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BCTYII

VHiikoBaHUN KIIHIYHUI NPOTOKOJ NEPBUHHOI Ta CHELIaTi30BaHOiI MEAUYHOI
nonoMoru «XBopoba Bineconay (gam — YKIIMJI) po3pobiiennii Ha 3acagax A0Ka30BO1
MEIUITMHU 3 METOIO MOKPAIIEHHS PEe3yJbTaTiB HaJaHHS MEIUYHOI JOTIOMOTH TaIli€HTaM
13 xBopoOoro Binscona (mani — XB), 3a0e3nedueHdss €TUHUX MIAXO0IIB 110 ii JIarHOCTHKH,
JIKyBaHHS Ta MEIMYHOI peaduritaiii nanieHTiB. CBo€yacHe BUSABIICHHS 3aXBOPIOBAaHHS Ta
MpPU3HAYEHHS BIJMOBIIHOTO JIIKYBaHHS CHPUAIOTh NOKPAIICHHIO KIIHIYHUX PE3yJbTaTIB
Ta SIKOCT1 )KUTTS NallieHTiB 13 XB, a Takok onTuMi3ailii BUKOPUCTaHHS PECYPCiB CUCTEMU
OXOPOHU 370pPOB’Sl.

VYKIIM]J] 3a cBo€w (HopMOI0, CTPYKTYPOIO Ta METOJUYHUM MIAXOJO0M MO0
BUKOPUCTaHHS BUMOT JOKa30BOI MEJMIIMHM CTBOPEHO BIAMOBIMHO g0 MeETOIUKH
pO3pOOKM Ta BHOPOBAIHKCHHS MEIUYHUX CTaHJAPTIB MEAUYHOI Ta peaduTiTaIiiHol
JOTIOMOTH Ha 3acajaxX J0Ka30BOi MEIWIIMHU, 3aTBEpPKCHOI Haka3oM MiHicTepcTBa
oxopoHU 310poB’st Ykpainu Big 28 BepecHs 2012 poky Ne 751, 3apeectpoBaHOi B
Minictepcetsi roctuiii Ykpainu 29 nmucromnana 2012 poky 3a Ne 2001/22313.

JIokyMeHT po3po0JieHHi Ha OCHOBI KJITHIYHOT HACTaHOBU «XBopoOa Bibconay, 1o
IPYHTYETbCS Ha TIPUHIMIAX JIOKA30BOI MEAWMIIMHM 3 ypaxyBaHHSAM Cy4YaCHUX
MDKHaApOJHUX pEeKOMeHMalil €Eeponeiicokoi acouyiayii 3 eusuenns neuinku: <EASL-
ERN Clinical Practice Guidelines on Wilson’s disease» (2024). Osznaiiomutucs 3
TEKCTOM KIIHIYHOT HACTaHOBH MO>KHA 3a TTOCHJIAHHSIM
https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/.

B YKIIM/] 30cepemxeHo yBary Ha OCHOBHUX €Tarax HaJlaHHAd MEJUYHOT I0TIOMOT 1
narienTam 13 XB. OcHoBHUMU 3aBAaaHHAMH mpu po3podii YKIIM/L O6yno 3abe3nedeHHs
AKOCT1, €()EKTUBHOCTI Ta PIBHUX MOMJIMBOCTEH JOCTYyMy A0 MEIUYHOI JIOOMOTH
naiieHTiB 3 XB, yHidikamis MaxoAiB 0 MIarHOCTUKH, JIKYBaHHS Ta IOJAJIBIIOTO
CIIOCTEPEKEHHS, a TaKOK OOIPYHTYBAaHHSI KaJpoBOro 3a0e3MedeHHs Ta MaTepialbHO-
TEXHIYHUX PECYPCIB 3aKIa/1iB OXOpOHH 3710poB’s (gam — 303).

BianoBigHo 10 MiNeH31MHUX BUMOT Ta CTaHAapTiB akpeautarii, y 303 mae Oytu
HasBHUU BHYTPIIIHIA JOKYMEHT - KIIHIYHUN MapmpyT narieHta (mam — KMII), o
perIaMeHTYy€E B3a€EMOJIII0 CTPYKTYPHUX ITIAPO3AUTIB Ta MEAUIHOTO TIEPCOHAITY B MPOIIECi
HaJIaHHS MEIUYHOI JTOIIOMOTHY MaricaTam 3 XB Tor1o.

VKIIMJI  po3poOneHuit  MyJIbTHAMCIUIUIIHAPHOIO  poOOYOI0  TPYIIOIO,
MEPCOHANBHUN CKJIaJ SIKOT 3aTBEP/KEHO Haka3oM MiHicTepcTBa OXOPOHH 3J0POB’S
VYkpainu Big 18 cepmas 2020 poxy Ne 1908 (y pemaxiiii Hakazy MiHicTepcTBa OXOPOHH
3nopoB’s Ykpainu Big 20 ceprusa 2025 poky Ne 1314), no sikoi yBIMIIIIN MpeCTaBHUKU
PI3HUX MEIWYHHUX CIEIaJbHOCTEH: JiKapi-meniaTpu, JiKapi-TepaneBTH, JiKapi-
racTPOCHTEPOJIOTH, JIKApi-TaCTPOSHTEPOJIOTH  JAUTSAYi, JIKapi-HEBPOJIOTH, JIiKapi-
HEBPOJIOTH JIUTAYI, JIKapi-TICUXiaTpH, JiKapi-OPTaIBMOJIOTH, JIKAPi-TPAaHCIUIAHTOJOTH,
JiKapi-TeHeTHKH, Jikapi (i3uyHOi Ta peabuTiTaiifHOT MEIWITMHU, a TaKOoX JIKapi
3arajbHOI MPAKTHKHU — CIMEIHI JIiKapi.
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0OMIHHA MIIb

€rporeiicbkka Mepexa pedepentHux neHTpiB (European Reference

Networks)

3arayibHa 1iKaia omiHku xBopoou Binbcona (Global Assessment Scale for

Wilson’s Disease)

CHHIpPOM, IIOB’S3aHUil 3 TOpyIIeHHIM oOMiHy Mimi: M — Mental

retardation  (KTTHITUBHI TIOpYIIEHHS/3aTpUMKa pO3BUTKY); E —

Enteropathy (enteponarisi); D — Deafness (rimyxoTa/mpuriyxyBaTicTh); N

— Neuropathy (ueiiponarist); I — Ichthyosis (ixtio3); K — Keratoderma

(kepaTomepmis)
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VuidikoBana mkana ominku XB (Unified Wilson’s Disease Rating
Scale)

dbopma nepBuUHHOI 00J1iKOBOT JoKyMeHTalii Ne 025/0 «MennyuHa kapra

amOynaTopHoro xBoporo Ne » Ta [HCTpykKuis mojo ii 3alOBHEHHS,

3aTBep/KeHa Haka30M MiHICTepCcTBa OXOPOHHM 310pOB’ s YKpainu Big 14

mrotoro 2012 poxy Ne 110, 3apeectpoBanuM B MiHIiCTEPCTBI FOCTHINIT

VYkpainu 28 kBitHa 2012 poky 3a Ne 661/20974

dbopma nepBUHHOT 0011K0BOT ToKyMeHTalii Ne 112/0 «IcTopist po3BUTKY

autuHA Ne » Ta [HCTpyKITis momo 11 3anmoBHEHHS, 3aTBEPIKEHA HAKa30M

MinictepcTBa OXOpoHH 310poB’st Ykpainu Bin 28 mumHs 2014 poky Ne

527, 3apeectpoBannM B MiHicTepcTBi toctuiii Ykpaiau 13 cepmus 2014

poky 3a Ne 976/25753



I. TACITOPTHA YACTHUHA

1. liarno3: XBopo6a BinbcoHa.

2. Konm crany ado 3axsoproBanns. HK 025:2021

«KnacugikaTop xBopod Ta cnopigiHeHHX NpodJieM 0XOPOHH 30POB'D):
E83.0 Ilopymenns ooMiny miai (XBopoba Binscona).

3. IIporokoa mpusHayeHuii Aasi: kepiBHUKIB 303 pi3HUX (OpM BIIACHOCTI Ta
NIANOPAIKYBaHHS, (GI3UYHUX OCI0 - MIANPUEMIIB, SIKI TMPOBAAATH TOCIHOAAPCHKY
TISUTBHICTh 3 MEJUYHOI MPAKTUKU Ta HAJAIOTh MEIUYHY JOMOMOTY BIAMOBIAHOTO BUIY,
JKapiB 3arajibHOi MPAKTHUKU — CIMEMHMX JIIKApiB, JIIKapiB-TepaIeBTiB, JiKapiB-NeaiaTpiB,
JIKapiB-raCTPOEHTEPOJIOTIB, JIKapiB — TACTPOCHTEPOJIOTIB IUTAYUX, JIKapIB-HEBPOJIOTB,
JKapiB-HEBPOJIOTIB IUTAYUX, JIKAPIB-0PTAIbMOJIOT1B, JIKapiB-0PTAIBMOJIOTB AUTIUHX,
JKapiB-HEUPOXIPYpPriB, JIKAPIB-TPAHCILIAHTOJIOTB, JiKapiB (Hi3UYHOI Ta peadiaiTaniiHoi
MEIUIMHY, HIIUX MEAUYHHUX MPAILIBHUKIB, IKI O€pYyTh y4acTh y HaJaHH1 MEPBUHHOI Ta
CHeIiani3oBaHOi MEAUYHOI JOTOMOTH MaiiienTam 3 XB.

4. Meta mpoOTOKOJIY: BH3HAYEHHS Ta po3poOKa CTaHAAPTU30BAHOTO MIAXOAY M0
PaHHBOTO Ta CBOE€YACHOTO BHSIBJICHHS, IarHOCTUKU Ta HAJaHHS MEIUYHOI JTOMOMOTH
naiieHTam 3 XB Ha yciX piBHAX MEIUYHOI JJOTIOMOTH, & TAKOX 3aM00IraHHI0 YCKJIaHEHb,
3HIDKEHHIO 1HBaNiM3aIli, MOKPAIIEHHIO JOBFOCTPOKOBUX KIIIHIYHUX PE3YNbTATIB Ta
SAKOCTI KUTTS MAII€HTIB.

5. JlaTa ckaaganus nporokony: 2026 pik.

6. laTa neperasay nporokoay: 2031 pik.

7. Cnucok Ta KOHTaKTHA iHdopmamisi ocid, ki Opaju ydactb y po3pooiui
NMPOTOKOJY:

Xapuenko Haramiss  3aBigyBad kadeapu racCTpOCHTEPOJIOTii, TI€TOIOTIT 1 €HI0CKOMii
B’siaecmaBiBHa HamionanpHoro yHiBepcuTeTy OXOpoHH 3a0poB’s iM. ILJIL.
[Iymuka, rojioBa pod6040i rpymu;

[lepOuHina npodecop-KOHCYJIBTAHT 3 MHTaHb TacTPOSHTEpOJIOTIi Ta
Mapuna bopucieana rematosorii MO «JlokTpuHay, 3acTyIHUK TOJIOBH POO0OUYOi
TpyNu 3 KIHIYHUX TUTaHb (32 3r0J1010);

benipkmii 3aBiAyBau peabuTiTAllIfHOTO HEHTPY KIiHIKH «M—Tutrocy» (3a
IBau JleoHimoBHY 3T0/1010);

I'punenko 3aBiAyBad BIAIUTY TpaHCIUIaHTalii Ta Xipyprii medinku Y
Onekcanap «HarmionanbHu HAYKOBUHM MEHTP Xipyprii Ta TPAHCIUIAHTOJIOT{
BanentnnoBnu im. O.0. lanimoBa HAMH Vxkpainu» (3a 3roz1010);
3umak-3aKyTHs kepiBHuIST opdanHoro neHtpy KII «XmenbHuibka Michka

Harans OneriBHa JTUTSTYa JiKapHs» (3a 3r0J1010);
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[NanuHa 3aBigyBayKa pErioHaIbHOrO LIEHTPY HEOHATAIBHOI'O CKPUHIHTY,

KHP JIOP «JIbBiBCbKHI 00JIACHUN KIIIHIYHUN NEpPUHATAIBHUN
LHEHTP», HAyKOBUW  KEPIBHUK  MOJIEKYISPHO-T€HETUYHOL
naboparopii HMI'L] «Leogene» (3a 3ro010);

mupextop JHIT «YkpaiHChkuil MequYHMIA LEHTp peadimiTamii
JTel 3 OpraHiyHUM YypakeHHSIM HepBoBoi cuctemu MO3
Ykpainny;

3aCTYIHUK JUPEKTOpa 3 HAYKOBOI pOOOTH, KEPIBHUK BIAALTY
norpann4Hoi ncuxiarpii Y «lHcTUTYT HEBpoOJIOrii, meuxiatpii
ta Hapkosiorii iM. IL.B. Bonommna HAMH Vkpainu» (3a
3T0/I010);

3aBiAyBauka Kadeapu memiaTpii, AUTSIYOI HEBPOJIOTii Ta
MeU4HOI peaburiTaiii HalioHaapHOTO yHIBEPCUTETY OXOPOHU
3nopor’s iM. [LJI., Illynuka;

3aBigyBau kadenpu ¢iBUYHOI peaduTITAIN],
MEIUIIMHK Ta Bajeosiorii J[HIMPOBCHKOTO
MEIUYHOTO YHIBEPCUTETY;

CIIOPTUBHO1
JEPIKaBHOTO

TeparneBT MoBH Ta MoBiieHHs, KJIII BimaineHHs aMmOymaTopHOI
MennuHoi peadimitamnii, KIT «Meauune 00’exHanus Jlynbkoi
MICBKO1 TEpUTOpiaIbHOT TpoMaamy (3a 3r0/I010);

bizmunuit  TepanmeBr KHII IBano-¢dpankiBchbkoi oOmacHOT
kiiHiuHOl JikapHi «lleHTp i3uunoi Ta peabimiTamiiHOl
MEIUIMHNY (32 3T0JI010);

3aBigyBay Kadeapu BHYTPINTHBOI MEIUIIMHU ByKOBHHCHKOTO
JePKABHOTO METUIHOTO YHIBEPCUTETY;

3aBiAyBad Kadeapu Teparrii, CiMeitHOT MEeTUIIMHU, TEeMATOJIOT 11 1
TpaHcdysionorii, HarmioHankHOTO YHIBEPCUTETY OXOPOHHU
3nopoB’s iM. [LJI. Illynuka;

3aBiAyBad  BIIAUTy  ayTOIMyHHMX 1  JeTe€HEpaTHBHHUX
3aXBOPIOBaHb HEPBOBOI CUCTEMH, LIEHTp pO3CITHOTO CKIEPO3y.
NV Iacturyt HeBposorii, mcuxiaTpii Ta Hapkoiorii im. [1.B.
Bonommna HAMH Vkpainu (3a 3rogoro);;

akaJeMik TrpoMajachkoi oprarizamii «HarioHnampHa akagemis
HayK BHILIOI IIKOJIW YKpaiHW», MeauuHur aupekrop Llentpy
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naboparopHoi Memuuuaun  «BICMenuk» (32 3ronoro).,
mennuHui nqupekrop IIT « BIC-Menuk».

MeToponoriynuii cynposia Ta ingopmaniiine 3a0e3ne4yeHHs

I'ynenko Oxcana nupektop JlemaprameHTy cTaHmapTiB y cdepl OXOpOHH

IBaniBHA 3M0poB’st  Jlep>kaBHOTO €KCIEPTHOTO IEeHTpYy MiHicTepcTBa
OXOPOHHU 3710pOB’sl YKpaiHu, 3aCTYITHUK rOJIOBU poO0OYOi rpymnu
3 METOJIOJIOTIYHOTO CYIIPOBOY.

Enextponny Bepcilo JOKyMEHTa MOXKHA 3aBaHTXHUTH 3 oiiiiHOro BeOcailTy
MinictepcTBa oxopoHu 370poB’s Ykpainu (http:/www.moz.gov.ua) ta 3 Peectpy
MeaMKO-TeXHooriunux qokymentis (https://www.dec.gov.ua/mtd/home/).

Penenszenru
HkpoboT 3aBiyBayKa kadenpu HEBPOJIOT1i TepHONIBCHKOTO
Caitnana [BaHiBHa  HalllOHAJIBHOTO MEIUYHOTO YHIBEPCUTETY IMeH1

[.5. TopbayeBcbkoro, A.M.H., mpodecop;

Ckpunauk  Irop mnpopekTop 3 HAyKOBO-MEAAroriyHoi poOOTH Ta MICISAUILIOMHOT

MuxkosaifoBu4 ocBiTH, mpodecop Kadeapu BHYTPIMHLOT MeauruHu Ne 1
[TonTaBCHKOTO MEPKABHOTO MEIUYHOTO YHIBEPCHUTETY, MI.M.H.,
podecop.

8. KopoTtka enigemiosioriuna indopmanis

XB - 1e pigkicHe CITaJKOBE 3aXBOPIOBAHHS TOPYIICHHS OOMIHY Mimi, 10
3YCTPIYAETHCA B YCIX €THIYHHMX Tpylax Ta MOXE NPOSBIATHCA B OYyIb-SIKOMY BIIIi,
Halyacrime — y mpoMbKKY MK 5-a Ta 40-a pokamu. CepelHs MOUIUPEHICTh y CBITI
ctaHoBUTh Oym3bko 1 Bumanky Ha 30 000 ocib, yacToTa rerepo3uroTHOr0 HOCIMCTBA —
1:90-150.

3a pganumu HamionanbHOT cioy>kOu 370poB’st YKpaiHM (€JIEKTpOHHA CHCTEMa
OXOpOHU 3710poB’s) Ha modatok 2026 poky B YkpaiHi 3apeectpoBaHo Oim3bko 700
MAIlEHTIB 13 TOPYIIEHHIM OOMIiHY Mifi, 3 skux moHan 300 BUMaaKiB JIarHOCTOBAHO
Briepie BripoioBxk 20232025 pokiB. HaBeaeHi qaHi miaATBEpIHKYIOTh PIIKICHUN XapakTep
3aXBOPIOBAHHS Ta MIIKPECITIOIOTh BAXJIMBICTh MIABUIIECHHS 0013HAHOCTI JIIKApiB 1010
CBOEYACHOTO BUSBJICHHS, JIIATHOCTUKY Ta JIIKYBaHHS MAIIEHTIB 3 TAHUM 3aXBOPIOBAHHSIM,
00CTeXEHHSI POJWYIB TMAIlI€HTIB, ONTHUMI3allli MapHIpyTiB MaIli€HTa Ta PO3MIHMPECHHS
JIOCTYITY 10 CY4aCHOI MEIMYHO1 JOIIOMOTH.

3 orsiay Ha BUCOKY €(DEKTUBHICTD JIIKyBaHHS Ta KPUTHYHY 3aJI€KHICTh Pe3yJIbTATIB
JIKyBaHHS BiJl CBOEYaCHOCTI JIarHOCTUKH, TiABHIICHHS 0013HAHOCTI JrikapiB 10,10 XB €
OJIHUM 13 KJIIFOYOBUX HAMPSIMIB Cy4aCHOT KIIHIYHOT TPAKTHKHU.


https://www.dec.gov.ua/mtd/home/

I1. 3AT'AJIBHA YACTHUHA

XB, abo remaronepedpanbHa IUCTPOdis, — ayTOCOMHO-PEIIECUBHE CHaJKOBE
3aXBOPIOBAaHHA, CIIpUYMHEHEe MyTauiiMu reHa ATP7B, mo npu3BoasTe A0 MOpYyIICHHS
TPAHCHOPTY Ta eKCKpelii Mial. Haamuimok Mijli HAKOMUYYEThCS B TMEUiHIII, a 3r0JIOM — y
rOJIOBHOMY MO3KY, HUPKaxX, POTIBIll, CEPIll Ta IHIIUX OpPraHax, M0 3yMOBJIIOE TOKCUYHE
ypa’Ke€HHsI TKAHUH Ta MPOrPeCyI0UHii nepedir XBopoou.

XB € noreHiiHO KEPOBAaHUM 3aXBOPIOBAHHSM 13 MIHJIUBOIO KIIHIYHOIO KApPTUHOIO
Ta MIMPOKUM BIKOBUM Jliaria30HOM MaHidecraiii. HaifuacTie BUAUIAIOTh Taki KIIHIYHI
dopmu:

NEYIHKOBa— BiJ 0€3CMMOTOMHOIO MIABUIIEHHS NEYIHKOBUX (PEPMEHTIB 110
XPOHIYHUX 200 TOCTPUX YpaKeHb MEUIHKH;

HEBPOJIOT14HA — MOPYIIEHHS PyX0BOi (yHKIII{, KOOPAMHAILIIT Ta MOBJICHHS,

3 MOPYUIEHHSM MCUXIKH — 3MIHHM MOBEIIHKHU, EMOIIIIHOT cepu;

3 IHIIUMU MIPOSIBAMU — O(PTaTIbMOJIOT1YH1, FTEMATOJIOT14HI Ta CUCTEMHI YPasKeHHS.

3 orjsy Ha KJIIHIYHY TeTePOTreHHICTh Ta YacTe IMi3HE BCTAHOBJIEHHS JiarHo3y,
30KpeMa Ha cTajli HMpo3y TMeYiHKH abo0 BUPAXKEHUX HEBPOJOTIYHUX PO3JIAJIIB,
PCKOMEHIOBAaHO AaKTHBHE BHSBICHHS 3aXBOPIOBAHHS Ta CKPUHIHT TPYN pH3HKY,
BKJIFOUAIOYH POJIMYIB MEPIIOTO CTYIEHS CIOPIAHEHOCTI Malli€HTIB 13 MiATBEpAKeHOI0 XB
Ta 0Ci0 13 MiJI03pOI0 HA MEYIHKOBY a00 HEBPOJIOTTYHY MATOJIOT1I0 HEBIZJOMOTO TeHE3Y.

3a yMOBM PaHHBOI JIATHOCTUKH Ta HAJIS)KHOT TPUXMUIBHOCTI JI0 JIIKYBaHHS MAI[IEHTH
MOXXYTh BECTH TMOBHOI[IHHE XUTTsA. be3 mikyBaHHs, XBopoOa mae daraqbHUNA MPOTHO3.
3aBJaHHAM JKaps € CBO€YacHa JlarHOCTHKAa IIbOI'0 3aXBOPIOBAHHS Ta NPU3HAYEHHS
teparnii. Oco0auBoro 3HaueHHs1 HaOyBae 1H(OOPMYBaHHSI JIIKapiB PI3HUX CHEIIaTbHOCTEH,
ockiibku XB moci cnpuiimMaeTbes, K PiKICHA IMATOJOTISI 1 YaCTO HE BPAXOBYETHCS Y
nudepeHIIiiHINA 1arHOCTHUIIl 3aXBOPIOBaHb NIEYIHKH 200 HEBPOJIOTTUHUX CUHJIPOMIB.

III. OCHOBHA YACTHHA

1. llepBuHHA MeIMYHA JONOMOTa

1) IlpodinakTuka

ITos10xeHHS POTOKOIY

Cneundiuna nepsunHa npodinaktuka XB BincyTHs. [iarnoctuka y 303, o Hamae
MEPBUHHY MEJUYHY JIONIOMOTY Tiependadae paHHe 3aMio3pEHHs 3aXBOPIOBAHHS JTiKapeM
3arajbHOI IPAKTUKHU - CIMEHHUM JIIKapeM, JIiIKapeM—TIe[iaTPOM, 10 PO3BUTKY HE3BOPOTHUX
ypa’keHb OpraHiB-MiIlICHEH.

OO0rpyHTyBaHHA

XB € cmamkoBUM 3aXBOPIOBAaHHSM 13 TpUBAIMM OE3CHMITOMHUM  a0o
MaJIOCUMIITOMHUM mepebiroM. PanHe BusBiIeHHs1 3abe3leuye CBOE€YACHUN MOYATOK
JIKyBaHHS Ta 3amobirae TMPOTPEeCYBAaHHIO YPAKEHHS TMEYIHKH, NEHTPAIBHOT HEPBOBOI
cuctemu (maii — [{HC) Ta inmmx opraniB. Poauui [ cTymneHst ciopiqHEHOCTI MaIli€HTIB 13
MIATBEP/DKEHUM JiarH030M XB MaroTh MiJBHINCHUN PU3UK 3aXBOPIOBAHHS, HE3aJICHKHO
BiJI HASIBHOCTI KJIIHIYHUX MPOSIBIiB.

HeoOxinni aii

O0o0B’s13K0BI:
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dbopMyBaHHS T'PYN PU3MKY cepel poaAuyiB | CTymeHs COPIAHEHOCTI MAIIEHTIB 3
niATBEpAXKEeHO0 XB;

iHQOpMyBaHHS TAIlIEHTIB Ta WICHIB 1X CiMEH MO0 TEHETUYHOI NPUPOIU
3aXBOPIOBAHHA Ta HEOOX1THOCTI MOKUTTEBOIO JIIKYBaHHS;

Bbaxkani:

CIIPUSIHHS MPOBEICHHIO MOJIEKYJIIPHO-TEHETUYHOTO TecTyBaHHS reHa ATP7B y
YJIEHIB pOAUHU manieHTa 3 XB, 30KkpemMa TapreTHOro TeCTyBaHHA HAa HAMOUIbLI YacTi
MaTOT€HH1 BaplaHTH.

2)  JliarHocTHKA

IMos10xeHHs POTOKOIY

Bceranosnenns miarHosy XB 3maiiicHioeTbest y 303, 110 HaJalOTh CIEliali30BaHy
MEUYHY JIOTTOMOTY TaIliEHTaM 3 3aXBOPIOBAHHAMU TICYiHKH.

OO0rpyHTyBaHHA

HiarHoctuyni 3axoam y 303, MO HagawTh NEPBUHHY MEAWYHY JOIIOMOTY
IPYHTYIOTbCSA Ha KJIIHIYHIA HACTOPOKEHOCTI 11010 XB y BUMAKy BUSABICHHS MAIlIEHTIB
(ocobmMBO fiTEH, MAIIEHTIB MOJIOJOTO BIKY) 3 TOPYIIEHHAMH (QYHKIIT MEYiHKH,
HEBPOJIOTIYHUMH PO3JIaJjaMHU He3’ ICOBHOTO I'€HE3Y Ta 3 TIOJIaJIbIIIMM HAIIPaBICHHAM TaKUX
narieHTiB 10 303, 1Mo Haaae creniagi3oBaHy MEJWYHY JOMOMOTY JUISl JIIarHOCTUKH Ta
BCTAHOBJICHHS JIIarHO3Y.

JloBeIeHO, M0 CBOEYACHE HAMpaBIICHHS MallieHTa 3 Mijgo3poro Ha XB 1o mikaps-
racTpOEHTepOoJIora, JiKapsi — TacTpOCHTEpPOJIora JAUTSIYOTO 3MEHIIYE PU3UK PO3BUTKY
TSKKUX YCKJIAIHEHb Ta OOMEKEHHS )KUTTEIISTTBHOCTI.

HeooOxinni aii

O0o0B’s13K0BI:

30ip CKapr Ta aHAaMHECTHYHHMX JTaHUX (aHAMHE3y KUTTS, CIMEHHOrO aHaMHE3y),

30KpeMa BHIMAJKA PaHHBOI CMEPTI Bil XBOPOO MEUIHKK a00 HEBPOJIOTIYHUX PO3JIATIB Y
POIMHI;

OIliHKA KJIIHIYHUX MPOSBIB, XapakTepHUX 111 XB BiAMOBiIHO 10 Tabmwmii 1 po3ainy
IV nmroro YKIIM/I;

IIPOBEACHHS 0a30BOT0 JAOOPATOPHOTO OOCTEKECHHS JJIs OI[IHKH 3araJIbHOTO CTaHY
naiieHra (O3HaKM TeMOJi3y, TPOMOOIIMTOIICHII, IUTOJIITHYHOTO Ta XOJIECTATUIHOTO
CHUHJIPOMIB);

HampaBuTH mamiedTa g0 303, mo Hamae cremiaai3oBaHy MEAUYHY JOTIOMOTY
narfiearaM 3 XB [u1sl mpoBeIeHHs IIEPBUHHOTO CKPUHIHTY MOPYIIIeHs 0OMiHY Mii (piBeHb
HepyJIOIIa3MiHy y CHPOBATIIl KPOBI; T0OOBa EKCKpeIlisl MiJi 3 ceuero; BUIbHA MiIb Y
CUpPOBATIIi);

HAIPABJICHHS JI0 JIiKaps-oTambMorora JUis MPOBEACHHS OTJISAYy 3a JTOMOMOTOI0
IIUTMHHOT JIAMITH 3 METOIO BHsIBICHHS Kinenp Kaiizepa-dieiimepa;

HAIPABJICHHS TAIli€HTa 3 Migo3poro Ha XB 10 mikaps-racTpoeHTeposiora, JiKaps-
racTPOEHTEPOJIOTa AUTSIYOTO Ta/a00 JiKaps-HEBPOJIOTa, JTIKapsi-HEBPOJIOTa JUTIIOTO;

HaITpaBJICHHS Ha KOHCYNbTAIlIl 10 1HIUX (PaxiBIliB, 32 HASBHOCTI KIIHIYHUX O3HAK
Ypa’K€HHS OpraHiB-MiIIICHEH.

3) JlikyBanus



ITos10xeHHA POTOKOIY

Crneundiune mikyBaHHs mnamieHTam 3 XB 3maiiicHioetbes y 303, mo HaaaroTh
cremianaizoBaHy  MEIMYHY  JIOOMOTY,  JIIKQpEM-TaCTPOEHTEPOJOroM,  JIKapem-
raCTPOCHTEPOJIOTOM  JAUTSYUM Ta/abo JiKapeM-HEBpPOJIOTOM, JIIKapEM-HEBPOJIOTOM
TUTSIHM.

3aBAaHHAM JIiKaps 3arajbHOi MPAKTUKU - CIMEHHOTO JiKaps, JiKaps-nejiatpa €
3ano0iraHHss YMHHUKAM, 110 CHPUSIOTH JOJATKOBOMY HAKOMUYEHHIO MiJl B TEYIHII
namieHTa 3 XB Ta 3a0e3neueHHs] CBO€4acHOTO HampaBieHHs naiieHta 10 303, 1mo Hajgae
crenianizoBaHy MEIUYHY JI0OMOTY.

OO0rpyHTyBaHHA

3aBAaHHAMU JIIKaps 3arajibHOI MPAKTUKU — CIMEHHOTrO JIiKaps, JKaps-neaiarpa €
3a0e3MeUYNTH CBOEYACHE HAMpABICHHS TAaIliEeHTa 10 JIKapsS-racTpoeHTepojora Ta/abo
Jikapsi-HeBpoJiora (y TOMY YHCH1 JUTSAYUX CIEIIIICTIB) JJIsl MPU3HAYEHHS BiATIOBIHOTO
JMIKyBaHHA, 3amigo3puBimin XB Ha MiJcTaBl aHAMHECTUYHUX, KIIHIYHUX JdaHUX Ta
pe3yabpTaTiB 6a30BOro 0OCTEKEHHS.

YiTke JOTpUMaHHS  MapumIpyTy IIalliEHTa Ta B3aEMOIS 3 JIIKapeM-
racTPOCHTEPOJIOTOM,  JIIKAPEM-TaCTPOCHTEPOJIOrOM  JIUTSIYMM  Ta/abo  JIikapeM-
HEBPOJIOTOM, JIIKaPEM-HEBPOJIOTOM JIUTSIUYNM € KIIFOUOBUMU TS €PEKTUBHOTO JTiKYBaHHS.

PanHili moyaTOK MaTOreHEeTHYHOI Teparlii T03BOJIIE€ 3aro0IrTH MPOrpeCyBaHHIO
ypa)KE€HHS MEYIHKH Ta PO3BUTKY TSKKHX HEBPOJIOTTYHUX YCKIIATHCHD.

HeooOxinni aii

O0o0B’s13K0BI:

miJ 9ac OOCTEXEHHS Ta JIIKYBaHHS CHPUSITH BUKOHAHHIO mMarieHToM 3 XB ycix
pEKOMEHAIlIN JTIKaps-racTPOSHTEPOIIOra, JiKaps-raCTPOCHTEPOJIora JAUTIYOTO, JIKapsi-
HEBpOJIOTa, JIIKaps-HEeBpOJOra AUTAYOTO Ta IHIUX (axiBIiB, TPOBOJUTH MOHITOPUHT
MOOIYHMX 1M JTIKYBaHHS,

HaJaBaTH PEKOMEHJAIll 100 YCYHEHHs (PakTopiB, MO MOXYTh MOTIPHITYBaTH
nepeOir 3axBOprOBaHHS (BXKMBAHHS aJIKOTOJIFO, 3aCTOCYBaHHS TIeMaTOTOKCHYHHUX
JTiKapChKHUX 3aCO01B Ta JIIKAPCHKUX 3aC00IB, 110 MICTATH MiJb);

PEKOMEHIYBaTH JIE€TY 31 3HWKEHUM BMICTOM MiJii BIAMOBIAHO J0 iH(popMarlii, mo
HaBejeHa y noaatky 1 mo uporo YKIIM/I;

y pa3i TOKKOro Imepebiry abo pO3BHTKY yCKIagHeHb (rocTpa IediHKOBa
HegoctatHicTh (mami - ['TIH), nekoMmmencoBanuii Upo3 MEUIHKK) TEPMIHOBO HAMPABUTH
nmamieHTa 3 XB 10 cremiamizoBaHOro IIEHTPY J€, 3a HEOOXITHOCTI, PO3TIATAETHCS
MO>KJIMBICTh MPOBEJICHHS TPaHCIUIaHTaIlii medinku (nani - TTI).

4) opaablie CNOCTEPeKEeHHS

ITo/10:KeHHS IPOTOKOTY

[Mamieatn 3 XB moBrorpuBayio (MOXHUTTEBO) MepeOyBalOTh Ha OOJIKY y JiKaps-
racTpOEHTEpOJIora, JIKApA-TaCTPOCHTEPOJIOTa JUTAYOTO Ta/abo JiKaps-HEBPOJOra,
Jikapsi-HeBposiora nutsdoro. Jlikap 3araJbHOi MPAKTUKH — CIMEWHMHA JiKap / Jikap-
memiaTp 3abe3medyye  KOOPAMHAINID MEAUYHOI JIONMMOMOTH, BHKOHAHHS KJIIHIYHHUX
peKOMeHIaIliii Ta TMHAMIYHE CITOCTEPEKEHHS 3a 3arajJbHUM CTAaHOM Malll€HTa.

OO0rpyHTyBaHHA
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Henorpumanns pexumy abo nepepuBaHHs crnielU(iuHOI Tepanii NPpU3BOJIUTH 10
MOBTOPHOTO HAKOMWYEHHS MiJll, MPOTrpeCyBaHHS Yypa)KEHHs OpraHiB-MIilIeHEH Ta
PO3BUTKY TSKKHX YCKJIaJHEHb, BKJIIOYHO 3 OTEHLIMHO JeTAIbHUMH HACITIIKAMH.

HeoOxinni aii

O00B’sA3KOBI:

3a0e3nedyyBaTd KOHTPOJIb JIOTPUMAaHHS IMAaLIEHTOM pPEXUMY Tepamii, JIETH Ta
PEKOMEHOBAaHUX MEIUYHUX OTJISAIIB;

HAJaBaTH TAIllEHTYy Ta WOro 3aKOHHUM IMpeACTaBHUKAM 1H(OpMaIIio 1100
3aXBOPIOBAHHS, IPUHIUITIB JIIKYBAHHS Ta HEOOX1THOCTI PETYJISIPHOTO CIIOCTEPEKEHHS;

3a0e3nedyBaTd KOOPJAMHAIII0 BUKOHAHHS NPHU3HAYEHb JIIKAPA-TaCTPOCHTEPOIIOra,
JKapsA-racTpOEHTEpoJiora JAUTAYOro Ta/abo JiKaps-HeBpojora, JiKaps-HEeBpojora
JAUTSYOTO;

3IACHIOBATH MOHITOPMHI MOJIMBUX MOOIYHUX peakiid Tepamii Ta y pasl ix
BUSIBIICHHS CBO€YACHO 1HpOpMYBaTH JiKapsA-TacTPOEHTEPOJIora, JiKaps-
racTPOCHTEPOJIOTa TUTAUOTO Ta/abo JiKaps-HEBPOJIOTa, JIKaps-HEBPOJIOTa AUTIYOrO;

y pa3i 3MiHM KJIIHIYHOTO CTaHy TallieHTa a00 TOSBH YCKIJIAJIHEHb CBOEYACHO
HaIpaBJsATH naiieHTa 10 303, 110 Hajae Creniajii3oBaHy MEIMYHY JOIIOMOTY MaIll€HTaM
3 XB.

Baxkani:

HaJaHHS 1HPOPMAIIMHOT Ta MCUXOJOTTYHOI MIATPUMKHU MAIIEHTY Ta POJUHI IIO0
CHoco0y JKUTTSA, TOTPUMAHHS JIETH Ta 3amo0iraHHs (pakTopam, 10 NOTIPHIYIOTH Epedir
XBOPOOH.

2. CIIEHIAJII3OBAHA MEJIMYHA JOIIOMOTI' A

1) JliarHocTHKA

ITos10KeHHS POTOKOIY

Jiarno3 XB BcraHoBmoeThess y 303, mo HamalTh CHEIiali30BaHy MEIUYHY
nomoMory maiieHTaM 3 XB Ha MmiJicTaBl KOMIUIEKCHOTO KJIiHIKO-TA0OpaTOpHOTO Ta
IHCTpyMEHTaJbHOTO  OOCTeKeHHs.  Bepudikarito  miarHo3y  37iHCHIOE  JIiKap-
raCTPOCHTEPOJIOT, JIIKAp-TaCTPOCHTEPOJIOT IUTAYUN Ta/abo JiKap-HEBPOJIOT, JIKap-
HEBPOJIOT TUTAYUHN. Y pa3i aTUTIOBUX (hOPM XBOPOOH 0 OOCTEKEHHS 3aIydat0oThCA JTiKapi-
ncuxiaTpu,  JIiKapi-oPpTalIbMOJIOTH, JiKapi-HedposoTH, JiKapi-pamionord  Jikapi-
JETOJIOTH, JIIKAPI-TPAHCIIAHTOJIOTH Ta, 32 HEOOXITHOCTI, JiKapil IHIINX CIEIiaTbHOCTEH.

OO0rpyHTyBaHHA

KrniHiuHa TeTepOTreHHICTh 3aXBOPIOBAHHA Ta BaplaOENbHICTh HOro mepeodiry
MOTPeOYIOTh 3aCTOCYBaHHS CICIIaTi30BaHUX METOIB JIarHOCTHKH JJIS ITiITBEPIKCHHS
MOPYIICHh OOMIHY Mifli Ta OLIIHKHU CTYTICHS YpaKeHHS OpraHiB-MillICHEH.

[NarieHTH MPOXOaATH OOCTEKEHHS 332 HAINPABJICHHSIM JIIKapsl 3arajibHO1 MPaAKTHUKHU-
CiMEHHOTO JTiKaps abo Mpu caMO3BEPHEHHI.

HeoOxinni aii

O00B’sA3KO0BI:

30ip cKapr Ta aHAMHECTUIHUX JIAHUX MAIlIEHTA;

¢d13uKanbHe 00CTEKEHHS BKJIIOYAE 3arajbHUM OTJISA MALIE€HTA 3 OI[IHKOO CTYIEHS
ypaKeHHSI TIEYIHKM Ta HAsIBHOCTI YCKJIQJHEHb (rernaTtoMeraiisi, CIJIEHOMEratis, O3HaKU
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MOPTAJILHOT TINEPTEH311); 3a HAsIBHOCTI MOKa3aHb - KOHCYJbTAlllsl JiKaps-HEBPOJIOra,
JKaps-HEBPOJIOTA AUTSIYOrO (HEBPOJOIIYHUI CTaTyC 31 CKPUHIHIOM HEBPOJOTTYHOTO
ACQIIKUTY Ta OIIHKOIO IICUXIYHOTO CTaHy IMAaIli€HTA);

1a60paToOpHi AOCTIKEHHS :

0a30Bi J1abOpaTOpHi AOCIIPKEHHS (SIKIIO HE MTPOBEICHO HA TICPBUHHOMY PiBHI);

NEPBUHHUN CKPUHIHT TOPYIIEHHS OOMIHY Mill (pIBeHb LEPYJIOIUIa3MIHY Y
CUpPOBATIL KPOBI; J000Ba €KCKpeLis MiJl 3 CEY€I0; BUIbHA MIJb Y CUPOBATIIi) 3 OL[IHKOIO
MOKa3HUKIB 0OMIiHY, BiOBIIHO 10 Ta0uii 2 po3aity IV nporo YKIIM/I);

IHCTpYMEHTaJbHa J1arHOCTHKA!

oOcTexeHHs1 0pTanbMOJIOTa 13 3aCTOCYBaHHSAM LIUIMHHOI JaMIU JJis BUSBICHHS
kienp Kaitzepa—®reiiiepa ta «COHSIIHUKOBOD» KaTapakTy Ta HOr0 KOHCYJIbTALllS;

MarHiTHO-pe3oHaHcHa Tomorpadis (gami — MPT) rosoBHOro MO3Ky Ui OIIHKH
HEBPOJIOTIYHOT MAaTOJIOT 11, MoB's13aHo1 13 XB, BinnosigHO 10 noaaTtka 2 10 mporo Y KIIM/I;

y pa3i CYMHIBHOTO [iarHo3y, JUIsi HOTO IATBEPPKCHHS 3aCTOCOBYETHCS
Jlefinuu3pka 1Ikaga 3 BUBHAYCHHSIM CyMapHOro 0aiy BIAMOBIIHO /10 JoAaTKa 3 10 [OTO
YKIIMJl ta mnpoBoauThCcsi audepeHIliiHa TlarHOCTHKA JJIi BUKIIOUCHHS 1HIIHUX
3axBoproBaHb nedinku Ta [THC 31 ¢X0k010 cCUMMOTOMATUKO, BIAMOBIAHO A0 Tabmuii 3
po3ainy IV nporo YKIIM/I;

3 METOK OCTAaTOYHOIO ITJITBEP/DKCHHS JIarHO3y Ta TMPOBEACHHS CIMEHHOTO
CKPUHIHTY MTPOBOJIUTHCA MOJIEKYJISIPHO-TEHETUYHE TecTyBaHHs reHa ATP7B;

y BHWITQJIKy BHSBJICHHS aTHIOBHX ()OPM 3aXBOpIOBaHHS (TEMOJITHYHA aHEMis,
ypaXX€HHsI HHPOK, Ccepls Ta KICTKOBO-CYTrJi000BOi CHCTEMH) HampaBiieHHS Ha
KOHCYJIBTAIIIFO 0 BIAMOBITHUX (haxiBI[iB 3a MMOKa3aHHIMU,

JUTSI OLIHKU TSIKKOCTI CTaHy MAalll€HTA - 3aCTOCYyBaHHs 3arajibHo1 IIkaiu oinku XB
(Global Assessment Scale for Wilson’s Disease, GAS for WD) BinmoBigHo 10 goaatka 4
1o nporo YKIIMJI.

Bbaxkani:

3aly4eHHS] MYJIbTUAMCIUIUTIHAPHOI KOMaHIW Ui KOMIUIEKCHOI OIlIHKH CTaHy
naIieHTa 3 aTUMOBUMH (hOpMaMH 3aXBOPIOBAHHS,

IPOBEACHHS ONTHUYHOI KOTEpEeHTHOI ToMorpadii CITKIBKM ISl OILIHKHU
HEHpOoJIeTeHepaTUBHUX 3MiH IIPH HEBpOJIOTIYHUX dhopmax XB;

JUIS OILIHKK TSDKKOCTI CTaHy IaIliEHTa MOJKJIMBE BUKOPUCTAHHS Y Hi(iKOBaHOI
mkanu orinku XB (Unified Wilson’s Disease Rating Scale, UWDRS), BinmnosigHO 10
noxarka 5 mo mporo YKIIMJI;

pOBe/IeHHs 010TICIi MEeYiHKU 3 KITbKICHUM BHU3HAYEHHSM BMICTY Mi/l y BHUMAJKY,
SKIO JiarHO3 3aJIMIIAEThCS HEBU3HAYCHHUM ITICIISI TEHETUYHOTO TECTYBaHHS, abo y pasi
HOT0 HEIOCTYITHOCTI Ta y TIarHOCTHYHO CKJIQJIHUX BUIAIKAX;

MIPOBECTH PO3MIUPEHE TeHETUYHE TECTyBaHHS (MTaHeIbHE 400 CEKBEHYBaHHS HOBOTO
MTOKOJTIHHS ) 171 BCTAHOBJICHHS JIIarHO3Y y MAIIEHTIB 3 KIIIHIYHOIO Mi103poto Ha XB y skux
HE BUSBJISIIOTHCS MatoreHH1 Bapiantu ATP/7B.

2) JlikyBaHHs
ITo/10:KeHHSI IPOTOKOTY
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JlikyBanua XB 3miiicHtoeTscss y 303, 110 HaAamTh CHELIaNI30BaHY MEAUYHY
JIOTIOMOTY TIalli€eHTaM 3 3axBoproBaHHsMHU niedinku Ta [[HC Ta BkiItouae MeanKaMeHTO3H1
Ta HEMEANKAMEHTO3H1 METO/IH.

lNocmitanizauiss mokazana npu ['TIH, nexommneHcoBaHoMy LHMpO31 a00 TSKKHX
HEBPOJIOTIYHUX TOPYIICHHSX, & TAKOXK JIJIS OIIHKY TToKa3aHb 10 TII.

OO0rpyHTyBaHHA

XB € XpoHIYHUM NPOTrPeCyOYUM 3aXBOPIOBAHHSIM, €EKTUBHICTH JIIKYBAHHS SIKOTO
3aJIEKUTH BIJ] CBOEYACHOI'O MTOYATKY Teparli, peryJsipHOro NpuiloMy JiKapChKUX 3ac001B,
KOHTPOJIO TNOOIYHUX €(EeKTIB Ta CUCTEMAaTHYHOI'O MOHITOPUHTY J1a00paTOpHUX
MMOKa3HUKIB.

[Ticas BCTaHOBIIGHHS JiarHO3y JIIKYBaHHSI € TOXXUTTEBHM. TaKTHKa JIIKyBaHHS
BU3HAYAEThCA KIIHIYHOK (OPMOIO 3aXBOPIOBAHHS, TSKKICTIO YpaKEHHS TICUIHKH,
HASIBHICTIO HEBPOJIOTTYHUX, IICUXIYHUX a00 aTUIIOBHUX MPOSIBIB.

Meroto NiKyBaHHs € HOpMai3alis oOMIHY Mijli, 3a1100IraHHsl ypaXXeHHIO OpraHiB-
MIIIICHEH Ta 3a0€3MeYeHHS JOBIOCTPOKOBOT'O KOHTPOJIIO 3aXBOPIOBAHHS.

Y pa3i Tskkoro mepebiry, pO3BUTKY YCKJIaJHEHb ab0 HeeheKTUBHOCTI
MeaukaMeHTo3Hoi Teparii TII € eguHUM paauKalbHMM METOAOM, IO 3a0e3reuye
BiJTHOBJICHHSI OOMIHY M1/l Ta IOBTOCTPOKOBY BU)KUBAHICTh.

HeooOxinni aii

O00B’s13K0BI:

MEIMKaAaMEHTO3Ha Tepallisl MNpu3HA4YaeThCsd yciM mamieHtam 3 XB  micns
MiATBEPHKEHHS J1arHO3Y, JIKYBaHHS € TIOKUTTEBUM; BIIMOBA BiJl TepaIlii acOIIIETHCA 3
pusukoM po3ButTky ['TIH;

BUOIp JKapChKOTO 3aco0y Ta MOro JI03yBaHHS BH3HAYAETHCS 1HAMBIIYaIbHO,
3QJIEKHO BiJ KIIHIYHOT (opMH (ITEUIHKOBA, HEBPOJOTiYHAa a0 3MillaHa), TIKKOCTI
ypa)kKeHHS OpraHiB Ta MEPEHOCUMOCTI JIKapChKUX 3aCO01B,;

JIKApChKi 3ac00H, SKI YTBOPIOIOTH XEJaTHI CIOJYKH 3 MIA0 (MEHIUIaMIiH), €
OCHOBHUM BHOOpPOM y TAIIEHTIB 13 TSHKKUM YPaKEHHSIM IEUIHKH, 30KpeMa 3 IIHUPO30M,
IIEYIHKOBOIO HEJOCTATHICTIO Ta T'€MOJII30M;

MOYaTOK Teparnii MEHINWJIAMIHOM Y MAaIiEHTIB 3 HEBPOJIOTIYHUMHU IPOSIBAMH
PEKOMEHIYETHCS MMOYMHATH 3 HU3BKUX J103 13 TTOBUIBHOIO TUTPYBAHHAM IS 3all00iraHHs
KJIIHIYHOT'O TOTIPIICHHS;

MOHITOPUHT €()EeKTHBHOCTI Ta OE3MEKH JIKyBaHHS 31HCHIOETHCS BIAMOBIIHO /10
nyHkTy 3 posainy IV nporo YKIIM/I;

y pa3i HeIOCTAaTHHOI BIAMOBIII HA JIKYBaHHS HEOOXITHO OIIHUTH NMPUXWILHICTH
710 Teparii, 1abopaTOpHi MOKA3HUKH Ta KIHIYHY JUHAMIKY;

y pa3i Hee()eKTUBHOCTI a00 HEMEPEHOCHMOCTI Tepamii Cif PO3TIASHYTH 3MIHY
TEPANeBTUYHOI cTpaTerii (mepexia MK JIKapChbKUMU 3ac00aMH, SIKi yTBOPIOIOTh XEIaTHI
CIIOJTYKH 3 MIJITI0, Ta MpernapaTtaMu UHKY );

Tepamisi JIKapChKUMH 3aco0aMu, SKi YTBOPIOIOTh XEJaTHI CIONYKH 3 MIJTIO,
MPOJIOBKYETHCS ITiJT Yac BariTHOCTI Ta TPYAHOTO BUTOJOBYBaHHS;

HaJaHHS MEIUYHOI JOTIOMOTH Yy BHUIAJKY YCKIAIHEHBb (IIMPO3 TEUYiHKH, aCIIHT,
eHiedasonarisi, TEeMOJITHYHA aHEMis) 3IIMCHIOETHCS BIAMOBIIHO JO Taly3eBHX
CTaHJapTIB y chepi OXOPOHU 3/10POB’S;
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ycl Hall€HTUd MOBUHHI JOTPUMYBATHCS HIETH 31 3HUKEHUM BMICTOM MIAl Ta
YHUKATH JIKapChKUX 3aC00IB, 10 MICTITh Mijb;

y pa3l TAKKOro mepediry, poO3BUTKY YCKIAJHEHb ab0 HeepEeKTUBHOCTI
MEIMKAMEHTO3HOI Tepamii MamieHTH HampaBisaoThes A0 303, SKi MaroTh JILEH31I0 Ha
MPOBAJIKEHHS TOCMIOAAPCHKOI JISIIBHOCTI 3 MEIUYHOT MPAKTUKH, 110 Nepeadayae HalaHHs
MEIUYHOI TOMOMOTH 13 3aCTOCYBaHHSAM TpAaHCIUIAHTALlli, 1Jis1 BUpimeHHs nutanHs TIL.

3) TpaHcniaaHTaWisn MeYiHKA

ITos10KeHHS POTOKOIY

TpancrianTaiis aHaTOMIYHUX MarepiajiB JIIOAWHU (OpraHiB, iX YacTHH)
3MIACHIOEThCS BiAMOBIIHO 10 3akoHy Ykpainu «IIpo 3actocyBaHHs TpaHCIUIaHTaLll
aHATOMIYHMUX MaTepianiB droAuHi» Big 17 TpaBHsa 2018 poky Ne2427-VIII. TII
3nidcHIoeThesl Y 303, 10 HaJalTh CIELiali30BaHy MEAUYHY JIONOMOTrYy Ta MaloTh
JIEH31F0 Ha TMPOBAPKEHHS TOCIOAAPCHKOI JiSIIBHOCTI 3 MEIWYHOI TPAKTUKH, IO
nependavyae HaJIaHHS MEIMYHOT TOTIOMOTH 13 3aCTOCYBaHHSAM TPaHCIUIAHTAIIII.

TII 3aCcTOCOBY€ETHCSI BUKITIOUHO 32 HASBHOCT1 TTOKa3aHb 1 3/[IHCHIOETHCS BIIOBITHO
710 Tally3eBUX CTaHJAPTIB Y cepi oxopoHU 310poB’si. HasiBHICTH y mallieHTa MEIUYHHUX
MOKa3aHb JJIsI 3aCTOCYBaHHS TpaHCILIAHTaIlli BCTAHOBIIOE KOoHcWiiyM Jjikapie 303, B
SAKOMY TaII€EHT epeOyBae Ha JIIKyBaHHI YU MOJIATBIIOMY CIIOCTEPEKEHHI.

OO0rpyHTyBaHHA

TII mpu XB € paaukaibHIM METOIOM JIIKYBaHHS Ta 3a0€3IeUye MOBHE BiTHOBJICHHSI
MeTaboIIi3My Mifll 1 TOBrOCTPOKOBY BHKUBaHICTh maifieHTiB. [lokazanus go TII nmpu XB
3ycTpiuaroThesi piako (<1%) ta BxirodaroTs mnamieHtiB 3 ['TIH, gexommnencoBaHum
IIUPO30M, pe(PpaKTEPHICTIO 70 MEIUKAMEHTO3HO1 Teparii a0o y MaiieHTiB 3 TUCHYHKITIEO
NEYIHKK, TMPOTPEeCcylvor0  JO  TMEYIHKOBOI  HEJOCTAaTHOCTI, HE3BaKAl4M  Ha
MEINKaMEHTO3HY Tepalrlito.

PerenbHe crocrepekeHHs 3a TAIliEHTaMHd 3 TEYIHKOBOIO eHIledaomnariero,
aCIIUTOM, CEIICMCOM Ta CTIMKMM MIBUIICHHSIM II€YIHKOBUX MPOO HEOOXiTHE IS
CBOEYACHOTO BHKJIIOUCHHS TMAIIEHTIB 31 CINHCKY JJIs TPaHCIUIAHTAIll y BHUIAIKY
MOKpPAILIEHHS X CTaHy.

VY Bunazaky nposeneHus, TII ycyBae meTaboniuauii nedekT HaKOMMYESHHS Mil Ta
BIJTHOBJIIOE CHCTEMHHUI roMeocrta3 Miai 0e3 morpebu y crnerudivniii tepamii XB micis
omepariii.

HeoOxinni aii

O00B’sA3K0BI:

TII y martienTiB 3 XB mpoBOANUTHCS BUKIIOYHO 32 HASBHOCTI MEIMYHHUX TTOKA3aHb,
[0 BCTAHOBIIOIOTHCS KoHcuiiymoMm JikapiB 303, y skomMy maimieHT mepedyBae Ha
JKyBaHHI YU TIOJIaTIIIIOMY CIIOCTEPEKEHHI;

OIIHKa TSKKOCTI CTaHy Ta TPOrHo3y marieHTa 3 XB 3mificHIOEThCS 13
3actocyBanHsM mkan MELD (mopocni) Ta PELD (miti), mo HaBeneni y momatky 6 mo
uporo YKIIM/I;

namieaTn 3 [TIH abo pexkoMIieHcalieo MUPO3y MiSITal0Th TEPMiHOBOMY
HanpasiaeHHio 10 303, 1Mo MarTh JIIEH3110 Ha TPOBAKEHHS TOCIOIAPChKO1 A1SIIBHOCTI
3 MEOWYHOI TPAaKTHKH, IO TMepeadadae MpaBO HAJAaHHS MEIWYHOI JOTOMOTH 13
3aCTOCYBaHHSM TPAHCIUIAHTAIIIT,
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nanientu 3 I'TIH ta ennedanonartiero miaasraroTh HEBIIKIAJIHOMY BKIIOUYEHHIO J10
mucta ouikyBanHs Ha TII;

Tepamis MEeHIIWJIAMIHOM HPOAOBXKYEThCA Yy mamieHTiB 3 XB 3 mokaszaHHSAMHU 10
TpaHcIuianTamii 10 MmoMmeHty TII;

y pasi roctpoi abo MBUAKO MPOrPEeCyr0Odoi MEUIHKOBOI HEJOCTATHOCTI MOXKYTh
3aCTOCOBYBATHCS THMYAacoOBI METOAM MIATPUMKH (QYHKUIT Ne4iHKK (M1a3MO0OMIH
BEJIMKOTO 00’ eMy, TuiazMadepes, aap0yMiHOBHIA Jiaii3 Ta iHmi), sk bridge-to-transplant;

Nali€HTH Yy JIUCTI OYIKYBAaHHS NJIATAIOTh JIMHAMIYHOMY CIIOCTEPEKEHHIO Ta
MOXXYTbh OyTH BUKJIIOYEHI Yy BUMAJIKY KITHIYHOT'O MOKPALIECHHS;

TII Bix )KMUBOTO JOHOPA MOXKE PO3TIIAIATUCS 32 YMOBU BUKIIOUeHHSI XB y noHopa.

4) Iopaaplie CNOCTePeKeHHS

ITos10xeHH POTOKOIY

[Namientn 3 XB, He3aneXkHO BIJ KIIHIYHOI (OPMHU, MIIJIATAIOTH MOKUTTEBOMY
JTUHAMIYHOMY CITOCTEPEKCHHIO JIIKaps-racCTPOCHTEPOJIOTra, JIKapsA-TacTPOCHTEPOJIora
JTUTSAYOTO Ta/abo JiKaps-HEeBpoOJora, JKaps-HeBposiora auTsdoro. Jlikapi 3arambHOL
NpPaKTUKKA — CIMEWHI JIiKkapi 3a0e3NeuyroTh KOOPAMHAIK MEIWYHOI JOIMOMOTH,
JTOTPUMAaHHS peKOMEH Al PO UTEHUX CIIEIITICTIB Ta 0€3MePEePBHICTD CIIOCTEPEIKCHHS
3a CTAHOM TaIlI€HTA.

OO0rpyHTyBaHHA

VY narieHTiB K1 POJIOBXKYIOTh JIIKYBAaHHS, TOJIAJIbIIE JUHAMIUYHE CIIOCTEPEKEHHS
JI03BOJISIE CBOEYACHO BUSIBIIATH O3HAKH MPOTPECYBaHHS 3aXBOPIOBAHHA, OIIHIOBATU
e(heKTUBHICTh Teparii, 3amodiraTd JEKOMIICHcAllli MeYiHKOBOi (DYHKIII Ta PO3BUTKY
HEBPOJIOTIYHUX YCKJIAJJHEHb, a TAKOX 3HUKYE PHU3UK TSHKKUX YCKJIaJHEHb, BKIIOYHO 3
JETATBHUMH HACIIKAMH.

[Ticnsa TII cienmdiuna Tepamis XB, sik mpaBuito, He 3aCTOCOBYETHCS 3a BiJICYTHOCTI
KJIHIYHUX TTOKa3aHb.

[MamienaTn micas TIT MoxyTh moTpeOyBaTH peadLTITAIIMHUX 3aX0/IIB 3aJIEKHO BiJl
KJIIHIYHOT'O CTaHy, K1 HaIaf0ThCS BIJIMOBIIHO J0 TAIy3€BUX CTAHJIAPTIB peaduTiTaiiHol
JOTIOMOTH Y chepi OXOPOHH 3I0POB’SI.

HeooOxinni aii

O00B’s13KOBI:

JiKap 3arajbHOl MPAKTUKU — CIMEHHUI JIiKap KOHTPOJIOE BUKOHAHHS TMAIIEHTOM
Mpu3HaYeHb MPOQITFHUX CIEMIaiCTIB, BKIIOYHO 3 PEKUMOM Teparii Ta TIETHIHUMHU
PEKOMEH/TAIISIMH;

NEPIOUIHUN MOHITOPUHT JIIKYBAaHHSI 3IIMCHIOETHCS JIIKAPEM-TaCTPOSHTEPOIIOTOM,
JTKapeM-TaCTPOSHTEPOIOTOM JUTAYMM BIAMOBIMHO 10 TyHKTY 4 posniny IV 1wsoro
YKIIM/I;

MOHITOPUHT  BKJIIOYAE KIIHIYHWKA, Ja0OpaTOpHUM, IHCTpyMEHTAIBHUN Ta
CHeIiaTi30BaHui BUIU Ta JACTAILHO OMHUCAaHUi y yHKTI 3 po3niny IV mporo YKIIM/I

micns  TII, y panHboMy mTicasonepamiiHOMy TmTepiofi, BEICHHS MaIli€HTa
3niicHIoeThes JikapeM 303 y skomy mamienty Oyma 3aiiicHena TII 3 momambmmmm
CHUTBHUM JOBTOTPUBAIMM CIIOCTEPEKCHHSIM JIIKAPEM-TaCTPOECHTEPOIIOTOM, JKapeM-
racTPOCHTEPOJIOTOM JIUTSYUM Ta JIIKapeM NMEePBUHHOT METUYHO1 TOTTOMOTH;
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y BUNAJKY 3MIHHM KJIIHIYHOTO CTaHy a00 MOSIBU O3HAK YCKJIAJJHEHHS 3aXBOPIOBAHHS
MIPOBOJUTHCS HErailHe HamNpaBJIEHHS Malli€eHTa 10 NpOo(LUILHOrO CHelrianticTa.

Bbaxani:

OCBITHS Ta INCHXOCOI[laJibHa MIATPUMKA Nall€HTa Ta MOro pPOJWHU, OCOOJIUBO
MIJUTITKIB Ta MAIIEHTIB MOJIOIOTO BIKY, Y TOMY YHCJI1 IIUISIXOM 3aJy4€HHS JI0 MaIlIEHTChKUX
opraHizariu.

IV. OIIUC ETANIB MEJUYHOI JOIIOMOI'

1. JliarnocTuka

BaxxnuBum € paHHe BUSIBICHHS JIKapeM 3arajibHOi MPAaKTUKH — CIMEHHUM JIIKapeM
MaIi€HTIB 13 Mi03po0 Ha XB Ta 3a0e3nedyeHHs cBoeuacHOro HampasiaeHHs 10 303, 1o
HAJAI0Th CTEIIaTi30BaHy MEAUYHY JTOMTOMOTY.

KuainiuHi 03HaKu, o0 MOXKyTh cBiTuuTH 1po XB Ta € miacraBoro AJ4 ii migo3pu

[Tino3pa Ha XB popmyeThes 3a HASBHOCTI OJTHOTO a00 KUTbKOX 13 HABEJIEHUX HIKYE
KJIIHIYHHUX MPOSIBIB, OCOOJIMBO y JITEH Ta MaIlI€EHTIB MOJIOJIOTO BIKY:

ypa)KeHHS TIeYIHKU HEBCTAHOBJICHOT €TI0JIOT1;

03HAaKH MOPTAJIbHOI TiepTeH31i Ta/abo cruieHoMeralis 0e3 BCTAaHOBJICHOT TPUYNHM;

HEBPOJIOT1YHI CUMIITOMH HESICHOTO TeHe3y,

pO3J1aiM MCUXIKU a00 KOTHITUBHI MOPYIIEHHS 0€3 BCTAHOBJIEHOI €T10J10T1i;

MO€THAHHS MEYIHKOBHUX, HEBPOJIOTTUHUX 200 MCUXIYHUX MPOSIBIB;

Coombs-HeraTrBHA TeMOJIITUYHA aHEMisi HEBCTAHOBIICHOT'O TeHE3Y;

o TaIbMOJIOT1UH1 03HAKH;

o0TsDKEeHUH ciMelHu aHamMHe3 110710 XB ab0 paHHIX He3 ICOBAaHUX 3aXBOPIOBAHb
[IEYIHKH BIAMMOBIIHO 10 Ta0aum 1.

Taoaunsa 1. Kainiuni nposisu XB

Cucrema /
rpyna nposiBiB

Kuainiuni o3Haku

renaToMerais; CIJIeHOMErallis; CTeaTo3; MiBUIICHHS acrapTaTaMiHopaHcdepasu
(mani — ACT) ta/abo ananinaminoTpanchepasu (maini — AJIT); XxpoHiduHUi
renatut, 1upo3, ['TIH, o3Haku mopTayibHOI TinepTeHs3ii (CruieHoMeraiis,

IleuinkoBi .
BapHUKO3HE PO3IIMPCHHS BEH CTPABOXOY/IIUTYHKA, TPOMOOIIUTOTICHIS,
PO3IIUPEHHS BOPITHOT BEHU, MOPTOCUCTEMHI KOJIaTepalli); O3HAKU ACKOMITCH ALl
(acruT, meviHkoBa eHIedanonaTis, >KOBTIHHUI )
Hepotoriami || TPEMOP: JTUCTOHIS; MApKIHCOHI3M; aTaKcCis; u3apTpis; qucdaris; xopes/aTeros;
P KOTHITHUBHI MOPYIICHHS;, MOPYILIEHHS MMChMa
Po3nagu pO3JIa I HACTPOIO; JIEMIPECis; TPUBOKHI PO3NAIH; PO3Taad OCOOUCTOCTI.
NCUXIKH MICUXOTHYHI €Mi30,11

kbl Kaifzepa—@ueiiiepa; katapakra TUITY «COHSIIHHUKA»; HUPKOBI
Inmni cucremHi || mOpyIIEHHS; KapiOMIONATIs; TAHKPEATUT; KICTKOBO-CYTrJI000B1 ypaXKeHHs
(apTpomaris)
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®DizukaJbHUH orysaa nanieHris 3 XB
[IpoBOaUTECS OLIIHKA 3araJIbHOTO CTaHy MAaIlEHTa 3 YpaxXyBaHHIM:
BUPa)XEHOCTI MEYIHKOBUX MPOSIBIB;
HasIBHOCT1 HEBPOJIOT1YHOT CUMIITOMATUKH Ta/a00 MOPYILIEHb ICUXIKH;
CIMEMHOr0 aHAMHE3Y;
03HAK CUCTEMHOI'0 YPa>KE€HHS.
JlaGopaTopHe 00cTeKEeHHSI BKJIKOYAE:
3arajabHOKIIHIYHI aHAJI3H,
OLIIHKY (PYHKII{ EYIHKH, HUPOK;
NEPBUHHUYN CKPUHIHT MOPYUIEHb OOMIHY MIJ1 JJIs MIATBEPAKEHHS 1arHO3y
XB 3 giarHOCTUYHUMU MapaMeTpamMu, 110 HaBeJIeH1 y Ta0auil 2:
HepyJIoIIa3MiH y CUPOBATIll KPOBI;
1000Ba €KCKpeIlist MiJli 3 CEYECIO;
BUIbHA MiJb Yy CHUPOBATIII.

IigTBepaKeHHS AiarHO3Y
[TinTBepkeHHsT niarHO3y XB 311HCHIOETBCS HAa OCHOBI KOMILJIEKCHOI OIIIHKU 3
BUKOPHUCTaHHAM JIEUNIIN3bKOT IIKAIH, [0 BKIIFOYAE:
HasIBHICTh KJIIHIYHUX TposiBiB (3 Ooky nmeuinku, [[HC Ta/abo ncuxikm);
1a00paTOPHUX MapKepiB MOPYIICHHS 0OMIHY MiJli BIATIOBIIHO A0 TabuII 2;

odranpMmonoriuni o3Haku (kuiela Kaiizepa—dineitiiepa);

pe3yabTaTh IHCTPYMEHTAIBHUX METO/IIB OI[IHKH YPa)KeHHS OpraHiB-MillIeHeH;
TCHETHYHE TeCTYBaHHS (32 HAasBHOCTI);
MOPGOJIOTTUHI TOCTIIHKEHHS IEYIHKY 3 KUTbKICHIM BU3HAUYEHHS BMICTY MiJli B CyXii

Maci (3a MoKa3aHHSIMH).

Tabauus 2. /liarHocTHYHEe 3HAYEHHSA APAMETPIB MeTA00I3MYy Mifi

3HavyeHHs1 B HOPMi

Bucoka iimoBipHnicTs XB

Lepynormnasmin CUPOBATKH
KpOBi
JloboBa ekckpemis Mimi 3

CCUCIO

BigHocHuii BMicT O0OMIHHOIL
mini (%)
Bmict Miagi B mewinmi

2040 mr/mn

<40 mxkr (<0,65 MMOJIB) Y HiTeH;
<50 mxr (0,8 MMOJIB) Y TOPOCITUX

3,4-8%;

<50 MKr/T cyxoi macu

<10 mr/mn

>100 mxr (1,6 MMOJIB)

>15%

>250 Mmkr/r cyxoi macu (>4
MMOJIB/T CyXOi Macu)

JAudepenuiiina giarHocTHKA

XB Moxke BUHUKHYTH Yy OyJb-KOMY BiIli, SIK y MaJIGHbKUX MITEH, TaK 1 y JIOACH
MOXUJIOTO BiKY. baraTto marieHTiB 3BepTarOThCS 3 03HAKAMH IIUPO3Y, K KOMIIEHCOBAHOTO,
TakK 1 JICKOMIIEHCOBAHOTO. Y TAIli€EHTIB MOKe OYTH 130JIbOBaHa CIJICHOMET ISl BHACIIIOK
KIIIHIYHO O€3CHMITTOMHOTO IUPO3Y 3 MOPTANBHOIO TinepTen3icto. KimaiuHa kapTiHa MOXKe
HE BIAPI3HATHCA BiJl IHITUX (POPM XPOHIYHHMX 3aXBOPIOBAHb MMEUIHKH, 13 CAMITOMAMH, IO
BKJIIOYAIOTh KOBTSHUIIIO, HE3Ty>)KaHHS Ta HEUITKI CKapru Ha OUTh y )KMBOTI.
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HudepeHniina JlarHOCTUKA 3aXBOPIOBaHb IE€YIHKM MOBUHHA BKIIOYATH Pl
OCHOBHHUX HO30JIOTIYHMX OJMHMIIb, IO MIUISTaI0Th BUKIIOYEHHIO NpPU MPOBEJEHHI
nudepeHIliitHOT JIarHOCTUKHY Ta SIK1 HaBEACHO Y TaOauIli 3.

Taoaunus 3. Indepenniiina niarnocruka XB

1. 3axBoproBaHHS 3 epeBaKHUM YPaKeHHSM NeYiHKH

Metabo1iuHi Ta CTeaTOTHYHI ypaKeHHs

MertaboiuHOo-acomiiioBaHa CTEaATOTUYHA XBOPOOa MEUiHKU

AnkorosibHa XBOpo0a Ne4iHKU

Jedinut m1i30COMHOT KUCIIO1 JTia3u
ToxkcH4Hi Ta MeIUKAMEHTO3HO-iHAYKOBAaHI ypPasKeHHSA

MenukaMeHTO3HO-1HAYKOBaHE Ypa)KeHHs IEYIHKU
AyToiMyHHi Ta iH(peKkuiiiHi remaTuTH

AyTOIMYHHUI renaTut

BipycHi renatutu
XosiecTaTUYHI Ta TeHEeTUYHO AeTepMiHOBaHi X0/1eCTAaTU4YHI XBOpOOH

[lepBuHHUI OLTiIapHUIN XOIAHTIT

[lepBuHHUI CKIIEPO3YIOUHMIT XOJIAHTIT

[Iporpecyroui ciMeliHi BHyTpilIHboneuiHkoBi xonecTa3u (IICBX)
CnaakoBi MeTa00/1i4YHi 3aXBOPIOBAHHS NEYIHKH

I'emoxpomato3

Hediuut anbda-1-aHTUTPUTICUHY

MyxoBicuu103

Bpomxkeni nedextu ririko3uitoBaHHS

Hedinut V-AT®Da3zu

Hedinut dochormrokomyrazu

Cunnpom MEDNIK

2. 3aXBOpPIOBaHHA 3 NePEBAKHUM YPaKEHHSIM HEPBOBOI CHCTEMU

Excrpanipaminni pyxosi po3iaau

EcenuiansHuii TpeMop

XBopoba [Tapkincona

Hucronii (pokanpHa, cCEerMEHTapHa, TCHEpaIi30BaHa)

[Mucanpauii crasm (pokanbHa AMCTOHISN)
ATakcii Ta JereHepaTuBHI pouecu

CriHanbHO-MO304YKOBA aTaKCis
DyHKIIOHAJIBHI PYXOBI po3Jaan

OyHKIIIOHATBHI TIePIKIHETUYH] PyXOB1 pO3J1aau

AuepynoriaazMiHemis

XBopo6a Himanna—Ilika tumn C

[Topymienns 06MiHy Maprasio (rinep-/rinoMaprasieMis 3 eKCTpamnipaMiqHO CUMITOMATHKOIO)

JonaTkoBi 00cTeKeHHS1 Y BUNIAAKY YPa’KeHHS OPraHiB-MilleHeH

Ieuinka:
OITiHKA CTyTeHs (i0po3y Ta HAIBHOCTI IUPO3Y;
OI[IHKA HasIBHOCT1 MOPTaJIbHOI TEepPTEH311;
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BU3HAYEHHS (PYHKI[IOHAJIBHOT'O PE3EPBY MEUIHKHU Ta PU3HKY JEKOMIIEHCAIlli.

IHHC:

HEBPOJIOTITYHUNA  OIJISIA 13 BUKOPHCTAHHSIM  CTaHAApTU30BaHUX IIKaI (3a
MOKa3aHHSIMHU );

Helporizyanizaiis (MPT rosoBHOro MO3Ky;) TOJIOBHOTO MO3KY (3a TTOKa3aHHSIMM ).

Odranbmosioriyauii orysia:

(13 3aCTOCYBaHHSM IMUTMHHOI JIAMITH JUTsS BUSIBJIICHHS Kijels Kaiizepa—®ieitmepa);

ONTUYHA KOT€pEeHTHA ToMorpadis CITKIBKH (32 OKa3aHHIMH).

OuniHka reMoJiTHYHOTO CHHAPOMY (32 HASIBHOCTI):

piBEHb reMori00iHy, JIAKTaTAET1IPOreHa3!, peTUKYJIOLUHUTIB, ralTOrJI001HY;

tecT KymOca Ha xapakrep remofiizy Uil BUKJIIOYEHHSI ayTOIMyHHOTO TeHe3y (y
BunaaKy XB, 3a3Buyaii, HeraTUBHUI).

Inwi opranm:

oliHKa (QyHKLII HUPOK;

OI[IHKA CEePIIEBO-CY/IMHHOI CUCTEMU (32 KIIHIYHUMH MOKA3aHHSIMH).

2. JlikyBanHs

OcHoBHI migxoam:

3aCTOCYBaHHS JIKapChKHUX 3aC001B, 110 320€3MeYyI0Th BUBEJICHHS MiJll 3 OpraHIi3My
a00 3MEHIICHHS 11 BCMOKTYBaHHS;

IHAMBITYyai3allis Tepanii 3aJ1e3KHO BiJl KIITHIYHOT (popMH (MT€YIHKOBA, HEBPOJIOT1YHa,
3MillIaHa Ta IHII1);

Oe3MepepBHICTD JTIKYBaHHS;

NPOBEJCHHS MIATPUMYIOYOi Tepamii Ta KOpEKIis CYINyTHIX TMOpYyIIeHb 3a
MOKa3aHHSIMH.

JlikyBaHHS TIAILIEHTIB 13 KJIIHIYHO MaHipeCTHUMHU (OpMaMU 3aXBOPIOBAHHS CI1T
PO3IMOYMHATH OApa3y ITICJIsI BCTAHOBJIEHHS JiarHo3y. Y TMAIli€eHTIB, BUSBJICHUX IIiJ Yac
CIMEHHOT'0 CKPHHIHTY, ITOYaTOK TepaIlrii BU3HAYAETHCS 1HAUBIIYaIbHO, 3aJIKHO BiJ BIKY
Ta KJIIHIYHOTO CTaHy.

Tepamisi JikapcbKUMHU 32€00aMU, 10 YTBOPIOKTH XeJATHI CIIOJYKH 3 MiJIII0

3acTtocyBaHHs JIKAPCHKUX 3aC001B, IO YTBOPIOIOTH XEJNATHI CHOMYKU 3 MIIII0, €
OCHOBOIO JIIKYBaHHsI KJIiHIYHO MaHipecTHUX popm XB.

JlikapchkuM 3ac000M TepIIoi JTiHIT € TeHIIUIaMiH.

Ha mouatky mikyBaHHS TEHIMJIAMIHOM TaIieHTIB 3 XB Ta HeBpoioTriuHUMHU
nmposiBaMu HeoOX1aHa 00EpPEeKHICTh Yepe3 MOKIUBUM PUHK TPAH3UTOPHOTO MOCUIICHHS
HEBPOJIOTTYHOT CUMIITOMATHKH, 110 MOTPeOy€e MOBUIBHINIOTO TUTPYBAHHS J103H.

Jlikapchekuii 3aci0 mpuitMaeThest Hatile (3a 1 roguHy 10 a00 Yepes 2 TOJWHU MICHs
ki), Crtijy yHUKaTH OJHOYACHOTO MPUHOMY TIpeTapartiB 3ajliza 3 MeHIMIaMiHOM (IHTepBal
HE MEHIIIE 2 TOJANH).

IIpenapaTu HUHKY

[Ipenmapatu MMHKY 3HWKYIOTh KAIITKOBE BCMOKTYBAHHSI MiJli Ta 3aCTOCOBYIOTHCSI SIK:

MEepBUHHA Teparis y 0€3CHMITOMHUX MAIIEHTIB;

MIATPUMYIOUa Teparlisi MICs JOCATHEHHS KOHTPOJO 3aXBOPIOBAHHSI JIIKAPCHKUMU
3aco0amMu, 110 YTBOPIOIOTH XEJIATHI CIOJYKU 3 MiAjar0, ado ajibTepHATHUBA Y BUIAAKY
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HEMEepeHOCUMOCTI Tepamii; MOHOTepallisd MpenapaTaMyd UUHKY y TMAalLI€HTIB 13 KIIHIYHO
MaHi(pecTHUMH popMaMU € 0OMEKEHOIO Ta NOTPEOYe 1HAUBIIYAIbHOIO MIXOY.
Komo0inoBana Tepamist
KoMOiHOBaHe 3acTOCyBaHHS JIIKAPCHKUX 3aC001B, 0 YTBOPIOIOTh XEJIaTHI CIIOIYKH
3 MIJJI0, Ta MpenapariB HUHKY MOXE PO3IJIAATUCA B OKPEMHX KITHIYHUX CUTYaIlsiX,
30KpeMa, y paszi HeJJOCTaTHbOI e(PEKTUBHOCTI MOHOTEpaMii Ta MPOBOAUTHCS il HATJISAI0M
JKapsI-racCTPOEHTEPOJIOra, JIKAPSA-raCTPOCHTEPOIIOTA IUTSIUOTO.

3. MonitopuHr e)eKTHBHOCTI Ta 0e3MeKHu Tepamii

MomitopuHr Teparii y mnaiieHTiB 13 XB € HeBiJ’€MHOIO0 CKJIaJ0BOIO MEIUYHOL
JIOTIOMOTH Ta BKJIIOUYAE 3aX0J1, HaBeAeH1 y Tabmuili 4.

MOHITOPHHT JiIKyBAHHS HEOOXiTHUM NJIA MANIEHTIB:

CTaH SKUX CTa0UIbHUM Ha (POHI JIIKYBaHHS, MalOThb HPOXOJUTH MOHITOPHUHT,
MpUHAWMHI1, KOXKH1 6 MICAIIIB;

AK1 HEIIOJaBHO PO3MOYaIM JIIKYBAHHS, a TaKOX Malll€EHTaM 3 JAEKOMIIEHCOBaHUM
IIUPO30M TEYiHKM, 3HAYHUMHM HEBPOJIOTIYHMMH MOPYUIEHHSMHU, MiJ03pOI0 Ha
HEAOTPUMAHHS PEXHUMY JIIKyBaHHS a00 y BHUMNAAKy 3MIHM Teparii, HEOOXITHUM
IHAUBIAYaTbHUN Ipadik CIIOCTEPEKEHHS, 1110 BUBHAYAETHCS JIKApPEM;

Kl CTa0UILHO JIIKYIOTBCS BIPOJOBXK OaraThoX pOKiB, 0€3 1upo3y abo
HEBPOJIOTIYHUX MPOSIBIB Ha MOYATKY JOCTIIKEHHS, CIIOCTEPEKEHHS MOXHA MPOBOJIUTU
KOXH1 12 MicsIIiB.

Taoauns 4. Cky1a10Bi MOHITOPUHTY

Buja MoHiTOpPUHTY OcHOBHI mapaMeTpH OIIHKHU

306ip aHamMHe3y, CKapr, 30KpeMa 1010 TOsIBU OY/b-IKHUX HOBUX CUMIITOMIB.
OriHKa TOTpUMaHHS MMAIIEHTOM MPU3HAYEHOT MEAMKAMEHTO3HO1 Teparii, K y
YaCTHHI J03yBaHHS, TaK 1 IPUHOMY JIIKAPCHKOTO 3ac00y HATIIIE.

Kainiuauid ®di3ukanbHe 00CTEKEHHS 3 BU3HAUYCHHSIM 3arajibHOT'O CTaHy Malli€HTa Ta
BHSIBJICHHSIM CUMITTOMIB YP)KCHHS TIEYIHKH, HEBPOJIOTTYHUX PO3JIaIB Ta 3MiH
Ha IIKIpi y MaIi€HTiB, K1 OTPUMYIOTh NIEHIUIaMiH. /[[MHaMika CHMIITOMIB,
Maca Tila, )KUTTEBO BOKJIUBI MOKA3HUKH, IEPEHOCUMICTH JIIKIB.

3aranbHuil aHani3 kposi, nevyinkosi npoou (AJIT, ACT, Ounipy6in, ans0ymiH,
MDKHApOIHE HOpMaTi3oBaHe BimHomieHHs (qaai - MHB)), mokasHuku oOMiHy
Mifi (32 JOCTYIHICTIO) Ta y BUIMAIKy BUHUKHEHHS yCKIIaTHEHb 1HIII
nabopaTtopHi 00CTEKEHHs BIAMOBITHO JI0 TATy3€BUX CTaHIAPTIB Yy cdepi
JlabopaTopHuii OXOPOHHM 370POB 1.

MOHITOPHHT JIIKYBaHHS MaIieHTIB 3 XB i npoBoAUTH Ha ycixX eTanax
Teparii MUIIXOM BUMIPIOBaHHS 1000BO1T €KCKpEIIii Mifl 3 ceuero, BMICTY MiJli B
CHpOBATIII KPOBI, HE MOB’A3aHO1 3 LIEpYJIOIUIa3MIHOM (BUIBHOT Mifi), abo BOM,
32 MOYJIUBOCTI.
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Bua moHiTopuHry OcHOBHI NapamMeTpH OLiHKHU

3a HasIBHOCTI [MOKa3aHb — YIbTPa3ByKoBe JociimkenHs (nani — Y3/1) oprauis
YEpPEBHOI IOPOKHUHY,

MPT rosioBHOTO MO3KY Y pa3i yCKJIaJHEHb a00 CYMyTHIX CTaHIB 3T1IHO 3
BIJIMIOBIIHUMH TaJly3€BUMHU CTaHAAPTaMH y c(pepi OXOPOHH 37J0POB’s
[TamienTam 3 IMPO30M, BUSIBJIEHUM Ha MOYaTKY JIarHOCTUKU IIPOBOJAUTHCS
V3]] neqiHKu KOKHi 6 MICAIIIB ISl BUKITIOYCHHSI TeNaTOEIIOISIPHOT
KapIIMHOMH, 0COOJIMBO 3@ HasIBHOCTI CYNYTHIX (DaKTOPIB PU3UKY, TAKUX SIK
0KUPIHHS 200 3J7I0BKUBAHHS AJIKOTOJIEM

IncrpymenTaabHui

OdranbMoNOriuHui OTJIsA] HEOOX1AHO MEPIOAUYHO MPOBOINUTH MAIlIEHTaM, Y
axux kbl Kaiizepa—®neiimepa Oynu HasBHI HAa TOYaTKy XBOpooOu abo
SKIIO € 3aHETIOKOEHHS 11010 JOTPHUMAaHHS PEKOMEHAILIH 3 TIKYBaHHs).

VY Bumnaaxy 1nosiBU HOBUX HEBPOJIOTIYHUX CUMIITOMIB - KOHCYJIbTAIIi JIiKaps-
HEBPOJIOTa, JIIKaps-HEBPOJIOTa AUTAYOTO 3 MPOBEACHHSIM ITOBHOTO
HEBPOJIOTTYHOTO OOCTE)KEHHs (HEBPOJIOTTUHMIA cTaTyc)/abo 3a moTpedu
KOHCYJIbTAIIIS JTIKapsA-TICUX1aTpa, JIKaps-TicuxiaTpa JUTIYO0TO0 3 BUSHAYCHHIM
TICUXIATPUIHOTO CTATYCY.

CreuiajgizoBanuii

Ouinka egeKTHBHOCTI Ta 0e3meKH Tepamii

EdexkTuBHICTD JIKyBaHHS BBAKAETHCS JOCTATHHOIO 32 YMOBH NTO3UTUBHOI IMHAMIKH
HACTYIHUX KPUTEPIiB:

crabumizamiss abo perpec KIIHIYHUX TPOSABIB, 30Kpema crabimizaiiss abo
MOKpAaIIeHHs HEBPOJIOTTYHOTO cTany 3a mkaioro UWDRS;

TEHJICHIIisI 10 HOpMaJTi3allii MeYiHKOBUX P00 Ta MOKa3HUKIB OOMIHY Miji;

BIJICYTHICTh O3HAaK TOKCHYHOCTI JIIKAPCHKUX 3acO0iB, MOOIYHUX ik JiKiB abo
JIeKOMIICHCAIlii CTaHy.

IToka3anna aas HeraiiHol rocmitanaizanmii mamienra 3 XB mo 303, mo Hagae
CrieniaiizoBaHy MEIUYHY JIOTIOMOTY MarjieHTaMm 3 XB y pas3i:

MOSIBU HOBUX 200 CTPIMKOTO MPOTPECYBAaHHS YXKE ICHYIOUMX CUMIITOMIB;

CYTT€BOTO MOTIPIIEHHS Ja00paTOPHUX MOKA3HUKIB (DYHKIIIT IEUIHKH;

O3HAK JIEKOMITCHCAIli] Me4iHKOBOT PYHKIIIT (acIuT, eHIedanonaris, KpoBoTeua);

PO3BUTOK 3HAYYIIUX MOOIYHUX peakilidi Ha ¢(OHI Tepamii JIKapChbKUMH 3aco0amu,

10 YTBOPIOKOTH XEJIATHI CIIOJIYKH 3 MIJIJIIO.

Moxa3anus no TII posrasgaroTbes y BUNagKax:

I'TIH;

JIEKOMIIEHCOBAHOTO IIUPO3Y 3 MPOTPECYIOUOI0 TIEYIHKOBOIO HEAOCTATHICTIO;

Hee(DEKTUBHOCTI MEIMKAMEHTO3HO1 Teparrii;

TSKKUX CUCTEMHUX YCKIIAJTHEHb 13 3aTPO3010 KUTTIO.

Pimienns npuitMaeTbcss MyJIbTUIUMCUUILUTIHAPHUM KOHCHUJIIYMOM 13 HalpaBlICHHSIM
namienta g0 303, K1 MaOTh JIIEH31I0 HAa MPOBAKEHHS T'OCHOAApPChKOI MISILHOCTI 3
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MEIMYHOI MPaKTHKH, 10 Nepeadadae HaJaHHS MEIUYHOI JAOMOMOTHU 13 3aCTOCYBAHHSIM
TpaHCIUIAHTaL].

4. Tloganbiie cIOCTEPeEKEHHS

3MIACHIOETHCS TIOKUTTEBO Ta Tependayae peryispHuil 1abopaTOpHUN KOHTPOJb
MeTabo13My Mijll Ta (YHKLIM OpraHiB-MilIeHeH.

[NamienTn 3 XB moBUHHI OTpUMAaTH 1HPOPMAILIO 010 HEOOXITHOCTI PEryJsipHO
KOHTPOJIIOBATH:

IPABWIBHICTh 103YBaHHS JIIKAPCHKUX 3aCO0IB Ta IHTEPBAJIIB 1100 MPUHOMY iXKI;

00OMeKEeHHS MMPOAYKTIB 3 BUCOKMM BMICTOM MIJIi;

YHUKHEHHS JIIKapChKUX 3aC001B Ta BITAMIHHUX KOMIUIEKCIB, 110 MICTSTh M1/b;

HiATPUMKY aJIeKBaTHOTO BOJTHOTO OaaHcy.

3a HeoOXiIHOCTI MPOBOASATHCS pealumiTaniiiHi 3axoan (IHAUBIAyadbHI Ta
KOMILUIEKCHI), 1110 BKJIFOYAIOTh METOIH -

¢G13UuHI: KOPEKIis PYXOBHX MOPYIIEHb, BIAHOBICHHS MOTOPHKH, MpOoQiIaKTUKa
KOHTPaKTYp.

KOTHITUBHI: Te€parisi MOBJICHHS, ICUXOJIOT1YHA Ta MCUXIaTpUYHA MIATPUMKA.

colliajibHI1: aJanTalis NamleHTa 10 MOBCAKICHHOIO KUTTS.

Peabimitamiiini  3aXoau 3AIMCHIOIOTBCS 3TIIHO 3 BIANOBIAHUMHU Taly3€BUMHU
CTaHJapTaMu peaduTITallIiHOT 10MTOMOTH, 3aTBepKeHnMu MO3.

V. PECYPCHE 3ABE3INEYEHHSA BUKOHAHHSA NPOTOKOJIY

Ha moment 3arBepmkenHst 1mporo YKIIMJ[ 3acobu MarepiaabHO-TEXHIYHOTO
3a0e3IeueHHsI JI03BOJICHI JI0 3aCTOCyBaHHs B YKpaiHi. IIpu po3poOi1ii Ta 3acTocyBaHHI
BHyTpimHIX gokymeHTiB 303/ KMII HeoOXimHO TepeBipUTH peecTpallito B YKpaiHi
3aco0iB MarepiaJbHO-TEXHIYHOTO 3a0e3mnedeHHs, sKi BrIodaroTbes a0 KMII Ta
BIMOBIAHICT, MPU3HAYEHHSI JIKAPCHKUX 3ac001B  1HCTPYKIT [ MEAUYHOTO
3aCTOCYBaHHS JIIKAPCHKOTO 3aco0y, 3atBepmkeHin MO3 VYkpainu. JlepxaBHuii peectp
JIKApChKUX  3ac00iB  YKpaiHM  3HAXOOUTHCA 32  CICKTPOHHOIO  aJIpecoro:
http://www.drlz.com.ua

1. IepBuHHA MeIMYHA 0NIOMOra

KanpoBi pecypcu: sikapi 3arajgbHO1 MPaKTUKHU — CIMEHHI JiKapi, JIiKapi-TeparneBTH,
JiKapi-neiaTpy, 1HII MEIWYHI MpaliBHUKH, SKi OEpyTh y4acTh y HaJlaHHI MEPBUHHOI
MEIUYHOI JOIIOMOTH MaIjicHTaMm 3 XB.

MarepiasibHo-TexHiuHe 3a0e3MeyYyeHHsI: OCHAIICHHS BIAMOBIIHO 10 Tabems
MaTepiabHO-TEXHIYHOTO OCHAIICHHSI.

2. CneuiajiizoBaHa MeJIU4Ha J0NIOMOra

KanpoBi pecypcu: Jikap-racTpO€HTEpOJIOT, JIKAP-TACTPOSHTEPOJIOT JTUTSIUHH,
JKap-HEBPOJIOT, JIIKAP-HEBPOJOT IUTSYUH, JIKAp-TICHXiaTp, JIKap-TICUXIaTp JAUTSIUHMA,
Jikap-oTasbMOIOr, JIKap-0PTAIBMOJIOT JWTSYNN, JKAPI-TPAHCIUIAHTOJIOTH, JiKapi
b13uyHOi Ta peabuTITAIiHOT MEIUIIMHYN, TEPAlleBTH MOBHU 1 MOBJICHHS, 1HII MEIWYHI


http://www.drlz.com.ua/
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MpaliBHUKKU, SKI OepyTh ydacThb Yy HaJlaHH1 CHEIIa]i30BaHOI MEIMYHOI JOMOMOTH
namienram 3 XB.

MarepiajibHoO-TeXHiYHe 3a0e3NedYeHHsI: OCHAILEHHSA BIJIMOBIAHO 10 Tabes
MaTepiaibHO-TEXHIYHOTO OCHAIICHHS.

Jlikapcbki 3aco0m (mOpsAIOK BHKJIAJeHHST He BIUIMBA€ HA TOPSJIOK
NPU3HAYCHHSA):

NEeHIWIaMIH, UHKY CyJib(dar.
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VI. IHJIUKATOPH SIKOCTI MEJUYHOI JJOIOMOTI'A

1. Ilepenik iHAUKATOPIB AKOCTI MEAUYHOI JONIOMOTH

1) HasIBHICTB Y JIiKapsl 3arajbHOT MPAKTHKU — ciMeiHoro Jikapst KMIT 3 XB;

2) HasIBHICTB Y JTIKaps, SKHid HaJa€e crenianizoBany Meauuny qomnomory KMII 3 XB;

3) BizicoToK maiieHTiB 3 XB, U1 SIKHX OTPUMAHO THPOPMAIIII0 MO0 MEANYHOTO
CTaHy BIPOJIOBK 3BITHOTO MEPIOAY.

2. IacmopTH iHAMKATOPIB AKOCTI MEAUYHOI 1OMIOMOIH

1) HasiBHicTB y Jiikapsi 3arajibHOI MPaKTHKH — ciMeiiHoro Jgikapsi KMII 3 XB

[HAMKaTOp IPYHTYETHCA HAa MOJOKEHHAX nboro Y KIIM/I.

baxaHnuii piBeHb 3HAYCHHS 1HIMKATOpA!

2026 pixk — 90%

2027 pik Ta noxanbimuii nepion — 100%

[HCTpyKIIisS 3 O0YUCIIEHHS 1HANKATOPA.

Opranizanisi, 110 Mae OOYMCITIOBATH 1HAUKATOP: CTPYKTYPHI MiAPO3ALIN 3 TUTAaHb
OXOPOHH 37I0POB’ s MICIIEBHX JIEPKABHUX aIMIHICTpAIlii.

JlaH1 HaAITHCS JIKAPSIMU 3araibHOI MPAKTUKH — CIMETHUMHU JIIKapSAMHU, JIKapsIMU—
TeparneBTamMu,  Jikapsmu-niegiatpamu 303,  po3TallOBaHMMH  HA  TEPHUTOPIl
00CIIyTrOBYBaHHSA, O CTPYKTYPHUX IIAPO3AUTIB 3 MUTaHh OXOPOHU 3JI0POB’ST MICHIEBUX
Jep KaBHUX aJMIHICTpaIliil.

JlaH1 HaIaIOTHCS MOILITOIO, B TOMY YHCJI1 €IEKTPOHHOIO TOIITOIO.

Meton  oOuuciieHHS — IHAMKATOpa: MIAPaXyHOK IIIAXOM  pPy4yHOi  abo
aBTOMAaTH30BaHOI OOpOOKHU. [HIUKATOp OOUYUCITIOETHCS CTPYKTYPHUMH MIAPO3ALIaAMHU 3
UTaHb OXOPOHM 3JI0POB’Sl MICIIEBHX JIEp)KaBHUX aJMIHICTpAIlii, Micis HaIXOKEHHSI
iHdopMalrii Big yCiX JiKapiB 3arajbHOI MPAKTHKH — CIMEHHUX JIIKapiB, JiKapiB—
TepaneBTiB, JIIKapiB-TIeAiaTPiB, 3aPEECTPOBAHUX HA TEPUTOPIi 0OCITYrOBYBaHHS.

3HavYCHHS 1HAMKATOpa OOYHMCITIOETHCS, SIK BITHOIICHHS YUCEIbHUKA /10 3HAMCHHHKA.

3HaMEHHUK IHIUKATOPa CKJIA/Ia€ 3arajbHa KUIbKICTh JIIKAPiB 3aTaJIbHOT TPAKTUKHA —
CIMEHHMX JIIKapiB, JIIKapiB—TEpaIleBTIB, JIKapiB-TIeAIaTPIB 3aPEECTPOBAHUX HA TEPUTOPIi
obciyropyBanHsa. Jlxepenom iH(opmarlii € 3BIT CTPYKTYpHHX MiAPO3AUTIB 3 IMUTaHb
OXOPOHU 37I0POB’S MICIIEBUX JEPKABHUX aIAMIHICTpAIiil, SIKHA MICTHTH 1H(GOpPMAIIiIO
II0JI0 KUTBKOCTI JIIKapiB 3arajibHOi MPAaKTHKKA — CIMEHHUX JIIKapiB, JIiKapiB—TepareBTiB,
JiKapiB-TeiaTpiB 3apeeCTPOBAHUX HA TEPUTOPIi 00CTYyrOByBaHHS.

UrcenbHUK 1HAMKATOPA CKIIaJIa€ 3arajibHa KUIbKICTh JIIKAPIB 3araJIbHOT TPAKTUKH —
CIMEHHUX JIiKapiB, JiKapiB—TepareBTiB, JIKapiB-TieAiaTPiB, 3apEECTPOBAHUX HA TEPUTOPIT
oOcIyroByBaHHS, JUIsl IKUX 3aJJ0KyMeHTOBaHMM (akT HasBHOCTI KMII 3 XB.

Jlxepenom indopmartii € KMII, Hagaawmii nikapeM 3araabHOT MPAKTUKH — CIMEHHIM
JiKapeM, JiKapeM—TepaneBToM, JiKapeM-TieqiaTpoM.

3HaYCHHS 1HIUKATOPA HABOJUTHLCS Y BiJICOTKAX.

2) HasiBHicTh y Jiikaps, sIKUil HA/Ja€ cneniajizoBaHy MeJUYHY J0MOMOrY
KMII 3 XB.
[HauKaTOp IPYHTYETHCS HA MONOKEHHAX boro Y KIIM/I.
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baxxanuii piBeHb 3HaUYEHHS 1HAUKATOpA!

2026 pik — 90%

2027 pik Ta nopaneiuii nepioq — 100%.

[HCTpyKLiA 3 O0YMCIIEHHS 1HAUKATOpa

Opranizanis, 110 Mae OOYMCITIOBATH 1HAUKATOP: CTPYKTYPHI MiAPO3ALIN 3 TUTaHb
OXOPOHHU 3[I0POB’ S MICLIEBUX JEPKaBHUX aIMIHICTpAIIi.

Hani Hanarotses 303, 1110 HalaloTh CIIeHIani30BaHy MEMYHY JIONOMOTY MallleHTaM
13 XB, po3ramoBaHuMu Ha TepUTOPIi OOCITYTOBYBaHHS A0 CTPYKTYPHHUX HIAPO3JLUIIB 3
MUTaHb OXOPOHU 3/I0POB’ S MICLIEBUX JE€P>KaBHUX aJIMIHICTPALIIi.

JlaH1 HaIaIOThCS MOILITOIO, B TOMY YHUCII1 €IEKTPOHHOIO TOILITOIO.

Meron  oOuucieHHsS  IHAMKAaTOpa: MIAPAXyHOK  LUISIXOM  pydHoi  abo
aBTOMaTU30BaHO1 OOPOOKH.

[HaIUKaTOp OOYHMCIIOETBCS CTPYKTYPHUMH MIAPO3AUIaMHA 3 THTaHb OXOPOHU
3JI0pOB’ S MICHEBUX JIEP>KaBHUX aJMIHICTpalii Micias HaJAXOMKEHHA 1HdopMallii Bia ycix
303, 1m0 HaAaOTh creliali3oBaHy MEIMYHY JOMOMOTY MalieHTaM 3 XB, 3apeecTpoBaHux
Ha TepuTOpii 0OCIyroByBaHHs. 3HAUYCHHS I1HIUKATOPA OOYHCIIOETHCS, SK BITHOIICHHS
YrCceTbHIKA 0 3HAMECHHHUKA.

3HaMEHHUK I1HJUKATOpa CKJIaJae 3arajbHa KUIbKICTh JKapiB, SKI HAJalOTh
CHerianizoBaHy MEIUYHY JOMOMOry mnaiieHtaMm i3 XB, 3apeecTpoBaHuX Ha TEpUTOPIi
oOcnyroByBaHHs. [[xepernom iHdopmallii € 3BIT CTPYKTYPHUX MIAPO3JUIIB 3 TMHUTAHb
OXOpPOHU 3JI0pPOB’S MICIIEBUX JIEPKABHUX aIAMIHICTpAIliil, SIKHA MICTUThH 1H(OpMAIiIO
1010 KUTBKOCTI JIIKApiB, SIK1 HAJAOTh CHEIliali30BaHy MEIUYHY JIOMOMOTY MallieHTaM 13
XB, 3apeecTpoBaHHMX Ha TEPUTOPII OOCIyrOBYBaHHS.

UucenpbHUK I1HAWMKATOpa CKJIAJa€ 3arajlbHa KUIBKICTh JIIKapiB, $KI HaJIalOTh
crieniajgizoBaHy MEJWYHY JONOMOTry TalieHTam 13 XB, 3apeectpoBaHmx Ha TepuUTOpIi
00CIIyroBYBaHHS JJIs SIKUX 33JI0KyMeHToBaHUM (akt HasiBHOCTI KMII 3 XB.

Jlxepenom iHGopmanii € KMII, Hamanuit jgikapem, SKMM HaJae creniajgi3oBaHy
MEJIMYHY JIOTIOMOTY MarfieHTaM i3 XB.

3HavYeHHS 1HIUKATOpPa HABOJMUTHCS Y BiJICOTKAX.

3) Bincorok mamientiB 3 XB, aias Akux orpuMano iHdgopmanio moao
MeJIUYHOT0 CTAHY BIIPOJAOBIK 3BiTHOTO Mepioay.

[HauKaTOp IPYHTYETHCA HA NONOKEHHAX Lboro Y KIIM/I.

3ayBaKeHHS 11010 IHTEPIpETaIlii Ta aHATI3y IHIUKATOPA.

JlominbHO 00paxoBYyBaTH 1HIWKATOP OKPEMO JJIS JTKapiB, K1 HAIAIOTh MEPBUHHY
MEIUYHY JOMOMOTY Ta IJIsl JIIKapiB-TaCTPOEHTEPOJIOTiB, JIKapiB-TaCTPOCHTEPOJIOTIB
TUTSIHX.

[Tpu amami3i iHAWMKATOpa CIiJI BPaXxOBYBAaTH HEMPHUITYCTUMICTh (OpPMaIbHOTO Ta
HEOOTPYHTOBAHOTO BiTHECEHHS 10 YHCEIbHWKA IHIWKATOpa THUX MAI€HTIB, JJIA SKHAX
JiKapeM He MPOBOIUIIOCS MEAUYHOTO OTJISAY BIIPOJIOBXK 3BITHOTO TIEpiony. Y MEepBUHHIN
MEIUYHIN JOKyMEHTaIii MamTh OyTH 3aJl0KyMEHTOBaHI (PaKkTH MEIUYHOTO OTJISTY
Mari€eHTa, a TaKoX OIWCaHa HasSBHICT, a00 BIJCYTHICTh TOBTOPHUX TPOSBIB
3axBoproBaHH. [lamieHTH, M1 SKUX Taki 3aIIUCH B MEIWYHIA JOKYMEHTAIlll BIICYTHI HE
BKJIIOYAIOTHCS J10 UMCEIIbHUKA 1HIUKATOPa, HaBITh Y BUMAAKY, AKIIO JIKap Ma€ JOCTOBIPHY
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1H(dOopMaIlito mpo Te, 0 NaIlEHT KUBHM Ta epedyBae Ha TEPUTOPii 0OCITYyroByBaHHS (3a
B1JICYTHOCTI JJaHUX MEIUYHOTO OTJISITY).

[HinpoBuii (Oa’kaHui) piBEHb 3HAYEHHS IHAMKATOpa Ha €Tami 3ampOBaKEHHS
VYKIIM/] He BU3Ha4aeThes 1S 3a100IraHHs] BUKPUBIICHHIO peajbHOT CUTYAaLIi].

[HCcTpyKLIis 3 00YUCIEHHS 1HAUKATOPA.

Hani Hanarotses 303, 1110 HaIal0Th CIIEiadi30BaHy MEJUYHY J0MOMOrY MallleHTaM
3 XB, po3TamoBaHUMU Ha TEPUTOPIi OOCIYrOBYBaHHS A0 CTPYKTYPHUX HIAPO3ILIIB 3
MUTaHb OXOPOHU 3/I0POB’ S MICLIEBUX JE€PKaBHUX aJIMIHICTPALIIi.

JlaHi HaJAIOTHCS TOMITOO, B TOMY YHCIIi €IEKTPOHHOIO MOIITOO.

Meron  oOuuciaeHHs  IHAMKATOpa: NIAPAXyHOK  HUIAXOM  py4yHoi  abo
aBTOMaTU30BaHOT OOPOOKH.

IH;[I/IKaTop OOYHCITIOETBCSL CTPYKTYPHUMH TIAPO3AiTaMU 3 THTaHb OXOPOHHU
3I0OpOB’ sl MICIIEBUX JCPKAaBHUX aJIMIHICTpaIliil micis HaaXoKeHHs iHpopmarii Big ycix
JikapiB, sKi HAJAalOTh CIEIiaNi30BaHy MEAWYHY JONMOMOry mamieHtamM 3 XB,
3apeecTPOBAHUX HA TEPUTOPIi 0OCTYyroByBaHHS, MIOAO 3arajibHOI KUTHKOCTI MAIIEHTIB 3
miarmosom XB.

3Ha4YeHHsI IHANKATOPA O0YMCIIOETHCS, K BiIHOIIEHHS YUCEIIbHUKA 10 3HAMECHHUKA.

3HaMEHHHUK 1HAUKAaTOpa CKJIaae 3arajibHa KUTbKICTh MAIi€HTIB 3 iarHo30M XB, siki
nepeOyBaloTh MiJl MOCTIHHUM CIIOCTEPEKEHHSIM Yy JIIKaps, SIKAUW HaJa€e Creliali3oBaHy
MEIUYHY JI0TIOMOTY mairieHTam 3 XB.

Jlxepenom iHpopmariii €: popma 025/o0, popma 112/0.

UucenpbHUK IHAMKATOPA CKJIAa€ 3arajibHa KUTBKICTh MAII€HTIB 3 AiarHo3oM XB, ski
nepeOyBaroTh MiJ MOCTIHHUM CIOCTEPEKECHHSAM Y JIiKaps, SKUH Hajae CIeliali3oBaHy
MEJUYHY JIONOMOTY, Ui SKUX HaBeleHa iH(opmallis 00 MEIUYHOrOo CTaHy i3
3a3HAYEHHSIM BIJICYTHOCTI 200 HAsSBHOCTI PEIMAMBIB 3aXBOPIOBAHHS a00 MPOSBIB HOTO
IPOrpeCcyBaHHS BIPOIOBXK 3BITHOTO MEPIOY.

JlxepenoMm indopmariii €: popma 025/0, popma 112/0.

3HavYeHHS 1HIUKATOpPa HABOJMUTHCS Y BiJICOTKAX.
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VII. Hepenik x:Kepea i HOPMATHBHO-NPABOBHUX AKTIiB, BUKOPUCTAHMX INPH

PO3pod1i YHI(PiKOBAHOI0 KIIHIYHOI0 MPOTOKOJIY

1.

Enextponnuii nokyment KiliHiuHa HacTaHOBa, 3aCHOBAaHA Ha JIOKa3ax «XBopobOa
Binecona», 2026 pik, https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-
klinichni-nastanovi/.

3akon VYkpainu «IIpo 3acTocyBaHHs TpaHCIUIAHTallli aHATOMIYHHUX MarepiajiB
moauH1» Bia 17 tpaBus 2018 poky Ne 2427-VIII.

[loctanosa Kabinery MinictpiB Ykpainu Big 27 rpyans 2018 poxy Ne 1211 «/lesiki
nuTaHHsA peanizanii 3akoHy Ykpainum «lIpo 3acTocyBaHHsS TpaHCIUIaHTaLll
QHATOMIYHUX MaTepiajiB JIFOAUHUY.

[locTanoBa Kabinery MinictpiB Ykpainu Big 03 mucronaga 2021 poxky Ne 1268
«Ilopsimok opranizanii HagaHHS peaduUTITAIlliHOI JOoMOMOTrH y cdepi 0XOpOHU
310pOB’sI».

[TocTanosa KabGinery MinictpiB Ykpainu Big 16 rpyans 2022 poxy Ne 1462 «/lesiki
MUTaHHS OopraHizaiii peadburiTailii y chepi OXOpOHU 3I0POB’S».

Haka3z MinictepctBa oxoponu 310poB’st Ykpainu Bin 28 BepecHst 2012 poky Ne 751
«IIpo cTBOpeHHS Ta BIPOBAKEHHS MEIUKO-TEXHOJIOTIYHUX JTOKYMEHTIB 3i
CTaHJapTH3aIlll MEeIUYHOT Ta peabimiTamiiiHoi JormoMoru B cucteMi MiHicTepcTBa
OXOpPOHU 37I0pOB’s YKpaiHu», 3apeecTpoBaHuil y MiHICTEpCTBI IOCTHIT YKpaiHu
29 muctomana 2012 poky 3a Ne 2001/22313.

Hakaz MinicTepcTBa 0xopoHu 310poB’s Ykpainu Bin 14 motoro 2012 poky Ne 110
«IIpo 3atBepmxeHHss (HopM TMEPBUHHOI OOIIKOBOI JOKyMeHTarii Ta I[HCTpyKIiid
IOJI0 iX 3alOBHEHHS, IO BUKOPHCTOBYIOTHCS Y 3aKjialaX OXOPOHH 3JI0pPOB’A
HE3aleXKHO BiJ (OPMU BIACHOCTI Ta MIANOPSAKYBAHHSA», 3apEECTPOBAHUN Y
MinictepcTBi ocTuilii Ykpainu 28 kBitHs 2012 p. 3a Ne 661/20974.

Haka3 MinictepctBa oxopoHu 310poB’ st Ykpaiau Bin 28 numas 2014 poxy Ne 527
«IIpo 3atBepmxeHHs (GopM IMepBHHHOI OOJIKOBOI JOKYMEHTAIlll Ta 1HCTPYKIIIN
IIOJI0 1X 3alOBHEHHS, 110 BUKOPUCTOBYIOTHCS Y 3aKJIaJlax OXOPOHH 370pOB’S, SIKi
HAJal0Th aMOYJIaTOPHO-MOJIKIIHIYHY JOTOMOTY HACeJICHHIO0, HEe3aJeXHO BiJ
HiATOPSIAKYBaHHS Ta (OPMHU BIACHOCTIY», 3apeeECTpOBaHMi Y MiHICTEpPCTB1 FOCTHUIIIT
VYkpainu 13 cepnas 2014 poxy Ne 959/25736.

Haka3 MinictepctBa oxoponu 3710poB’ st Ykpaiau Bia 19 6epesns 2018 poxy Ne 504
«IIpo 3arBepmxenHs Ilopsaky HanaHHS TNEPBUHHOI MEIUYHOI JOIOMOTH»,

3apeectpoBannii 'y MinictepctBi toctunii Ykpainu 21 Oepesns 2018 poxky
Ne 348/31800

10.Haka3 MinictepcTBa 0XOpoHU 310poB’s Ykpaiau Bix 09 mucromaga 2020 poky

Ne 2559 «IlomoskeHHST TPO KOHCHIIIYM JIIKapiBy», 3apeecTpoBanuii y MiHICTepCTBI
toctuttii Yipaiau 18 rpynus 2020 poky Ne 1261/35544.

11. Haka3 MinicTepcTBa 0XOpoHHU 30poB’ st Ykpainu Big 18 mororo 2021 poky Ne 293

«IIpo 3atBepmxenns [lopsanky po3moauTy aHATOMIYHUX MartepialliB Ta KpUTEPIiB
BCTAHOBJICHHS TAp JOHOP—PEIUITIIEHTY», 3apeecTpoBaHuii Y MiHICTEpCTBI IOCTHIIIT
VYkpainu 16 kBitHsa 2021 poky 3a Ne 527/36149.

12.Haka3 MinictepcTBa OXOpoHH 310poB’ss Ykpainu Bim 07 BepecHs 2022 poky

Ne 1620 «IlonoxxeHHst po Mepexy pedepeHTHUX LEHTPIB 3 MUTaHb PIAKICHUX


https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/
https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/
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(opdanHUX) 3aXBOPIOBaHbY, 3apEECTPOBaHUM Y MiHICTepCTB1 I0cTULIT YKpaiHu 26
BepecHs 2022 poky 3a Ne 1120/38456.

13. Haka3 MinictepcTBa 0XOpOoHHU 3710poB’ss Ykpainu Bif 20 muctomana 2024 poky
Ne 1946  «IIpo 3atBepmxkenHsa Ilepeniky pEeKOMEHIOBAaHUX I1HCTPYMEHTIB
OLIIHIOBaHHS (PYHKI[IOHYBaHHS, OOMEKEHb KUTTEISIIBHOCTI Ta 3J0POB’S1 0COOM».

14. Haka3 MinictepcTBa 0XOpoHU 370poB’ s Ykpainu Bij 06 ceprnst 2024 poky Ne 1388
«IIpo 3arBepmxeHHss BuMor mo sKocTi Ta 0€3MEYHOCTI aHATOMIYHUX MaTepiajiB
JIOAUHU Ta BHECEHHS 3MIHM 10 YMOB 30epiraHHs BHJIYYEHMX AaHATOMIYHUX
MaTepialliB JIOJWHU, IX MIATOTOBKH 10 IEpPEBE3CHHA Ta YMOB IEPEBE3CHHS
BWJIYYEHUX aHATOMIYHUX MaTepialliB JIOJUHUY», 3apeecTpoBaHuil y MiHicTepcTB1
toctunlii Ykpainu 13 Bepecus 2024 poky 3a Ne 1387/42732.

15. Haka3 MinicTepcTBa 0XOpoHHU 310poB’st Ykpainu Bix 13 yepBust 2025 poky Ne 971
«IIpo 3aTBepKeHHS CIMHAISATOrO BUMYCKY [lep:kaBHOro popMysisipa JIIKaApChbKUX
3aco01B Ta 3a0e3neUYeHHs HOT0 IOCTYITHOCTI».

JAupextop denapramenry
MEAUYHHUX MOCTYT Baaepis COPYYAH
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10  YHIDIKOBAHOTO  KJIIHIYHOTO
IIPOTOKOILY IIEpPBUHHOIL Ta
CHeliajli30BaHOT MEIUYHOT IOIOMOTH
«XBopoOa Binbcona»

(miamyHKT 2 nyHKTY 1 po3ainy III)

IHOOPMALIS IS MALIEHTA
3 XBOPOBOIO BLIbCOHA

PexomenaoBana xiera 1Jis namieHTiB i3 XB

IIpu3navyenHs

Hieta npu XB € JOMOMDKHUM HEMEIMKAaMEHTO3HUM 3aXOJO0M JIIKyBaHHS,
CIpPSIMOBaHUM Ha 3MEHIICHHS HaJAXOKEHHS MiJll 3 TKeto, MATPUMKY (PYHKIIT MEYIHKH Ta
npo(diTaKTHKY TTPOTrpeCyBaHHS 3aXBOpIOBaHHSA. J{ieTHUHI peKOMEHaIlii 3aCTOCOBYIOThCS
Ha YCiX eTamax BeJCHHS Malli€eHTa, OCOOJIMBO HA IMOYATKOBHX CTaIisX JIKYBaHHS Ta y
MaIi€HTIB 3 MEYIHKOBUMH MposiBaMu XB.

OpranizauniiiHi acneKkTu:

BaxnuBoto € KOHCynbTallis JIiKaps-aieTosora s 1HAUBIAyali3allii J1€THYHOTO
XapuyBaHHS 3 ypaxXyBaHHSM KIiHIYHOiI ¢opmu XB, cTaaii 3aXBOprOBaHHS, CYIMyTHBOI
naToJiorii Ta (hpapMakoTepanii.

3arajibHi NpUHIUNM XapyyBaHHs npu XB:

YHUKAHHS MPOAYKTIB Ta BITAMIHHUX Ta MIHEPAJIbHUX TOOABOK 3 BUCOKUM BMIiCTOM
Mifi, OOMEXyBaTl MPOJYKTH 3 TMOMIPHUM BMICTOM Mijli O€3 MOTOKEHHS 3 JIIKapeM Ta
HaJaBaTH MepeBary NpoAyKTaM 3 HU3bKUM BMICTOM Miji,

parioHajgpHe, 30ajlaHCOBAaHE XapuyyBaHHS BIAMOBITHO JO BIKYy Ta €HEPreTUYHUX
noTpeo;

YHUKHEHHSI HyTPUTUBHUX JeiruTiB (O1I0K, 3aj1130, IIUHK, BITAMIHH);

IHAWBINYyaJdbHA aJanTaris JI€TH 3aJIeKHO Bia KiIiHIYHOT opmu XB (mediHKoBa,
HEBPOJIOTIYHA, 3MillIaHa);

YHUKHEHHSI BXKMBaHHS AJIKOTOJIBHUX HAIOiB y 3B A3KY 3 PU3UKOM JIOJATKOBOTO
YIIKOKCHHS TeUIHKH, He3aJIe)KHO B/l KIIHIYHOT (DOPMHU 3aXBOPIOBAHHS.

PexoMeHnoBaHe 1000Be HAAXOIKEHHS Mijli:

Ha ITOYATKOBUX €Talax JiKyBaHHs OpiIEHTOBHA IIJIb — MeHIe 1 Mr. miai Ha 100y;

IiCJIs TOCATHEHHS KJIIHIYHOI Ta jJabopaTtopHOi crabimizaliii JieTHdHi 0OMEKEHHS
MOXXYTbh OyTH MOM’ SIKIII€HI 1] KOHTPOJIEM JIIKaps;

JTIETMYHI ~ pEeKOMEHIallli  3aBXIud  PO3MNIANAIOTHCS, SK  JOMATKOBI /IO
MEJIMKaMEHTO3HO1 Teparrii.

IIpakTUYHUI AJTOPUTM OLIHKHU 1000BOT0 HAAXOXKEHHS Mii:

OIIHUTH TOOOBHIA paIlioH MAIliEHTa 32 OCHOBHUMU TPyINaMH MPOAYKTiB;

BU3HAYNTHU HASBHICTH MPOYKTIB 3 BUCOKUM BMICTOM Mii (TabmIuIIi);

OpPIEHTOBHO PO3paxyBaTH HAAXO/KCHHS Mijli, BUKOpPUCTOBYrouM AaHi Ha 100 r
IIPOAYKTY;

3a IOTpeOr — CKOPUT'YBATH PaIllOH 200 HAMPABUTH MAaIIEHTA HA KOHCYJbTAIIIIO JI0
JIKaps-I1€TOJIora.
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IIpoayKTH 3 BUCOKHM BMICTOM Miji, 1110 PEKOMEHA0BAHO YHUKATH

‘ I'pyna npoaykris H Ipukiaagu ‘
‘ CyOnpoaykTu H [euinka, HUPKH, cepiie ‘
‘ Mopenpoaykru H Yerpui, Miaii, kpaOu, KpeBEeTKH ‘
‘ l'opixu Ta HaCciHHS H Bonoceki ropixu, GyHAYK, MUTIAb, KTl 0, HACIHHS COHSAITHUKA ‘
‘ Bo6oBi H CoueBuiis, HyT, KBacOJsi, COS ‘
‘ [ITokosan Ta Kakao H loxomnan, Kakao-MOPOIIOK, IIOKOJIaIHI Haroi ‘
‘ ['pubnu H Vi Bumn ‘

IIpoayKTH 3 HU3LKMM BMIiCTOM Mi/li, III0 PEKOMEHA0BaHI 1JIf Xap4yBaHHSA

‘ I'pyna npoaykriB H Ipukiaagu ‘
‘ M’sco H Kypsituna, inanuKa, KpoJIMK, HEXXUPHA SUIOBUYMHA ‘
‘ MoJiouHi IPOIYKTH H Mouioxko, kedip, iorypt, cup ‘
‘ Kpynu H Puc, manka, Kykypya3sHa Kpyma ‘
‘ OBoui H Kapromuis, MmopkBa, kabadok, OTipOK, 1IBITHA KamycTa ‘
‘ OpykTH H SAbnyka, rpyui, 6aHaHU ‘
‘ X6 H bimmit x11i0, TocTH ‘
‘ Kupnu H PocnyHHI 01111, BEpIIKOBE Macjo ‘

Boanuii pesxkum

PexomMeH0BaHO BUKOPHUCTOBYBATH BOJY 3 HU3HKUM BMICTOM Mii. 32 MOXIJIMBOCTI
YHUKATH BOJIH, 1110 MTOJAAETHCS Yepe3 MiIHI TpyOH, a y pa3i CyMHIBIB — BUKOPHUCTOBYBATH
OyTuiboBaHy ab0 (DUTBTPOBaHY BONY.

Oco0.1mBI 3ayBakeHHsI

Jlieta He 3aMiHIOE MeAMKaMeHTO3He JiiKyBaHHsi (JiKapchbki 3acoOu, M0
YTBOPIOIOTh XE€JaTHI CIIOYKH 3 MIJJII0, Mpernapatd IUHKY). JKOpcTKi 0oOMeKeHHS
B)KMBAaHHS IIPOJIYKTIB, 1110 MalOTh BUCOKUI BMICT M1/l HE € TIO)KUTTEBUMH Ta MOXKYTh OyTH
oM’ SIKIIIeH] TicIs cTabimizamii ctaHy Ha (DOHI JIIKyBaHHS.

V ngite#t, HIAIITKIB, BariTHUX Ta TMAI€HTIB 3 KaxXeKCI€l0 Jl€Ta IIOBUHHA
KOpUTyBaTucsa IHAWBIAyanbHO. HamMmipHe oOmexeHHs Oilka Ta Kalopidi MOXe
MPU3BOAUTH 710 HYTPUTHUBHOT HefocTaTHOCTI. CamocTiiiHa cyBopa aieTa 6e3 JiKapChKOoro
KOHTPOJIIO HE PEKOMEHIOBaHA.
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(mianyskT 1 myHkTy 2 po3nuty III)

MarniTtHo-pe3oHancHa Tomorpadisa (MPT) ronosuoro mosky npu XB

1. 3aranbHa XapaKTepHCTHKA
MPT ron0BHOr0 MO3KY 3aCTOCOBYETHCS JIJIsl OLIHKHU cTpyKTypHUX 3MiH [LIHC npu
XB.

2. IToxa3anns 1o nposeaenuss MPT

MPT rosioBHOTO MO3KY pPEKOMEHAYEThCS

narieHTam 13 marBepakeHor XB, 0co0auBO 32 HASBHOCTI HEBPOJOTTYHUX Ta/ab0
NCUXIYHUX PO3JIAJIIB;

miTsasM Bikom >10 pokiB s omiHku crymneHs ypaxkenHs [IHC Tta 6a3oBoro
HEBPOJIOT1YHOTO CTaTyCy Mepe]l MOYaTKOM JIIKYBaHHS;

IpU MEePBUHHIN JiarHocThill XB y MaiieHTiB 13 HEBPOJIOTTYHOIO CUMIITOMATHKOIO;

st nudepeniiinoi glarnoctuku ypaxens [IHC.

3. IIporokosa nposeaennss MPT
Pexomennyerbcsi mpoBeneHHs MPT romoBHOro MoO3Ky i3 3acTOCYBaHHSIM
CTaHJAPTHUX TOCHiAoBHOCTEN: T1-3BaskeHl 300paxeHHs; |2-3BakeHI 300pa’kKeHHS;
FLAIR.
3a HasSBHOCT1 TEXHIYHOI MOKJIMBOCT1 MOXKYTh JIOJIATKOBO BUKOPUCTOBYBATHCS
nudy3iiHo-3BaxkeHi 300paxkenns (DWI) 3 pospaxynkom ADC;
T2*-3BaxxeHi a6o SWI-mocHimoBHOCTI Il OINIHKM MIKPO KPOBOBHWJIMBIB Ta
BIJIKJIQJICHHS METAIB.

4. Tunogi 3minn Ha MPT rosioBnoro mo3ky npu XB Bigo0paskaioTh repeBakHe
YpaKE€HHS MiIKIPKOBUX CTPYKTYP Ta CTOBOYpa MO3KY 1 MalOTh CHMETPUYHHI XapaKTep.

Ypakennsi 6a3ajJbHUX raHIIIIB (HalyacTima Jokafizaiisi) — CAMETpUYHI 3MiHA
CUTHANly, TiepeBakHO rinepinTeHcuBHI Ha T2- Tta FLAIR-300paxeHHsX, y AIIAHII
mKapanynu (putamen); xBoctatoro sigpa (nucleus caudatus); Omimoi kxymi (globus
pallidus); moxxuBe 3anydenns tanamyca (thalami).

YpaikeHHsi cToBOypa roi0BHOT0 MO3KY — 3MiHUA CUTHAITY Y CEPETHbOMY MO3KY Ta
MOCTY; XapaKTepHI MaTepHH MOXKYTh BiAMOBiAaTH (EHOMEHAM «OONMYYs TIraHTCHKOI
nauau» (“face of the giant panda”) a6o «moagsiiinoi manam» (“double panda sign™).

YpaxkenHsi 0ijioi pe4yoOBMHHM Ta iHIIUX CTPYKTYP — MOXJIHMBE ypaK€HHS OLTO1
PEYOBHHHM TIBKYJIh BEITMKOTO MO3KY Ta MO304YKa (piamie); 3MiHU HOCATh nudy3Hmii abo
BOTHUIIICBUI XapakTep.
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ATpogivHi 3MiHM — [IpU TPUBAJIIOMY NEPEOIry 3aXBOPIOBAHHS MOXKIIMB1 aTpo(1yH1
3MIHM KOpU Ta MIJKIPKOBUX CTPYKTYp TOJOBHOI'O MO3KY; CTYIIHb aTpodii Moxke
KOPEJIIOBATH 3 TAXKKICTIO HEBPOJIOT1UHOTO AEDILUTY.

JonaTkoBi MP-xapakTepuCTMKM — 3MiHH, [TOB’13aH1 3 HAKOIIUYEHHSAM METaliB Ta
MIKPOCTPYKTYPHUMU NOPYILIEHHSIMHU, MOKYTh Kpallle Bi3yalli3yBaTHCs IPU BUKOPUCTAHHI
T2*-3Baxenux ta SWI-nocninoBHocTEN.

5. InTepnperanisi pe3yabTaTiB:

cumeTrpuuHi rinepinTeHcuBH1 3MiHU Ha T2/FLAIR y 6a3zanbHux rauriisx ta/ado
cTOBOYpP1 MO3KY € TUIIOBUMH JIJIs HEBPOJIOTTYHOTO ypaxkeHHs rpu XB;

MPT-03HaKk1 MOXYTb BUSIBISITUCS HaBITh 3@ BIICYTHOCTI KJIIHIYHOT HEBPOJIOT1UHO1
CUMIITOMATHUKHU;

BUSIBJICHI 3MIHU € HecelM(pIYHUMU Ta NOTPEOYIOTh OLIIHKYU Y MOETHAHH] 3
KJIIHIYHUMU Ta JIaOOpaTOPHUMH TaHUMH.

6. KniniuHe 3HaYeHHA
MPT ronoBHoro mo3ky € iHcTpymeHToM ouinku ypaxeHHs [IHC npu XB ta moxe
BUKOPUCTOBYBATHUCS JJI TUHAMIYHOTO CIIOCTEPEKEHHS 32 €(DEKTUBHICTIO JIIKYBaHHS.
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InTerpaTnBHa oninka 3a mkanow Jleidnuura s giarnoctuku XB

kana Jlednuura BUKOPUCTOBYETHCA ISl IHTEIPATUBHOI OLIHKH KJIIHIYHUX,
1a00paTOPHUX Ta FTEHETUYHUX JaHUX 3 METOI BU3HaueHHs WMoBipHOcTI XB. Ouinka 3a
IIKaJIOI0 3aCTOCOBYETHCS Y MAIIEHTIB SK 13 KIIACUYHUMHU, TaK 1 3 aTUTIOBUMH KIITHIYHUMHU
pOsSIBAMH 3aXBOPIOBAHHS.

Tabu. 6. liarnoctuyna mkana Jleitnuura (Leipzig scoring system) npu XB

| Osmaka L1 o | 1 | @2 L 4 |
‘ Kinpus Kaiizepa—®aeiimepa || — H BIJICYTHI1 H - H HasBHI H - ‘
Hetiponicuxiuni po3naau Ta/abo
xapaktepHi 3Minu Ha MPT rosoBaoro - BIJICYTHI - HasBH1 -
MO3KY
Kym0c-HeraruBHa reMosiTuyHa anemist +
MIBUIIIEHUNA PIBEHb M1l B CHPOBATIII — BIJICYTHI HasBHI — —
KpOBi
1-2 x >2xBMH abo
BEPXHS HOpMa, aje
Mins y ceui, MKr/24 Tox (3a BIICyTHOCTI 3 HODMa mexa | >5xBMH micias 3
TOCTPOro TenaTuTy) p HOPMHU | HaBaHTa)XCHHS
(mami— || meHiuIaMiHOM
BMH) (2x0,5T)
<5xBMH
Mizp y nedinii, MKI/T cyXxoi Macu — HOpMa (<250 >>xBMH —
’ MKI/T) (>250 mKkr/T)

Ponanin-no3uTHBHI renatonuTy (JIMiie 3a

) .. O - BincyTHi | HasBHi - -
BIJICYTHOCTI KUTBKICHOTO BU3HAYCHHS MiJIi)

Lepynomnna3min, /1 (HeperoMeTpuIHHIA ~0.2 1/ 0,1-0,2 0.1/
aHai3) a - T r/n L T a
‘ I'enetnyni myrariii ATP7B || — H BIJICYTHI H oJHa H B H ‘

[aTepnperaris cymapHoro Oany:
0-1 6an — XB manoiimoBipHa; 2—3 6anu — XB iimoBipHa; >4 6anu — XB nyxe iimoBipHa

IpumiTkyn moxo inTepnperaiii reHeTnuHoro kpurepiro (ATP7B).

BianogigHo no opurinanpHoro onucy mkanu (Ferenci et al., 2003) Ta 1i momanbmoi
Bamigamii (Ferenci et al., 2018), BusBIeHHS ABOX MAaTOreHHMX BapiaHTiB reHa ATP7B
OIIIHIOETBCH K 2 Oanm y Mexkax mkanu Jleimmura. BogHodac cydacHi J1oKa30Bi JaHi
CB1IYaTh MPO BUCOKY JIarHOCTUYHY 3HAYYIIICTh HASIBHOCTI JIBOX MATOT€HHUX BapiaHTIB
ATP7B, mo B KIIHIYHOMY KOHTEKCTI MOXE€ PO3TJISAIATHCSA, SK MIATBEPKYIOUUH
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reHeTUYHUN Kputepit XB, npu 1poMy 3acTOCYBaHHS IIKAIH 3A1MCHIOETHCS 0€3 3MIHU 1l
OaJIbHOT CTPYKTYPH.
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3arajgpHa mkajaa ouinku XB
(Global Assessment Scale for Wilson’s Disease, GAS for WD)

IIpu3nayeHns:

[Mxana GAS for WD 3actocoByerhcsi ajisi 0araTOBUMIPHOI KJIIHIYHOI OIIHKH
TKKOCTI XB Ta iHTerpye cCTymiHb OOMEXKEHHS MOBCAKACHHOIO (DYHKI[IOHYBAaHHS,
BUPAXEHICTh HEBPOJOTIYHUX TMOPYIIEHb Ta KIIHIYHY CTpaTUQIKaIilo TAXKKOCTI
3axBoptoBaHHd. [llkana oxoruiroe marieHTIB 31 3MilIaHUMH (QopMaMu (NEYIHKOBUMH,
HEBPOJIOTIYHUMU Ta MOpYyIHIeHHsAMU Ticuxiku). [llkana Takoxk MOke BUKOPUCTOBYBATHUCS
JUISl AUHAMIYHOTO MOHITOPUHTY marfieHTiB 13 XB.

CTpyKTypa HIKAJU TA NPUHIMIN T 32CTOCYBAHHA

[Ixana ckmagaeTbes 3 ABOX HE3AJIEKHUX PIBHIB.

PiBennb 1. Oninka crynensi 00Me:KeHHS MOBCAKICHHOT0 QYHKIIIOHYBAHHA 32
YOTHPMA JOMEHAMM:

byHKITIS TIeYiHKH,

KOTHITHBHI Ta TTOBEIIHKOBI TMTOPYIIIEHHS,

MOTOpHa (PYHKITIS,

KICTKOBO-M’130Ba CHCTEMA.

Tadoauua 1. Ouinka nomeHniB pyHkuionyBanus (0—5 6auiB)

Ban H Kuainiune 3HaueHHs

H Hopwma, dyHKITIOHAIBHIX 0OMEXEHb HEMAE

H MiHiMalbHi, KIIHIYHO MaJIO3HAYYIII TOPYIICHHS

H [TomipHi OpyIIEHHS 3 YACTKOBUM OOMEXEHHSM (DYyHKI[IOHYBAaHHS

H BHpaxceHi MOPYLICHHS, CYTTEBEC 0OMEKEHHST IIOJCHHO1 AKTUBHOCTI

H Jlerki IMNOPYHICHHS, HC BINIMBAIOTh CYTTEBO HA INOBCAKIACHHY AKTHBHICTE ‘

Ol B[|W|N]| ]| O

H TsokKi MOpyIIEHHS 3 PI3KUM 0OMEXEHHSIM MOBCAKIEHHOTO (PYHKIIIOHYBAHHS

InTepnperanis PiBus 1
Cymapuwuii 6an Pipas 1: 0-20

‘ Cyma H Cryninb 00MeKeHHsA ‘
‘ 04 H MiHimManbHI/BIACYTHI ‘
| 510 | Jlerxi |
| |

11-15 || Mowmipni
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Cyma H Cryninb o0MeskeHHSA

16-20 || Tsxi

PiBenb 2. HeBpoJ1oriuHi nmopyueHHs
OuinmoThCs 14 KITHIYHUX TapaMeTpiB HEBPOJIOTTYHOTO CTaTyCYy.

Taoauus 2. Hesposoriuni nposisu (0—4 6an)

‘ ban H Kuiniyne 3HaueHns ‘
‘ 0 H BincyTHi mopymeHHs ‘
‘ 1 H Jlerki, MiHIMaJIbHO BUPAX€H1 CUMITOMHU ‘
‘ 2 H [TomipH1 nopyIIeHHs, YaCTKOBO KOMIIEHCOBaH1 ‘
‘ 3 H Bupaxxeni nopymeHHs 3 QyHKIIOHAIBHUM JePILUTOM ‘
‘ 4 H ['muboxki nopyiieHHs, pi3ke oOMexkeHHs abo BTparta (pyHKIIIT ‘

ITapameTpu omiHKH:
00smyus «xB. BuibcoHay;
YCHIIIHICTh Y HABYAHHI;

Jerpecis;
[ICUXO03;
JTUCTOHISA,

TpEMOD;
xope;

MapKIHCOHI3M;
MOBJIEHHS (U3apTpis);

KOBTaHHS,

CIIMHOBUIUICHHS
IoCTaBa Ta xoJ1a (He MOB'sI3aH1 BUKJIIOYHO 3 YPAKEHHSIM KiCTKOBO-M'S130BO1

CHUCTEMHU);

kinbist Kaitzepa-®dneiimepa,
HII PIAKICHI TPOSIBH.

Intepnperanis PiBus 2
Cymapuuii 6an PiBas 2: 0-56

‘ Cyma H CTyniHb HeBpPOJIOTIYHHMX MOPYUIEHb ‘
| 0-10 | Minimansni |
| 11-25 | Jlerki |
| 26-40 | Tomipwi |
| 41-56 | Tsoxxi |

3araapauid 0a;a GAS for WD
GAS for WD = Pisens 1 + PiBens 2
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InTepnperanis 3araJibHOr0 CTaHy
ianazon: 0—76 6ams

‘ Bban H Kainiuna TskkicTh ‘
‘ 0-15 H Jlerka ‘
‘ 16-35 H ITomipua ‘
‘ 36-55 H Tsoxka ‘
‘ 56-76 H Jyxe TsHKKa ‘

Kuainiune 3acTocyBaHHA
Mkana GAS for WD BuxopucroByethest y 303, 1m0 HaAaroTh CHELiani30BaHy
MEIUYHY JI0MIOMOTY, JUIS:
OIIIHKY TSKKOCTI XB;
MOHITOPHUHTY 3a MepediroM 3aXBOPIOBaHHS,;
OLIIHKHY €()EeKTUBHOCTI Teparlii;
CTaHJapTU3aIlll KIIHIYHUX JTOCTIKCHb.

Mpumirka: Illkana GAS for WD He € caMOCTIHHUM A1arHOCTUYHUM 1HCTPYMEHTOM 1
BUKOPHUCTOBYETHCS K JTOJATKOBHI METO/I KIIIHIYHOT OI[iIHKH. PEKOMEHTYETHCS IIPOBOJUTH
OIIHKY TIiJl Yac TUIAHOBUX KJIIHIYHUX OTJISAJIB marfieHTa abo He piame HiK 1 pa3 Ha 3-6
MICAIIIB 3aJIe)KHO BiJl KJIIHIYHOTO CTaHy. Pe3ynbrat OIIHKHU IMJIATal0Th 000B’I3KOBii
dikcarrii B MeIU4HIN JOKyMEHTAIII]l TaIi€HTa.
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10  YHIDIKOBAHOTO  KJIIHIYHOTO
IIPOTOKOILY IIEPBUHHOIL Ta
CHeliajli30BaHOT MEIUYHOT IOIOMOTH
«XBopoOa Binbcona»

(migmyHKT 1 myHkTy 2 po3niny III)

YHipikoBaHa mkaJa ouinku XB
(Unified Wilson’s Disease Rating Scale, UWDRS)

JlaHu# JOKYMEHT € aJIaliTOBaHUM yKpaiHOMOBHHM rnepekiianom mikanu Unified Wilson’s
Disease Rating Scale (UWDRS), miaroroBieHuM Jjisi KJIIHIYHOTO 3aCTOCYBAaHHS Ta
BHKOPHCTAHHS Y MEKaX KITIHIYHUX HACTAHOB.

[IIxana UWDRS BUKOpHUCTOBYETHCS AJISI:
NEPBUHHOI OIIHKY KJIIHIYHOTO CTaHy MAaIll€HTA;
JUHAMIYHOTO CTIOCTEPEKEHHS 3a MepediroM 3aXBOPIOBAHHS;
OILIIHKY €()EeKTUBHOCTI JIIKYBaHHS.

I. Ouinka piBusa cBizomocti (UWDRS 1)
1. CBigomicTh

bax Xapakrepucruka
0 Hopwmanbsha

1  CoHnuBicTh
2  Cormop

3 Koma

II. IlyHkTH, 10 OLiHIOIOTHCS 32 iHGopmanicio nanienTa a6o poxunu (UWDRS II)
2. MoOisibHicTh (HA piBHil MOBEPXHI)

ban

0 CamocrTiiiHe IepecyBaHHS

1  Hesnauno mopyiieHa, CTOPOHHS JOTIOMOTa He MOTpiOHa
2  XoauTh 3a TOTIOMOTOI0 OJIHIET 0COOM

3  IlepecyBaeTbes y Kpicii KOJIICHOMY

4  Hepyxomuii

3. llapinnsa

ban

0 Bincyrsi

1  PigkicHI nmagiHHA



2
3
4

[TaginHs MeHIIe OAHOTO pa3y Ha A00y
VY cepennboMy OJIHE MA/IIHHS HA 00y

lNpopoBXeHHs goaaTtka 5

[Taninns Ou1bIIE OJJHOTO pa3y Ha 100y a00 MalllEHT HE EPECYBAETHCS

4. IlepemimeHHs (3 JiKKa HaA CTijIenb i HA3a/1)

Bbana

wWw N - O

CamocrTiliHe

[ToTpebye MiHIMATBLHOT JOOMOTH
[ToTpebye 3HAYHOT P13UIHOT TOTTOMOTH
HemoxxnuBe, BiACYTHS 3/1aTHICTh CUITH

5. CanHoTteua

Bbana

A Ww N - O

Hopmainbna

Hesnaune 3011bIIEHHS KUIBKOCT1 CIIMHU
[TomipHa ciiuHOTEYa

Bupaxena cnunoreua

[TocTiitHa BUpa)keHa CIMHOTEeYa

6. KoBTanus

Bban

H~ LW N - O

Hopmanbene

PinkicHe mornepxyBaHHS

[TepioguyHe monepxXyBaHHS

[ToTpebye M’ K01 1Ki

[ToTpebye Ha3oracTpaabHOIO 30HAa 200 raCTPOCTOMHU

7. IlpuiioM ixi

ban

A W NP O

Hopmanbauii

He3nauni TpyHomti

YacTkoBa JOoOMOra HEOOX1IHA
[:)xy mae roTyBartu inma ocoba
[ToTpeOye romyBanHs

8. Onsiranus

ban

0

Hopmainbne



Hesnauni tpyasomi
[lepionuuna gonomora
3HayHa Jo1moMora

A W DN B

[ToBHICTIO 3aJIEKHUH Bl JJOMIOMOTH

9. Ilpuiiom BanHu ad0 xyury

baa

0 HopwmanbHuii

1 IloBuibHMI, ane 0e3 JOIIOMOTH

2  Ilepioguuno noTpeOye JOMOMOTH

3  IlocriitHO noTpedye JTONOMOTH

4  TIoBHICTIO 3aJ€XHUH B1J JOIIOMOTH

10. dorasx 3a co0010
(po3uicyBaHHS BOJIOCCS, YUIIICHHS 3y0iB, TOJTIHHS)

ban

Hopmaneauii

IloBinbHUH, aje 0€3 JOIMOMOTH
[Tepioguuna gqomomora
[TocTiiina nfonomora

H~ LN B O

[ToBHICTIO 3aJIEKHUM

11. KopuctyBaHHs TyaJIeTOM

ban

0 Hopwmanbhue

1 IloBuibHe, ajie 6€3 JOIIOMOTH
2 Ilepiogmuna moromora

3 Tlocriiina momomora

4 TloBHICTIO 3aJIEXKHUI

II1. HeBpoJioriune ooctesxkenusi (UWDRS I1I)
12. MoBJieHHst

ban

0 Hopwmanbhue

1  Jlerka nuzaptpis

2  TlomipHa gu3apTpis, ajie MOBJICHHS 3pO3yMilie
3  Bupaxene nopyuieHHs MOBJICHHS

4 MoBJieHHA Hepo30ip/iuBe

lNpopoBXeHHs goaaTtka 5
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13. Mimika

A. OpoMaHauOy/IsipHA TUCTOHISA

baxa

0 Bincyras

1  MiHimManbHa, eni30quYHa

2  IlomipHa, noMiTHa Npy MOBJIEHH1 200 *KyBaHHI

3  Bupaxena, cyTTeBO Mopylirye MOBJIEHHs a00 MpUAOM ki
4 Tsxka, moCTiiiHA, IHBATIIU3YIOUa

b. I'imomimis

bax

0 Hopwmanbha MiMmika

1  Jlerka 3HMXKEHICTh MIMIYHOT aKTUBHOCTI

2  TlomipHa rinomimis

3  Bupaxena amimis

4 Maiixe NOBHA BIICYTHICTh MIMIYHOI eKcTIpecii

14. OxysnoMoTOpHi QpyHKIil
ban

0 HopwmanbHi

1  Tlopymeni

15. Tpemop cnoxkoo

OIIHIOETBCA OKPEMO IS BEPXHIX Ta HUIKHIX KIHIIIBOK (TPEMOpP OIIIHIOETHCS B CTaHI
IIOBHOT'O M’SI30BOT'0 PO3CJIA0JIEHHS Ta MIATPUMKHU KiHIIIBKH).

ban

0 Biacyrniit

1  MiHiMaJIbHUH, HENOCTIMHUI

2  IlomipHuii, MOCTIMHMH, aie HE3HAYHOI aMILTITY TN

3  Bupaxenwuii TpeMop cepeaHbOi aMILTITYAH

4 TsoKKUW BUCOKOAMIUTITYTHUM TPEMOP, 110 3HAYHO TOPYIIye (YHKIIIO KiHIIBKA

16. Tpemop rosioBu

ban

0 BincyrHiit

1  Jlerkuit

2  llomipHuii
3  Bupaxenwii
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4  TspKKAN

17. PurigHictb

(OLIHIOETHCS OKPEMO IS IIWi, IPAaBOI Ta J1BOi BEPXHBOI 1 HUKHBOT KIHIIIBKH)
ban

BincyTthHs

Jlerka purigHiCTh, BUSBISETHCS JUIIE MPU aKTUBAIIITHUX MPoOax
[TomipHa purigHicTh 6€3 CyTTEBOIO OOMEXEHHS PYyXiB

BupaxeHna pUrigHicTh 13 IOMITHUM OOMEXEHHSIM PYyXiB

A W NN PE- O

TspkKa pUriIHICTh, 3HAYHE YTPYAHEHHS TACUBHUX PYXiB

18. IlocTyKkyBaHHS NAJbUAMHA

(OLIIHIOETHCSI OKPEMO CITpaBa Ta 3J1iBa)

[NarierTa MpOCATH MAaKCUMAIBHO MIBUIKO Ta IIUPOKO BUKOHYBATH MOCTYKYBaHHS
BKa31BHUM TAJIBIIEM TI0 BEJTUKOMY TAJBIIFO.

ban

0 HopmanbHe BUKOHAHHS

1 He3nauHe ynoBiIbHEHHS a00 3MEHIICHHS aMILTITYAH

2 IlomipHe ynoBUIbHEHHS Ta 3HIXKEHHS aMILTITYIU

3 Bupaxene ynoBuIbHEHHS, IIBUAKE BUCHAKEHHS PYXiB

4 HeMmOXIUBICTh BUKOHAHHS a00 BUKOHAHHS JIMIIIE OKPEMUX PYXIB

19. llIBuaKi aJbTEPHYIOYI PyXH KUCTAMHA

(OILIIHIOETHCSI OKPEMO CITpaBa Ta 3J1iBa)

[TamieHTa IpOCATH MIBUAKO BUKOHYBATH MPOHALIIMHO-CYITIHAIIMHI pyXU KHCTSIMHU.
ban

0 HopmaiibHe BUKOHAHHS

1 He3naune ynoBuibHEHHS 200 HE3rpabHICTh
2 IlomipHe mopyiieHHS MBUIKOCTI Ta KOOPAUHAIIT
3 Bupaxene nopymieHHs BUKOHAHHS

4  HeMoOX/IMBICTb BUKOHAHHS

20. ITouepk

ban

0 HopmanbHuit

1 He3nayHo nopyueHui

2 IlomipHo mopymieHu#

3 BupaxeHo nopyuieHuit

4  He moXe TpUMAaTH PyUKy
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21. Tpemop BepxHixX KiHIiBOK
A. IlocTtypajbHui TPEemMOp
(OLIHIOETHCS OKPEMO CITpaBa Ta 371Ba IPH YTPUMaHHI pPYK Y BUTATHYTOMY IOJIOKEHH])

ban

BiacyrHiit

Jlerkuii HU3bKOAMILTITYIHUI TPEMOP

[TomipHMit TpeMOp, MOMITHUN IPU YTPUMAHHI 103U
Bupaxenuit TpeMop cepeHbO1 aMILTITY U

A DN - O

TsxkUil BUCOKOAMILTITYTHUM TpeMOp, 10 3HAYHO MOPYIIY€E YTPUMaHHS 03U

b. Wing-beating Tpemop
(OLIHIOETHCS TIPU B1IBEICHH] IJIeUeH Ta 3ruHaHH1 PyK Y JIKTHOBUX CYIJI00ax)

ban

0 Biacyrniii

1 MiniMaabHUN, HEMTOCTIHHUN

2  IlomipHuii, 4ITKO BUSBISETHCS MPHU NPOO1

3 BupaxeHuii, 3Ha4HO YTPYAHIOE€ YTPUMaHHS N03U

4 Tspxkkuit TeHepaTi3oBaHuN TPEeMOp, HEMOKIIMBICTh YTPUMaHHS MO3U

22. [Tanbue-HOCOBHUII TECT
(OILIIHIOETHCSI OKPEMO CITpaBa Ta 3J1iBa)

ban

0 BUKOHYETHCS TOUHO

1 Jlerka nucmetpis abo IHTEHIIMHUI TpeMOop
2 Tlomipna nucmerpis

3  Bupaxene nopymieHHs KOOpaUHAITI]

4 HeMOXJIUBICTh BUKOHAHHS TPOOH

23. HIBuAKiCTH PyXiB HUKHIX KiHIIBOK
(OIIIHIOETHCST OKPEMO CITpaBa Ta 31iBa)
[TamieHrTa IpocATh MAKCUMAJIBHO IIBUIKO BUKOHYBATH IMOCTYKYBAaHHS CTOIIOKO.

ban

0 HopmanbHa MBHAKICTH

1 HesnauHe ynoBiTbHEHHS

2 IlomipHe ymoBiIbHEHHS

3 Bupaxene ynoBiuTbHEHHS
4  HeMOXIUBICTh BUKOHAHHS

24. IlocTypajibHUI TPEMOP HUKHIX KiHIIBOK
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(OLIIHIOETHCSI OKPEMO CITpaBa Ta 3J1iBa)

ban

0 BiacyrHiii

1 Jlerkuii

2 llomipHuit

3  Bupaxenuit

4 TsKku#, 3HAYHO NOPYLIYE YTPUMAHHS MTO3H

25. llepBikajibHA 1MCTOHIsI

ban

0 Biacyras
1 Jlerka

2 TlomipHa
3  Bupaxena
4  Tsaxka

26. IuCTOHIA PyK Ta KHCTel
(OLIIHIOETHCSI OKPEMO CITpaBa Ta 3J1iBa)

ban

0 Biacyrusa

1 Jlerka, emizoiuyHa JUCTOHIYHA YCTAHOBKA 0€3 CyTTEBOTO MOPYIIEHHS QYyHKIIIT

2 IlomipHa AMCTOHIS 3 YACTKOBHUM MOPYIIEHHAM (YHKIIIT KUCT1 a00 pyKH

3 BupaxkeHna qucToHis 31 3HAUHUM (DYHKIIIOHAIBHUM OOMEXKEHHSIM

4 Tsxka ¢dikcoBaHa IUCTOHIS a00 MPAKTUYHA HEMOXKIIMBICTh BUKOPUCTAHHS KIHIIIBKU

27. BcraBanHd 3i CTLIBIS
ban

Hopmanbene

[ToBinbHE

[ToTpebye onopu pykamu
Bupaxeni TpyaHoi

H~ W N BE-E O

Hemoximse 0e3 1omomMoru

28. Ilo3a
A. Tyay06oBa qucToHist

ban

0 Biacyrusa

1 Jlerka maTtojoriuHa ycTaHOBKa TyinyOa
2 llomipHa gucToHis Tyiry0a



ban
3 BupaxeHna nuctoHiuHa aedopmairis mo3u
4 Tspkka iHBaNAM3yOYa TyayOOBa JUCTOHIS

b. ATakcis cTOTHHA
ban
BincyTtns
Jlerka HeCTIMKICTB
[TomipHa HeCTIMKICTh 6€3 CTOPOHHBOT IOTTIOMOTH

0
1
2
3 BupaxxeHa HeCTIHKICTh, NOTPEOYE MIATPUMKHU
4 HeMOXIUBICTh CAMOCTIHHO CTOSTU

B.

IMapkinconizm
ban
0 Biacyrniii
1 Jlerki nposiBu
2  IlomipHuil napKiHCOHI3M
3  Bupaxxenuii mapkiHCOHI3M
4 Tspxkkuit TeHepaTi3oBaHU MapKIHCOHI3M
29. Xona
A. JIMCTOHIS HUXKHIX KIHI[IBOK
ban
0 Biacyrusa
1 Jlerka nucToHis mpu Xoab01
2 IlomipHe nmopyiieHHs X01u
3 BupaxeHe yTpyJIHEHHS XOJIU
4  HeMOXIUBICTh CAMOCTIHHOI XOJIM Yepe3 TUCTOHIIO
b. Arakcis
ban
0 Biacyrusa
1 Jlerka aTtakcuuHa Xojaa
2 Ilomipna aTakcis
3 BwupaxeHa arakcig 3 HEOOXiIHICTIO MITPUMKH
4  HeMOXIUBICTh CAMOCTIHHOT XOH

B. Ilapkinconizm
ban

0 Bixgcyrhii

lNpopoBXeHHs goaaTtka 5
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ban

1 Jlerkxa COBUIBHEHICTb XOIU

2  llomipHuil NapKiHCOHIYHMI MAaTEPH XOaU

3 Bupaxena OpaaukineTuuHa abo mapkaroya xoza
4  HeMOXIHUBICTh CAMOCTIMHOT XOIU

30. Xopesn

(OUIHIOETBCS AJIs1 00JIMYYsl, TyJIyOa Ta KIHI[IBOK)
ban

0 Bincyrns

1  Jlerki NOOAMHOKI XOPETUH1 pyXu

2  IlomipHi XopeiuHi pyxu

3 Bupaxena renepaiizoBaHa Xopes

4 Tsxka iHBaNIIU3YHOYa XOpes

31. TpemMop HH:KHBOI LIEJTETTH

0 Tak o Hi

32. IlipamigHi 3HAKH

(maToJsoriyHe MOKBaBJIEHHS KOTIHHUX 200 aXUIIIOBUX pedIIeKCiB)
o Tak o Hi

33. CtepeoTunHi pyxu a00 BUCJIOBJIIOBAHHS
o Tak o Hi

34. MuMoOBLIbHUH IJIaY

o Tak o Hi

35. CnipaJjib, HAaMaJIbOBAHA NMAlIEHTOM
(30epiraeThcsl y MEIUYHINA JOKYMEHTAIIi1)

o Jliea pyka o IlpaBa pyka

Ipumirka:

IHTEepIpeTallis pe3yabTaTiB TOBUHHA MPOBOJUTHUCS BHUKIIOUYHO y KOHTEKCTI
KOMIUIEKCHOTO KJIIHIYHOTO OOCTEXKEHHS MaIlieHTa. PEeKOMEHIOBaHO I CTaHIapTH3allii
KJIIHIYHOI OIIHKY Ta TMHAMIYHOTO CTIOCTEPEIKCHHS 3a MaIliEeHTaMu 13 XBopo0Ooro BinkcoHa.
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10  YHIDIKOBAHOTO  KJIIHIYHOTO
IIPOTOKOILY IIEPBUHHOIL Ta
CHeliajli30BaHOT MEIUYHOT IOIOMOTH
«XBopoOa Binbcona»

(migmyHKT 3 yHKTY 2 po3aity I11)

IIkana MELD (Model for End-Stage Liver Disease) — Momenb OIIHKH
TEPMIHAJIBHOI CTa/1i 3aXBOPIOBAHHS MEUIHKHU.
IIpu3HayeHHs MIKAJIU
[ITxana MELD BUKOPHUCTOBYETBHCS JJISL:
OLIIHKH TSAXKKOCTI XpOHIYHUX 3aXBOPIOBaHb NEYIHKU Y TOPOCIUX MALI€HTIB,;
IPOrHO3YBaHHS 3-MiCSIYHOI JIE€TAIbHOCTI;
BU3HAUEHHS MPIOPUTETHOCTI MALIEHTIB Y JIUCT1 O4iKyBaHHs Ha TII.
LisboBa momyasiuisi:
nopocii namieHTu (>18 pokis);
XpOHIYHI 3aXBOPIOBAHHS MEYiHKH, 30kpema XB 3 nekommeHcariiero QyHKIIT
NEYIHKH.
I[apameTpu, 110 BUKOPUCTOBYIOTHCS AJI51 PO3PAXYHKY
st pozpaxynky MELD BUKOPUCTOBYIOTBCS TPH J1A0OPATOPHI MOKA3HUKHU:
3arajgbHui O11ipyOiH KpoB1 (MI/11);
MDKHapoHe HopMastizoBaHe BigHomeHHs (MHB);
KpeaTUHIH CUPOBATKH KPOBI (MT/11).
dDopmyJia po3paxyHKy

MELD = 3,78 X In(0imipy6in (mr/mm)) + 11,2 x In (MHB) + 9,57 x In
(xpeatunin(mr/mn)) + 6,43

IIpuMiTKH 10 po3paxyHKYy:
K10 Oyap-sAKkui moka3sHuk <1,0, 171 po3paxyHKy BUKOPHUCTOBYEThCS 3HaueHHS 1,0;
MaKCUMaJlbHE 3HAUeHHS KpeaTuHiny — 4,0 Mr/i;
y TAIlI€HTIB, K OTPUMYIOTH Jialli3 >2 pa3iB HA THXK/CHb, KPEATUHIH MPHUHUMAETHCS
piBEEM 4,0 Mr/1;
PE3YNBTAT OKPYTIIOETHCS JI0 IUJIOTO YHUCIA.

InTepnperanisi pe3yJbTaTiB

ban IIporuno3zoBana 3-micsiuHa Kotinima inTepmperamis
MELD JeTAJbLHICTh pup

‘ <10 H Husrpka H KOMIIEHCOBAHUH CTaH ‘

‘ 10-19 H ITomipna H noTpelye TMHAMIYHOTO CIIOCTEPENKEHHS ‘
MOKa3aHe HalpaBJIECHHS 10 LIEHT

20-29 Bucoxka p /0 IICHTPY

TpaHCIIaHTAIlii

‘ 30-39 H JTy’K€ BUCOKa H HeBigkIaaaui posrasg TI1 ‘

‘ >40 H Kputnuna H excrpena TII ‘




lNpopoBXeHHs goaaTka 6
KuiniyHi 3ayBameHHA:

mkaiga MELD € oCHOBHMM 1HCTPYMEHTOM PO3MOALTY JOHOPCHKUX OpPraHiB;

BUKOPUCTOBYETHCS Yy TMOEAHAHHI 3 KJIIHIYHOI OLIHKOIO Ta  PIIICHHSAM
MYJIBTUUCUUIIIIIHAPHOTO KOHCUIIIYMY;

y mamientiB 13 XB MELD MoXxe HEIOOLIHIOBaTH TSDKKICTh CTaHy [MpHU
¢dbylIbMIHAHTHOMY Tiepeliry, 1o noTpedye 10AaTKOBOT KIITHIYHOT OLIHKH.

Illkana PELD (Pediatric End-Stage Liver Disease) — wmomenb OIIHKH
TEPMIHAJIBHOI CTaall 3aXBOPIOBaHHS MeyiHku y AiTeil. PELD € ocHOBHUM iHCTpyMEHTOM
OLIIHKM TSKKOCTI 3aXBOPIOBaHHS MEYIHKU Y AiTeil. BUKOpUCTOBY€EThCS i BU3HAUEHHS
OpIOPUTETHOCTI TpaHCIUIaHTalli. Y aited 13 XB mokasHuK MOXke HIBUIKO 3MIHIOBATUCA,
110 OTpeOy€e YacToro nepepaxyHky

IIpu3HaYeHHs MIKAJIU

[ITxana PELD BUKOpHUCTOBYETHCS IJIS:

OLIIHKH TSKKOCTI1 3aXBOPIOBAHHS MEUIHKH Yy JIITEH;
IPOrHO3YBaHHS JIETAbHOCTI;
BU3HAYEHHS MPIOPUTETHOCTI Y JIUCTI O4iKyBaHHs Ha TII.
HisiboBa momyJisiuis
JITH BIKOM 10 18 poKiB;
XPOHIYHI Ta TOCTPO-TIPOrPECYIOUl 3aXBOPIOBAHHS TIEUIHKH, BKIIOUHO 3 XB.

IMapameTpu, 10 BUKOPUCTOBYIOTHCS /51 PO3PAXYHKY:

3arajibHUK OUTipyOiH KpoBi (Mr/m);

MHB;

CHUPOBATKOBUH anbOyMiH (T/1171);

BiK 1uTHHU (<1 pOKYy);

HasIBHICTb 3aTPUMKH POCTY.

@®opmyJia po3paxyHKy

PELD = 0,480 x In(611ipy6in) + 1,857 x In(MHB) — 0,687 x In(ans0ymin) +

0,436 (axmro Bik <1 poky) + 0,667 (3a HaIBHOCT1 3aTPUMKH POCTY)
BusHauyeHHs 3aTPUMKH POCTY
3arpuMKa pOCTY BHM3HAYA€ThCs SK Maca Tila abo JOBXHHA/3piCT < —2

CTaHJAPTHUX BIAXWICHB (Z-score) I BiKy Ta CTari.

InTepnperanisi pe3yJbTaTiB

‘Ea.n PELDH Kuiniyne 3Ha4eHHs ‘
‘ <10 H BIJIHOCHO CTa0UIBHUHN CTaH ‘
‘ 10-19 H MOMIpHA TSHKKICTh ‘
‘ 20-29 H BHCOKA TSXKKICTh, PEKOMEH/I0OBaHE HAIpPaBJICHHs /10 LIEHTPY TpaHCIUIaHTALli] ‘
‘ >30 H KPUTHUYHMI CTaH, MOKa3aHui HeBinKIagHui posrsan TTI ‘
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	Кадрові ресурси: лікарі загальної практики – сімейні лікарі, лікарі-терапевти, лікарі-педіатри, інші медичні працівники, які беруть участь у наданні первинної медичної допомоги пацієнтам з ХВ.
	Матеріально-технічне забезпечення: оснащення відповідно до табеля матеріально-технічного оснащення.
	2. Спеціалізована медична допомога
	Кадрові ресурси: лікар-гастроентеролог, лікар-гастроентеролог дитячий, лікар-невролог, лікар-невролог дитячий, лікар-психіатр, лікар-психіатр дитячий, лікар-офтальмолог, лікар-офтальмолог дитячий, лікарі-трансплантологи, лікарі фізичної та реабілітаці...
	Матеріально-технічне забезпечення: оснащення відповідно до табеля матеріально-технічного оснащення. (1)
	Лікарські засоби (порядок викладення не впливає на порядок призначення):
	пеніциламін, цинку сульфат.
	1. Перелік індикаторів якості медичної допомоги
	1) наявність у лікаря загальної практики – сімейного лікаря КМП  з ХВ;
	2) наявність у лікаря, який надає спеціалізовану медичну допомогу КМП з ХВ;
	3) відсоток пацієнтів з ХВ, для яких отримано інформацію щодо медичного стану впродовж звітного періоду.
	2. Паспорти індикаторів якості медичної допомоги
	1) Наявність у лікаря загальної практики – сімейного лікаря КМП з ХВ
	Індикатор ґрунтується на положеннях цього УКПМД.
	Призначення
	Організаційні аспекти:
	Важливою є консультація лікаря-дієтолога для індивідуалізації дієтичного харчування з урахуванням клінічної форми ХВ, стадії захворювання, супутньої патології та фармакотерапії.
	Загальні принципи харчування при ХВ:
	Рекомендоване добове надходження міді:
	Практичний алгоритм оцінки добового надходження міді:
	Продукти з високим вмістом міді, що рекомендовано уникати
	Продукти з низьким вмістом міді, що рекомендовані для харчування
	Водний режим
	Особливі зауваження
	Ураження базальних гангліїв (найчастіша локалізація) – симетричні зміни сигналу, переважно гіперінтенсивні на T2- та FLAIR-зображеннях, у ділянці шкаралупи (putamen); хвостатого ядра (nucleus caudatus); блідої кулі (globus pallidus); можливе залучення...
	Ураження стовбура головного мозку – зміни сигналу у середньому мозку та мосту; характерні патерни можуть відповідати феноменам «обличчя гігантської панди» (“face of the giant panda”) або «подвійної панди» (“double panda sign”).
	Ураження білої речовини та інших структур – можливе ураження білої речовини півкуль великого мозку та мозочка (рідше); зміни носять дифузний або вогнищевий характер.
	Атрофічні зміни – при тривалому перебігу захворювання можливі атрофічні зміни кори та підкіркових структур головного мозку; ступінь атрофії може корелювати з тяжкістю неврологічного дефіциту.
	Додаткові МР-характеристики – зміни, пов’язані з накопиченням металів та мікроструктурними порушеннями, можуть краще візуалізуватися при використанні T2*-зважених та SWI-послідовностей.
	5. Інтерпретація результатів:
	6. Клінічне значення
	____________________________
	Загальна шкала оцінки ХВ
	(Global Assessment Scale for Wilson’s Disease, GAS for WD)
	Призначення:
	Рівень 1. Оцінка ступеня обмеження повсякденного функціонування за чотирма доменами:
	Рівень 2. Неврологічні порушення
	Оцінюються 14 клінічних параметрів неврологічного статусу.
	Таблиця 2. Неврологічні прояви (0–4 бали)
	Параметри оцінки:
	обличчя «хв. Вільсона»;
	успішність у навчанні;
	депресія;
	психоз;
	дистонія;
	тремор;
	хорея;
	паркінсонізм;
	мовлення (дизартрія);
	ковтання;
	слиновиділення;
	постава та хода (не пов'язані виключно з ураженням кістково-м'язової системи);
	кільця Кайзера-Флейшера;
	інші рідкісні прояви.
	Інтерпретація Рівня 2
	Сумарний бал Рівня 2: 0–56


	Загальний бал GAS for WD
	Інтерпретація загального стану

	Клінічне застосування
	Примітка: Шкала GAS for WD не є самостійним діагностичним інструментом і використовується як додатковий метод клінічної оцінки. Рекомендується проводити оцінку під час планових клінічних оглядів пацієнта або не рідше ніж 1 раз на 3–6 місяців залежно в...

	Уніфікована шкала оцінки ХВ
	(Unified Wilson’s Disease Rating Scale, UWDRS)
	Шкала MELD (Model for End-Stage Liver Disease) – модель оцінки термінальної стадії захворювання печінки.
	Призначення шкали
	Цільова популяція:
	Параметри, що використовуються для розрахунку
	Формула розрахунку
	Примітки до розрахунку:

	Інтерпретація результатів
	Клінічні зауваження:
	Призначення шкали (1)
	Цільова популяція: (1)
	Параметри, що використовуються для розрахунку:
	Формула розрахунку (1)
	Визначення затримки росту
	Інтерпретація результатів (1)




