LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

HapyweHusa o6MeHa Meau (6one3Hb BunbcoHa)

KnuHnueckune pekomeHdaumn MuHsapasa Poccuu - B3pocnble, AeTH - pefakums 2024 ., ctatyc «[pumeHsaeTcsa» Ha 04.11.2026 - MKB-10:
E83.0 - Coto3 neamaTpos Poccuun, Hekommepyeckoe MapTHepCTBO “"HauroHanbHoe 06LWeCTBO Mo U3yyeHWo 601e3Hn MNapkKMHCoHa 1
PaCcCTPONCTB ABMXEHMI', ABTOHOMHas HEKOMMepyecKkas opraHn3aums "ObLweCcTBO AeTCKMX raCTPO3HTEPOIOroB, FrenaTonoros 1
HYTPULMOMOroB”

BonesHb BunbcoHa — pekoe ayTOCOMHO-peL.eCCMBHOE 3aboneBaHne, CBA3aHHOE C NaToreHHbIMU BapraHTaMm
ATP7B 1 HakonneHvem Meau npemmMyLLIeCcTBEHHO B NeYeHu, LleHTpanbHON HEPBHOM CUCTEME 1 POTOBULLE.
PekoMeHdaLma oxBaTbiBAET ANArHOCTUKY Y AETEN 1 B3POCTIbIX, MOXMUIHEHHYIO MEALINMMMUHUPYIOLLLYIO TEParuio,
HabnoaeHe 1 NokKasaHWs K TpaHCMNaHTaLm NeveHu.

FnaBHOe

- bonesHb BunbcoHa cnefyet ncknoyaTth y AeTen cTaplue 1roaa v B3pochbix Mpy HEOObACHNUMOM MOBbILLEHMN
TpaHcaMnHa3, OCTPON MEYEHOUHOM HEAOCTAaTOYHOCTM, XPOHUYECKOM renaTuTe, LMppo3e nedeHu, Kymoc-
HeraTMBHOW reMOIUTUYECKOM aHEMUK, HEBPONOMMYECKUX MU NCUXOMNaTONOMMUYECKUX HAPYLLUEHUAX
HEYCTaHOBNEHHOM 3TUOMOMM, @ TakKe NPY OTAFOLWEHHOM CEMEHOM aHamHese. [YYP He yka3aH]

[narHos yctaHaBnmBatoT No lennuurckon Wwkane: 4 6anna n 6onee 03HavyaloT yCTaHOBNEHHYIO 60n1e3Hb BunbCcoHa;
3 6anna — AmMarHo3 BeposiTeH, HO TpebyeTcd fAanbHellee obcnenoBaHue; 2 6anna v MeHee oenatoT AMarHo3
COMHUTENBHBIM. [YYP He yKa3aH]

HopMarbHbI LlepynonnasMuH He UckIiodaeT 6onesHb BunbcoHa. 3HadeHne meHee 10 Mr/an nosbilaeT
BEPOATHOCTb 3a60M1EBaHNA, HO MHTEPMNpeTaLMa 3aBUCUT OT BO3pacTa, BOCNaneHus, nMtaHus, 3abonesaHum
neyeHun 1 notepu beska.

CTpaTeI'VIl/I neyeHus 6one3Hn BunbcoHa HanpaBlieHbl Ha CH/XeHWe coiepXaHda Mei B OpraHn3mMe: orpaHnyeHmne
n0Tpe6nequ MEM C NULLEN, YMeHbLlLeHWe BCacCbliBaHWA Men CONAMU LIMHKa n/vinm yBennyeHne BbiBeieHna Meam C
MOuYOM Xenartopamu. Neyenne cnegyeT HavyMHaTb Nocne yCTaHOBNEeHNA ANarH0o3a.

Ha nopnepxwvBatoLen xenatupyloLen Tepanum Lenesas CyTouHas aKCKpeLmsa Meam ¢ Moyon coctasnsaet 200-500
MKT; MPW Tepanmu LIMHKOM LLefieBON YpoBeHb Mean B Mode — 30-75 MKr/cyT, a 3HaveHue Huxe 30 Mkr/cyT
yKa3blBaeT Ha Nepeao3vpoBKyY NpenapaTom.

TpaHcnnaHTaumsa neyYeHu nokasaHa Npu OCTPOW NeYEHOUYHON HeJOCTAaTOYHOCTU, HE3IPHEKTUBHOCTU XENaTHON
Tepanuu B Te4eHMe HeCKOMbKMX MECALLEB Y NaLMEHTOB C JeKOMMNEeHCMPOBaHHbLIM LIMPPO30M NeveHu,
BO3HWKHOBEHWUN THAXENOW NPOorpeccupyoLlen ne4€HOYHOM HEAOCTAaTOYHOCTU NPY CaMOCTOATEIbHOM
npeKpaLleHun NedYeHns; eé Takxe pekoMeHA0BaHO PaCCMOTPETL MPU NPOrPEeCCUPYIOLLIMX U HeOBpaTUMbIX
HEeBPONOrNYEeCKNX HapyLLEHUAX.

HabnioneHve BKNOYaeT KOHTPOIb KPOBU, QYHKLMM NEYEHWN 1 NOYEK, KOarynorpamMmMbl 1 Mean B MOYE; B PEMUCCUM
OCHOBHbIE TabopaTopHbIE NoKasaTen KOHTPONMPYIOT Kaxdble 6-12 Mecsues, a Y3M opraHoB 6ptoLLHOM NOMOCTU U
nouek — kaxaple 6-12 mecsLeB.

OunarHocTtuka

1. CHavana BbIABMAOT NOKa3aHWA K CKPUHWUHIY: HeOBbACHMMOE noBbiweHne AJTT/ACT, oCcTpyto NeYEHOUHYIO
He[OCTaTOYHOCTb, XPOHUYECKUN renaTuT, LIMPPO3 NeYeHn, HeBPONOrMYeCcKne Unm ncuxonaTonornyeckme
HapyLUeHNs HeyCTaHOBNEHHOW 3TUOMOruun, KyM6C-HeraTMBHY reMONUTUYECKYIO aHEMUIO MO0 CEMENHbIN
aHamHe3 60ne3Hn BunbcoHa.

2.TMpu cbope aHaMHe3a 1 Xanob obpaLLaloT BHMMaHKE Ha OTAMOLLEHHBIN CEMENHbIN aHaMHe3, peLnanBUPYIOLLYIO
XENTYXY, aCLUT, CIOHOTEYEHME, TPEMOP, MNOXYI0 KOOPAMHALMIO, HAPYLLEHWNS MENKOM MOTOPUKM, OUCTOHWIO,
NapKMHCOHW3M, NCeBAOOYNbOAPHBIN CUHOPOM, AENPEeCcCUio, HEBPO3, TPEBOXHOCTb U CHUXEHWE UHTENIEKTA.

3. MNpoBoASAT OCMOTP 0P TanbMosora ¢ GBUOMUKPOCKONMEN MU LLLeNeBOM namne Angd novcka konew, Kansepa—
®nenwepa 1 «MeaHoN» KaTtapakTbl. OTCYTCTBME KOMELL HE UCKITIOYaeT AMarHos.

4. Ha3HavaloT 06LLUM aHanm3 KpoBw, broxnuMudeckoe nccnenosaHue ¢ AT, ACT, bunmpybuHom, L, T,
anb6yMUHOM M OBLLMM 6EIKOM, OLLeHKY KPeaTUHWNHA, MOYEBUHBI 1 MOYEBOWM KMCNOTI, @ TaKXe Koarynorpammy. [Mpu
Nooo3peHnn Ha 6onesHb BuibCcoHa y naumeHToB cTaplue 1rofa onpenensioT LepynonnasmuH 1, OnuMOHHO, Mefb B
kpoBu. [YYP: B-A; YOO: 1-4 Ans OTAENbHbIX MCCNenoBaHui]
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5. OnNpenensoT CYyTOUHYIO 9KCKPELIMIO Mean C MOYOW: ypoBeHb bonee 100 MKr/CyT UMeeT AnarHoCcTuyeckoe
3HaJeHue, a yxe npu 3HauyeHun 6onee 40 MKr/cyT TpebyeTcs foobcnenoBaHue. ViccnenoBaHe HeNnpUMeH1UMo npu
NoYeyYHON HeJOCTaTOUYHOCTMY.

6. MNpY HEBPOMOrMYEeCKMX CUMNTOMAX BbIMOMHAOT MPT rofioBHOMO MO3ra; Y3W neyeHu, XenuHoro ny3bips, XXenyHbix
NPOTOKOB M CENE3EHKM UCMONb3YIOT AN OLLEHKM NopaxeHus renaTobunmapHom CUCTEMbI, 8 311aCTOMETPUIO — AN
BbISIBNIEHMS LWPPO3a U AMHaMMKK Gubpo3a neyenu. [YYP: B-C; YO O: 2-5]

7. BceM naumeHTaM ¢ BUOXUMNYECKUMU U KITMHUYECKMMM OaHHbIMU, YKa3blBalOWMMN Ha 60ne3Hb BunbcoHa, npu
Hann4nMm BO3MOXHOCTWM NPOBOAAT MOJTEKYNTAPHO-FrEHETUYECKOE NCCNefoBaHMe ANA NOATBEPXAeHNA OnarHo3a.
[YYP:C; vOL: 4]

INeueHue

+ [1o peMuceum CUMMNTOMOB M HOPMaNU3aLIMM GyHKLK NeYeH OrPaHMUMBaIOT NPOYKTbI, 6OraTble MeAbiO: MeYeHb,
KPEBETKM, OPExw, WOKOMa v rpubbl. B TeUeHue Kak M HIUMYM NepBOro rofa UCronb3yioT Boay 6e3 Meau, He
NPUMEHSAIOT MEAHYIO NOCY/Y M BUTAMUHHO-MUHEparnbHbie NpenapaThl C Meblo; AMeTa He [OKHa BbiTb
eIMHCTBEHHbIM Nevenvem. [YYP: C; YO1: 5]

MennumnnammvH — npenapar Bbibopa npu 60ne3Hu BunbcoHa. [leTam ¢ 3 neT Ha3HadvatoT 20 Mr/Kr/cyT, B3pOCbiM —
06bI4HO 1000-1500 Mr/cyT, npu HeobxoammMocTy Ao 2000 Mr/cyT; NeYeHne HaunMHaT C MONOBUHHOM A03bl U
MOBbILIAIOT €€ nocTeneHHo. MpuHMMaloT 3a 1vac ao eawl. [YYP: C; YOO 5]

Ha poHe neHnumnnaMmmHa Ha3HadatoT NMPUAOKCUH 25-50 Mr/cyT. KOHTPOMMPYIOT O6LLIMIA aHanM3 KpoBKM, BUOXUMUIO,
OBLLMIM aHaNMN3 MOYM 1 CYTOYHYIO IKCKPELIMIO MEAV; MPU NOAAEPXMBAIOLLEN XeNnaTHOW Tepanumn LLeneBov Ananas3oH
Meaun B Moye coctasnseT 200-500 MKkr/cyT.

Npv HenepeHOCMMOCTH NEHULMINaMUHa UCMIONBb3YIOT NpenapaThl LMHKa U TPUEHTUH. OneMeHTapHbIN LMHK
Ha3HayatoT B3pOoCbiM NMo 150 Mr/cyT B Tpu Npuéma; AetamM mragtle 5 net — 25 Mr ABax bl B CyTKW, CTaplue 5 net —
75 Mr/cyT npu Macce MeHee 50 kr nnn 150 Mr/cyT npu macce 6onee 50 Kr. LIMHK 1 NeHULMInaMmH He NpuH1MaloT
BMecTe nepe oaHMM nprémom num. [YYP: C; YO[: 5]

TPWEHTWH NPUMEHSIOT KaK NpenapaT BTOPOW TMHWUX MPX HENEPEHOCUMOCTU NEHULIMNIAMMHA: CYyTOYHas [03a
cocTtaBngeT 1-2 1 B Tpu npunéma 3a 14ac Ao unm vYepes 3 yaca nocne efbl; B3pocibiM 06bI4HO Ha3HavaoT 750-1500
Mr/cyT, AeTaMm cTaplue 5 net — 20 Mr/kri/cyT B 2-3 npuéma. Cnefyet n3beratb COBMECTHOIO BBEAEHUSA TPUEHTHUHA
v npenapatos xenesa. [YYP: C; YOM: 5]

Mpy 6eCCUMNTOMHOM TEYEHUM MPEenapaToM NEPBO MIMHMM MOMYT B6bITb NPenapaThl LMHKa Mo/ perynspHbIM
[AUCNAHCEPHbIM HAaBMI0AEHNEM; NMPU HAPACTaHUN KTMHUYECKMX NPOABNEHUN 1 BUOXUMUYECKUX M3MEHEHUI CrieflyeT
Ha3HauMTb NervumniamuA. [YYP: B; YOO: 2]

Mpu TpemMope, HapyLwatoLeM NOBCeAHEBHYIO aKTUBHOCTb, MPUMEHSAIOT NponpaHonon 40-240 Mr/cyT, KnoHa3enam
0,5-4 Mr/cyT nnv npuMuaoH 62,5-750 Mr/cyT; NnponpaHosion NPoTMBOMNOKa3aH A0 18 neT. [NMpy yMepeHHoM 1nv
BbIPAXEHHOW AMCTOHUM BO3MOXHbI aHTUXONMHEPrnieckve cpeacTsa. [YYP: C; YOO: 5]

BepeMeHHOCTb He SBAeTCA MPOTUBOMNOKa3aHWEM NPU OTCYTCTBUM TSHXXENOW NOPTaNbHOW MMNEpTEH3NN U
NeY&HOYHOW HeJOCTaTOYHOCTH; Tepanuio NPy 6epeMeHHOCTHN HeNb39 OTMeHATL. [103y XenaTupytoLLen Tepanmm
CHUXaIOT Ha 25-50%, a MakcuMMarbHas CyTOUYHas [o3a NeHUUmnnaMmnHa y 6epeMeHHbIX He AOMKHa NPeBbiaTh
1000 Mr; UMHK MOXHO NpoAoxaTe 6e3 aMeHeHus [03bl. [pyaHOE BCKapMIMBaHWE Ha GOHe NeHnumuniamMmHa nnm
TPUEHTUHa He pekomenayeTcs. [YYP: C; YOL: 4-5]

Korpa HanpaBuTb U Kak HabnogaTb

« [py GyNbMUHAHTHOM renaTuTe 6e3 TpaHCnIaHTaLMmM NedYeHn neTanbHOCTb NpakTuyeckn 100%, No3ToMy Takmx
nauMeHToB HeobX0AMMO He3aMeaNUTENbHO BKTIOYaTL B NIUCT OXMOAHWS TPAHCMNNaHTaLUmMM neyerHu. [ing AeTckom
OCTPOW NEeYEHOYHON He[OCTaTOYHOCTH opueHTUpytoTca Ha MHO 21,5 npu aHuedanonaTum nnv MHO =2,0
HEe3aBMCKMO OT Heé.

+ TpaHCNNaHTaUMIO NeYeHM NPOBOAAT NMPU OCTPOM NEYEHOUYHON HEJOCTAaTOUYHOCTU, MPOrPECCUPYHOLLEN NEYEHOUHON
HeoCTaTOYHOCTU HECMOTPS! Ha NeYeHwe, a Takxke Npu AEKOMMNEHCUPOBaAHHOM LIMPPO3e, eCnu XenaTHas Tepanust
HeadhdEKTVBHA B TEYEHNE HECKOMBbKMX MECSILIEB.

« [Tpn MpOrHOCTNYECKOM MHAEeKCe 601e3HN BurnbcoHa cabille 11 6annioB BbiCOKa BEPOATHOCTb 1eTanbHOro ucxoaa
NPV OTCYTCTBUM CPOYHOM OPTOTOMUYECKOM TPaHCMNaHTaLLMN NEeYeHu.
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- focnuTanusaumns B CneumannanpoBaHHYO KITMHUKY HYXHa NPy OCNOXHEHUSX 60Ne3Hu; NnepBuyHas AnarHocTuKa u
Hayano Tepanuny eTen NpOBOAATCS B CMeLmanm3npoBaHHOM CTaLLlMOHape C oLeHKo obMeHa Mean, Grubposa
neYeHn 1 NCUXOHEBPONOrMYECKNX HapYLLUEHWI.

YacTble Bonpochl

Korpa cnepnyet 3anofo3puTtb 60ne3Hb BunbcoHa?

Y neten ctaplue 1rofa v B3pOCblX — Npu HEO6bACHNUMOM MoBbleHun AJTT/ACT, ocTpon NeYEHOUHON
HEeOOCTaTOYHOCTU, XPOHMYECKOM renatuTe, Lmppo3e neveHu, KyMéc-HeraTuBHOM reMoMTUYECKOM aHeEMUN,
HEBPONOrNYECKMX UMK MCUXOMNaTONOrMYECKMX HapYLUEHUAX HEYCTaHOBNIEHHOW 3TUOMOMMK, a TakXe Npu CEMeNHOM
aHamMHe3e 60me3Hu.

Kakow nokasaTtenb Hanbonee ybeanteneH Ans aMarHOCTUKN?

[narHo3s oLeHMBaOT KOMMIEKCHO Mo Slennuurckon wkane. Habop 4 6annos 1 6onee ycTaHaBNMBaeT 60Ne3Hb
Bunbcora; coueTaHue konel, Kansepa—®neniepa, Lepynonna3mMmHa MmeHee 10 Mr/an 1 NoBbILLEHHOW CYyTOYHOM
3KCKpeuun Meam aenaeT anarHo3 npakTM4ecku HECOMHEHHbIM.

WckntovaeT nn 6one3Hb BunbcoHa HopMarbHbIN LlepynonnasmmH?

HeT. HopManbHbIM ypOBEHb LLepynonia3mMmnHa He nckniovaeT 6onesHb BunbcoHa v TpebyeT AanbHenwero
[oobcrnenoBaHVsA; cpeam oeTen C NoOATBePXOEHHbBIM AnarHo3oM y 20% ypoBeHb Liepynonia3MmHa He CHUXEH.

Kakow npenapaT Ha3Ha4aloT NepBbIM MPU KITMHUYECKU BblpaXX€HHOM 60n1e3HN?

MpenapaToM BbiIGopa SBNSETCS NEHULMNIAMUH C NOCTENEHHbBIM NOBbILLEHNEM A03bl; Tepanus NoXuaHeHHas. Mpu
HenepeHOCMMOCTY MPUMEHSIOT TPUEHTVH UM MpenapaThl LMHKA, a Npy 6€CCUMITOMHOM TEYEHWM LIHK MOXET BbITh
BapvaHTOM NEPBOM TMHUW MOA PErYNSPHBIM HABMOAEHNEM.

MOXHO N OTMEHATb NleyeHne Npn 6epeMeHHoOCTN?

HeT, OTMEHATL Tepanuio Npu HaCcTynnIeHUn 6epeMeHHOCTN KaTeropuyeckun Henb3s U3-3a BO3MOXHOCTH Pa3BUTUSA
OCNOXHEeHWI. XenaTUPYIOLLYIO TEepanuio NPOAOIXaIOT C YMEHbLUeHeM A03bl Ha 25-50%; rpyaHOe BCKapMnvBaHue Ha
dOoHe NeHnLMNNaMnHa N TPUeHTUHa He PEKOMEHYETCS.

BbIXu1MKa caenaHa no TeKCTY pekoMeHAauUmmn 1 He 3aMeHsieT ero. MonHbI oduLmanbHbIi TEKCT, KanbKynsaTopbl 1 COKpaLLEHHasa BepCHs:
https://\ukonaceyeHoBa.pd/cr/376-narusheniya-obmena-medi-bolezn-vilsona. OdpuLmManbHbIM CTOUHWUK: https://cr.minzdrav.gov.ru/
preview-cr/376_3
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