LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

MepepbiB Ayrv aopThbl. [IBOMHaA ayra aopThl

KnuHuyeckune pekomeHdaumn MuHsapasa Poccun - oetu - pefakumns 2024 ., ctatyc «[pumeHsieTca» Ha 04.11.2026 - MKB-10: Q25.4 -
AccouuaLmg cepe"Ho-CoCyancTbIX XMpypros Poccun, Bcepoccuinckasn obLiecTBeHHasa opraHu3aums “AccoumaLma 0eTCKMX KapaMonoros
Poccun', Pocecunckoe HayyHoe 06LLIEeCTBO CreLmanncToB No peHTFEH3HA0BACKYNSPHON OMarHOCTUKE U NEYEHMIO

Mepepsis ayrv aopTsl (MOA) 1 aBoiHas ayra aopTsl (OA) — peakve BpOXAEHHbIe aHOMan1u Ayr aopTbi: Mpu
MOA HeT HenpepbIBHOCTN MEXAY BOCXOAALLEN 1 HUCXOoAsLWwen aopTou, npy OOA dopMupyeTcs nonHoe
COCYy[MCTOE KOMbLLO BOKPYT Tpaxen 1 nuwesoa. MnaBHoe B pekoMeHOauUmnm — paHHASA BepUduKaLmMa aHaToMmum,
noaaepxaHve oyKTyc-3aB1UCHUMOro KDOBOTOKa Npw KpuTideckoM MOA n cBoeBpeMeHHoe X1pypriyeckoe
neveHve.

FnaBHOe

* [pn MOA KpOBOTOK B HUCXOASLLYIO a0PTY 3aBUCUT OT OTKPLITOrO apTepuansHOro NnpoToka; 3akpboitne OAlN BegeT K
runonep@ys3nmn HUXHe NONOBWUHBI TeNa, NakTaT-aunao3y, LOKY 1 BbICOKOW PaHHEeN NeTanbHOCTU.

OOA reMoMHaMUYeCKkn 06bIYHO He HapyLwaeT KPOBOOGPaLLEHME; KITMHMKA CBA3aHa CO CAaBEHNEM TPaxen 1
nuueBsoda — CTPUAOP, NatoLWMi Kallenb, anHo3/UmaHo3, nonepxmeaHue, aucoarus, peLmamBupyowme MHGEKL.

Bazosbit MeToa noaTeepxaeHnd MNOA/OOA — TpaHcTopakanbHaa OxoKI™ ¢ uBeTHbIM gonnnepom: ang MaA
onpepensaeT Tmn nepepbiBa, AMXTI1, nogaopTtanbHyo 06CTpyKumio, T v wyHTsI; ang OOA — TMn 1 COOTHOLWWEHWe
oyr. EOKIC, YYP A, vOO 2.

KT cepAua c KOHTpacTUpOBaHMEM BbINONHAOT BCeM nauneHTam ¢ MNOA/OOA npy nnaH1MpoBaHUK XMPYPruveckoro
neyeHns ang yTouHeHusa aaHHbIX OxoKTr, ecnm eCTb He06X0AMMOCTb NMB0 pe3ynbTaThl OXOKI™ HeybeanTensHbl. EOK
llaC, YYPC, yOAO 5.

EOMHCTBEHHbBIM cnocob ycTpanuTs MOA vnv OOA — onepauus; MNOA y HOBOPOXOEHHbIX nevaT cpoyuHo, J0A
OMepUPYHOT MPY CUMMATOMax KOMMPeCCun AbixaTenbHbixX nyTen unn nuwesona. EOKIC, YYP C, YOO 4-5.

Mpw kpuTHyeckoM MOA ¢ npusHakamu 3akpbiTua OAl HyXXHa HeMeaNeHHas BHYTPUBEHHas HDY3KS
npocTtarnaHamHos 0,003-0,02 Mkr/kr/MuH nof koHTponem SatO2, nynbca Ha HUXHUX KOHEYHOCTAX M perpecca
nakTaT-aumnaosa.

Mocne koppexuun MNAA/OOA TpebyeTcs NOXM3HEHHOE HabnoAeHne: 4eTCKu Kapauonor 4o 18 neT, 3atem
Kapounonor/TepanesT; BU3UTbI Yepe3 3 MecsLLa Npu NokasaHuax, 6 1 12 MecsLeB Nocrne onepaunu, ganee nepsble 2
rofa perynsapHo, 3atem kaxable 12-60 mecaues. EOK/PKOIIA, YYP C, YO 5.

OunarHocTuka

1. CobpaTb xanobbl 1 aHamHes: npu MNOA UCKaTb OAbILLIKY, CEPALEONEHUS, NNOXYIo Np1baBKy Macchl,
HenepeHOCMMOCTb Harpy3ku, YacTble 6POHX0NEerovHsle nHdekummn; npyu JOA — cTpuoop, 3aBUCUMOCTL CTPUOOPA
OT NOJOXeHus Tena/leun, nonepxmsBaHve, cpoirmBanns, ancdaruo. YYP C, YOO 4-5.

2. OcMoTpeTb naumeHTa: npuy MNOA OueHUTb LnaHo3, Npu3Haky CH, nepudepuyeckyto nynbcaumio; ocnabneHue
NynbCca Ha HXHUX KOHEYUHOCTAX UMK Ha BEPXHEN KOHEUHOCTW BO3MOXHO MPU KOHCTPUKLMM NPOTOKa W OTAENbHbBIX
Tunax MOA. YYPC, yO0O 4.

3.poBecTn ayckynbTaLmio: npu MOA BO3MOXHbI Cnabbit cuctonuyecku wym IMXI ao 3/6, anactonuyeckuit lwym/
yCWeHHbIN Il TOH Ha[ nero4YHon apTepuent, HeNPEpPbIBHLIN WyM Konnatepanewn; npy JOA naTOrHOMOHUYHbIX
CepAeYHbIX LWYMOB HEeT, MOryT BbITb MPOBOAHbIE Xpunbl Ha weto. YYP C, YO 4.

4. BoinonHuTb OKI™ 1 peHTreHorpaduio rpyaHomn KneTtku Bcem naumeHTam: 3K npm MNOA 4acTo nokasbiBaeT
neperpysky/rmnepTpoduio npasoro xenynouyka, npy A0A obbl4HO HOpManbHa 6e3 conyTcTByowmX BrC; peHTreH
NOMOraeT OLLeHWUTb CepALLe, NerOYHbIN KPOBOTOK, KOMMPECCUIO TPaxeu 1 conyTCTBYOLWYo natonoruo. YYP C, YO
4-5.

5. CpenaTb TpaHcTopakanbHyo 3xoKI™ ¢ LiBETHbIM JOMNMNIEPOM BCeM NaumeHTam ¢ noao3pexHvem Ha MOA/OOA; ato
OCHOBHOW MEeTOA, NOCTaHOBKM iarHo3a 1 oLeHkn aHatomun. EOKIC, YYP A, YOO 2.

6. Micnonb3osaTb KT € KOHTpPACTUPOBaHWEM MPUY NNaHUPOBaHUN XMPYPrMYeCcKoro NeYeHus Ans yToOMHEHUS JaHHbIX
OxoKT, ecnun ecTb HEOHXOANMOCTbL NGO pe3ynbTaThl OXOKI HeybeanTenbHbl; MPT cepaLa U MarncTparnbHbIX
COCY[OB NPUMEHSAIOT Y AIeTer C natonorven setsen ayru, npy J0A vy B3pocnbix AN CTPYKTYPHO-
dyHKUMOHanbHoM oleHkun. YYP C, YOO 5.
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7. KaTeTepusaumo kamep cepALa BbiNMOMHATb MPY MOBbILLIEHHOM AaBMeHun B IerouHon aptepmm no OxoK ans
pacueTa 1ero4HOro CocyancToro ConpoTMBNEHUS M OLLEHKM onepabenbHocTu; npu MOA 6e3 onepalim B Bo3pacTe
6 MecsALEeB 1 CTaplLle KaTeTepu3auma abcontoTHo nokasaHa. YYP C, YOO 5.

NeueHue

 Mpun MNMOA BCeM NaumeHTaM nokasaHa ornepauns; KoHCepBaTUBHag Tepanus OMyCTUMa TOMbKO Kak «MOCT» [0
KOPPEKLLMM NPU BbICOKOM ONepaLLMoHHOM pucke unu o ctabunusauum. EOK|, YYP C, YO 4.

Mpw npuaHakax CH y oeten nepsBbiX Hefenb Xu3Hu ¢ NOA npuMeHAT MeAMKAMEHTO3HYIO Tepanuio; B TEKCTE
yKa3saHbl AnypeTurkn, 6eTa-agpeHobnokaTopbl M MHrMBUTOPLI ATD Kak BapraHTbl NOAAEPXMBAIOLLENO NeYeHNs
nepep onepauven. YYP C, YOO 4.

«[leTnesble» ANYPETUKM NCNOMb3YIOT Npu MNMOA 1 cepaeyHon HeAOCTaTOYHOCTM AN KYNMPOBaHWSA OTEKOB;
MOHUTOPUPYIOT ALl, 3NeKTPOUThI, KpeaTUHUH, MOYEBUHY 1 FreMaToKpUT, n3beras GopcrpoBaHHOro anypesa. YYP
C, yons.

Mpw AekoMneHcaumm HeoCTaTOYHOCTU KPOBOOBPAaLLEHUS Y rpydHbIX AeTen ¢ BINC 1 neBo-npasbiM COHPOCOM
BO3MOXHa KOMBMHMPOBaHHas Cxema: 6eTa-aapeHo610KaTopbl, AUFrOKCUH U ANYPETUKN; MOHOTEPanus ANFrOKCUHOM
MeHee apdekTmBHa. YYP C, YOO 5.

[nrokcnH HasHavatoT naumneHTam ¢ BMNC ana koHTpona YCC npu dpnbpunnaummn npeacepamn. EOKIB, YYP C, YOO 5.

lNpv fekoMneHcaLUmm HeJoOCTaTOYHOCTM KPOBOOBPaLLEHWS 415 NOBbILLEHWUA CEPAEYHOrO BbI6pOCa MPUMEHSAIOT
A06yTaMuH, JOMaMuH, NEBOCUMEHaH; Npn He06xoAMMOCTU noaaepxaHna Al — HopanuHeppuH. YYP C, YOO 5.

HosopoxaeHHomy ¢ MNJA onepaLmio BbINOMHSAIOT CPOYHO, eCN NaLneHT ornepabeneH; npu KpUTUYeCckom
COCTOSIHUM 13-3a 3akpblTna OAI HaumHaoT NnpocTarnaHamHbl 0,003-0,02 MKr/Kr/MUH, YacTo nepeBoasT Ha VBT u
MOrYT OTMIOXUTb OnepaLmio Ha 6-12 yacos ang ctabunuaaunn. EOKIC, YYPC, YOO 5.

Mpv A ¢ BblpaxeHHOW 06CTPYKUMEN AbIXaTeMbHbIX MyTEn Ui CUMNTOMaMU CAaBNEHWUA Tpaxen/nuiesona
onepaums nokasaHa 6e3 AnuTenbHOM OTCPOYKH, NPU PaHHeEN MaHUdECTaLMN — B NepBble MecsLLbl XXn3Hu. EOKIC,
YYPC, YOO 4.

Korpa HanpaBuTb U Kak HabnogaTb

+ OKCTpeHHas rocnuTannaawms nokasaHa npu NpeHaTanbHO UM NOCTHaTanbHO BbiBNeHHOM MOA.

+ OKCTPEHHO rOCNUTaNM3MpPoBaTh MPW XU3HEY T POXAIOLLMX OCNOXHEHUAX nocne ycTpaHenus MOA/OOA,
NnapoKCM3Max CynpaBeHTPUKYNAPHbIX UK XeNyOO0UKOBbIX apUTMUIA, TAXENbIX HApYLUEHUAX NPOBOANMOCTH C
CuHKone/npecuHKone, 4eKOMMNeHCcaLLMn XPOHUYECKOW cepaeyHon HeJOCTaTOYHOCTY.

« [TnaHoBaga rocnuTann3aumnsa nokasada npv A, cuMnToMax HEJOCTaTOMHOCTH KPOBOOBPALLEHNS, NErOYHON
rMnepTeH3unun, CynpaBeHTPUKYAPHBIX HAapYLWEHWAX pUTMal/MpoBOAMMOCTHW, HESICHOM AMarHo3e C NOTPebHOCTHIO B
cneumanbHbIX CcneaoBaHusaX, nnaHoBow onepadmn no A nnv noBTopHOWM nnaHoBow onepauuy npu MAOA.

« Bbinucka Bo3MOXxHa nocne BbinonHeHHon koppekumv MOA/ A v 3aBepLUeHHOro nocneonepaLmMoHHOro
HabnoaeHns, nocre noadéopa tepanum XCH/aputmun/ AT mpy nokasaHWsx 1 KOMNeHcaUmmn CepagyHon
He[OCTaTOYHOCTW.

« [pr OCNOXHEHHOM NOCeonepaLroHHOM TEYEHUN B TEYeHWe 6 MecaLeB nocne koppekuun NOA/OOA nauneHTy
nokasaHa peabunuraums B CneLnann3vpoBaHHOM Kapanonornyeckom yupexaenunn. YYP C, YOO 5.

YacTble BOMNPOChHI

YeM npuHumnuanbHo otnuyatotesa NMNAA v AOA?

Mpu MNOA OTCYTCTBYET HEerNpepbiBHbIA MPOCBET UMM CErMEHT MeX 1y BOCXOAALLEN 1 HUCXOALLEN aOPTOW, MOSTOMY
CUCTEMHbIN KPOBOTOK HWXeE nepepbiBa 3aBncuT ot OATT. MNpwn JOA eCcTb ABe Ayrv aopThl, 06pa3yioLLme COCYANCTOoe
KO/bLLO BOKPYI TPaxeu v nuLLeBoa.

Kakne cuMnTOMbl AOMKHBI HACTOPOXMUTb B nNonb3y MNMAA y HOBOpOXAEeHHOro?
OfbllwKa, pecnupaTopHbIN ANCTPECC, NPU3HAKM CepaeyYHON HEAOCTATOUYHOCTU, CHUKEHWE NeprndepryecKom

MynbCaumn, LMaHo3 1 MporpeccupoBaHmne A0 LWOKa C MePBbIX AHEN XMN3HW. TUMMYHBI OAbILLKa B MOKOE U MpK
KOPMIEeHWK, NNoxas nprbaBka Macchl, YaCTble PECNMpPaTopHble 3a60MeBaHuS.

Kakne cMuMnTOMbI TUMWYHbI AN ABOWMHOM AYyrv aopThbl?
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CUMMTOMBI BbI3BaHbI KOMMPECCHEN Tpaxeu 1 MULLEBOAA: MHCMIMPATOPHBIV CTPUAOP, 3KCMMPATOPHBIA XpUM, TaxMUMHO3,
natoLwmi Kalenb, anHos/UyaHo3 Npu TSxenon o6CTPyKLMK, MIOX0e KOPMIIEHWe, MoNepX1BaHmne, CpbirvBaHue v
ancearvs. Yacto MaHUdeCcTaums NPoOUCXOaNT B NepBble 6 MECSLLEB XU3HW.

Kakor MeToa AnarHoCTMKyM OCHOBHOM Npu nogo3peHun Ha NMAA nnn OOA?

TpaHcTopakanbHaa OxoKI™ ¢ LBeTHbIM AOMMNNEPOBCKUM KapTUPOBaHWEM — OCHOBHOW METO[, AN1A MOCTaHOBKM
OMarHo3a v oLLeHKM aHaToMuu. Npu HeobXo0AMMOCTU Nepe[ onepaumen unu npu HeybeantensHon OXoKI™ yTouHAT
OaHHble KT ¢ KOHTpacTUPOBaHNEM.

Korpa npwv MNAA Hy>XHbl npocTarnaHAnHbI U B Kakon fose?
Mpw kpuTHyeckom MOA ¢ npuaHakamu 3akpbiTa OAl MHOY3UKO NpocTarnaHAMHOB HaYMHAKT HEMeOIEHHO

BHyTpMBEHHO B f03e 0,003-0,02 MKI/Kr/MUH. KOHTPONMPYIOT HaChILLEHWE KarnUMnApHOW KPOBU KUCITOPOAOM,
NosABNEeHMNe Nynbca Ha HUXKXHUX KOHEYHOCTHX U perpecc nakraT-aLmao3a.

BbIXMMKa coenaHa no TEKCTY pekoMeHAaLmmn U He 3aMeHsieT ero. MonHbIi oduLmanbHbI TEKCT, KanbKynsaTopbl U COKpaLLEHHas BEpPCHS:
https://iukonaceyeHoBa.pd/cr/830-pereryv-dugi-aorty-dvojnaya-duga-aorty. OpuumanbHbii ICTOUHKK: https://cr.minzdrav.gov.ru/
preview-cr/830_1

LLikona CeueHoBa - luKonaceyveHosa.pd/cr/830 - y4ebHas BbkMMKa, CBEPANTECH C OdULManbHbIM TEKCTOM KP

313



	Перерыв дуги аорты. Двойная дуга аорты
	Главное
	Диагностика
	Лечение
	Когда направить и как наблюдать
	Частые вопросы


