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BucHoBOK
YIIOBHOBAKEHOT'0 OPraHy 3 AePKABHOI OiHKM MeJUYHUX TEXHOJIOTIN 3a
CKOPOYEHOI0 MPOoLEeAYPOIO: BeJarjouepasa ajibpa

epacasna oyinka meOUyHUX MEXHON02IU 34 CKOPOUEHOIO NPOYEOYPOI0 3a 36EPHEHHAM
MO3 Vkpainu nposedena ynoeHo8aAMCEHUM OP2AHOM 3 OEPIHCABHOI OYIHKU MEOUUHUX
mexHon02il 8i0n06iOHO 00 8umoe Ilopsaoxy nposedents 0epiHcasHoi OYiHKU MeOUUHUX
mexHoo02il, 3ameepoxceno2o nocmanosor Kabinemy Minicmpie Yxpainu 6i0
23.12.2020 Nel300 ma ckraoaemovca 3 aHANi3y NOPIGHANLHOI  epexmugHocmi
(pesynbmamusHocmi), 6e3neku ma 6naugy Ha 00Hcem NIKaAPCbKO20 3aco0y HA OCHOBI
oanux 3 GIOKpumux Odxcepen iHgopmayii. BuchoBox YnosHosaxscenoco opeany 3
0€pIHCABHOI  OYIHKU MeOUUHUX MEXHON02I 34 CKOPOYEHOW NpOYeoyporo Mac
pekomenoayitunui xapaxmep. Haoani 0ami y 6UCHOBKY € aKmyanibHUMU CMAHOM HA
oamy 1020 ni020MmosKuU.

1. Indopmanis mnpo aary NPOBEACHHHA [IePKABHOI OLIHKM MeJIUYHHUX
TEXHOJIOTI 32 CKOPOYEHOK MPOUEAYPOI 3asiBJIEHOr0 JIKAPCHKOro 3acoly:
30.06.2025

Jlep>kaBHa OLIIHKAa MEAMYHHUX TexHojorid (mam - OMT) mikapcbkoro 3aco0y
BeJarionepasa aiabda, Mopouok s po3unHy ais iHdys3ii, mo 400 OJ; 1 dnakon 3
MOPOIITKOM Y KapTOHHIM KOpoOIli, 3a MOKAa3aHHSIM JIsl TPUBAJIOI €H3UMHOI 3aMiCHOT
Tepamii mamieHTiB 3 xBopoOoto ['ome | tumy Oyma mpoBenena 3a 3BepHeHHsSIM MO3
VYkpainu Ha BUKOHAHHS MIAMYHKTY 7 MyHKTY 8 [lopsiaky npoBeeHHS AepKaBHOT OLIHKU
MEIUYHUX TEXHOJIOT1H, 3aTBepKEHOr0 nmocTaHoBoto0 Kabinety MiHicTpiB Ykpainu Bij
23.12.2020 Ne 1300 (mam - Ilopsmok), (muctu MO3 Vkpainm Big 05.05.2025
Ne25/14470/2-25, Big 22.05.2022 Ne25/16688/2-25).

Y 2022 poui yNmoBHOBaXXEHHM OpraHoMm Oyjo mpoBeneHo nepxkaBHy OMT 3a
CKOpPOYCHOIO TMPOIEAYPOIO0 JIIKAPCHKOro 3aco0y Bemarimolepasa aidbda 3a TUM Ke
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MOKa3aHHSIM: JIJIs TPUBAJIOI €H3MMHOI 3aMICHOI Teparii marieHTiB 3 xBopoooro ['ome |
TUIy. BUCHOBOK YIIOBHOBa)KEHOTO OpraHy 3 JEep>KaBHOI OLIHKM MEIMYHUX TEXHOJIOTIH
3a CKOPOYEHOIO IPOIIEAYpOIO: Benarmonepasa anbda sig 01.09.20221,

2. Indopmanis npo 3asiBiieHmil JikapcbKkuii 3aci0d

1) naiimenyBaHHsa (mpi3Buime, iM’, M0 OATHbKOBi) 3asiBHMKAa Ta Ha3Ba
BHUPOOHMKA JIIKAPCHKOIO0 32c00Yy:

Cranom Ha 30.06.2025 p. B JlepsKaBHOMY PEECTPI IKapCHKUX 3ac001B;

BIIPIB, nopomok s po3umHy i iHgysiid, mo 400 O; 1 ¢aaxkon 3
MOPOIIKOM Y KAPTOHHIH KOPOO1Ii.

Bupoonuxk - [laitep ®apmacwrotikans [pmanais Jlimiten, Ipnanmis; Berrep ®apma-
Oeprirtonr I'M6X Ena Ko. KI, Himeuunmna; Kenmxkin baito®apma, JITJ[ (m0a
Emepmxent bartoConymrins (CibiAit)/Iaitep Xoptomen [Ixenetik Tepamic, CLHIA/CILA;
Yapnws Piep JlaGopartopiz Aitnenn Jltn/Uapne3 Pisep JlaGopatopiz ExinoOypr Jlta.,
Ipnangis/Cnonyuene KopomiserBo; [iEiuEn Canmmait  Yeiin/Eminent Cepsices
Kopnopetimn, Hinepnanan/CIIA. 3assuuk: [llaitep ®apmackroTikan3 Ipnanais
Jlimiten, Ipnanmis.

3aaBHuUK - Takena ®apmacerorikan3 [nrepuemnn Al Ipnanais bpeny, [paanmis.

2) ToproBeJ/ibHa HA3Ba JIKAPCHKOI0 3aC00Yy:

BIIPIB

3) MIKHAPO/JAHA HENMATEHTOBAHA HA3BAa 200 CHHOHIMiYHE HAMEHYBAHHS

Velaglucerase alfa

4) ckyax JikapcbKoro 3aco0y (airo4i Ta 10MOMisKHI pe4OBUHH):

1 ¢umakon mnpemnapary mictuth 400 OJ] Benmarmorepasu anbda. JlomoMixkHi
PEYOBHHM: caxapo3a; HaATpil0 LUTpaT, AWUTIAPAT, JAMOHHA KHCIOTa, MOHOT1JIpaT;
nosiicopoar 20

5) dpopma BUIyCKY: MOPOIIOK ISl PO3YUHY IS 1H(DY31it

6) cnocid 3acTocyBaHHS JiKaAPCHKOI0 3aC00Y:

PexomennoBana no3a cranoButh 60 OJl/kr 1 pa3 Ha qBa THXKHI.

MoxnuBe 1HAUBIIyalbHE KOPUTYBAHHS 03U HA OCHOBI JIOCATHEHHS Ta MiATPUMKHU
TEepaneBTUYHUX IIJIeH. Y KIHIYHUX JOCIIPKCHHSIX OI[IHIOBAJIM 3aCTOCYBaHHS 103 Y
niamazoHi Big 15 go 60 OJl/kr pa3 Ha aBa TwxkHi. Jo3u, Bunu 60 OJI/kxr, He
JOCJTIKYBJIUCSL.

[TamienTaM, sIKi 3MIHWJIM JIIKYBaHHS IMITJIIOIIEPa30l0 Ha JIIKyBaHHS IpernapaToM
BrpiB, nmpu3HadaeThCs €KBIBAJICHTHA 71032 Ta YaCTOTa BBEJCHHS Beartomnepasu ajibda.

JliTi: mikapchKuii 3aci0 3aCTOCOBYIOTH Y TIEAiaTPUYHIA MPAKTHIII.

7) indopMmanisi MPpo HAABHICTH JePKABHOI peecTpalil JiKapchbKOro 3acody B
Ykpaini:

Ihttps://www.dec.gov.ua/wp-content/uploads/2022/09/5.-vysnovok-upovnovazhenogo-organu-z-derzhavnoi%CC%88-oczinky-medychnyh-tehnologij-
za-skorochenoyu-proczeduroyu-velaglyuczeraza-alfa-vid-01.09.2022.pdf
2 http://www.drlz.com.ua/
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BIIPIB, peectpaiiitne nocsiguenas Ne UA/15706/01/01, tepmin aii HeoOMexeHUM
3 18.01.2022.

8) dapmakosioriuna i JgiKapcbkoro 3acody Ta KOA 3a aHATOMO-
TepaneBTUYHO-XiMiuHOI0 kaacudikauiero: [Ipenapatu s JiKyBaHHS 3aXBOPIOBaHb
TPaBHOTO TPAKTY 1 mopyiieHb 00Miny pedoBuH. Depmentu. Kom ATX A16A B10.

9) noka3aHHA 10 MeJUYHOI0 3aCTOCYBaHHS, 32 AKNM I01aBaJjiacs 3asBa:

HepxxaBua OMT npoBoamiiachk 3a CKOpOUYEHOIO MPOIIEAYPOIO 3a 3BepHEeHHAM MO3
VYkpainu, mo He nependavano mogaHHsg 3asBu. Y aucTi 38epHeHHi MO3 (Bix MO3 Bix
05.05.2025 Ne25/14470/2-25) BkazaHe ofHE MOKa3aHHS IO MEAMYHOTO 3aCTOCYBaHHS:
JKyBaHHS MaIli€eHTiB 3 XBopoOoro ["omre [ Tumy.

10) nmoka3aHHsl 10 MeIUYHOI0 3aCTOCYBAHHSI BIINMOBIAHO M0 iHCTPYKWil A/
MeIMYHOI0 3aCTOCYBaHHS, 3aTBepAxkeHol MO3, 3a HassBHOCTI AepKaBHOI peecTpauii
JIKapCbKOro 3aco0y B YKpaiHi:

[Ipenapar Brpis nmokazaHuit Jj1si TpUBaJol €H3UMHOI 3aMICHOT Teparii MaIieHTiB 3
xBopoOoto ['omie I Tumy.

11) indopmanmis npo HAABHICTH INOKa3aHb A0 MEIMYHOI0 3aCTOCYBAHHA
JIKAPCHKOro 3aco0y JJ BUKOPUCTAHHS IiJl YaC HAAAHHA MeIUYHOI I0ONIOMOTH NPH
CTaHAX, 10 3a3HAYeHi y NPIOPUTETHUX HANMPSAMAX PO3BUTKY cdepH OXOPOHH
3I0POB’si:

VY nucti 3BepHeHHi MO3 Big 05.05.2025 Ne25/14470/2-25 3a3HaueHo, 10 Ha
BUKOHAaHHS MIANYHKTY 7 myHKTYy 8 [lopsiaky € HeoOXITHICTh MPOBEACHHS JIepKaBHOI
OMT 3a ckOpOYE€HOIO MPOLETYPOIO MIOAO0 JIKAPCHKOTro 3aco0y Besariroiepasa aibdha
JU1s1 JTiKyBaHHST XBopoOu ["omre tum 1.

XBopoOa I'ome Bxoauts 0 “Ilepeniky piakicHuX (opdaHHUX) 3aXBOPIOBAaHb, 110
MPU3BOJATH A0 CKOPOUYEHHS TPUBAIOCTI )KUTTS XBOPHUX a00 iX 1HBANIAU3ALIT Ta JIJIS SIKUX
ICHYIOTh BH3HaHI METOJM JIKyBaHHA , 3aTBep/keHoro Hakazom MO3 VYkpainu Bif
27.10.2014 Ne7783,

3a0e3nedeHHs] JIOCTYIy TMAIEHTIB, SKI CTPaXKAaloTh Ha piakicHl (opdaHHi)
3aXBOPIOBAHHS, /10 JIKAPCHKUX 3aC001B, MEIMYHUX BUPOOIB Ta MPOAYKTIB CIEI1aIEHOTO
JIKYBaJbHOTO XapuyBaHHS € OJHIE€I0 13 CKiIanoBux «llmaHy 3axomiB 1Moo peami3zaliii
Konmenitii po3BUTKY CHCTEMHM HaJaHHS MEIWYHOI JOIMOMOTH TAaIllEHTaM, SKI
CTpaXJal0Th Ha piakicHI (opdanHi) 3axBoproBanHs, Ha 2021-2026 poku». Meroro 1€l
KoHueniii € 3MeHIIEHHS CMEpPTHOCTI BiA piAKICHUX (Oop(aHHMX) 3axXxBOPIOBaHb,
MIBUILIEHHS $KOCTI KUTTS TNAIE€HTIB, SKI CTpaXJaloTh Ha piakicHl (opdanHi)
3aXBOPIOBAHHS, HUISIXOM 3a0€3MeUeHHs CIPABEAIUBOIO Ta PIBHOTO JIOCTYIY 110 AKICHOT
MEJIMYHO1 JOTIOMOTH TaKUM MaIli€HTaM, 30KpeMa J10 SIKICHUX, €¢()eKTUBHHUX Ta OE3MEUHUX
JKApChKUX 3aC001B ISl JTIKyBaHHS PiIKICHUX (OphaHHUX) 3aXBOPIOBAHb, 10 MEIUYHHUX
BUpOOIB Ta TPOAYKTIB CHELIAJBbHOTO JIKYBAJIBHOIO XapyyBaHHS, a TaKOX
MICUXOJIOTIYHOTO cynpoBoay. Meta 1 uimi miei Konuenuii Bianosigaots LM cramoro
po3Butky Ha 2016 — 2030 pokwu, 3aTBepmkeHuM [lopsaKkoM TEHHUM B Tally31 PO3BUTKY

3 https://zakon.rada.gov.ua/laws/show/z1439-14#Text
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Ha Camiti OOH, mo BinOyBcs y BepecHi 2015 poky B pamkax 70-1 cecii I'eHepanbHOi
Acam6nei OOH”.

3. BUCHOBOK YNOBHOBa:KE€HOI'0 OPraHy INOAO0 Pe3yJbTaTiB MOPiBHAJIbHOI
eeKTUBHOCTI (Pe3yJIbTATUBHOCTI), 0e31eKHu, ePeKTHUBHOCTI BUTPAT HA JIKAPChKU
3aci0 Ta aHATI3y BIUVIMBY HA NMOKA3HUKH OKOIKETY

1) naHi MO0 NPiIOPUTETHOCTI 3aXBOPIOBAHHS (CTAHY)

XBopoba [omre —1e pigkicHa CHajkoBa JI30COMHA XBOpPOOa HAKOMUYEHHS, IO
oxormoe Tpu ocHOBHI Qopmu (tumm I, I 1 III). Buapinmaote Takox
¢eTanbHy/HEeOHATaNbHY a00 NepUHATAIBHO-JIETATbHY (OPMYy Ta CEpLEBO-CYIUHHY
dopmy (abo anrmiiicekoro Gaucher-like disease). Knacudikariris 3a TumaMu 3acHOBaHa Ha
CTYIEHl TSDKKOCTI ypaX€HHS HEpPBOBOi CHCTEMH, BIIll Ae0I0TYy XBOpoOM 1 Temmax
IPOrpeCyBaHHS 3aXBOPIOBaHHs. XBOpoOa BMHHUKae uepe3 mytaiii B reHi GBA (1g21),
AKUW KOJyE JI30COMHUN (EepMEeHT, TIoKolepeOpo3uaazy abo B AyXKe PIIKICHHX
Bumnagkax reH PSAP, sxuit komaye ioro Oiunok-aktuBatop (camosun C). Jledinut
IIIIOKOLIEpeOpO3UAa3H MPU3BOAUTH 1O HAKONMWYEHHS BIAKIAACHb TIIOKO3UIILIEpaMITy
(a0o Oera-rmrokoniepedpo3naa3u) y KIITHUHAX PETHKYJIOCHIOTENaNbHOI CHCTEMHU
NEYIHKU, CEJEe31HKM Ta KICTKOBOTO MO3Ky (kimituHu ['omie). [lepegada 3axBoproBaHHS
ayTOCOMHO-pELECUBHA.

KitiH14HI TPOSBY 3aXBOPIOBAHHS AyXke pI3HOMaHITHI. ¥Yci (hopmu xBopoOu ["omie He
MalTh TEHIEPHUX BIIMIHHOCTEH, I 3 OJHAKOBOIO YacCTOTOI CHOCTEpITralTh SK Yy
YOJIOBIKIB, Tak 1 B IHOK. XBopoOa ['ome I tuny (90% BunmaakiB) € XpOHIYHOIO 1
HEHEBPOJIOTTYHOIO (OPMOIO, TOB’A3aHOI0 3 OpraHOMEraii€ro (cene3lHKa, MEediHKa),
aHOMAJIIIMU KICTOK (0171b, OCTEOHEKPO3, MATOJIOTTYHI MepesioMu) Ta ruToneHiero. Tur I,
rocTpa HEWpomaThyHa, XapaKTepU3yeThCs PAHHIM MOYATKOM, HIBUAKO MPOTPECyIUOI0
TuchYHKIIEI CTOBOypa MO3KY, OpTaHOMETAJIIEI0 1 TPU3BOAUTH J0 CMEPTI y Billl 10 2
pokiB. Tum III, migrocrpa HeiponatnyHa (opma, Bpakae niteid abo MIATITKIB 1
XapaKTEPU3y€EThCS MPOTPECYIOYOI0 CHIle(aonaTiero (OKOpyXoBa arpakcis, emnuierncis Ta
aTakcis) i3 CUCTEMHHUMHM HPOSBAMM, SIKi CIIOCTEPIraroThes i mpu I-My T XBopooOu®.
[lepunaTtanpHO-NeTanbHa (opma xBopoOa [‘omie 3ycTpidyaeTbecs MeHme HiX Yy 5%
narieHTiB. Llet Tum gyke BaXKuii 1 MOB’SI3aHUN 31 CMEPTIO JI0 3-MICSIYHOTO BIKy a00 B
yTpo61 wmarepi. CepueBo-cynunHa ¢Gopma xapaktepusyerbes ypakenHsm [[HC,
HaIlpUKJIaJ, OKOPYXOBa amnpakcis, I1HOI CHUMOTOMM BKJIIOYAIOTh KaJbLM(IKALIO
MIiTpaJILHOTO Ta a0PTAILHOTO KJIAMaHiB, IOMyTHIHHS POTiBKY Ta CIUICHOMET a0,

3a maHMMHM BIOKPUTOTO JpKepena i1Hdopmamii Mpo piIKiCHI 3aXBOPIOBAHHS
OrphaNet’ mommpenicts xBopo6u I'ome cranoBuThs mpubmmsHo 1/100 000. Piuna
3aXBOPIOBAHICTh Ha XBOPOOY [ o11e y 3arayibHiil monysiAiii ctTanoBUTH 6113bk0 1/60 000,

4 https://zakon.rada.gov.ua/laws/show/377-2021-%D1%80# Text

Shttps://www.orpha.net/consor/cgi-
bin/Disease_Search.php?Ing=EN&data_id=644&Disease_Disease_Search_diseaseGroup=Gaucher&Disease_Disease_Search_diseaseType=Pat&Dise
ase(s)/group%200f%20diseases=Gaucher-disease&title=Gaucher%20disease&search=Disease_Search_Simple

8 https://rarediseases.org/rare-diseases/gaucher-disease/#references

" https://www.orpha.net
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ane BoHa Moxe jocsiratu 10 1/1 000 y eBpeiB amikeHasi (TOOTO CXiJIHOEBPOIEHCHKOTO,
IIEHTPAJIBLHOTO 1 MIBHIYHO €BPOINEHCHLKOro noxopkeHHs). [Tomupenicts xBopoou [Nomre |
THITy CTaHOBHTH O1i3bK0 90% Beix BUMaikis 3 xBopo6oro I'omed,

BignoBimHo 1m0 maHuX, HagaHuX y jgojgatky npo jucra MO3 Big 22.05.2025
No25/16688/2-25 ctanoM Ha AaTy MIATOTOBKM BHCHOBKY, KIJBKICTh MAIlI€HTIB 3
xBopoOow ['ome tumy I, ski moTpeOyrOTh 3acTOCYBaHHS BeJarimolepasud ainbdpa B
VkpaiHi ckianae T )

2) nmaHi 1mWOA0 [JOCTOBIPHOCTI Ppe3yJbTATIB MNOPIBHAJBHOI KJIIHIYHOI
e(peKTUBHOCTI Ta 0e31eKH 3asIBJICHOI0 JiKaPChKOro 3aco0y. Onuc (nmpeacraBjaeHHs)
3a3HAYEHHUX pe3yJIbTaTiB

VY 2022 pomi Oyno mpoBeneHo nepxkaBHy OMT 3a CKOpOYEHOIO MPOIEAYPOIO
JIKapchKOTro 3acoly Benarmonepasa ajibpa, BUCHOBOK YIOBHOBaXXEHOTO OpraHy 3
JIep>KaBHOI OI[IHKA MEAMYHUX TEXHOJIOT1H 3a CKOPOUYEHOIO MPOIIETypOI0: BEJaritorepasa
anbda Bix 01.09.2022.

3 MeTOor0 aHaji3y peKOMEHJAIlIN 1100 3aCTOCYBAaHHS BeJarionepasu aibda s
JiKyBaHHs XxBopoOu ['omie tumy | mpoBeaeHO OHOBIICHUN TONIYK TPETHHHUX JHKEpPel
1H(opMarii 111010 TOKa30BUX JAaHUX HA caTaX MIKHAPOJHHUX MPOoMUIBHUX OpraHizaliii,
y 6a3ax nanux PubMed, Trip Database, a Takox MOIIyK rajly3eBUX CTaHAAPTIB y cdepi
OXOPOHHM 3[I0POB 51 YKpaiHH.

B pe3ynapTaTi MOBTOPHO NTPOBEICHOTO IIOIIYKY BCTAHOBIICHO, IO 33 JaHUMHU
PEECTPY MEIUKO-TEXHOJOTIUHMX JOKYMEHTIB 31 CTaHJIapTH3alli MEIUYHOI JOMOMOTH
HasBHAA OHOBJICHHHM YHiQiKOBaHMH KJIIHIYHMHA NPOTOKOJ TEPBHHHOI Ta
creniajizoBaHol MeaIM4HOl AomoMoru “Xsopoda I'ome”, 3arBepmKeHUN HaKa30M
MO3 Bix 04.01.2023 poky Ne 12°, BiAMOBIAHO 0 SKOTO CIIeI[ialibHE JIIKYBaHHS MAIlI€EHTIB
3 xBopobOoro T'ome tuny I ta III 3xilicHIOETBCS 32 HOMOMOTOI0 (DEPMEHTHOT 3aMICHOT
tepanii (mani — ®3T). [TopiBHAHO 3 YHIPIKOBAHUM KJITHIYHUM MPOTOKOJIOoM 32 2015 pik,
10 3a3HAYECHUI y BHUCHOBKY YMOBHOBaXEHOro oprany y 2022 poiii, J0 JIKapChbKUX
3ac00iB pecypcHOro 3a0e3MeUeHHs] BUKOHAHHS MPOTOKOJY JOJAHO JIKAapPChKUM 3aci0
BeJarionepasa. 3arajioM Jo JIKapChbKUX 3ac001B pecypcHOro 3a0e3leueHHs] HaJexKaTh
IMITJTIONIEpa3a, BeJarirolepasa, Talirionepasa.

Jlo3y miaOuparoTh 1HAUBIAYaIHLHO BIAMOBIIHO /10 KJIIHIYHOTO CTaTyCy Malli€HTa Ta
HOr0  MOJIEKYJSIPHO-TCHETUYHUX IIOKAa3HUKIB. 3a HEOOXITHOCTI MPHU3HAYAETHCS
cuMnromaTuuHe JikyBaHHA. [Ipu xBopo6i 'ome I Tunmy nmpusHayaTh MIATPUMYIOYE
JKYBaHHS.

[Tpuznauenus O3T 3a1HCHIOETHCS B 3K/l OXOPOHU 310POB’Sl, BA3BHAUCHOMY JIJIsI
HaJaHHSI MEAUYHOI JOTIOMOTH IallieHTaM 3 XBopoOoro ['ore.

IHoxa3zanus 1o moyarky ®3T y gireil 3 HAABHICTIO CHMIITOMIB

HasiBHiCTE 0j1HOTO 200 O1IbIIE 3 HACTYITHUX KPUTEPIiB:

- BCTAHOBJICHHS /11arHO3Yy XBOPOOU 3 HAsIBHICTh CUMIITOMIB /10 18-pi4HOrO BIKY

8 https://www.orpha.net/en/disease/detail/77259?name=Gaucher&mode=name
®YHidixoBanuil KITiHIYHMH POTOKON IEPBUHHOT Ta CTIEiaNi30BaHOl MEAMYHOT JonomMorH “XBopoba ['ome”, 3aTBepkennii Hakazom MO3 Bix 04.01.2023
poky Ne 12, https://www.dec.gov.ua/wp-content/uploads/2023/02/43555-dn_12_04012023_dod.pdf
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- TshKka anemis (Hb <8 mr/mn)

- TshKKa TpoMOoruToneHis (<60000 kmiTuH/MIT)

- nerikorutd <3000 KIIITHH/MIT

- CHMITTOMHA TaTOJIOTisl KICTOK (KICTKOB1 KPU3H Ta OCTEOHEKPO3 B aHAMHE31)

- aKTUBHA IaTOJIOT1s KICTOK (MOKe OyTH aCUMIITOMHOIO)

- 3HMKEHHS IBUJIKOCTI POCTY Ta/ab0 3aTpUMKa POCTY

- 3aTPUMKa CTaTE€BOTO J03pP1BaHHS

- HAsIBHICTh PIAHUX OpaTiB YW CecTep 3 THKKUM MepediroM 3axBOPIOBAHHS, IO
noTpeOyroTh pu3HaueHHs O3T

- TCHOTHII, [0 BUKJIMKAE TSHKKHA TepeOir 3aXBoproBaHHS (HANPUKIIA, HAsSBHICTH
myTarii L444P au D409H)

- 3picT <5-TO MepLUEHTHIA a00 CyTTE€BE 3MEHIIECHHS IIBUIKOCTI POCTY

- Z-TIOKa3HUK MiHEpaIbHOI IIIJILHOCTI KICTKOBOI TKAHUHM HIK4E 2,0

- 00’eM cene3inkH >2,0 MN, 00’em mreuinku >2,0 MN.

Kpurepii Bukiarovenns: (mpunuuedss) O3T

Kpurepii Buxirouenss 3 nporpamu JiikyBanHst @3T mipu xBopo0Oi [Notire:

1) XBopob6a 'omire, Tum I (rocTpuii HEHpOaTUYHUH THIT);

2) Tsokki 1mo0iuHI edekTH, TMOB’s3aHi 3 BBEJACHHAM JIKAPCHKOIO 3acoly, IIo
YHEMOXJIUBIIOIOTH MpoBesieHHs O3T;

3) BincytHicth kminiuHOrO edekry Big D3T y 3B’sI3Ky i3 CHCTEMAaTHYHHM
MOPYIICHHSAM PEKUMY JIIKYBaHHS, a caMe: HEIOTPUMAHHS MPU3HAYCHOTO JTIKYBaHHS Ta
IHTEepBaIy MK BBEICHHSIMHU JIIKAPCHKOTO 3aC00Y;

4) [opymieHHs peXXUMY JHHAMIYHOTO KOHTPOJIIO CTaHy 370POB’S Ta €(EeKTHBHOCTI
JKyBaHHS (BIACYTHICTh JUHAMIYHUX OTJIAJIIB Ta 0OCTEKEHb 3T1JIHO 3 IPOTOKOITY OliIbliIe
OJIHOTO POKY);

5) HasiBHICTh 1HIIOTO 3aXBOPIOBaHHS, M0, SK OOIPYHTOBAHO BBAXKAETHCH,
MOTIPIINUTH BiJMOBIIb HAa TEPAITIIO.

Kpurepii ouinkn epexruBnocti 3T

BusnauennsiM edeKTHBHOTO JIIKYBaHHS € 3MEHIIECHHS abo BiJICYTHICTh
IPOrPECYBAHHS aKTUBHOCTI XBOPOOH, MPO 1110 CBIAYMTH CTA0LIi3a1lisl KIIHIYHOTO CTaHy,
OB’ s13aHa 31 3MEHIIEHHSIM CUMIITOMIB, SIKi CIOCTEPITAIMCH HA MOYATKY JIIKYBaHHSI.

Ominka edextuBHOCTI P33T mMpoBOAUTHCS HE paHille, HDK 4Yepe3 6 MICAIIB 3
MOMEHTY IT0YaTKy, 32 YMOBH JIOTPUMAHHS JIIKYIOUHUM JIIKQpeM CXEMH JIKYBaHHS Ta 031
npernapary.

Omuinka epexktuBHocTi 3T npoBoauthes B HIACII “OxmaTauT” He pijiie, Hix AB1Y1
Ha PiK Ta B 3aKJIaJ{i OXOPOHH 37I0POB's, BU3HAUCHOTO JIJI HAJaHHS MEANYHOI JIOTTIOMOTH
narieHTam 3 xopoooto [oiire, e 3aiiicHoeThCs poBeaeHHss O3T, mia yac npoBeaeHHS
BHYTPIIIHBOBEHHUX 1HPY31H.
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Benarmtonepasa anbda He BkiItoueHa 10 17 Bumycky /[lepkaBHoro Qopmyisipa
JNiKapchKKX 3aco6iB (Hakas MO3 Ykpainu Big 13 uepsas 2025 Ne 97110),

3a pe3ylbTaTaMy MOBTOPHOTO MOUIYKY MIiKHAPOJAHMX KJIHIYHMX HACTAHOB Ta
HACTAHOB HAYKOBUX TOBAPHCTB iHO3eMHHX KpaiH HOBHUX JAaHUX HE 3HANUJIEHO.
BignoBigHo 10 MDKHApOAHUX TPETUHHMX JDHKEpell, AceTanbHa iH(OpMallisl 3 SKUX BXKE
Oyna JeTajbHO MpPEACTaBICHA Yy BHCHOBKY YINOBHOBaXXEHOTO oprany 3a 2022 pik,
BCTAHOBJICHO, IO Beyariionepaza ambda (Ha piBHI 3 TalirmoONepa3ol ambda Ta
iMirmonepa3or) pekomenoBana B sikocti @3T Ak mepiua JiHis JiKyBaHHS MAlli€HTIB 3
xBOpoOoto ['omre tumy I 3a nanumu:

- XBopo06a T'ome. Pexomenaamii moa0 AiarHOCTHKH, JIKyBaHHS Ta
MOHITOpUHTY, po3podjieni IloJbCHKHM  TOBApUCTBOM  reMaToJIoOrii  Ta
TpaHcdysionorii Ta IHcTHTYyTOM remaroJsorii Ta TpaHcgy3iosorii, 2017. Piotr
Hasinski et al. Choroba Gauchera — zalecenia dotyczace rozpoznawania, leczenia i
monitorowania, Acta Haematologica Polonica. Polskie Towarzystwo Hematologow
i Transfuzjologow, Instytut Hematologii i Transfuzjologii'!. B nanuii uac ocHOBHEM
TepaneBTUYHUM Tigxogom € @O3T, mo BkIOYae BHYTPIITHROBEHHE BBEACHHS
peKOMOIHAaHTHOT TiroKouepedpo3unazu. Y Ourbmocti Bunaakie @O3T abcomoTHO
OesreyHa 1 Juiie BKpail piko BUKIMKae moO14yHi epextu. [Tpubmuzno y 15% tux, xTo
npuiimaB imirmonepasy (mani 1134 mnarientiB) 1 meHme 1% TuX, XTO mnpuiiMaB
BeJarironepasy anbda (1ani 289 naiieHTiB), yrBoproBaiuck anturiia IgG. Jlyxe piako
aHTUTUIa 70 I1MirIonepasu abo Benarimolepasu anbda TMOB’sA3aHl 31 3HUKECHHSIM
KJIIHIYHOT €()eKTUBHOCTI. 3BIJICH BHUCHOBOK, IO 1X BU3HAUEHHS CJiJ MPOBOJIUTU HE
PYTHHHO, a JTUIIE B OKPEMHUX CUTYALISX NPU NPUUHATTI PILLIEHHS PO 301IbIIEHHS 103U
a00 BU3HAYEHHS HEOCTATHHO1 €()EKTUBHOCTI JIIKyBaHHS.

- HauioHaJIbHOI0 NMPOTOKOJIy AiarHOCTHUKH Ta JikyBaHHs (PNDS) xBopoOu
I'ome. Komirery 3 ouninkm JikyBanHsi xBopoou I'ome, @panuis, 2022. Protocole
National de Diagnostic et de Soins (PNDS) Maladie de Gaucher. Comité
d’Evaluation du Traitement de la maladie de Gaucher , 20222, Cneundiune
JmiKyBaHHS XBopoOu ['omie 3a3Buuail TpuBaje, IMEpPEepUBAHHS JIKyBaHHS 3a3BUYAl
IPU3BOJNTL JI0 BIAHOBJICHHS KIIHIYHMX O3HAK, SKOMY IIepelye BIIHOBJICHHS
6iomapkepiB. Hapasi € aBa npencraBuuka O3 T, axi goctynHi y @paHiiii: imiriroepasa i
Benarmorepasza anbda. 3T BBOAATH NUIAXOM BHYTPINTHROBEHHOT 1H(Y31i KOXKHI J1Ba
THUXHI B ICHHOMY CTallioHapl abo BIoma 3a 0axkaHHaM mnatienta. 3T e nepuioro JHi€r0
Teparii xBopoou ['omie I Tumy.

YHnoBHOBaX€HMM  OpraHoM  OyJO0  3HAWJIEHO OHOBJIEHI  peKoMeHaallil
Jenapramenty oxopoHu 310poB'st ABctpaJii 2024 poky Ilporpama “Jliku, mio
PATYIOTH KUTTH” — XBopo0a I'ome (Tum I) (Guidelines for the treatment of Gaucher
disease through the Life Saving Drugs Program, 2024)*3,

Ohttps://moz.gov.ua/uk/decrees/nakaz-moz-ukrayini-vid-13-06-2025-971-pro-zatverdzhennya-simnadcyatogo-vipusku-derzhavnogo-formulyara-likarskih-
zasobiv-ta-zabezpechennya-jogo-dostupnosti

11 https://doi.org/10.1016/j.achaem.2017.10.001

12 https://www.has-sante. fr/upload/docs/application/pdf/2022-05/pnds_maladie_de_gaucher_cetg_avril_2022.pdf

13 https://www.health.gov.au/sites/default/files/2024-09/life-saving-drugs-program-gaucher-disease-type-1-guidelines.pdf


https://doi.org/10.1016/j.achaem.2017.10.001
https://www.has-sante.fr/upload/docs/application/pdf/2022-05/pnds_maladie_de_gaucher_cetg_avril_2022.pdf
https://www.health.gov.au/sites/default/files/2024-09/life-saving-drugs-program-gaucher-disease-type-1-guidelines.pdf
https://www.health.gov.au/sites/default/files/2024-09/life-saving-drugs-program-gaucher-disease-type-1-guidelines.pdf
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i pexoMeH 11111 MiCTSITh 3araJibH1, TOYaTKOB1 Ta MOTOYHI BUMOTH I10JI0 OTPUMaHHS
JOCTYITY JI0 TMIEBHUX JIIKAPCHKUX 3ac001B /IS JIIKyBaHHs XBopoou ['omie (tum ) y pamkax
ITporpamu «JIiku, o pATYIOTH XXUTT» (naii - [Iporpama).

Bubip nikyBanHs

Jlikapi MOXKyTh TTOAATH 3aIIUT HA HAWOLIBII BIAMOBITHUN MpenapaT sl JiKyBaHHs
namieHTa. Ycl HmalleHTH, K1 po3novyaid IpuiioM npenapary ado MepeuIid Ha 1HIIUN
npenapar B pamkax [Iporpamu, MOBHHHI 3aJUINATHCS HAa TOMY CaMOMY Ipernapari
MPOTIATOM TMIOHAWMEHIIe 12 MICAIiB, SKII0O HEMae OO0 €KTUBHHMX KIIHIYHUX O3HAK
MOCTIMHOTO KJIIHIYHOTO MOTipiIeHHs a00 3HAaYHUX MOOITYHUX peakIliil.

MaxkcuManbpHa [03a Benarmonepasu aibda, sSKy MOXKHA OTpUMAaTH B paMKax
[Iporpamu, cranouts 60 OJI/kr 1 pa3 Ha ABa THKHI.

Hiarno3 xBopoOu [T'omie (tum 1) mnoBuHEH OyTH BCTAaHOBICHUH ILISIXOM
JeMOHCTpalii cienudpigHoro aediuTy aKTUBHOCTI ()epMEHTY TIIIOKOLepeOpo3nia3u B
JerKonuTax abo KyJbTUBOBaHMX (hiOpolOiacTax mIKipy ado HAsSBHOCTI MyTailii B I'eHl
TIIIOKOIepeOpo3naasy, ska, SK BIAOMO, MPU3BOAUTH IO CEPHO3HOTO ACIIUTY
aKTUBHOCTI (PEPMEHTY B TKaHHUHAX abo0 JeiKoruTax nepudepuyHoi KpoBi.

[TouaTtkoBl KpuTepii NPUMHATHOCTI: TAIE€HT MOBUHEH BIAMOBIIATH MPUHANMHI
OJIHOMY 3 HACTYNMHHUX KpHUTEpiiB, 00 MaTH MpaBO Ha JIIKYBaHHS IMITIIIOIEPA3010,
BEJIATIIIOIePa3010, TANIIIONEPa3010, EIrITyCTaToOM:

CumnromaruyHa xBopoba ['ome (tun I) 3 Oyab-SKUM 13 HpPOsBIB 3aXBOPIOBAHHS,
nepepaxoBaHUX HIDKYE:

- YpakeHHs KICTOK, 110 OI[IHIOETHCS Ha OCHOBI KJIIHIYHUX CUMIITOMIB, OOCTEKEHHS
ckenera Ta MPT.

- 'emaTosioriuHi yckiiagHeHHs: reMorio0id <105 r/n mns xinok 1 < 115 r/n gns
YOJIOBIKIB (MpUHANMHI 2 BUMIPIOBaHHSA 3 IHTEPBAJIOM OUIbILE HIXK | MICALb 1 BUKITIOYEH]
HIIT TPUYMHU, HATPUKIIAJ, AehIIUT 3ai3a); a00 KUIbKICTh TpoMOouTiB < 120 x 109/n
npuHaiiMH1 2 pasu (3 iHTepBaioM Outbie 1 Micsiis).

- InyHkoBo-kuIKOBl yckiaagHeHHs: o0'em meuinku (KT a6o MPT) y 1,25
nepesuinye Hopmy abo 06’em cene3inku (KT ado MPT) y 5 pasiB nepeBuiiye Hopmy.

JlikyBaHHsI 3a Jiep>kaBH1 KOIITU B pamMKkax [Iporpamu Moxe mpoaoBKyBaTUCS, SIKIIIO
HE 3aCTOCOBYETHCS OJJHA a00 IEK1IbKA 3 HACTYITHUX CUTYAIllil: HeJOTPUMAaHHSI HAJIC)KHUM
YUHOM CXEMHU JIIKyBaHHS, HEHAJaHHS JaHUX, KOIIi Pe3yJIbTaTiB TECTY Ta €JIEKTPOHHOI
tabiuii Excel mamienta 3 xBopoOoro [Nomie (tun 1), mo cBiguaTh mpo €PEeKTUBHICTH
Tepamii; Tepamis HE TOJIETIIye CHMIITOMH 3aXBOPIOBaHHS;, PO3BHTOK O3HAK, IO
Y3TOKYIOTBCSL 3 HEMPOHOMATHYHOIO (hopMoro xBopobu ['omie (OMUCTOTOHYC, CYJIOMH,
Oynb0apHa AUCHYHKINISA, TOTIPIICHHS IHTEJIEKTyalbHOT (YHKII a0o MOTipIIeHHS
PYXOBUX HaBUYOK); y MalllEHTa € cepilo3H1 MOOIUHI peakiii, MoB's3aHi 3 1HPY31€r0, K1
HEMO>KJIMBO 3aI00IrTy IUIIXOM BiAMOBIAHOI MONEPEAHBOI Tepanii Ta/abo KOpUryBaHHS
HIBUAKOCTI 1H(Y31i; y MalieHTa po3BUBAETHCS 1HILE HEOE3MeUHe [T JKUTTS a00 TSKKE
3aXBOPIOBaHHS, HA JOBTOCTPOKOBUI MPOTHO3 sIKOTO HaBpsia uu BrutnHe O3 T; y marienTta
PO3BUBAETHCS IHINIUNA MEAUYHHA CTaH, SKAW MOXKHA OOIPYHTOBAHO OYiKYyBaTH, IIIO
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MOCTaBUTh i 3arpo3y peakiiro Ha O3T; ymoBH, 1m0 3a3HAyYeHl Yy KPHUTEPIAX
BuKioueHHs. Y [Iporpami BiicyTHI KpUTepii Ta YMOBH M€PEBECHHS MAI[IEHTIB 3 OJTHOTO
JiKkapcbkoro 3aco0y Ha iHmwmi (cepen npeacraBHukiB O3T).

VY BUCHOBKY YIOBHOBa)XEHOTO OpraHy 3 JIEPKABHO1 OIIHKK MEIUYHUX TEXHOJIOT1H
3a CKOPOYEHOIO MPOIEAYPOIO JIIKapChKOro 3aco0y Benartonepasa ainbda i 01.09.2022
3a3HAYEHO, 110 PEJICBAaHTHUMHU KOMIApaTropamu JJIsi OIIHKH MOPIBHSUIBHOI KIIIHIYHOT
e(deKTUBHOCTI, O€3MeKu Ta BIUIMBY Ha OIO/KET BeNariiouepasu anbda Ais J1KyBaHHS
xBopoOu ['omie Tumy I Ha ocHOBI BimkpuTOi 1HGOpMaIi Oynu Tamrimonepasa aibda,
iMirTronepasa.

CraHoM Ha JaTy MiATOTOBKH JAaHOTO BUCHOBKY YIIOBHOBKEHOTO OpraHy 3
nepxkaBHoi OMT 3a CKOpOUYEHOIO MPOLEAYPOIO JIKApCHKOTO 3aco0y Benarirorepasa
anba PEICBAaHTHUMH KOMIIapaTopaMHu 3ajUINalOThCA Taliriorepasa ambda Ta
IMIrJIrornepasa.

3 METOI0 NPOBENCHHA aHali3y JaHUX MOPIBHAJIBHOT KIIHIYHOT €()EeKTUBHOCTI Ta
Oe3reku Besarironepasu ajib(a MOPIBHSIHO 3 TANITIIONEPa3or0 albda, IMITIIIOIEpa3or0
npu JiKyBaHHI XxBopoOu ["omre tumy [ y gopociux Ta aiteit ymoBHOBaXKEHUM OPraHoM 3
nep>xaBHoi OMT 311iiCHEHO OHOBJICHHI MOITYK BTOPUHHUX JHKEPEIT JOKA30BUX JaHUX Y
6a3ax nmanux PubMed, The Cochrane Library database.

KuiniuyHe nUTAHHA: BUBYNTH KIIIHIYHY €(DEKTUBHICTh Ta O€3MEKY BeJlarironepasu
anb(a MOPIBHAHO 3 TANIMIIIOLEPa30l0 aib(a, IMITIIOLEepa3or MpH JIKyBaHHI XBOPOOH
I'owe Tuny [ y nopocnux ta mitei.

Honyasuis (P, population) - nopocuni ta a1ty 3 xBopo6oto ['omie I Tumy.

Brpyuanns (I, intervention) - Benarmonepasa anbda.

Kommnapartop (C, comparator) - taniriroiepasa ainbda, iMirionepasa.

KinneBi Touku (O, outcomes) - KUIBKICTh TPOMOOIMTIB, KOHIIEHTpAIlis
reMOTJIO0IHY, PO3MIP CEJIE31HKM 1 MEYiHKHU, KICTKOBUM O11b, KICTKOBI KPH3H, MOOIYHI
edexTH.

[Tomyk miTepaTypu OyB 0OMEKESHHUI aHTJIOMOBHUMH CTaTTSMH.

Kputepii BkiIIOYeHHs: cuUcTeMaTW4yHl  orjsau  Ta/abo  MeTa-aHaNi3u
PaHOMI30BaHUX KOHTPOJIbOBAHMUX JIOCHIPKEHb, IPOCIIEKTUBHUX Ta PETPOCTIEKTHUBHUX
oOcepBallifHUX JOCIHIIKEHb 3 BUBYEHHSIM €(EKTHBHOCTI Ta OE3MEKH BeJarioiepasu
anbda nus nikyBaHHs xBopoOu [omre I tumy. Kputepii BUK/IIOUEHHSI: TOCTIKEHHS
dbapMakoKIHETHUKUA Ta (PapMaKOIUHAMIKH, JOKJIHIYHI JOCHIIKEHHS, PaHIOMI30BaHI Ta
HEpaH0M130BaH1 JOCIIPKEHHS, BIICYTHICTD MPEICTABICHUX PE3YIbTATIB HOCIIIKEHHS,
JOCIIDKCHHS, OIyOJIIKOBaHI HE aHMIMChKO MOBOow0. Killo4uoBi cjioBa mNoOmIyKy:
Gaucher disease, Gaucher disease type 1, GD 1, noncerebral juvenile, glucocerebrosidase
deficiency, acid beta-glucosidase deficiency, GBA deficiency, imiglucerase, Cerezyme,
velaglucerase, VPRIV, taliglucerase, Elelyso, enzyme replacement therapy.
3actocoByBajiuch GiabTpu: Meta-Analysis, Systematic Review, full-text.

VY pesynbrati nomyky B 6azax PubMed ta Cochrane BusiBneHO 2 cuCTeMaTHYHUX
OTJISIAA Ta META-aHAJII3H:



Benaznioyepasa anvpa ons nikysanns xeopoou I'owe mun I (dopociux ma dimetr), 30.06.2025

- Leonart LP, Fachi MM, Boger B, et al. A Systematic Review and Meta-analyses
of Longitudinal Studies on Drug Treatments for Gaucher Disease. Annals of
Pharmacotherapy. 2022;57(3):267-282. doi:10.1177/10600280221108443 (mam -
Leonart et al., 2023)*

- Shemesh E, Deroma L, Bembi B, Deegan P, Hollak C, Weinreb NJ, Cox TM.
Enzyme replacement and substrate reduction therapy for Gaucher disease. Cochrane
Database of Systematic Reviews 2015, Issue 3. Art. No.. CD010324. DOI:
10.1002/14651858.CD010324.pub2. Accessed 06 June 2025. (mami-Shemesh et al.,
2015%).

CucremMaTHuHUN OTJISi] Ta MeETa-aHal3 JOBTOTPUBAIMX JOCTIIKEHBb MO0
nikyBaHHs xBopoOu [ome (myOmikamist Leonart et al.,, 2023) € HOBUM, B sSKOMY
BIAMOBIAHO 10 iH(popMamii 3 alOcTakTy A0 MyOJiKamii OILIHIOBAIM IMITJIOLEpasy,
Bejarionepasy anbda, Tajirionepasy anbda, MIrJIycTaT Ta eJiriycrar, aje
MOJANIBIIIOMY aHaI3y HE MiUIAraB, aJke MOBHOTEKCTOBA IyOJIIKaIlld JAHOTO OTJISAY B
3akpuTOMy focTymil®, a BimnosinHo no n.7 Iopsaaky nep:xasHa OMT 3a CKOPOYEHOIO
IPOIICAYPOIO Tependadae MOPIBHAIIBHUIN aHalli3 e)EeKTUBHOCTI, O€3MEeKH Ta BIUIMBY Ha
OI0/KET MEIMYHOT TEXHOJIOT1T Ha OCHOBI BIAKPUTOI 1HPOpMaIIii.

Cucrematnunuii  ormsg Shemesh et al.,, 2015 Bxe OyB mpoaHami3oBaHUI
YIOBHOBRXEHUM OPraHoOM Ta TMPEACTaBICHUN y BUCHOBKY YIIOBa)XEHOTO OpraHy 3
nepkaBHoi OMT 3a CKOpPOUYEHOIO MPOLETYPOIO JIIKAPCHKOTO 3aco0y Bearirorepasa
anbda Bixg 01.09.2022. OckiabKd MOrO OHOBJIEHb B PE3YyJbTaTl MOBTOPHOTO MOLIYKY
BUSIBJIEHO HE OyJl0, TO BHCHOBKM WIOJI0 KIIHIYHOT €(EKTUBHOCTI Ta Oe3meKu
BeJIarjronepasn anbha MOPIBHAHO 3 TaNIMNIIONEpPa3o ailbda Ta IMITIIONEPa3oro
3QJIMIIAIOTECS HE3MIHHMMH Ta aKTyaIbHHMH CTaHOM Ha JIaTy MIiATOTOBKHA JaHOTO
BHCHOBKY.

Mertoro cuctemarnyroro orisiay Shemesh et al., 2015 Oyito y3aranbHEeHHS HassBHUX
JOCTYIMTHUX JTAaHUX PaHAOMI30BaHUX KOHTPOJbOBAHUX TOCTIIKEHB 11010 €(heKTUBHOCTI
ta 6e3neku @3T ta CPT mna nmikyBaHHS JOPOCIMX Ta AiTel 3 XxBopoOoro ['omie Oy/b-
SIKOTO CTYIICHS TSHKKOCT1 3aXBOPIOBAHHS.

B nanuii cucrematnyHuii orsi Oys10 BKIIFOYEHO 8 KIIIHIYHUX JOCHTIKEHbB, 3 HUX 6
BUBUYanu edekTuBHICTh Ta Oe3neky M3T y nmamienTiB 3 xBopoboro ['omre (de Fost, 2007 -
NOpiBHSHHS 103 iMirmroniepasu; Gonzalez, 2013 - mopiBHSHHS 7103 BeNariolepasu
anbda; Grabowski, 1995 - anrmonepasa vs imirmonepasu; Kishnani, 2009 -
IMITJTIONEpa3a KOKHI 2 THKHI VS IMITJIolepaza KoxHi 4 TwxHi; Zimran, 2011b -
NOpIBHSHHSA 703 Tamirmouepasu anbda; Ben Turkia, 2013- imirmouepasa vs
Benartonepasza anbda) ta nea KJ[, B skux BuBUad epeKTUBHICTh Ta Oe3znexky CPT
(Elstein, 2007 - wmirmycrar vs iMmirmonepasa vs ix komOiHaris; Schiffmann, 2008 -

1 https://pubmed.ncbi.nlm.nih.gov/35815393/

15Shemesh E et al. Enzyme replacement and substrate reduction therapy for Gaucher disease. Cochrane Database of Systematic Reviews 2015, Issue 3.
Art. No.: CD010324. DOI: 10.1002/14651858.CD010324.pub2
https://www.cochranelibrary.com/cdsr/doi/10.1002/14651858.CD010324.pub2/full#CD010324-sec-0042

16 https://pubmed.nchi.nim.nih.gov/35815393/
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koMOiHarls miraycraty Ta 3T vs monotepanis @3T y naiieHTiB 13 xBopoOoro ['omre 111
TUITY). ABTOpamu myOJikalli He 0ys10 3HalIeHO TIare60-KOHTPOJIbOBAHUX JOCITIKCHb.

Takum 4MHOM, B JAHOMY CUCTEMATUYHOMY OIJISI/II HasiBHI pe3yJIbTaTH MOPIBHIHHS
BeJsarironepasu aabda mpotu iminmonepasu (myosikaiis Ben Turkia, 2013) Ta BiacyTHi
IpsiMi IOPIBHSHHS BeNariorepasu ajibda 13 Taairionepas3oro.

PesynbTaTi aHanizy mopiBHSJIBHOI KJI1HIYHOT €(peKTUBHOCTI Belarirolepasu anbga
13 IMITJTIOIIEpa30i0 HACTYIIHI:

- KOHIIGHTpAIlil TeMorio0iHy: He Oyno BHUSBIEHO CYTTEBOI PI3HHUII MIX
imirmroriepazoro 60 OJI/kr 1 Benarmonepasor anbha 60 OJI/kr koxHi aBa THxHI (MD
0,15, 95% CI Binx -0, 55 mo 0,85), HaBiTh SKIIO YYACHUKIB 13 CTUICHEKTOMIEIO B aHAMHE31
OyJ10 BUKITIOUEHO 3 aHaNi3y;

- KIJTBKICTh TPOMOOIMTIB: HE OyNO0 CYTTEBOI PI3HUII MK ABoMa rpymamu (MD -
46,37, 95% CI Big -104,13 o 11,39), xonu B aHami3 OyJM BKIIOYEHI BCl YYaCHHKHU
nociixeHHs. OHaK, KOJU YYaCHUKH 3 CIJICHEKTOMIEIO B aHAMHE31, OyJIM BUKIIIOUEHI 3
anamizy (20 13 34 3apeecTpoBaHUX y4acHUKIB; 10 y4JaCHUKIB 3 KOKHOT IPYIH JIKYBaHH),
criocTepiraiacs 3HayHa Pi3HULA Ha KopucTh iMirmtouepasu (MD -79,87, 95% CI Bin -
137,57 no -22,17);

- pO3MIp TMEUIHKHU: He OyJIO BUSIBICHO CYTTEBOI pi3HUIN Mik rpymamu (MD-40,75,
95% CI Big -243,44 no 161,94);

- pO3MIp cemne3iHKu: He OYyJI0 BHUSABIEHO CYTTEBOI Mik rpymamu (MD-209,67, 95%
CI Bix -549,23 no 127, 89).

3a BHCHOBKAaMH aBTOPIB CHCTEMATHYHOTO OTJISALY JUII BHOOPY cCepea TphOX
CXBaJICHUX IMpEACTaBHUKIB (epMEHTHOI 3aMICHOI Tepamii (Benariolepas3a aibda,
Tajirionepasa anbda, IMITIIONEpa3a), JA0Ka3d pPaHAOMI30BAHUX KOHTPOJbOBAHUX
JOCIIKEHb CBIIYATh MPO T€, U0 y MAIIEHTIB, SIKI paHille HE OTPUMYBAJIH JIIKYBaHHS,
abo Tmicns TepepBH B JIIKyBaHHI JOBIIE€ OJHOTO POKY, Il TpemapaTd € KIHIYHO
€KBIBaJICHTHUMHU TMPOTSTOM IEPIIOT0 POKY JIIKYBaHHS MO0 IMiABUIIEHHS KOHIIEHTpAIlil
reMoryio0iHy Ta TpOMOOIMTIB y TMAIll€HTIB 3 IIMTOICHIEI0, IOJ0 3MEHIICHHS
CIUICHOMETaJli Ta renaToMeraiii, a TaKoX JUIsl TOCSTHEHHS 3HMKEHHS CHPOBATKOBUX
O6iomapkepiB, Takux sk xiTorpuosuaaza abo CCL18-PARC. 3a Toit cammii mepion He
BUSIBJICHO OYEBHMJIHMX BIIMIHHOCTEH y Tpodiai OE3MeKH, OCOOIMBO IMOJ0 peakiiii
riNepuyTIMBOCTI, TOB’sI3aHUX 3 1H(DY31€10. ABTOpH MyOtiKaliii poOasiTh BUCHOBOK, 1110 32
JAHUMHU PaHIOMI30BaHUX KOHTPOJIbOBAHUX JOCHIJIKEHb, SIKI OylH pO3TISHYTI Yy
CHUCTEMAaTUYHOMY OTJISi[Il, HEMA€E KOAHUX JI0Ka3iB, skl O MATBEPAKYBaJIM BUOIp OJTHOTO
JiKapchKoro 3aco0y HaJ IHIIUM JJIA JIKyBaHHS MAalll€HTIB, SKI paHillle HE OTPUMYBAJIU
JIKYBaHHS, 10 J03BOJISAE€ KIIHIUMCTAM J1aBaTH PEKOMEHMAIII] MallieHTaM, BPaXOBYIOUYHU
HEMEJUYHI MIpKyBaHHS, HAIPUKJIa/, BAPTICTh JIKAPCHKOro 3ac00y.

3a pe3yJbTaTaMu OLIIHKK METOJI0JIOTIYHOT sIkocTi myouikaiii Shemesh et al., 2015
3a amgantoBaHuM JuctoM oiiHku SIGN 50 (Methodology Checklist 1: Systematic
Reviews and Meta-analyses)!’ ymoBHOBakeHMM OpPraHOM BCTAHOBIEHO BHCOKY

17 https://www.sign.ac.uk/what-we-do/methodology/checklists/
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METOJIOJIOTIYHY SIKICTh, PU3MK CHCTEMATHYHOI MOMMJIKH B OTPUMAaHUX pE3yJbTaTax
HE3HAYHUM.

OTtxe, 3a pe3yJIbTaTOM aHaJl13y KJIIHIYHOI e(EKTUBHOCTI Ta O€3MEKH BCTAHOBJICHO,
10 3a JaHHMH IIpOaHalli30BaHOro cucreMathyHoro orisiay Shemesh et al., 2015
JiKapchKi 3aco0u Benarironepasa aiab(da, iMIIIIONepa3a Ta Tajirmolepaza anbha y
paHillle He JIIKOBAHUX TAII€HTIB 13 XBOpoOoto ['omie tumy [ CripusrOTh MMiJIBUIIICHHIO
KOHIIEHTpaIlli MOKa3HUKIB KPOBI, a TAKOK 3MEHILIEHHIO PO3MIPIB MMEYIHKU Ta CENE31HKH.
3aranom, JaHi MO0 MOPIBHSIBHOI KITIHIYHOI e(heKTUBHOCTI JiKapchkux 3acob6iB O3T -
BeJarIrorepasa anbda, iMirIronepasa Ta Tamiriaonepasa aiabda s JTIKyBaHHS MarieHTiB
3 xBopoOorto ['ome | Tumy € oOMexxeHMMH Ta HE T03BOJISIIOTH 3pOOUTH BUCHOBOK IIIOJI0
repeBar OJJHOTO JIIKaPChKOTO 3ac00y HaJl IHIITUM.

3) nani MOA0 €KOHOMIYHOI JOUIJIBLHOCTI B 4YacTHHI e(eKTHBHOCTI BUTpAT
BUKOPHUCTAHHS JIIKAPCHLKOr0 3aco0y BIANMOBIAHO /0 PEKOMEHJAOBAHOI IIKAJH
rPAHMYHUX 3HAYeHb IHKPEMEHTAJBLHOI0 NOKA3HNKA e(eKTHUBHOCTI BHUTpPAT B
Ykpaini

Bignosigno go m.7 Ilopsaky, aepxkaBHa OMT 3a ckopo4yeHOIO MPOIEAYpPOr0 HE
nependayae  MPOBEJEHHS  aHalizy  €QEeKTHUBHOCTI  BUTpAT Ta  PO3PAXyHKY
IHKpeMeHTalbHOTO TToKa3HuKa edekTuBHOCTI BUTpat (ICER) B Ykpaini.

4) naHi o0 pe3yJbTATIiB €eKOHOMIYHOI JOILILHOCTI B YACTHHI AaHAJII3Yy BILUIUBY
HA MOKA3HUKH OKOKETY

Bignosinno mo mn.7 Ilopsnky nep:xkaBHa OMT 3a CKOpOYEHOIO MPOLEAYPOIO
nepeadayvae NpOBEICHHS aHaji3y BIUIMBY Ha MOKa3HUKH OIO/KETY B YKpaiHI.

B pamkax mnpoBeneHHa gepxkaBHoi OMT 3a CKOpOYEHOK MPOLEIYPORO
YIOBHOBa)KEHUM OPTraHOM BIJNOBIAHO A0 METOOJIOrIT OyB MPOBEAECHUIN aHAJI3 BILUIUBY
Ha TOKa3HUKHU OIOJIKETYy y YacTHUHI PO3PaxyHKy BHUTpPAT Ha MEIWYHY TEXHOJIOTIIO 3
YaCOBUM TOPU30HTOM OJIMH PIK HA MIACTaBl MPSAMUX MEIUYHUX BUTPAT HA JIKAPCHKUI
3aci6 (mam — JI3) 3 mepcreKTUBH Iep>KaBHOTO TUIATHUKA.

Mera: owiHUTH MOJCIBHUN BIUIMB Ha Oroker JI3 Bemarmionepasza ambda s
nikyBanHs xBopoOu ["ome [ Tumy.

Merona: aHami3 BIUTMBY Ha MOKA3HUKH OIOJKETY 3 YACOBUM TOPU30HTOM B OJIMH PIK.
AHani3 mpoBeACHUN Ha MiJICTaBl MPSAMUX MEAUYHUX BUTpaT Ha JI3 3 mepcrekTuBu
Jep>KaBHOTO TIJIaTHHKA, BU3HAYCHOI I1JIbOBO1 MOIMYJIALT MAIIEHTIB BIAMOBIIHO 0 JaHUX,
HaJlaHuX y aojatky 1o aucta MO3 Ykpainu Ne25/16688/2-25 Big 22.05.2025.

YTIOBHOBa)KEHUM OPTraHOM OyJI0 MMPOBEIEHO PO3PAaXyHOK BUTPAT HA OJHE BBEIICHHS
Ta Ha piuHUi Kypc 3actocyBanHs O3T s nikyBaHHs xBopoOu ['ome I Tuny Ha ogHOTO
namieHta (tabnuis 1). Po3paxyHku Oysio mpoOBEACHO BIJMOBIAHO 10 PEKOMEHIOBAHUX
7103, 3a3HAYEHUX B IHCTPYKIIAX IJII MEAUYHOTO 3acToCcyBaHHs JI3, 3 ypaxyBaHHSM, 110
cepelHsl Bara JIOpocCJIoro maiieHTa craHoBuTh 70 kr, Bara autuau — 30 xr. BapTticTb
JikyBaHHS yciMa JI3 po3paxoBaHO 3 MaTeMaTHUYHUM OKPYTICHHIM HEOOX1HOI KUTBKOCTI
¢dnakoHiB 10 1UIOro yncia y 6ik 30utbmeHHs. Jxepenom 1iH Ha gochimkysaHi JI3 €

12



Benaznioyepasa anvpa ons nikysanns xeopoou I'owe mun I (dopociux ma dimetr), 30.06.2025

noaatok no Jucra MO3 Ne25/16688/2-25 Bim 22.05.2025, y sKoMmy 3a3HaueHi
3aKkymiBenbHI 1iHKM 0e3 I1/IB 3a qoroBopamu kepoBaHoro goctymy (3a 2024 pik).

Tabauus 1. AHani3 BUTpaT Ha OJHE BBEACHHA Ta Ha piyHMM Kypc 3actocyBaHHs D3T
Ui JiKyBaHHS XBopoOu ['omie | Tumy Ha oHOTO MarieHTa

J03yYBaHHA

po3uunHy 11 iHDY3iH,
o 400 OJI; 1 ¢akon
3 TIOPOIIKOM y
KapTOHHIH KOpoO1i

ITapamerp Beaarmnouepasa Tanirmonepasa Imirmonepasza
anabda anbda
®dopma BUIIYCKY Ta MTOPOLIOK IS IIOPOLIOK IIOPOLIOK IS

T10¢1T130BaHUHN 115
po3uuny s iHDy3ii
o 200 O/I; 1 dpnakon
3 MIOPOIIKOM Y

MPUTOTYBaHHS
KOHIIEHTPATY IS
po3uuHy IS 1HD Y31
o 400 O/I; mo 1 a6o 5

KapTOHHIN KOpoOIIi (h1aKOHIB 3 TOPOIIKOM

y KapTOHHIH KopoOIIi

Cxema 3acTocyBaHHS, 60*
O/1/xr

KpatHicTh BBeJICHHS B 26
pIK

[lina 3a 1 ¢naxon, rpu

JHopocni

KinbkicTh (priakoHiB Ha 11 21 11
1 BBeEeHHSA

Butpatu Ha 1
BBEJICHHS, TPH
Butparu Ha naiienra

Ha | pik, TpH

Jimu

KinbkicTb (prakoHiB Ha
1 BBegeHHA

Burparu Ha 1
BBEJICHHS, TPH
Butpatu Ha naiienTta
Ha | pik, IpH

*6apmo 3asHauumu, wo 8i0nosioHo 00 MemoOouyHux pexomeHOayil NIAHY8AHHA MA PO3PAXYHKY
nompebu y JaiKapcbKux 3acobax O0Js 2poMaodsiH, AKI cmpaxcoaromv Ha opganHi MmemaboniuHi
3axeoprosanns (naxaz Minicmepcmea oxoponu 30opos's Yrpainu 17.12.2019 Ne 2498) nompeba &
npenapamax imienoyepasa, eeiaznioyepasa anvga, manienoyepasa anbpa USHAYAEMbCs 3 PO3PAXYHKY
45 O/l na 1 ke macu mina xeopozo. IIpome ockinbku GiON0GIOHO 00 IHCMPYKYIi 01 MeOuyH020
3acmocy8ants pekomenoosana 0oza cmanosums 60 Ol/xe 1 paz na 0eéa mudichi, ma 8i0N08IOHO 00
VHIQIKOBAH020 KNIHIYHO20 NPOMOKOLY NEPEUHHOI ma cneyianizoeanoi meouunoi oonomozu “Xeopoba
Towe”, 3ameepoxcenozo naxkazom MO3 gio 04.01.2023 poky Ne 12, 0o3ysanus 0asa dimeti CmaHo8ums
60 OLl/xe kooicHi 2 mudichi, 011 OOPOCIUX 3 NOMIPHUM cmyneHem msdckocmi cmanosums 30 Ol/xe
KOXtCHI 2 mudichi, 3 msxckum - 60 Ol/ke kodcHi 2 mudicHi (3 MONCIUBICMIO KOPUSYBAHHA 003U 8
IHOUBIOYAILHOMY NOPAOKY), Y PO3PAXYHKAX 0)110 8uKopucmano 0ozysants 60 OL/xe.

m
@
|
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BianoBinHoO 10 mpoBeaeHUX pO3paxyHKIB Ha ojaHE BBeneHHs JI3 Bemarmrouepasa
anb(ha HeoOxiaHO 11 ¢1akoHIB Ha OJTHOTO JOPOCIIOTO MaIlieHTa Ta 5 rakoHIB HA OJIHY
JUTHHY, 10 Y BapTiCHOMY BUMIpi (26 BBeJIeHb) CTAaHOBUTH TPH Ta

rpH Ha 1 pik BianoigHo. Ha ogue BBenenHs JI3 tamirmtonepasa ajbda
HeoOXx1HO 21 ¢1akoH Ha OAHOTO JOPOCIIOTO MaIieHTa Ta 9 (yiakoHiB HA OJHY JUTHHY,
mo Yy BapricHoMy Bumipi (26 BBeJeHb) CTaHOBHUTH TPH Ta

TPH B 4acOBOMY TOpH30HTI Ha 1 pik BignmoBigHO. Ha ogHe BBeaeHHS
JI3 imirmroniepasza HeoOxiaHOo 11 ¢rakoHiB HAa OHOTO JOPOCIIOTO MaIieHTa Ta 5 (JIaKOHIB
Ha OJIHY JUTHHY, IO y BapTicHOMY BuMipi (26 BBeJIeHb) CTAHOBHUTH
I'PH Ta I'PH B 4aCOBOMY TOPH30HTI Ha | piK BiAMOBIAHO.

OTxe, mpoBeeHU aHami3 BUTpat Ha 3actocyBanHs O3T misa nikyBanHs xBopoOu
['ome I Tumy Ha ogHOTrO MAaIi€HTa CBIAYUTH MPO TE, 10 HAMMEHII BUTPATHOIO OIILIIEI0
JKYBaHHS € Tepartis , HAaUJOPOXKUYOI0 — . Butparu
Ha PIK JIKYBaHHS BEJAIIONEPa3o aibda

, TOPIBHAHO 13 BUTpaTaMH Ha
imirmroniepasy. [lopiBHSAHO 3 Tamirironepa3ol anbda BHUTpaTH Ha pIK JIKYBaHHS
BEJIATJII0Iepa3orn aibda

Jlo/1aTKOBO 3ayBakyeMO, IO MOPIBHSIHO 3 JAHUMHU Y BHCHOBKY YIIOBHOBA)KEHOTO
oprany Bin 01.09.2022 nina Ha

BpaxoByroun Te, 1m0 pilleHHS MO0 MOXJIMBOCTI TEPEKIIOUECHHS MAIll€HTIB 3
onHoro JI3 Ha inmmii (cepen npeacraBHukiB @3T) BigOyBaeThCsa HA OCHOBI KJITHIYHOTO,
7abopaTOpHOTO  Ta  IHCTPYMEHTAJIBHOTO  MOHITOPHHTY  KOXHOTO  Talli€EHTa
MYJbTUIMCIUTIIIHAPHOI KOMICI€I0 13 KIIHIYHUX €KCIepTiB, aHali3 BIUIMBY Ha
MOKA3HUKK OFOJDKETY TPOBENCHO TIIbKMA [JIsl TAI€HTIB, SKi Hapa3l OTPUMYIOThH
BeJaronepasy anbda. 3rigHo 3 goxgaTtkoMm jgo Jmcra MO3 Ne25/16688/2-25 Bin
22.05.2025 KiTBKICTh MAIIEHTIB, SKUM MPU3HAYCHO BeJIarirolepasy aib(a, CTAaHOBUTh
I ) 3 poxysanssIM 1aHOI KiTbKOCTI MAL[EHTIB Ta
BUTpAT Ha PIK JIIKyBaHHS OJHOTO marieHTa (Tabmuus 1), y tabmuii 2 mpeactaBiIeHO
OpIEHTOBHI pPe3yJIbTaTH aHANI3y BIUIMBY HA MOKA3HUKHU OIO/IKETY 3 YACOBUM FOPU30HTOM
B OJIMH PIK MpH 3a0€3MeUYeHH] KOTOPTH MMalll€HTIB BEJArIoLepasoro anbga.

Tabauus 2. OpieHTOBHI pe3ysibTaTH aHAJi3y BIUIMBY Ha TMOKAa3HUKU OIOKETY IpU
3actocyBaHnHi JI3 Benarmonepasa anbda

\ 1 pik

KinpkicTh nanicHris

KinbKkicTh mami€eHTiB, SKUM MPU3HAYECHO BeNaritoepasy t

anbda (noxarok 1o aucra MO3 Ykpainu Ne25/16688/2-
25 Big 22.05.2025)
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® 1opocii

® fiTH

Opi€cHTOBHI BUTPATH HA BCIO NOMYJISINiI0 NAIEHTIB, TPH
OpieHTOBH1 BUTpATH Ha BeJarironepasy ajibda Ta BIUIUB
Ha OIOJDKET, IPH

® Jopocii

It

® fiTH

OTxe, 3 BUKOPUCTAHHAM 3aKyniBenbHOI HiHu 6e3 [1/[B Ha Benarmonepasy anbda 3a
JIOTOBOPOM KE€pOBaHOT0 A0CTyMy (3a 2024 pik), 110 3a3HaUeHa y 4oaaTKy 1o aucta MO3
Ne25/16688/2-25 Bim 22.05.2025, opieHTOBHI BUTpaTH Ha 3aKymiBiio JI3 Bemarmromnepasa
anbda AJ11 KOTOPTH MAIlI€HTIB ) a1 sikyBaHHs XxBopoOu ['ome I tumy
CTaHOBIISITh TpH.

BianoBigHO 10 peKOMEHI0BAHOI KA OI[IHKU BIUIMBY Ha OIOKET IIOJO0 BUTPAT
Ha 3asBJICHUN JIKapChKUil 3aci0 B YKpaiHl Ha MIJACTaBl JaHUX JAEPKABHUX BUTPAT Ha
Jikapebki 3acobu y 2021 pori, moka3aHo, 110 OPIEHTOBHUM BIUIMB Ha OIOJDKET IIOJ0
BUTpAT Ha Beyarironepasy anbda Oyje

5) nmaHi mOO0 KOPEeKTHOCTI iH(popmamii Mpo HaABHICTL 200 BIACYTHICTH
€KOHOMIYHHUX Ta KJIIHIYHHMX IepeBar 3aCTOCYBAHHS JiKAPCHKOIro0 3ac00y MOPiBHAHO
3 IHIIAM JIIKAPCHKUM 3ac000M a00 iHIIOKW MeIMYHOK TeXHOJOoriew (ado ix
BIJICYTHOCTI), Ha/J1aHi 3asiIBHUKOM

Bignosigno mo 1.7 Ilopsaky nepkaBHa OMT 3a CKOpOYEHOIO MPOIEAYPOIO HE
nependavyae MPOBEJCHHS €KCIEPTU3H MOJAHUX 3asBHUKOM 3asBU 1 JOChE, HA MiJCTaBi
AKUX MOKHA 3pOOUTH BUCHOBOK PO KOPEKTHICTh HaZaHO1 1HPpopMallii.

4. PexoMeHaauii o0 BKJIKYEHHS (BUKJIIOYEHHSA) JIKapPCbKOro 3acody 10 (3)
HaunionanbHOro mepesiiky 0CHOBHHX JIKapcbKHUX 32c00iB Ta (200) nmepeJiikis, 110
3aKyNOBYIOTBHCS 32 KOIITH [EP:KABHOT0 OIOMXKeTy /Jisi BUKOHAHHS NPOrpamM Ta
3MiliCHeHHS] IEHTPAJII30BAHNX 3aX0/AiB 3 0XOPOHH 30POB’sl, Ta (a00) pekoMeHaALil
IIOJA0 3aCTOCYBAaHHA /ISl LiJieli OXOPOHH 310POB’sl JIIKAPCHKOro 3acoly, omjara,
3aKyniBJjisi 200 BiAIIKOAYBAHHS BAPTOCTI IKOT0 3MiiCHIOETHCH 3 METOK) BUKOHAHHS
perioHaJIbHUX HLIbOBHUX MPOrPaM 3 OXOPOHH 3/10POB’sl, 110 MOBHICTIO Y¥ YACTKOBO
(dinaHCylOTHCA 32 paxXyHOK KOWITIB MicueBHX OlI:KeTiB, Ta (a00) pexoMeHaaumii
010 YKJAaJAeHHsT a00 NpPOoJAOB:KeHHA il (MpoJIOHTalii) J0roBOpPiB KepOBaHOIO
poctyny Ta (a00) iHmIi pexoMeHaamii y pa3i HeoOXiZHOCTI yXBaJjieHHSI pillieHb B
CHCTEMI OXOPOHHM 310POB’sl

Cranom Ha 30.06.2025 BiamoBigHo 10 3BepHeHHS MO3 VYkpainu (uctu MO3
VYkpainu Big 05.05.2025 Ne25/14470/2-25, Bix 22.05.2022 Ne25/16688/2-25) nmpoBeaeHO
JIEp’)KaBHY OLIHKY MEIUYHOI TEXHOJOrIi 3a CKOPOUYEHOI MPOUEAYpOI0 JIIKApChbKOTO
3aco0y Benarirolepasa aiabda s JikyBaHHs XBopoou ['ome turm I (mopociux Ta aiTei)
Ha BUKOHAaHHS MiANYHKTY 7 myHkTy 8 Ilopsaky mnpoBeAeHHs JAep>KaBHOI OIIHKH
MEIUYHUX TEXHOJIOT1H, 3aTBepKEHOT0 mocTaHoBo0 Kadinety MiHicTpiB Ykpainu Bij
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23.12.2020 Ne 1300, a came 3 miJICTaBU 3aCTOCYBaHHSI IIPOLIEAYP JOTOBOPIB KEPOBAHOTO
JOCTYITY IIOJI0 JIKapChKHUX 3ac001B, skl craHoM Ha 1 jumas 2022 p. Oyiu BKIIOYEHI 10
nepeikiB, 3aTBEpKEHUX ocTaHoBoro Kabinety MinicTpiB Ykpainu Bij 7 6epesns 2022
p. No 216 “Jleski muTaHHA 3aKymiBiIl JIKAPCbKUX 3aco0iB, MEAUYHHUX BHUPOOIB Ta
JIOTIOMDKHHUX 3aC001B 10 HUX .

Bianosinno o n. 22 Ilopsiaky NOpoBeNEHHS JepKaBHOI OINIHKM MEIUMYHUX
TEXHOJIOT1H, 3aTBepkeHo0l moctanoBoo Kabinery MinicTpiB Ykpainu Bix 23 rpyass
2020 p. Ne 1300, BUCHOBOK yITOBHOB)KEHOT'O OpTraHy Ma€ PEKOMEHIAIIMHUNA XapaKTep.

3a pe3ynbTaTaMu pPO3IJIAy BUCHOBKY YIOBHOBa)KEHOTO OPraHy 3a CKOPOUYEHOIO
MPOIEIYpPOI0 3 OIlIHKK MEIUYHUX TEXHOJIOTIH, OIHKKA (aHaji3y) pe3yJibTaTiB
MOPIBHSITBHOI KJIIHIYHOT €(EeKTUBHOCTI, O€3MeKu Ta BIUIMBY Ha OIOKET JIIKapCHKOTO
3aco0y Bemarirolepasa anbda s JTiKyBaHHS XBopoou ['omie tum [ (mopocnux Ta mitei)
ExcriepTHUM KOMITETOM 3 OILIIHKKA MEAUYHHUX TeXHOJOTiH JlepaBHOro MiANpHEMCTBA
“JlepaBHMI eKCIIEpTHUN 1EHTp MiHICTepCcTBa OXOPOHU 370pOoB'ss YKpaiHu™ (maii -
ExcnieptHuii koMiTeT) Oys10 3a3HaY€HO HACTYITHE.

Pesynomamu nopisnanvroi kniniunoi eghekmuenocmi (pe3yibmamueHoCmi):

Cucrematnunuii  ormsg Shemesh et al., 2015 Bxe OyB mnpoaHali30BaHUM
YIOBHOBR)XEHUM OPraHoOM Ta TMPEACTABICHHN Yy BUCHOBKY YIIOBaXEHOTO OpraHy 3
nepxaBHoi OMT 3a CKOpOUYEHOIO MPOLEAYPOI0 JIKAPChKOTO 3aco0y Beiarironepasa
anbda Big 01.09.2022. OckiabKA MOro OHOBJIEHb B PE3yJbTaTl MOBTOPHOTO MOLIYKY
BUSIBJIEHO HE OyJl0, TO BHCHOBKM WIOJI0 KIIIHIYHOI €(EeKTUBHOCTI Ta Oe3neKu
BeJIarjronepasn anbha MOPIBHAHO 3 TaNIMNIIONEpPa3ol0 ainbda Ta IMITIIONEPa3oro
3QJIMIIAIOTECS HE3MIHHMMH Ta aKTyaIbHHMMH CTaHOM Ha JIaTy MIiATOTOBKHA JaHOTO
BHCHOBKY.

Mertoro cucremarnaroro orisimy Shemesh et al., 2015 Oyio y3aranbHeHHs HasIBHUX
JTOCTYIMTHUX JTAHUX PaHAOMI30BaHUX KOHTPOJIHLOBAHHMX JOCIIKECHB MO0 ¢(PEeKTHBHOCTI
ta 6e3neku @3T ta CPT mnsa mikyBaHHS JOPOCIMX Ta AiTed 3 xBopoOoto ['omre Oyib-
SIKOTO CTYIICHS TSHDKKOCT1 3aXBOPIOBAHHS.

B nanuii cucremaTtuyHuii orsa OyJ10 BKIFOYEHO 8 KIITHIYHHUX JOCTIIHKEHB, 3 HUX 6
BUBYanu edekTuBHICTh Ta Oe3neky P3T y nmamienTiB 3 xBopoboto ['omre (de Fost, 2007 -
NOpiBHSHHS 103 iMirmroniepasu; Gonzalez, 2013 - mopiBHSHHS 7103 BeNariolepasu
anbda; Grabowski, 1995 - anrmonepaza vs imirmronepasu; Kishnani, 2009 -
IMITJTIOLEpa3a KOXKHI 2 THXKHI VS IMITJroUepaza KoxHi 4 TuxkHi; Zimran, 2011b -
NOpIBHSHHSA 703 Tamirmouepasu anbda; Ben Turkia, 2013- imirmouepasa vs
Benartonepasa ainbda) ta aBa KJI, B skux BuBdaim edekTuBHICTh Ta Oe3neky CPT
(Elstein, 2007 - wmirmycrar VS imirrornepasa VS ix komoOinamis; Schiffmann, 2008 -
koMOiHanig mirmycraty tTa 3T vs monotepanis @3T y narieHTiB 13 xBopoooto ["omre 111
Tuny). ABropamu TmyoOmikamii He Oylo 3HAWAEHO IUIane00-KOHTPOJbOBAHUX
JOCTIIKEHb.
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Takum 4MHOM, B JAHOMY CUCTEMATUYHOMY OIJISI/II HasiBHI pe3yJIbTaTy MOPIBHIHHS
BeJarirolepasu aiabda npotu iMirmoonepasu (myosmikaris Ben Turkia, 2013) Ta BigcyTH1
IpsiMi IOPIBHSHHS BeNariorepasu ajibda 13 Taairionepas3oro.

Pe3ynbpTaTn aHanizy mopiBHsJIBHOI KJI1HIYHOI €()eKTUBHOCTI BeJarirolepasu anbga
13 IMITUTIOIIEPA3010 HACTYITHI:

- KOHIIEHTpaIlis TeMOIVIO0IHy: He OyJI0 BHSBICHO CYTTEBOI PI3HMIN MIXK
imirmroriepazoro 60 OJI/kr 1 Benmarmonepasor anbda 60 OJI/kr koxHi nBa THxHI (MD
0,15, 95% CI Binx -0, 55 mo 0,85), HaBiTh SKIIO YYACHUKIB 13 CIUICHEKTOMIEIO B aHAMHE31
OyJ10 BUKJTIOUEHO 3 aHAITi3y;

- KUIBKICTh TPOMOOIMTIB: HE OyJ0 CyTTEBOI pi3HMII MiX ABoMa rpymamu (MD -
46,37, 95% CI Bix -104,13 no 11,39), xonu B aHami3 Oyau BKIIIOYEHI BCl yYaCHHUKHU
nocaimkenHs. OHaK, KOJU YYaCHUKY 3 CIDICHEKTOMIEI0 B aHaMHe31, OyJIi BUKJIIOUEHI 3
ananizy (20 13 34 3apeecTpoBaHUX y4acHUKIB; 10 y4aCHUKIB 3 KOXKHOI IPYIH JIIKYBaHHS ),
criocTepiraiacs 3HayHa Pi3HULA Ha KopucTh iMirmtouepasu (MD -79,87, 95% CI Bin -
137,57 no -22,17);

- PO3MIp MEYiHKH: He OYJI0 BUSBJICHO CYyTTEBOI pizHull Mix rpynamu (MD-40,75,
95% CI Big -243,44 no 161,94);

- pO3MIp ceNe3iHKH: He OyJ10 BUsBJICHO cyTTeBoi Mix rpymamu (MD-209,67, 95%
CI Big -549,23 no 127, 89).

3a BHCHOBKaMH aBTOPIB CHCTEMAaTHYHOTO OIJISIAY JUIsi BUOOpPY Cepell TPhOX
CXBaJICHUX MpPEACTaBHUKIB (EPMEHTHOI 3amicHOI Teparii (Benarirouepasa anbga,
Tajirionepasa anbda, IMITIONEpa3a), JAOKa3d PAHJAOMI30BAHMX KOHTPOJbOBAHUX
JOCIIKEHb CBIIYATh PO T€, U0 y MAIIEHTIB, SIKI paHIlle HE OTPUMYBAJIH JIIKYBaHHS,
abo miclig mepepBU B JIIKYBaHHI JIOBLIE OJAHOTO POKY, Il JIKAPCHKI 3aCO0M € KIIIHIYHO
€KBIBaJIECHTHUMHU MPOTSITOM MEPIIOT0 POKY JIIKYBAHHS LI0JI0 MIJBUILEHHS KOHIIEHTpaLll
reMoryio0iHy Ta TpOMOOIMTIB y TMAIll€HTIB 3 IIMTOICHIEI0, IMOJO0 3MEHIICHHS
CIUICHOMETaJli Ta renaToMeraiii, a TaKoX JJIsl TOCATHEHHS 3HWKEHHS CHUPOBATKOBUX
O6iomapkepiB, Takux sk xiTorpuosuaaza abo CCL18-PARC. 3a Toit camwuii nepion He
BUSIBJICHO OYEBUJHUX BIIMIHHOCTEW y mpodini Oe3neKku, OCOOIMBO IMOAO0 PpeakIlii
TNepuyTIMBOCTI, OB’ A3aHUX 3 iH(DY31€10. 32 JAHUMU PaHIOMI30BaHUX KOHTPOJIbOBAHUX
JOCIIIKEHB, SIKI OyJIM PO3TIISIHYTI Y CUCTEMAaTUYHOMY OTJISA/II, HEMA€E >KOJHUX JTOKa3iB,
K1 O MATBEPKYBAIM BUOIP OJHOTO JIKAPCHKOTO 3ac00y HaJ IHIIUM JJIsl JIIKYBaHHS
MALI€HTIB, K1 paHille He OTPUMYBAIM JIKYBaHHS, IO J03BOJIAE€ KIIHILKACTAM JaBaTH
pEeKOMeHallli MmalleHTaM, BpaXxoBYIOUM HEMEAUYHI MIPKYBAaHHS, HAIPUKJIAJ, BApTICTh
JKapChKOTro 3aco0y.

Otxe, 3a pe3yJbTaTOM aHai3y KIIHIYHOT €(EeKTUBHOCTI BCTAHOBJICHO, IO 3a
JaHUMHU TIPOAHATI30BaHOTrO cucteMatuuHoro orisay Shemesh et al., 2015 mikapcebki
3aco0u Benariolepasa aibda, IMIrIoLepa3a Ta Taliriouepasa anbda y paHilme He
JTKOBAHMX TAITIEHTIB 13 XBOp0oOoto [omie Tumny I cipusitoTh MiABUIIIEHHIO KOHIIEHTpPAIIii
MMOKa3HUKIB KPOBI, a TAKOX 3MEHIIICHHIO PO3MIPIB MEYIHKH Ta CEJIC31HKH. 3arajioM, JaHl
11010 MOPIBHSUIBHOT KIITHIYHOT €pEKTUBHOCTI JTiKapchkux 3aco0iB @3T - enarmrorepasa
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anb(a, IMIrIIolepa3a Ta Taliraolepasa anbda I JIKyBaHHS MAIll€EHTIB 3 XBOPOOOIO
lome I Tuny € oOMeKeHUMHU Ta HE JO3BOJISIIOTH 3POOMTH BHCHOBOK WIOJIO TEpeBar
OJTHOTO JIIKAPCHKOTO 3aCO0y HaJ| 1HIITUM.

besneunicmo:

VY nepeBaxkHi OUIBIIOCTI BHUIAJKIB (PepMEeHTO3aMicHa Tepamisi € aOCOJIOTHO
0e3IeyHOI0 1 JIMIIe BKpai piko BUKiIKKae nooiuHi edextu. [Ipubmamzno y 15% Tux, XT0
npuiiMaB imirmonepasy (mani 1134 marmientiB) 1 meHme 1% Tux, XTO TpuiiMaB
Benarmorepasy anbda (mani 289 marriedTiB), yrBoproBanmch antutina [gG. Jlyxe pigko
aHTHUTIIA 10 IMITJIonepasu abo Belarmolepasd anbda TMOB’s3aHI 31 3HIKCHHSIM
KIIHIYHOI €()eKTUBHOCTI. 3BIJICM BHCHOBOK, IO iX BHM3HAYEHHS CIiJl MPOBOJIUTH HE
PYTUHHO, a JTUIIE€ B OKPEMHUX CUTYAIiSX MPU MPUHHATTI PIIICHHS MPO 301IbIICHHS J03H
a00 BU3HAYCHHS HEJJOCTATHHOI €(PEKTUBHOCTI JIKyBaHHS

Egexmuenicmov 6umpam na 3as6n1eHuil 1ikapcbKull 3acio i ananiz 6nauey makux
sumpam Ha NOKA3HUKU 0100dcemy 8i0N0BIOHO 00 PEKOMEHOOBAHOI WKAIU CPAHUYHUX
3HA4eHb IHKPEeMeHMAbHO20 NOKA3HUKA e(eKMUBHOCI UMpPam ma WKAaiu ix niugy Ha
OepaicasHull br00Hcen.:

Bignosimno mo m.7 Ilopsnky nepxkaBHa OMT 3a CKOpOYEHOKO IIPOILEAYPOIO
nependayae MPOBEJCHHS aHATI3y BIUIMBY HA MOKA3HUKH OIOJKETY B YKpaiHi.

YTIOBHOBa)KEHUM OpPraHoM OyJ10 MPOBEIEHO PO3PAaXyHOK BUTPAT HA OJHE BBEJICHHS
Ta Ha piuHMUil Kypc 3actocyBaHHs P3T nns nikyBanHs xBopoOu ["omie I Tuny Ha ojiHOrO
nanieHta. Po3paxyHku Oyno TpOBEIEHO BIANOBIIHO [0 PEKOMEHIOBAaHUX 03,
3a3HAUYEHUX B IHCTPYKINSAX IS MEIWYHOTO 3acTocyBaHHA JI3, 3 ypaxyBaHHSIM, IO
CepemHs Bara JIOpOCJoro mamieHta ctaHoBuTh 70 kr, Bara autuau — 30 kr. BapTicTh
JikyBaHHS yciMa JI3 po3paxoBaHO 3 MATEMAaTUYHUM OKPYTJICHHSIM HEOOX1AHOT KUTBKOCTI
(dbakoHIB 10 LUJIOrO yKcia y 01k 30uibiieHHs. JxepenoM IiH Ha gociiakyBaHi JI3 €
nonatok g0 Jjucra MO3 Ne25/16688/2-25 Bim 22.05.2025, y sikoMmy 3a3HauyeH1
3aKkymiBenbH1 iU 6e3 I1/IB 3a qoroBopamu kepoBanoro goctymy (3a 2024 pik).

BiamoBinHo 1o mpoBeneHUX po3paxyHKIB HAa onHE BBeneHHs JI3 Bemarumrorepasa
anb(ha HeoOXimHO 11 ¢1akoHIB Ha OJTHOTO JOPOCIIOTO MaIlieHTa Ta 5 GrakoHIB HA OJIHY
nutunay, mo y Bapricaomy Bumipi (26 Benens) cranosuts |G 0E T2

rpH Ha 1 pik BiamoBigHo. Ha ogue BBenenHs JI3 ramritorepasa anbda
HeoOx17HO 21 (iakoH Ha OJTHOTO TOPOCIIOTO TallieHTa Ta 9 GIakoHIB HA OJIHY JUTHHY,
o0 y BapTiCHOMy BuMIpi (26 BBelIE€Hb) CTaHOBUTH TPH Ta

I'PH B 4aCOBOMY TOpU30HTI Ha | pik BignoBigHo. Ha ogHe BBeneHHS
JI3 imirmroriepa3a HeoOXi1HO 11 ¢urakoHIB Ha OJTHOTO JOPOCIIOTO MarfieHTa Ta 5 yrakoH1B
Ha OJHY AWTHUHY, 1110 Y BapTiCHOMY BuUMipi (26 BBeJ€Hb) CTAHOBUTD
rpu T2 || = 2 wacosomy ropmsonti ma 1 pix Bigmosimmo. Omxe,
pOBeIeHN aHaii3 BUTpaT Ha 3actocyBaHHs O3 T myg nikyBanus xsopoou ['ome | Tummy
Ha OJIHOTO TAI[IEHTA CBIIYWTH MPO TE, 1[0 HAWMEHI BUTPATHOIO OIIIIEI0 JIKYBaHHS €
repartis |||, z2iizopoxuomn —
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OpienToBHI BUTpatH Ha 3akymiBiwo JI3 Bemarmionepasza anbda s KOTOPTH
namieHTiB (| BIANOBIAHO OO0 Jgomatka go Jjucrta MOS3
Vkpainun No25/16688/2-25 Bin 22.05.2025) nns nikyBaHHa XBopoOu [ome | tumy
cranoBisTs ||| rpx. wo sinnosizso 1o pexomennoBamoi mxanu ouinku
BIUIMBY Ha OOJKET 100 BUTPAT Ha 3asBJICHUH JIIKApChKUH 3aci0 B YKpaiHi Ha MiJICTaBl
JTAHUX Jep’KaBHUX BUTPAT Ha JIIKapchki 3acobu y 2021 porr, €

Akicmb 00Ka308UX OAHUX:

3a pe3ynbTaTamMu OIIHKK METOO0JIOTIUHO1 siKocTi myoOumikartii Shemesh et al., 2015
3a anantoBaHuM juctoM omiHkd SIGN 50 (Methodology Checklist 1: Systematic
Reviews and Meta-analyses) BcTaHOBIIEHO ii BHCOKY METOMOJIOTIYHY SIKICTh, PHU3HK
CHUCTEMATUYHOI IOMUJIKUA B OTPUMAHUX pe3yibTaTaX He3HAYHHM.

Opeanizayiuni Kkpumepii:

XBopoOa [Nome Bxoauth 10 “Ilepeniky pinkicHUX (Op(paHHUX) 3aXBOPIOBaHb, 110
IIPU3BOJISITH 10 CKOPOUCHHS TPUBAJIOCTI JKUTTSA XBOPUX a00 1X 1HBaIAM3allii Ta JJIs IKHX
ICHYIOTh BH3HaHI METOJM JIKyBaHHA , 3aTBep/keHoro HakazoM MO3 VYkpainu Bif
27.10.2014 No778.

3a0e3nedeHHs] JIOCTYIy TMAIEHTIB, SKI CTPaXXJAaloTh Ha piakicHl (opdaHHi)
3aXBOPIOBAHHS, /10 JIKAPChKUX 3aC001B, MEIMYHUX BUPOOIB Ta MPOAYKTIB CIEI1ATILHOTO
JIKYBaJbHOTO XapuyBaHHS € OJHI€I0 13 CKIanoBux «llmaHy 3axoliB 1moa0 peamizaiii
Konmeniii po3BUTKY CHUCTEMH HaJaHHS MEIWYHOI JOMOMOTW TAallleHTaM, sIKi
CTpaXJaloTh Ha piakicHi (opdanHi) 3axBoproBanHs, Ha 2021-2026 poxu». MeToro 1miel
KoHuenuii € 3MeHIIEHHS CMEpPTHOCTI BiA piaKicHUX (Op(daHHHUX) 3aXBOPIOBaHb,
MIJBUILEHHSA $KOCTI JKUTTA TMAaLI€HTIB, K1 CTPaXIalOTh Ha pIAKICHI (opdaHH1)
3aXBOPIOBAHHS, HUISIXOM 3a0€3ME€YEHHs CIPAaBEATUBOIO Ta PIBHOTO JIOCTYIY 10 SKICHO1
MEJIMYHOI JOTIOMOTH TaKUM MAaIliEHTaM, 30KpeMa JI0 AKICHUX, e(PEKTUBHUX Ta OE3MEUHUX
TKapChKUX 3aC001B JUIsl JTIKyBaHHA PIAKICHUX (OphaHHUX) 3aXBOPIOBAHb, 10 METUYHHUX
BUpPOOIB Ta TPOAYKTIB CHEIIaJbHOTO JIKYBAJIBHOTO XapyyBaHHS, a TaKOX
MICUXOJIOTIYHOTO cynmpoBoay. Merta 1 mim 1tiei Konnenii Bianmosigarots Linsm cramoro
po3Butky Ha 2016 — 2030 pokwu, 3aTBepkeHuM [lopsiakoM JTEeHHUM B Tally31 pO3BUTKY
Ha Camiti OOH, mo BinOyBcs y BepecHi 2015 poky B pamkax 70-1 cecii ['eHepanbHoi
Acam6rei OOH.

Enioemionociuni noxasHuxu wooo 0Kpemoz2o 3aX80pPIOGAHHI. NOUUPEHOCHI,
3axX80pPI0BAHOCMI MA CMEPMHOCMI 8 YKpaiHi:

XBopobOa ['omie — 1e piAKicHa cHajkoBa JII30COMHA XBOpP0Oa HAKOMUYEHHS, IO
OXOIUTIOE TpU OCHOBHI opmu (Tunu 1, 2 1 3). BUnuistoTs Takox ¢petanbHy/HEOHATAIbHY
a00 TmepuHaTaJbHO-JIeTaIbHy (OPMYy Ta CEpLEBO-CYIUHHY (Gopmy (ab0 aHTIIHCHKOIO
Gaucher-like disease). Knacudikaris 3a THIIaMHd 3aCHOBaHAa Ha CTYNEHI TSHKKOCTI
YpOKEHHSI HEPBOBOI CHCTEMH, BIIll JeOIOTY XBOpOOW 1 TEMIIax MPOTrpecyBaHHS
3aXBOpIOBaHHS. XBopoOa BHHHKae uepe3 mytarii B reni GBA (1021), skuit komye
Ti30cOMHUM (PepMeHT, TITIoKoIIepeOpo3n a3y ado B Tyxke piAKICHUX Bumaakax ren PSAP,
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SKUA Koaye #oro Oinok-aktuBatop (camo3uH C). Hedimut rmrokorepedpo3uaaszu
OPU3BOJWTE JIO HAKONMWYEHHS BIJKIAJCHL IJIIOKo3WilepaMiny (abo  Oera-
IIIOKoIepeOpo3uia3u) y KIITHHAX PETUKYJIOSHJOTETiadbHOI CHCTEMH TICYIHKH,
CeJIe31HKM Ta KICTKOBOTro Mo3Ky (kiituHu ['omre). [lepenaya 3axBoproBaHHS ayTOCOMHO-
pelecrBHa.

BignoBimHo 0 maHux, HagaHuX y jgojgatky npo jucra MO3 Big 22.05.2025
Ne25/16688/2-25 ctanoM Ha JAaTy MIATOTOBKM BHUCHOBKY, KUIBKICTh MAlll€HTIB 3
xBopoOor ['ome tumy I, sxi moTpeOyrOTh 3aCTOCYBaHHS BeJarionepasu ambda B
Vipaini crnanac [ NN ()

CouyianvHi, emuyni, opeanizayitini ma iHul acneKmu.

XBopoba ['omie BXomuTh 10 MeEpeniKy piakicHUX (opdaHHUX) 3aXBOPIOBAHb,
3aTBepakeHoro HakazoM MO3 Vkpainu Bin 27.10.2014 No 778, 3apeecTpoBaHOro B
MinictepcTsi roctuilii Ykpainu 13 nuctomana 2014 p. 3a Ne 1439/26216, BiAMoBiIHO 10
nosioxkeHb Konreniii Ykpaina B3siia Ha cede 3000B’s13aHHS 3a0€3MEUNTH MallieHTaM, sKi
CTpaXJaloTh Ha piAKicHI (opdaHHI) 3aXBOproBaHHS, Oe3nepepBHUI Ta Oe30IIaTHUMN
JOCTYI JI0O HEOOX1THUX JIKapChKUX 3aco0iB. BeneHHs marieHTiB 13 XxBopoborw ['omre 1
TUITY TIepen0avac JJiKyBaHHS (EPMEHTHOIO 3aMiCHOIO TEPAITIEIO TPU YMOBI B1IMOBITHOCTI
KPUTEPISIM TOYATKy Teparii Ta KPUTEPisiM OLIHKU €(hEeKTUBHOCTI (PEPMEHTHOI 3aMICHOT
Tepamnii. 3a pe3yJibTaraMu IpoBesieHo1 JepkaBHOT OMT 3a CKOPOYEHOIO0 MPONEAYPOIO
BCTAaHOBJICHO, 1110 BeJjarimolepasa anbda, IMITIONEpa3a, Tajirionepasa anbdpa
MOPIBHSAHO €(eKTUBHI Ta O€3MEeUH] NpH JIKYBaHHI NaIlEHTIB 13 XBopoOoto ['ome 1 tumy.
Benarmronepa3sa ansa BritoueHa y Ilepenik ikapcbkux 3aco01B, MEAUYHUX BUPOOIB Ta
JOTIOMIXHUX 3ac001B /10 HMX, IO 3aKYNOBYIOTHCS HAa BUKOHAHHS BIAMOBIJTHUX YTOJ
(moroBopiB), YKIAJIEHUX 0COO00, YIOBHOBAXEHOIO Ha 3A1MCHEHHS 3aKyMiBelb Yy cdepi
OXOpPOHU 370POB’S JIsl BUKOHAHHS MPOrpam Ta 3A1MCHEHHS LIEHTPaJi30BaHUX 3aXO/IB 3
OXOpPOHU 3/I0POB’sl, 110 3aTBepKeHUM rmoctaHoBoro Kabinery MiHicTpiB Ykpainu Big 7
oepe3ns 2022 p. Ne 216 3a moka3aHHSIM: MEIUKAMEHTH JJIS JAITEH, K1 CTPaKIar0Th Ha
xBopoOy ['omie tumy 1. Imirmroniepaza abo Tamirironepasa anbda, abo Benmarirorepasa
anb(da BKIIOUCHA 3a IMTOKa3aHHAM: I JOpOCcaux 3 XxBopooOoro ["omie tumy 1 (100 % obcsr
3aKyMiBJIl 32 JJAHOIO HOMEHKJIATYPHOIO TMO3MINEI0 Mae OyTH 3aKyIUICHUH 3a OJHHUM 3
TPHOX JIIKAPCHKUX 3aC001B, MOJI1TT 3aMOBJICHOT KIJIKOCTI Cepe]l KUTbKOX albTePHATUBHUX
3aMOBJICHHUX JIIKAPCHKUX 3aCO0IB HE JIOMYCKAETHCS).

3Bakal0uM Ha BUILEBUKIIAJACHE, IPU YMOBI, 1[0 MAIIEHT BIANOBIIATUME KPUTEPISIM
Uit pepMEHTHOT 3aMICHOI Teparii, Ipy NPUUHATTI PIIIEHHS II0]10 BUOOPY KOHKPETHOTO
JIKapChKOro 3aco0y I TModYaTKy Tepamii HEeoOXiJHO BpaxoBYBaTH EKOHOMIUHHMUN
KPUTEPii 1010 MOKAa3HUKIB BHTPAT HA CXEMY 3aCTOCYBAaHHS Ta PE3YJIbTaTH aHaTi3y
BIUIUBY Ha TOKAa3HWKHU OIOJDKETY JUIs BIAMOBIAHOT TMOMYJISIIIT MaIli€eHTIB, OOUparouu
HallMEHIIl BUTPATHY TEpailo.

3a pesynpTaTamMu 3acilaHHs EKCIEpTHOTO KOMITETY 3 OIlIHKM MEIMYHUX
TeXHoJIoT1i Jlep>kaBHOTO TiAIpreMcTBa “Jlep:kaBHUi ekcriepTHUH 1eHTp MiHicTepcTBa
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OXOpPOHHM 310poB’ss Ykpainu”, mo BiaOynock 19.06.2025, Oymo HamaHO HACTYIIHI
peKoMeHaIlli.

BpaxoByroun pekoMeHnaiii BHIl€3a3HAYCHl pe3yJabTaTH OIIHKK KJIIHIYHOI
e(EeKTUBHOCTI, O€3MeYHOCTI, sKI 0a3yrOThCS Ha JOKAa30BUX JAaHUX BHUCOKOI SIKOCTI, a
TaKOoX, OEpy4H 70 yBaru MOIYJISIII0 Mali€eHTiB 3 XBopooOorw ['ome | tumy B YkpaiHi,
PEKOMEHI0OBaHO BKJIIOUMUTH Jikapchkuit 3acid BIIPIB (Benarmronepasza ansda) ms
TPHUBAJIOT €H3UMHOI 3aMiCHOI Teparii maiieHTiB 3 xBopoboto ['omre | Tumy mo mepemniky
JIKapChKUX 3ac00iB, MEAMYHUX BUPOOIB Ta JONOMDKHUX 3ac00iB 1O HHX, MO
3aKyMOBYIOThCS 32 KOINTH JACPKABHOTO OIOJDKETY 11 BUKOHAHHS MpOTpaM Ta
3MIACHEHHS HEHTPaTi30BaHUX 3aXO0JiB 3 OXOPOHH 370poB’s Ta (abo) perioHaIbHUX
[IJTLOBUX MPOTPaM 3 OXOPOHH 370POB’Sl HA YMOBaX YKJIaJCHHs JIOTOBOPIB KEPOBAHOTO

JOCTYIy.

5. In¢gopmanis 010 CTPOKY il BUCHOBKY YIIOBHOBAKEHOI'0 OPraHy:

Bianosinno no n. 21 Ilopsaky BHUCHOBOK YHOBHOBa)XEHOTO OpraHy CTOCOBHO
BIIMOBIJTHOT MEIMYHOI TEXHOJIOT11 BBAXKAETHCS YUHHUM J0 MOMEHTY MPOBEJICHHS] HOBOI
JIep>KaBHOI OI[IHKU MEIUYHO1 TEXHOJIOTTI.
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