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BucHoBok
YIIOBHOBAK€HOT'0 OPraHy 3 AePKABHOI OLIHKY MeIUYHUX TEXHOJIOTIi:
arajcuaasa ajib@pa

epoicasna oyinka meOuyHUX mexHoi02iil nposedeHa YNOBHOBANCEHUM OP2AHOM 3
0epIHCcasHOi OYIHKU MeOUUHUX MEXHON02IU 8I0N08IOHO 00 8umoe IlopsoKy nposedenHs.
0epaIHCcaABHOl OYIHKU MEOUUHUX MEXHON02IU, 3ameepodceHo20 nocmanosoio Kabinemy
Minicmpie Vkpainu 6i0 23.12.2020 Nel300 ma ckradaemubcs 3 pe3yivmamis anaizy
NOPIBHAILHOI eghekmusHocmi (pe3y1bmamusHocmi), besnexu, eqhekmusHocmi UmMpam
ma pe3yibmamie ananizy enausy Ha 0wodcem JKAPCbKO2o 3aco0y HA OCHOBI OAHUX
3a516HUKA. BUCHOBOK YNOBHOBANICEHO20 OpeaHy 3 0epIHCABHOI OYIHKU MEOUUHUX
mexHon02il Mae pekomenoayiunuil xapaxmep. Haoani oani y ucnosky € akmyanivHti
CMAaHOM Ha 0amy 11020 Ni020MoBKU.

1. Indopmanmis npo aaTy npoBeleHHsI [A€P:KABHOI OWIHKM MeJIUYHUX
TEXHOJIOTi 3asIBJIEHOT0 JiKapchbKoro 3acody: 12.12.2025.

2. Indgopmanis npo 3asiBJIeHNH JiKapcbKUH 3aci0:

1) naiiMmeHyBaHHsi (mpi3Buile, iM’d, M0 0aTbKOBI) 3asiBHMKAa Ta Ha3Ba
BHPOOHHUKA JIIKAPCHKOI0 3ac00y:

Cranom Ha 12.12.2025 B JlepkaBHOMY peecTpi JiKapChKuX 3aco0iBl:

PEIUUTAT'AJI — xoHueHTpar s po3uuHy s iHy31d, 1 mr/mi; mo 3,5 i
KOHLIEHTpaTy y uakoHi, no 1 ¢akoHy B KapTOHHIHA KOpOOL;

PIT UA/15890/01/01 tepmin aii HeoOMexenuii 3 23.05.2023.

Bupoonuk — Illaitep dapmacerotikan3 Ipnangis Jlimiten (BinmoBimaabHUN 3a
Bumyck cepii) / Takema @apmaceiorikan3 I[arepHeman Al Ipnmangis bpenu
(BimmoBigaIbHMI 3a BUTTYCK cepii), [pmanmis / [pnanmis

Berrep ®apma-deprirtonr ['m6X Enng Ko. KI' (BUpoOHHIITBO MiKapChKOTO
3aco0y, KOHTPOJIb SKOCTI cepii, BidyanbHa iHCIeKIIis), Himeuunna

Kenmxin banio®apma, JITJ[ (mn6a Emepmxent baioConyminz (CibiAi)

! http://www.drlz.com.ua/ibp/ddsite.nsf/all/shiz1?opendocument&stype=515E9DCFFOACE7AFC2258D1C002FCEOD
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(BUpPOOHUIITBO JIIKApChbKOTO 3aco0y, KOoHTpoib sikocTi [JI3) / Illaitep Xbromen
Jxenetik Tepamnic (koHTposb skocTi ['J13), CILIA

Yapnp3 PiBep JlaGopartopiz Aunenn JItn (koHTtpons skocTi cepii) / KoaHc
JlaGoparopiz Jlimiten (koHTpob sikocTi cepii) / Bertep ®apma-dDeprirtonr 'MOX Exp
Ko. KI'" (konTpOb sikocTi cepii), [paanais/Crnonyuene KoponiscrBo/Himeuunna

Eminent Cepgice3 Kopropeiimn (MapkyBaHHS Ta MaKyBaHHS, JUCTPHUOYIs
roToBoro Jikapchkoro 3aco0y) / AiEituEn Canmnait Ueitn (MapKyBaHHS Ta MaKyBaHHS,
TUCTPHUOYITiSE TOTOBOTO Jikapchkoro 3aco0y), CIIA/Hinepnanam.

3asaBHuk — Takena ®apmacerotikans [atepaeman Al [pnanais bpeny, [pmanmis.

2) TOproBe/ibHA HA3Ba JIKapChbKOI0 3aC00Y:

PEILJIAT AJI

3) MIXKHAPOJHA HENMATEeHTOBAHA HA3BAa 200 CHHOHIMiYHE HAMTMEHYBAHHS
agalsidase alfa

4) ckyax JiKapcbKoOro 3aco0y (nirodi Ta 10MOMisKHI pe4OBUHM):

diroua pevosuna: araicuaasa aibda;

1 M1 KOHUEHTpaTy sl po3uuHy M1 iHQY31id MICTUTh | Mr araincunasu anbda; 1
(dbnakoH 31 3,5 MJI KOHIIEHTpaTy MICTUTh 3,5 MT arajcujasu ajibda;

oonomidcHi pewosunu: HaTpito hocdat oTHO3aMIIICHUI, MOHOT1ApAT; Tojiicopoar
20; HaTPitO XJOPHUI; HATPIIO TIAPOKCHUI; BOAA IS 1H €KITIH.

5) popma BUnIyCKY:

KOHLIGHTpAT AJIs1 PO3UMHY AJi 1HPY31i.

6) cnocid 3acTocyBaHHS JIKaAPpCHKOI0 3aC00Y:

Pernaran 3actocoBytorh B 7031 0,2 MI/KI Macu Tija 4epe3 THXKICHb ILITXOM
BHYTpPIIIHbOBEHHOI  1H(DY31i  TpuBamictio 40 XBWIMH 3  BUKOPUCTAHHSIM
BHYTPIIIHBOBEHHOI CUCTEMU 3 TOBHUM (PuibTpoM. He BBonuTH 1H(Y3110 Permarany B
OJIHI BHYTPIIIHBOBEHHIH CUCTEM1 OJIHOYACHO 3 IHIIMMH MpenapaTamH.

JlikyBanHs PeruiaraioM MOBMHHO MPOBOAWTHUCH MiJ HAIJISIAOM JIIKaps, IO Mae
JIOCB1J] MOBOKEHHS 13 MallleHTaMH 13 XBopoOoro Pabpi ado 3 IHIIMMU BPOKEHUMU
METa0O0JIYHUMU 3aXBOPIOBAHHIMMU.

JUisi mauieHTiB, AKi J00pe MepeHOoCSTh 1H(Y31HHI BBEIECHHSA, € MOXKJIMBUM
nepeBe/iceHHsT Ha 1H(Y31i B TOMaIHIX yMOBaX Ta BBEJCHHS IMpernapary Mari€eHTOM Y
MPUCYTHOCTI BIAMOBIIaIbHOT JOPOCIIOi 0cobu abo ocolu, sKa JOTIsSAaE 3a MAIIEHTOM
(camocrTiifHe BBe/leHHs). PimmieHHst mpo mepeBeieHHs narieHTa Ha iH(y3ii B JOMaIIHIX
yMOBax Ta/ab0 caMOCTiiiHE BBEJEHHS TMOTPIOHO NpPUWMATH TMICHS OIIHKKA Ta
pEeKOMEH Al JTiKaps.

[lepen mepexomomM Ha camMOCTiiiHE BBEIEHHS JiKap Ta/ab0 MeIu4yHa CecTpa
MOBHHHI MMPOBECTH BIANOBIIHUN THCTPYKTaX Malli€HTa Ta/abo ocoOu, sfKa 3a HUM
normsinae. Jloza Ta mBHAKICTH 1H(QY31HHOTO BBEACHHS NOBUHHI 3aJIMIIATHUCA
MOCTIMHUMH B JIOMallHIX YMOBax 1 HE 3MIHIOBaTHCS 0€3 HarIsay MEIUYHOTO
npariBarka. CaMOCTiiiHEe BBEJCHHS Npemapary Ma€ 3A1ACHIOBATUCS IMiJl MUJILHUM
KOHTPOJIEM JTIKapsl.

[amienTam, y sskux mig yac iHQy31i/caMOCTIHOTO BBEICHHS B JOMAIIHIX YMOBaX
BUHUKJIM HeOaXaH1 SBUIIA, HEOOX1JHO HErailHO MPUMMHUTHU 1H(Y31iMHE BBEJCHHS Ta
3BEPHYTHUCS 10 MEAMYHOro mpariBHuka. HactymHi 1HQY31i, MOXIHUBO, JOBEAETHCS
MPOBOJIUTH B yMOBaX MEJIMYHOTO 3aKJIaTy.
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Tlayienmu nimuvoeo 6ixy (= 65 pokis)

JlociKeHHs 3a y4acTIO MaIl€HTIB BIKOM MOHAJ 65 pOKiB HE MPOBOIWINCH, 1 HA
CBOTOMHI ISl TAaKWX TAIlIEHTIB PEKUM JIO3YBaHHS HE MOXKe OyTH PEKOMEHIOBaHUH,
OCKLUIbKH Oe3reka Ta e()eKTUBHICTh JOCI HE BCTAHOBIICHI.

THopywenns gynxyii neuinku

JlocmpKeHHST 3a y4YacTIO TAIll€HTIB 13 TIEYIHKOBUMM TOPYIICHHSIMH HE
MPOBOJIUIIUCK.

Topywenns gynxyii Hupox

JIJis mari€eHTiB 13 HUPKOBUMU MOPYIICHHSIMU HEMAaE HEOOX1THOCTI Y KOPUTYBaHHI
no3u. Tspkki mopymenHs ¢yHkiii Hupok (eGFR < 60 Mi/xB) MOXyTh 00MeXyBaTu
HUPKOBY peaxilito Ha pepMenTo3amicHy Tepamito. [l{omo mamieHTiB Ha gianizi abo micis
TpPaHCIUIAHTALIIT HUPKH JOCTYIHA JIUIe 0OMEeKeHa 1H(PpOopMallis, KOpUTYBaHHS J03H HE
PEKOMEHTY€ETHCS.

Jlimu.

[Ipenapar 3acTOCOBYIOTH Yy TeiaTpUuHIM mpakTuill. be3neka Ta eheKTUBHICTH
3acTocyBaHHs npenapary Periaran gitsam BikoMm 0-—6 pokiB HE BCTaHOBJICHI.

7) inopMmanisi Npo HASIBHICTH AEPKABHOI peecTpauil JiKapcbKoro 3acody B
Ykpaiui:

PEIUJIAT'AJI — xoHueHTpar st po3uuny s iHy3i, 1 mr/mur; mo 3,5 miu
KOHIIEHTpaTy y (uiakoHi, o 1 ¢uakoHy B kapTtoHHiN kopooOii; PIT UA/15890/01/01
TEPMIH JIii peecTpaliifHOro mocBiTueHHsS HeoOMexxeHu# 3 23.05.2023.

8) dapmakosioriuna i JikapcbKoro 3aco0y Ta KOA 3a AaHATOMO
TepaneBTHYHO-XIMIYHOI0 KiIacupikaLicro:

Araincuaasza anbda Karaizye rigposis rimodoTpiaosmikepaminy (Gb3, abo GL-3),
BIIKOJTFOIOYM TEPMIHAIBHUN 3aJIMIIOK TajdakTo3W 13 Mojekynu. I[lokazaHo, 110
JikyBaHHS (epMeHTOM 3MeHIIye Kymyidiito Gb3 y Oaratbox THIax KIITHH,
BKJIFOYAIOYH €HAO0TEIaIbH1 Ta MapeHXIMaIbHI KIITHHU. Arancunasy aib(a oTpuMyIoTh
Ha KJITUHHIN JIHIT JIFOAUHYA TS 3a0e31eUSHHS JIF0ICHKOT0 MPOoM1IIO TIIIKO3UIIFOBAHHS,
0 MOE BIUTMBATH Ha 3aXOIUICHHS perenTopaMyd MaH030-6-gocdaTy Ha MOBEpXHI
TapreTHUX KIIITHH.

dapmakoTeparnieBTiuHa rpymna: llpemapatu ans  JTiKyBaHHS — 3aXBOPIOBaHb
TPaBHOTO TPAKTY 1 nopyuieHb oOMiHy pedoBuH. @epmentu. Kong ATX A16A B03.

9) noka3aHHA 10 MEIUIHOT0 3aCTOCYBaHHsI, 32 IKMM IMOaBaJjiacs 3asiBa:

TpuBana eH3MMHa 3aMiCHa Teparlis MaIll€HTIB 13 MIATBEP/PKEHUM J11arHO30M
xBopoou Dadpi (mediuT a-raJaKTo3uaasn).

10) moka3aHHsI 10 MeJIUYHOTO 3aCTOCYBAHHS BiIMOBIAHO 10 IHCTPYKIii 1JIA
MEIMYHOI0 3aCTOCYBaHHA, 3aTrBepa:keHoi MO3, 3a HasfBHOCTI Jep:KaBHOL
peecTpauii JikKapcbKOro 3aco0y B YKpaiHi:

TpuBana eH3MMHa 3aMiCHa Teparis MAaIll€HTIB 13 MIATBEPKEHUM J1arHO30M
xBopoou Dadpi (mediuT a-raJaKTo3uaasn).

11) indopmania npo HAABHICTL NMOKA3aHb [0 MEAUYHOI0 3aCTOCYBAHHA
JiKapCchbKOTo 3aco0y /1Js1 BUKOPUCTAHHS il 4ac HAJaHHS MeIHYHOI J0MOMOTH
NP CTaHAX, 10 3a3Ha4YeHi y MPiOPUTETHUX HANMPSAMKAX PO3BUTKY cepu 0XOpPOHHU
310POB’Si:

XBopoba Padpi BxmoueHa 1o [lepeniky piakicHuX (opdaHHUX) 3aXBOPIOBAHb, 1110
MPU3BOATE 10 CKOPOUCHHSI TPUBAJIOCTI KUTTS XBOpUX a00 iX 1HBamiAM3aIiil Ta IJIs
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SKUX ICHYIOTh BU3HAH1 METO/IM JIIKYBaHHs, 3aTBepKeH0ro HakazoM MO3 Ykpainu Bij
27.10.2014 Ne 7782, 3apeectpoBanoro B MinictepcTsi roctunii Ykpainm 13.11.2014 3a
Ne 1439/26216.

XBopoba dabpi Ta 1HII PIAKICHI 3aXBOPIOBaHHS HE BKJIIOUEHI A0 [IpiopuTeTHHX
HaIpsAMIB PO3BUTKY cepu oxopoHu 370poB’s Ha 2023-2025 poku, 3aTBEpIKEHUX
Haka3zomM MO3 Vkpainu Bix 07.10.2022 Ne 18323 «IIpo 3aTBEpIKEHHS MPIOPUTETHUX
HaIpsMiB PO3BUTKY chepr 0XOpoHH 310poB’ st Ha 2023-2025 pokuy.

Taxooic ynosHo8axdiceHUll 0p2an 3 0epHCABHOI OYIHKU MeOUUHUX MeXHON02IU (0ani
— YNOBHOBAMCEHUU Op2aM) 3A3HAYAE, WO 3a0e3neyeHHs O0O0CmYny NAyicHmie, AKi
cmpadxcoaroms  Ha pioKicHi (opganmi) 3axeoproGanHs, 00 JNIKAPCOKUX 3aco0is,
MeOUUHUX 8UpPOoOI6 ma NPOOYKMie cneyialbHo20 1iKY8aIbHO20 XaAPUY8AHHS € OOHIEIO i3
cknaoosux «llnany 3axodie wooo peanizayii Konyenyii po3eumxy cucmemu HAOAHHS
MeOuuHoi Oonomocu nayicHmam, AKi cmpaxcoaromv Ha  pioKicHi  (opgharHi)
saxeoprosants, Ha 2021-2026 poxuy». Memorw yici Kownyenyii € 3meHuieHHA
cmepmuocmi 810 pIOKICHUX (OpghaHHUuX) 3aX60p108aAHb, NIOBUWYEHHS SIKOCMI HCUMNISL
nayienmis, sAKi cmpaxcoaoms Ha PIOKICHI (OpauHi) 3aX60PIOGAHHS, ULIAXOM
3abe3neuenHs cnpageoiuso20 ma pigHo2o 00CMyny 00 SAKICHOI MeduuHoi donomo2u
MaKum NAayicHmam, 30Kpema 00 SKICHUX, eheKmusHux ma Oe3neunux NIKapCbKux
3aco006i6 015 1iKYy8aHHs PIOKICHUX (OpghaHHUX) 3aX80PO8AHL, 00 MEeOUYHUX 8UPODI6 ma
NPOOYKMI6 CHeyianrbHo20 JIKYBAIbHO20 XApP4Yy8aHHs, d MAKOMC NCUXOTI02TUHO20
cynpoeody. Mema i yini yiei Konyenyii gionosioarome Llinam cmanoco po3eumky Ha
2016 — 2030 poku, 3ameepocenum Ilopsaoxom Oennum 6 eanysi pozeumxy na Camimi
OOH, wo siobyscs y eepecui 2015 poxy 6 pamkax 70-i cecii I enepanvnoi Acamonei
OOH*.

3. BHCHOBOK YNOBHOBA:KE€HOI'0 OPraHy IIOAO Pe3yJbTATiB NOPIBHAJIbHOL
epekTUBHOCTI (Pe3yJbTATHBHOCTI), 0Oe3MeKH, e(peKTUBHOCTI BHUTpPAT Ha
JiKapChbKMii 3aCi0 Ta aHAJII3Y BIUIMBY HA MOKA3HUKHU OKOIKETY:

1) n1aHi 010 MPIOPUTETHOCTI 3aXBOPIOBAHHS (CTaHY):

XBopo6a Pabpi € HAUMIOMIMPEHINIUM 13 PO3JIaJiB HAKOMUYEHHS B Ji30COMax,
BUHUKA€E BHACJIIOK HEIOCTaTHHOI aKTUBHOCTI (pepMeHTy anbda-ranakro3uaasu A (o-
Gal A), mo mnpuU3BOAUTHL JO TMPOTrPECYHOUOro Ji30COMAIBLHOIO  BIAKIIAIEHHS
ri000Tpiao3uiepaMiy Ta HOro MoXiJHUX y KIITHHAX [0 BChOMY TUTYy, BKIIIOUAIOUU
IIKipY, 04i, HUPKH, CEPLE, MO30K i mepru)epruHy HEPBOBY CHCTEMY".

3a maHuMu 0a3u JaHUX PIAKICHUX 3aXBOPIOBAHb aMEPUKAHCHKOI HEKOMEPIIHHOI
opranizauii “HamionanpHa opranizamiss 3 piakicHuX 3axBoproBaHb” (National
Organization for Rare Disorders, NORD)® xsopo6a ®abpi € piakicHUM NaH-€THIYHHM
3aXBOPIOBAHHSM, TOOTO 3yCTPIYAETHCS Y BCIX PACOBUX 1 €THIYHUX IPyIax, Bpaxarouu
YOJIOBIKIB 1 JKIHOK. PO3pI3HSIOTH 1Ba OCHOBHHMX (DEHOTHUIIM 3aXBOPIOBAaHHA: TWI | —
KJIIACHYHMH, 1 Tl 2 — 3 “mi3HiM modatkom™. O0uaBa (peHOTHIH IPU3BOAATH IO
HUPKOBOT HEJOCTATHOCTI Ta/abo ceprieBUX 3aXBOPIOBAHB 1 PAHHBOI CMEPTI.

2 https://zakon.rada.gov.ua/laws/show/z1439-14#Text

3 https://zakon.rada.gov.ua/rada/show/v1832282-22#Text

4 https://zakon.rada.gov.ua/laws/show/377-2021-%D1%80# Text
5 https://www.nchi.nim.nih.gov/books/NBK435996/

8 https://rarediseases.org/rare-diseases/fabry-disease/
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Takox 3rigHO 3 1H(MOopMaliero 6a3u nanux NORD 3a 2019 pik, nommpeHicTh
xBopoOu ®abpi cranoBuTh 1:40 000 — 1:117 000 cepex gonosikiB Ta 1 : 20 000 cepen
KIHOK, OJHAK IIf TONIMPEHICTh HEIOOIMIHIOETECA. 30KpemMa H_II/IpOKOMaCH_ITa6Hi
nporpamu CKpI/IHlHFy HOBOHAPOPKCHUX BUSBWIM 3HAYHO BHIII MOKAa3HUKU, IO
CBITYUTH TIPO HEIOOIIHKY XBOpO6I/I 30KkpeMa, B Icanii mommpeHicTs XxBopoou Pabdpi
KiacuuHoro (genoruny 6yna ouninena sk 1:7575 nosonapomxkennx (0,013 %)7; B Itanii
— 1 na ~3100 HOBOHapoKeHux; y TaliBaH1 — nmpudau3Ho 1 Ha 5000 HOBOHAPOHKEHHUX
XJIOIMUKKiB. XBopoOa Pabpi 3 “mi3HIM moYaTkoM™ (sSKa MEePEBaXKHO BPaKa€e CEPIICBO-
CYJIMHHY, 1IepeOpOBacKyIsIpHY a00 HUPKOBY CHUCTEMY) TAKOX € OLIBII MONIMPEHOIO,
HDK BBaXkanu paxime, a came, y [liBHiunii ITamii BusiBIeHa 3aXBOPIOBAHICTH Y
criBBigHomeHH! 1:7879, yci XBopi ManM Mmi3HIM a00 HekJIacu(pikoBaHUN BapiaHT
xBopobu Dabdpi®; y mrarax BaHII/IHFTOH ta lmminoiic, CIIA, Oyna moaiOHOIO — BijJ
1:6000 o 1:9000 wonogikis,® Toxi K 3aXBOPIOBaHICTh y mTaTi MicCypi cTaHOBHIIA Bif
1:2913 o 1:3277 oci6;'° 3axBoproBanicTs B Yropimsi, Asctpii Ta Icnanii cranoBuna
Bix 1:3000 mo 1:4000 oci6. Y SmnonHii yacToTa MaTOreHHWX BapiaHTIB TaJlaKCHUJIa3u
(GLA) cranoButs ~1:12000 (4on0Biku Ta xinkm)L.

CydyacHUM CcTaHJapTOM JIIKYBaHHS TAIll€HTIB 13 XxBopoOoio Dadpi e
BHYTpIIIHbOBEHHa (hepMeHTHa 3aMmicHa Teparid (mam — @3T) arancupazoro anbda
(Replagal, Takeda Pharmaceuticals International AG) abo arancumazoro Oera
(Fabrazyme, Sanofi Genzyme)'?. OcnoBruM npunmunom @O3T € BigHOBIEHHA
aKTUBHOCTI (PEPMEHTY 1O pIBHS, JOCTATHBOIO JUIsl PO3ILEIJIEHHS HAKOIMHMYEHOTO
cyOctpary B TkanuHax opraniB. Takum unnoMm @3T 3anobirae, ctabinizye abo raibmye
MPOrpecyroyl BiIXWICHHs Y (PYHKI[IOHYBaHHI IUX OPTaHiB O HACTAHHS HE3BOPOTHUX
Haciakist®

3actocyBanHs @O3T wmae 00OB'SI3KOBO TMOEIHYBATUCA 3  ONTHUMAIBHOIO
NIATPUMYIOUOIO Tepamiero (Tepaniero cynpoBoay). Lle Bumarae MixauCIUILTIHAPHOTO
MIIX0My Yepe3 MONICUCTEMHUN Xapaktep xBopoou DalOpi Ta pi3HOMAHITHICTH il
CHUMIITOMIB, 3TiJIHO 3 MDKHApOJAHUMH Ta HAIllOHAJILHUMHM MPOTOKOJaMH. BiamoBimHO,
JIKYBaHHS YCKJIAAHEHb 3 OOKY HHUPOK, CEpIlsi, HEBPOJOrYHUX Ta IHIIUX MOPYIIEHb,
CIOPUYMHCHUX XPOHIYHMM YypPaKECHHSIM TKAHWH, TMOEIHYIOTH 13 CHMIITOMAaTHIHUM
JIKyBaHHSIM, TPODUIAKTUYHUMH 3aX0JaMH (HAmpUKIal, MpodilakTUKa 1HCYIbTY 3a
JIOTIOMOT'OI0 aHTUTPOMOOITUTAPHUX 3aC001B) Ta KOPEKIIEI CIOCO0Y KUTTS (30Kpema,
YHUKHCHHSIM EKCTPEMaJIbHUX TeMIeparyp, SKi MOXYTh IIPOBOKYBAaTH OOJIbOBI
Kkpusu),

BuzHaueHOIO HJIbOBOIO MOMYJISIIE Y T0ChE € AITH (B1J 7 POKIB), MIJJIITKA Ta
JIOPOCITI MAIIEHTH 000X CTaTeH 3 MATBEPKEHUM J11arH030M XBopoOu dDabdpi.

3asBHUK 3ayBa)Kye€, 10 KUTbKICTh MAII€HTIB 3 PIIKICHUMH 3aXBOPIOBAHHSIMH, SKa
odimiiiHO € B YKpaiHi, Ta iXHA KUIBKICTh, SIKa Majia O BiANOBIJATH CTATHUCTHII,
Bigpisugerscsa y 10-20 paszis®. ¥ my6nikauii [Tiukyp H.O. Ta in. «Jlizocomui xBopooOu
HaKoMW4YeHHs B YKpaiHi», 2017 p. 3a3HaueHO, 1110 4acTOTa BUIBICHHS XBopoou dadpi

7 https://pubmed.ncbi.nim.nih.gov/32606714/

8 https://pubmed.ncbi.nim.nih.gov/34199132/

9 https://pubmed.ncbi.nlm.nih.gov/28728811/

10 https://pubmed.nchi.nim.nih.gov/29813145/

1 https://pubmed.ncbi.nim.nih.gov/20301469/

12 https://pmc.nchi.nlm.nih.gov/articles/PMC10456687/

13 https://pubmed.nchi.nim.nih.gov/31939530/

4 https://www.dec.gov.ua/wp-content/uploads/2021/01/2018_10_25_kn_fabri.pdf
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Ta 1HIIKX JII30COMHUX XBOPOO HAKOMMYEHHS B Y KpaiHi MEHIIIA 32 TaKy B 1HIIMX KpaiHax
€Bponu, NMOBIpHO, Yepe3 3HAYHWUN KIIHIYHUNA MOMMOp(di3M 1 HAsSBHICTh BETUKOI
KUTBKOCTI XBOpPHUX J0pocioro BiKy. Y mepioa 3 1989 mo 2015 poku B Ykpaini Oymno
3adikcoBaHO 14 BUIAAKIB BCTAHOBJEHOIO JllarHO3y xBopoom dabpi cepen
HOBOHAPO/DKEHHUX, 4 4YacToTa BHSIBICHHsA xBopoOu craHoBuTh 0,07 Ha 100 THCSIY
’KUBOHAPOIKECHHX 0,

Y nocke 3a3HaueHoO, MO BIAMOBINHO 10 pexkomeHnauid Hacranosu ““/leprkaBHa
orinka meauyHuX TexHojorii” CT-H MO3YVY 42- 9.1:23, 3arBepakeHoi Hakazom MO3
VYkpainu Big 06.10.2023 Ne 1741 (mam — HacrtaHoBa) 11t perpeciiiHOroO aHaizy
KUTBKOCTI TMAalll€HTIB 3 MPOTHO30M HA HACTYNMHI 5 POKIB HEOOXITHMI HaOlp AaHUX
BIIPOJIOBXK IOHAWMEHIEe 5-7 TEpiojiB, IO MEPEAYIOTh TMEPioAy IMPOTHO3YBAHHI.
[Ipote, sk HaroJyiomlrye 3asBHUK, €MIEMIOJIOTIYHUX JaHUX PO XBopoOy PDabpi,
310paHuX B XOJIl aHaNi3y, BUSBUJIOCS HEIOCTaTHHO JUIsI MPOBEACHHS PErpeciitHOro
aHamizy. ToMy [ysi mONEpeNHbOi OLIHKKM NOTPEOM CHUCTEMHU OXOpPOHHU 3/I0pOB’S B
3asiBJICHOMY JIIKQpCbKOMY 3ac0o01 3asBHUKOM OyJM MpoaHali30BaHl JOCTYITHI
OITyOJIIKOBaH1 eMiJIeMIONOTIYHI IaHi 1010 XBopoou dadpi B YkpaiHi Ta CBIiTi, a TAKOXK
JlaHl, OTpUMaH1 3asBHUKOM BiJ HarioHanpHOT AUTSIYOi Creliali30BaHOI JIIKapHI
“OXMATIUT” (mami — HACJ “OXMATIAUT”).

3rigHo 3 oTpuManumu 3assBHUKOM nanumu Big HCII “OXMATAUT”, B Ykpaini
ctaHoM Ha 2024 pik aiarHocToBaHo 34 ocoOu 3 xBopoboro dabdpi. 3 HUX 7 TUMUYACOBO
BUIXaJIM 3a MeXI1 Kpainu, 1 marieHT nepedysae Ha okynoBaHiit Teputopii. 3T oTpumye
16 narienTiB, 3 HUX 10 maiieHTIB — arancuaaly 6eta 1 6 malieHTiB — arajicuaasy ajibda.
Cepen THX, XTO OTpUMYE Teparnito, jguiie 1 mamieHT BikoM 110 18 pokiB, BCl 1HII —
ctrapie 18 pokis. To6To 47,1% Bin ycix xBopux (n=16), KOMy J1iarHOCTOBaHa XBOpoOa
®abpi B Ykpaini, otpumytots O3T.

3rimHo 3 maHuMH BeO-pecypcy Medscape, opi€HTOBHA MOIIMPEHICTH XBOpOOU
®abpi cranosuth 1 Bunanok Ha 40 000 oci6!’. BpaxoByrouu 3araibHy YHCENLHICTH
HaceJeHHs YKpaiHu, gKa 3a OCTAaHHIMU JOCTYyITHUMH AaHuMH (ctanom Ha 01.01.2022)8
craHoBmwia 41 167 335 oci0, 3a migpaxyHKaMu 3asiBHUKA TEOPETHUYHA KUIBKICTh
namieHTiB 3 xBopobor dadpi mana 6 cranoButu npubauzno 1029 ocid. Ilpore, sk
3a3Havae€ 3asBHUK, HE3BAXKAIOUX HAa OTEHIIIIHY KIJIbKICTh XBOPHX, (DAKTUYHA KIIBKICTh
J1arHOCTOBAHUX BUIIAJIKIB B YKpaiHi, cranoM Ha 2024 pik, ckianae auiie 34 ocodwu.
TakuM YMHOM, YacTKa TMAlI€HTIB, Yy AKuX XBopoOy Dadpi Oyno ¢akTuIHO
JI1IarHOCTOBAaHO, CTAHOBUTH JuIIe 3,3% BiJ 3arajabHOT OIIHOYHOI KIJTBKOCTI.

3a manumu ounaiu-mwatGopmu Orphanet!® cepenniii MOKa3HMK MOMIMPEHOCTI
xBopoOu Pabpi npu HAPOJKEHHI CTaHOBUTH npubnu3Ho 1:15 000, mpore 3a3HayeHO
I0JI0 HEIOCTAaTHHOI 1arHOCTHKU, TOMY YacToTa MOke OyTH BHUIIOI0. BpaxoByrouu
IIOKAa3HMK HAPOKYBaHOCTI B Ykpaini y 2021 poui®’, axuii ctanosus 271 983 oci6 na
pIK, pO3paxyHKOBa IIOpIYHA KIJIBKICTh HOBUX BHMAJAKiB xBopoou Dadpi y
HOBOHAPOKCHUX Mayia O CTAaHOBUTH OpieHTOBHO 18 o0ci0. OnmHak, sk Oys10 3a3HAYEHO
BUIIE, PIBEHB JIIATHOCTHKHU B YKpaiHi € HU3bKUM (BChOTO 3,3%). 3 ypaxyBaHHSM I[bOTO
MOKa3HUKA, OYIKYBaHa IIOpIYHA KUIBKICTh HOBUX J1arHOCTOBAHUX BUIAAKIB XBOPOOU
®dabpi 3a po3paxyHKaMH 3asBHUKA CTAHOBUTH Jjuiie 0,6 marieHTa.

16 https://repository.pdmu.edu.ua/server/api/core/bitstreams/96f313f7-a6e2-4217-9a65-4c5a0a4ddb8c/content
17 https://femedicine.medscape.com/article/1952086-overview#a3

18 http://db.ukrcensus.gov.ua/PXWEB2007/ukr/publ_new1/2022/zb_%D0%Alhuselnist.pdf

19 https://www.orpha.net/en/disease/detail/324?name=fabry&mode=name

2 http://db.ukrcensus.gov.ua/PXWEB2007/ukr/publ_new1/2022/zb_nasel%20_2021.pdf
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BukopucroByroun po3paxoBaHUN IMIOPIYHUN MPUPICT TAIIEHTIB, SKUM
niarHoCTyeThCst XBopoba dabpi (0,6), a TaKOXK OCTaHHI aKTyaJIbHI JaH1 MO0 KUTBKOCTI
namiedTiB, orpumani Bix HJCII “OXMATIAUT”, 3asBHukoM OyB moOymoBaHUM
IIPOTHO3 YUCEIHLHOCTI MAIlIEHTIB HA HACTYITHI 5 pokiB (Tabmuns 1).

Tadauus 1. [Iporao3 KUIBKOCTI MaIi€HTIB 13 XBopoOoro Dadpi 3 2025 o 2029 pp.

HACJI Po3paxoBanuii IIpornos
Iloxa3uuku “Oxmaraur” IopiyHMii
, 2024 npupicr mamienTis | 2025 | 2026 | 2027 | 2028 | 2029
JiarnocroBaHo oci6 (n) 34 0,6 35 35 36 36 37
KinbkicTs oci6, mo oTpumMyorh 16 0,6 16 17 17 17 17
D3T (n)
3 HEX JIOPOCJIHX 0Ci0 (n) 15 0,6 15 16 16 16 16
3 HUX jiTeii (n) 1 0,6 1 1 1 1 1
YacrTka nanicHTiB, ki 47,1 - 47,1 47,1 47,1 47,1 47,1
orpumyots ®3T (%)

3a pe3ynbTaTaMu MPOBEICHOTO aHali3y Ta MoOyJ0BaHOTO MPOTHO3Y BIIPOJIOBK S-
PIYHOTO TOPU3OHTY, 3asIBHUKOM OyJI0 BUSHAUEHO, 1110 MOTEHI[II{HA KUTbKICTh MAIli€HTIB
13 XxBopoOoro Padpi, skuM Oyjie BCTAHOBJICHO JI1arHO3, CTAHOBUTUME 35 MAIlIEHTIB Y
2025 pout, 35 nanienTiB y 2026 poui, 36 nauientiB y 2027 poui, 36 nauieHTis y 2028
poui Ta 37 mnamiedtiB 'y 2029 pomi. [Ipm 1boMy KUIBKICTH TAalll€HTIB, SKI
notpedyBatumyth ®3T, ctanHoBUTHME HIOPOKY Bia 16 mo 17 oci6. [IpoTe 3asBHUK
HaroJoIlye, 0 peajibHa KIJIbKICTh MALIEHTIB 13 XBOp0o0Ooto Padpi Moxke OyTH O1JIbILIOI0
yepe3 CKIAIHICTh JIarHOCTUKU Ta TOJIMOP(I3M KIIHIYHUX oO3HaK (Oim3bpko 1029
TMAIEHTIB).

Takox 3afBHMK 3a3Hayva€ IMIOA0 AWHAMIKM 3HM)KEHHS 4YaCTKH IIallI€HTIB, SKI
orpumytoTh ®3T B Ykpaini y 2024 poui (47,1%) nmopiBasiHO 3 2023 pokom (88%),
3rigHo iHpopmarii, orpumanoi Big HACIT “OXMAT/INT”, ta oOrpyHTOBYE 1€ ABOMA
MPUYMHAMH: BUMYIICHOI MITPAI€I0 y 3B 53Ky 3 MOBHOMACHITAOHUMHU BOEHHUMU
JISIMHU Ta 301IBIISHHSIM KiJIBKOCTI J1arHOCTOBAHUX IMAIIEHTIB B YKpaiHi (25 marieHTiB
B 2023 poi ta 34 nauientu B 2024 porii).

Ynoenosaoicenuti opean nposie éepugixayiro danux w000 po3paxyHky nompeou y
3a51681€HOMY JIIKAPCbKOMY 3AC00i ma 3a3HA4ae HACMyNHe.

Bionosiono 0o xomenmapis pobouoi epynu y KHiHIuHIl HACMAHOBI, 3ACHOBAHIU HA
ookazax ‘“Xeopoba Dabpi” (nepeznao 2021 poxy*') szasmaueno, wo Oiaznocmuxa
x8opobu Dabpi yepe3 noaimMoppHicms KIIHIYHUX 03HAK HAOCKIAOHA. Xeopoby Dabpi
BIOHOCAMb 00 NAH-EMHIYHUX 3AXBOPIOBAHbL 3 NOWUPEHICIO 810 00HO20 BUNAOK) HA
40000-60000 uonosixie oo 117000 & 3acanvmiu nonyaayii Aecmpanii, 476000 —
Hioepnanoie, 15000 — Hoeoi [llomnanoii. 3a oanumu Hayionanenoco peecmpy
nayieumie 3 xeopobow Pabpi CIIIA (National Fabry Disease Population)?,
nowupeHnicmoe xeopoou Dabpi ceped uonosikie ckradae 1 xeopuu na 40000-60000
8i0n06iono2o  HacenenwHs. Ilpoepamu  CKpuHiHey —HOBOHAPOONCEHUX  BUSHAUUIU
HAS8HICMb NAMOJI02IUH020 2eH) Y 00H020 xnonuuka 3 3000-1300 o6cmedcenux, y 0OHier
oigyunku 3 400. Taxum YUHOM YNOBHOBANCEHUU OP2AH 3A3HAYAE, WO OPIEHMOBHA
nowupernicmo xeopoou Paopi (1 : 40 000 ocib) ma cepedHili NOKA3ZHUK NOWUPEHOCHT

2L https://www.dec.gov.ua/wp-content/uploads/2021/01/2018_10_25_kn_fabri.pdf
22 https://www.fabrydisease.org/index.php/about-fabry-disease/how-many-people-have-fabrydisease
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xeopobu Dabpi npu Hapoodwceuni (1:15 000), wo eukopucmaui 3a16HUKOM,
8I0N0BI0AIOMb MINCHAPOOHUM OAHUM, 8ePUDIKOBAHUM V XOOI AHAI3) .

Taxoorc, 3 Memor ymouHeHHs KiibKocmi nayienmis 3 xeopoboio @abpi 6 Ykpaini
ynogHosaxceHuti opean Hanpaeus 3anum 00 HJ[CJI “OXMAT/[UT”. 32iouno 3 riucmom
6i0 kniniunux ¢axieyie HI[CJI "OXMATHUT" cmanom na 25 cepnusa 2025 poky 6
Ykpaini 6yno oiaenocmosano 37 nayienmie 3 xeopoboro Dabpi. Baoswcnuso
spaxosyeamu, wjo 7 NAYieHmMie UiXanu 3a Medxci Kpainu yepes 860€HHI Oii, 1 nayienmka
nomepna y 2025 pouyi, i 1 nayienm nepebysae na oxynoeawiti mepumopii. Daxisyi
3asHauaromn, wo 89% ykpaincvkux nayienmis 3 xeopoboiro @abpi nompedyroms O3T,
a cmamom Ha 3asnaveny oamy 6 nayieumis nepedysaroms y uepsi na aikyeanus. D37,
AK Npasuno, He NOmMpedOyIomyb auule HCIHKU 0e3 03HAK OpP2aHHO20 YPAXNCEeHHs ma
Oe3cUMNMOMHI XI0nyuKy 00 16 pokis, AKux 0iacHOCMYEMbCA HeBeNUKa KilbKiCmb.
Takum 4uHOM, YHOBHOBAdICEHUUl OpeaH 3A3HAYAE, WO GAKMUYHA KLIbKICMb
diacnocmosanux nayienmis 3pocaa 3 34 (2024 pix) oo 37 (2025 pik), a nompeoba y 3T
sussunacs suwor y 2025 poyi nopisuano 3 2024 (89% i 47,1% 6ionoiono).

Omoice, npogedena YNOBHOBANCEHUM OpP2AHOM epu@ikayisi QaKkmuuHozo
ompumannsa @3T niomeepoicye dani, Haoawui 3as6HUKOM. B moii dce uac, 8i0no6ioHo
0o ocmannwoi akmyanvhoi ingpopmayii 6io HI[CJI "OXMATI/UT", 89% ykpaincokux
nayienmie 3 xeopoboro @abpi nompeodbyroms O3T (npu yvomy 6 nayienmis, Ha NIOCMAasi
oanux 3a 2025 pik, nepebysaromo y uep3i Ha NiKY8aHHs). Takum YUHOM, X0ua hakmuiHi
oani, Haoaui 3as8HuKom cmanom Ha 2024 pik, wooo 3acmocysanns PDP3T €
KOPeKMHUMU, 3a3HaYeHa KiiHiYHumu gaxisysamu neobxionicme y @3T (89% nayienmis)
ma HaseHicMb NAYicHmMis y uepsi, Cei0UUmv npo NOMEHYIUHO 8uuyy nompedy 0
cucmemu 0Xoponu 300pos’ss Yrpainu.

2) [ga”Hi MO0 JAOCTOBIPHOCTI Ppe3yJabTaTiB MOPIBHAIBHOI KJIIHIYHOL
epekTMBHOCTI Ta Oe3meKH 3afBJEHOr0 JIKapcbKoro 3aco0y. Omuc
(mpeacTaB/ieHHs) 3a3HAYEHUX Pe3YJIbTATIB:

BiamosinHo mo iHdopmariii B J0ChE OO0 3asABICHOTO JIKAPCHKOTO 3aco0y
BUBYAJIUCH:

Monyasiuia (P, population) — nopocni ta nitu (Bi 7 poKiB) 3 MIATBEPKEHUM
niarHo3oM xBopoou daodpi (nedinuT anbda-raJakTo3ugasn);

Brpyuanns (I, intervention) — arancunasa anbda, KOHLIEHTPAT AJIs PO3UUHY JJIs
1H(Dy31#t (0,2 MI/KT Yyepe3 THXKIICHbD);

Komnapartop (C, comparator) — arancuaaza 6eta, TOPOIIOK JJisl IPUTOTYBAHHS
KOHLIEHTpaTy (5 Mr/mi) asst po3uuHy A1 1HPy31# (1 MI/KT KOXKHI 2 THXKHI1);

Kinnesi Touxu (O, outcomes) — HEBpoJIOTTUHUH O1J1b, CEPLIEBO-CYIMHHI PO3JIaH,
HUPKOBA HEJIOCTATHICTh, PiBeHb TIoOoTpiao3mmmepaminy (Gb3), nepedpoBackymsipHi
MO11, IKIPHI MPOSIBH, SKICTh KUTTS; POKH KUTTS, CKOPUTOBaHi 3a SIKICTIO; CMEPTHICTb,
Oe3reka, Moo1vHI peakiii.

Ynosnosaoicenuii opean 3aznavae, wo poku dcumms, CKOpU2O08AaHI HA AKICMb,
(OQALY) He € Kinyesumu mouxkamu O OYIHKU KIIHIYHOI eghekmusHocmi, a €
3M00€Nb08AHUMU ~ NOKASHUKAMU,  PO3PAXOBAHUMU  HA  OCHOBI  NPOBEOEHHs
GdapmakoekoHOMIUHO20 AHANI3).

[Ipu oOrpyHTYBaHHI BHOOpPY JIIKAPCHKOTO 3acOOY/IHINOI MEIUYHOI TEeXHOJOTIi
NOpIBHAHHA (JaJll - KOMIApaTop), a came, arajcujazu OeTa, 3assBHUKOM 3a3HAYCHO
HACTYTIHE:
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- HASBHICTh BIJMOBIJHOTO TIOKA3aHHs arajcuja3d OeTa B IHCTPYKINT IS
MEIMYHOTO 3aCTOCYBaHHS Ipenapary>

- HasIBHICTB arajicuaasu 6era 1o 5135 Mr y nmepelniky, 0 3aKyToBY€eThCS 3a KOIITH
JIEp)KAaBHOTO OFODKETY JUIsl BUKOHAHHS TpoTrpaM Ta 3iHCHEHHS IICHTPATi30BaHHUX
3aXO0JlIB 3 OXOPOHHU 3[0POB'S 3a HampsMoM “MenuKamMeHTH IJIsl TPOMAJsH, SKi
CTpaXx/aal0Th Ha op(aHHI METaOOIIUHI 3aXBOPIOBAHHS ", 3aTBEPIKEHOTO MMOCTAHOBOIO
Kabinery MinictpiB Ykpainu Bix 07.03.2022 Ne21624;

- YKJIAJCHHWHA JIOTOBIp KEPOBAHOTO JOCTYIMY, IO € TMiJCTaBOIO MJsl 3aKyIiBIIi
arajgcunasu OeTa 3a TMOKa3aHHSAM: JOBroTpuBaje (EepMEHTO3aMICHE JIIKyBaHHS
JOPOCIINX i JiTel BIKOM Bij 8 POKIB 3 IiATBEpIKEHOI0 XBOPoOo0 Dabpi®

- HABHICTh PEKOMEHJAI IOJ0 3aCTOCYBaHHS arajcuaa3d Oera y SIKOCTi
tpuBanoi ®3T y marrieHTiB 3 XxBopoboro Pabpi y KIIIHIYHIA HACTAHOBI, 3aCHOBAHIIN Ha
nokazax ‘“XBopobda ®adpi” (nepersg 2021 poky);

- HACTAHOBHU, PO3pPOOJIEHI MDKHAPOAHUMHU OpraHizamisiMd Ta MEIUYHUMU
acoriarisiMia JJIsl JTIKyBaHHS PiJIKICHUX 3aXBOPIOBAHb, MICTATh PEKOMEHJallli 1100
3acTocyBaHHs arancuaasu oera 1 3T nanienris 3 xsopoboro dabpiZ® 27 28,

Ynoenoeaoicenuti opean 3azunauae, wjo xou sacmocysanns DP3T esadxicacmuvcsa
BANCIUBUM KOMHOHEHMOM KOMNIEKCHO20 NIKY8AHHA nayieumis i3 xeopoborw Dabpi,
npome D3T He modice ycynymu 8iice HAsABHE, YACHO HE360POMHE, YPAICEHHSL OP2AHIB.
Came momy, 3acmocysanns DP3T ona nayienmie 3 x6opoborw DPabpi He GIOMIHAE, a
HAaBnaKu Mae 00608 's13Kk080 NOEOHYBAMUCS 3 KPAWOI0 NIOMPUMYIOHOI0 MePAanieio, aoice
JIKY8auHs xeopoou Dabpi nompebdye KOMNIEKCHO20 NIOX00Y uepe3 NOJICUCMEeMHULL
xapakmep 3ax60pH6AHHA MAa PIZHOMAHIMHICIb CUMNIMOMIS.

Vnoenosasicenum opeanom nposedeno  eepugbikayito  8UOOPY  3AAGHUKOM
KoMnapamopa 6ionosioHo 00 pexomenoayiu Hacmanoeu ma 000amrko8o 3a3Ha4aemo
Hacmynue:

- 0Y10 NPOBEOEHO 0epPIHCABHY OUIHKY MeOuuHux mexunoao2iu (dari — OMT)
JKapcbko2o 3acoby azancudaza bema 3a NOKA3AHHAM O/ JIKYBAHHA NAYIEHMIB 3
x8opoboro Dabpi 3a CKopoueHow npoyedyporo (BUCHOBOK YNOBHOBANCEHO2O OP2AH) 610
04.08.2025%°) gionosiono oo s3eepuenns MO3 Yipainu wo0o npodosxcenus Oii
002080pYy Kepos8ano2o 00CMyny (npoaoHeayis) (6UKOHAHHSA NIONYHKmMyY 6 nyHkmy 8
LIlopsoxky npoeedenusi 0epiHca8HOI OYIHKU MEOUUHUX MEXHOI02IU, 3AMBepONCEeH020
nocmanosoro KMY 6i0 23.12.2020 Ne 1300)*° ma pexomendosaro npodosscenus Oii
002080pY KEPOBAHO20 OOCMYNY,

- cmaMom Ha 0amy ni020MOBKU BUCHOBKY 6 DPeEcmpi MeOUKO-mMexHOI02IUHUX
Odokymenmis 3i cmamoapmusayii mMeouuHoi Ooonomo2u®t eiocymmiii yHighixoeanuil
KATHIYHULL NPOMOKONL MeOUYHOi donomozu npu xeopooi @abpi, npome 8i0n06ioHO 00
KAIHIYHOI HACMAHOBU, 3aCHOB8AHOI Ha Ookaszax ‘“‘Xeopoba Dabpi” (nepeenso 2021
POKY), azancuoasza bema € 00HuUM i3 npedcmasHuxie D31 onsa niKysanHs nayicHmis i3

2 http://www.drlz.com.ua/ibp/ddsite.nsf/all/shiz1?opendocument&stype=3DA2BAC7CAG9IBAB84C2258 CE50031FBOF

24 https://zakon.rada.gov.ua/laws/show/216-2022-%D0%BF#Text
Bhttps://mpu.gov.ua/uk/meas/contract-status?foclid=IwY 2xjawFY p1NIeHRuA2FIbQIXM AABHUBAj2btEU7hnA14ID3AVRI-M-
rYVZTGII8j9czMxrHfCWCCpz0S1wAnQg_aem_TiRDJgapI TfCTEg-w279AA

% https://www.hse.ie/search/?q=disease+fabry

27 https://mpssociety.org.uk/files/migrated/925a82_98b3d99113d840739fd1b0513c5e81d6-1700469708. pdf

28 National Fabry Disease Foundation - Fabry Disease Treatment https://www.fabrydisease.org/about-fabry-disease/fabry-disease-treatment
PNttps://www.dec.gov.ua/wp-content/uploads/2025/08/vysnovok-upovnovazhenogo-organu-z-derzhavnoyi-oczinky-medychnyh-tehnologij-za-
skorochenoyu-proczeduroyu-agalsydaza-beta-vid-04.08.2025.pdf

30 https://zakon.rada.gov.ua/laws/show/1300-2020-%D0%BF#Text

31 https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/
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https://zakon.rada.gov.ua/laws/show/1300-2020-%D0%BF#Text
https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/
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x8opoboio Daobpi;

- 3a OaHuMu qucma 610 KiiHiunux ¢gpaxisyie Llenmpy opghannux 3axeoproearns ma
eennoi mepanii H/[CJI “OXMATIHUT”, oepacasna npocpama 3abe3nedye nayicHmis 3
x8opoboro Dabpi ruuie AiKapcoKum 3acobom azaicuoasza bema.

Bpaxosyrouu suwezaznauene, ynoeHosadcenuti Opean 66axicae KOpeKmHum eudip
azancudasu bema y AKOCMi KOMNapamopa 0711 mpusaioi eH3uMHol 3amicHoi mepanii' y
BU3HAYEHIl YILIbosill nonyaayii, a came Oimu (8i0 7 poKig), nioaimxu ma O0pocii
nayienmu 060x cmameti 3 NiOmMeepOAHCeHUM 0iacHO30M X80pobu Daopi.

Indopmanisa moa0 KJIiHIYHOI epeKTHBHOCTI 3asiBJIEHOI0 JiKAPCHKOr0 3ac00y
NpeCTABJIEHA B 10CHE.

3a 1aHUMHU MONIYKOBOI CTpaTerii, MPOBEJACHOI 3aBHUKOM, SIK OCHOBHE JIXKEPENIO
JUISL TIPEJICTABIIEHHA pe3yJibTaTiB MI0J0 TOPIBHSUIBHOI KIIHIYHOI e(EeKTUBHOCTI
3asIBJICHOT0 JIIKAPCHKOro 3aco0y Ta KoMmmapaTopa Oyio BiIiOpaHO CHCTEMaTUYHUUN
orjsig 3 MetaananizoM R. El Dib, Gomaa H., Carvalho R.P., et al. Enzyme replacement
therapy for Anderson-Fabry disease/ Cochrane Database Syst Rev. 2016 Jul 25; 7 (7):
CD006663 (nani — R. El Dib, 2016)%, sxuii BkII04aB paHmoMi30BaHi KOHTPOJILOBAHI
JOCIIIKEHHS.

Takox 3agBHUKOM JOJIaTKOBO HAJaHUM aHajii3 MyOJiKamiid, Kl po3poOJieH1
€BPOIEHUCHKOI0 TPYIOI EKCIEepTiB, 10 MaJlk Ha METI MPOBECTH BCEOXOTLTIOIOYUIN
CUCTEMATUYHHI OTJIsi/ JIITepaTypu BCiX opuriHanbHux ctateit mpo ®3T y mikyBaHHI
xBopobou ®adpi, omydOsmikoBaHux 10 ciuHd 2017 poky Ta NOpeacTaBUTH aHaml3
pe3yIbTaTIB JIKYBaHHS OKPEMO JIJIsl TOPOCIUX MAIlIEHTIB YOJIOBIUOI CTaTl, OKPEMO JJIs
YKIHOYO1 CTaTl Ta OKPEMO JUIsl IITEH, a came:

- Spada M., Baron R., Elliott P.M., et al. The effect of enzyme replacement therapy
on clinical outcomes in paediatric patients with Fabry disease - A systematic literature
review by a European panel of experts, Mol Genet Metab. 2019 Mar; 126 (3): 212-223.
Epub 2018 Apr 26 (nani — Spada et al., 2019% (nitn));

- Germain D.P., Elliott P.M., Falissard B., et al. The effect of enzyme replacement
therapy on clinical outcomes in male patients with Fabry disease: A systematic literature
review by a European panel of experts, Mol Genet Metab Rep. 2019 Feb 6:19:100454
(mami — Germain et al., 2019** (4onoBikn));

- Germain D.P., Arad M., Burlina A., et al. The effect of enzyme replacement
therapy on clinical outcomes in female patients with Fabry disease - A systematic
literature review by a European panel of experts, Mol Genet Metab. 2019 Mar; 126 (3):
224-235. Epub 2018 Sep 27. doi: 10.1016/j.ymgme.2018.09.007 (nami — Germain et
al., 2019% (xinkn)).

BignoBimno g0 iHdopMalii B J0ChE, METOK CHCTEMAaTUYHOTO OISOy 3
metaananizoM R. El Dib, 2016 6ys10 oninuTt edekTuBHICTh 1 6e3neky ®@3T nopiBHIHO
3 1HIIMMM BTPYYaHHSIMH, TU1ane6o abo BIACYTHICTIO BTpydYaHb Mij 4ac JIKyBaHHS
xBOpoOu Paodpi.

Jo ornsimy BKIIOYWIM AEB'SITh JTOCTIpKeHb (3arajiom 351 marieHT). ABTOpH
CUCTEMATUYHOTO OTJISIAY OIIHUIM PU3UK CHCTEMAaTUYHOI TOXUOKH B KOXXKHOMY
JOOCHiKeHHl. JIAs 1bOro BOHM BHUKOPUCTANIM I1HCTPYMEHT OILIHKH PHU3UKY

32 https://www.cochranelibrary.com/cdsr/doi/10.1002/14651858.CD006663.pub4/full
% https://pubmed.ncbi.nim.nih.gov/29785937/
34 https://pubmed.ncbi.nlm.nih.gov/30775256/
35 https://pubmed.ncbi.nlm.nih.gov/30413388/
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CUCTeMAaTH4YHOI TOXHMOKH, omnucanuii y KokpaHIBCbKOMY MOCIOHUKY ISt
cucTeMaTHUHuX ornsaie BTpydans (Higgins 20113°). Ouinka rpynryBanacs Ha aHaisi
TaKHUX JIOMEHIB: paHI0Mi3allis, IPUXOBYBAHHS PO3MOJILTY, 3aCIIUICHHS, HETIOBHI JaHi,
BHOIpKOBE IMOBIIOMJICHHS Ta 1HIII JHKEpeia MOXUOKHU. Y BKIFOUCHHUX TOCIIKEHHIX OYB
HeBM3HA4YCHW pu3uK (aHriI. unclear risk) momo momeHiB reHeparii BHIIAIKOBOI
MOCIIIOBHOCTI Ta MPUXOBYBAHHS PO3MOALTY BTpY4YaHb, OCKIIBKY 1151 1H()OpMALIis 4acTo
Oyna He omucaHa y BIANOBIAHMX myOmikarisx. KpiM Toro, mpoBeieHHS MOBHOTO
CTATUCTUYHOIO aHaji3y OyJIo YCKJIaJHEHE dYepe3 CIOoci0 TMOJaHHS pe3yJbTaTiB
(30KkpeMa, HeOOXIAHICTh KOHCEPBATHBHOTO aHaNi3y MEePeXpecHUuX JOCITIKEHb Ta
oOMeKeHe 3BITyBaHHS MO0 JaHUX PO Yac JI0 MOii). Y MOPIBHAHHI, III0 CTOCYBAIOCS
arajyicuiasy aibda, HaBiTh MONPH BUKOPUCTAHHS MOJEN BUMAJAKOBUX €(PEKTiB, OyIJIO
BHSBIICHO BHCOKMH piBeHb rereporeHHocti (12 = 91%) nns mOKa3sHUKA piBHA
ma3MoBoro Gb3 npoTAroM nepuux MecTy MICSIIIB.

JIBa nociikeHHs 3 ACB'ITH MOPIBHIOBAIM caMe arajicujiasy ajibda 3 arajicuia3or
oera (Sirrs et al., 2014 Ta Vedder et al., 2007), mpore 3asBHUKOM B JOCHE
MPEACTABICHUM JETANbHUIN aHalli3 JIUIIE OJHOTO JOCHIKEHHS, M0 YBIHIUIO 10
cucremMatnyHoro onminy (mocimimkenns Vedder et al., 2007), y sxkomy oIiHIOBaJId
OJIHAKOBI JI03U arajicuaasu ajabda ta arajacuaasu 6era (mo 0,2 MI/Kr KO>KHi JIBa THXKHI).
VY uwomy mocaimkenni (Vedder et al., 2007) 3a yuacti 36 naifi€eHTiB, cepea THX, SKI
OTpUMYyBaJIM araicupaasy ainbda, craBcs | Bumagok cmepti (1/18), tomi sik cepen
Mali€HTIB, Kl OTpUMYBau arajicuaaszy oOera, He Oyno cmepteit (0/18). Po3paxoBane
BimHOmeHHs pu3ukiB RR = 3; 3 95 % CI: 0,13— 69,09, mo, sk 3a3Hayae 3asBHUK,
CBITYUTH MPO HU3bKY TOYHICTh Y€pPEe3 MaITy KIJTbKICTh JIaHUX.

[TopiBHSIHHS MK arajicuaa3or ajb(a Ta arajcuja3or OeTa M0J0 MOKa3HHKa
«cepreBi moxii» y mocmimkenni Vedder A.C. et al. 2007 oxorutroBano mani 29
MaIi€HTIB, SKAM Ha TI0YaTKy JOCHIDKCHHS IIPOBOJMIIM  eXokapaiorpadidHi
BUMIPIOBaHHSA. Y TPyMi arajacuaasu anbda crnoctepiraiu 1 BUMIagoK CEPIEBUX MOIIH 13
14 nanienTiB, a y rpyni araincuaasu 6eta — 2 Bunajaku i3 15. Po3paxoBane BiIHOIIEHHS
pusukiB (RR = 0,47; 95 % CI: 0,05-4,6) Bka3ye Ha MOXJIUBY TepeBary arajicuiasu
anb(a, OJHAK IIMPOKUMA JOBIPUMU I1HTEpBaN BiOOpa’kae 3HAYHY HEBU3HAYCHICTH
pe3yabTary yepe3 Maily BUOIpKY.

Buxonsunm 3 mporo, 3asBHUK pOOWTH BHUCHOBOK, IO arajcujpa3a anbda Ta
araicugaza Oera € piBHOG(DEKTUBHMMH I MAIi€HTIB 3 XBopobOoto @abpi 3a
KJIFOYOBUMH KJIIHIYHUMU TOYKaMH Ta TMpOsSiBaMH. BojHOYac, HArOJIONIYETHCS, IO
nosroctpokoBuil BB ®O3T Ha NOKa3HUKM 3aXBOPIOBAHOCTI Ta CMEPTHOCTI
3TUIIIAETHCS i TUTAHHSIM.

Ominka MeToAoJ0riyHol sikocTi cucremarnydoro orisay R. El Dib, 2016
3agsBHUKOM Oyia mpoBezeHa 3a inctpyMeHToM AMSTAR 2 (A Measurement Tool to
Assess Systematic Reviews 2). 3a pe3yabTatamu npoBeAeHOI OLIHKY, ITy0JTiKalis Oyia
KJacu(dikoBaHa K OIJIsA BUCOKOI SIKOCTI. 3asiBHMK TaKOX 3BEpTa€ yBary Ha IEBHI
oomexenHs: cucrematuynoro oy R. El Dib, 2016, a came: MOXMBEe TOBTOpHE
BKJIFOUCHHS OJIHMX 1 THX K€ TAIll€HTIB y Pi3HI JOCHIKEHHS, 110 MiJBHUIIYE PU3UK
noMuJiku [ Tumy; oOMeXeHy KUJIbKICTh BKJIFOUEHUX JOCIIKEHb; BIACYTHICTh JaHUX
1010 OKPEMHUX TAII€HTIB; a TAKOXK TeTEPOreHHICTh KOropTH. Lle 00yMoBIeHO THM, 1110
JOCTIKEHHS PIAKICHUX 3aXBOPIOBAaHb, TAKUX SIK XBopoOa dadpi, € BKpail CKIaHUMU

% https://handbook-5-1.cochrane.org/
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yepe3 OOMEKEHY KIUIbKICTh IMAIliEHTIB Ta XPOHIYHUM, JTOBFOCTPOKOBUU XapakTep
3aXBOPIOBAHHSI, 0 MOTPEOYE TPUBAJIOTO CIIOCTEPEKEHHS.

Sk yxe Oyno 3a3Hau€HO, JAOAATKOBO 3asiBHUKOM B JIOChE€ TMPEICTABICHO
iHdopMalliio i3 cucTeMaTHYHUX OrJIsiAiB mitepaTypu Germain et al., 2019 (vonoBikwm),
Germain et al., 2019 (kxinku) ta Spada et al., 2019 (xiTu), po3podieHi €BPONCHCHKOIO
TPYMOIO EKCIEPTiB.

Kuminiyai gokasu edextuBHocTi O3T y mopociux MaiieHTIB 4YOJIOBIYOi CTaTi
(myOmikamis Germain et al., 2019) 6ynu orpumani i3 166 myOtikariii, BKIO4Yar0Iu 36
MarepiajiB MpO KJIiHIYHI BUOpoOyBaHHSA. HaitOinbine MOCTIKEHHS MPSMOTO
MOPIBHAHHA MK arajicujasolo ajabda Ta arajJcuaa3or 0era, 10 BKIIYEHE 10 JaHOTO
CUCTEMATUYHOTO OTJISAY, IPOJIEMOHCTPYBaJIO, 1m0 19,4% mnaiieHTiB, sKi OTPUMYBaIU
arancunasy anbda, 1 13,3% mnarieHTiB, sKi OTpUMYBAJIM arajicuaaly Oera, JOCSTIu
KOMOIHOBaHO1 ~KJIIHIYHOI KIHIIEBOI TOYKH (HUPKOBI, CEpILEBO-CyAMHHI abo
epeOpoBacKysipHi MoAll abo CMepTh), MeiiaHa CIOCTEPEKEHHS CTaHOBWIa 59
MmicsiiB. He3Baxkaroun Ha 4MceNbHY PI13HUIIO, BOHA OyJlia CTATUCTUYHO HE3HAYYIIOIO
yepe3 OOMEXKEHY TOTYXKHICTh JIOCHIDKEHHS. 3asBHUK 3a3Haya€ TMPO PIBHY
e(EeKTHBHICTh 3aCTOCYBaHHS 000X IpenapaTiB BiAMOBIIHO 10 BUCHOBKY Yy MyOuiKaii
Germain et al., 2019.

VY cucrematuuHoMy ol siteparypu Germain et al., 2019, skuii pokycyBaBcs
Ha 3actocyBanHl O3T y kiHOK, MpoaHaTi30BaHO JaHi 3 67 myOikailiii, y ToMmy 4ucii 6
KJIIHIYHUX BHUNpPoOyBaHb. KIiHIYHI JIOKa3u CBiI4YaTh MPO 3HAYHE 3HUKEHHS
Hakonu4eHHs rodoTpiao3uiepaminy (GL-3) y ma3mi Ta cedi y MalieHToK, K1 Majiu
MJBUIIEHUN PIBEHD JI0 JiKyBaHHS. Takox OyJio BiI3HAYEHO MOKPAIIIEHHS MapaMeTpiB
CEpIIEBOi JISUIBHOCTI Ta SIKOCTI KUTTS. Ha gaHuii MOMEHT HEIOCTAaTHHO JAHUX IS
BUCHOBKY mnpo BIUIMB P33T Ha HEpBOBY CHUCTEMY, LITYHKOBO-KHILIKOBI MPOSBH Ta
00JHLOBUY CHHAPOM Y JKIHOK 3 XBopoOoro ®Pabpi. Bkazanwuii ornsag He MICTUTh JTaHUX
PO TMepeBary 3aCTOCYBaHHS arajicuaa3u aib(a uu arajicuaasu 0era y KiHOK.

Cucremaruunuii orysin jiteparypu Spada et al., 2019, npucBsiuenwnii Bruupy ©3T
Ha KIJIHIYHI pe3yJbTaTh y MeAlaTPUYHMUX MAall€HTIB, OXOIUIIOBAB aHali3 JaHuX 3 6
nyOmikamiii  KJIiHIYHUX BuUNpoOyBanb Ta 10 oOcepBamiiiHUX OCHIIKEHb. 3a
pe3ysbTaTaMu CUCTEMATUYHOTO OTJIsiAy BcTaHoBieHo, 1o ®3T mpomeMoHcTpyBana
3/IaTHICTh 3HAYHO 3HMKYBaTH ab0 HopmMmaii3dyBaTH piBeHb GL-3 y mia3mi. Kpim toro,
@®3T 3abe3nedyBaja TMOJETHICHHS OOJHOBOTO CHUHIPOMY, MOKpPAIIECHHS IILTYHKOBO-
KHIITKOBUX CHUMIITOMIB Ta 3arajbHE MiABUIIEHHS SKOCTI >KUTTS TAIll€EHTIB. ABTOPH
orysiAy BiA3HAuWiu, 1o aHamiz edektuBHocTi P33T y memiarpuyHiil moOmynsmii
NalieHTiB 13 xBopoOoro @Daldpi YCKIAIHIOETbCS TMPUTAMAHHOKO TE€TEPOreHHICTIO
MMAIICHTIB Ta 00OMEKEHOIO KUIBKICTIO BUCOKOSIKICHUX KIIHIYHUX JOKa31B. 3BayKarouu Ha
Il METOAOJIOTIYHI OOMEXEHHS, IPOBEACHWNM CHUCTEMATHYHHH OIS HE BHUSBUB
JOBEACHUX KJIIHIYHUX TIepeBar OJHOTO Tperapary (arajcuaasu anbda 4u arajacuaasu
0eTa) Ha/1 HIIIKUM.

Takum 4uHOM, y IOCKE BKa3aHO, IO OI[IHKA MTPOBEJACHUX CUCTEMATUIHUX OTJISIIB
niteparypu 1mono 3actrocyBanus O3T y wonosikiB Germain et al., 2019, y niteit Spada
etal., 2019, xinok Germain et al., 2019 He BusBMIN ITepeBar 3aCTOCYBaHHS araJCHUIa3u
anb(a un 6eTa y marieHTiB 3 XBopoooro daodpi.

BpaxoByroun ommcaHi BWIE pe3ydbTaTH aHAI3y CHUCTEMAaTUYHOTO OTJIALY
(myomikamis R. El Dib et al., 2016), a takox D0JaTKOBO CHCTEMaTHYHHX OTJISIIB

niteparypu (Germain et al., 2019, Spada et al., 2019, Germain et al., 2019), 3asBHuK
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poOUTH BHCHOBOK npo plBHy e(i)eKTI/IBHICTL 3aCTOCYBAHHs arajicuiasu anbda Ta
arajcujasu 0eTa y Maiie€HTiB pi3HUX BIKOBUX TPYM Ta Pi3HOI cTaTi 3 XBOpoOoro Dadpi.

Takox, 3asBHHK 3a3Hava€, M0 32 JTaHUMH PEECTPY KIIHIYHUX BUIPOOOBYBAHB
ClinicalTrials.gov, Hapa3i TpuBaioTh (a00 MalOTh HEBU3HAYEHUW CTATyC) NEBSTh
KIIHIYHUX JTOCTIIHKEHB JIIKAPChKUX 3acOo01B IS JIIKyBaHHS XBopoOu Dadpi, 3 SKUX
JIMIIIE OJTHE CTOCY€ETHCS 3asIBICHOTO, a CaMe arajcuiasu ajibda.

PesyabraTH aHamizy Oe3nmeKkdH 3afiBJEHOI0 JIKAPCHKOro 3aco0y Ta
BH3HAYEHOI'0 KOMIIapaTopa IMPOBE/CHI Ha IMiJACTaBl BiAIOpaHUX 3asiBHUKOM IIECTU
nmyOJTiKalii y pe3ynbTaTi 10AaTKOBOI MOIIYKOBOI CTpaTerii, 3 HUX JJIsI TPEACTaBICHHS
YacTOTH BUHHUKHEHHS MOOIYHMX peakilii arajicuaasu anbda y JOpOCIUX Malli€HTIB,
npoaHaiizoana nyonikauis Goldrn et al., 2015%; arancunasu 6era — nyonikanii Hwang
et al., 2022%, Banikazemi et al., 2007%°, Germain et al., 2007%. JIns ananisy no6iunmux
peakuiii y xiteit 6ynum Bigibpani 2 my6nikaunii: Schiffmann et al., 2014*! i Wraith et al.,
2008,

Hopocna nonynayia

3asBHUK 3a3HA4YMB, IO Y AOCHKeHHI Golan et al., 2015 TpuAsaTh YOTHPH
namieHTd OyJM paHIOMI30BaHl JUisl OTPUMAHHS arajcujaasu aib(pa 3a HACTYIHUMHU
cxemamu: 0,2 mr/kr uepe3 TuxaeHb (cepenniit Bik 50,3 poxu; 70 % yonosikiB), 0,2
Mmr/kr moTxHs (51,8 poku; 53 % dvomnosikip), 0,4 Mr/kr moTtuxHs (49,4 poku; 40 %
4OJIOBIKIB). YacTOTa BUHUKHEHHS TOOIYHUX PEeakKiiii, 110 BUHUKAJIH 11 4ac JIKyBaHHS,
OyJna moAiOHOIO B yCIX TPbOX rpymnax JnociijpkeHHsa. HeOe3neuna ajist )KUTTS moOivHa
peaxiisi (TpaBMaTHYHA TeMaTOMa) BUHHUKIIA Y OJHOTO HaL[1€HTa (rpyna JIIKYBaHHSI 0,2
MT/KT 4epe3 THXKICHB), npoTe Ie He 6yno BU3HAHO TOB’S3aHUM 13 I[OCJ'II,Z[)KYBaHI/IM
npenaparoM. [HIUM marieHT moMep BHACIIIOK 3yIMTUHKU CEPIIs; II0 MOI1F0 TAaKOXK OyII0
BHU3HAHO HE OB’ S3aHOI0 3 JOCIIHKYBAHUM MPEIIapaToM.

VY nmocmimkxenni Hwang et al., 2022 necsars namienTiB (7 4oJOBIKiB, 3 KIHKH)
OTpUMYBAJIM arajcuaasy Oera B 7031 1 MI/KI KOXHI JBa THXKHI MPOTATOM IIECTU
MmicsiB. [Ipo xomHi cepiio3Hi MOOIYHI peakilii He MOBIIOMIISUTH. TakoX He OyIo
3apeecTPOBAHO MOOIYHUX pEeaKIliil, ki O BUMAarajau NpUIMHEHHS JIKyBaHHs. 3arajiom y
JeB'STH TAIEHTIB croctepiranocs 43 Bumaaku moOiyHux peakiid. Cepem ycix
3apEECTPOBAHMX TMOOIYHMX TMOMIA Ti, MmO OyaM TOB’S3aHl 3 NPUWMAHHIM
JOCHTI)KYBAaHOTO TMpernapary, cTaHoBwIM 10 BUMAAKIB y YOTUPHOX TMAalIE€HTIB (IO
ckiagae copok BiacoTKiB (40%)). HaiiGinpm wactumu Oyiu 3arajibHi pO3Jajiy,
BKJIFOYHO 3 TapsSYKOI0 Ta 03HOOOM, a TaKOXK po3iaau 3 OOKYy HEPBOBOi CHCTEMH. Y Ci
3apeecTpOBaHI MOIT MaJM CTYIIHD TSHKKOCTI BT JIETKOTO J0 CEPEIHBOTO.

3rinHo 3 myoOmikamiero Banikazemi et al., 2007, 99% mnarmiedTiB mijg dYac
JOCITIDKEHHST MaJld Takl MOOIYHI peakilii, SK PHUHIT, Kaiiedb a00 TOJIOBHUM OlJib.
BinpuricTs 13 HMX MOAIN criocTepiraaucs 3 0JHAKOBOIO YAaCTOTOIO SIK Y TPYII Malll€HTIB,
10 OTPUMYBAJIU arajicujasy 0era, Tak 1 B TpyIi MA€HTIB, 1[0 OTPUMYBAIIX I1a1e6o0, 1
He OyJIM MOB's13aH1 3 MEIMKaMEHTO3HUM JTikyBaHHsAM. [1i1 yac (a3u moaBiitHOTO CIIMOro
JIKyBaHHs PO MOO1YHI peakilii, MoB's13aH1 13 BTpy4aHHsIM, MoBigoMuiu 61% namieHTiB
y rpymi araicuaasu Oera ta 32% mamieHTiB y Tpymi 1oiarne6o. BimbImicTs momii,

87 https://pmc.ncbi.nim.nih.gov/articles/PMC4501226/
38 https://pubmed.ncbi.nlm.nih.gov/36123934/
39 https://pubmed.ncbi.nlm.nih.gov/17179052/
40 https://pubmed.ncbi.nim.nih.gov/17409312/
41 https://pubmed.ncbi.nlm.nih.gov/25425121/
42 https://pubmed.ncbi.nlm.nih.gov/18346516/
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MOB'SI3aHUX 13 JIIKYBaHHSM, OYyJM JISTKUMHU a00 MOMIPHUMHM 1 KJacU(iKyBaIHCS SIK
peaxiiii, moB'si3aHi 3 iHdy3iero (HalgacTime 03000 1 TnxoMaHKa). Taki peakiii BHHUKIIH
y 55% marieHTiB Tpynu arajcumasu Oeta Tta y 23% TMali€HTIB TPynu Ianeoo.
binburicTe peakiiiid, moB’si3aHUX 3 1HPY31€10, CIIOCTEPITATUCS NPOTATOM MEPIINUX IIECTH
MICSIIIB JTIKyBaHHS.

3rigno 3 gocmimkennsm Germain et al., 2007, yci 58 nmamieHTiB Majau NpuHAUMHI
OJIHY TOOIYHY pEakKllif0 3 MOYaTKy JIIKyBaHHsS arajcuaa3or Oera. BiabimicTe mmx
peakiiiii Oyau JIeTKUMU Ta HE TOB’sS3aHMMHM 3 JIKyBaHHAM. HalOuIbII mommupeHuMHU
noOIYHUMH peakiisiMu, Oynu peakiiii, moB's3aHi 3 iH]y3ieo. BoHn Bkimouanmm Taki
CHUMIITOMH, SIK 03HOO, MiIBUIIICHHS TeMIiepatypu (abo JIMXOMaHKa), 3MIHU 9yTJIUBOCTI,
HY/10Ta, TOJIOBHUM O1J1b, OJIFOBaHHS, IPUILIIUBH, O11h y TPY/ISX, PUHIT, CBEPO1XK, TPEMOD,
3aJIMIIKA, COHJIMBICTh Ta aKpoIapecTe3is. BUIbIIiCTh peaxiliii, MoB's3aHuX 3 1HQPY3IETO,
OyJIM OLIHEHI SIK JIETKI, IPU [[bOMY 3arajbHa KUIbKICTh NALIEHTIB 3 TAKUMU PEAKIISIMH,
MOMITHO 3MEHIINIIACA 3 YaCOM.

Ilediampuuna nonynsayis

[Ty6aikamis Schiffmann et al., 2014 mictute pesyabTatu gocaimkenns TKTO029.
[le Oymo BinkpuTe, OaraToleHTPOBE, MOJAOBXKEHE JOCTIKEHHSI TPUBATICTIO 6,5 POKIB.
VY HbhOMY Opanu y4yacth JITH BiKOM 7—17 pokiB (Ha MOMEHT BKJIFOUEHHS), SIK1 paHillie
3aBepinin 26-tuxHeBe Biakpute gociimkenas TKT023 (BHyTpillIHbOBEHHE BBEACHHS
arancunasu anbda 0,2 Mr/kr yepes tuxaeHs). Jocmaimkenas TKT029 6yno noaiieHo
Ha 1B1 ¢dazu: 10 (paza 1) 1 micas (pasza 2) 3MiHM TPOLIECY BUPOOHUIITBA arajiCUiaszu
anbda. Jlo ananizy Oyiau BKIIIOUEHI JIMIIE T1 NAI[I€HTH, sIKI Opayid ydacTb B 000X (azax
(mepexigHa momyJAiis 1y aHanizy 6e3nekn). dasza 2 posmnoyanacs MpudIU3HO Yepes
197-223 twxkHi (y cepenabomy 210 THxHIB) micas moyaTkoBoi (asm 1 nmikyBaHHS
arancuaasoro anbda. [1o01uH1 peakilii KaTeropu3yBaiy 3a TAKUMU KPUTEPISIMU: CTYTIHb
B)KKOCTI, MOTEHIINHUIN 3B 30K 13 JOCTIKYBAaHUM IIpenapaToM Ta/abo iHdy3iero, a
TaKOX MOJIMBICTH Kiacu@ikalli sk cepito3Hi nmooiuni peakuii. Hampukinmi daszu 2 y
BCIX OJIMHAMIATH TMAIEHTIB CHOCTEpIrajii NpUHAWMHI OJIHY MOOIYHY peakIlito,
CIPUYMHEHY JIIKYBaHHAM. BUIbIIICTh IMX MOOIYHUX pPeakiiid Maju JIETKy a00 MOMIpHY
IHTEHCUBHICTb:

- nerki: y a3t 1 — Hynb Bunaakis; y dasi 2 — tpu Bunajaku (27,3%);

- nomipHi: y a3l 1 —’ste Bunaaxis (45,5%); y ¢pasi 2 — micts Bunaakis (54,5%).

VY nocnimxenni Wraith et al., 2008 BripooBsk 48-THKHEBOTO MEPioay JTIKYBaHHS
arancuaasoro 6era O6yso 3apeectpoBano 350 mobiuHux peakiiiii y 15 mamienTiB. [Tonan
90 % no61yHMX peakiiit Oy Jerkoro ado MOMIPHOTO CTYIEHS TSXKKOCTI; 82% He Oyiu
NOB'SA3aHUMU 3 JIIKYBaHH:M. [3 62 mOOIYHUX peakiii, siki OyJIu MOB's13aH1 3 JTIKyBaHHSM,
60 (97 %) Oynu mom’si3aHl 3 1HQY31€0 y 6 MAIEHTIB YO0JIOBIYOi CTaTi, 3 3 SKUX
MOBIJJOMIUTH TIPO TOJIT i yac oaHiel iHGy31i. Haifuacrime peectpyBanu Taki moOidH1
peakxiii, K 3aKJISKIICTh, TUXOMAaHKa Ta PUHIT; 85 % 3 HUX OyJIM JErKoro CTyIeHs
TSOKKOCTI. TpeTuHa moOIYHUX peakiiid He MoTpedyBaa *KOJAHOTO BTPYYaHHS; PEIITY
BJAJIOCS ~ TOJOJIATH  NUISIXOM  3HIDKCHHS  MBUAKOCTI  1H(DY31i, BBeIEHHS
KAPO3HMKYBAJIbHUX, aHTUTICTAMIHHUAX Ta/a00 CTEpOigHUX MpemnapariB, abo 1 TOro, 1
iHIIoTrO pazoM. Yactora moOGIUHMX peakilii, MoB's13aHUX 3 1HQPY31€10 3MEHIITYBaIacs 3
yacom, mpuuoMy 68 % 3 HUX BUHUKAIH BOPOAOBXK MEPIINX 24 TUKHIB.

Jnis orpumaHHs 00 €KTUBHOI OIIIHKM 3arajbHOTO PIBHS YaCTOTH BUHHUKHEHHS
noOIYHUX PEaKIiil 1 3MEHIICHHsI BIUTMBY Ha KIHLIEBUH PE3yJbTaT HEBEIUKUX BHOIPOK

Ta PI3HUX MEPIOJIIB CIOCTEPEKEHb 3asIBHUKOM OYJIO MiJpaxoBaHE CEPEIHE 3BAKCHE
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YUCJIOBE 3HAUYCHHS JJIsI KOKHOT BIKOBOT I'pyIy (JOpOCIIi Ta AITH).

Ockinbku npu  8epu@ikayiiHomy aHauizi YNOGHOBANCEHUM OpP2AHOM OY10
B8CMAHOBIEHO, WO NIOPAX0B8AHE CEPEOHE 36AICEHE YUCTI08€E SHAUEHHS He 8DAX08YE PIZHY
mpusanicms nepiooié CHOCMEpPeNCeHHs ) BIOIOPAHUX OOCIIONCEHHAX, WO MOodice
BNIUBAMU HA IHMeEpnpemayio pe3yabmamié wooo yacmomu NOOIYHUX peaxyill,
VIOBHOBAMNCEHUU OP2AH He NPeOCMABAE Yi OaHI ) UCHOBKY.

Cepito3Hi mo0IYHI peakilli Majau OMUCOBUN XapakTep 0e3 BKa3iBOK HAa YacCTOTY
BUHUKHEHHSI, TOMY, SIK 3a3Ha4ya€ 3asBHUK, BOHH HE OyJM BpaxoBaHi B MiJICYMKOBOMY
BapiaHTI OIIIHKM 4YacTOTH BHUHUKHEHHS IOOIYHUX pEaKIlii MpU 3acTOCYBaHHI
arajcuaasu anb(da Ta arajcuaasu oeta.

Takox 3asgBHUKOM B JIOChE MPEACTABICHO PE3YyIbTaTH OI[IHKH MOPIBHSIBHOL
Oe3rneku araincujaszu anb(da Ta arancujazu Oera 3a KIHIIEBUMHU TOYKaMHU “‘OyJb-sIKi
noOiyH1 peakiii” Ta “OyJb-siKi cepiio3HI MOOIYHI peakiii” BIAMOBIAHO 10 OJHOTO
nocimimkenns (Vedder et al., 2007), mo yBIMIIIO IO CHUCTEMAaTHYHOTO OINISAIY 3
metaananizoM R. El Dib et al., 2016. 3a pe3yabTaTaMu MOPiBHSIHHS BCTAHOBJICHO:

- BIJIHOCHUN PU3HK YaCTOTH BUHUKHEHHS OYJb-IKHUX MMOOIYHMX peaKIiid mnpu
3acTocyBaHHI arajicuaasu anbda (n/N = 2/18) mopiBHsiHO 3 arajcuaa3oro 6era (n/N =
5/16) RR= 0,36 (95 % CI: 0,08-1,59)). He3paxarouu Ha Te, [0 OTPUMAHE 3HAYCHHS
(RR) menme omuuuiti (o ¢GopMalbHO BKazye Ha HWKYMN PHU3UK IS arajicuaasu
anbda), 95% noBipunii iIHTEpBaJI MEPETUHAE OJIUHUIIIO, IO CBIAYUTH PO BIJICYTHICTD
CTATUCTUYHO 3HAYYIIOl PI3HULI MIXK NPOoPUIsIMU Oe31eKn 000X JIIKapChbKUX 3aCc001B 3a
KIHIIEBOIO TOUKOIO «Oy/1b-gK1 MOO1UHI peakiii»;

- BIIHOCHUW PU3UK 4YacCTOTH BUHUKHEHHS OyAb-SKUX CEPHO3HUX MMOOITYHHMX
peaxiiif mpu 3acTocyBaHHI araicuaasu anbda (n/N = 1/18) mopiBHSHO 3 arajacuaa3or
oeta (n/N = 3/16) RR = 0,3 (95 % CI: 0,03-2,57). Orpumane 3naueHHsi (RR) nokasye
TEHJICHI[1}0 Ha KOPUCTH arajicujia3u ajiba, mpoTe CTATUCTUYHO 3HAYYIIOT PI3HUII MIXK
npenaparaMu HeMae, OCKIIIBKY TOBIPYHM 1HTepBaJl BKIIOYae 1.

TakuM 4YMHOM, 3asBHUK POOUTH BUCHOBOK MPO BIACYTHICTb CTaTUCTUYHO
3HAUYIIOi PI3HUII TpPH 3aCTOCYBAHHI JABOX TEXHOJIOTIM — araincupasu anbda Ta
arasicuiasu Oera Ha ocHOBiI gociikeHHs (Vedder et al.,, 2007), mo yBIAIUIIO 10
cuctemMaTuyHoro orysany 3 meraanainizoM R. El Dib et al., 2016.

Jlo1aTKOBO B JOCHE€ TAKOXK MPOAHANII30BAaHO MEPIOJUYHO OHOBJIIOBAHMI 3BIT 3
oesnexu (PSUR), sikuit oxorutroe niepion 3 04.08.2021 p. mo 03.08.2024 p., a Takox JaHi
po Oe3neKy KyMyJISTUBHUX IMOOTYHUX PeaKIlii Ha JTIKapChKUii 3aci0 araiacumasy anbda
(Adverse Drug Reaction, ADR).

3arajioM Ha MiACTaBl aHaNi3y JaHUX KIIHIYHUX JOCIHIKEHb, OMYyOJIIKOBAHOI
JiTepaTypH, a TaKOXK CYKYMHUX AaHUX MO0 O€3MeKH, OTPUMAHUX SK Yy KIIHIYHUX
JOCITIIKEHHSX, TAK 13 TOCTMapKETUHTOBHX MOBIIOMJIEHB MPO MOO1YHI peaKIii 3assBHUK
poOUTH BHUCHOBOK, I0 Tpodinb kopucti Ta pusuky DO3T arancumazoro anbdha
3JTUIIAETHCS TTIO3UTUBHHM.

Ynosnosasicenuii opean nposie sepughixayiiinuii aHaniz 0aHux w000 NOPIGHANIbHOL
KIIHIYHOI ehekmusnocmi ma Oe3neku azanicudasu aivga ma azaicudasu bema ma
3a3HAYA€E HACMYNHE.

Cucmemamuunuii oenid 3 memaananizom R. El Dib et al, 2016, obpanui
3AABHUKOM 5K OCHOBHE 0Jicepeno, BKI0UA8 PAHOOMIZ08AHI MaA KEA3IPAHOOMI308aHI
KOHMPONbOBAHI KNIHIUHI BUNPOOYBAHHS 3a YYacmio nayienmis 3 xeopoborw Daopi 6y0b-
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K020 B6IKY mMa CMYNeHs MANCKOCMI, 0IaeHO3 AKUX 6CMAHOBIEHO 34 NPUUHAMUMU
Kpumepisimu (KoHyeHmpayis hepmenmamusnoi akmueHocmi abo ananiz mMymayii).
Hozo memoio oyna oyinka egpexmusnocmi ma Oesnexu D3T nopieuano 3 iHwuUMU
BMPYHUaAHHAMU, naaye6o abo 3 8I0CYMHICMIO 8MPYUAHb NPU JIiKY8aAHHI X60poou Dabpi.
Bapmo 3eepnymu yeacy, wo 6 oanomy cucmemamudnomy 02140i 3 MemaaHaniizom
docnioxcysanucs 6y0b-aKi 003Y8aHH, NPU YbOMY MIHIMATbHUN MEPMIH 3ACMOCY8AHHS
CMAHOBUE 0OUH MICAYb.

llepeunni nokasHuxku pezyrbmamié Ol UYb020 CUCMEMAMUYHO20 0210y
BKIIOYANU: 3MIHU KOHYeHmpayii 2nobompiaozinyepamioy (Gb3) y naazmi ma
MKAHUHAX, CMEPMHICMb 8I0 YCIX NPUYUH, Oilb, BUMIPSAHUL 3a ONUMYBATLHUKOM 00110
Makeinna, 30xkpema, akponapecmesisi ma kpusu Paopi.

Bmopunni noxasnuku exnmoyanu: oyiHKa @QYHKYIOHATbHO20 CMAHY HUPOK
(30Kpema, 3MiHU PIBHS KPeamuHiHy 8 cuposamuyi, NpomeiHypii, KIipeHcy KpeamuHiny
ma iHyAiHy), CUMRMOMU MA YCKIAOHEHHS 3AX80PI08ANHHS. MOHIMOPUHE UHUKHEHHS mda
NpPO2pPecyBanHsi HUPKOBOI HeOOCMAMHOCMI, WKIPHUX, YepeOpo8aACKYIApHUX ma
cepyesux YCKIaOHeHb, 6usHaueHHs 8iokaiadenv Gb3 y MIKpOCYOUHHUX KaniiapHux
EeHOOMENIAIbHUX KLIMUHAX OIONCIHUX 3pA3Ki6; NOOIYHI peakyii ma AKiCmb HCUMmsI.

Ynosnosasicenum  opeanom npoeedena  oyinka MemoOONO2IYHOI  AKOCHII
3a3HAUEeH020 cucmemamuinozo o020y 3 memaaranizom (R. El Dib et al., 2016) 3a
JIUCTMOM OYIHKU OJisl npo8edenHs axosoi excnepmusu oepxcasrnoi OMT (0ooamok 2
Hacmanosu) 3 suxopucmannsm incmpymenmy AMSTAR (A MeaSurement Tool 10
Assess systematic Reviews*) ma niomsepooceno eucoxy memodonoziuny sxicmo, o
Oy1a 6U3HAYEHA 3A56HUKOM.

3azanom, 00 0aHo20 cucmemamuiHo20 0210y Y8IUWI0 0e8'samb PaHOOMI308AHUX
KIIHIYHUX OO0CNI0JMCeHb, npome Juuie 08a OO0CHIONCEeHHs 3 0e8'simu nopieHIo8alu
azancuoasy arvgha ma azarcudaszy bema misic cooorwo (Sirrs et al., 2014 ma Vedder et
al., 2007). 3a sucnoskamu agmopie CUCMeMamuyHo20 0271510Y, 3A3HAYEHT O0CAI0HNCEHHS
MANU HU3bKUL PUSUK YNEPEOHCEHOCMI.

Y 0ocnioocenni Sirrs et al., 2014 nassni pezynemamu nuuie w000 KOMHOIUMHOL
KiHYesol mouKu, w0 6KIUANA HUPKOSI (0iani3, mpaucniaumayis abo 3HUNCEHHS
weuokocmi kiyboukosoi ghinempayii na 50%), cepyesi (cocnimanizayis uepes cepyegy
no0it0), He8PoN02IYHI (IHCYIbM AO0 panmosa 0OHOCMOPOHHS BMPama cyxy) nooii abo
cMepmb, SIKa He 8I0Nn06i0ana nepeuHHUM i 6MOPUHHUM KIHYe8UM MOYKAM, BUSHAYUEHUM
asmopamu y cucmemamuyromy o2na0i R. EI Dib et al., 2016. Tomy pe3yrvmamu w000
NOPIBHAILHOI KAIHIYHOT eghexmusHocmi ma bOe3nexku azaicudasu aibgha NOpieHAHO 3
azancuoazoro bema 3 docniodxncenns Sirrs et al., 2014 ne 6ynu npedcmasieni asmopamu
cUCmMemMamuyHo20 02s0y.

Ilpome 3as6Huxom 6yn10 demanvbHo npoananizoeano oocuiodcents Vedder et al.,
2007, pesynemamu K020 maxodic onucaui cucmemamuurnomy o2na0i R. El Dib et al.,
2016. Ynosnosasicenuii opean 3aysaxcye, wjo y oocniodxcenti Vedder et al., 2007
nopientosanu exegisanenmui oozu (0,2 me/ke) onsa aeancudasa arvgha ma azaicuoasa
bema. Ilpu yvomy 32i0HO 3 MINCHAPOOHUMU KIIHIYHUMU PEKOMEHOAYIAMU Ma
HACMAaHo8amu, Wo pe2lamMeHmyloms CYYACHUU nioXi0 wWooo 6e0eHHs NAYIEHmMI8 3
x8opoboro Pabpi, iHcmpyKyieto 051 MeOUUH020 3ACMOCYBAHHS, A MAKONC KAIHIYHON
HACMAHOBO0I, 3ACHOBAHOI0 Ha Ookazax ‘“Xeopoba ®abpi” (nepecnsio 2021 poky),

“3 https://amstar.ca/Amstar_Checklist.php
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azancudasa bema 3acmocogyemvcsi 6 003yeamHi 1,0 me/ke.  Bpaxoeyrouu
suwesasHavene, pesyabmamu oocniodcenns Vedder et al, 2007 ne moosxcymo
88AHCAMUCS PENeBAHMHUMU OJIS1 OYIHKU NOPIGHAIbHOI KAIHIUHOI ehekmusHocmi ma
be3nexu 3as81eH020 JIKAPCbKO20 3aco0y ma Komnapamopa O0Jisi Yilb08oi nonyiayii 8
Ykpaini.

3 02150y Ha HepenesaHmMHICMb 003Y8AHHS A2alcuda3u bema y Ue3a3HaA4eHoM)
00CNIOINCEHHI, YNOBHOBANCEHUM OP2AHOM 0)10 NPUUHAMO DiUleHHs NPOAHANI3Y8amu
IHWi HAs8HI O0KA3U, AKI 8ION0BIOAIOMb BUHAYEHOMY KAIHIYHOMY NUMAHHIO, 4 MAKONC
peKoMeHOayiam wooo OoyiHKU eghekmugHocmi npu opgannux saxeoproganusax. Tax,
8i0n06ioHo 00 pekomenoayiu n.4.1.5. Hacmanosu, y sunadkax nosiibHo npozpecyodux
ma piOKicHux (opghanHux) 3axe0pr6ansb, KOAU CMAMUCIMUYHOL NOMYICHOCHI
He0OCmamHuvol0 Ol OMPUMAHHA — peleBanmuoi  yacmomu  nOOill  OOYIIbHO
BUKOPUCMOBY8AMU  PEe3YIbMamu  KOMROSUMHUX — KIHYesux mouoKk. Bpaxogyouu
pexomenoayii Hacmanosu ma me, wo y odocniodxcenuni Sirrs et al., 2014, wo 6yno
eKItoYeHe 00 cucmemamuynozo o2nsidy R. El Dib et al., 2016, oyinwosanu eniug
azanrcuoasu anvpa ma aearcudazu bOema 6 O03YBAHHAX, WO BIONOBIOAIOMDb
susHaueHomy KuiHiunomy numanuio (0,2 me/ke ma 1,0 me/ke 6ionosiono), Oane
odocniodicerts 610 000amMKO80 NPOAHANIZ08AHO YNOBHOBANCEHUM OP2AHOM.

Hocnioxcenns Sirrs et al., 2014 6yno 3a2anbHOHAYIOHATLHUM OOCTIOHCEHHAM YCIX
nayienmis 3 xeopoooio Paopi vy Kanaoi eikom 6i0 5 0o 85 poxis. Lle sunpobyearms
po3zenaoano 08i koeopmu ocio, saxi ompumysanu P3T 6 pamkax Kanaocvroi iniyiamusu
3 x6opoou Paopi (Canadian Fabry Disease Initiative, CFDI). 3oxpema 0o kocopmu 1b
Oyn0 exnroueno 67 nayienmis, ki 0Yau panoomizoeari y cnisgionowenti 1.1 0o epynu
azancuoaszu bema (1 me/ke kooxcni 06a mudichi) abo azancuoasu anvgha (0,2 me/ke KOHCHI
08a MUdiCHi); mMediana cnocmepedicents cmanoguia 59 micayis.

Ha ocnosi ananizy oanux xocopmu 1b oocniosxcenns Sirrs et al., 2014, ne eusasneno
CMAMUCMUYHO 3HAYYWUX BGIOMIHHOCMEl 34 KOMHNO3UMHON KIHYeBoW MOUYKOI0
HUDPKOBUX, Cepyesux, HespoJIociYHUX NoOi abo cmepmi MidC nayicHmamu, sKi
ompumysanu azaicuoasy anvga ma acarcuoazy oema (HR 1,29; p = 0,67), ooHak
NOMYICHICMb OO0CNIOJNCEHHS 3a OYIHKOW asmopie Oyna obmedxcena. Komnozummua
KIIHIYHA KiHyesa mouka Oyna odocsenyma y 19,4% nayienmis, wo ompumysaiu
azancuoasy anvgha ma y 13,3% nayicnmis, axi ompumyeanu azaicudasy oema (p =
0,57).

Taxoorc 8i0n06i0HO 00 pexomeHnoayiti n.4.2.1. Hacmarnosu, ynosrnogasicenuii opean
000amK0o80 HNPOAHANI3YEAE8 CUCMEMAMUYHUL 02180 3 MEeMAaHanizom KO2OPMHUX
oocnioxcens R. El Dib et al., 2017* ona yzacanvuenns nassnux 0okasie i popmysanus
OLbUW NOBHUX BUCHOBKIB U000 edheKmueHocmi ma 6e3nexku 3acmocy8aHHs 3asa6/1eH020
JIKApcbKo20 3ac00y ma 8U3HAYEH020 KOMNApamopy.

Memoto cucmemamuunozo o2na0y 3 memaauanizom R. El Dib et al., 2017 6yno
oyinumu egexmuenicmo ma 6eznexy D3T npu xeopobi Dabpi. V 3a3nauenutl
cucmemMamuyHutl 02150 0OYN0 BKIOYEHO 77 KO2OPMHUX OO0CHiOdNCeHb, 3 saKux 29
KO2OPMHUX OOCHIONCEHb, 6 SAKUX BUUANU a2aicuoasy anvgha, 6 31 KocopmHoMy
docniodicenni — azancuoazy bema ma 8 20 00CHiOAHCEHHAX NPUUMATU YUACHb HEIKOBAHT
nayiecumu. 3a2anbHa KiivKicms yyachuxie cmanosuia 15 305 nayicnmis.

Aemopamu  6yno  npogedeno  memaauaniz — nponopyit.  Pezynemamu

4 https://pubmed.ncbi.nlm.nih.gov/28296917/
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NPOAHANI308AHO 5K OUXOMOMIYHI 3MIHHI 3 GIONOBIOHUMU O08IPHUMU THMEPBANAMU
(confidence interval, 95% CI).

32i0HO0 OaHUX CUCMEMAMUYHO20 0270y 3 MEeMAAHANI30M KO2OPMHUX KAIHIUHUX
docniodcenwv R. El Dib et al., 2017, ynosnogasicenum opeanom 06y10 6CMaAHOBIEHO MAK]
KII0408I pe3ynomamu.

- cmepmuicms 8i0 ycix npuuun 6yna sagixcosana y 9% (95% CI 0,03 - 0,16)
nayienmis, wo ompumysaiu azaicudazy aivgpa ma y 4,4% (95% CI 0,002 - 0,201)
nayienmis, wo ompumysaiu azaicuoaszy dbema, 95% oOosipui inmepsanu NOKA3HUKIE
NepemuHanucs, wo Modce C8IOYUMU HNpO BIOCYMHICMb CMAMUCMUYHO 3HAYYUWOT
PIBHUYL MIDIC cPYRnamu,

- 4acmoma BUHUKHEHHs HUPKOBUX YCKIAOHeHb Y NAYIEHMI8, WO OMpUMYBAIU
azancuoasy anvgha — 15,3% (95% CI 0,048 - 0,303), acancuoaszy bema — 6% (95% CI
0,04 - 0,07); 95% Oosipui inmepsaiu noKa3HUKI6 NePemMuUHAIUC, WO MOdHce C8IOUUMU
npo 8I0CYMHICMb CMAMUCMUYHO 3HAYYWOL BIOMIHHOCIE MIJHC 2DYNAMU,

- yacmoma BUHUKHEHHS Cepyeso-CYOUHHUX NOpYUIeHb V NayicHmie 2pynu
azancudasu anvga — 28% (95% CI 0,07-0,55) ma acancuoaszu 6ema — 7% (95% CI 0,05
- 0,08); 95% Oosipui inmepeanu noKA3HUKI8 NEPEMUHATUCS, WO MOHCe CBI0UUMU NPO
BIOCYMHICMb CIMAMUCMUYHO 3HAYYWOI BIOMIHHOCII MIJHC 2DYNAMU,

- 4acmoma BUHUKHEHHs UYepeOPOBACKYIAPHUX VYCKIAOHEeHb Y NayieHmis, wo
ompumysanu azaicudasy arvgha cmanosuna 11,1% (95% CI 0,058-0,179), acancuoazy
oema — 3,5% (95% CI 0,024-0,046). 95% Ooeipui inmepsanu ne nepemuHanucs, ujo
ModKce  ceiduumu  npo nepesasu  a2ancudasu  bema w000 3HUINCEHHSI DPUUKY
YepebpPOBACKYIAPHUX NOPYULeHb, NOPIGHAHO 3 azaicudasorw anvgha. Oounax npu
IHmepnpemayii 3a3HAYEHUX pe3yabmamis eapmo 6paxosysamu, WO KiIbKICMb
nayienmis, wo ompumysanu azaicuoasy bema oyna 3uauno ointvuworo (1062 nayicnmu)
NOPIBHAHO 3 KINbKICMIO NAYIEHMIB, WO OMPUMY8AIU azaicudasy atvga (461 nayienm),
Wo GNIUHYIO HA PO3MIP 008IpuUX IHmMepsanis. Takoxc cnio 38adcamu HA BUCOKUL
cmyninb 2emepozennocmi (12 = 70,5%) 6 ycix ananizax ona aeancuoasu anrvgha, wjo
MooKce Oymu nog'sizamo i3 OuzauHoM 00CniOdceHb (KocopmHi) abo 6az08umu
xXapakmepucmuxkamu nayleHmis.

Ynosnosasicenum opeanom 6yn0 npoeedeHo OYIHKY MemoOON02IYHOI SAKOCMI
nyonikayii R. El Dib et al., 2017 3a incmpymenmom AMSTAR 2 ma ecmarnogneno
APULUHAMHY Memooono2iuny sakicmv. HeobXxiono epaxogyeamu HU3KY 6aANCIUBUX
00MedICeHb Yb020 Memaaranizy Nponopyiu, a came: ICMOMHY HeOOHOPIOHICMb
KJIIHIYHUX pe3yIbmamié ) 6CIX NPOAHANIZ08AHUX KO20pmMax, w0 HNOACHIOEMbCA
KIATHIYHUMU MA MemMOO0N02TYHUMU GIOMIHHOCTAMU MIJC BKIIOYEHUMU OOCTIONCEHHAMU.

3a pe3yrvmamamu epugikayiiinoco awanizy npo@ino 6Oe3nexu, NPo8edeHo2o
VHNOBHOBANCEHUM OP2AHOM HA OCHOBI OaHux 3 okpemux nyoaikayiu (Golan et al., 2015;
Hwang et al., 2022, Banikazemi et al., 2007, Germain et al., 2007; Schiffmann et al.,
2014 i Wraith et al., 2008) moxcna npunycmumu, wo UMOBIPHO 0O0UOBA NIKAPCHKI
3acobu 0eMoOHCmMpPYIomb NOPIGHAHUL NPOPIlb be3nexku npu aiky8aHHi xeopoou Daopi.

Omoice, ocKinbKu 6 cucmemamuynomy o2nsaoi 3 memaauanizom El Dib R. et al.,
2016 eucnosku npedcmasieHi Ha OCHO8I Juue 00Ho20 docuioxcenus (Vedder et al.,
2007), y saxomy 0o03ysaHHsA aeancuoasu Oema He GION0BIOAE BUHAYEHOMY
KOMNapamopy, 1020 pe3yivmamu w000 HOPIGHANbHOI KIIHIYHOI eghexmuenocmi ma
be3nexu azancudasu anvga ma azarcuoazu 6ema He MoxCyms Oymu eKcmpanoibo8ati

Ha Yyinwbosy nonynayiro 8 Yrpaiui. 3a pesynomamamu oocnioxcenus Sirrs et al., 2014
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(mediana cnocmepedcenus cmanosuna 59 micayie) KOMNO3UMHOIL KiHYe80Oi MOUKU, WO
BKIIOYANIA HUPKOBI, cepyesi, Hespo/ociuHi noodii abo cmepmob, odocsienu 19,4%
nayienmis, wo ompumyeanu azaicuoasy aivga ma 13,3% nayienmis, axi ompumysaiu
azancuoasy 6ema (p=0,57). 32ioH0 3 OaHuMU CUCMEMAMUYHO20 02140Y 3
mMemaananizom kKo2opmuux oocunioxcerv El Dib R. et al., 2017, npeocmaéneni
Pe3yIbmamu MONCYms C8IOUUMU NPO GIOCYMHICMb CIAMUCIMUYHO 3HAYYW0T PI3HUYT 30
MOYKAMU CMEPMHICMb 8i0 YCIX NPUYUH, YACTMOMA BUHUKHEHHS HUPDKOBUX VCKIAOHEeHb
ma yacmoma 6UHUKHEHHs Cepye8o-CYOUHHUX NOPYULEHb Ol 3As81eH020 NIKAPCbKO20
3acoby ma KomMnapamopa ma MONCIUBY nepesacy azaicuoasu bema wo0o yacmomu
BUHUKHEHHS YepeOposacKYIAPHUX YCKIaOHeHb. Kpim moeo, 0o0amkoeo npedcmasieti
3ASABHUKOM OAHI 3 ONYONIIKOBAHUX €BPONEUCLKUX CUCMEMAMUYHUX 021018 limepamypu
(Germain et al., 2019 (uonosixu); Germain et al., 2019 (xcinku), Spada et al., 2019
(Oimu)) niomeepodcyroms eghexmusnicmo D3T 6 yinomy, are He O0EMOHCMPYIOMb
nepesazu GUKOPUCMAHHA 00HO20 JIKAPCbKO20 3ac00y NopieHAHO 3 iHwum. IIpoghine
besneku azancuoasu anvga ma azaicuoaza bema MOMCHA 88adiCAmu 3iCMasHUMU OIS
BU3HAYEHOI YINb0OBOI NONYIAYIL.

Ha ocnosi 3a3nauenoeo suwje, Modicna 3pooumu npunyuwients, wo eqhekmueHicmo
ma npogine 6e3nexu azaicuoazu arvga ma azsaicudas’u bema MoiCymv Oymu
cniscmaenumu. Hapasi nemae wimkux oauux, sKi 6 c8iouuIu npo KiiHIYHY nepesazy
00HO020 NIKAPCbKO20 3AC00Y HAO THUUM.

Ynosnosasicenuii opean 3ayeasicye, wo Hesgaxcaouu Ha eghpexkmusnicmo D37, ax
8ANCIUBOCO KOMNOHEHM) KOMNIEKCHO20 TiKYy8aHHs xeopoou Dabpi, 0008'13K060
HeOOXIOHUM € NOEOHAHHS 3 KPAWOI0 NIOMPUMYIOHOI0 MePAnicto ma KopeKyicro cnocooy
JHCUmmsi uepe3 NONICUCMEMHUL Ma He360POMHUL XaApaKmep ypadceHb OpeaHieé npu
x8opobi Dabpi.

Arancunasa anbba He BKItoueHa 10 24 Bunycky ba3zoBoro nepesiiky 0CHOBHHX
JikapcbkuXx 3aco0iB, pekomenaosanomy BOO3, 2025 poky (WHO Model List of
Essential Medicines) Ta bazoBomy mnepesniky OCHOBHUX JIKapcbkux 3aco0iB BOO3,
PEKOMEHI0BAHOMY IS JAiTel®.

Cepen ramy3eBUX CTaHAApPTIB y cdepl OXOpOHU 370pOB's YKpaiHu arajicuiasa
anbda BiacyTHs y Jdep:xkaBHomy dopmysisipi JikapcbKHX 3ac00iB, 3aTBEPIHKEHOMY
HakazoM MO3 Vkpainu Bin 13.06.2025 No 971 «IIpo 3arBepiykeHHs CIMHAIUSATOIO
BUNYCKY JlepxkaBHOro ¢opMyisipa JIKapchbKUX 3aco0iB Ta 3a0e3nedyeHHs Moro
JOCTYIHOCTI»*®,

Y PeecTpi MeaMKO-TEXHOJIOTTYHUX JOKYMEHTIB 3i cTaHAapTH3alil MeAU4HOL
nomoMoru*’ BincyTHil yHiikOBaHMM KIIHIYHMI IIPOTOKOI MEAUYHOI JOMOMOTH IIPHU
XxBOpo061 Dabdpi.

3asnauaemo npo wuassnicmo Kniniunoi nacmaumosu, 3acHO8aHOI HA 00KA3AX
(Hepoicasnuii excnepmuuii yeump MO3 Vrpainu, HICJI “OXMAT/HUT”, nepeenno
2021 poxy). 32i0H0 3 HaA8HUMU peKOMeHOayiamuy, I azaicudasa anvga, i azaicuoasa
bema € egexmuenumu 3acooamu DP3T npu xeopobi Dabpi, oCKiIbKU CNPUSAIOMb
3HUICEHHIO HAKONUW4YeHHs 2nobompiaosunyepamioy. Baowcnueo, wo eubip ma
NPU3HAYEHH O0O0HO20 3 YUX npenapamie Mae 30iUCHIO8AMUC [HOUBIOYAIbHO O

4 https://iris.who.int/server/api/core/bitstreams/7eb03ead-ch01-45ca-h4fe-a50d698f049d/content
46 https://moz.gov.ua/storage/uploads/9ca84a3c-4400-4ea7-9757-908bebb49e85/dn_971 13062025_dod.pdf
“"https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/page/13/
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KOJICHO20 NAYIEHMA, 3 YPAXYEAHHAM KIIHIYHOT KAPMUHU A NOMEHYIHUX PUUKie™e,

Y j1ocwke mpencTaBieHl HACTYyHHI MiKHAPOAHI KJIiHiIYHI pexkoMeHaaumii Ta
HACTAHOBH, 110 PETJIaMEHTYIOTh Cy4YaCHUM MiX1J O BEJCHHS Malli€HTIB 3 XBOPOOOIO
dabpi.

1. Pexomenmamnii cayx0u oxopoHu 310poB'ss Ipaangii ais JiKyBaHHSI
xBopo6u ®aopi, 2024 (HSE Guidelines for the Treatment of Fabry Disease)*

®3T pexomeHIOBaHA IS TAIIEHTIB BIKOM 10 16 POKIB 13 MiATBEPHKEHUM
niarHo3oM xBopoba Pabdpi, SKi BIAMOBIIAIOTH KPUTEPISIM MOYATKY JIKYBaHHS:

- arasicuaasa anbda (Replagal®) 0,2 Mr/Kkr KokHi 2 THXHI;

- araiicugasa 0era (Fabrazyme®) 1 Mr/kr koxxHi 2 THXK.

®3T myist mopociux (> 16 pokiB) i3 mATBEPHKEHUM J11arHO30M XBopoba dDabpi Ta
K1 BIAMOBIIAIOTH KPUTEPISIM MOYATKY JIIKYBaHHS: arajicujasa anbda 0,2 MI/Kr KoxKH1
JIBa TIOKHI a00 araincumasa 6eta 0,3-1,0 MI/KTr KOKHI 1B THIKHI.

2. Pexomenpauii  /lemapramMeHTy OXOpPOHM 310poOB's  ABcTpadii
Iporpama “Jliku, mo pATYIOTH KUTTA” — XBopoOa Padpi — Pexomengauii
JlemapramMeHTy OXOpPOHM 310poB'st ABcrpaJii, 2024 poky (Life Saving Drugs
Program — Fabry disease — Guidelines)®

MenukaMeHTO3He JTiKyBaHHS, 3a IepaBHi KomTH B pamkax [Iporpamu “Jliku, o
PATYIOTH KUTTS, JOCTYITHE JUIsl BIMOBIAHUX MAIIEHTIB 13 MIATBEPKEHUM JI1arHO30M
xBopoou @Dabpi. Hapaszi nikyBanHsi xBopoOu Pabpi 3a Jep’kaBHI KOIITH B paMKax
[Iporpamu npoBOAUTHCS TphOMA JIKAPCHKUMH 3aco0amMu — araiicujasa anbda (0,2
MT/KT Ha JiBa THXKHI1), arasicuyiaza 6eta (1 mr/kr Ha nBa TuxH1) Ta miragactat (150 mr
KOXKEH JPYTH JICHb).

3. HauionanbHuit ¢ponx 0oporsdu 3 xBopodorw dadpi, 2023 (National
Fabry Disease Foundation, NFDF)®.,

EdextuBne mikyBanHs xBopoOu Dabpi BuMarae MyJIbTUAUCIUIUIIHAPHOTO
nigxony. KommekcHa Teparisi BKJIrOYa€e BHYTPIIIHBOBEHHE BBEJICHHS TIpenaparTiB JJist
®3T abo nepopaibHy MIANEPOHHY TEpaMito, 3BUYaiiHE METUKAMEHTO3HE JIIKYBaHHS Ta
JOTIOMI’KHI METOJIU, @ TAKOK MOKE MICTUTH KOPEKIIIIO CIIOCO0Y KUTTS 1 NpOo(DUIAKTHYHI
npernapary.

[Ipenaparu, cxBasneHi s JiKyBaHHs XBopoou Pabdpi:

- araiicuaasa 6era (Fabrazyme®), BupooHuirea Sanofi, € ogHUM 13 KOMEPIIIHHO
CXBaJICHMX IIPENapaTiB 1s JTiKyBaHHs xBopoou Pabpi B CIIIA Ta inmmx kpainax. Horo
BBOJISITh BHYTPIIIHBOBEHHO 3a3BUYail KOXKHI JBa THXKHI B 1031 1 Mr Ha KUJIorpaM Macu
Tina;

- araiicuaasa anbda (Replagal®), Bupoonunrea Takeda, € me ogHUM cXBajieHUM
BHyTpinHEoBeHHUM D3 T. Moro Takox BBOIATH BHYTPIIIHFOBEHHO KOXKHI J1Ba THKHI B
no3i 0,2 mr Ha kutorpam mMacu Tuia. Replagal® noctynnuii y 6aratbox KpaiHax, ajie He
cxBanenui y CIIIA;

- miranacrar  (Galafold™), BupoOnunrBa  Amicus  Therapeutics  (He
3apeecTpOBaHMM B YKpaiHi);

- neryHiraicuaasza ainbda (Elfabrio®), Bupo6nunrsa Protalix (He 3apeectpoBanuit
B YKpaiHi).

“8 https://www.dec.gov.ua/wp-content/uploads/2021/01/2018_10_25_kn_fabri.pdf
“https://www.hse.ie/eng/about/who/acute-hospitals-division/drugs-management-programme/protocols/hse-guidelines-for-the-treatment-of-fabry-
disease.pdf

% https://www.health.gov.au/sites/default/files/2024-08/life-saving-drugs-program-fabry-disease-guidelines. pdf

5t https://www.fabrydisease.org/about-fabry-disease/fabry-disease-treatment
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4, bpurancbka rpyna 3 BHBYEHHSI CHAQJAKOBHX MeTa0O0JiuHHX
3axBopioBanb. HacranoBa 3 JikyBanusi xBopoOu P@aoOpi. (British Inherited
Metabolic Diseases Group, BIMDG. Guidelines for the treatment of Fabry
Disease), 2020.

Cnio 3a3wayumu, wo HA MOMEHm HNIO20MOBKU OAHO20 BUCHOBKY 3 SAGUINUCH
OHO8IeHT KNiHiuHI npakmuydni pexomenoayii BIMDG. Hacmanosa 3 nikysanus xeopoou
@abpi (Guidelines for the treatment of Fabry Disease, 2025)%, npome ocnoemi
NOJIONCEHHST MA NPUHYUNU, BUKIIAOEHT 8 OOKYMeHMI, 3ATULUUIUCA HESMIHHUMU.

Pexomennarii momo @3T st mikyBaHHS MAIi€HTIB 3 XBOpoOoro Dabdpi:

1) nns mamieHTiB BikoM <16 pokiB: arancunasza anbda (Replagal®); araicumasza
oeta (Fabrazyme®).

2) mist JopociuX MaiieHTiB (=16 pokiB) 3 MIATBEPAKEHUM J11arHO30M XBOPOOHU
®abpi 1 BIAMOBIAHICTIO KPUTEPISIM MTOYATKY JIIKyBaHHS: araicuaasza oeta (Fabrazyme®)
1 Mr/kr xoxH1 2 TrkHI (y aesakux Bunaakax 0,3 Mr/kr moas) abo arajacuaasa anbga
(Replagal®) 0,2 mr/kr uepes TUKACHB.

5. HacranoBa 3 jgikyBanusa xsopoou ®aopi B Kanani, 2017 (Canadian
Fabry Disease Treatment Guidelines, 2017)%3.

Pexomennaiii

®3T nependavae JiKyBaHHA 3 PETYJSIPHUMH 1 YaCTUMHM BHYTPIIIHbOBEHHUMU
1H(y315IMU (PEepMEHTY KOXHI1 2 THXKHI BIPOJOBXK YChOT'O KHUTTS mauieHTa. IcHye nBa
npenapatu s O3T, cxBaneHi MinictepcTBOM oxopoHU 3710poB's Kanaau. 3aranbHi
Ha3BUW IMX TperapariB — araicugasa anbda ta arancunaza 6era (TH Replagal® Ta
Fabrazyme® BinnoBigno). ®3T Oyna cxBanmena B Kanami ans nikyBaHHS XBOPOOU
®abpi y 2004 pori, 1 ii ciig po3rismaTd JJiS BCIX TAIIEHTIB 13 MiITBEPHKEHOIO
xBopoOoro @abpi, Oyap-IKOTO BIKYy Ta CTaTi, SKI BIANOBIJAIOTH CIEHU(BIYHUM
KpUTEPISIM 3aXBOPIOBAHHSI.

Bubip @3T ma 0o3ysanus. Xoua cmanoapmui 0o3u azancuoasu anvga (0,2 me/ke)
ma azancuoazu oema (1,0 me/ke) 8iopizHaomvbcs, Oaui n'amu- ma 80CbMUPIUHOZO
cnocmepexcenus Kanaocvrkozco peecmpy xeopoou ®@aopi (Canadian Fabry Disease
Initiative, CFDI) noxasytoms, wo pe3yibmamu JiKy8aHHs 000Ma Npenapamamiu €
exgiganenmuumu. Jlani 3 CFDI ceiouamb npo modwcauee nioBUUWEHHS PUSUKY
VCKIaOHeHb NPOMs2oM nepuiux 6 Micsayie nicis 3MIiHU npenapamy, wo npu3eooums 00
BUCHOBKY, WO ONMUMANbHE NIKY8AHH — Ye He 3MIHIO8AmU MeOUKAMEHMU, AKU0 ye
ModHcauBo. Bpaxoeyiouu opax oanux na niompumky aibmepHamugHux 003 ma pexcumis
003Y8AHHSL, A MAKONC MOICTUBL PUSUKU, SMIHY NPEnapamy, 003U Yu pexrcumy 003Y68aHHs;
HauKpawe nposooumu nio Yac NpoeedeH sl KIiHIYH020 00CHIONCEHHS.

Jlooamkoeo ynosrosadicenum opeanom nio uac eepugixayitinoco amaunizy 6yno
3HANOEHO Ma NPOAHANI308AHO HACMYNHI MIJCHAPOOHI peKOMEeHOAYi.

Pexkomenoauii w000 Oiacnocmuxu ma JiKyeanua xeopoou @Daopi y
nediampuynux nauicumis: Ookymeum Komimemy 3 pioKicHux 3axeopioeans
bpa3zunvcekoco mosapucmea neghponocii, 2022 poxy (Recommendations for the
diagnosis and management of Fabry disease in pediatric patients: a document from
the Rare Diseases Committee of the Brazilian Society of Nephrology (Comdora-
SBN))>*

52 https://bimdg.org.uk/wp-content/uploads/2025/07/2025.05.30.Fabry-Clinical-Guidance. pdf
53 https://www.fabrycanada.com/content/uploads/Final-Can-FD-Treatment-Guidelines-2017Oct18.pdf
Shttps://www.scielo.br/j/jbn/a/wadPBHWVCPQRThzHCZz5QN Lw/?format=pdf&lang=en

21


https://bimdg.org.uk/wp-content/uploads/2025/07/2025.05.30.Fabry-Clinical-Guidance.pdf
https://www.fabrycanada.com/content/uploads/Final-Can-FD-Treatment-Guidelines-2017Oct18.pdf
https://www.scielo.br/j/jbn/a/w4dPBHwvcPQRTbzHCz5QNLw/?format=pdf&lang=en

Aeancuoasza anvgha onsi mpueanoi eH3umMHoi 3amicHoi mepanii nayienmis i3 niomeepod’ceHuM diacHo3om xeopobu Pabpi (depiyum a-

eanaxmosudazu) 12.12.2025.

Bionosiono 0o koncencycy, pospobaernoco Komimemom 3 piokicHUX 3ax80pro6ams
bpasunvcokoco moeapucmea Hegponoeii, 6yn0 cgopmosano cmaHOaApMU3068aHi
pexkomenoayii wo0o O0iacHOCMUKU ma JIKYBAHHSA HUPKOBUX YPAXCeHb NpU X60podi
Daobpi y oimeu. Memoro mepanii € il pauuiti nouamox, wo 00nomazae 3anodiemu
HE360POMHUM  YUIKOOIICEHHAM Op2aHie i MIHIMI3Y8amu CUMNIMOMU, 38ANCAIOYU HA
PUBUKU NOOTUHUX eqheKmia.

Hna nikysanus oocmynui aeancuoaza anvgha (011 Oimeul 6i0 7 pokig) ma
acancuoaza bema (6i0 8 poxis). Taxooc 3 16 poxie Mmoodce 3acmoco8y8amucs
nepopanbHull Wanepou miraracmam, aie auuie OJisl NAYieHmis 3 YymaiueuMu MiCcCeHc-
MYmayiamu.

Tayienmam i3 cumnmomamu, HezanedxcHo 6i0 cmami, caio noyunamu D31 nasimo
3a HAsABHOCMI NlecKux npossie. Y nediampuunit npaxmuyi 6ioncis HUpKU modice bymu
suKopucmana 05l niomeepodcenHs: Hasenocmi 6ioxknadenv GL3, wo obrpyHmosye
nOYamox JNiKy8auHs. /s 6e3cuMnmomMHux X10nyuxie 3 xnacuunoro mymayieto O3T
noxasana 3 7—-8 pokie, xoua iCHylOmMb PIi3HI NO2NA0U WOOO0 GIKY NOYAMK) Mepanii.
Piwennsa mooxcyms npuiimamucs iHOugioyanvHo, 8paxo8yodu maxi akmopu pusuxy,
aK namoeennutl gapianm 2ena GLA, cimetinuti anamues, pigenv lyso-GL3 y naazmi.
Ilumanna nouamxy NKY8aAHHA y XAONYUKIE 00 7 POKI8 3aANUUUAEMbCA CYNepedIusUM
yepez  GIOCymHicmb  00CHiodceHb. i O0e3CUMNmoOMHUX — Oi8UAMOK  4imKux
DpeKoMeHOayitl HeMae, ane NOKA3AHHSA MONCYMb 0a3y8amucs Ha MAXCKOCmi Mymayii,
npoepecyrouomy 3pocmanti lyso-GL3 abo pezyromamax XCI-mecmysanus. 10eanvhum
ssadcacmuvcsi noyamox O3T 0o nossu MikpoarbOyMiHypii.

llayienmu 3 ¢enomunom nizHLO020 NOYAMKY NOBUHHI nepebysamu nio
CNOCMEPENCeHHAM, a JIKYBAHHA NOYUHAMU NpU NosA8L 0YOb-AKUX cumnmomis. Y
nayienmie 3 6apiaHmamu HeBi0OM0O20 3HAYEHHs OJisl BUSHAYEHHS NAMO2EHHOCHI
eapianma ma OOIPYHMYBAHHA MepPanii peKOMeHOYEMbCs 00CcmedcenHs cim’i ma
BUKOPUCMAHHS IHCMPYMEHMIE NPOSHO3YBAHHS.

Ilpomokon oOiaznocmuku, ouiHku ma JAiKyeaHua xeopoou @aopi ¢
Hioepnanoax, 2021 (Protocol of diagnosis, evaluation and treatment of Fabry disease
in the Netherlands)®

@D3T uapaszi € €ounumM memooom JNiKy8awHs Xxeopodou Dabpi, docmynuHum y
Hioepnanoax. Icnyromo 06i it popmu:

- aeancudasa anva (Replagal), wo supobrsemoca y ¢ibpobracmax nodunu ma
3apeecmposana 6 003i 0,2 me/ke 00uH paz Ha 08a MUIICHI,

- aeancuoaza bema (Fabrazyme), wo eupobasemvcs 6 KIMUHAX SAEYHUKA
KUMAUCbKo20 XoM'sika ma 3apeccmposana 8 003i 1,0 me/ke 00un paz Ha 08a MUDICHI.

Cnouamky  nogioomieHHs Npo  egheKmusHicmo 000X  pPeKOMOIHAHMHUX
Gepmenmuux npenapamieé OyaIU NOUMUSBHUMU: BOHU OEMOHCMPYBAIU BUBCOEHHS
mamepiany, wo HaKONU4y8ascs, 8 DioNMamax cepysi ma HUPOK, a MAKOHC NOMEHYIUHULL
3axucm ixHboi QyHKYii.

Hessaorcarouu na ye, ocmanni 0ani noxasyromo, wjo HO8i KIiHIYHI nodii (maxi sK
PO36UMOK MEPMIHAIbHOI cmadii HUPKOBoi Hedocmamuocmi, iHgapkm miokapoa,
Qiopunayia wayHoukie abo yepeoposacKyIapHi NoOii) MONCYMb BUHUKAMU NIO YAC
nikyeauns D3T. Daxmopamu pusuxy npoepecysauns 3zaxeopirogantus nio yac DP3T €

Shttps://www.amc.nl/web/research-75/spinx/fabry-disease.htm
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yonosiua cmamv, KIACUYHUL (peHomun ma 30i1buleHHs GIiKY Ha MOMEHM NOYaAmK)y
nikyeamnsa. I[Hwi gaxkmopu puzuky 6KIIOYAIOMb  3HUINCEHHA  DYHKYIT HUPOK,
npomeinypito, cinepmpoio ma Giopos cepys, cinepmeHsito ma HAsA8HICMb NOOJIU 00
noyamky D@3T. Paniwuii nouamox @31, 0cobau6o y 401086iKi6 3 KIACUUHOW X80POOOIO
Dabpi, modxxce nokpawumu pe3yaomamu JiKy8aHHs.

He e6cim nayienmam, sikum Odiacnocmosano xeopody Pabpi, neobxiona 3T,
OCKIIbKU He ) 8CIX nayicHmis 3 peHomunom “‘nisHbo20 nouamky” ma He y 8CiX JHCIHOK
3 KIACUYHON (DOPMOIO DO36UHYMbCA cumMnmomu. Tomy 01 OyiHKU OoYinbHOCMI
JUKYBAHHS OYIHCce BANCTUBUL PeMelbHUL MOHIMOPUHE O3HAK YPANCEHHS OP2aHi8 ) YUX
nayienmis. Kpim moeo, axwo npoepecysanns 3axeopiosanis 8iobysacmuvcs nonpu O37T,
Modice Oymu  OOYiNbHUM HNPUNUHUMU TIKY8AHHS, SAKWO NOOANbUWOI KOpUucmi He
ouiKyemwvcA. [ npuliHamms 38ax#CeH020 PileHHs Wo00 NoYyamKky abo NPpUNUHEHHS
D3T y nayiecumie 3 xe0opoboro Dabpi npoeoosmMvCs 3aCiOAHHA THOUKAYIUHO2O
KomMimemy pa3z Ha 08a MicAyi 3a yuacmio MyabMUOUCYUNIIHAPHOI KOMAHOU, 00 SAKOI
6xX005Mb Kapoionoe, Heponoe, Hesposo2, KIIHIYHUL 2eHemuk i 08a MemaboniuHi
cneyianicmu, wob 0ocsaemu 30a1aHCO8aAHO20 PIlUeHHS.

Xeopooa @abpi. Hauyionanvhuit npomokon OiacHOCMUKU ma JAiKy8aHH:A
Hauionanvnozo opzany 3 numans 0xoponu 300poe’as @panuii, 2021 poky (Protocole
National de Diagnostic et de Soins (PNDS) Maladie de Fabry)®®

Cmanom na 15.11.2021 y @panyii 3apeccmposani 2 opghanui nikapcoki 3acobu
onsl JiKy8aHHsa xeopoou @abpi: aeancuoaza anvgha 0,2 me/ke KOd#CHI 2 MUdCHI
(nokazana nayicHmam 6ikom 6i0 7 pokie ma cmapuie) ma azaicudasa bema 1 me/xe
KOJICHI 084 MUICHI (NOKA3aHA nayicHmam 8ikom 6i0 8 pokie ma cmapuie).

YV eemizucomnux nayienmie 4on08iwoi cmami 3 K1aCU4HUM eHomunom xeopoou
Daopi 3T pexomenoosano poznowunamu 3 18 pokis, Hasimv 3a 6i0CYymMHOCMI
CUMNINMOMIB.

YV eemizucomuux nayienmis 4on08ivoi cmami 3 heHOmMunom 3 ni3HIM NOYAMKOM
x8opobu Dabpi: nouamox cneyudiunozo NiKy8anHs He Oyoe cucmemamuynum 0o 35
POKI8, aje 11020 nompioHo 6yde 062o08opumu i NPUHAMU PIULEHHS, 8DAX08YI0YUU OYIHKU
Myrbmuoucyuniinaproi epynu. Iloxazaunns 0na no4amky KOHKPEMHO20 JIKYBAHMS
0008 ’43K0680 NOBUHHI OYMU NIOMBEPOIHCEHI KOOPOUHAYIUHUM O0BIOKOBUM YEHMPOM
wo0o xeopobu Dabpi abo yenmpom Komnemernyii xeopobu Paopi.

YV eemeposucomnux nayienmie scinouoi cmami 3 K1ACUYHUM PeHOmUnom xeopoou
Dabpi 3T moorce Oymu 3anponoHOBAHA 8 KOHCHOMY KOHKPEMHOMY 6UNAOK) 3ANEHCHO
8i0 KIIHIYHO20 KOHmMeKCcmy, OYMKU nayiewmku ma ii npoginio inakmueayii X-
XPOMOCOMU.

YV eemepozucomnux nayieumis scinouoi cmami 3 ¢henomunom xeopoou Daopi 3
RI3HIM NOYAMKOM: NOYAMOK Cneyu@iyHo2o niKyeanus He 6yoe cucmemamuyHum 00 40
POKi8, ane 11020 nompioHo 6yoe 062060pumu i NPUUHAMU PIULEHHS, 8PAX08YI0YU OYIHKU
Myremuoucyuniinaproi epynu. lloxazamnns 0na nouamky KOHKPEmMHO20 JIKYBAHHSI
0008 ’43K0680 NOBUHHI OYMU NIOMBEPOIHCEHI KOOPOUHAYIUHUM O00B8IOKOBUM YEHMPOM
wo0o xeopobu Dabpi abo yenmpom komnemernyii xeopobu Paopi.

Jlixysanus dimeii

ehttps://www.has-sante.fr/jcms/p_3301584/en/maladie-de-fabry
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Pexomenoosano poszenamymu numanus npo cneyugpiyune niky8aHHs XJIONYUKIE 3
KaacuuHum gpenomunom xeopoou ®abpi 3 7-8 poxis.

bezcumnmomui xnonuuxku 3 KiacuuHum @EeHOMUNOM 3AXBOPIOBAHHS MOMCYNb
ompumamu KOpucmo 610 paHHb020 NOYAMKY CHeyuiuHo2o NiKysanus y 6iyi 6i0 7 00 8
POKI8 HA OCHOBI maxux Kpumepiig: HaseHicmb namozennozo eapianmy 2ena GLA,
CIMeUHUl AHAMHe3 MANCKUX POopM Y XJIONYUKi8, aKmugHicms antbgha-earakmosuoasu A
6 nepugepuunux netikoyumax He suzHadacmocs, lysoGb3 y naazmi oinvwe 20 Hmoaw/n.

Hemae konxkpemmuux pexomenoayiii w000 06e3CUMNMOMHUX 2emepO3USOMHUX
oisuam. Ilpome pexomMeHO08aAHO NPOBOOUMU OYIHKY 3MiujeHHs IHakmueayii X-
Xpomocomu 3 8-piuno2o iKY, a 34 HAA8HOCMI HECNPUAMIUBO20 3MIUEHHS HA KOPUCTb
excnpecii mymanmnozo anens GLA 0oyinbHO po32aAHy MU MONCIUBICING CReyUpiuHO20
JKYy8auHs. 3a eiocymuocmi 3miujeHHsi IHakmueayii X-XpomMocomu HaA KOpPUucmo
excnpecii mymanmnoeo anead GLA O3T ne posnouunamumyms, ane KoxicHi 3—5 pokKie
He0OXIOHO NPOBOOUMU KITHIYHUL MOHIMOPUHL.

YV oimeu ma nionimkie i3 oenomunom xeopoou Dabpi 3 Ni3HIM NOUAMKOM HEMAE
nokazawus 0151 nouamky D3T.

Koncencycuni pexkomenoauii w000 O0iacHOCMUKU, 6€0€HHA mMa JIKY8AHHA
xeopoou @aopi y oimeit, 2019 poxy (Consensus recommendations for diagnosis,
management and treatment of Fabry disease in paediatric patients)®’

Koncencycni pexomenoayii pospobneni ¢panyyzvkorw pobouorw 2pynor, wo
CKa0anacy 3 nediampis ma 2eHemuKie, saKi Maroms 00Csi0 1iKy8anHs xeopoou Dabpi.

Y 2001 poyi €sponeiicoke acenmcmao 3 nikapcvkux 3acodie (EMA) cxsanuno osa
nikapcoki 3acoou P3T. Obuosa aikapcvKi 3acoOU 3acmoco8yomvCs NPOMA2OM YCb020
ocumms i 8800AMbCA WIAXOM GHYMPIUHbOBEHHOI IHEDV3II KOJMCHI 084 MUNCHI.
Aeancuoaza anvgha cxsanena 0 oimeti ma nionimxie 8ikom 6i0 7 poxia y 003i 0,2 me/ke.
Aeancuodasza bema 003801eHa Oimam i nionimkam sikom 8i0 8 pokis y 003i 1,0 me/ke. Ha
CbOCOOHIWHIU OeHb azancuoaza bema € €OUHUM JTIKAPCbKUM 3ACO00M, CXBANEHUM
Ynpaeninnsam 3 numans xapuosux npooykmis i aikapcokux 3acobis CILLIA ons nikyeanHs
xeopobu Pabpi.

Iouamox 3acmocyeannuss @3T y oumuncmesi modxce ynogitbHumu abo HaAgimo
3YRUHUMU NPOSPECYBAHHS YPAICEHHS OP2aHi8 00 Mo2o, AK 8i00Y0YMbCs HEe360POMHI
sminu. J{na  xaonuukie 1 0iguamox i3 CUMNMOMAMU HeBpONamuuno2o 000,
namonociuHoi  anbOYMIHYpii  (MpUHAUMHI 3 Me/MMONb  KPEAmuHiHy), MsHCKO20
ypaowcenus IIIKT i ab0ominanvHoeo 00a0 yu YpajdcenHs cepys Cai0 pOo3isiHYmu
moorcnugicms  3acmocysanus D3T. Ha oOanuti momenm Hemae oOaHux, AKi 0
niomeepodicysanu nowamox @3T na niocmasi 1uuie HAABHOCMI AH2IOKEPAMOMLU.

s 6ezcumnmomuux xaonqukie kpumepii nouamky D3T napa3zi eionogioaroms
nomouniu Kopomkiti xapakmepucmuyi nikapcokoco 3acooy (SmPC), axa eéxasye Ha
noYamox JNiKy8anHs y 6iyi 7 abo 8 pokie abo cmapuie, 3a 8i0CYMHOCMI OAHUX UWOOO
MONOOWLO nonyaayii.

Ha oanuti momenm nemae oamux, ski 6 niomeepoxcysanu iniyiayiro @3T y
Oe3cuMnmoMHUx 0iguamox, ane OiBYamKam, 2emepo3ucomuum 3a xeopoboiro Daobpi i
8ikoMm 610 7 pokis, cnio 3anpononysamu XCI-mecmyesanus (X chromosome inactivation

Shttps://onlinelibrary.wiley.com/doi/10.1111/cge.13546
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testing) ma, y pa3i eusaenienHs ekcnpecii mymanmuozo anera GLA, posensnymu
sacmocysans O3T.

Bionosiono 0o amanizy miscHapoOOHUX KIIHIYHUX HACMAHOS, JIKYB8AHH X80POOU
Dabpi, sixke sxnrovaec 3T ma cumnmomamuiny mepanito, NOBUHHO NPOBOOUMUCH NiO
KOHmMpoaeM  Keanighikosano2o Jjikapsi ma  MyIbMUOUCYUNIIHAPHOI  KOMAHOU.
3acmocysanusa @31, a came azancudaszu anvgha 6 003i 0,2 me/xe abo acancudasu bema
6 0031 1,0 me/ke 3 iHmepsanom y 08a mudicHi, NOKa3aune NayicHmam iz niomeepoHCeHuM
diaenosom xeopobu Dabpi, 3a HAAGHOCMI YPAXHCEHHA HUPOK, cepys, CYOuH abo
He8ponamuuHo2o 60.io.

s wonogixie 3 KnacuuHum gpeHomunom HiKy8auHs modxce oOymu posnouamo 3 16
POKI8, HABImb 3a iocymHocmi cumnmomis. llpu Has6HOCMI paHHIX 03HAK YPANCEHHS
opeamie mepanis € 0008'13K08010.

JKinku 3 KiacuuHum peHomunom ma Yyoio08iKu 3 YeHOMUNOM «Ni3HLO2O NOYAMKY»
NOBUHHI PO3NOYUHAMU NIKYBAHHS NPU BUSENIEHHI PAHHIX 03HAK YPANCEHHS HUPOK, Cepys
YU YeHmpaibHol HeP8OB8OL CUCeMU.

Hna ocinok 3 penomunom «niswvoeo nouamkyy ©3T pozenadaemvcs 8UKIIOUHO
NpU HAABHOCMI KIAIHIYHUX NPOABISE.

Ill]ooo Oimeiti, acancuoaza anvgha cxsanenHa OJisi 3ACMOCYBAHHA 3 7 POKI8, a
azancudasa bema — 3 8 pokie. V CILLA cxsaneno nuwe acanrcuoasy bema. @31 mooxce
Oymu po3sensanyma OJisl XJIONYUKIG 13 KIACUYHUM heHomunom y eiyi 7-8 pokie, aKuo y
HUX CNOCMepieaomvpcs CUMNMOMY, MAKI K He8pONamuyHuil Oilb, anbOYMIHYpIs,
VPad*CEeHHs WYHKOBO-KUUKOB8020 mMpakmy uu cepys. Ilokazauuamu maxkodic € 6UCOKU
pieenwv lysoGb3, namoeennuti sapianm cena GLA ma nuzvka akmueHicms epmenmy
a-eanakmosuoasu A. /[na ecemepozucomuux 0iguamox 3 7 pDOKI@ pPEeKOMeHOYEMbCS
nposedennsi XCl-mecmysanns (X chromosome inactivation testing) O0ns OyiHKuU
ooyinorocmi O3T.

Piwenns npo npununenna ®@3T npuiimaemvcs y HU3yi 6unaokie, GKIIOUAIOYU
HEOOMPUMAHHS NAYIEHMOM pedcumy NiKysanHs (nponyck oOinvwe 50% ingysiii),
8IOMO8Y 8I0 pe2YNAPHO20 MEOUYHO20 CHOCMEPEHCEHHS, GUHUKHEHHSI MANCKUX
IHQY3TUHUX peaKyiil, a maKodc 3a baxcanHsam nayicuma. Tepanis makodic mosce oymu
NpunuHena npu OO0CACHEHHI MePMIHANbHOI cmaodii HUPKOBOI HeOOCMAMHOCMI, WO
Ccynposoodxcyemocs cepyegoro nHeoocmamuicmio (IV knac 3a NYHA), 3a ouikysanoi
MPUBATIOCNE JHCUMMSL MEHULe HINC OOUH PIK, NPU 3HAYHOMY 3HUNCEHHI KOSHIMUBHUX
@dyuKyiti abo npu 8iocymHocmi KAiHIYHO20 eghekmy, 30Kpema w000 He8PONaAmMUYHO20
001110 Nic/ist pOKy NIKYBAHHAL.

3) naHi MWOA0 €KOHOMIYHOI AOUIIBHOCTI B YACTHHI e()eKTUBHOCTI BHUTPAT
BUKOPHCTAHHA JIIKAPCHKOIo 3ac00y BIANOBIIHO 10 PEKOMEHJAO0BAHOI IIKAJH
rPAaHMYHUX 3HAYEeHb iHKPEMEHTAJIbHOI0 TNMOKAa3HMKA e()PeKTHBHOCTI BUTPAT B
YkpaiHi

EdekTuBHICTh BUTpAT arajicuia3u ajib(da NOpIBHIHO 13 arajicujia3oro 0eTa B JOChE
Oyra o1liHeHa 13 3aCTOCYBaHHSIM METOAY MiHIMi3aIlii BUTpat (cost minimization). Bubip
METOJy MiHIMI3allii BUTpaT 3asBHUK OOIPYHTYBaB THM, IO 3a pe3yJbTaTaMu
MIPOBEJICHOT0 TOPIBHSJIBHOIO KIIIHIYHOTO aHalli3y, a TAKOXK aHalli3y Oe3neku, He OyIo
BUSIBJICHO CTATUCTUYHO 3HAYYIIOT PI3HUII 32 BU3HAYEHUMH KIIIHIYHUMH MTOKa3HUKAMH,
K1 OILIHIOIOTH MpU XBOpoO1 Pabdpi (HUPKOBI, CEPLIEBO-CYAUHHI, 1IEpeOpOBACKYISIPHI
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noxii Tomo) (Spada et al., 2019 nnsa miteit, Germain et al., 2019 nns 4oJoBiKIB Ta
Germain et al., 2019 mns xiHOK). 3asBHUKOM 3a3Ha4yeHO, IO arajcujasa aidbda Ta
arajicugaza O0era € TepaneBTUYHO EKBIBAJICHTHUMHU 3a MEXaHI3MOM [ii, KIJIIHIYHOIO
e()EeKTUBHICTIO Ta TpodijgeM MOOIYHUX peakiliii, 0 MATBEPIKEHO pe3yJibTaTaMu
KJIIHIYHOTO aHai3y.

Bapmo 3a3nauumu, wo aémopu cucmemamuunux o2na0ie (Spada et al., 2019 ona
oimett, Germain et al., 2019 ons yonosikie ma Germain et al., 2019 01 scinok) He manu
Ha Memi npeocmasumu came pe3yibmamiu NOPIGHANbHOI KIIHIYHOI eghekmugHocmi
azancuoasu anivbgha NOpieHAHO 3 azcaicudazorw bema (Wo € 00’€Kmom NpPoBedeHHs.
oepacaenoi OMT), a manu ma memi npogecmu BCEOXONIIOIOYUU CUCMEMAMUYHUL
JimepamypHuli 02140 8Cix ONYOAIKOBAHUX OPULTHATILHUX cmamel Wo00 3aCmOCy8aHHs
@D3T npu nikysanui xeopoou Dabpi, docmynnux 0o ciuns 2017 poky.

B mou orce uac, ax 3asznaueno y nyHkmi 3.2 BUCHOBKY, MOJNCHA 3pobumu
npunywerns, wo epexmusnicms ma npodine be3nexu IiKapcoKux 3acobie azaicudasu
anvgha ma azancuoazu bema MoxCymos Oymu Cni6CmMasHUMU, MOMY 0OPAHUL 3ASIBHUKOM
Memoo PapmaKoeKoHOMIUHO020 aHANi3y OY8 NPUUHAMUL YNOBHOBANCEHUM OP2SAHOM,
OCKIbKU HA OAHULl YAC HeMA€E NepeKOHIUBUX 00KA3i8 nepesazu 00HO20 NIKAPCbKO20
3aco0y HAO THWUM.

OcCkUIbKM TIpsIMI MEIWYHI BUTPATH, IOB’S3aHI 13 3aCTOCYBaHHSAM arajcuiasu
anbda 1 arajacugazu 0era, KOpeIoTh 13 Macolo Tijia Malll€HTa, IKa 3aJICKUTh BiJ BIKY,
JUISL ONTHMI3alli PO3PAaXyHKIB 3asBHUKOM OyJIO 3rpyNOBAaHO MAILI€HTIB y 3 BIKOBI
Kareropii (quTsA4a, MJTITKOBA 1 JOPOCHA), B MeXaxX SIKHUX OYyJM po3paxoBaHl cepeHl
3HAYEHHS BUTPAT HA OJTHOPIYHUNA KYPC JIIKyBaHHS.

PesynpTaTti (hapMakOeKOHOMIYHOTO aHaNi3y MOPIBHSHHS arajcuja3u ainbda Ta
arajicujasu 0era 3a JaHMMU 3asBHHKA HaBEACHO Y TaOuIIl 2.

Tabauus 2. PezynbraTi apMakoeKOHOMIYHOTO aHaAII3y arajicujia3u ajibQa 3a TaHUMU
3aBHHUKA

Eran | Po3aia Omnuc
1 Beryn Oyinosana mexnonoe2is: arajcuaaza anbda + Kpama miATpUMyroua
Teparis.

Komnapamop: arancunaza 6eta + kparia miaTpuMyroda Teparis;
Mozens MiHiIMiI3alii BUTpat Oyno nodynosano B MS Excel.

2 Kourekct [{impoBa MOMyAIIs: JOPOCII Ta IITH BIKOM >7 POKIB 3 11arHOCTOBAaHOIO
JOCTKeHHS xBopoboto Dabpi (medinmut a-ramakrozumazu A), SKUM IOKa3aHa
tpuBana P3T.

®apMakOeKOHOMIYHUN aHaji3 MPOBEJEHO 3 TMEPCIEKTUBU CHCTEMHU
OXOpOHHU 3/I0pOB’ S — JE€P>KAaBHOTO IJIATHUKA.

YacoBuii TOpU30HT MOJETIOBAHHS aHAII3y METOI0M MiHIMi3allii BUTpaT
CTaHOBHTH | pIK.

3 ornsay Ha l-piuHuil 4acoBM TOPU3OHT JUCKOHTYBAHHS BUTpPAT HE
IPOBOJTIIOCH.

Hani mono xiiHiYHOI edektuBHOCTI: KiiHiyHa e(eKTUBHICTb IS
MOMYJISIi] MalieHTiB 4ojoBiuoi crati Germain et al, 2019%; s

%8Germain DP, Elliott PM, Falissard B, Fomin VV, Hilz MJ, Jovanovic A, Kantola I, Linhart A, Mignani R, Namdar M, Nowak A, Oliveira JP, Pieroni
M, Viana-Baptista M, Wanner C, Spada M. The effect of enzyme replacement therapy on clinical outcomes in male patients with Fabry disease: A
systematic literature review by a European panel of experts. Mol Genet Metab Rep. 2019 Feb 6;19:100454. doi: 10.1016/j.ymgmr.2019.100454. PMID:
30775256; PMCID: PMC6365982.
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MOMYJIALIT maIieHTiB )kiHo4oi cTaTi Germain et al, 201 9% nist MO YIS
nutsdoro Biky Spada et al, 2019,
Bapmo 3a3nauumu, wo asmopu cucmemamuunux oensaoie (Spada et al.,
2019 ona oimen, Germain et al., 2019 ons uonosixie ma Germain et al.,
2019 ons sacinox) He manru Ha Memi NPeoCmasumu came pes3yibmamu
NOPIBHANbHOT KNTHIUHOT echekmugHoCmi azanicudasu aib@a NopPieHAHO 3
azancuoazorw bema (wo € 06’ekmom npogedents oepaicasnoi OMT), a
Manu  Ha Memi Npogecmu  GCEOXONMIOIOYUN — CUCTNeMAMUYHUU
Jnimepamypuuil 02150 8CiX 0NYONIKOBAHUX OPUSITHANBHUX cmamell Wo0o
3acmocysanns @3T npu nikyeanui xeopoou @abpi, docmynuux 00 ciuns
2017 poxky.
JlaHi o0 Oe3IeKu:
Jani mono Oesmeku Oynu MpoaHaTi30BaHI 3asBHUKOM Ha OCHOBI
CHCTEMATHYHOTO OISy 3 MeTaaHamizom El Dib, 201652,
Y  (dapmMakoeKOHOMIYHOMY aHali3i, MPOBEACHOMY 3a METOJIOM
«MiHIMI3aIii BHTpaT», TOKA3HUKH KIIHIYHOI €(PEKTUBHOCTI HE
BUKOPUCTOBYBAJIUCH, OCKIJIbKM, 33 BHCHOBKOM 3asBHMKAa Ha OCHOBI
BUIIIE3a3HAYCHHUX JDKEpeN arajcuia3za anb(da Ta araicupaza Oera €
TEpaneBTUYHO EKBIBAJIEHTHUMH 3a MEXaHI3MOM [ii, KJIIHIYHOIO
eeKTHBHICTIO Ta PodisieM OE3MEeKH, IO MIATBEPIKEHO Pe3yIbTaTaMu
KIIIHIYHOTO aHai3y.
Ak 3a3naueno y nynkmi 3.2 6UCHOBKY, MOXCHA 3pOOUMU NPUNYULEHHS,
wo egexmusnicmov ma npoghine Oeznexku AIKAPCbKUX  3ac00i8
azancuoasu  amvgha ma  aeaicudasu  bema  MONCymb  Oymu
cnigcmasHumu. Hapasi umemae uimkux oauux, sAKi 6 ciouuiu npo
KIIHIYHY nepesazy 00H020 JIIKAPCbKO20 3aC00y HAO THUUM.
3 PozpaxyHok Kareropii BUTpar, 110 BKJIIOUEH]1 Y MOJIENb!
BUTpAT ® BUTpaTH Ha 3asBJIEHUI JIIKAPCHKUI 3aci0 Ta KOMIIapaTop;

® BUTpATH Ha BBEJCHHS JIIKAPCHKUX 3aCO0IB;

® BUTpATH HA MPEMEIMKAINIO Tepe]l 3aCTOCYBAHHIM JIIKapPCHKHX

3aco0iB;
® BUTpATH HA MEIMYHI IIOCIIYTH Ta CYMyTHIO Teparliio;
® BUTpPATH Ha JIaTHOCTUYHI MPOILEIypH, SIKI CYMPOBOKYIOTH
MPU3HAYEHHS 1 MOHITOPHUHT Teparii.

Henpsimi BUTpaTH B aHaJIi3 BKIIOYEHI HE OyIH.
Jns mpoBeneHHs (apMaKOEKOHOMIYHOTO aHalli3y 3asBHUKOM Oyia
3alpoNOHOBaHa KOH(IAEHIIIIHA 1iHA Ha 3asBIECHUH JIIKapChbKUid 3aci0
arasicuyiaza anbda (KOHIEHTpAT JUIsl PO3UMHY JuTsl 1H]Y3i#, 1 mr/mi mo
3,5 mn xonnentpary y dpaakoni Ne 1), sxa cranosuts ||| ro=.
[{ina JikapchbKOTO 3ac00y MOPIBHIHHS - arajcuaa3u 6era (MopoIoK JIs
NPUTOTYBAaHHS KOHIEHTpaTy (5 Mr/mu) Juis po3uuHy Juid iH(DYy3ii,
¢bnakonu o 5 mr 1 mo 35 mr) Oyrna BU3HAUE€HA HA OCHOBI OCTAaHHBOTO
ykiageroro JIT «Meauyni 3akymiBiai  YKpaiHH» JOTOBOpPY IPO
3aKYIIBIIO Ha eJNEeKTPOHHINM miargopmi MyOMIYHMX 3aKyIiBellb
Prozorro:

%Germain DP, Arad M, Burlina A, Elliott PM, Falissard B, Feldt-Rasmussen U, Hilz MJ, Hughes DA, Ortiz A, Wanner C, Weidemann F, Spada M. The
effect of enzyme replacement therapy on clinical outcomes in female patients with Fabry disease - A systematic literature review by a European panel of
experts. Mol Genet Metab. 2019 Mar;126(3):224-235. doi: 10.1016/j.ymgme.2018.09.007. Epub 2018 Sep 27. PMID: 30413388.
9Spada M, Baron R, Elliott PM, Falissard B, Hilz MJ, Monserrat L, Tendel C, Tylki-Szymafiska A, Wanner C, Germain DP. The effect of enzyme
replacement therapy on clinical outcomes in paediatric patients with Fabry disease - A systematic literature review by a European panel of experts. Mol
Genet Metab. 2019 Mar;126(3):212-223. doi: 10.1016/j.ymgme.2018.04.007. Epub 2018 Apr 26. PMID: 29785937.
61 El Dib R., Gomaa H., Carvalho R.P., et al. Enzyme replacement therapy for Anderson-Fabry disease Cochrane Database Syst Rev. 2016 Jul 25; 7
(7): CD006663. doi: 10.1002/14651858.CD006663.pub4.
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- ¢nakonu o 5 mr — 3a jporoBopom Bix 13.10.21 poky mina
cranoButh 13 395,26 rpu 3a 1 naxon®;
- ¢nakonu no 35 mr — 3a goroBopom Big 13.10.21 poky mina
cranoButh 80 316,5 rpH. 3a 1 dmakon®,
3asBHUKOM 3a3HAYEHO, II0 BPAaXOBYIOYHM, IO JIKAPCHKHHA 3aci0
NOPIBHSHHS arajicuja3a OeTa 3aKyNOBYETbCS B paMKax IPOLEAypH
JIOTOBOPIB KEPOBAHOTO JOCTYIy, MOXKHA 3pOOUTH TPUIYIICHHS, IO
dakTUYHa IiHAa 3aKyMiBIl 3a JOTOBOPOM KEPOBAHOTO JOCTYIY €
HIKYOI0, HIXK 3aKyIiBeJIbHA I[iHA 3 OCTAHHBOTO 3aBEPUICHOTO TCHIEPY
3a JaHUMH €JIEKTPOHHOI CHCTEeMH MyOIiyHUX 3aKymiBens Prozorro i sika
Opajack 3a OCHOBY BCiX IMOJAIBIINX PO3PAXYHKIB.

4 Pesynbratu

Butpatu Ha 3acTocyBaHHS JIKapchbKoro 3acoly arancupasza anbda Ha
OJIHOTO TaIliEHTa 3aJIe)KHO BiJ] CTATi, BIKY Ta MacH TiJia Ha PIYHHIA KypC
JTIKyBaHHS 3HAXOJSTHCS B MEKaX:

o s purunn (7-11 poxis) — 5i [N ron o I

I'PH;

o s migritka (12-17 pokis) — Bix || o= o
R

e s nopocioro (18 pokiB 1 crapmie) — Yy CepeaHbOMY

TpH JJIs TTAIliEHTa 3 Macolo Tijia 75 Kr.
Butpatun Ha 3acTocyBaHHS JIIKQpChKOTO 3aco0y arajcujasa Oera Ha
OJTHOTO TAIiEHTa 32 YMOBH KOMOIHYBaHHS ()OPM BHITYCKY JIKQPCHKOTO
3aco0y, a came — yMakoBKHU 35 MTI' Ta 5 MT, 3aJIe3KHO BiJl CTaTi, BIKY Ta
MacH TiJIa Ha PIYHUI KypC JIIKYBaHHS 3HAXOIATHCS B MEXKaX:
e s nutunu (8-11 pokiB) —Bix 2 088 229,00 rpu 10 2 436 505,76
TpH;
e s migmitka (12-17 pokiB) — Bix 2 784 782,52 rpu no 4 176
458,00 rpH;
e s jpopocnoro (18 pokiB i crapuie) — y cepeaubomy 4 524
734,76 TpH 11 MaIieHTa 3 Macoro Tija 75 Kr.
YcepenHeHi BUTpaTH B MeXaX BIKOBUX TPyl Ha OJHOTO TMAIli€HTa Ha
pIYHMIA KypC JIKYBaHHS CTAHOBJISTh:

Bikosa rpyma Arancugasa Arancugasa Piznauts, rpH
anb(a, rpH Oera, TpH

Oitu (7-11 poxie) | | 219313251 I

Tianitkn R 3557 599,75 N

(12-17 pokiB)

Topocii ] 4538 502,00 I

(18 pokiB i cTapie)

AHati3 YyTJIMBOCTI:

3asBHUKOM OyJo TIPOBEACHO OAHO(DAKTOPHHUI aHai3 YYTJIHBOCTI.
[TpoBeneHuii aHai3 YyTIMBOCTI BKJIIOYAB aHAi3 3MIHH KIFOYOBUX
BX1JHHMX NapamMeTpiB mozesni Ha £20 % BiJ 0a30BUX 3HAYEHb.

3a BUCHOBKOM 3asBHHMKA, MPOBEACHUI aHAJi3 YyTIUBOCTI BHUSBUB
CTIMKICTh pe3yabTaTiB (apMaKOEKOHOMIYHOIO aHami3y 10 3MIiHU
OLTBIIOCTI BXIJJTHUX KJIFOUOBHUX IapaMeTPiB Ta MOKa3aB, 110 HAHO1IbIIui
BIUTMB Ha 3arajbH1 BUTPATH MAIOTh I1HA arajcuaa3u aibda i araicuaasu
OcTa, a TaKoX Maca Tija MAaIll€HTIB, OCKILILKHM 3a MAacol Tilia
BU3HAYAETHCS  JIO3YBAaHHA 1 KUIBKICTh HEOOXITHUX  (DIIaKOHIB

82 https://prozorro.gov.ua/tender/UA-2021-09-09-012812-c
83 https://prozorro.gov.ua/tender/UA-2021-09-09-012871-c
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JIOCJTIJDKYBAHUX JTIKAPCHKHUX 3aCO01B.

Bapmo 3asnauumu, wo 3a pesyrbmamamiu npo6edeHo20 3ds8HUKOM
aHanisy 4ymaueocmi, npu 3mini yinu azarcuoasu anvga na +20% abo
azancuoazu bema Ha -20%, 6UCHOBKU 3a pe3yIbmamamu aHalizy
3MIHIOIOMbCS, MOOMO azancudasa bema cmae MeHuw SUMPAMHONO
ONYI€I0 NIKYBAHHS, HIJC 3A561eHUll NIKAPCbKULL 3acio.

5 [Tpunymenns [Tpu moOymoBi Mojei 6ys10 3pO0ICHO MPUITYIICHHS:

aHaJizy Ta 1. JIns po3paxyHKy BHUTpaT Ha CYIYTHIO TEpamil0 MpU BHHUKHEHHI
0OMEKEeHHS YCKJIQIHEHHS BTpaTH CIyXy Ha OCHOBI aHaII3y JaHUX BiJ BUPOOHUKIB
aHaizy CIIyXOBHX amapaTiB Oyio 3po0JIeHO MNPUNYIICHHS, IO iX 3aMiHa
3asIBHUKA, 1110 MOTpiOHA KOKHI 5 POKIB, OCKUJIBKHM CEPEIHIA TEPMIH CITY)KOU CITyXOBUX
MaroTh BIUIMB Ha | amapaTiB CTAaHOBUTHh 5—6 POKIB 1 3aJeKHUTh BiJl YMOB €KCIUTyaTarii,
pe3yJbTaTiu 00CIIyroByBaHHS Ta TEXHOJIOTIYHOTO 3HOCY.

aHaizy OOMexeHHs TPOBEACHOTO aHAITI3Y:

e(hEeKTUBHOCTI 1. OdiuiiHuX JTaHUX MIOJ0 PO3MOALTY MalieHTiB 13 XBopobOor dadpi,
BUTpaT 3a BIKOM Ta CTaTTIO B YKpaiHi HEMae, TOMY JaHi HIOA0 BiKy Ta CTaTi

MaIieHTiB OylM BHU3HAYEHI HA OCHOBI HEOMYONIKOBAaHMX JAaHUX BiJ
HJACJI «OxMatauTy, OTpUMaHKX y BIANOBAb HAa 3BEPHEHHS 3asBHUKA.
2. 3aTBepmKEHUX CTaHAAPTIB JiKyBaHHS xBopobu dabpi B Ykpaini
HEMae, TOMY CKJIaJI IIaTHOCTUYHHUX TECTIB JIJII MOHITOPHHTY 32 CTAHOM
Mari€eHTa, 4acToTa iX MPOBENCHHS, a TaKOX CYNyTHS Tepamis Mpu
nikyBaHHI xBopoOm @abpi Oyna BH3HAYCHA HA OCHOBI JIOCTYITHUX
peKoMeHallii, onmyOaiKoBaHUX JUIsl IHIIUX KpaiH, 3 aJanTaiiero ix a0
YMOB JIOKQJIBHOT CUCTEMH OXOPOHH 370POB 5.

3. YV OimpIIOCTI KJIIHIYHHUX JOCHIKEHb 3aCTOCYBaHHS arajicHjaszu
anbda 1 arancuaasu Oera OLIHIOBAJIUCH CYpOTraTHI TOYKH (3HMKEHHS
piBHs GL-3, ynoBinmbHeHHs 3HMKeHHS piBHs LLIK®, rineprpodis aiBoro
[UTYHOYKA TOULIO), JOCHIIKEHb JJs TBEPAUX Malll€EHT-OPIEHTOBAHUX
TOUYOK Opakye.

OTxe, 3a po3paxyHKaMU 3asiBHUKA METOJIOM MiHIMI3allii BUTPAT CEPE/IHI BUTPATH
Ha PIK 3aCTOCYBaHHS arajcuaasu anbda s OJHOTO MmarlieHTa BikoM 1o Big 7 mo 11
poxis € Ha ||l rpe proxav nopissano i3 nikypamuam arancunasoro Gera, ausa
omuoro mamienta sikom Big 12 1o 17 pokis — mmkunmu Ha || e 2 ans
nopocioro nauienta Bixom Bix 18 pokis — na ||l ror rroxanvu wisk surpary va
arajicuyasy oera.

Y1oBHOBaKEHUM OpPraHoM npoBeJeHa OLIHKA po3airy
(papMaKoeKOHOMIYHOI0 aHAJMI3y J0Ch€, 3a Ppe3yJbTaTaMHU SIKOI BCTAHOBJICHO
(pakTopu, sIKi MaIOTh BIIMB HA Pe3yJIbTAT AHAJII3y e()eKTUBHOCTI BUTPAT:

1. Bionogiono 0o ¢hapmaxoekonomiunoi Mooei 3asa6HUKA, 3a 3A561eHOI0 YIHOBOI
NPONO3UYIEID azancudasa aibgha € MeHW BUMPAMHOW ONYiclo JIKYBAHHA HIdiC
acancuoaza bema O0ns nayichmis i3 xeopoborw Dabpi. Bapmo zaznauumu, wo 05
PO3PAXYHKIG YiHA NIKAPCbKO20 3ac00y NOPIBHAHHA (azaicudasu bema) Oyna 6U3HaA4YeHA
Ha 0CHOGI ocmanHb020 ykaadenozo /11 «Meoduuni 3akynieni Ykpainuy oozoeopy npo
3aKyNiGNI0 HA eleKMPOoHHIU niameopmi nyoniynux saxyniseav Prozorro, saxuii 6ye
yrnaoenuu y 2021 poyi.

Ilpome ockinbku nikapcokuii 3acib6 aeancuoaza bema 8x00umb 00 NepPeiKy
JIKApCbKUX 3aco0ie, wo 3aKyno8ylmuvcs 3ad 002080paAMU KEPOBAHO20 OOCMYNY,
3ameepodiceno2o nocmarnosor Kabinemy Minicmpis Ykpainu 6io 9 epyons 2022 poxy
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Nel373, peanvua 3axynigenvHa yiHa azancudasu 6ema € KOH@IOeHYIHOW ma Modice
BIOPI3HAMUCH IO YIHU, BUKOPUCMAHOL 3ASABHUKOM OJisl NPOBEOEHHS PO3PAXYHKIG.

Bionosiono 0o modeni 3asenuka, npu 3HUNCEHHI YiHU Ha acaicudasy bema
npunaiivii na || 3a767ena meovuna mexnonozia cmane Ginow sumpammuoro,
HIJIC KOoMRapamop OJisk O0POCIUX NAYIEHMIB, A NPU 3HUNCEHHI YiHU azanicudazu bema
xoua 6 Ha ﬁ - aeancudasa anvga cmane OLbUL GUMPAMHON Oas YCIX
kameezopiu nayienmis. [Ilpome 3asA8HUK MAKON*C 3A3HAYUUE NPO 20MOBHICHb PO32ISAHY MU
dooamkogse KOHQiOeHyiline 3HUMNCEHHS YIHOB0I npono3uyii 011 3abe3neyeHis
epexmuenocmi 6100HCemHUX 8UMpam y NOPIGHAHHI 3 a2aicudazorn bema.

Taxum yuHOM, BUKOPUCMAHHS OCMAHbOI 3aKYNIBENIbHOI YiHU azaicudazu bema 3
002060py KepoBaHo2o0 OOCMYNY MOJHCe 3SMIHUMU BUCHOBKU 34 De3YIbMAmMoOM AHALI3Y
eghekmusrHocmi eumpam.

2.V ¢apmakoekonomiunili MmoOeni 3As6HUKOM  68DAXOBAHO, WO nepeo
3acmocy8aHHam azaicuoasu bema Cui0 3acmocogyeamu  aHmunipemuxku (0
SHUMCEHHS 2ApAYKU MA YCYHEeHHs CUCMEMHOI 3anaibHoi 6i0no6ioi): napayemamon y
0031 500 me (I mabnemka) ons dopocaux i dimeiu gikom >12 poxie i 250 me (1/2
mabaemku) onsa dimeil gikom 8—11 pokis, a maxooic 3a3HaAUEHO, WO V X00I KIIHIUHUX
docniodcenv 67% nayienmie manu npunatumui 1 peaxyiro, noe’s3any i3z 66e0eHHM
npenapamy.

Ilpome 8i0no8iono 00 IHCMPYKYIi 051 MEOUYHO20 3ACMOCYBAHHS A2AICUOA3U
bema nayicHmu, AKi Maiu He3HaAYHi ma NOMIpHI pearkyii npu eedeHHi azaicuoasu bema
nio Yac KAHIYHUX OOCTIONCEHb, NPOOOBHCUNU JIIKYBAHHS NIC/ISL 3HUNCEHHS UWBUOKOCT
66edenns azancuoasu dema (~ 0,15 me/xe;, 10 me/200) ma/abo nicis nonepeorb020
nputiomy — aumueicmaminnux — JI3,  napayemamony,  ibynpogeny  ma/abo
Kopmukocmepoioie. Taxum 4uHom, npo008HCeHHsL IKYBAHHS OVI0 MONCIUBUM, 8 TNOMY
yucai, i NSl 3HUNHCEHHS WUBUOKOCMI 86€0eHHsL TIKAPCLKO20 3AC00Y, ma He 03HAYAE, WO
8CI nayieHmu NOGUHHI NPUUMAMU NAPAYEMAMOT neped 860eHHAM azaicudasu bema y
sAKocmi npemeoukayii. Bapmo 3asznauumu, wo mespaxysanms npumeouxayii nepeo
86C0CHHAM az2aicuoazu bema npu3zeo0umv 00 HE3HAYHO20 3HUNCEHHS DIGHS
3aA0Waddcenb npu 3aCMoCyB8aHHI a2aicuoasu aibga.

Taxum wunom, 3a 3as81eH0K0 KOHDIOeHYIUHOW YIHOW a2aicuda3a anb@a € MeHu
BUMPAMHOI0 ONYIEIO NIIKYBAHHSA HIJIC azancudaza bema 3a YMOBU GUKOPUCMAHHA YIHU
Ha aeancudazy Oema 3 OCMAHHLO20 002080pY NPO 3AKYNIGNI0 HA eNeKMPOHHIl
naamgopmi nyoaiunux 3axkynigenv Prozorro. Ilpome @paxosyrouu euwezasnadeni
gaxkmopu, 8UCHOBOK w000 egheKmueHoCmi sumpam 3aKynieii azaicuoasu aibgha
MOJICHA 3pobumu auuie 3 Ypaxy8aHHAM pealbHOI 3aKYNieelbHOI YiHU JIKAPCbKO20
3acoby azancudasza bema, 3a KO0 NiKAPCLKUL 3ACiO NOPIBHAHHA HAPA3I 3AKYNO8YEMbC
6 Ykpaini 3a mexaunizmom 002080py Kepo8aHo20 00CMYNy, ma AKa € KOHGIOeHYIUHO1.

4) nani MO0A0 pe3yJbTATIB €KOHOMIYHOI JOUJIBHOCTI B YACTHHI aHaJII3y
BILUIMBY HA MOKA3HUKHU OKOIZKETY

3assBHUKOM OyJI0 TMPOBEACHO aHalli3 BIUIMBY Ha TOKAa3HUKU OIOKETY
3aCTOCYBaHHS arajicujia3u ainb(da TOpIBHIHO 13 arajcuaa3or Oera Ha OCHOBI
HEJMCKOHTOBAaHUX MPSMUX BUTPAT HA PIK JIKyBaHHS 3 YaCOBUM FOPU30HTOM aHAII3Y,
10 CTAHOBUTH 5 POKIB.

Po3paxyHOK KIIbKOCTI MAIIE€HTIB, 10 OyB 31CHEHH 3asIBHUKOM, MPEACTABICHO

30



Aeancuoasza anvgha onsi mpueanoi eH3umMHoi 3amicHoi mepanii nayienmis i3 niomeepod’ceHuM diacHo3om xeopobu Pabpi (depiyum a-

eanaxmosudazu) 12.12.2025.

y MAMYHKTI 1 myHKTY 3 TaHOTO BUCHOBKY. Bi/IIOB11HO, 3assBHUKOM 0YJIO BCTAHOBJICHO,
10 KUTBKICTB MAIiE€HTIB 13 XBOopoOoto Dadpi, 1110 moTpedyBaTUMYTh TPUBAJIOT €H3UMHOL
3aMiCHOI Teparii, Oyae ctaHoBUTH Big 16 oci6 y 2025 poi g0 17 ocid y 2029 porii.

B nirodomy crieHapii 3asBHHUKOM BpaxoBaHo, 1o y 2025 pomi 6 mgopociux
MaIli€HTIB OTPUMYIOTh arajcujaly ajgb(a B SKOCTI T'yMaHITapHOI JOMOMOTH, IO
HAJAETHCS KOMIIAH1€10-3asIBHUKOM, TTpoTe 3 2026 poKy (mepuiuii pik MpOrHO3YBaHHS) B
MeKax JII0Yoro CIieHapiio arajcujasa anb(a 3aKyrnoByBaTUCH 3a JIEp)KaBHI KOIITH HE
oyne. Ilpu 1bOMy OCKITBKM TakKi TAIiEHTH MOTEHIIMHO MOXXYTh 3aJUIITUTUCH Oe€3
JIKyBaHHSI, 1[0 € HECTUYHUM 3 TIEPCIIEKTUBH JEP’KaBH, - 3aSBHUKOM PO3TISIAETHCS
mepexiJ TMaIieHTIB Ha JOCTYIHE JIIKYBaHHA - arajcujasdy Oera (xoua mepexia 3
arajicuiazu anba Ha arajcujazy OeTa 1 HaBINAKU MPHU JOCSATHEHHI TEPareBTUUYHUX
el € HeoOrpyHTOBAaHUM, MPOTE MPHU BIICYTHOCTI (PI3MYHOI AOCTYHHOCTI 0
MOTOYHOI'0 JIKYBaHHS arajicuaa3oro aib(a Takui mepexil, Ha AYMKY 3asiBHUKA, €
BUIIPABJIAHUM ).

TakuMm 4MHOM, y aHaji3l BIUIMBY Ha OIOKET Mependavyaerbcs, 0 Y HOBOMY
CleHapii s 6 MaIli€eHTiB, SKi OTPUMYIOTh aylalicuaa3y ajibda B SKOCTI T'yMaHITapHOI
JIOTIOMOTH, [0 HAJA€ThCsl KOMMaHie-3asiBHUKOM y 2025 poili, BUHUKHE MOTpeda B
3aKyMiBjIl arajncujasy anbga 3a KOTH JaepxkaBHOTro Oromkery y 2026-2030 poxax.
Takoxx TmependadaeThCs, IO HOBI JIarHOCTOBaHI NAalll€HTH OyAyTh OTPHUMYBAaTH
arajcuaasy anbQa, OCKUIBKM BOHA € OUTbII €KOHOMIYHO JOLIBHOIO, 32 pO3paXxyHKaMu
3asiBHUKA.

Pe3ynbTaTu aHai3y BIUIMBY Ha MOKa3HUKU OIOKETY MOPIBHIOBAHUX TEXHOJIOT1H
JUTSL JIIKYBaHHS NALIE€HTIB 3 XBOpoOoto Padpi HaBeneHo y Tabaui 3.

Ta6auusa 3. Pe3ynpTaTu aHanidy BIUIMBY Ha MOKA3HHMKHU OIOKETY arajcuiasu
anb(a 3a JaHUMU 3asBHUKA

| Pix 1 | Pik 2 | Pik 3 | Pik 4 | Pik 5

KinbkicTh manienTis

Kinekicts HOBHX 17 17 17 17 18
MAI[i€HTIB, SIK1
OTpeOyIOTh
JIIKYBaHHS 3asBJICHUM
JI3, 3 HUX:

Hitounii cueHapii — 17 17 17 17 18
0e3 BTpYy4YaHHS:
KIJIBKICTh  IAI€HTIB,
SIKI BUKOPUCTOBYIOTH
arajcuiasy oera

Hirounii creHapiii — 0 0 0 0 0
6e3 BTpyYaHHS:
KUIBKICTh  IAI[I€HTIB,
JUISL IKUX TUTaHYETHCS
BHUKOPHUCTOBYBATH
arajcuaasy aiabda
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HoBuit cuenapiit — 3 10 10 10 10 10
BTPYYaHHSIM:
KIJIBKICTh IAIIIE€HTIB,
SKI BHKOPHCTOBYIOTH
arajcujasy oera

HoBwmii cuenapiii—- 3 7 7 7 7 8
BTPYYaHHSIM:
KIJIBKICTh TAIIIE€HTIB,
JUTSL SIKHX TUTaHYETHCS
BUKOPUCTOBYBATH
arajgcuaasy anbha

Butparu Ha BCI0 NOMYJIANiI0 Nali€EHTIB, I'PH

Hirouunii cuenapiii —
BUTpaTH y  cXemi
JKyBaHHS 0e3
3asIBJICHOTO
JKapChKOTo 3ac00y
Hoeuni  cuyenapinin  —
sumpamu y  cxemi
JIKY68AaHHS 3
00cnidcysanum
3AA61eHUM TIKAPCOKUM
3acobom  azancuoasa
anvgha*

- 3 HUX BHUTpaTH Ha
arajcuzasy anbga

- 3 HUX 6umpamu Ha
azancuoazy bema*
Bnnue na 6100xcem
(3aowaosrcennsn),
pu*

[N
[

*3a96HUKOM Y HOBOMY CyeHapii OYI0 8pAX08aHO Iuuie gumpamu azaicuoasy aivga, a eumpamu va 10 nayiecumis, sKi
VlOﬂl@Hl;iﬁHO ompumyeamumymaos aeaﬂcudmy 6ema, He 6y]l0 6pAxX06AHO, MOMY eumpamu HdA HOBUIL cueﬂapiﬁ ma eniue Ha
61002i1cem 6y10 000amK080 NEPepPaxo8anHo YNOGHOBANCEHUM OPSAHOM

Omoice, 3a pe3yibmamamu aHanizy 6NaAUGY Ha NOKA3ZHUKU OI004Cemy 3a CYEHAPIEM
nepexooy NAayieHmis, W0 HApaz OmMpUMYIOMb a2aicuoazy aivga y AKOCMi
2YMAHIMAapHOi 00NoMo2U, a MAaKod’C HOBOBUABIEHUX NAYIEHMIE HA 3ACMOC)BAHHSL
azancuoazu anva, wo 3aKyno8y8amumMemvpcs 3a KOUmu 0epicasHoz2o Oroicenty,
BCMAHOBIEHO 3A0UWAOINCEHHS, WO MON*CYMb KOIUBAMUCH 810 _ 2pH 00
_ 2pH, npome pe3yIbmamu AHALi3y MONCYMb 3MIHUMUCL 3 027180y Ha
KOH@IOenyiinicms YiHu Ha azaicudasy bema, wjo HaApasi 3aKyno8yEMvCs 3a KOWmu
0epaHcasrHo2o 010HCeMy 8 pAMKAX 002080PY KEPOBAHO20 OOCHIVNY.

Bionosiono 0o pexomenoosanoi wikanu oOyiHKU 6nausy Ha 0rw0xcem uooo
sumpam Ha 3asa61eHull JiKapcobKull 3acio 8 Ykpaini Ha niocmaei 0anux 0epicasHux
sumpam Ha nikapcoki 3acoou y 2021 poyi, noxasano, wo npu nepexooi nayieHmis, wo
Hapasi OmpuMyoms a2aicuoasy anbga y AKocmi 2yMaHimapHoi 00nomMocu, a maKoxic
HOBOBUABNICHUX NAYIEHMIB HA a2ancudasy anvb@ha, ujo 3aKyno8ysamumemscs 3a KOoumu
depaicagrnozo 6rdacemy (“‘Hosull cyenapiii”’), niue Ha 00dcem azaicuoasu arb@a
byoe Y 8CI pOKU AHATI3Y.

YOBHOBAKEHUM OPraHoOM MPOBeAEHA OI[IHKA eKOHOMIYHOI'0 PO3/iLy J0ChE,
3a pe3yJbTATAMHU SIKOI BCTAHOBJIEHO (aKTOpPH, SIKi MAaIOTh BIUIUB HA Pe3yJbTaT
aHAJIi3y BIUIMBY HA MOKA3HUKH OI0/IKETY:

1. Ax 6yno 3a3naueno y nionyukmi 1 nyHkmy 3 6UCHOBKY, pPO3PAXYHOK W00
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nonepeorboi nNompeobu 0XOpOoHU 300P08's Y 3As6/IEHOMY JIIKAPCbKOMY 3Ac00i 8 00ChE €
sanudxcenum. Peanvna nompeba oxoponu 300p08's y 3a561€HOMY TIKAPCbKOMY 3Aco0i
€ Oinbworo0 i, 8I0NOGIOHO, BUMPAMU HA JIIKAPCHKI 3ac00u medic 6y0yms OibuuMu, a
PO3PAXYHKU W000 aHANI3y 6naugy Ha O0rwoxcem 0y0ymov GIOPI3HAMUCL 8I0
npeoCcmasieHux 3asiI8HUKOM.

2. Bapmo 3a3nauumu, wo azancuoasa anib@a OiicCHO € MeHUL BUMPAMHOI0 ONYIEIO
JUKYBAHHS NOPIBHAHO I3 A2ancuod3oln bema 3a pospaxynkamu 3as6HUKd, npome npu
8PAXYBAHHI Y (hapMAKOEKOHOMIYHOMY aHANI3I YIHU Ha azaicudasy bema 3 002080py
KepoBaHo2o 00CMYNy, pe3yibmamu pO3PAxXyHKI8 MONCYMb 3MIHUMUCH I, 8i0N0BIOHO,
SMIHAMbCA BUCHOBKU 3a pe3ylbmamamy aHalizy MIHIMI3ayil eumpam ma aHauizy
BNJIUBY HA NOKA3HUKU OH00HCEN).

3. 3asaenukom y OitoyoMy cyeHapii 6paxo8aHo, WO NAYyi€eHmu, sKi Hapasi
OMPUMYIOMb  A2AICu0a3y aivb@a 6 AKoCcmi 2yMaHimapHoi o0onomou, 0y0yms
nepesederi Ha azaicuoasy bema. Bapmo 3aznauumu, wo Kuiniuni ¢axieyi I]enmpy
opgannux 3axeoprogane HICJI “OXMATHUT” 3asnauaromsv, wo J1iKY8aHHSA
nayienmis 3 xgopo6orw Pabpi mae nepcoHanizy8amucs, Ha OCHO8I AHAMHE3) X80PO2o,
KIIHIYHO20 CcMaHy U ocobausocmeli nepebdicy 3aX60pi06AHHSA MA BiONOBIOHO 00
ocobnusocmell  0kpemoz2o Jikapcvkoz2o 3acobdy. Hadanus meduunoi oOonomozu
nayieumam 3 xeopoooro Dabpi sumaeae iHOUBIOYaniz08ano020 Nioxody 00 6ubopy
mepanii, i 8axciugo, wood y nikaps 0yia MOMCIUBICMb NEPeKIoUUmu nayieHma Ha
[HWUL iKapcbKutll 3acio i3 epynu y pasi HenepeHocumocmi iHuoz2o. Taxum yuHom,
NUMAHHs NepesedeHHs 6CIX nayienmis Ha azaicudasy bema Mac SUpPIULYB8AMUCDH
IHOUBIOYANLHO.

Omoice, 3a 3as861€eHO0 KOH@IOeHYIHOW YIHOW azaicuoaza aibgha € MeHu
BUMPAMHOI0 ONYIEI0 JIIKY8AHHA MA NPU3600UMsb 00 3A0UAO0NCEHb NOPIGHAHO 13
azancuoasor bema 3a yMo8U 6UKOPUCMAHHA YIHU HA a2alicuadasy bema 3 0CmMaHHb020
002080pY NPO 3aKYNIGIIO HA eleKMPOHHIU naamgopmi nyonivnux saxynieeiv Prozorro.
Oonak 3pobumu 6UCHOBKU NPO NOMEHYIUHY MONCIUBICINb 3A0UIAONHCEHL Y CUCTEMI
0XOpOHU 300p08's1 8 YKpaini 6y0e ModMCIUBUM Tuuie 3 YPaxy8aHHAM HABEOCHUX GUUe
¢axmopie, 30Kkpema, KOH@IOeHyiuHOi pakmuyHoi 3aKynigenvHoi YiHu azaicudasu
bema, wo Hapazi 3aKyno8yEMuvCs 3a 002080POM KEPOBAHO20 OOCMYNY.

5) nani moa0 KopekTHOCTI iH(opmamii Npo HasABHICTHL a00 BIACYTHICTH
€KOHOMIYHUX Ta KJIHIYHMX TIepeBar 3aCTOCYBAHHH JIKAPCbKOI0 3aco0y
MOPiBHAHO 3 IHIIUM JIKAPCbKUM 32c000M 200 iHIIOK MEAUYHOI0 TEXHOJIOTIEI0
(a0o0 ix BIACYTHOCTI), Ha/1aHi 3asIBHUKOM

J{ns BU3HAUEHOI Yy JOCh€ LUIBOBOI MOMYJIAIii BUOIp y SKOCTI KoMIapaTopa
JIKapChKOro 3aco0y arajcujaza OeTa € NPUUHATHUM Ui TPOBEACHHS aHami3y
MOPIBHSUIBHOI KJIHIYHOT €(DEKTUBHOCTI, O€3MEeKH, EKOHOMIYHOI JIOIIJILHOCTI B YMOBaX
peaNbHOI KJIIHIYHOT TPAKTUKH B YKpaiHi.

BucHOBKY 3asBHHKA 111010 PIBHOT €(heKTUBHOCTI 3asIBJICHOTO JIKapCHKOTO 3aC00Y
Ta KOMIIapaTopa JUis TpUBaJloi €H3UMHOI Tepamii aiTeil (Big 7 pokiB), MIUITKIB Ta
JIOpOCIUX TAIlEHTIB 000X CTaTei 3 MiATBEPAKEHUM J1arHO30M XBOpobu Pabpi Ha
OCHOBI JIaHUX CUCTEMAaTUYHOTO oy 3 MetananizoM R. El Dib, 2016 € nekopetHumu.
Pe3ynbpTaTi B 1TaHOMY CHCTEMAaTUYHOMY OTJISI1 MPECTaBICHI Ha OCHOBI JIUIIIE OJTHOTO
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nociimxenHs (Vedder et al., 2007), y skomy no3yBaHHs arayicujasu 6era (0,2 Mr/kr)
He BianoBigae BuzHaueHoMy PICO Tta peanbHiit kiaiHIyHIN npakTuil (1 Mr/kr), Tomy
BOHM HE MOXYTh BBaKaTHCSl PEJIECBAHTHUMHM JUIsl OIIHKHU IMOPIBHSJIBHOT KIIHIYHOI
e()eKTUBHOCTI Ta OE€3MEeKH 3asBJICHOTO JIKApPChKOro 3acol0y Ta KomIaparopa s
IIJILOBOI MonyJisIiii B Ykpaini. JlaH1 3 omy01iIKOBaHUX €BPOINEUCHKUX CUCTEMATHIHUX
ornisaiB gitepatypu (Germain et al., 2019 (vonosiku); Germain et al., 2019 (xiHkn);
Spada et al., 2019 (mitm)), mo HamaHi 3aIBHUKOM JOJATKOBO, ITATBEPIKYIOTh
epextuBHicTh O3T B LIIOMY, ajie HE IEMOHCTPYIOTh IIEpEBark BUKOPUCTAHHS OJTHOTO
JIKapChKOTO 3aC00y MOPIBHSIHO 3 HILIUM.

lono mopiBHAIBHOTO TPodini0 Oe3meKu, 3a pe3yibTaTaMU aHali3y OKpEeMHUX
nyoumikaiiit (Golan et al., 2015; Hwang et al., 2022, Banikazemi et al., 2007, Germain
et al., 2007; Schiffmann et al., 2014 1 Wraith et al., 2008) MoxxHa TPUITYCTUTH, IO
AMOBIPHO 00M/1Ba JIIKAPCHKI 3aCO0M MOXKYTh MaTH CIIBCTaBHUU MpoQiib Oe3neKu npu
JiKyBaHHI XBOpoOu Daobpi.

Pe3ynbpTaTi mpoBeeHOro 3assBHUKOM aHali3y MiHIMI3allli BUTpaAT CBIAYATH PO
T€, 10 3a 3asABJCHOIO IIHOBOIO MPOIO3UINEI0, BIAMOBIIHO /10 MOJEII 3asBHUKA
arancujasa anbga € MEHIII BUTPATHOIO OIIIIEI0 JIKYBaHH, HIXK arajicuaa3a Oera ajs
NarieHTiB 13 XBopoOoto Pabdpi. Takuil pe3ynbTaT € KOPEKTHUM BUKIIOYHO 32 YMOBU
BUKOPUCTAHHS I[IHM Ha arajcujaszy Oera 13 OCTaHHBOTO JIOCTYITHOTO TEHAEpPY B
€JIEKTPOHHIN cUcTeMI ITyOIIyHuX 3aKyniBenb 3a 2021 pik. [IpoTe ocKiIbKH JTIKapChbKUAN
3aci0 arancuaasza 6eTa BXOAUTH 10 EPEITIKY JIKAPChKUX 3ac001B, 10 3aKYIIOBYIOTHCA
3a JIOTOBOpaMHU KEPOBAHOTO JOCTYITy, I[iHA JIKapChKOro 3ac00y MOPIBHSHHSI MOXE
BIIPI3HATUCH BiJ I[IHU, BUKOPUCTAHOI 3asIBHUKOM [l MPOBEICHHS PO3PaxXyHKIB.
TakuM 4YMHOM, BUCHOBOK 1100 €(EeKTUBHOCTI BUTPAT 3aKYIMIBJl arajcuja3u ailbda
MOKHa 3pOOUTH JIMIIE 3 YpaxyBaHHSIM peajbHOi 3aKyIIBEJNbHOI LIIHU J1KapChKOIrO
3aco0y araicuaasza 6era, 1o € KoH()iIeHIIIHHOO.

Po3paxyHok moTpeOM mJis CHUCTEMHU OXOPOHU 3JIOPOB'S B  3asBICHOMY
JiKapchKOMY 3aco01 Oys0 3iMiCHEHO Ha OCHOBI (DAKTHUYHUX JaHUX MI0J0 MOTOYHOI
KUIBKOCT1 TaIli€HTIB, skl oTpuMytoTh ®3T mpu xBopoOi Dabpi, siki Oyiau HamaHi
3assBHUKY KIiHIYHUME ¢axiBigiMu HIACIT "OXMATAUT" cranom Ha 2024 pik, Takox
Oy710 BpaxoBaHO MPOTHO30BAHU MOPIYHUN MPUPICT MAIEHTIB 13 UM J1arHO30M, 110
€ KOPEKTHUM.

3a pesynbpTaTaMM aHali3y BIUIMBY Ha OOJKET OyJI0 BCTAHOBIICHO, IO 3aKyTMIBIIs
arajicuiazu ajib(a MOXe TPU3BOJUTH IO 3a0IIA/PKEHb MOPIBHSHO 13 arajcuaa3oro
0eTa, 1110 € KOPEKTHUM 32 YMOBU BUKOPUCTAHHS KOH(DIICHIIIHHOI I[[IHU HA 3asBJICHUI
JKapChKH 3aci0 Ta IIHU Ha arajicujiazy 0eTa 3 OCTaHHBOTO JIOTOBOPY PO 3aKYI1BIIIO
Ha €JEKTPOHHIM T1uargopMi mnyOMyHUX 3akymiBedab Prozorro. OnpHak 3poOutu
BHUCHOBKH PO MOTEHIIIITHY MOKJIMBICTh 3a01Ia/I)KEHb Y CUCTEM1 OXOPOHH 3/I0POB'S B
VYkpaini MOXKHA JIUIIIE 3 ypaxyBaHHSAM KOH(1IEHITIHHOT (DaKTUIHOT 3aKYITIBEJIbHOI IIIHHA
arajncujasu 0era, 10 Hapasi 3aKyMOBYETHCS 3a JIOTOBOPOM KEPOBAHOTO JIOCTYITY, a
TaKOX 3 ypaxyBaHHSM TOro, IO cTaHoM Ha 2025 pik KUIBKICTh TMAIlI€HTIB, SKi
notpedyioTs @3T, MOTEHIIIHO € OLTBIIOKO.

34



Aeancuoasza anvgha onsi mpueanoi eH3umMHoi 3amicHoi mepanii nayienmis i3 niomeepod’ceHuM diacHo3om xeopobu Pabpi (depiyum a-

eanaxmosudazu) 12.12.2025.

4. PexoMeHaalil 010 BKJIKYEHHS (BUKJIIOYEHHSA) JIKAPCHKOTro 3aco0y /10
(3) HanioHaJIbHOTO mepesiiky OCHOBHMX JIIKaPpCHLKHUX 3ac00iB Ta (a00) nmepeJikis,
10 3aKYNOBYHThCS 32 KOIITH JE€P:KABHOI0 OI0KeTY JJisi BUKOHAHHS MPOrpam
Ta 3AICHEHHSI UEeHTPAJI30BaHMX 3aX0AiB 3 OXOPOHM 3I0pPOB’sA, Ta (ado)
peKoOMeHAanil m0X0 3aCTOCYBAHHSA ISl IJIell OXOPOHM 30POB’Sl JIKAPCHKOI0
3aco0y, onJjiaTta, 3aKymiBJisi a00 BiIIIKOAYBAHHS BAPTOCTI IKOT0 31IliCHIOETHCH 3
METOI0 BUKOHAHHSI PerioHAJbHUX IJILOBHX MPOrpaM 3 OXOPOHM 310POB’sl, IO
MOBHICTIO YM YaCTKOBO (PiHAHCYIOTHCS 32 PAXYHOK KOIITIB MicLeBUX OIO/KeTIB,
Ta (200) pexkoMeHaalii MO0 YKJAaJAeHHS a00 NMPOJOB:KeHHS Ail (MPOJIOHTALIT)
J0TOBOPIB KEPOBAHOIO A0CTyNy Ta (a00) iHIIi pekoMeHaaunii y pa3i HeoOXiHOCTI
YXBaJIEHHSI pillieHb B CHCTEMi OXOPOHHU 3/10POB’A

BignoBigno ao nm.2 n.6 Ilopsaky mpoBeaeHHs IE€p>KaBHOI OLIIHKM MEIUYHHUX
TEXHOJIOT1H, 3aTBepKeHoro nocranoBoro KMV Bix 23.12.2020 Nel1300 31 3MiHamuy,
Oysn0 371MCHEHO JEep>KaBHY OIIHKY MEJIMYHOI TEXHOJIOTil IS JIIKAPCHKOTO 3aco0y
arancujasa anbda (cranom Ha 12.12.2025 B [lep:kaBHOMY peecTpi JTKapChbKUX 3ac001B
€ y BUrJsi Jikapcebkoro 3aco0y PEITJIAT' AJI — koH1leHTpaT 15t pO3UMHY JUTs 1HDY3ii,
1 mr/mi, PIT UA/15890/01/01 Tepmin aii HeoOMexxkenuit 3 23.05.2023) nns Tpusaioi
€H3MMHOI 3aMICHOI Tepallii MaIli€eHTIB 13 MATBEPHKEHUM JiarHO30M XBopobu dabpi
(medimuT o-rajakTo3uaa3u) MO0 MOKIMBOCTI BKIIOYEHHS IIPErapaTy /10 3aKyIiBellb
yepe3 3acTOCYBaHHS MPOIEAYPH JOTOBOPIB KEPOBAHOIO JOCTYMY BIAMOBIAHO [0
nosioxkenb [loctanoBu KMV Bix 27.01.2021 p. Ne 61.

BignoBigno mo m. 22 Ilopsiaky TpOBEIEHHSI AEpPKABHOI OLIHKA MEIMYHHX
TEXHOJIOT1i, 3aTBepakeHoro nocranoBoro KMV Bix 23.12.2020 Ne 1300, BUCHOBOK
YIOBHOBa)XEHOTO OPTaHy Ma€e peKOMEHAALIIMHUI XapakTep.

3a pesyapTaTaMd PO3TIISAAY MPOEKTY BUCHOBKY YIOBHOB)XCHOTO OpTaHy 3
OIIIHKY MEJMYHUX TEXHOJIOT1H, OI[IHKU (aHaIIi3y) pe3yabTaTIB MOPIBHAIBHOT KITHIYHOT
e(eKTUBHOCTI, OE3MEeKN Ta EKOHOMIYHOI JOIIBHOCTI arajicuia3u ajibga JJisg TpPUBaIoi
€H3MMHOI 3aMICHOI Teparii MaIi€eHTIB 13 MATBEPHKEHUM JiarHO30M XBopoou dabpi
(medimuT a-ramakro3uaasn), EKCnepTHUM KOMITETOM 3 OI[IHKA METUYHUX TEXHOJIOT1H
HepxaBHoro mianpueMcTBa “Jlep:kaBHUM eKcriepTHUM 1IeHTp MiHICTepCTBa OXOPOHH
3nopoB’s” (nam — ExcriepTHuit koMiTeT) Oyiio 3a3Ha4eHO HACTYITHE.

Pezynomamu nopieusanvhoi kniniynoi e¢hexkmusrnocmi (pe3yiomamusHocmi)

BignoBigHo 10 iHQopmarlii B JOChE OO 3asBIECHOTO JIIKAPCHKOTO 3aco0y
BHUBYAJINCH:

[Momymsiis (P, population) — gopocii ta aité (Big 7 pokiB) 3 MiATBEPIKECHUM
niarHo3oM xBopoou dadpi (nedinuT anbha-raJakTo3uaasn);

Brpyuanns (I, intervention) — arajicuiasza ajibda, KOHIEHTPAT JIJIs PO3UUHY IS
1H(y31i (0,2 MI/KT TIOTHXKHS 200 pa3 Ha TUKICHB);

Kommapatop (C, comparator) — araicumaza 6era, MOpOIIOK s PUTOTYBAHHS
KOHIIEHTpaTy (5 mMr/mi) miis po3uuHy juist 1HGY31# (1 MI/Kr KOXKH1 2 THXKHI);

Kinmesi Toukn (O, outcomes) — HEBPOJIOTIYHUHN O1J1b, CEPIIEBO-CYANHHI PO3JIAIH,
HUPKOBA HEAOCTATHICTb, piBEHB r1oboTpiaozunepaminy (Gb3), nepedbpoBackymsipHi
nojii, MIKIpHI MPOSBH, SIKICTh MXHUTTS; POKH SKUTTSA, CKOPUTOBaHI 3a SIKICTIO;
CMEpTHICTh, Oe3meKa, MooiuH1 peakxiiii.
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3a JaHUMU MOUTYKOBOI CTpaTerii, MpOBEIEHO1 3aIBHUKOM, SIK OCHOBHE J[KEPEIIO
JUIS. TIPEJCTABJICHHS PE3ylbTaTIB IIOAO MOPIBHUIBHOI KIIHIYHOT €(QEeKTUBHOCTI
3asBJICHOTO JIIKAPCHKOTO 3aco0y Ta KoMIlapatopa OyJio BigiOpaHO CHUCTEMAaTHUYHUMA
orjsin 3 MetaanamizoM R. El Dib, 2016, skuii BKIrouaB paH10Mi30BaHi KOHTPOJIbOBaHI
JOCITIIKEHHS.

Takox 3asgBHUKOM JIOJaTKOBO HaJaHMM aHaii3 ImyOJikaIii, skl po3poOJieHi
€BPOMNEICHKOI0 TPYMOI0 EKCIEPTIiB, 10 Mald Ha METI MPOBECTU BCEOXOILTIOIOYUIN
CHUCTEeMaTUYHHI OIS/ JTITepaTypH BCiX opuriHanbHux ctateid mpo ®3T y dikyBaHHI
xBopoOu Dabpi, omyOmikoBaHux m10 ciuns 2017 poky Ta MpeACTaBUTH aHaJI3
PE3YNBTATIB JIIKYBaHHS OKPEMO JJIS JOPOCIIUX MAIIEHTIB YOJIOBIUO1 CTAaTi, OKPEMO JIsI
JKIHOYOT CTaTl Ta OKpeMo Jyis JiTel, a came, Germain et al., 2019 (wonosiku), Germain
et al., 2019 (xinku), Spada et al., 2019 (mitn).

OniHka MpPOBEACHUX CUCTEMATUYHHUX OIJISIAIB JIITEpAaTypy IIOAO 3aCTOCYBAaHHS
@®3T y yonosikiB Germain et al., 2019, y aiteit Spada et al., 2019, xinox Germain et
al., 2019 He BusBWIM NIepeBar 3aCTOCYBaHHS arajcujasu ajab(ha yu O6eTa y MmaiieHTiB 3
xBopo6oro dadpi.

BpaxoByrouu onricaHi BUIlE pe3yIbTaTH CUCTEMAaTUYHOTO oruisany (myOmikarris R.
El Dib et al., 2016), a Tako 107JaTKOBO CUCTEMAaTUYHUX OTJISAIB JiTepaTypu (Germain
et al., 2019, Spada et al., 2019, Germain et al., 2019), 3asBHUK pOOUTH BUCHOBOK IIPO
piBHY €(DEKTHBHICTh 3aCTOCYBAaHHS arajicuJ1a3u aib(a Ta arajicua3u OeTa y Mnali€HTiB
PI3HMX BIKOBUX I'PYII Ta Pi3HOI cTaTl 3 XBopoOoro daodpi.

3riJIHO 3 JaHUMU CUCTEMATUYHOIO OTJISIY 3 METaaHAT130M KOTOPTHUX KITHIYHUX
nociimxensb R. El Dib et al., 2017, ynoBHOBa>keHUM OpraHoM 0yJi0 BCTAHOBJIEHO TaKi
KJIFOUOBI PE3YJIBTATH:

- CMEPTHICTh Bij ycix mpuuuH ckiana 9% (95% CI 0,03 - 0,16) namieHTiB, 110
oTpuMyBaiM arajcuaasy anbda ta y 4,4% (95% CI 0,002 - 0,201) marmieHTiB, 110
OTpUMYBaJIH arasicuyaszy 6era; 95% moBipui iHTepBaJId MOKA3HUKIB MEPETUHATIUCS, 0
MO>K€ CBIAYUTHU PO BIJCYTHICTh CTATUCTUYHO 3HAUYIIIO1 PI3HUII MIX TpyIamMu;

- YaCTOTa HUPKOBHX YCKJIATHEHB Y MAaIlI€HTIB, III0 OTPUMYBAJIH arajicuasy aibda
— 15,3% (95% CI 0,048 - 0,303), arancuna3y 6era — 6% (95% CI 0,04 - 0,07); 95%
JIOBIpYl 1HTEPBAIA MOKA3HUKIB MEPETUHAIKCS, 10 MOXKE CBITYUTH MPO BIACYTHICTDH
CTATUCTUYHO 3HAYYIIOI BIIMIHHOCTI MK TPyTIaMU;

- 4aCTOTa CepLEBO-CYIMHHUX MOPYIIEHb Yy Malll€HTIB IPYNH arajicuaasu anbgpa —
28% (95% CI1 0,07-0,55) Ta arancunazu 6eta — 7% (95% CI 0,05 - 0,08); 95% noBipui
IHTEpBaJIM IMOKAa3HUKIB TEPETUHAJMUCS, IO MOXE€ CBIQYUTH TMPO BIACYTHICTh
CTaTUCTUYHO 3HAYYIOI BIJIMIHHOCTI MIXK IpyllaMu;

- 4YacToTa LepeOpOBaCKYJSIPHUX YCKIAIHEHb Y TAII€HTIB, IO OTPUMYBAJIU
arasicunasy ainbpa cranosuia 11,1% (95% CI 0,058-0,179), arancunazy 6eta — 3,5%
(95% CI1 0,024-0,046). 95% noBipui iHTEpBaIX HE MEPETUHAIMCS, 110 MOXKE CBITIUTH
po MepeBard arajcuaasud OeTa MO0 3HIKEHHS PU3NKY IepeOpOBACKYIISIPHUX
NOpYIIEHb, MOPIBHIHO 3 araicuaa3oro anbgpa. OaHak npu IHTEpHpeTarii 3a3Ha4eHNX
pe3ynbTaTiB BapTO BpPAaxOBYBAaTH, IO KUIbKICTh TMAII€HTIB, 0 OTPUMYBAIH
arancuaaszy Oera Oyna 3Ha4yHO Oinbinoro (1062 mamieHTH) MOPIBHAHO 3 KUIBKICTIO
NAIIEHTIB, 110 OTPUMYBAJIM arancuasy aibda (461 naiienr), o BILIMHYJIO HA PO3MIP
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JOBIpYUX 1HTEpBaJiB. TaKoX CIIiJT 3BaXKaTH Ha BUCOKUM CTYMiHb reTeporeHHocTi (12 =
70,5%) B ycix aHaji3ax ;I arajcuaasu aibda, 1o Moxke OyTH MOB'sI3aHO 13 AU3aTHOM
JOCTIKeHb (KOropTHI) a00 6a30BUMH XapaKTEPUCTHKAMU TAIlIEHTIB

besneunicmo

3a pesynbraramu BepuikaliifHOro aHamizy mpodiaro Oe3neKd, MPOBEIECHOTO
YIOBHOBa)XEHUM OPraHOM Ha OCHOBI JaHMX 3 okpemux myoumikaiii (Golan et al., 2015;
Hwang et al., 2022, Banikazemi et al., 2007, Germain et al., 2007; Schiffmann et
al.,2014 1 Wraith et al., 2008), Mmo>xHa MPUITyCTUTH, 110 UMOBIPHO OOHIBA JTIKAPCHKi
3ac00M JEMOHCTPYIOTh OPIBHAHUMN Npodiib Oe3MeKu MpH JiKyBaHH1 XBOpoou Dadpi.

Egexmusnicmo sumpam na 3anenenuti aikapcokuil 3acio i ananiz 6naugy makux
sumpam Ha NOKA3HUKU O100Hcen)y 8i0N0BIOHO 00 PEKOMEHOO0BAHOI WKAIU ePAHUUHUX
3Ha4eHb THKPEeMEHMAIbHO20 NOKA3HUKA e(DeKMUBHOCMI UMpam ma WKAa ix 6naugy
Ha Oepaicashull 0100xcem

EdekTuBHicTh BUTpaT arajcuaasu ajib(a MOPIBHAHO 13 arajicujazoro OeTta B
noche Oyna OIliHEHa 13 3aCTOCYBaHHSM MeETOAY MiHIMiZalii BUTpaT (cost
minimization). BuGip meTony miHIMi3allli BUTpAT 3assBHUK OOIPYHTYBaB TUM, IO 3a
pe3yibTaTaMu MPOBEACHOTO MOPIBHSUIBHOTO KJIIHIYHOTO aHami3y, a TaKoX aHaji3zy
Oesrneku, He OyJIO BUSBIEHO CTATUCTUYHO 3HAUYINOI PI3HUII 32 BU3HAYECHUMU
KJIIHIYHAMU TIOKa3HUKaMU, $IK1 OIIHIOIOTH Mpu XBOpoO1 Dabpi. OCKUIbKU MpsMi
MEJUYHI BUTPATH, IOB’s3aH1 13 3aCTOCYBAHHIM arajicujasu ainb(a 1 arajacuaasu oera,
KOPEJIOITh 13 MAacol TUIa Malli€HTa, sIKa 3aJIeKUTh BIJ BIKY, JJIsI ONTHUMI3AL]
PO3paxyHKIB 3asiBHUKOM OyJI0 3rpyrnoBaHO MAali€HTIB Y 3 BIKOBI KaTeropii (AuTsya,
MIJJTITKOBA 1 I0POCIIa), B MEKaX SKUX OyJIM pO3pax0OBaHi CEpe/iHI 3HAYEHHS BUTpAT Ha
OJIHOPIYHMIA KYpC JIKyBaHHS.

3a po3paxyHKaMHy 3assBHUKA METOJIOM MiHIMIi3allll BUTPAT CEpEIHI BUTPATH Ha PiK
3aCTOCYBaHHS arajicujia3u ajibga JJis OJTHOTO TallieHTa BIKOM JI0 Bif 7 10 11 pokiB €
aa [l rps soxanvm nopisrsro i3 nikysanmaM arancunasoro Geta, 1 oxHOrO
nanienra Bikom Bixg 12 no 17 pokis — mxunmy Ha ||l o=, 2 nns nopocnoro
nanienta Bikom Bin 18 pokis — ua || rpe swxuwnvu wix Butparn ma
arancugazy Oerta. BinmoBimHo 10 (papMakOEeKOHOMIYHOI MOJENl 3asBHUKA, 3a
3asIBJICHOIO I[IHOBOIO MPOTO3UINIEI0 arajicujiaza aib(a € MEHI BUTPATHOI OMIIIEI0
JIKyBaHHSI HDK arajicujasa OeTa ISl marfieHTiB i3 xBopobor Pabdpi. [Ipore 3podbutn
BHUCHOBOK I110J0 €(EeKTUBHOCTI BUTPAT 3aKyMiBJl arajicujiazu ajib(a MOKHA JULIE 3
ypaxyBaHHSIM peaibHO1 3aKyIiBEJIHHOI I[IHM JIIKAPCHKOTO 3ac00y arajncujias3a 0era, 3a
KOO JIIKapChKUI 3aci0 MOPIBHSAHHS Hapa3l 3aKyMOBYEThCA B YKpaiHi 32 MEXaHI3MOM
JIOTOBOPY KEPOBAHOIO JIOCTYIY, Ta sIKa € KOH(1ICHIIITHOTO.

Jlnst Bu3HaYeHHS ¢()eKTHBHOCTI BUTPAT Ta BIUIMBY TaKWX BUTPAT Ha MOKA3HUKH
OIOJKETY CJIIJT BpaxyBaTH HAsBHICTh B YKpaiHI HIICThOX MAIlIEHTIB, IO JIKYHOTHCS
mpenaparoM arajicuaasa ajibha OTPUMAHOTO Ha TyMaHITapHUX 3acajax Ta Te, M0
3asIBHUKOM OYJI0 BCTAHOBIIEHO, IO KUIBKICTh TAIIEHTIB 13 XBopoOorwo Dabpi, 110
noTpedyBaTUMYTh TPUBAJIOi €H3UMHOI 3aMICHOI Tepamii, OyJe cTaHOBUTHU Bia 16 ocid
y 2025 pomi 10 17 oci6 y 2029 porti.

Takum 9uHOM, y aHaNi31 BIUIMBY Ha OIO/KET Mepen0davdacThbes, M0 Y HOBOMY
creHapii a1 6 MmamieHTiB, K1 OTPUMYIOTH ajalicuaa3y anb(a B sIKOCTI TyMaHITapHOT
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JIOTIOMOTH, 1110 HAJAEThCSl KOMITaHI€0-3assBHUKOM y 2025 polll, BUHHKHE MOTpeda B
3aKyMiBJI arajicuaasu aidb(da 3a KOLITH JAepkaBHOro Oromkety y 2026-2030 pokax.
Takoxx mependaydaeTbcsi, IO HOBI J1arHOCTOBaHI TMAIllEHTH OYIyTh OTPUMYBATH
arajicuasy ajibda, OCKiIbKH BOHA € OLJIBIIT €KOHOMIYHO JIOIIJIBHOIO, 32 PO3paXyHKaAMHU
3asiBHUKA.

TakuM YWHOM, BIAMOBIAHO JO PEKOMEHAOBAHOI IIKAIW OILIHKW BIUIMBY Ha
OIO/IKET MIOA0 BUTpAT Ha 3asBJICHUH JIKapChKuil 3aci0 B YKpaiHi, moKa3aHo, 110 MPU
nepexo/ii MaIlleHTIB, 0 Hapa3l OTPUMYIOTh arajicuaasy anbda y sIkocTi r'yMaHITapHOI
JOTIOMOTH, a TaKOX HOBOBHUSBJIICHHX TAIlI€EHTIB Ha arajcuaasy anbda, 1o
3aKyIMOBYBAaTHUMETHCS 3a KOIITH JEP>KaBHOTO OI0KETY (“HOBUH CrieHapiii”), BIUIMB Ha
oromxker arancunasu ansda 6yc |GG  =ci pox: ananisy.

Akicmb 00Kka308ux 0anux

OniHka METOJOJOTIYHOI SIKOCTI cuctemMatuyHoro orisay R. El Dib, 2016
3asBHUKOM Oyna mpoBeneHa 3a iHcTpyMeHTOM AMSTAR (A Measurement Tool to
Assess Systematic Reviews). 3a pe3yiabTaTaMu IpOBEJEHO1 OIIHKH, IMyOJikaris Oyia
KJacu(dikoBaHa SIK BUCOKOT SIKOCTI.

YIOBHOBaKEHUM OpraHoM OYJI0 TMPOBEACHO OILIHKY METOAOJOTIYHOI SIKOCTI
nyomikarii R. El Dib et al.,, 2017 3a inctpymentom AMSTAR Ta BcTaHOBIIEHO
MPUIHATHY METOJIOJIOTIUHY SIKICTh.

Opeanizayiuni kpumepii

Y nocke mpencTtaBieHl HACTYIHI MDKHAPOJHI KIIHIYHI pEeKOMEHJalli Ta
HACTAHOBH, IO PETJIAMEHTYIOTh CYYaCHUM X1 J0 BEICHHS MallI€HTIB 3 XBOPOOOIO
Dabpi.

1. PekoMeHanii ciy0u OXOpOHU 370poB'a IprmaHmli A JiKyBaHHS XBOpoOU
®dabpi, 2024 (HSE Guidelines for the Treatment of Fabry Disease).

2. Pexomenpariii Jlenaprtamenty oxoponu 310poB'ss ABctpadnii [Iporpama “Jliku,
0 PATYIOTH XUTTS® — XBopobOa Padpi — Pexomenmamii lemaprameHTy OXOpPOHH
3nopoB's Asctpanii, 2024 poky (Life Saving Drugs Program — Fabry disease —
Guidelines).

3. Hamionaneuuii ponn 60porsbu 3 xBopoboro dadpi, 2023 (National Fabry
Disease Foundation, NFDF).

4. bpurtaHcbka Tpyma 3 BHBYEHHS CITQJIKOBUX META0OJIYHUX 3aXBOPIOBAHb.
Hacranoga 3 nikyBanHs xBopoou ®@aopi. (British Inherited Metabolic Diseases Group,
BIMDG. Guidelines for the treatment of Fabry Disease, 2020).

5. HacranoBa 3 mikyBanHs xBopoou dabpi B Kanami, 2017 (Canadian Fabry
Disease Treatment Guidelines, 2017).

6. Pexomenpariii 1100 JI1arHOCTUKM Ta JKyBaHHA XBopoou Dabpi y
neJlaTpUYHUX MAali€HTiB: JOoKyMeHT KowmiteTy 3 pIOKICHMX 3aXBOpPIOBaHb
bpasmibchkoro ToBapuctBa Hedposorii, 2022 poky (Recommendations for the
diagnosis and management of Fabry disease in pediatric patients: a document from the
Rare Diseases Committee of the Brazilian Society of Nephrology (Comdora- SBN).

7. IIpoTOKO J1arHOCTHUKH, OL[IHKY Ta JTiKyBaHHs xBopoou ®adpi B Hinepnannax,
2021 (Protocol of diagnosis, evaluation and treatment of Fabry disease in the
Netherlands).
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8. XBopobOa ®abpi. HarioHambHHI TPOTOKOJ MIarHOCTHKUA Ta JIKyBaHHS
HarmionanpbHOTO Oprany 3 nmutaHb oxopoHu 370poB's @paniii, 2021 poky (Protocole
National de Diagnostic et de Soins (PNDS) Maladie de Fabry).

9. KoHceHCcycHI pekomeHfalii Moa0 AIarHOCTHKU, BEJICHHS Ta JIKyBaHHS
xBopoou ®abpi y aiteir, 2019 poky (Consensus recommendations for diagnosis,
management and treatment of Fabry disease in paediatric patients).

Enioemionociuni nokazHuku wooo OKpemo2o 3ax80pH8aHHs: NOUUPEHOCHII,
3ax680p6aHOCmMi ma cmepmuocmi 8 Ykpaini

3rigHo 3 orpuManumu 3asBHUKOM nannmu Big HICJI “OXMATIUT”, B Ykpaini
ctanoM Ha 2024 pik aiarHocToBaHO 34 0cobu 3 xBopobOoro Dadpi. 3 HUX 7 THMYACOBO
BUIXaau 3a MexX1 KpaiHu, | mamieHT nepeOyBae Ha OKymnoBaHiil Tepuropii. @3T
orpumye 16 mariientiB, 3 HUX 10 mamieHTiB — arajicuaasy Oera 1 6 Talli€HTIB —
arajicuiasy anbda.

Cepen TuX, XTO OTPUMYE Teparlito, juiie 1 mamieHT BikoM 10 18 pokiB, BCl 1HII
— crapmie 18 pokiB. Tooto 47,1% Bing ycix xBopux (n=16), KoMy JiarHOCTOBaHa
xBopoOa ®adpi B Ykpaiui, orpumytors O3T.

3rimHo 3 gaHuMu BeO-pecypcy Medscape, opieHTOBHA MOIIMPEHICTH XBOPOOU
®abpi cranoButh 1 Bunagok Ha 40 000 oci6 17. BpaxoByrouu 3arajibHy YHCEIbHICTh
HaceJIeHHs YKpaiHu, sSiKa 32 OCTAaHHIMH JTOCTYMHUMU JaHuMu (ctanoM Ha 01.01.2022)
craHoBmwia 41 167 335 oci0, 3a migpaxyHKamMH 3asiBHUKA TEOPETHYHA KIIbKICTb
namieHTiB 3 XxBopoboro Padpi Mana 6 craHoBUTH npubnmu3Ho 1029 ocid. IlpoTe, sk
3a3Haya€ 3agBHUK, HE3BAXKAIOUM HA TMOTEHIIMHY KUIbKICTh XBOpPHUX, (HaKTHUHA
KUIBKICTB J1IarHOCTOBAHUX BUIAJIKIB B Y KpaiHi, cTaHOM Ha 2024 pik, ckiiajgae nuuie 34
0coou.

TakuM 4YMHOM, YacTKa MAIll€HTIB, y sKUX XBopoOy ®Dabpi Oyno ¢akTUIHO
JIIarHOCTOBAHO, CTAHOBUTH JuIIe 3,3% BiJ 3arajabHOT OIIHOYHOI KIJIBKOCTI.

3 ypaxyBaHHSM I[bOTO TOKa3HHWKA, OYIKyBaHA IIOPIYHA KUIBKICTh HOBHUX
J1arHOCTOBaHUX BHUMAAKiB XxBopoOu Dadpi 3a po3paxyHKaMu 3asBHUKA CTAaHOBUTH
mumie 0,6 nmarienta. BUkopucToByroun po3paxoBaHUN MIOPIYHHUM MPUPICT MAIIEHTIB,
SKUM J1arHOCTYEThCST XBopoOa Padpi (0,6), a TakokK OCTaHHI aKTyalibHI JaHi 100
KutbkocTi marienTiB, orpumani Bim HJCII “OXMATIUT”, 3asBHukoM OyB
noOy0BaHUI MPOTHO3 YHUCETHLHOCTI MAIIEHTIB HA HACTYIHI 5 POKiB. 3a pe3yJibTaTaMu
MPOBEJICHOTO aHaJi3y Ta MOOYJOBAHOTO MPOTHO3Y BIPOJOBXK S5-piYHOTO TOPH3OHTY,
3asIBHUKOM OYJI0 BUBHAUEHO, 10 MOTEHIIIITHA KUJIbKICTh MAIiEHTIB 13 XBopoOoro dadpi,
AKUM OyJ€ BCTAHOBJIEHO JiarHo3, craHoBuTuMe 35 marieHtiB y 2025 pori, 35
namieHTiB y 2026 porii, 36 namientiB y 2027 pori, 36 mamientiB y 2028 porri ta 37
nauieHTiB y 2029 poui. [Ipu oMy KinbKICTh HaIi€HTIB, K1 MoTpeOyBaTuMyTh O3T,
CTAaHOBUTHME IIOPOKY BiJl 16 mo 17 oci6. [IpoTe 3asBHUK HAroJomiye, 1o peajbHa
KUIBKICTh TAITIEHTIB 13 XBOopoOoto Pabpi Moke OyTH OUIBIIO 4Yepe3 CKIIATHICTh
J1arHOCTUKH Ta MOJIIMOp(]i3M KITiHIYHUX 03HAK (Oym3bko 1029 mamieHTiB).

CoyianvHi, emuyni, opeanizayitini ma iHwi acnekmu

XBopoba Dadpi BkimtoueHa a0 Ilepeniky piakicHuX (opdaHHUX) 3aXBOPIOBaHb,
10 TPU3BOISTH IO CKOPOUYEHHS TPUBAJIOCTI KHUTTS XBOpHX a00 iX 1HBaI AU3AIT Ta IS
SKUX 1CHYIOTh BU3HaH1 METOIH JTIKyBaHHsI, 3aTBepkeHoro HakazoM MO3 Ykpainu Bin
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27.10.2014 Ne 7782, 3apeecTtpoBanoro B MiHicTepcTsi roctullii Ykpainu 13.11.2014
3a Ne 1439/26216.

[Ipote xBopobGa dabpi He BkiIroYeHa 10 IIpiopUTeTHHMX HANPSIMIB PO3BUTKY
cdepu oxoponu 310poB’st Ha 2023-2025 poku, 3aTBepxeHux HakazoM MO3 Ykpainu
Bix 07.10.2022 Ne 18323 «IIpo 3aTBepyKeHHS MPIOPUTETHUX HAMNPSIMIB PO3BUTKY
chepu oxoponu 310poB’st Ha 2023-2025 pokuy.

3a pesynbraraMu 3acinaHHs EKcrepTHOro KOMITETYy 3 OIIHKHA MEAMYHUX
TexHonoriit  Jlep>kaBHoro miampuemcTtBa  “‘/lep)kaBHUN  €KCIIEPTHHMA  LIEHTP
MinicTepcTBa 0XOpOHU 310pOB's YKpainu”, mo Bigoynock 20.11.2025, Oyno HagaHo
HACTYITHI peKOMEH/IAIII].

BpaxoByroun pexkoMmeHaalli akTyaJbHMX KJIIHIYHMX HACTaHOB 1 IPOTOKOJIIB,
aHaji3 pe3yJbTaTiB OILIHKU KIIHIYHOT €(EeKTUBHOCTI Ta OE3MEYHOCTI, JOIIILHICTh
HAsBHOCTI B apceHall JIKaps aJbTEpHATUBHOIO JIKAPCHKOTO 3acoly, BHUIILY
010CYMICHICTh 332 PaxyHOK BHKOPUCTaHHS JIIOJCHKOI KJIITHHHOI JIiHIi, WMOBIPHICTb
OromkeTHUX 3aomamkenb, npenapaT PEITJIATAJl (mixkHapoaHa HemaTEHTOBaHA
Ha3Ba — agalsidase alfa) jnst TpuBanoi eH3UMHOI 3aMICHOI Teparii MaIli€HTIB 13
MIATBEP/PKEHUM  JlarHO30M ~ xBopoOu  Pabpi  (medimut  o-raylakTo3uaas3u)
PEKOMEHIOBAaHUM JUIsl BKIIFOUEHHS JI0 TIEPEITiKIB 3aKyIiBelb JIKapChbKUX 3aco0iB, 10
SIKMX 3aCTOCOBYIOTBCS IPOLIEAYPH JOTOBOPIB KEPOBAHOTO AOCTYITY.

5. Indgopmanisi 00 CTPOKY il BUCHOBKY YIIOBHOBAKEHOI'0 OPraHy

Bignosigno g0 m. 21 Ilopsinky BHCHOBOK YIIOBHOBa)KEHOT'O OpPraHy CTOCOBHO
BIIMOBIHOT MEIUYHOI TEXHOJIOT1I BBAXAETHCA YMHHHUM JIO MOMEHTY IIPOBEICHHS
HOBOI JIep>KaBHOI OI[IHKU MEUYHO1 TEXHOJIOTi.
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