LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

Bpo>xaeHHble MOPTOCUCTEMHbIE WYHTbI Yy AeTEN

KnuHuueckune pekomeHdaumn MuHsapasa Poccuu - oetw - pepakumns 2026 r., ctatyc «MpumeHsaeTca» Ha 04.11.2026 - MKB-10: Q26.5, Q26.8 -
ObLepoccunckasn obLecTBeHHas opraHnsaumsa "Poccumnckas accoumaumsa eTCKUX Xnpypros”

BpOXAEHHbIN MopTOCUMCTEMHBIN WyHT (BMCLU, MKB-10 Q26.5/Q26.8) — peakas (1:30 000 XMBOpOXAEHW)
cocyaucTas Manb@opmaLms C aHoMarIbHbIM CEPOCOM NOPTaribHOW KPOBM B CUCTEMHOE PYC/10 B 06XOL NEeYEHW, YTO
NPMBOOUT K rMNepaMMOoHVeMmu, aHLLedanonaTnm, NEroYHO-COCYANCTbLIM 1 OMYXONEBbIM OCITOXHEHUSAM.
PekomeHpaaLms onucbisaeT amarHocTuky (Y3AC — KT/MPT - aHrvorpadus ¢ OKKMo31OHHbIM TECTOM), TaKTUKY
BbXMOAHWA 0N BHYTPUMNEUYEHOUHbIX LYHTOB A0 12-24 MeC 1 paHHee 3aKpblTUe BHEMEUYEHOUHbIX,
NperMyLLECTBEHHO 3HAOBACKYNAPHOE.

naBHOe

 BHyTpurneuéHouHble BINCLL npumepHo y 50% aeTeit CNoHTaHHO 06NNTEPUPYIOTCA K 12-24 MeC; BHEMEYEHOUHbIe
LUYHTbI HE CKMOHHbI K CMOHTaHHOW 06nmTepaLmm

[narHos cTaBuTcs No Bu3yanuaauum: Y3OC BeH NopTanbHOWM CUCTEMbl — MeTOL NepBon NnHUK, 3aTeM KT/MPT ¢
KOHTPaCTOM U aHr1orpapus c noptorpaduen

Mpw BHeneuyéHouHoM BICLL co cTBONOM 1 BETBAMUY BOPOTHOM BEHbl — NPOPUNaKTUYECKOE 3aKpblTUE KaK MOXHO
paHblue, Jaxe Npy 6eCCUMNTOMHOM TeYeHUn

Mpwv BHYTpUneyéHouHoM BICLL 6e3 Xu13HeyrpoxatoLLmX OCMOXHEHNIN — BblXAaTeNbHasa TakTuKa Ao 12-24 mec,
3aTeM 3HOOBACKYNSPHas OKKMo3uA (MpeanodTUTensHO) UK OTKPLITOE BMELaTeNbCTBO

MNocne 3akpbITUA WyHTa BCEM NaUMEHTaM PEKOMEHOYeTCH NpodunakTMYecKasd aHTUKoarynsaHTHaa Tepanms
renapuHamu (rpynna BO1AB) MUHUMYM 1 MECALL C MHAMBUOYaNbHOM KOppeKUMen AnMTensHoCTH

MeankaMeHTO3HOE NeyeHne — BCrNoMoraTensHoe, aﬂbTepHaTMBOVI 3aKpPbITUIO WWYHTa He ABNAEeTCA

HabntopeHve BrkmtodaeT exeroaHoe Y3M neverHu 4ns oLeHKM y3/10BbiX 06pa3oBaHui 1 exeroaHyto OxoKIm ang
ckpuHuHra M- TC. Y nauneHToB ¢ BHyTpuneyéHouHbiM BICLU nocne 2 neT 1y Bcex nauMeHToB C
BHeEMNeuéHouHbIM BINCLL [0 3akpbiTha WyHTa Y3OC BLINOMHAT Kaxable 6 MeCALLEB; NOCNe 3aKpblTUS — Kaxable 6
MeCSILLEB UM eXErofAHO MNOXMU3HEHHO

OunarHocTuka

1. CobpaTb aHaMHe3: HeBPOOrMyeckne CUMNTOMbI, OAbILLIKa/LLMAHO3, HEOHaTanbHasa XenTyxa, Xonecras,
FUMOrINKEMUS, «CKPUHUHIOBas» ranakTo3emusl, CroHTaHHas 6enkosas asepcus (YYP C, YOI 4)

2. ®DU3MKabHO MCKaTb MNPU3HAKM XPOHUYECKOM MMMOKCEeMUU: LIMaHO3, Oablluka, «6apabaHHble nanodkuy (YYPC, YOA
5)

3. [TabopaTtopus: acnapTaTaMmHoTpaHchepasa, [T T, 06LWmIi U KOHBIOrMPOBaHHbIV BUNNMPYBUH, MPOTPOMBUHOBOE
BpemMsA/MHO, rntoko3a [0 1 Nocne efbl; aMMUaK, XenuHble KUCNOoTbl, MapraHeL, (YYPC,YOO5)

4. TvnepranakTo3emMuns npy CoxXpaHéHHom akTBHOCTM GALT 1 HopMarnbHoM Gal-1-P — kocBeHHbI npuaHak BICLL
(YyPC,vO05)

5. Y3[C HIB v BeH NopTanbHOW CUCTEMbI — NEPBast NIMHWUS; Y AETEN C BHYTPUMNEYEHOUHBIM LIYHTOM A0 12-24 Mec —
KOHTPONb Kaxable 3-6 Mec (6naronpusTHble NPU3HaKK: CTBOS BOPOTHOW BEHbI 60/1ee 3 MM, BETBM OKOSMO 1,5-3 MM)

6. KT/MPT 6ptoLHOM MOMOCTN C KOHTPACTOM: Mpu BHyTpUneuéHouHoM BINCLL — nocne 12-24 mec unm paHee npu
TAXENbIX OCMIOXHEHWSX; NPY BHEMEUYEHOYHOM — MOCre noaTeepxaeHus no Y3AC HesasmcKmo oT BoapacTa (YYP C,
yOn 4)

7. AHrnorpagus c noptorpaduen n oKKMo3nMoHHbLIM TECTOM — «30M0TOM CTaHAAPT» OLLeHKM PYHKLMOHANbHOM
COCTOATENbHOCTM NOPTanbHOM CUCTEMbI Nepes 3akpbiTvem LwyHTa (YYP C, YO 4)

8. OLeHKa ocnoxHeHuin: OxoKI™ BCeM Npu yCTaHOBNEHWUM AMarHO3a Ans cKpuHuHra Ml kateTepu3aumns npasBbix
0TAenoB cepAua npy noao3pexnn Ha M, MPT ronosHoro Moara (T1) npu runepaMMoHvemMmm/aHLLedanonaTum —
BbISIBNEHVE MTMNEePUHTEHCUBHOIO CUrHana B 06nacTu 6n1eHoro wapa, CBA3aHHOIO C OTNIOXEHNEM MapraHLua
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INeueHue

* Llenb neveHuns — pa3obLUeHue LWyHTa 1 BOCCTaHOBNEHME NOPTanbHOM Nepdy3nn; METOL 3aBMCUT OT TUMA LYHTa,
COCTOSAHWSA MOPTanbHOW CETU, OCNOXHEHUI 1 BO3MOXHOCTEN YUPEXAEHUS

Mpw OTCYTCTBUM BU3Yanu3aLmm BOPOTHOW BEHbI — MHTPaonepaLmnoHHas peBm3ns U3 nanapoToMHOro 4OCTyna
aHrvorpadven u/nnm Y3W; npu oTCcyTCTBUM CHOPMUPOBAHHOW BHYTPUNEUYEHOUHOW NOPTaNIbHOM CETU — 3aKpbiTHe
WyHTa C POPMUPOBAHNEM ME3OMNOPTANBHOIO WYHTA

BHyTpuneuérouHbin BIMNCLLU 6e3 TaXEénbIX OCNOXHEHWU — HabnoaeHne 0o 12-24 mec; fanee aHaoBacKynsapHas
OKKIMIO3MSA KaK NPeanoyTUTENbHbIN METO, OTKPLITOE BMELLATENbCTBO — NPW HEBO3MOXHOCTU UK
HeapdEKTVBHOCTM SHAOBACKYNAPHOro 3akpbiTus (YYP C, YOO 4)

HekoHTponunpyemas noprasibHasg rmnepTeH3nsa nocne oKKNo3mmn — GopmmpoBaHue nepmndepmnyeckoro
MOPTOCMCTEMHOTO LUYHTA, BK/oYas CrneHopeHanbHble WwyHTsl (YYP C, YOI 4)

TpaHcnnaHTaumMio NeveHn cneayeT paccMaTprBaTh Npu Hepe3ekTabebHbIX UM MynbTUOKaNbHBIX
3M10Ka4ECTBEHHbIX OMYyXONaX NeyeHn nbo Npu TAxEnomn nporpeccupyoLlen Ml ecnm 3akpbiTye WyHTa
HeBo3moxHo (YYP C, YO 4)

Mpwy nooTBEPXAEHHOM OCTPOM TPOMBO3€ NoPTaribHOW CUCTEMbI MOCNE OKKMO3UK 1nn nepeBsasky BIMCLL
Ha3Ha4aloT Ne4ebHYI0 403y aHTUKOAaryNnAHTHOW Tepanuu; Npu oTCyTCTBUM 3PPEKTa pacCMaTPUBAIOT SKCTPEHHOE
HanoXxeHne NOPTOCUCTEMHOTO LLIYHTa

Mpy NeYEHOUHON aHLLedanonaTum pekoMeHayeTCs YCTPaHATb NPOBOLMPYOLWME GaKTOpbl; MPUMEHSTb
Heabcopbupyemble ancaxapuabl C TUTpaUmen 003bl 40 2-3 aKTOB Aedekaunn B CyTKW, a'y AeTen cTaplile 12 net npu
HeapPeKTMBHOCTM [0BaBNATL PUdaKCUMUH. [pK peLmManMBUPYIOLLEN UM MePCUCTUPYIOLWEN SHLLedanonaTnm
PEeKOMeHOyeTCH YaCTUYHaA 3aMeHa XMBOTHOIO 6er1Ka pacTUTENbHBIM 1 MOMTOYHBIM NMPK COXPaHeHUK 0bLLEero
KonuyecTsa 6enka

Korpa HanpaBuTb M Kak HabnogaTb

« [TNaHoBas rocnuTan13aumsa B MHOronpogubHbIM AETCKUIM CTaLMOHAaP C OMNbITOM COCYAUCTLIX BMELLATENbCTB U
MHTpaonepaumoHHOM aHrMorpapuen: KOMNIekcHas AnarHoCThKa C OKK/IO3MOHHbBIM TECTOM, 3aKkpbiTne BICLL,
oLLeHKa AN TpaHCnaaHTaumm, oueHka ocnoxHeHuin (MM, TTIC, y3nbl neyeHmn)

+ OKCTpeHHas rocnuTanuaaums: NPorpeccupytoLast NEroyHas rmnepTeH3us, TAXENbIA renaTonynbMOHarnbHbIN
CYHOPOM

+ Bbinucka: CTabunbHOE COCTOAHME NOCNE 3aKPbITUS LWYHTa, OTCYTCTBUE MPU3HAKOB OCTPOW MOPTaIbHON
runepteH3un no Y3C, HasHauyeHHas cxema aMbynaTopHOro HabnaeHUs 1 Tepanum

+ TpaHcrnnaHTaumMio NevYeHn crnegyeT paccMaTpmBaTh Npu Hepe3eKTabenbHbIX Un MynbTUdOKaNbHbIX
3M10Ka4ECTBEHHbIX OMYyXOAX NeYeHN 1 Npu TAXENON nporpeccupytoLe M ¢ HeBO3MOXHOCTbIO 3aKPbITUS LWYHTa

YacTble BOnpochl

Kakon MeToa anarHocTuku BrCLU nepBbin?

[ynnekcHoe ckaHnpoBaHue HIMNB 1 BeH nopTanbHOM CUCTEMbl — METO[ NEPBON NIMHWUM Y BCEX NALMEHTOB C
NOMI03PEHMEM Ha BHYTPU- 1 BHeneuYéHouHbIn BINCL (YYP C, YOO 5). Janee BbinonHaoT KT/MPT ¢ KOHTpacToM Ans
YTOUYHEHWS aHaTOMUK U aHIMorpaduio C OKKMIO3MOHHBIM TECTOM Nnepep 3aKpbiTUEM.

KorpaxpaTb CNOHTaHHOr O 3aKPbITUSA WYHTa?
Mpwu BHyTpuneyéHouyHoM BIICLL y npumepHo 509 aeter obnmutepaums NpouCXoamT K 12-24 Mec, No3ToMy 6e3

XU3HEYrPOXaIOLLMX OCNOXHEHUI OMYCTUMA BblXNAaTENbHAsA TakTUKa. BHENe4Y&HOUHbIe LWYHTbI HE CKMOHHbI K
CMOHTaHHOWM 06nMTEepaLnmM 1 TPEBYIOT paHHEro 3aKPbITUA.

YTO 3HaUUT «CKPUHUHIOBas ranakrosemusi» npu BrCLU?
3TO runepranakTo3eMms no HeoHaTanbHOMY CKPUHWHIY MPY COXPaHEHHOW akTUBHOCTW GALT 1 HopMansHoM Gal-1-P

Ha PpoHe Npréma nakTo3bl. OHa paccMaTpMBAETCS Kak KOCBEHHbIN Npu3Hak BMNCLU 1 oTinyaeTca OT Knaccuyeckou
ranakTosemum.

Hy>Ha nv aHTUKoarynsHTHasi Tepanusi Nocne 3akpbiTUs WyHTa?

LLikona CeveHoBa - WkonaceyeHosa.pd/cr/1089 - yuebHas BbIX1MKa, CBEPANTECH C OpULIManbHbIM TekCToM KP 213



[a, BceM nauyeHTam HasHaualoTcs renapuHbl (rpynna BO1AB) MUHUMYM Ha 1 MecsLL C mocnenytoLen
WHOWBUAYaNbHOW KOPPEKUMEN AnNUTENbHOCTU — ANA NPOMUNaKTUKM TPOMB03a NopTanbsHOM CUCTEMDI.

Kak HabniogaTb nauyeHTa nocne 3akpbITUS WyHTa?

Moxn3HeHHO: Y3 neyeHn exxeroaHo Ans oLeHKM y3rnoBbix 06pa3oaHui, OXoKI™ exeronHo ang ckpuHuHra MNrirn mic,
Y30OC nopTansHOM CUCTEMbI Kaxable 6 MECHALLEB NN eXerofaHO. MNocne CNOHTaHHOM OKKITIO3UW BHYTPUNEYEHOYHOIO
WyHTa — KOHTpornbHoe Y3[C vepes 1 roa Ans noarsepXxaeHnsa CTabunbHOCTY MOPTanibHOMO KPOBOTOKA U UCKMIOYEHNS
peunavBa.

BbIXu1MKa caenaHa no TeKCTy pekoMeHaaLUmmn U He 3aMeHseT ero. MonHbI 0PULManbHbIA TEKCT, KabKyNATOPbI 1 COKPaLLEHHaa BEpCUa:
https://wkonacedeHosa.pd/cr/1089-vrozhdennye-portosistemnye-shunty-u-detej. OdpurumanbHbiv ICTOUHKK: https://cr.minzdrav.gov.ru/
preview-cr/1089_1
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