LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

CMHﬂpOM rmnonna3vu neebix otaenoB cepaua

KnuHnyeckune pekomeHdaumn MuHsapasa Poccun - oetu - pepakumns 2024 ., ctatyc «[pumeHsieTcsa» Ha 04.11.2026 - MKB-10: Q23.4 -
AccouuaLmg cepe"Ho-CoCyancTbIX XMpypros Poccun, Bcepoccuinckasn obLiecTBeHHasa opraHu3aums “AccoumaLma 0eTCKMX KapaMonoros
Poccun', ObLuepoccumnckas obLeCcTBEeHHas opraHu3aumns CoOAeNCTBUS Pa3BUTUIO TyYEeBOW ANarHOCTUKM U Tepanum "Poccumnckoe obLLecTBo
PEHTreHoNnoros 1 paanonoros”

CVHOPOM runonnasvm nesbix oTaenos cepaua (CrC) — KpUTUUYECKUIA BPOXOEHHbIN MOPOK C HeJOpasBUTHEM
CTPYKTYP NEBOro cepfLLa, BOCXOOALWEN aOpTbl U/UNW Oyrv aOPThl, MPY KOTOPOM MOCTE POXAEHWS NeBOe CepaLe He
obecreyvBaeT afeKBaTHbIN CUCTEMHbIV CEPAEYHbIN BHIBPOC. PEKOMEHAALLMA NOCBALLEHa BbICTPOW AMarHOCTUKE,
noaaepXxaHuio MPOXoaAMMOCTY apTEPUanbHOro MPOTOKA, BEIBOPY 3TaMHOM XMPYPruiyeckon TakTUKK 1
MeX3TanHoMy HabMtoAeHWIO HOBOPOXAEHHbIX 1 feTten ¢ CITIC.

naBHOe

« CI'T1IC obbeamHsaeT pa3nnyHble couveTaHna nopa>KeHvu?| MWTPanbHOro M aopTasibHOro KnanaHoB, rmnornna3nn
N1eBOro Xenynoyka, BOCXOsILLEN aopTbl U YT aOpPThI; qJYHKLI.l/IOHaJ'IbHO 39TO HECMOCOBHOCTb NTIEBOI0 cepiua
nogaoepXxmBaTb CUCTEMHbIN KPOBOTOK Cpagy nocne poxaeHnd.

MOpPOK KPUTHMYECKMI: BE3 XMPYPrUYeCcKOro neyeHms npakTMYeckn Bce 4eTH NorndatoT K 6 MecsLLaMm, npuyeM okono
25% cMepTen NPUXOANTCH Ha NEePBYIO HeENo XNU3HN.

Oxokapavorpadusa — ocHoBHOW MeToA noaTeepxaeHus CIT1C; oHa oLeHVBaeT KianaHbl, pa3mMepbl NeBoro
Xenynouka, BOCXOAALWEN aopTbl M AyrK, aHTerpaaHbi KPOBOTOK, MEXMPEeACepaHOE COOBLLEHNE, apTepuanbHbIn
MPOTOK M QYHKLMIO MPaBOro XenyaouKa.

Mocne noATBepxaeHUs anarHo3a pedbeHka seayT B OPUTH 1 CpOYHO NepeBOadAT B KapaAMOXMPYPrudecKuin
CTaLMOHap, Aaxe ecnin COCTOAHNE BPEMEHHO CTabuNbHO Ha NpoCcTarnaHauHax.

[o onepauunn noaaepxmBatoT MPOXOANMOCTb apTepuanbHOro NPOTOKa NHPY3NEN annpocTaanna; y CTabuibHbIX
nauneHToB fo3a cocTasnsgeT 0,003-0,005 MKr/Kr/MUH, Mpy peCTPUKTUBHOM rnpoToke — 0,01-0,05 MKr/Kr/MUH.

Lleneson opueHTUp npeaonepaLmoHHon cTabunmaaumm — c6anaHCMpOBaHHbIN NErOYHbBIN M CUCTEMHbIN KPOBOTOK;
caTypaums 06blYHO [OMXKHa HAXOAMTLCA B Anana3oHe 75-90%, a npu cTabunbHOM caTypaumm 75-85%
LOMNONHUTENbHBIN KUCNOPOL HE MPUMEHSIOT.

CraHpapTHas Xupypruyeckas ctpaTerust — Tpu atana OfHOXeNy404YKOBOW KoppeKLmn: Norwood-Sano nnm
Norwood-Blalock B nepByto Hefento X13Hn, AByHanpaBneHHbIN KaBonynbMOHasIbHbIM aHacTOMO3 B 2-10 MecsLLEB 1
Fontan B 18-36 mecsLeB.

OunarHocTuka

1. Mpu NpeHaTanbHOM CKPUHMHIE BbINMONMHWUTL aXoKapamorpaduio nnoaa: Clr/1C MOXHO 3anofo3puTb HaunHas ¢ 16—
18- Hepenv 6epeMeHHOCT!.

2. Cpasy nocne poxaeHUs OLLEHWTb Xanobbl 1 aHaMHe3, BKMtoYas CBeeHWs 0 MpeHaTanbHO BbisBneHHOM BIC;
NPOBECTW OCMOTP KapAMONOroM UM KapaAMOXMpYpProMm. ickaTb Taxmkapamto, oablLLKyY, AblXaTenbHble
PacCTPOMCTRA, LiaHO3, XpUrbl, FenaToOMeranumio, rtMnoTeH3mo 1 ocnabneHune nepudepryeckon nepdysunm.

3. [puv pn3nkansHOM 06CnefoBaHUN U3MEPUTL apTepuanbHOE AaBNeHne, BbICNyLWaTb CEPALLE U OLEHUTb XMUBOT:
XapakTepHbl YMEPEHHbIV CUCTOMMYECKMI LLIYM MO TEBOMY KPato MPYyANHLI, OCNabneHHbI N OTCYTCTBYHOLLWN
BTOPOW TOH Haz, a0OpPTOW, a TakXe NPU3HaK1 3HTEPOKONMUTa — MHEBMATO3 KULLEYHWKa U CBOBOAHASA XNOKOCTb B
OPIOLLHOW NONOCTMW.

4. ViccnenoBaTh KUCNOTHO-OCHOBHOE COCTOsIHWE M rasbl Kposu, BkNovast pH, BE, pCO2, pO2 v nakTaT;
npeanoYTUTENbHLI OOHOBPEMEHHbIE MPOBLI C BEPXHEN U HUMXHEN KOHeuHOoCTen. CaTypaumna 75-90% npun pCO2 40—
50 MM pT. CT. ¥ ONYCTUMOM pH COOTBETCTBYET COanaHCMpPOBaHHOMY KPOBOTOKY, a caTypaLms Boilwe 90-93% ¢ pH
MeHee 7,3 1 pCO2 30-40 MM PT. CT. yKa3bIBaeT Ha NpeobnagaHue neroyHoro KpoBOTOKa.

5. BeINonHWTL TpaHcTopakanbHyo OxoKI™ ¢ LBeTHbIM AONMNEPOBCKUM KapTUPOBaHWEM — OCHOBHOW MOCTHaTasbHbIN
LMarHocTuYeckumin atan. OnpeaenuTb aHaTOMUIO MUTParbHOMO U aopTanbHOrO KnanaHoB, pa3Mepbl NEBOrO
Xenynouka, BOCXoasLen aopTsl U AyrW, Hanu4umne aHTer pagHoro NoToka, pa3mepbl MeXNPeacepaHOro COOBLEHMS
1 apTepuanbHOro NPOTOKa, KPOBOTOK B BPIOLLIHOM aopTe, hyHKLMIO MPaBOro Xenyaouka v TpPeEXCTBOpYaToro
KnanaHa.
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6.

7.

HononHnTb ob6cnenoBaHve peHTreHorpaduen rpyaHon kneTtku n OKI™ peHTreHorpadust BbIIBNAET NONHOKPOBUE U
oTtek nerknx, a KM — 06bIYHO HecneLmndUYeckmne NpusHaky neperpy3kun NpasbiX OTAENOB. [1py HeAOCTaTOYHOW NN
npoTtmsopeudnsoin 3xoKI™ BbinonHWTL KT cepLLa ¢ KoHTpacTuMpoBaHveM nnv MPT cepdLa 1 MarncTpanbHbiX
COCy[0B.

Y HOBOPOXAEHHOMO BbIMOMHWUTL HEMPOCOHOrPaduio; Nepes KaxabiM 3TanoM XMpYpPriuyeckon KoppeKLmmn
AOMONHUTENBHO NPOBOANTL HEMPOCOHOMPadUIo M/mnm KT ronoBHOMO MO3ra v KOHCY/bTaLLMIo HeBponora.

IleueHue

PopopaspelleHre NpoBoanTb B CTaLMOHape He Huxe lIl ypOoBHS, XenaTenbHO PAAOM C KapaMOXpYprudecknum
LleHTpoM. [Nocne poxaeHusa pebeHka ¢ npeHaTanbHo ycTaHoneHHsIM CITT1C cpasy nepesoast 8 OPUTH; nocne
CTabWIN3aLLmmM — B KapAMOXUPYPrudeckuii CTalmoHap, 06bIUHO B NepBble 24-48 Yacos xm3Hu (YOO 4-5, YYP C).

Mocne ycTaHOBKM BEHO3HOMO AOCTYMNa HadaTb MHPY3MIO annpocTaaunia Ans noaaepXkaHns OTKpbITOro
apTepuanbHoro npotoka: 0,003-0,005 MKr/Kr/MUH y CTabUNbHbIX NaLMEHTOB; NPW PeCTPUKTUBHOM OATT, CHUXEHUU
caTypauum unv naktaT-aumgose — 0,01-0,05 Mkr/kr/mud (YOO 4, YYP C).

Mpu caTypaumm 75-85% OOMNONHUTENbHbIN KUCOPOL He HasHadaTk (YOO 5, YYP C). Mpu cTabuibHOM COCTOAHMM
6e3 BblpaxeHHbIX MeTabonnmyecknx HapyLeHnn nsberats BJT; npu catypaunm 6onee 90% BMecCTe C nakTat-
aLMA030M, TMMOTEH3UEeN 1 ONUrypUen MHTYBMPOBATL M NPOBOAMTL MBJ1 Bo3ayxoM ¢ FiO2 21% (YOO 2, YYPC).

Py CHUKEHUM DYHKLMM NPABOrO Xenyaoyuka CHavana yMeHbLUTb M30bITOUHbBIN NeroYHbIN KPOBOTOK, 3aTEM
NCKNIOYNTL MMMOBONEMMIO U NPY HEOBXOANMOCTWN Ha3HaAUNTL CUCTEMHbIN BA30ANIaTaTOP Mo KOHTPONEM
LaBneHus. BO3MOXHbI HUTpONpyccua HaTpusi C HadanbHow A03bl 0,3 MK /Kr/MWH nnn neBocuMerdaH 0,05-0,2 mkr/
Kr/MWH; Mpy HeAOCTaTOUHOM 3DPEKTE NPUMEHAIOT AOBYTaMWUH UNW AOMaMUH 4-6 MK /KM /MWUH C TUTPOBaHWEM
MakCcMyM A0 10 MK /Kr/MyH, 3aTeM Npy He06XOAMMOCTH annHedpuH ¢ 0,01 MK /Kr/MyH. Bbicoknx 03
afpeHeprunyeckmx u fodammHepruyeckmux CpeacTs U3berator.

Mpw PECTPUKTUBHOM MEXMpeacepaHOM COOBLLEHWM C rpaaneHToM 6oree 10 MM PT. CT. 1 BblpaXeHHbIMU
METabOMMUYECKMMM HaPYLLEHUAMM BbINOMHUTL 6aANNOHHYI0 aTprocenTocTomuio (YOO 4, YYP C). Mpu BbipaxeHHOM
PECTPUKLMAW UNN MHTAKTHOM MeXNpeAcepaHON Neperopoike aKCTPEHHO AeKOMMNpeCccHMpoBaTh NeBoe npeacepave
B NepBble 3 yaca XU3HMN.

MepBbii aTan xupyprum — Norwood-Sano unv Norwood-Blalock B TeueHne nepsoi Heaenv xuanm (YOO 4, YYP C).
BTopoit aTan — AByHanpaBneHHbIn KaBomnynbMOHarnbHbI aHacToMOo3 B 2-10 MecALeB, TpeTun — onepauud Fontan B
18-36 MecsLEB, B MOANDVKALWMN SKCTpakapavansHoro koHayvTa (YOO 4, YYP C).

MBpMOHBIN MepBbIr 3Tan BbIGUPAIOT MNPK KpanHe TAXENOM COCTOAHUK, MOCTYMNEeHUM cTapLue 1 Hegenu nm HU3Kou
Macce Tena; nocrne Hero BTOPOW aTan BbIMNOMHSIOT B 3-5 MecsaLeB. ANbTepHaTmBa — pa3feribHoe CyXnBaHue
NeroYHbIX apTepui C NPOAOMKEHWEM NPOCTar faHAMHOB, HO HEMPEPLIBHYIO NHDY3MIO 6onee 2 MeCALLEB CUMTaIOT
KpaiHe HexenaTtenbHon (YOO 4, YYP C).

Mocne onepaumn Norwood-Blalock nnn Norwood-Sano npoBoAsaT TPOMOONPOPUIaKTUKy renapuHoM. Ana
HedpaKLMOHMPOBaHHOIO renapuHa: 6ontoc 75 Ea/kr, 3atem oetam mnagwe 1rona 28 Ea/kr/v, ctapwe 1roga 20
En/kr/v c nabopatopHom koppekuuen; nocne OKIMA nnn Fontan nanee Ucnosnb3yoT aHTaroHNCTbl BuTamuHa K ¢
MHO 2,0-3,0 n160 p1BapokcabaH ¢ KoHTponeM aHTu-Xa 0,5-1,0 (Y44 3, YYPC).

Korpa HanpaBuTb ¥ KaKk HabnaaTb
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MoaTteepxaeHHbIn CIMT1C — ocHOBaHWe Ons HeMeLeHHOoro nepesofa peberHka B OPUTH, Havana
npocTarnaHaMHOB 1 3KCTPEHHOW OpraHM3aumMm nepeBoaa B KapaAMoXMpyprimyeckmi CTaumoHap; CTabunbHOCTb Ha
(hOHe Tepanum He OTMEHSIET CPOYHOIO NepeBoaa.

HecTabunbHOro HOBOPOXAEHHOIO, BKITKOYas pebeHka C pecTpUKTUBHbIMU apTepuanbHbIM MPOTOKOM UMK
MeXNPeAcePAHbIM COOBLLEHNEM M CTEHO30M NIErOYHbIX BEH, TPAHCMOPTUPYIOT B NepBble 24 Yaca Npu yCrnosum
TpaHCcnopTabensHOCTU; OCTalbHbIX MOCE CTabunmMsaumm NepeBoasT B NepBble 24-48 Yacos.

Mocne Kaxaoro atana KoppekLumn TpebyeTcs HabmoAeHWe AeTCKOro KapamMonora, UMetoLwero onbIT paéoTsl ¢ BI1C;
Mexay atanamMuy neguaTtp ocMaTpuBaeT pebeHKa He pexe OLHOro pa3a B 2 Helenu, Kapauornor B NepBble 2 MecsLa
— He pexe pa3a B 7 AHeW, 3aTeM — He pexe pasa B MecsLl.

B cneumanvavpoBaHHOM KapAnOXMPYPriyecKoM CTauvoHape obcneaytoT pebeHka He pexe 0AHOro pa3aB 3
MecsILLa B MEX3TaNHbI NEPUOL M B TEYEHMe NepBoro roda nocne Fontan; yuepes rog nocne Fontan — He pexe
O[HOrO0 pa3a B rof, ONTUMasbHO ABaXbl B rof.
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+ Bbinmcka Bo3MOxHa Npu c6anaHCUpOBaHHOM CUCTEMHOM W TEFOYHOM KPOBOTOKE, OTCYTCTBUM AblXaTeNbHON
noaaepPXKX U BHY TPUBEHHON Tepanuu, NPU3HaKoB CepaeYHON HEJOCTAaTOUYHOCTH U NMPU CUHYCOBOM PUTME.

YacTble BOMNPOChHI

Kak noaTreepanTb CUHAPOM rmnonna3nny neBbiX oTAenoB cep.uu.a?

OcHOoBHOM MeTOO — TPpaHCTOpaKalibHadA OxoKI ¢ uBETHbBIM 0onnnepoBCKUM KapTUpPOBaHNEM. OHa [omXHa noka3aTb
co4eTaHmne rmnonnas3nm nnm Nnopoka MMTpPanbHOro n/vinm a0pTanbHOro KnanaHa, He4opPa3BUTUA NEBLIX OTAENO0B U
OUEHUTb apTepmaanbu?l NPOTOK, MeXnpencepaoHoe cooblLeHme n ('DYHKLI.I/II'O npaBoro Xenynodka.

Kakyto no3y annpocTtagvna ucrnonb3oBaTb 40 onepauum?

Y cTabunbHoro nauneHta — 0,003-0,005 MKr/Kr/MUH. [Tpy peCTPUKTUBHOM apTepuanbHOM MPOTOKE, CHUXEHWUM
caTypauum unun naktat-aumaose nosy ysenmumsatoT Ao 0,01-0,05 MKr/Kr/MUH.

Hy>xHo nu gasaTb KMcnopop npv catypaumm 75-85%7?

HeT, nononHuTenbHas okcUreHoTepanusa Npy Takom caTypaumn He pekoMeHayeTcs. MNpu caTypaumnm 6onee 90% B
coueTaHuu C naKkTaT-aunao30M, F’MNoTEH3MEN K ONUIypUen nokasaHbl MHTY6auma v VIBJ1 ¢ FiO2 21%.

Korpa BbinonHATL 6annOHHYI0 aTPUOCENTOCTOMUIO?

lNpv rpagveHTe faBneHnsa Ha MexnpeacepaHoOM coobLleHn 6onee 10 MM PT. CT. U BbIPaXeHHbIX METabOoINYECKNX
HapyLLeHnsX. MNpu BbipaXXeHHOW PeCTPUKLMK UM MHTaKTHOM MeXMnpeACepAHON Neperopoake BMeLLaTensCTBo
NPOBOASAT 3KCTPEHHO, B MEPBbIe 3 Yaca XM3HW; NPy HepeCTPUKTUBHOM COOBLLEHNN [0 OnepaL/mMm aTpUoCeENTOCTOMUIO
He BbINOHSAIOT.

B kakune cpokv NpoxoAsT 3Tanbl XMpypruyeckom KoppekLmn?

Norwood-Sano nnn Norwood-Blalock BbIMONHAIOT B TEUEHWE NepBOn HEAENM XM3HW. [1ByHanpaBneHHbI
KaBOMYbMOHasbHbI aHAaCTOMO3 NPOBOAAT B 2-10 MecsLeB, a Fontan — B 18-36 MecsALeB; nocne rmépuaHoro
nepBOro aTana BTOPOW 3Tan BbIMONMHAOT B 3-5 MeCsLEB.

BbIXMMKa caenaHa no TeKCTy pekoMeHAaLmMm U He 3aMeHseT ero. MNonHbIN 0puLIManbHbIN TEKCT, KanbKyNaTopk! 1 COKpaLLEHHas Bepcus:
https://lukonaceyeHoBa.pd/cr/602-sindrom-gipoplazii-levyh-otdelov-serdca. OpuumanbHbIi ICTOYHMK: https://cr.minzdrav.gov.ru/
preview-cr/602_2
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