.
(2007) Takke noATBEPXKAAIOT 3HAYMMOCTb KOMMIIEKC-
HOrO MHCTpPYMeHTanbHoro obcnenoBaHns 1 cBoeBpe-
MEHHOI0 XMPYPrMyecKoro BMeLLaTenbLCcTBa A4ns ycnewu-
HOTO fnevyeHns gedeKktTa aopTo-N1er04YHON NEPErOPOIKM,
nogvépkmBas HeobXxoaAMMOCTb AeTanbHOro aHanuaa
aHaToMun gedekta n COCTOSHUSA NErOYHOro KpOBOO-
OpaweHnst. AHanorMyHo Hawum HabngeHusM, B UX
nccnegoBaHusiX NocrneonepaumoHHbIn Neprmog npoxo-
Oun 6e3 cepbE3HbIX OCMOXHEHU, @ PYHKLMOHANbHOE
COCTOsIHME MaLMEeHTOB 3HAYUTENbHO yry4lianocs [29,
30].

B oTnnuyme oT oTaenbHbIX COOOLEHNI O BO3MOX-
HOCTM 3HO0BACKYISIPHOIO 3aKpbITUsA AedekTa, KoTopble
OrpaHuyeHbl Y3K1M KpYyrom aHaTOMUYECKUX NOKa3aHuu,
Halla paboTta noaTBepKAaeT NPEMMYLLECTBO OTKPbITOrO
XUPYPrMyYecKoro Metoga npu CIIoKHOM PacnosioXXeHnn
nedekTa 1 Hanmumm conyTCTBYIOLLEN KnanaHHOW Hedo-
CTaATOMHOCTH, YTO cornacyeTcs ¢ no3uumen Stanger P et
al. (2018) n O’'Byrne ML et al. (2016) [31-33].

Takum obpasom, Hal OnbIT JOMOMHSAET CyLLECTBY-
toLLME OaHHbIe Y NOAYEPKMBAET BaXKHOCTb UHAMBUAOY-
anbHOro Noaxoaa K BbIOOpy XMPYpPruieckor TakTUKK Npu
nedekTe aopTo-nero4yHon neperopoku. NpmumeHeHne
COBPEMEHHbIX XMPYPrMYECKNX TEXHOSOMUIA 1 TLLaTerb-
HOe nocreonepauMoHHoe HabngeHne NO3BONAOT A0-
CTWYb YCTOMYMBBIX M BriaronpusaTHbIX pe3ynsTaTos, YToO
0COOEHHO aKkTyanbHO ANS MNauWeHTOB C Bblpa)KeHHOM
NEro4YHON rmnepTeH3nen 1 ConyTCTBYOLWMMM KnanaH-
HbIMW HapyLUEHUSMM.

BbiBoabl.

Ha ocHoBaHun aHanun3a co6CTBEHHOMO KITMHNYECKO-
ro onbiTa U AaHHbIX 3apybeXXHON NnTepaTypbl MOXHO 3a-
KIHOYMTb, YTO NPU KPYMHbIX AedeKkTax aopTo-rIero4HON
neperopoiky 1 BbIPaXXEHHON MErOYHON rMNepTeH3nn
onTuMarbHbIM 1 Hanbonee 6e3onacHbLIM METOLOM KOp-
peKLMN SBNSIETCA OTKPbITasi XMpypruyeckasi nractuka B
YCIOBUSIX MCKYCCTBEHHOIO KpoBOOOpaLLeHus. [laHHbIN
nogxon obecnednBaeT MOMHOLEHHbIN BU3yalbHbIN
KOHTPOSb, BO3MOXHOCTb YCTPaHEHUs COMyTCTBYHO-
WMX aHAaTOMUYECKNX U3MEHEHUA U MUHUMU3ALMIO
pucka nocrneonepaunoHHbIX OCMOXHEHUN. B TO xe
BpeMsl 9HO0BACKyNsgpHOe 3akpblTue gedekta aopTo-
NErovYHON Neperopokm MOXeT paccMaTpuBaTbCs Kak
anbTepHaTUBHbIA BapuaHT Y NauMeHTOB C HeGOoNbLIN-
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MUK, aHaTOMU4YeCcKM BnaronpUATHO PacroONOXEHHbIMU
aedektamn, yaanéHHbIMU OT MOMYNYHHbIX KnamnaHoB.
OpHako gaHHble 06 oTAanéHHbIX pesynsratax TpaHc-
KaTeTEPHOro BMeLLaTeNbCTBA OCTAKTCA OrPpaHNYEHHbI-
MM, B YACTHOCTW, MO BOMPOCAM 4YacTOTbl OCTATOYHOIO
LUYHTUPOBaHNUSI U pPUCKa PasBUTUS CTEHO3a JNIErOYHOM
apTepumn, 4YTto TpebyeT AanbHENLWNX NPOCNEKTUBHBIX
nccneaoBaHuin Ans oUeHkn 6e3onacHoCTM U adphekTmB-
HOCTW JaHHOro meTtoaa.

lMpospayHocmb uccnedoeaHusl. ViccriedosaHue
He umero crioHcopckol ModdepxKu. Aemopbl Hecym
MOfIHYI0 OMmeemcmeeHHOCMb 3a rpedocmasrieHue
OKOHYamerbHOU eepcuu pyKkornucu 8 ned4ams. Aemo-
pbl OyYUnU UHGhOPMUPOBaHHOE coasiacue oghuyu-
anbHo20 npedcmasumerns nayueHma (Mamepu) Ha
ny6nukayuro U Ucrosib308aHue MeOUUUHCKUX OaHHbIX
u pomoepacgpuli 8 Hay4HbIX UESTSIX.

Heknapayusi o gpuHaHco8bIX U Opy2ux 83auMo-
omHouweHusix. Bce asmopbi npuHumanu yyacmue 8
paspabomke KoHuenuuu u Au3aliHa uccriedosaHusi u
8 HanucaHuu pykornucu. OKOHYamesbHas 8epcusi py-
kornucu 6bina o0obpeHa scemu asmopamu. A8mopbl
He rnony4Yanu 2oHopap 3a uccredosaHue.
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