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BucnoBok
YIIOBHOBAKE€HOT'0 OPraHy 3 JePKABHOI OLIHKH MeIUYHUX TEXHOJIOTIii 32
CKOPOYEHOI0 MPOoILEeAYPOIO: JapOHiga3a

Heporcasna oyinka MeouuHUx mexHou02il 3a CKOPOUEHOIO NPOYEOYPOIO 3a 36EPHEHHAM
MO3 Vkpainu npogedena yYno8HOBANCEHUM OP2AHOM 3 0ePHCABHOI OYIHKU MEeOUYHUX
mexHon02il 8I0N0BIOHO 00 sumoe I1opsaoKy npogedents 0epiHcasHol OYIHKU MeOUUHUX
mexHono2il, 3ameepoxcerHoco nocmanosorw Kabinemy Minicmpie Yxkpainu 6i0
23.12.2020 MNel300 ma cknaoaemovcs 3 auanizy nopieHANIbHOL epexmusHocmi
(pe3yrbmamusrHocmi), 6eaneku ma Nau8y Ha 010xicem NIKApCcbKo20 3ac00) HA OCHOBI
oanux 3 GIOKpumux odicepen ingopmayii. BUCHOBOK YNOBHOBANCEHO20 Op2aAHY 3
0epoHCcasHoi  OYIHKU MeOUYHUX MEeXHONO02il 3a CKOPOYEHOI0 Npoyeodypor Mdae
pekomeHnoayitunui xapakmep. Haoawni 0aui y 8UCHOBKY € AKMYANbHUMU CIMAHOM Ha
oamy 11020 ni020MmosKuU.

1. Indopmania npo gaTry NpoBeJeHHH [AeP:KABHOI OLIHKH MeIHMYHHUX
TEXHOJIOTIi 32 CKOPO4YEHOK NPOUEAYPOI 3asIBJICHOI0 JIKapCbKOro 3aco0y:
16.07.2025.

lepoicasna oyinka meouunux mexnonoeiu (oari — OMT) 3a ckopoueHor
npoyeodyporo JiKapcbKko2o 3acoby 1apoHioasa 3a NOKA3AHHAM JIIKY8AHHS NAYIEHMIE 3
mykononicaxapuoosom I muny (0ani — MIIC) 6yna nposeoena 3a 36eprenuim MO3
Vkpainu na euxomanns nionynkmy 6 nynkmy 8 Illopsaoxy npoeedeHHs 0epicagHOi
OYIHKU MEOUYHUX MEXHON02il, 3ameepodcenoco nocmanogoro Kabinemy Minicmpie
Yipainu 6io 23.12.2020 Ne 1300 (nucm MO3 Vxpainu 6io 05.05.2025 Ne25/14470/2-
25 ma 6i0 22.05.2025 No25/16688/2-25).


mailto:dec@dec.gov.ua
http://www.dec.gov.ua/
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V 2022 poyi ynosnosasicenum opearnom 6yno nposeoeno OMT 3a ckopouenorw
npoyedyporo NiKapCbKo2o 3acody 1aponioaza 3a mum dice NOKA3AHHAM — JiKYEAHHS.
nayienmis 3 MIIC I muny (6ucrnosox ynoenoeacenoz2o op2auy 6io 01.09.2022%).

2. Indopmanis npo 3asiBiieHuil JikapcbKkuii 3aci0d

1) naiimenyBanHsi (mpi3Buile, iM’sl, MO0 0AaTHbKOBi) 3asiBHMKAa Ta Ha3Ba
BHPOOHHUKA JIIKAPCBKOIO0 3aC00Y:

CranoM Ha 16.07.2025 p. B JlepskaBHOMY peecTpi JIIKapChbKHX 3ac00iB:?

AJIBAYPA3SUM®, koHLIEHTpAT U1l pO3UUHY ISl 1H(DY3il, 1 M1 pO3UUHY MICTUTD
100 onuuuup aii (O) (mpubmmsuo 0,58 mr) naponigazu, Ne 1: mo 5 mn y dbnakoHi, mo
oJIHOMY (DJIaKOHY Y KapTOHHIM KOPOOIIi.

BupoOuuku: Betrrep @apma-@eprirynr ['M6X ena Ko.KI, Himeuuuna;
Jlxenzaitm Ipnann Jlimiten, [pnanmis.

3asBauk: Canodi b.B., Hinepnauau.

2) ToproBeJibHa Ha3Ba JIKAPCHKOI0 3ac00y:

AJIBIYPASUM®

3) MIKHAPOJAHA HENMATEHTOBAHA Ha3Ba 200 CHHOHIMiYHe HAlIMEHYBAHHA:

Jlaponina3za / Laronidase

4) ckyax JiKapchbKoro 3aco0y (niro4i Ta 10MOMisKHI pe4OBHHH):

1 M1 pozunny mictuth 100 ogunune aii (O/]) (mpubnusuno 0,58 Mr) napoHinasu;
O00NOMICHI peyoguHu: HATPIIO XJIOpUJl, HaTpito auriapodocdar MoHoriApaAT, HATPIIO
riapodocdar renrariapar, noiicopoat 80, Boja /Isl 1H’ €KITIH.

5) popma BUnyCKY:

KOHLIGHTpAT JIs1 PO3UMHY AJI IHPY31i.

6) croci0d 3acTocyBaHHS JiKaAPCHKOI0 3aC00Y:

PexomennoBanuii pexxum nozyBanHs — 100 O] va 1 kr macu Tina 1 pa3 Ha
TUXKACHb NUISIXOM BHYTpPIITHROBEHHOT 1H(DY31i. [lowyarkoBa mIBHUAKICTH 1HDY3I1
ctaHoBuTh 2 OJl/kr/ros, sIKy MOKHA 301IbIIYBAaTH Yepe3 KOXKHI 15 XB IIpu HOpMAaJIbHIM
MIePEHOCUMOCTI JI0 MaKCUMaTbHOT mBHUKOCTI — 43 OJ1/kr/roa. Bech HeoOXiauuit 00’ eM
PO34YMHY HEOOX1THO BBECTU MPOTIATOM NMPUOTIU3HO 3-4 TOIUH.

Tepamisi Mmae POBOIUTHCA T HATJSAIOM JIKaps, SIKMM Ma€ JOCBIA JIKyBaHHS
narientiB 3 MIIC I a6o 3 iHIMMH CMAaJKOBUMH META0OJIYHUMHU 3aXBOPIOBAHHSIMHU.
BBeaenns nikapchbkoro 3aco0y HEOOXITHO MPOBOAHWTH Y BIAMOBIAHOMY KIIHIYHOMY
BIIJIVICHH]I 3 OOJaHAHHSM JJI1 peaHiMmallli Ta 1HTEHCHBHOI Teparlii, TOTOBUM 0
3aCTOCYBaHHS Ha BHITaIOK BHHUKHCHHS HEBIIKJIaIHUX CTaHIB.

7) indopMalisi PO HASIBHICTH JIEP/KABHOI peecTpauil JiKapcbKOro 3acody B
Ykpaini:

https://www.dec.gov.ua/wp-content/uploads/2022/09/1.-vysnovok-upovnovazhenogo-organu-z-derzhavnoi%CC%88-oczinky-medychnyh-tehnologij-
za-skorochenoyu-proczeduroyu-laronidaza-vid-01.09.2022.pdf
2 http://www.drlz.com.ua/
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AJIBJIYPA3ZUM®, peectpariine nocBimuerds: UA/8093/01/01, repmin mii PIT
HeoOMexeruii 3 03.08.20183

8) dapmaxosoriuna gig JikapcbKoro 3acody Ta KoOI 3a aHATOMO-
TepaneBTUYHO-XIMIYHOI0 KiIacudikamiero:

®epmenTtu. Jlaponigaza. Kon ATX A16A BOS.

9) moka3aHHA 10 MeIUYHOI0 3aCTOCYBaHHS, 32 AKNUM I01aBaJjiacs 3asBa:

Hepxaaa OMT nipoBoiuiack 3a CKOPOUEHOIO MPOIEAYPOIO 3a 3BepHEeHHSIM M O3
VYkpainu, o He nepeadayano noaaHHs 3asBu. Y aucti 38epHeHHI MO3 (uct MO3
VYkpainun Bixm 05.05.2025 Ne25/14470/2-25 ta Big 22.05.2025 Ne25/16688/2-25)
BKa3aHe OJIHE MOKa3aHHs 0 MEJUYHOIr0 3aCTOCYBaHHs: JiKyBaHHs naiieHTiB 3 MIIC I
TUITY.

10) noka3aHHs 10 MeIUYHOT0 3aCTOCYBAHHS BIANOBIAHO 10 iHCTPYKUil 15
MEJAUYHOI0 3aCTOCYBaHHsA, 3arBepaxkeHoi MO3, 3a HasIBHOCTI Jep:KaBHOIL
peecTpauii JikKapcbKOro 3aco0y B YKpaiHi:

Myxkononicaxapugo3z | tuny (MIIC 1, a-L-igypoHiza3oBa HEIOCTaTHICTH):
noBrorpuBaia ¢epmenrozamicHa tepamis (mam — O3T), jgikyBaHHA MPOSBIB
3aXBOPIOBAHHS, HE TIOB’I3aHUX 3 YPAXKEHHSM HEPBOBO1 CUCTEMH.

11) indopmanis mpo HAABHICTH NMOKA3aHb 10 MEIMYHOI0 3aCTOCYBAHHS
JIKapPCbKOro 3aco0y 1Jisi BUKOPUCTAHHS i 4aC HAJAHHS MeAMYHOI TOMOMOTH
NPH CTAHAX, 10 3a3HAYEHI Y NPiOPUTETHUX HAMPSAMAX PO3BUTKY c(epu 0XOpPOHU
310POB’S1:

VY nucti 3BepHeHHI MO3 3a3Hau€HO, 1O 3 ypaxyBaHHSAM MIANYHKTY 6 IMMyHKTY 8
[Topsinky mpoBeAeHHS ACPKABHOI OLIHKA MEIUYHUX TEXHOJOTIM, 3aTBEPIAKEHOTO
noctaHoBoto Kabinery MinictpiB Ykpainu Big 23.12.2020 Ne 1300, MO3 npocuts
MIPOBECTH JIEPkKABHY OILIIHKY MEAMYHHMX TEXHOJIOTI 3a CKOPOYEHOIO MPOLETYypPOIO
1010 JIIKapChKOT0 3ac00y JapoHigasa /s JikyBaHHs namieHTiB 3 MIIC I tumy.

MIIC [ Tumy BXOAWTH 1O TEpeNiKy piakicHuX (opdaHHMX) 3aXBOPIOBaHb,
3arBepKeHoro HakazoM MO3 Vkpainu Bix 27.10.2014 Ne 778, 3apeecTpoBaHOTO B
MinictepcTsi roctuilii Ykpainu 13 muctomana 2014 p. 3a Ne 1439/26216.

Cnin 3a3HauyuTH, MO 3a0€3MEUCHHS JOCTYIY TMAalli€HTIB, SKI CTPaXJaloTh Ha
piakicHi (opdaHHi) 3aXBOPIOBaHHS, J0 JIKApPCHKUX 3ac001B, MEIMYHUX BUPOOIB Ta
IPOJYKTIB CIEHIAIbHOTO JIIKYBaJIbHOTO XapyyBaHHS € OJAHIEI0 13 ckianoBux «[lmany
3ax0A1B 010 pearizaiii KoHmeniiii po3BUTKY CUCTEMHU HaJaHHS MEIUYHOI JOTIOMOTH
namieHTaM, Kl CTpaKJIaloTh Ha piakicHl (opdaHH1) 3axBoproBaHHs, Ha 2021-2026
pokm». Metoro 1i€i KoHuenuii € 3MeHIlIeHHS CMEPTHOCTI B piAKiCHUX (Op(dhaHHUX)
3aXBOPIOBAHb, MIJIBUIIECHHS SKOCTI JKUTTS MAII€HTIB, K1 CTPa)KJal0Th Ha PIAKICHI
(opanni) 3aXBOpIOBaHHS, IIJIIXOM 3a0€3MEUEHHS CITPaBEIJIMBOIO Ta PIBHOTO JIOCTYITY
710 SIKICHOT MEIMYHOI JIOTIOMOTH TaKUM TaIllEHTaM, 30KpeMa JI0 SKICHUX, e(PEeKTUBHUX
Ta Oe3MeYHHUX JIKAPChbKUX 3aco0iB i JIIKyBaHHSA piIKicHUX (op¢aHHUX)
3aXBOPIOBaHb, O MEAMYHUX BHUPOOIB Ta MPOIYKTIB CHEUIAJbHOTO JIKYyBaJIbHOIO

3 http://www.drlz.com.ua/ibp/ddsite.nsf/all/shlz1?opendocument&stype=5D8D3D2E3B73528EC2258C910028F8 A8
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Xap4yyBaHHS, a TaKOX IICHXOJIOTIYHOro cympoBoay. Merta 1 uimi uiei Konmemii
BianoBigaloTh Llimsam cramoro po3Butky Ha 2016-2030 poku, 3aTBEpIKEHUM
[Topsaxkom neHHUM B raiy3i po3BuTky Ha Camiti OOH, mo BinOyscs y BepecHi 2015
poky B pamkax 70-i cecii ['enepanbnoi Acam6nei OOH?,

3. BHCHOBOK YINOBHOBA’KEHOI'0 OPraHy HIOJO0 Pe3yJbTATIB NOPIBHAJbLHOL
epexTUBHOCTI (pPe3yJbTATHUBHOCTI), Oe3nmeKkH, e(eKTHUBHOCTI BHUTPAT HA
JiKapCcbKMid 3a¢i0 Ta aHAJIi3y BIVIMBY HA OKA3HUKHU OIOKETY

1) 1aHi 010 MPIOPUTETHOCTI 3aXBOPIOBAHHS (CTAHY)

MIIC I Tuny — 11e piKiCHE CaJIKOBE MeTa0OIIUHE 3aXBOPIOBAHHS, 1110 HAICKHUTH
710 JII30COMHUX XBOPOO HAKOMMWYEHHS, TPyTa MYKOIIOJIicaXapuI03H.

[Mopymiennss mertabomnizmy npu MIIC [ Tumy cnpuynHeHe HEIOCTaTHICTIO
Ji30coMalibHOTO hepMeHTy anbda-L-11ypoHinasu, skuit HEOOX1THUM JJ1s1 KaTa0oI13My
riiko3aminormikadiB (qani - UAL). el ¢depMeHT KaTasizye riiposai3 KiHIIeBOro ainbda-
L-imypoHOBOTO 3alMIIKy JepMaTaHcyiabdary Ta renapaHcyiabdary y Oararbox
TKaHWHaX. Y pa3l HOro HEeIOCTAaTHOCTI BIOYBAETHCS HAKOMUYEHHS HEPO3IICTIIICHUX
cyOcTpaTiB y J1i30COMAaxX KJIITHH, III0 TPU3BOAUTH JI0 MIPOTPECYIOUOT0 YPAKEHHS PI3HUX
OpraHiB 1 TKaHHH.

Jlokanmizauig Ta cTymiHb HakonuueHHa ['Al' 3amexaTe Bl TUIY YpaXeHOI
TKAHWHU Ta MBUAKOCTI MerabonizMmy B Hiil. MIIC 1 Tuny Mae XpoHIYHMIA,
MIPOrPECYIOUHIi Mepeoir.

[Mamientu 3 MIIC I Tumy noauisitoThCsl Ha TpH MATrpynu ((peHOTUIN) BiMOBITHO
710 KiHigHKEX cuHapoMis — I'ypiep, I'ypnep-1lleiie Ta Ileiie. Ix He MokHa po3pisHUTH
32 JIOMOMOTOI0 3BHUYAMHHMX JIarHOCTUYHUX MPOIEAYp, OCKIIBKA y BCIX TAI[I€HTIB
CIIOCTEPITa€ThCS HEIOCTATHS aKTUBHICTH anb(da-L-1mypoHigasu i BUIIICHHS HaAMIPHOT
KUTBKOCTI Tenapancyibdaty 1 repMarancynibdary. OeHOTHIT NAII€EHTIB BU3HAYAETHCS
HAa OCHOBI CHUMNOTOMIB Ta iX TsDKKOCTi. Cunapom [yprep € HalOIbII BaKKUM
KIiHIYHUM (perotumnom, cuaapoM ['ypraep-1lleite € mpoMi>KHUM KITIHIYHUM ()EHOTHIIOM,
a cunapoM llleite xapakrepusyeTbes OUTBIT M SIKUM KIIiHIYHUM (peHotunom. [Ipore,
ICHy€ 3HaYHa HEOJIHOPIIHICTh TSHKKOCTI 1 CYKYIHOCTI CUMIITOMIB Y MEKax KOXHOTO
KJIIHIYHOTO (p€HOTHITY, KPIM TOTO, € 3HAYHE CIIBIA/IIHHS CUMIITOMIB TPbOX CUHIPOMIB.

3a mikHapoaHoto kiacudikamiero BOO3 MKX-11 mykonomicaxapunos I tumy
mae ko 5C56.30 (Mucopolysaccharidosis type 1)°.

3a iudopmariiero 0a3um JaHUX PIAKICHUX 3aXBOPIOBAHb aMEPHUKAHCHKOI
HEKOMepIliHO1 opranizamii ‘“HarmionanbHa opranizaiiis 3 piIKICHUX 3aXBOPIOBaHb”
(National Organization for Rare Disorders, NORD®) MIIC 1 Ttumy oaHaKoOBO
PO3IOBCIO/DKEHUIM Cepe/l YOJIOBIKIB Ta KIHOK, 3 yacToToro 1 Bmmagok Ha 100 000
HOBOHAPO/KEHHUX JUIsl TSKKOT (hopmu Ta 3axBoproBaHicTio 1 Bumagok Ha 500 000

4 https://zakon.rada.gov.ua/laws/show/377-2021-%D1%80#Text
5 https://www.orpha.net/en/disease/detail/579
® https://rarediseases.org/rare-diseases/mucopolysaccharidosis-type-i/
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HOBOHAPOKEHUX IS JIeTKO1 (popmu. 3axBoproBaHicTs Ha MIIC B cyKkymHOCTI ckitagae
1 Bunanok Ha 25 000 oci6. OgHak piAKICHI 3aXBOPIOBaHHS, OCOOJIMBO JieTKi (hopMu
MIIC wyacTo HEBIpHO [IarHOCTYIOTbCSI a00 HE IarHOCTYIOTBCS, IO YCKIIAIHIOE
BHU3HAUEHHS peajbHOI 3aXBOPIOBAHOCTI Ta MOITHPEHOCTI.

3a gaHuUMU TOpTAy PIAKICHUX 3aXBOPIOBaHb Ta Op(aHHUX TNpernaparib
(Orphanet”) posnoscromxenicts MIIC I tuny oninroerses sk 1 na 100 000 nacenenns,
npu 1boMy Ha cunapoM ['yprep npunanae 57% Bunankis, Ha cuaapoM ['ypuep-Illeiie
23% Bunankis, Ha curApoM llleiie 20% Bumankis.

BigmoBimro mammx KaHajackkoro TOBapHCTBA — MYKOIIOJICaxapuio3iB 1
cnopimHeHux 3axBoproBaHb (Canadian Society for Mucopolysaccharide and Related
Diseases®) migpaxosano, mo y bpurancekiii Koaym6ii B 1 3 100 000 HOBOHApOI5KEHHX
oyne cuagpom ['ypriep, y 1 3 500 000 HoBoHapomxeHux O0yae cuuapowm Illeiie, Tay 1
Ha 115 000 HoBoHapomxeHux O0yae cunapom I'ypaep-Iletie.

BignoBigHo m0 maHux, HagaHUX y goaatky go jgucta MO3 Big 22.05.2025
No25/16688/2-25, KINbKICTh TAIlIEHTIB, SKUM TPH3HAYCHO JApOHINa3y CKJaJIae
I ). - 200 2 2022 pik KiTbKiCTh MAI[ieHTIB
ckianana 18 ocib (4 gopocnux narieHTH i 14 mitei).

2) fmaHi WI0A0 JAOCTOBIPHOCTI pe3yJbTAaTiB MNOPIBHAJBLHOI KJIIHIYHOI
epexTMBHOCTI Ta Oe3mekM 3asBJIEHOI0 JIKapcbkoro 3acod0y. Ommc
(mpexacraBiieHHs) 3a3HAYEHUX pe3yJbTaTiB

YTOBHOBaXEHUM OpPraHoM OyJ0 TPOBEICHO JIepKaBHY OI[IHKY MEIUYHUX
TEXHOJIOT1i 32 CKOPOUEHOIO TIpoLieyporo y 2022 poiii JiKapchKoro 3aco0y JapoHijia3a
(AJIBAYPA3UM®) st mikyBanss narieHTiB 3 MIIC I tumy.

[Ipu mpoBeneHHI TOBTOPHOTO aHAI3y JOKA30BHX JaHUX MIOA0 MIAXOAIB [0
nikyBanHs naiieHTiB 3 MIIC I tumy, BUKOHAaHO OHOBJICHHI TIONIYK TPETUHHUX JHKEPETT
iH(dOopMaIli Ha caiiTax Mi>KHApOHUX MPOITLHUX opraHizailiil, y 6a3ax nanux PubMed
ta Trip Database, a Tako» MOIIYK rajly3eBUX CTaHAAPTIB y cPepi OXOPOHH 310POB s
VYkpainu.

B pe3ynpTaTi mpoOBEAEHOTO OHOBJICHOTO TMOIIYKY OyJIO BCTaHOBIEHO, IIO 3
MOMEHTY IyOuiKalii BHUCHOBKY YIOBHOBa)KEHOIrO oprany 3 jaepxaBHoi OMT 3a
CKOpo4eHOw Tmporeayporo y 2022 pori He Oylo 3aTBEp/PKEHO HOBHUX Tally3eBUX
CTaHAApTIB Y c(hepl OXOPOHHU 310POB ' YKpaiHHU.

3a naHuMH YHi()iKOBAHOI0 KJIIHIYHOI'O NMPOTOKOJY NEPBHMHHOI, BTOPUHHOIL
(cmeniasizoBaHoOi) Ta TPETHMHHOI (BMCOKOCHENIAJi30BAHOI) MEIUYHOI JOTMIOMOTH
«MyxkonoJgicaxapuao3 I tumy», 3arBepaxenoro Hakazom MO3 VYkpainum Big
23.02.2015 Ne 90° cnienmdiune nikysanus nanientis 3 MIIC I tuny 3ailicHioeThCs 3a
normomororo 3T Ta TpaHCHIaHTAIli TEMOMOSTUYHUX CTOBOYPOBUX KIITHH (naimi —

" https://www.orpha.net/en/disease/detail/579?name=MPS1&mode=name
8 https://www.mpssociety.ca/what-is-hurler-syndrome/
® https://www.dec.gov.ua/mtd/mukopolisaharydozy/
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TI'CK). Bubip mikyBaHHS 3aJIeXUTh Bl ()EHOTHUITY, BIKYy Ta HEBPOJOTIYHOTO CTaHy
TMaIi€exTa.

[Tpusnauenns ®3T mamientam 3 MIIC 1 Tumy 371HCHIOETBCS 3 ypaxyBaHHSIM
KPUTEPIiB BKIIOYEHHS Ta BUKIIOUEHHS, OTPUMAHUMU B pe3yJbTaTl MiATBEPKYIOUOi
J1a00paTOpPHOI JIIaTHOCTUKK Ta 3a JaHUMH TIOYAaTKOBOI OIlIHKKA CTaHy THalli€EHTIB
(baxiBIIMUA MYJIbTUIUCIUIUIIHAPHOT KOMaH/IH.

Cneundiyaum merogom jdikyBaHHsIM MIIC | tuny € ®3T 3 BUKOpUCTaHHAM
JiKapchKkoro 3aco0y naponinaza. 3T miaHyrOTh B MOMEHT TTOCTAaHOBKH J1arHO3Yy, i
BOHA € YACTMHOIO KOMIUIEKCHOI IPOrpaMu JIiIKyBaHHS.

3T pexomenaoBana Bcim narienTam 3 MIIC [ Tuny, y sIKuX mpakTHYHO BiICYTHI
KOTHITUBHI MOPYIICHHS.

Icayrote masi, mo TI'CK pekomeHoBaHa naiieHTam 3 Baxkorw ¢hopmoro MIIC I
(cunaapom ['yprep) y Bili A0 2-X POKIB Ta 13 KOS(IIIEHTOM KOTHITUBHOTO PO3BUTKY >
70. Iamientam 3 MIIC I tuny (cunapom ['yprep), siki nepenecaun TT'CK, neo6xiaHo
sanpononyBatu ®3T 3 MOMEHTY MOCTAaHOBKH JAiarHo3y. Teparrito ciij mpooBKYyBaTH
710 TIOBHOT'O MIPYKUBIICHHS, mmiciig 1boro 3T Mo)KHA TPUTHUHUTH.

Kpurepii Bkiroyenus 1iis nposeaeHas ®3T

1. [1anieHTH, y AKUX JJa0OPAaTOPHO MIATBEPAKEHO:

* HEJOCTATHICTB/BIICYTHICTh aKTUBHOCTI  Ji30COMHOTO  depmeHTy  o-L-
17IlypOHiia3u, BU3HAYEHOI y BIAMOBIAHIA TKAHWHI, HANpPUKIAN, y JEeHKomuTax ado
KyJIbTHBOBaHUX (h1OpobIacTax MIKIpU, 3 BUSHAUYCHHSIM PIBHS NMPUHANMHI I[€ OJTHOTO
IHIIOTO CyNb(aTa3HOro (PEpPMEHTY, 3 METOIO BUKIIOUEHHS MHOXUHHOI Cylb(aTa3HOi
HEJOCTAaTHOCTI,

* miaBuieHHs ekckperii ['Al' y pgo0oBiii ceui mnalieHTa 3 BUSBJICHHAM
aHoMallbHUX (ppakiiiil renapaHcyibdary Ta AepMarancyiabary.

2. [TamienTH, y sSKUX BUSBICHI O3HAKU KiiHIYHOI popmu cunmpomiB ['yprep-
IIleiie Ta lerie.

3. Mamientn 3 MIIC I tuny (curapom I'ypiiep), sIKUM IUIAHYETHCS TTPOBEICHHS
TI'CK.

Kpurepii Buxkiarovenus: (mpunuuedss) ©3T

1. BupaxkeHl CHMIITOMH Yypa)X€HHS HEPBOBOI CHUCTEMH 3 MPOTPECYIOYUM
(opMyBaHHSIM  KOTHITUBHOI ~ HEJOCTATHOCTI,  MIATBEP/KEHI  pe3yJbTaTaMu
JOCIIIKEHHS 1HTEIEKTYyaJIbHOTO PO3BUTKY Malll€HTA.

2. InguBinyanbaa HenepeHocumicTs @3T (BupaxkeHi anepriuni peaxiiii, moB's3aHi
13 3aCTOCYBaHHSIM JIIKAPCHKOTO 3aCO0Y).

3. HasBHicTh y malli€eHTa CymyTHHOTO 3arpO3JIMBOTO JIJISl KUTTS 3aXBOPIOBAHHS,
mipu sikomy O3T He BIUIMHE HAa MPOTHO3 (HATIPUKJIIA, OHKOJIOTIYHE 3aXBOPIOBAHHS).

4. HasBHICTH O3HAK MTPOTPECYBaHHS 3aXBOPIOBAHHS, HE3BAXKAIOUN HA MMPOBEACHHS
O3T.

5. Mamientn 3 MIIC I tuny (cunapom I'yprep), sKUM He MIaHy€e€ThCsI TPOBOAUTH
TI'CK.
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6. Baritai xiHKu a00 XKIHKH, SKi TOAYIOTh TPYIIIO.

7. IlopymieHHss mIaHy KIIHIYHUX, 1HCTPYMEHTaJbHUX Ta J1ab0OpaTOpHUX
JOCTKEeHb 7Sl mpoBeaeHHs ouiHku edexktuBHOcTI O3T Ta mopymeHHS rpadiky
MIPOBEJICHHS BHYTPIIIHbOBEHHUX BIUBAHb.

8. BizmoBa 6aTbKiB AUTHHN/3aKOHHOTO MPEACTaBHUKA MallieHTa abo TUTHUHH, IKa
nocsirna 14 pokis, Bia npoeaeHHss O3T, npu3HadyeHOi cXxeMH 103yBaHHA Ta Tpadiky
BHYTPIITHbOBEHHUX BJIIMBaHb, MATBEP)KEHA Yy MUCHMOBIH (hopMi.

Ouinka epeKTHBHOCTI (pepMEHTHOI 3aMiCHOI Tepamii

1. BuszHaueHHSIM eQEKTHBHOCTI JIKyBaHHS € 3MEHIIEHHsS abo BIACYTHICTh
MporpecyBaHHs aKTUBHOCTI XBOPOOH, PO 110 CBIIYUTH CTa01Mi3aIlis CTaHy, OB'A3aHa
31 3MEHIIIEHHSAM KIJTBKOCTI Ta/ab0 1HTEHCHBHOCTI CHUMIITOMIB, SIKI CIIOCTEPIrajvuch Ha
MOYaTKY JIIKYBaHHS.

2. Ominka edexruBHocTi O3T MPOBOAUTHCA HE paHille, HIXK depe3 6 MICAUIB 3
MoMeHTy mnovatky P3T, 6e3 mopylleHHs NMPU3HAYEHOI CXEMH JIIKYBaHHS Ta 03U
npernapary, sSIkuii 3aCTOCOBY€EThCH.

3. Ominka edextuBHOoCcTI D3T mpoBoauthes B HIACIT «OXMATIWUT» MO3
VYkpainu He pijiie, HK JBidl Ha piK, Ta y 3aKJaji OXOPOHU 37I0pOB’sl, BU3BHAUYCHOMY
JUIS HaJlaHHS Meau4YHoi jgoroMoru mamieHTam 3 MIIC 1 tumy, ne 3milCHIOETHCS
npoBeaeHHst O3T, y neHb npoBeeHHS BHYTPIIIHBOBEHHUX BIUBAHb.

4. Kpurepiamu edextuBrocti O3T e:

a) 30UIBIIEHHSI PyXOBOI aKTUBHOCTI (TECT 6-XBUJIMHHOI XOJh0U Ta 30UIbIICHHS
00’eMy MACUBHUX PYXIB y Cyri00ax (po3mipH J1ana3oHiB pyXiB y Cyrio0ax);

0) 3MEHILIEHHS PO3MIpPIB MMEUIHKU Ta CceJie31HKH 3a qanumu Y 3]J[ abo MPT;

B) NO3UTUBHA JMHAMIKA TEMIIB (DI3UYHOTO PO3BUTKY;

') HOpMasi3auis CHY;

1) 3MeHIueHHs ekckpenli 'AI'iB B 1000Biil cedi XBOpOro (BU3HAYA€EThCA JIB1Ul HA
pIK).

Jlikapcekuii 3aci0 JiapoHiga3a He BKJIIOYCHHH [0 CIMHAAUSTOr0 BHIYCKY
JepxkaBHoro ¢opmyJsipa JikapcbKHX 3aco0iB, 3aTBepaxeHoro Haxkasom MO3
Ykpainn Bix 13.06.2025 Ne 971,

3a pe3yiabTaTaMyd MOBTOPHOTO MOIIYKY MIXKHAPOJHHMX KIIHIYHMX HACTaHOB Ta
peKOMEHIallld HayKOBUX TOBapHUCTB IHIIMX KpaiH, YIOBHOBaXEHHUM OpPraHOM He
BUSIBJICHO OHOBJICHUX JIOKYMEHTIB, 1110 MICTHJIM O HOBI1 MIAXOAM Ta peKOMEH Iallii II[0]10
nikyBanHs natieHTiB 3 MIIC I tumy.

BignoBigHo A0 pekoMeHAallid Ta KJIIHIYHUX HACTAHOB Ta HACTAaHOB HAYyKOBHX
TOBAapHUCTB 1HIIUX KpaiH (KepiBHUIITBO MO JIIKyBaHHIO MyKomoiicaxapuao3y | tumy,
Bpasumis, 2009 pik!!, pexomenpmanii €aponeiickkoro koncencycy 2011 poky®?,
pekoMmeHaamii moao ayro- Ta anoreHHoi TI'CK AMepHKaHCBKOTO TOBAapUCTBA 3

10 https://moz.gov.ua/storage/uploads/9ca84a3c-4400-4ea7-9757-908bebb49e85/dn_971_13062025_dod.pdf
1 https://www.jpeds.com/article/S0022-3476(09)00675-1/fulltext
12 https://ojrd.biomedcentral.com/articles/10.1186/1750-1172-6-55
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TpaHCIUIaHTalii KpPoBi Ta KicTkoBoro mosky, 2015 pik!® ta 2020 pix!*), a Taxox
nyOikamid MmigroToBieHUX NpodiasbHUME cremianictamMmu 3 BeaeHHs MIIC momo
J1arHOCTHKY, KJIIHIYHUX MPOSIBIB Ta cydyacHuUX MeroniB JikyBanHsa (Kubaski et al.,
2020%, Hampe et al.,2021%%), indopmaris 3 sxkux Bxke Oyia IeTaTbHO NPEACTABIEHA Y
BHCHOBKY YITOBHOB)XEHOTO Oprany 3a 2022 pik BCTAHOBJICHO HACTYITHE:

- cneuudiune mikyBanHa MIIC I tuny Oazyerscs Ha ®3T nmaponimazoro Ta
anorenHin TT'CK;

- BUOIp JIKyBaJIbHOI TaKTHKU 3aJeKUTh BiJ (OpMHU 3axBOpIOBaHHS, BIKY
Nalle€HTa Ta CTaHy IEHTPAIbHOI HEPBOBOI CUCTEMU;

- TI'CK € merogom Bubopy nipu Tspkkiid popmi MIIC I tuny (cunapom ['ypiep),
KO i1 MPOBEIEHO Ha paHHboMY eTarmi (y aiTed a0 2-2,5 pokiB) 1 3a HasBHOCTI
30epexkeHnx abo JMIe MOMIPHO MOPYIIEHUX KOTHITUBHUX (PYHKIIHM, OCKUTBKH caMe
e merof 3aateH BiimBaTu Ha [THC

- @3T nokpaurye coMaTU4HI MPOSIBU 3aXBOPIOBAHHS, aj€ HE MPOHHMKAE Yepe3
remMaToeHuedaniyiuii O6ap’ep 1, BIANOBIAHO, HE BIUIMBAE HA NEpeOIr ypaKeHHS
HEepBOBOi cucTemMu. BoHa pekoMeHJ0BaHA TMallieHTaM 0€3 TIKKUX KOTHITUBHUX
MOPYLIEHbB, a TAKOXK AK miaTpuMKa a0 Ta micast TT'CK.

- komOiHoBaHe 3actocyBanHd P3T 1 TI'CK moke nocuinTy NiKyBadbHUN €eKT
0€3 HEraTUBHOT'O BIUIMBY HA MPUKUBJICHHS TPAHCIUIAHTATY.

JonaTkoBo mifg yac mposeneHHs nep:kaBHOi OMT 3a ckopoueHOr0 Mpoleyporo
Oy 3HaieH1 oHoBlieH1 Pekomennanii JlenaprameHTy 0XOpOHHU 3/10pOB'st ABCTpaltii
Iporpama “Jliku, mo pATYOTh KUTTA® — Mykonoaicaxapunod I Tumy -
JenapramenT oxoponu 310poB's ABcrpadii (Guidelines for the treatment of
mucopolysaccharidosis type | disease (MPS 1) through the Life Saving Drugs
Program), 2024 poKy, OCHOBHi IOJIOXKEHHS SKUX He 3MiHWInCh 3 2022 pokyl’.
[TamieHTH, SIKi MOXYTh OTPUMATH JIIKYBaHHS JIApOH1Aa3010 yepe3 nporpamy “JIiku, mo
PATYIOTB KUTTS MAIOTh BIANOBIAATH HACTYITHUM KPUTEPISM:

- miarBeppkeHuit niarno3 MIIC 1 tumy;

- 0e3 BaXXKHX HEUPOKOTHITUBHUX MOPYIIEHb ab0 CYNyTHIX 3aXBOPIOBaHb, IO
3HIXKYIOTh epeKkTuBHICTh O3 T;

- TOTPUMYIOTHCS PEKUMY JIIKYBaHHS Ta MOTOKYIOTHCS Ha HMIOPIYHY TEPEOIiHKY
e(eKTUBHOCTI Tepartii.

KpurepisMmu 1151 noyaTky JiKyBaHHS €:

- miaTBeppKeHu nedinut anbda-L-imypoHigazu abo 2 maToreHHi MyTallii B TeHi
IDUA;

Bhttps://higherlogicdownload.s3.amazonaws.com/ASBMT/43a1f41f-55ch-4c97-9e78-
c03e867db505/UploadedImages/Indications_for_Auto_and_All.pdf

4 https://www.astctjournal.org/article/S1083-8791(20)30114-2/fulltext

BKubaski F, de Oliveira Poswar F, Michelin-Tirelli K et al. Mucopolysaccharidosis Type I. Diagnostics (Basel). 2020 Mar 16;10(3):161. doi:
10.3390/diagnostics10030161, https://www.ncbi.nlm.nih.gov/pmc/articless/PMC7151028/

Hampe CS, Wesley J, Lund TC et al. Mucopolysaccharidosis Type I: Current Treatments, Limitations, and Prospects for Improvement. Biomolecules.
2021; 11(2):189. https://doi.org/10.3390/biom11020189, https:// doi.org/10.3390/biom11020189

17 https://www.health.gov.au/sites/default/files/2024-09/life-saving-drugs-program-mucopolysaccharidosis-type-i-mps-i-guidelines_0.pdf
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- HAsBHICTbH LIOHAWMEHIIIE OJJHOTO YCKJIAIHEHHs (IUXalbH1, CEPIEBl, CYTrI000BI
a0o JiereHeBl MOPYUICHHS);

- JUIA JiTe 10 5 poKiB — JKyBaHHS MOK€ OyTH MpU3HAUEHE HABITh 10 MOSBH
CHUMITOMIB, SIKIIIO MIPOTHO3Y€ETHCS TSHKKUH Mepeoir.

[Tpu npoBenenni nepxkaBHoi OMT 3a ckopoueHoro mporeaypor y 2022 porri
JKapchKoro 3aco0y JapoHijia3a ak kommnaparopu posrisnanuck TT'CK + naponinaza
Ta Halikpama miarpumytoya Ttepamist (mani — HIIT). 3rigHo 3 axTyalbHUMH
PEeryJIATOPHUMH TepellikaMy Ta KJITHIYHOI MPAaKTUKOIO B YKpaiHi JJapoHija3a € Hapasi
€MHUM JIIKApChKUM 3aco00M i JikyBaHHs marieHTiB 13 MIIC I tumy. BignoigHo
10 YHI(pIKOBAaHOTO KJIIHIYHOTO MPOTOKOJY IMEPBUHHOI, BTOPUHHOI (CHEIiaai30BaHO1)
Ta TPETUHHOI (BUCOKOCTIEIIaII30BaHO1) MEAUYHOI JoroMoru «Mykomnosicaxapuaos |
TUIY», 3aTBepmkeHoro HakazoM MO3 Vkpainu Big 23.02.2015 Ne 90 cneuudiune
nikyBaHHs mamieHTiB 3 MIIC I tuny 3aiiicHioerbest 3a nonomororo 3T ta TI'CK.
[Tamienram 3 MIIC I tuny, ssikum manyetbes TT'CK, HeoOxiaHo 3anpononyBatu 3T
3 MOMEHTY IMOCTaHOBKHU AlarHosy, Ta npoJoBxkuUTH ®3T 10 MOBHOrO NPHKUBIECHHS
tpanciiantary. Tomy HIIT ta TI'CK + naponinaza 3aiuinaroThCsl peleBaHTHUMU
KOMIIapaToOpaMy CTAaHOM Ha JIaTy MiATOTOBKU JAHOTO BUCHOBKY.

Indopmania moao mNOPIBHANBLHOI KJIHIYHOI e(eKTHBHOCTI Ta Oe3nmexkH
aaponigasu ta TT'CK + japonina3sa.

[ToBTOpHMIT TONIYK BTOPUHHUX JIKEPEN JOKA30BUX JAHUX II0JI0 MOPIBHIBHOT
KJIIHIYHOI €()eKTUBHOCTI Ta OE3IMEeKH JapoHiga3u s JiKyBaHHs maiieHTiB 3 MIIC I
Tumy nposeaeHo B 6a3ax nanux PubMed ta The Cochrane Library database.

KuiniyHe nuTaHHA: BU3HAUUTU €(PEKTUBHICTH Ta OE3MEKy JApOHIa3u Yy
nopiBHsHHI 3 TI'CK B koMOiHaii 3 JapoHiga3oro npu JikyBaHH1 namieHTiB 3 MIIC 1
THUTTY.

Hocaigxysana nonyasiuis: aitu 3 MIIC I tumy.

HocaigxyBanuii Jikapcbkuil 3acid: naponigaza (laronidase), 100 O/
(mpubmm3no 0,58 mr) Ha 1 kr Macu Tina 1 pa3 Ha THKACHB MIJISTXOM BHYTPIIIIHHOBEHHOT
1HDy311.

Menuuna texnoJoria nopisusinas: TI'CK + naponigasza.

OcHOBHI J0caiIxKyBaHi pe3yJbTaTH: piBeHb riniko3aminormikaniB (I'Al) y ceui;
PYXJMBICTh CYTJ00iB; BUXUBAHICTh, IOKAa3HUKU HEHPOKOTHITUBHOIO PO3BUTKY;
AHTPOIIOMETPIs (BUMIpP 3pOCTY, MACH TiJIa Ta OKPYKHOCTI T'OJIOBH).

Kputepii BK/JIIW0OYEHHSI:  CUCTEMaTW4HI  OMNIAAM 3  METa-aHalli3aMHu
PaHIOMI30BaHUX KIIHIYHUX JIOCTIKeHb, 110 BUBYAIM €(DEKTUBHICTh Ta O€3MeKy
3aCTOCYBAaHHS JlapoHifa3u g JikyBaHHs mnauieHTiB 3 MIIC [ Ttumy; y Bumaaky
BIICYTHOCTI ~ CHCTEMaTUYHUX OTJSAAIB Ta METa-aHANI3IB TOIIYK  OXOILUIIOE
PaHI0OMI30BaH1 Ta HEPAHIOMI30BaH1 KJIIHIYHI JOCIIKEHHS, KOTOPTHI IOCTI>)KeHHS.

Kpurepii Buk/04YeHHsI: JTOCTIUKEHHS Ha TBapWHAX, JOCIIIKEHHS BHUMAO0K-
KOHTPOJIb, MyOJIKaIii MOBOIO, BIJIMIHHOI BIJ] aHIJINCBHKOI, JITEpaTypHI OIJISIIH,
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myOJTiKaIi JOCHiKEHb, M0 HE BIAMOBINAIOTH JOCITIHKYBAaHOMY IHTAHHIO Ta/abo
TTOTTYJISIIIT.

KimouoBi crmoBa momyky momo kommapatopy — TI'CK + mjaponinmasa:
Mucopolysaccharidosis type I, Mucopolysaccharidosis I, Hurler syndrome, Quality of
Life, Alpha-L-Iduronidase, Laronidase, Enzyme Replacement Therapy,
Glycosaminoglycans, hematopoietic cell transplantation, transplantation, allogeneic
transplantation. ITomyk nitepatypu OyB OOMEKEHHH aHTJIOMOBHUMH CTATTSIMH Ta
MOBHOTEKCTOBHUMH ITYOIIKAIISIMHA Y BUIBHOMY JTOCTYTII.

3a pe3ynbTaTaMu MONIYKY 3T JHO BU3HAYCHUX KpUTEpiiB y 06a3i ganux PubMed Ta
The Cochrane Library database Oyno 3naiimeno 147 myOmikariiid, micias BHUYUTKH
3aroyioBKiB Oyino BimiOpano 17 myOmikamiii juisi MOAAIbIIOTO BUBYEHHS. [lics
MOBHOTEKCTOBOI BUUMTKM 15 myOmikamiii Oyno BIAXWIEHO 4Yepe3 HEBIANOBIIHICTH
KJIIHIYHOMY nUTaHHIO. [[ns momanpmoro aHamizy Oyno BimiOpaHo 2 myOumikarii
Eisengart et al., 2018 (mo Bignosimana PICO) Ta Eisengart et al., 2013%° (3 meroro
J0IaTKOBOI 1H(popMariii).

OckUlbKM JaHl JOCHI/DKEHHS BXe OyJlIM MpoaHalli30BaHl YIMOBHOBAKEHUM
opranom y 2022 porii, iXHiX OHOBJIEHb B P€3yJIbTaTl TOBTOPHOTO MOIIYKY BUSBIECHO HE
OyJ0, TOMY BHUCHOBKHM III0JI0 KIIIHIYHOT €(EKTUBHOCTI Ta O€3MeKHu JapoHiIa3H
nopiBHsiHO 3 TI'CK 3aiuiaroThesi HE3MIHHUMU Ta aKTyaJlbHUMU CTAaHOM Ha JaTy
MiJTOTOBKY IaHOTO BUCHOBKY.

Metor0o o00cepBaLiHHOIO PETPOCHEKTUBHOIO MAOCJIIKEHHSI OIKMCAaHOIO B
nyOumikamii Eisengart et al., 2018 O6yna xinbpKicHa OIliHKa JOBrTOCTPOKOBUX PE3YJILTATIB
mutst anientiB 3 MIIC 1 tuny (cunapom ['yprep). PesynbTaTu mopiBHIOBAIN Y TPhOX
rpynax mari€eHTiB:

-rpyna ®3T (n = 18) — marmientu 3 MIIC I Tuny (cunapom [ypruep), ski
OTpUMYBaJIu BUKIIOUYHO MoHOTepamito @3T 3 paHHBOrO BIKY J0 OCTaHHBOTO JHS
CIIOCTEPEKEHHS a00 CMEepTI;

- rpyna TTCK+®3T (n = 54) — nanieratn 3 MIIC I tuny (cunnpom ['yprep), siki
MEPEHECHIH TpaHCIUIanTalio nounHaoyu 3 2002 poky. 3 HUX 42 nalieHTa OTPUMYBAIH
@®3T go Ta micas TpaHCIUIaHTAlll (B cepeJHhOMY 8 THXKHIB), pemita 12 mamieHTiB He
orpumyBanu O3T;

- rpyna 6e3 JyikyBaHHS (n = 21) — maiieHTH, AKi HE OTPUMYBAJIM JIKYBaHHS 3
npuunHy BiAcyTHOCTI AoHOPIB st TI'CK B wacu xomm ®3T 1mie He BUKOPUCTOBYBAIIN
s aikyBanHs MIIC I tuny.

OTxe, 3a pe3yibTaTaMu aHai3y JOCIIHKEHHS BCTAaHOBJICHO, 110 KOMOIHOBaHE
nikyBanHs TI'CK Ta ®@3T aemoHcTpye Kpalll MOKa3HUKA BUKMUBAHOCTI Ta HIDKYY
yacToTy yckiaaHeHb y naimieHTiB 3 MIIC | tuny (cungpom ['yprep) mopiBHSHO 3
moHotepanieto @3T abo BiacyTHicTio dikyBaHHA. Y rpymni TI'CK+®3T BukMBaHICTD
crtanoBmia 83% (95% CI: 73, 93%), toxi sk y rpyni 3T et moka3HUK JOPiBHIOBAB

18 https://pubmed.ncbi.nlm.nih.gov/29517765/
19 https://pubmed.nchi.nim.nih.gov/22974573/
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45% (95% CI: 21, 70%), a B rpyni 6e3 mikyBanas jumre 10% (95% CI: 0, 23%).
BinnosigHo namienTtu 3 rpynu @3T manu ripuly BUKHBAHICTh MOPIBHSIHO 3 TPYIIOIO
TI'CK+®3T (HR = 2,6; p = 0,033), Toxi sk marieHTd Oe3 JIKyBaHHS MaJld TipIii
pe3ynbTaTH MOPIBHSIHO 3 TUMH, XTO oTpuMyBaB ®3T (HR =2,3; p=0,008). Menianauit
BIK cMepTi B Tpymi Oe3 JiKyBaHHA ckiagaB 6,4 poki, y rpym ®3T — 9,0 pokis,
OpUYOMY 1€l MOKa3HUK 3aJIMIIABCS MOAIOHUM HaBITh y pasi paHHboro novyarky O3T
1m0 3 pokiB (8,9 pokiB). [lomiOH1 TeHAEHINT croCTepirajuch y MIATpyIl AiTeH, sKi
pO3MoYany JiKyBaHHs A0 3 pokiB: Mixk rpynamu 6e3 jikyBanHa Ta @3T (HR =2,4; p =
0,046) ta mixx ®3T i TTCK+®3T (HR = 2,5; p = 0,089).

Moo ycknanHeHb, y Mali€HTiB, ki orpumyBanu auiie O3T, yepe3 14 pokis
criocTepekeHHsl Timpouedanis crocrepiranach y 27% BUNAAKIB, TOAl SIK y Tpymi
TICK+®3T - 0% (p = 0,036). UacToTa Kommpecii IIUITHOTO BiAIITY CHIUHHOTO MO3KY
B rpymi @3T cranoBuna 51%, a 'y rpyni TIT'CK+®3T — 16% (p = 0,039). OomexeHHs
aHaII3y JMUIE MalllEHTaMHU, K1 pO3M0YaIH JIKyBaHHS 0 3-p14HOTO BIKY, HIATBEPAMUIIO
nepeBary TI'CK+®3T: rigpouedainist —40% y rpyni @3T npotu 0% y TTCK+®3T (p
= 0,010), komIpecist CIHHHOTO MO3KY — 67% tipotu 16% (p = 0,013).

Mertoto iHIIIOTO 00cepBaliiiHOrO JOC/IIsKeHHsI, PECTABICHOT0 y MyOIiKailii
Eisengart, et al., 2013, Oymno gocmimkeHHs BILIMBY BHYTpimHboBeHHOT D3T Ha
kor"iTuBHI ¢yHkili y mamieHTiB 3 MIIC I tuny (cunapom I'ypnep), sskum mpoBesd
TI'CK. Hocnimkenns Bmodano 19 mgiteit 3 cunapomoMm ['yprep, siki oTpumaiu
nikyBanHs TI'CK, nmounnaroun 3 2002 poky Ta Oyaud po3fijeHI HA 2 TpyHu: rpymna
O3T+TI'CK (n =9), o otpumyBaia JTiKyBaHHA nounHarouu 3 2005 poky Ta npornum
HEHUPOICUXOJIOTTYHY OLIHKY JI0 Ta yepe3 1 Ta 2 poku micisl TpaHCIUIaHTallli, Ta rpymna
TI'CK (n = 10), mo 3 2002 o 2005 pix otpumyana juiie TT'CK.

Pe3ynbpraTu aHamizy AaHOTO JOCHIIKEHHS AETAJbHO MPEACTABIEHI Y BUCHOBKY
YIOBHOBaXXeHOTO oprany 2022 poky Ta JI€MOHCTPYIOTh, 1110 KOMOIHOBaHE JIIKyBaHHS
O3T+TI'CK acoriroeTbes 3 KpalllUMH KOTHITUBHUMH Ta 3aralbHUMH KITHIYHUMH
pe3ynbTaTamMu (30KpemMa 3HMIKEHHS KUIBKOCTI JIETaJbHUX BUMAJAKIB Ta MOKPAIICHHS
nprkuBieHHs: TpancianTtaty micis TI'CK) y miteir 3 MIIC 1 tumy mopiBHSHO 13
3actocyBaHHsM Jmiie TT'CK.

Indopmanisa mogo nNOpPIiBHAIBHOI KJIHIYHOI e(eKTHBHOCTI Ta Oe3mexku
gaponigasu ta HIIT.

KuiniyHe nuTaHHA: BU3HAUUTU €(PEKTUBHICTH Ta OE3MEKy JApOHIa3u Yy
nopiBHsHHI 3 HIIT npu nikyBanHi nauientis 3 MIIC I tuny.

HocaimkyBana nomyJsiisi: aiTy Ta gopociti namientu 3 MIIC I tumy.

HocaimxyBanuii Jgikapcbkuil 3acid: naponigaza (laronidase), 100 O/
(mpubmm3no 0,58 mr) Ha 1 kT Macu Tina 1 pa3 Ha THKACHB MIJISTXOM BHYTPIIIIHHOBEHHOT
1HOY3Ii.

Menuyna TexHoJoris nopisusinas: HIIT.

OcHOBHI 1ocaigxyBaHi pe3yjbTaT: (OpPCOBaHA )KUTTEBA EMHICTh JIET€Hb (Haui
— @XEJT); abcontoTHa BiICTaHb, MOJI0JaHa MAIIEHTOM IIiJT 4Yac TECTY 3 6-XBUJIMHHOL

11
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xoap0u (6MWT); piBenb 'Al y ceui; pyXJiHBICTh Cyrfi00iB; 1HAEKC HIYHOTO amHOe-
TiMOIMHOE; 3MEHIIEHHS 00’ €My TIEUiHKH; aHTPOMOMETpisl (BUMIp 3pOCTY, MacH Tijia Ta
OKPY>KHOCTI TOJIOBH).

Kpurepii BKJIIOYEHHSI:  CUCTEMaTW4HI  OMNIAAM 3  MeETa-aHalll3aMu
PaHIOMI30BaHUX KJIHIYHUX JOCIIKEHb, 110 BUBYAIM €(QEKTHUBHICTh Ta Oe3meKy
3aCTOCYBaHHS JIApOHIA3H [ JTiKyBaHHs namienTiB 3 MIIC 1 tuny.

Kpurepii Bukiw4deHHsi: 1gociipkeHHs Ha TBapuHax, PKJ[, xoropthi
JOCTIKEHHS, JOCTIPKEHHSI BUMAI0K-KOHTPOJIb, MyOJIiKalii MOBOIO, BIAMIHHOI Bif
aHTIIUCHKOI, JITEepaTypHi orsiau, myOmikamii JOCTIKEeHb, IO HE BiANOBIAAIOTH
JOCIIKYBAaHOMY TTUTAHHIO Ta/a00 MOIYJISIIIi.

Kimrouosi cioBa nomryky: Mucopolysaccharidosis type I, Mucopolysaccharidosis
I, Hurler syndrome, Hurler-Scheie, Scheie, Enzyme Replacement Therapy, best
supportive  care, Quality of Life, Alpha-L-Iduronidase, Laronidase,
Glycosaminoglycans. 3acrocoByBanucs ¢iapTpu: Meta-Analysis, Systematic Review,
Randomized Controlled Trial, full-text, English. Poku momyky 3 2012 mo 2025 pik
BKiItO4HO. [lomyk mitepaTypu OyB OOMEXKEHUH aHIJIOMOBHUMM CTaTTSIMU Ta
MOBHOTEKCTOBUMHU MyOJIIKAIISIMU Y BUIBHOMY JOCTYIII.

B pe3ynbTari OHOBJIEHOTO MOIIYKY 33 BU3HAYEHHMH KpUTEpIsIMHU B 0a3l JaHUX
PubMed Ta The Cochrane Library database Oyno 3naiineno 15 myOmikamiit. ITicns
BUYUTKH 3aroJIOBKIB Ta aOCTPakKTiB 6 CUCTEMAaTUYHHUX OIJIS/IIB Ta/ab0 MeTa-aHaji3iB
OyJH OIIHEHI SK TaKi, 10 BiAMoBinaoTh KiIiHigHOMY nutanHio (Dornelles AD, et al.,
20172 Jameson E, et al., 2019%%; R P El Dib, et al., 2007%%; Xue Y, et al., 20162; Pantel
JT, et al., 2018%; Huang L, et al., 2025%). Tlicnd NOBHOTEKCTOBOi BMYMTKH Ta
JIETATHbHOTO BUBYEHHS BIJIMOBIMHOCTI MyOJiKaImiii BHU3HAYEHOMY JOCIIIKYBaHOMY
OUTaHHIO Oyja0 posrigHyTo 2 myoOumikamii: Jameson E, et al.,, 2019, mo Oyma
npoaHaji30BaHa ymoBHOBaKeHUM opranom y 2022 porii, Ta Huang L, et al., 2025.

Meroto cucrematuudoro orisgy Huang L, et al.,, 2025 Oyno Bu3HAYUTH
Haile(eKTUBHIITY Teparito 1 koxHoro niartuny MIIC ta Hagatu pexomMeHaarii Jis
kiiHiyHO1 npakTuku. logo mikyBanus MIIC 1 tumy B cucTeMaTM4yHOMY OTJISIL
OI[IHIOBAJIM KJIIHIYHY €(PEKTUBHICTH JIAPOHIJA3H Ta MEHTOCAHy MoJicynbdary, o He
BIJIMOBIJIA€  BHUILE3a3HAYEHOMY KIIIHIYHOMY MHUTaHHIO. B Tol wac aBTopu
cuctemMaTuyHoro oriisiy Jameson E, et al., 2019 Manu Ha MeTi OI[IHUTU €PEKTUBHICTD
ta Oe3neky ®3T maponigazoro y mamieHtiB 3 MIIC I nmopiBHaHO 3 1utane0o, 110
BIJIMTOBIJIA€ BUITIE3a3HAYCHOMY KJITHIYHOMY MTUTAHHIO.

BpaxoByroun BuieszazHaueHe, iHdopmariisi 00 MOPIBHSUIBHOI KIIITHIYHOT
edextuBHOCTI D3T (maponinaza) mis aikyBanas MIIC I tumy, mo Oyna mpeacraBiieHa

2 https://pubmed.ncbi.nim.nih.gov/28859139/
2 https://pubmed.ncbi.nim.nih.gov/31211405/
22 https://pubmed.ncbi.nlm.nih.gov/18050087/
2 https://pubmed.ncbi.nim.nih.gov/26920513/
24 https://pubmed.ncbi.nim.nih.gov/29623569/
% https://pmc.nchi.nim.nih.gov/articles/PMC12049060/
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y BUCHOBKY 2022 poky 3a nanumu Jameson E, et al., 2019, 3anuiaeTbcst akTyaabHOIO
CTaHOM Ha JIaTy MiJArOTOBKHU JTaHOTO BUCHOBKY.

3a pe3ynbTaTamMu OIIHKK METOAOJIOTIYHOT SIKOCTI 3T1/THO 3 a/IalITOBAHUM JIUCTOM
ouinku SIGN 50 (Methodology Checklist 1: Systematic Reviews and Meta-analyses),
YIOBHOBaXEHUM OpraHoOM OyJI0 BCTAHOBIIEHO, 1110 myOutikatist Jameson et al., 2019 mae
BHUCOKY METOJIOJIOTIUHY SIKICTb.

VY cucremMaTMYHOMY OTJISA[l aBTOPU PpO3IJISAANMA JIBI CTpaTerii BTpyYaHHs
MOPIBHSHO 3 TUIae00:

1) ®@3T i3 3acTocyBaHHSM JIAPOHIAA3U MPOTITOM IIOHAWMEHIIIE OJTHOTO MIiCSIIS,
koiu TI'CK He npoBOaUThCS;

2) @3T 3 napoHiAa3or0, Ky MpU3HAYAIN POTATOM MIPUHANMHI OJTHOTO MICALS 10
nposenennst TT'CK y niteit (no 16 pokis).

3a pe3yinbTaTaMH CHUCTEMATUYHOTO OISy, JETalbHUN aHali3  AKOro
IPE/ICTAaBIICHO Y BUCHOBKY YITOBHOBaX€HOTO oprany 2022 poky, BCTAHOBJIEHO IIO:

- IPY 3aCTOCYBaHHI JIAPOHIJIA3H CIIOCTEPIraeThCA IIBUIKE 3HMKEHHS €KCKpelli
I'AT" nopiBHsHO 3 Tu1ane00 (Ha 26 THXKHI BCTAHOBJIEHO CEpEHE 3HM>KEHHS Ha 54% B
rpyIl JapoHiJa3u y NOpIBHIHHI 3 30u1beHHsM Ha 47,3% B rpyni mianeto (p<0,001),
JIOKa3W HU3BKOI SKOCTI);

-TIpU  3aCTOCYBaHH1 JIapoHiJa3u uepe3 26 TWKHIB 30UIBIIMBCA BIJACOTOK
nporHo3oBanoi HopmainbHOi DXKEJI B cepennboMy Ha 5,6% y MOPIBHSHHI 3 TPYIIOIO
wiane6o (memiana 3,0; p = 0,009), MD (cepennst pizuuns) 5,60 (95%, CI Big 1,24 no
9,96) (10Ka31 HU3BKOT SIKOCTI);

- yepe3 26 TWXKHIB B TPYIIl JapoHia3u cepeaHe 301UIbIIeHHS MoKa3HuKy OMWT
ckiamano 38,1 mMeTpa y MOpiBHSHHI 3 Tpynoro 1uianedo (menmiana 38,5; p = 0,066);
CYTT€BOI Pi3HULI MK IpynaMu He crioctepiragocb — MD 38,1 (95%, CI Bix -1,68 no
77,88), noKa3u HU3bKOI SKOCTI;

-y BCIX TMAalll€HTIB 3a BUKIIOUYEHHSIM OJHOTO B TPyMi JIAPOHiNAa3u BUHHUKIIA
nioHaliMeHIe 1 HecnpUuATIuBa TOisl, OUIBIIICTD 3 SIKUX OyJiK MOB’sA3aH1 3 nepedirom
MIIC I tumy, OGiAbIIICTH 3 HUX OyJMW JIETKUMH Ta HE TOTPEOYyBad MEIMYHOTO
BTpy4YaHHs a00 mepepuBaHHs 1H(]Y31l; CYTTEBOT PI3HUII MK TpylaMu HE BUSBJICHO
(32% B rpymi naponinaszu ta 48% B rpymi riame6o; OR 0,51, 95%, CI Bix 0,15 no 1,71),
JOKa3W HU3BKOI SIKOCTI);

- B rpymi JapoHigasu y 91% mnauientiB Bupoouiucs antutina IgG, cepenniit yac
(SD) no cepoxonBepcii ckianas 52,6 aas (Big 20 1o 106); 10 KiHIM AOCTIIKEHHS PiBHI
OUIBIIOCTI AHTUTLI 3HIKYBAIIUCA (JOKa3U Jy>Ke HU3BKO1 SKOCT1);

-micas 26 TWKHIB JIIKYBaHHS CEpEHE 3HAYEHHS 1HIEKCY aImHOE-TIMOMHOEe
3HU3UJIOCH Ha 3,6 To/ii Ha TOWHY B TPYIIl JJAPOHIIa3u MOPIBHSIHO 3 TPYIIOK0 TIaedo
(p = 0,145); pesynabTaTu post hoc anami3zy miArpymn Mami€eHTiB, Y SKUX Ha TOYaTKOBOMY
piBHI 1HJEKC AamHOEe-TIMOMHOE BKa3yBaB Ha allHOE€ YBI CHI, MOKa3aB, LI0 Ipyna
JIApOHia3U Majia CEPEIHE 3HKEHHS Ha 6 MO/ Ha TOJMHY CHY 1] Yac JOCJIIIKCHHS
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MOPIBHSIHO 3 TPYIIOIO MiIaneoo, sika Mana cepeane 301abiieHHs Ha 0,3 mofii Ha roauHy.
(mepesara Bij JikyBaHHs Ha 11,4 moxii Ha roauHy Oyia 3HagyIoro mpu p = 0,014);

- 3MiHM 1HAeKCy iHBamiaHOCTI (Disability Index) BiamoBigHO 70 ONMUTYBaTLHUKIB
CHAQ Tta HAQ micis JOCHDKyBaHOTO JiKyBaHHA OyJd HE3HAaUHHMMH Ta HE
BIJIPI3HSIIUCS MK TpynamMu (J0Ka3u HU3BKOI SIKOCTI);

- IPOTATOM 26 THIKHIB B JKOJHIN 3 TPyI HE OyJI0 CMEPTEIbHUX BUITAJIKIB (JI0Ka31
HU3BKOI SIKOCT1).

- B Tpymi JapoHigazu /2% y4acHHUKIB 3 aHOMAJIbHUMU 00’€MaMU TEYiHKH Ha
BUXIJJHOMY PiBHI JOCSTIIM HOPMaJIbHUX 00’€MiB Ha 26 TXKHI y nopiBHsAHHI 3 21% B
rpyni 1amnebo; B IIUIOMYy cCHocTepiraigacsi 3HauHa pI3HHULSA Ha KOPHUCTh TPYNU
JapoHifa3u: cepenHiit 00’eM MediHKu 3MeHIuBcsa Ha 18,9% B rpymi lapoHigazu Ta
36utbmmBes Ha 1,3% B rpymi miarne6o, MD 20,00 (95%, CI Bix 8,93 no 31,07).

3) maHi W00 €KOHOMIYHOI JOUIJILHOCTI B 4aCTHHI e(eKTUBHOCTI BUTPAT
BUKOPHUCTAHHS JIKAPCHKOro 3aco0y BilNOBIIHO 10 PEKOMEHIOBAHOI IIKAJIHU
rPAHMYHUX 3HAYEHb IHKPEMEHTAJBHOI0 NMOKA3HUKA e(PeKTUBHOCTI BUTPAT B
Ykpaini

Bignosiguo no mn.7 Iopsaky aepxkaBHa OMT 3a cKOpOYEHOIO MPOILIEAYPOIO HE
nependayae  TPOBENCHHS  aHami3y e€(EeKTUBHOCTI BHUTpaT Ta  PO3PaXyHKY
IHKpeMEeHTaNIbHOTO NIoKa3HuKa eekTuBHOCTI BUTpat (ICER) B YkpaiHi.

4) maHi WOA0 Ppe3yJbTaTiB €KOHOMIYHOI AOUWIJILHOCTI B YaCTHHI aHAJI3y
BILUIMBY HA NMOKA3HUKHU OKOIKETY

Bignosinno no n.7 Ilopsiaky aepxkaBHa OMT 3a CKOpOYEHOIO MPOLETYPOIO
nepeadayvae NpOBEICHHS aHaji3y BIUIMBY Ha MOKa3HUKH OIO/KETY B YKpaiHi.

B pamkax mnposegeHHs gepxaBHoi OMT 3a CKOpPOYEHOIO MPOLEAYPOIO
YIOBHOB)XEHUM OPTaHOM BIJIMOB1THO /IO METOI0JIOT1i OyB MPOBEICHUH aHaJ13 BILUTUBY
Ha TMOKAa3HUKHU OIOJKETY Yy YaCTHHI PO3PAXyHKY BUTPAT HA MEAMYHY TEXHOJIOTIIO 3
YaCOBUM TOPU30HTOM OJIMH PIK Ha MIJCTaBl MPSAMUX MEAUYHUX BUTPAT HA JIKAPCHKUM
3aci6 (mam — JI3) 3 mepcreKTUBH Iep>KaBHOTO TUIATHUKA.

Mera: OIHUTH MOJACIBHUN BIUIMB Ha Oro/pkeT JI3 mapoHimaza ajis JiKyBaHHS
narienTiB 3 MIIC I tumy.

Merton: aHami3 BIUIMBY Ha MOKA3HUKH OIOJKETY 3 YACOBUM TOPU30HTOM B OJIMH
piK. AHaJ13 MPOBEAEHUI Ha MiACTaBl NPSIMUX MEIUYHUX BUTPAT Ha JI3 3 mepcrnekTrBu
Jep>KaBHOTO TUIATHUKA, BU3HAYEHOI IIbOBOI MOMYJIAIIl MAIll€EHTIB BIAMOBIAHO 10
JaHUX, HagaHuX y poaatky o qucta MO3 Ykpainu No25/16688/2-25 Bin 22.05.2025.

Sk Bxke OyJi0 3a3HAYEHO Yy M. 3 MEAUYHUMH TEXHOJIOTISIMU TOPIBHSAHHSA 1uist JI3
naponigaza € HIIT ta TT'CK + naponina3a. [IpoTe BiIIOBITHO 10 MPOBEICHOTO aHATI3Y
KJIIHIYHOI €(peKTUBHOCTI OYyJIO BCTAHOBJICHO, IO 3TiHO 3 MDKHAPOIHOIO MPAKTHKOIO
napoHizasa € equaum JI3 as cnienudivnoro mikyBanHs namientis 3 MIIC I tumy, 1o
3a0e3neyyeThes nalieHTaM B YKpaiHi. Y 3B's13Ky 13 UM, aHaJI13 BIUTUBY Ha MOKA3HUKH
OIO/DKETY TIPOBEICHO 3 YpaxXyBaHHSM TAIlIEHTIB, IO Hapa3i OTPUMYIOTh JIAPOHIA3y,
po3paxyHok Butpat mist HIIT ve npoBoauBcs.
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Bxinni gani ayia po3paxyHkKiB npeacTaBieHo y Tabmuii 1. 3BepTaemo yBary, 1o
JUTSI MOJISTTFHUX PO3paxyHKiB OyJi0 po3paxoBaHo n03u JI3 mapoHizasa 3 ypaxyBaHHSM,
110 Bara JIOpOcCJIoro naiieHra craHoBuTh 70 kr, Bara nutuHu — 30 kr. [IXxepenom 1iHu
Ha nochimpkyBanuit JI3 € nogatok go nmucta MO3 Ne25/16688/2-25 Bix 22.05.2025, y
SKOMY 3a3HadeHa 3aKyIiBesbHa 1iHa 6e3 [1/]B 3a moroBopom kepoBaHoro goctymy (3a
2024 pik).

[Momo TI'CK, To BigmoBigHO A0 VYHI(pIKOBAHOTO KJIIHIYHOTO MPOTOKOIY
MePBUHHOI, BTOPUHHOI (CIeIiaigi3oBaHOi) Ta TPETHUHHOI (BHCOKOCTHEIIali30BaHO1)
meanuHoi gonomoru «MIIC I tuny» mnamienTtiB 3 Baxkow dopmoro MIIC I Tumy
(cunapom ['ypnep) pexomengoBaHo 3a0e3neuntu P3T 3 MOMEHTY MOCTaHOBKH
JiarHO3y Ta JI0 MOBHOTO MPYDKUBIIEHHS TpaHcIUiaHTaty. [Ipote, y 3B'3Ky i3 THUM, IO
Yac 10 TOBHOTO MPIKUBIICHHS TPAHCIIAHTATY (MPOTITOM SIKOTO MAIli€eHTa HEOOX1THO
3a0€3MeUnUTH JIAPOHIJA3010) € I1HAMBIIYaIbHUM TMOKAa3HUKOM, WI0 3aJIeKUTh BIJ
KJIIHIYHOI CHUTYyalll KOXXHOro TMali€eHTa, y Tabmuul | mnpeactaBieHO BapTICTh
npoBeieHHs anoreHHoi TI'CK 6e3 BuTpar Ha J1apoHigasy.

Tabamus 1. AHani3 BUTpaT Ha OJHE BBEJIEHHS Ta Ha PIYHUN KypC 3aCTOCYBaHHS
JapoHia3y, a Takoxx BuTpatr Ha nposeneHHs TT'CK mna mikyBanHs MIIC I tuny Ha
OJTHOTO ITaI[I€HTAa

3asBaennii JI3 — maponigasa

®opma BUIYCKY Ta JO3YBaHHS KOHIIEHTpAT JJ1s po3unHy A iHPy3ii, 100 OJ1/mim, Ne 1:
no 5 M y ¢uaxoni, o 1 ¢rakoHy B KapTOHHIH KOpoOIi
Cxewma 3actocyBanHs, OJI/kr 100
KpaTHicTb 3acTOCyBaHHS Ha pIK 52
Ilina 3a 1 ¢naxoH, rpH _
Jopocni Jimu
Kinpkicth rakoHiB Ha |1 BBeeHHS 14 6

BurpaTtu Ha 1 BBeAICHHSI, TPH
BurtpaTu Ha nanienTa Ha 1 pik, rpH
Menununa texHoJorist nopisusinus — TT'CK*

Bio poounnozo oonopa Bio nepoounnozo oonopa
Bapricts anorennoi TI'CK 3 1 874 969,08 2484 470,00
JIOHOPCHKUM €Tanom, rpa**
[TocTTpancmaHTaitHUN CympOBif 168 448,31
narienTa 3 180-ro mo 360-ro nHs, TpH
BapricTs npoBeaeHHs anoreHHO1 2043 417,39 2652 918,31
TI'CK, rpa

*y 0anomy ananizi suxopucmano mapugu 32iono 3 nocmarosoio KMY 6io 18 epyons 2019 p. Ne 1083

“Ilpo 3ameepOdcenHs nepeniky nociye ma mapugie Ha nociyeu 3 HAOAHHA MPEMUHHOT

(8ucokocneyianizo8anoi) MeouyHoi 00nomo2u MemooOM MPAHCHIAAHMAYI] Op2auie ma [HWUX

AHAMOMIYHUX Mamepianie, sKi HA0ArMbCsl Y4ACHUKAMU RIIOMHO20 NPOEKMY U000 3MIHU MEXAHIZMY

Qinancosoco 3abe3neuenHs ONePamueHO20 JNIKV8AHHS 3 MPAHCHIAHMAYI OpeaHie ma [HWUX

AHamoMiyHux mamepianie”, wo 8ionosioac OaHum, AKi OVI0 BUKOPUCMAHO Y BUCHOBKY
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ynosHosadiceno2o opzany 6io 01.09.2022 (8ionosiono oo rucma MO3 Vkpainu 6io 20.06.2022 No25-
01/13739/2-22), ma sixi € akmyanbHumu CManom Ha 0amy nid20mosKu OaH020 BUCHOBK)
**mapug exrouae nocmmpancnianmayiinuil cynposio 0o 180-20 ous

OTxe, BUTpaTH Ha OJHE BBEJICHHS JIAPOHITA3U OJHOMY JOPOCIOMY MAIIEHTY 3
MIIC 1 tuny cranosnsats || 8 omwiit muruni — TpH;
BUTpaTH Ha OJMH DIK JIIKYBaHHS OJHOTO JOPOCIOro MAIlieHTa — IpH,
OJIHI€T ITUTHHU — rpH. Baprticte nposenennst amorenHoi TI'CK Bix
poauHHOTO J0HOpa crtaHoBUTh 2 043 417,39 rpH, Big HepoauHHoro — 2 652 918,31
IpH.

J10J1aTKOBO 3ayBa)Ky€MO, 1110 TTOPIBHSIHO 3 JAHUMHU Y BUCHOBKY YIOBHOBAXEHOTO
oprany Bija 01.09.2022 mina ¢akoHy JapoHigazu

BignoBimno 1m0 mpomatky go gucra MO3  Vikpainm Ne25/ 16688/2 25 BIX
22.05.2025, KUIBKICTh TAIlI€HTIB, SIKUM [PU3HAYEHO JIAPOHIJA3y CTaHOBUTH
I

BianoinHo A0 YHI(IKOBAaHOTIO KIIIHIYHOTO MPOTOKOJIY MEPBUHHOI, BTOPHUHHOI
(cmenianizoBaHOi) Ta TPETUHHO1 (BUCOKOCIICI1AII30BaHO1 ) MeAu4YHO1 Joriomoru « MIIC
[ tuny» ®@3T pexomengoBana BciM nanienTam 3 MIIC [ tumy 3 mpoMI>KHOIO Ta JIETKOIO
dbopmoto 3axBoproBanHs (cunapomoM ['ypnep-Illeiie Ta cunapowm Illeii€), B Tl yac sik
TI'CK pekomengoBaHa naiieHTam 3 Baxxkoro popmoro MIIC I tunty (cunapom ['ypiep)
y BIII1 10 2-X POKIB Ta 13 KOe(PiI[iEHTOM KOTHITUBHOTO PO3BUTKY > 70. [IpoTe 3BepHEHHS
MQO3 He MICTUTH JJaHUX IIOJI0 TOTO, KA KUIBKICTh JITEH € y BiIll 10 2-X POKIB Ta
noTeHIiiHOo Moxke orpuMmaru TI'CK, numie paHi 100 KUIBKOCTI JiTeH, SKHM
npU3HAYEHO JapoHigazy. TomMy aHami3 BIUIMBY Ha MOKA3HUKH OIOJKETY MPOBEICHO
TUJIBKMA 3 YpaxXyBaHHSIM TAlll€HTIB, SIKI Hapa3l OTPUMYIOTh JapoHinazy. BpaxoByroun
KUIBKICTh MAIlI€HTIB, SKUM MPU3HAYEHO JApOHIa3y Ta BUTPATH Ha PIK JIKyBaHHS
OJIHOTO TAllI€HTA, 1110 OyJU po3paxoBaHl Ha OCHOBI 3aKymiBenbHOI 1iHU Oe3 I1/IB 3a
JIOTOBOPOM KepoBaHOTO A0ocTyy (3a 2024 pik) (Tabnuis 1), y Tabnuii 2 mpeacTaBiIeHO
OpIEHTOBHI pE3y/lbTaTH aHali3y BIUIMBY Ha TOKA3HUKU OIOJKETy 3 YacOBUM
TOPU30HTOM B OJIMH PIK MPU 3a0€3MeUeHH] KOTOPTHU MAaLI€HTIB JIAPOH11a3010.

Tabauus 2. OpieHTOBHI pe3yNbTaTH aHaJi3y BIUIMBY Ha MOKA3HUKW OIOKETY MpuU
3actocyBanH1 JI3 naponinasa

‘ 1 pik

KinpkicTh mamicHris

KinpkicTh  mali€HTiB, SKUM  TPHU3HAYEHO
napoHinasy (momatok go nucrta MO3 VYkpainu
Ne25/16688/2-25 Binx 22.05.2025)

® jopocii

® [iTH

Opi€HTOBHI BUTPATH HA BCIO NMONMYJIALII0 NALIEHTIB, TPH

OpieHTOBHI BUTPATH Ha JapOHiJa3y Ta BIUIUB Ha
OI0JKET, TPH
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® jopocii
® jliTH

OTxe, 3 BUKOpHCTaHHSAM 3aKkymiBenbHOi HiHKM Oe3 II/IB wa maponimaszy 3a
JIOTOBOPOM KEpOoBaHOTo JocTyny (3a 2024 pik), 10 3a3Ha4yeHa y JAOJATKY JO JIUCTa
MO3 Ne25/16688/2-25 Big 22.05.2025, opi€eHTOBHI BUTpaTh Ha 3aKkymiBmio JI3
naponinaza ms koropr nauientis ([5G 5 nixysauus MIIC
[ TuIy CTaHOBIATH TpH.

BianoBiaHo 10 peKOMEHA0BAHOI IKAIH OLIIHKY BIUIMBY Ha OIOJKET 1010 BUTPAT
Ha 3asBJICHUH JIIKapChbKUM 3aci0 B YKpaiHi Ha MiACTaBl JaHUX JIEP>KaBHUX BUTPAT Ha
Jikapchki 3acobu y 2021 portii, mokaszaHo, 10 OPIEHTOBHUHN BIIUB Ha OIO/KET 11010
BUTpAT Ha JIapOHiga3y Oy/e
Jl0J1TaTKOBO 3ayBa)Ky€eMO, IO
KUIBKOCTI MAI[I€EHTIB Ta 3MiHA BIKOBOT'O CKJIaJly KOTOPTH
, KUIBKICTh JOPOCIIHX
, 0 B I[JIOMY TPHU3BEIO O 3arajibHOI
KIIbKOCTI MAIl€HTIB ) IpU3BEJIO 10 TOTO, [0 BUTPATH Ha 3aKyrmiBiwo JI3
JapoHija3za MOPIBHSHO 3 JAaHWUMH Y BHCHOBKY
ynoBHOBaxkeHOro oprany BiJ 01.09.2022 (3a cTaHAapTU30BAHUM MIAXOJA0M).

5) mami moa0 KopekTHOCTI iH(popMalii Npo HasABHICTL a00 BIIACYTHICTHL
€KOHOMIYHHX Ta KJIHIYHHX IepeBar 3aCTOCYBaHHA JIIKAPCHBKOr0 3aco0y
NOPiBHAHO 3 iHIIUM JIKAPCHBKHUM 32c000M 200 IHIIOW MEJUYHOK TEXHOJIOTIEH
(a0o0 ix BiICYTHOCTI), HAAHi 3aABHUKOM

Bignosigno no n.7 Ilopsaky nepxkaBHa OMT 3a CKOpOYEHOIO MPOIEAYPOIO HE
nepeadavae MpoBEACHHS SKCIIEPTU3H MOJaHUX 3asIBHUKOM 3asiBH 1 JIOChE, HA TI1JCTaBi
SAKUX MOYKHA 3p0OUTH BUCHOBOK MPO KOPEKTHICTh HaJaHO1 iHpopMaIlii.

(KUIBKICTh JITEH

4. PekoMeHaamil 1010 BKJIKYECHHS (BUKJIIOYEHHS) JIKAPCHKOro 3aco0y 10
(3) HamioHaJIbHOTO mepesiiky OCHOBHMX JIIKAPCbLKHUX 3ac00iB Ta (200) nepeikis,
110 3aKYNOBYIOTHCS 32 KOUITH JE€P:KAaBHOI0 OIOKeTYy /IJisi BUKOHAHHS Mporpam
Ta 3AIHCHEHHS UEHTPAJi30BaHMX 3aX0AiB 3 OXOPOHM 3I0pPOB’si, Ta (a00)
peKoMeHAalil 1010 3aCTOCYBAHHA /ISl LijIeil OXOPOHU 310POB’sl JIKAPCHKOI0O
3aco0y, omjiara, 3aKyniBJjs a00 BiIIIKOAYBAHHSA BAPTOCTI AKOI0 3iHCHIOETHCA 3
METOI0 BUKOHAHHSI PeriOHAJILHUX HUILOBUX NMPOrpaM 3 OXOPOHH 310POB’S, IO
NMOBHICTIO YM YaCTKOBO (PiHAHCYHTHCH 32 PAXYHOK KOIUTIB MiCLIeBUX OKI2KETiB,
Ta (a00) pexkoMeHaalii MO0 YKJAaAeHHS a00 NMPOJOB:KeHHS Ail (MPOJIOHTALiI)
JAOTrOBOPIB KEPOBAHOIO JA0CTYyILy Ta (a00) iHIIi pekoMeHaauil y pa3i HeoOXiTHOCTI
YXBaJIeHHS pillieHb B CHCTeMi 0XOPOHHU 3/10POB’

Cranom Ha 16.07.2025 BiamoBigHo a0 3BepHeHHS MO3 Ykpainu Big 05.05.2025
No25/14470/2-25 ta nucta yrouneHHs Bij 22.05.2025 Ne25/16688/2-25 npoBeneHo
nepxaBHy OMT 3a ckopoYeHOI0 MPOIIEAYPOIO JIIKAPCHKOTo 3aco0y JlapoHigasza i
JIKYBaHHS MAIlEHTIB 3 MYKOIOJicaxapuao30oM | TUIly Ha BUKOHAHHS MIAMYHKTY 6
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nyHkty 8 Ilopsnky TpoBeneHHsS JepKaBHOI OIIHKM MEIWYHUX TEXHOJIOTIH,
3aTBepAKkeHoro nocranoBoro Kabinery MinictpiB Ykpainu Big 23.12.2020 Ne 1300
(mami — ITopsimok). Bignosigno a0 m.22 [lopsaaky BUCHOBOK YIIOBHOBa)KEHOTO OpTaHy
Ma€ peKOMEeHAlIMHAN XapaKTep.

3a pe3ynpTaTaMu pO3IJIALY IMPOEKTY BHUCHOBKY YIOBHOB@)KEHOTO OpraHy 3
OIIIHKM MEIMYHHUX TEXHOJIOT1H, OLIIHKY (aHaJ13y) pe3yJIbTaTiB MOPIBHAIBHOT KITHIYHOT
e(eKTUBHOCTI, O€3MEeKH Ta BIUIMBY Ha OFOJKET JapOH1a3u ISl JIIKYBaHHS MAIIEHTIB 3
MyKomnoJicaxapuno3oM | Ttumy EKcnepTHUM KOMITETOM 3 OIIHKM MEIUYHUX
TexHosorii  Jlep>kaBHoro  mianpueMcTBa  “‘Jlep)kaBHUH  €KCIIEPTHUM  IIEHTP
MisnicTepcTBa 0XOpOHHU 3A0poB's” (manmi - ExcrnepTHHil KomiTeT) OyJi0 3a3HAauye€HO
HACTYIIHE.

Peszynomamu nopiensaneroi kniniunoi eghekmusnocmi (pe3yromamuHicms)

MIIC 1 Tuny HaleXuTh 00 PIAKICHUX CHAJAKOBUX J130COMAIIBHUX XBOPOO
HAKOIMUYEHHS 3 MPOrPECYIOUUM YPAKEHHSIM OaraThOX OpraHiB 1 TKAHUH BHACIIJOK
nedimuty depmenty o-L-imypoHigazu, sSkuil HEOOXimHMM I KaTaboJi3My
riiko3aMiHorimikaHiB. Ilamientn 3 MIIC | tunmy noauisaroTbCs Ha TPU MIATPYIH
(beHoTHNM) BIAMOBIAHO 10 KJIIHIYHUX CHHJAPOMIB, SIKI BHU3HAYalOTHCS HA OCHOBI
CUMIITOMIB Ta iX TspKKoCTi: ['yprep (HailOuIbIn BaxkKKuid KiiHIYHUE QeHotu), I'ypuep-
[eiie (mpoMixkuuit BapianT) Ta [lleiie (O1bIn M’ AKUN KIIHIYHUN (QEHOTHUT).

[Mamientu 3 MIIC I Tuny notpedyroTh MOXKUTTEBOI (hepMEHTHO3aMICHOI Tepartii
(mami — ®3T). B Vkpaini naponinasza (AJIbJJYPA3UM®) — equnuii npenapart s ®3T
y xBopux 3 MIIC | tumy, anpTepHaTHBHI JiKapchbki 3aco0u BiacyTHi. OTxe, aHai3
MOPIBHSUTHHOI KJITHIYHOT €(DEeKTUBHOCTI Ta O€3MeKH JTapoHiga3u MPOBOAMIN 3 TAKUMU
kommaparopamu — Iane6o/HIIT, a Takox komoOiHamis ®3T 3 TpaHCIUTaHTAIlI€IO
remonoeTnyHux croBOypoBux KiituH (TT'CK).

OuiHKy 3I1MCHIOBAIM 32 CHUCTEMAaTHYHHM OTJIAJIOM Ta oOcepBaliiHuMU
JOCIIKEHHSAMU, K1 OyJIM MpoaHalli30BaH1 yIOBHOBaXEHUM OpraHoM padiiie y 2022
poui mpu npoBeneHHi JaepxkaBHoi OMT 3a ckopodeHow mnpoueayporo. I[Hmmx
OHOBJICHUX JJAaHUX IIOJI0 KJIIHIYHOT €PEKTUBHOCTI Ta OE3MEKH JapOoHIa3u OPIBHIHO
3 mane6o/HIIT Ha ocHOBI BiikpuToi iH(GopMallii 3HalaeHo He Oyno. [laH1 HaBeleHI B
nyomikamisx Eisengart et al., 2013, 2018 ta Jameson E, et al., 2019 nemoHCTpyI0TH,
mo y mnamientiB 3 MIIC 1 Tuny 3actocyBaHHsS B JIIKyBaHHI JapOHITA3W CIPHUSIIO
MBUAKOMY 3HIKEeHHIO ekckperii Al (Ha 54%), 3HaueHHs 1HAEKCY alHOe-TIMOIHOE,
3MeHIeHHI0 Ha 18,9% cepeaHboro 06’eMy MEUYIHKH, MOKPAILEHHIO TOKa3HHUKIB
OXXEJI, 361nbp1IeHHI0 TOKAa3HUKA BUKUBAHOCTI (45% mipotu 10% B rpymi mianebo) i
MenianHoro Biky cmepTi (9,0 pokiB mpotu 6,4 pokiB B rpymi miane6o). Haitkparri
pesynbratd npu JikyBaHHi MIIC 1 tumy Oyno oTpuMaHo mpu 3acTOCYBaHHI
naponigaszu y komOinanii 3 TI'CK, ne BumkuBaHicTh cTaHOBUJIA 83%.

OkpiM 1poro, OyJI0 MNPOAEMOHCTPOBAHO, III0 KOMOIHOBAaHE JIIKyBaHHS
O3T+TI'CK acoritoeTbCsi 3 KpalllUMU KOTHITUBHUMH Ta 3arajbHUMH KITHIYHUMHU
pe3yibTatamMu (30KpeMa 3HWKEHHS KUTHbKOCTI JIETaIbHUX BUIAJKIB Ta MOKpAIICHHS
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npwkuBieHHs TpaHcruiantaty micias TI'CK) y giteit 3 MIIC 1 tuny nopiBHSHO 13
3acrocyBanHsam Jme TI'CK. Illomo BimmaneHwx HAcHigKiB, TO y TAIlE€HTIB, SKi
otpumyBanu juie O3T, uepe3 14 pokiB cocTepekeHHs riapouedantis Maiaa Micie y
27% BuMajaKiB, 4acToTa KOMIpECii MUHHOTO BIALTY CIIMHHOTO MO3KY — Y 51%, Toxi
gk B rpymi TTK+®3T — BinnosigHo 0% 1 16%.

besneunicmo:

3a JaHUMU HaBEJEHOTO BUIIE CUCTEMAaTUYHOTO OISy CYTTEBUX BIIMIHHOCTEH
y MOOIYHUX peakIisx MK rpynamu japoHinasu ta rane6o/HIIT mpu nmikyBaHHi
nanieHTiB 13 MIIC I Tuny He 6ymno BusiBnieHo, npodiii 6e3nexku 0yiu moaiOHUMH.

Egexmusnicmo sumpam na 3as6nenuti 1ikapcokuil 3acio i aHaniz 6nauey maxux
UMPAM HA NOKA3HUKU O100Jicem) 8i0N08IOHO 00 PEKOMEHO0BAHOI WKANU SPAHUYHUX
3HAYeHb IHKPEeMEHMANbHO20 NOKA3HUKA eeKmUeHOCMI Umpam ma WKauu ix eniusy
HA 0epHCa8HULL OI00HCem

Bignosigno no n.7 Ilopsiaky, aep:kaBHa OMT 3a cKOpOUEHOIO MPOLETYPOIO HE
nepeadayae NPOBEIEHHA  aHalmizy e€(EeKTUBHOCTI BUTpaT Ta  PO3PaXYyHKY
IHKpeMeHTallbHOTO noka3Huka epextuBHocTl BUTpaT (ICER) B YkpaiHi, a nependadae
JUIIe MPOBEJAEHHS aHaNI3y BIUIMBY HA MOKa3HUKH OIO/KETY B Y KpaiHI.

Pe3ynbTaTu a”anizy BIUIMBY Ha OIOJKET B YKpaiHi MOKa3ajiu, IO 3a YMOBH
3aCTOCYBAHHS I[IHU 3a JIOTOBOPOM KE€POBAHOTO JIOCTYITy, 110 OyB ykinajaeHui y 2024
poIli, BUTpATH Ha 3aKYIIBJIIO JIAPOHITA3U JJIs JIIKYBaHHS KOTOPTH MAIIEHTIB 3
) 3a yCepeOHEHHUMM 3HAU€HHSMHU Baru
I'PH, a OTXKE, BIUIUB Ha OIOJIKET

MAII€HTIB OPIEHTOBHO CTAHOBUTUMYTh
Ha | pik Oyze

Axicmb 00Ka308UxX OAHUX:

3a pe3ynbTaTaMU OL[IHKK METOAOJIOTTYHOL SIKOCTI 3TiHO 3 aJalTOBAHUM JINCTOM
ouinku SIGN 50 (Methodology Checklist 1: Systematic Reviews and Meta-analyses),
YIOBHOBa)XEHUM OpPraHOM OyJI0 BCTAaHOBJICHO, 1110 myOikamii Eisengart et al., 2013,
2018 Ta Jameson et al., 2019 Mar0Th BUCOKY METOJOJIOTIYHY SKICTb.

Opeanizayiuni kpumepii:

MIIC I Ttuny BXOAuTh A0 mMepeniky piakicHUX (opdaHHUX) 3aXBOPIOBaHb,
3arBepkeHoro Hakazom MO3 Vkpainu Bin 27.10.2014 Ne 778, 3apeecTpoBaHOTO B
MinictepcTsi roctuilii Ykpainu 13 muctomnana 2014 p. 3a Ne 1439/26216.

Jlikapcekuii 3aci6 nmaponigasza (AJIBAYPA3ZUM®) nna nikysanas MIIC 1 tumy
PEKOMEHIOBAaHUI y SIKOCTI OCHOBHOTO abo y komoOiHamii 3 amoreHHoro TI'CK, sk
HaIlIOHAIPHUMHU, TaK 1 MI>KHAPOJHUMH KIIIHIYHUMH HaCTaHOBAMHU:

° VYHi(pikoBaHUM KITIHIYHUM MPOTOKOJIOM TIEPBUHHOT, BTOPUHHOI

(cmeriami3oBaHOi) Ta TPETHHHOI (BUCOKOCIIEIiai30BaHO1) MEIUYHOI JOTIOMOTH
«Myxonomicaxapuno3 | tumy», 3arBepmkeHoro Hakazom MO3  VYkpainu Bifg
23.02.2015 Ne 90.

° Pexomennanii  €Bpomneiicbkkoro koHceHcycy 2011 poky: 3amicHa
€H3UMOoTepanis
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Ta/ab0 TpaHCIUIAHTallld TEeMAaTOMNOETUYHHX CTOBOYpOBUX KIITHH TpHU
BCTAHOBJICHI MyKoOToricaxapuaosy I tumy.

° Pexomenpamii [enapramenTy oxoponu 310poB'ss ABctpainii: [Iporpama
“JIikw,

0 PATYIOTH XUTTS® — Mykonomicaxapuao3 [ tumy — (Guidelines for the
treatment of mucopolysaccharidosis type | disease (MPS 1) through the Life Saving
Drugs Program), 2024 poxy.

° KepiBHunTBO 10 JIIKyBaHHIO MYyKomoJicaxapunosy | tumy, bpaszumis,
2009 pix

(Guidelines for the treatment of mucopolysaccharidosis type I, 2009).

° Pexomennamnii momo ayro- Ta anoreHHoi TI'CK AMepukaHCHKOTO
TOBApUCTBA

TpaHCIUIaHTAIlll KPOB1 Ta KICTKOBOro Mo3Ky, 2015 pik Ta 2020 pik.

Enioemionociuni nokazHuku woo0o 0Kpemo2o 3aX80PHEAHHA: NOWUPEHOCHII,
3aX680POBAHOCMI MA CMEPMHOCMI 8 YKpaiHi:

BignoBigHo A0 maHuMX, HajaHuxX y goaatrky jao jucra MO3 Big 22.05.2025
No25/16688/2-25, KiNbKICTh MAIIEHTIB, SKUM MPU3HAYCHO JIAPOHIA3y CKJIajae
I ()

Coyianvni, emuuni, Op2anizayiuHi ma iHWi ACNeKmu.

Jlikapcekuii 3aci0 JapoHijiaza HE BKJIIOYEHHH J0 CIMHAALUSTOTO BHUITYCKY
HepsxaBHoro hopMyIisipa JTiKapchbKUX 3ac001B, 3aTBepakeHoro HakazoM MO3 Ykpainu
Bia 13.06.2025 No 971.

Jlaponina3za € equauM JI3 17151 crierudignoro ikyBadHs marieHTiB 3 MIIC I tury,
110 3a0e3MeuyeThCs alieHTaM B YKpaiHi.

3a pe3yabTaramu 3aciianas ExcriepTHOro KoMiteTy, 1mo Binoynoch 03.07.2025,
OyJ10 HaJ]laHO HACTYMH1 PEKOMEH IaIli1.

1. BpaxoByrouu peKOMeH/Iallll aKTyaJIbHUX KJIIHIYHUX HACTaHOB 1 MPOTOKOJIIB,
pe3yibTaTH OILIHKKA KIIHIYHOI €(EeKTUBHOCTI Ta O€3MEeYHOCTI, BIACYTHICTb
anbrepHatuBHUX JI3 y Jlep:kaBHOMY peecTpi JIIKapChbKUX 3ac001B YKpaiHH, a TaKOX,
Oepyud 110 yBaru IoONEpeHl peKoMeHJauli 3 ypaxyBaHHsIM KoHuenmii po3BUTKY
CUCTEMHU HaJaHHS MEIWYHOI JOMOMOTY Malll€EHTaM, SKI CTPaXJAalTh HAa PIAKICHI
(opdanni) 3axBoproBanHs, Ha 2021-2026 poxu, 3aTBEPHKEHOI PO3MOPSIKEHHIM
Kab6inety MinictpiB Ykpainu Big 28.04.2021 Ne 377-p, EkcnepTHUM KOMITETOM 3
OMT pexoMeHIOBaHO TPOJOBKEHHS JCPKABHUX 3aKYIBEIh JIIKAPCHKOTO 3ac0o0y
naponinaza (AJIBAYPA3VM®) 3a mnoka3zaHHSM [Jis JIKyBaHHS TAIli€HTIB 13
MyKOTIOJTicaxapuao3oM | Tuiy 3a 1oroBopaMu KEpOBAHOTO JOCTYITY IS 3/1HCHEHHSI
LEHTPAJTI30BaHUX 3aXO[IB 3 OXOPOHU 3O0pPOB’S, IO 3aTBEPHKCHUN MOCTAHOBOIO
Kabinety MinictpiB Ykpainu Big 7 6epe3ns 2022 p. Ne 216.

2. PexomeH10BaHO MPOUTH MpOLIEYypY BKIOUEHHS 10 [lepxkaBHoro dhopmyisipa
nikapchkux 3aco0iB s JI3 naponigasa (AJIBIIYPA3UM®) 3a nokazaHHAM JTiKyBaHHS
MyKoToJiicaxapuio3y | Tumy y 1opociux ta aiTei.
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3. PexoMeH10BaHO NEPETISIHYTH YHI(1KOBaHUH KJIIHIYHUHN IPOTOKOJI IEPBUHHOT,
BTOPUHHOI (CTermiami30BaHol) Ta TPETHHHOI (BHUCOKOCHEIIAT30BaHO1) MEIUYHOI
noromoru «Mykomnomicaxapuno3 | Tumy», 3arBep/pkeHoro Hakazom MO3 Ykpainu
Bix 23.02.2015 p. Ne90 3 MeTor0 ioro akTyami3arii.

5. Indopmanisi 1010 CTPOKY Ail BUCHOBKY YIIOBHOBAKE€HOI'0 OPraHy:

Bignosigno g0 m. 21 Ilopsiiky BUCHOBOK YIMOBHOBa)XEHOT'O OpPraHy CTOCOBHO
BIJIMOBIAHOT MEAUYHOI TEXHOJIOT1l BBAXKAETHCS YMHHUM JI0 MOMEHTY IPOBEJICHHS
HOBOI JIepP’KaBHO1 OI[IHKK MEIUYHOT TEXHOJIOT11.
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