ITPOEKT

BucHoBok
YIIOBHOBAK€HOT'0 OPraHy 3 AePKABHOI OLIHKY MeJUYHUX TEXHOJIOTIN:
arajcujaasa ajabda

epacasna oyinka meOuyHUX MexHONI02IU NPOBEOeHA YNOBHOBANCEHUM OP2AHOM 3
0epIHcasHoOi OYIHKU MeOUUHUX MEXHON02IU 8I0N08IOHO 00 8umoe llopsoKy nposedenHs.
0epIHCABHOI OYIHKU MeOUUHUX MEeXHON02IlU, 3ameepodceHo20 nocmanosoo Kabinemy
Minicmpie Vkpainu 6i0 23.12.2020 Nel300 ma ckradaemvcs 3 pe3yiomamis aHaizy
NOPIBHAILHOIL echexmusHocmi (pe3yIbmamusHocmi), besneku, epeKmueHoCcmi sumMpam
ma pe3yibmamis ananizy enausy Ha 0wodcem JIKAPCbKO2o 3aco0y HA OCHOBI OAHUX
3a56HUKA. BUCHOBOK YNOBHOBAICEHO20 Op2eaHy 3 0epHCABHOI OYIHKU MEOUUHUX
MmexHoN02Il Mae pekomeHoayiunuil xapakmep. Haoani oani y 6UCHOBKY € akmyaivbHi
CMAaHoOM Ha 0amy 1020 ni020mosKuU.

1. Indopmanis npo aaTry mnNpoBeleHHS] [AeP:KABHOI OLIHKM MeJIUYHUX
TEeXHOJIOTiii 3asiBJIEHOr0 JIiKapchKoro 3acody: 27.11.2025.

2. Ingopmanis npo 3asiBJeHNH JiKapcbKUH 3aci0:

1) naiimenyBaHHsi (mpizBuIme, iM’s, 1Mo 0aTbKOBi) 3asiBHMKAa Ta Ha3Ba
BHPOOHHKA JIIKAPCHKOIO0 32c00Y:

Cranom Ha 27.11.2025 B JlepkaBHOMY peecTpi TiKapChKuX 3acobiBl:

PEIUUVTAT'AJI — xoHueHTpar s po3uuHy s iHy31d, 1 mr/mi; no 3,5 i
KOHLIEHTpaTy y (QuakoHi, no 1 ¢akoHy B KapTOHHIHA KOpoOLi;

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

Bupoonuk — Illaitep dapmacerotikan3 Ipnangis Jlimiten (BiamoBinaabHUN 3a
Bunyck cepii) / Takema @apmacetoTikanz IutepHemmnn Al Ipnmanpis bpenu
(BimmoBiHaIbHMI 3a BUTTYCK cepii), [pnanmis / [pnanmis

Berrep ®apma-@eprirtonr I'M6X Enn Ko. KI' (BUpOoOHMITBO JiKapChKOIrO
3aco0y, KOHTPOJIb SIKOCTI cepii, Bi3yaiabHa 1HCHeKIis), HiMeuunHa

Kenmxin baiio®apma, JITJ (n6a Emepmxent baiioConyminz (CibiAi)
(BUPOOHUITBO JIIKAPChKOTO 3aco0y, koHTpoib sikocTi [JI3) / Illaitep Xbpromen
Jlxenetik Tepamnic (koHTposb sikocTi ['J13), CILIA

Yapnws3 PiBep Jlaboparopiz Aiinenn Jlta (xoHTtposb sikocti cepii) / Koanc
Jlabopatopiz Jlimiten (koHTpoh AKOCTI cepii) / Berrep @apma-Deprirtonr ' MOX Exa
Ko. KT (korTpOoss sikocTi cepii), [pnanais/Cnomydene KoponisctBo/Himeuunna

Eminent Cepsice3 Kopropeiimn (MapkyBaHHS Ta TaKyBaHHS, JUCTPHOYIIiS
roToBoro jJikapcbkoro 3aco0y) / HAiEiuEn Canmnait Ueiin (MapKyBaHHS Ta MaKyBaHHS,
TUCTpHUOYITisE TOTOBOTO Jikapchkoro 3aco0y), CIIA/Hinepnanam.

3aaBHuk — Takena @apmackrotikans [atepaemnn Al Ipnanmis bpeny, [pmanmis.

2) TOProBe;ibHA Ha3Ba JIiIKapChbKOro 3acooy:
PEILJIAT AJI
3) Mi’)KHAPOHA HEMATEHTOBAHA HA3BAa 200 CHHOHIMiYHEe HAMMEHYBAHHS:

! http://www.drlz.com.ua/ibp/ddsite.nsf/all/shiz1?opendocument&stype=515E9DCFFOACE7AFC2258D1C002FCEOD
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agalsidase alfa

4) ckiaaj JikapcbKOro 3aco0y (Air0yi Ta JO0NMOMIKHI pe4YOBHHM):

diroua pevosuna: araicuaasa aibda;

1 M1 KOHLIEHTpATy Ui pO3YUHY IS 1H(Y31iH MicTUTh | Mr arancuaasu anbda; 1
dakoH 31 3,5 MJT KOHIIEHTPATY MICTUTH 3,5 MT arajicuaasu aabda;

oonomidxcui pewosunu: HaTpito hocdar oTHO3aAMIIIECHHA, MOHOTIAPAT; TTOJIicopoaT
20; HaTpitO XJIOPHUI; HATPIIO TIAPOKCHUI;, BOJIA TSI 1H €KITIH.

S) popma BUnIyCKY:

KOHIICHTPAT JJI PO3YUHY JJIs 1HDY31i.

6) cmocid 3acTocyBaHHs JiKapCbKOro 3aco0y:

Pennaran 3actocoBytoTh B 7031 0,2 MI/KI Macu Tija 4epe3 THXKICHb ILISTXOM
BHYTPIIIHbOBEHHOT  1H(QY31i  TpuBamicTio 40 XBWIMH 3  BHUKOPHCTaHHSIM
BHYTPIIIIHHOBEHHOI CUCTEMU 3 TOBHUM (PuibTpoM. He BBonuTH 1H(Y3110 Peruarany B
OJIHI/ BHYTPIIIHLOBEHHIN CUCTEM1 OJIHOYACHO 3 1HIIIMMH IMpenapaTamu.

JlixyBannst PeruiaraioM MOBMHHO MPOBOAWTHCH IiJI HAIJISIIOM JIIKaps, 10 Mae
JIOCB1J] MOBOKEHHS 13 Malll€eHTaMH 13 XBopoOoro Padpi ad0 3 IHIIMMU BPOKEHUMU
METa0O0JIYHUMU 3aXBOPIOBAHHIMMU.

JUisi mauieHTiB, AKi J00pe MEepeHOCSITh 1H(Y31HHI BBEIECHHSA, € MOXKJIMBUM
nepeBeeHHsT Ha 1H(Y31i B JOMaIllHIX yMOBaxX Ta BBEACHHS IMpenapary HalleHTOM Y
MPUCYTHOCTI BiAMOBIIAJIbHOT JOPOCIIOi ocodu abo ocolu, fKka JOrIsAae 3a MalieHTOM
(camocrTiiiHe BBeJIeHH:). PillleHHs Ipo nepeBeieHHs NalieHTa Ha 1H(Y31i B JOMAIIHIX
yMOBax Ta/ab0 caMOCTIHE BBEJIEHHS MOTPIOHO MNpPUKWMATH MICHS OLIHKKA Ta
peKOMeHAaIi JiKapsl.

Ilepen mepexomoM Ha caMOCTiMHE BBEJCHHS JKap Ta/ad0 MeauyHa cecTpa
MOBUHHI MPOBECTH BIAMOBIIHUM IHCTPYKTaX MallieHTa Ta/abo ocobu, ska 3a HUM
nornsimae. Jloza Ta MIBHIAKICTH 1H(QY31MHOTO BBEACHHS TMOBUHHI 3aJUIIATHCS
MOCTIMHMMHU B JOMAIIHIX YMOBaxX 1 HE 3MIHIOBAaTHCS O€3 HarIsuay MEIUYHOTrO
npariBHuka. CaMocTiiiHe BBEJCHHS MpernapaTy Mae€ 3I1MCHIOBATHUCS i MUJILHUM
KOHTPOJIEM JTiKapsl.

[TamienTaMm, y sskux mig 9ac 1iHQYy31i/caMOCTIHHOTO BBEJICHHS B JIOMAIIIHIX YMOBaX
BUHUKJIM HeOaXaH1 SBUIA, HEOOX1JHO HErailHO NMPUIMHUTH 1H(Y31iMHE BBEIACHHS Ta
3BEPHYTHUCS 70 MEIUYHOro mnpariBHuka. HactymHi 1H]y31i, MOXIMBO, TOBEIACTHCS
MIPOBOJIUTH B yMOBAaX MEIUYHOTO 3aKJIaTy.

Tayienmu nimuvoeco 6ixy (= 65 pokis)

JlocnipKeHHS 3a y4acTiO Mall€HTIB BIKOM MOHA 65 pOKiB HE MPOBOAWINCH, 1 HA
CHOTOJIHI JUIsl TaKUX MAII€HTIB PEKUM JI03yBaHHS HE MOXKE OyTH PEKOMEHIOBAHUM,
OCKUJIbKH Oe3neka Ta e(PeKTUBHICTh J10C1 HE BCTAHOBJIEHI.

llopywenns ¢ynxyii neuinku

Jlochi/pKeHHsT 3a y4YacTIO TMAI€HTIB 13 TMEYIHKOBUMHU TMOPYUICHHSIMH HE
TIPOBOJTUITUCE.

THopywenns ¢pynxyii Hupox

JJist matieHTiB 13 HUPKOBUMU MOPYUIEHHSIMU HEMAa€ HEOOX1THOCTI Y KOPUTYBaHHI
no3u. Tsoxkl nopymenHs ¢yHkuii HUpok (eGFR < 60 Mi/xB) MOXyTh 0OMeEXyBaTu
HUPKOBY peakiiiro Ha hepMeHTOo3aMicHY Tepartito. [1{oo nmarienTiB Ha iasi3i ado micis
TpPaHCIUIAHTAIlll HUPKU JIOCTYITHA JuIe oOMexeHa 1HpopmaIlisi, KOpUryBaHHs 103U HE
PEKOMEHTy€ThCS.

Jimu.
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[Ipemnapar 3acTOCOBYIOTH Y MeaiaTpuuHiM mpakTuil. be3neka Ta e)eKTUBHICTH
3acTocyBaHHs npenapary Periaran giTsam BikoMm 0-—6 pokiB HE BCTaHOBJICHI.

7) inpopmanisi MPo HAAABHICTH JIEPAKABHOI peecTpallii JikapcbKoro 3acody B
Ykpaini:

PEIIJIAT'AJI — koHueHTpaT mjig po3uuHy g iHy3id, 1 mr/mur mo 3,5 i
KOHIIEHTpaTy y (uakoHi, o 1 ¢uakoHy B kapToHHiN kopooOui; PIT UA/15890/01/01
TEPMIH JIii peecTpaliifHoOro mocBiueHHs HeoOMexxeHu# 3 23.05.2023.

8) d¢apmakosoriuna gia  JikapcbKoro 3acody Ta KOI 3a aHATOMO
TepaneBTUYHO-XIMiYHOI0 KiIacudikauiero:

Arancunasa anbda katanizye riapoiisz rodorpiaosmwikepaminy (Gb3, abo GL-3),
BIKOJIIOIOYM TEPMIHATBHUN 3alMIIOK TalakTo3u 13 Mojekynu. Ilokaszano, 1o
JikyBaHHS (epMeHTOM 3MeHITye Kymyisiito Gb3 y 0aratbox THIIax KITITHH,
BKJIFOYAOYM €HAO0TENalbH1 Ta NapeHXIMalIbHI KJIITUHU. Arancuiasy ailb(a OTpuMyIOTh
Ha KJITUHHIN JHIT JIFOAUHY JUTs 3a0€3MeYeHHS JIF0ICHKOr0 MPOM1II0 TIIIKO3UIIOBAHHS,
10 MOKE BIUIMBATH Ha 3aXOIUICHHS pEIenTopaMu MaHo030-6-docdary Ha moBepxHi
TapreTHUX KIIITHH.

®apmakoTepaneBTiuHa rpyna: llpemapatu g JiKyBaHHS — 3aXBOPIOBaHb
TPaBHOTO TPAKTY 1 MopyueHb oOMiHy pedoBuH. @epmentu. Kong ATX A16A B03.

9) noka3aHHA 10 MEAUYHOI0 32CTOCYBAHHS, 32 AIKMM I0JaBajIacs 3asBa:

TpuBama eH3MMHA 3aMiCHa Tepallis MaIll€HTIB 13 MIATBEP/KEHUM J11arHO30M
xBopoou dadpi (nediuT a-raJaKTo3uaasn).

10) moka3aHHsI 10 MEIMYHOI0 3aCTOCYBAHHSA BIANMOBIAHO J0 iHCTPYKUil 1/
MEIM4YHOI0 3aCTOCYBaHHA, 3aTrBepa:keHoi MO3, 3a HasfBHOCTI Jep:KaBHOL
peecTpauii JikapcbKOro 3acody B YKpaiHi:

TpuBana eH3MMHa 3aMiCHa Teparis MAalleHTIB 13 MIATBEPIKEHUM J1arHO30M
xBopoou dadpi (nediuT a-raJaKTo3uaasn).

11) indopmanisa Npo HAABHICTHL NMOKA3aHb [0 MEAUYHOIO0 3aCTOCYBAHHA
JIKapCcbKOro 3aco0y AJisi BUKOPMCTAHHS MiJ 4aC HAJAHHS MeIHYHOI J0NOMOIHU
IPHU CTAHAX, L0 3a3HAYEHI Y NPIOPUTETHUX HANIPAMKAX PO3BUTKY C(hepH 0XOPOHH
310pPOB’Hl:

XBopoba dadpi BratoueHa 10 [lepeniky piakicHux (opdaHHMX ) 3aXBOPIOBaHb, 10
NPU3BOJATH 10 CKOPOYEHHS TPUBAJIOCTI JKUTTS XBOPUX a00 1X 1HBAIIAM3ALI] Ta IS
SKUX ICHYIOTb BU3HAHI METO/IM JIKYBaHHs, 3aTBepeHoro HakazoM MO3 Ykpainu Bia
27.10.2014 Ne 7782, 3apeectpoBanoro B Minictepctsi roctuiii Ykpainu 13.11.2014 3a
Ne 1439/26216.

XBopoOa ®abpi Ta iHII PIAKICHI 3aXBOPIOBAaHHS He BKIIOUeH1 A0 [IpioputeTHrX
HampsMiB PO3BUTKY cepu oxopoHu 370poB’s Ha 2023-2025 poku, 3aTBEpIKEHUX
nakazoM MO3 Vkpainu Big 07.10.2022 Ne 18323 «IIpo 3aTBepaKEHHS IPiOPUTETHUX
HaIpsMiB pO3BUTKY c(pepu oxopoHu 310poB’s Ha 2023-2025 poku».

Taxooic ynosHo8axiceHUull 0p2an 3 0epHCAGHOI OYIHKU MeOUUHUX MeXHON02IU (0ani
— YNOBHOBAMCEHUU Op2aM) 3A3HAYAE, WO 3a0e3neyeHHs O0O0CmYny NaAyi€Hmi8, AKi
cmpadxcoaroms  Ha pioKicHi (opganni) 3axe0pro6anHs, 00 JNIKAPCLKUX 3aco0is,
MeOUUHUX 8UpPOoDOI6 ma NPOOYKMie cneyialbHo20 1iKY8AIbHO20 XaAP1Y8AHHS € OOHIEIO i3
cknaoosux «lliany 3axodie wooo peanizayii Konyenyii pozeumxy cucmemu HAO0aHHs.
MeOuuHoi Oonomocu nayiecHmam, AKi cmpaxdcoaroms Ha pioKicHi  (opgharHi)

2 https://zakon.rada.gov.ua/laws/show/z1439-14#Text
3 https://zakon.rada.gov.ua/rada/show/v1832282-22#Text


https://zakon.rada.gov.ua/laws/show/z1439-14#Text
https://zakon.rada.gov.ua/rada/show/v1832282-22#Text

Aeancuoasza anvgha onsi mpueanoi eH3umMHoi 3amicHoi mepanii nayieumie i3 niomeepodxceHum diacHo3om xeopobu Dabpi (Oepiyum o-

eanaxmosudazu) 27.11.2025.

saxsopioeanns, Ha 2021-2026 poxuy. Memorw yieci Kouyenyii € 3menuieHHs
cmepmuocmi 8i0 pIOKiCHUX (OpghaHHUuX) 3aX60p108aAHb, NIOBUWEHHS SIKOCMI JHCUMMISL
nayienmis, sAKi cmpaxcoaoms Ha PIOKICHI (OpghanHi) 3aX60PIOGAHHSA, ULIAXOM
3abe3nevents Cnpageoiuso20 ma piGHo2o0 00CmMyny 00 AKICHOI MeOuuHoi donomoau
MAKuM NayieHmam, 30Kpema 00 SKICHUX, eDeKmUuHUx ma Oe3neyHux niKapCcobKux
3ac00i8 07151 NIKYBaAHHs PIOKICHUX (OphaHHUX) 3aX80OPIO6AHb, 00 MeOUUHUX 8UP0OI6 ma
NPOOYKMIG CHeYiaIbHO20 JIKYBANbHO20 XAPUYBAHHS, d MAKONC NCUXOAOSIUHO20
cynpogody. Mema i yini yiei Konyenyii sionosioarome Llinam cmanozo po3eumky Ha
2016 — 2030 poku, 3ameepddicenum Ilopsokom Oennum 6 eanysi pozsumky na Camimi
OOH, wo 6iobyecsa y eepecni 2015 poxy 6 pamxax 70-i cecii I enepanvroi Acamonei
OOH".

3. BHCHOBOK YNOBHOBA:KE€HOI'0 OPraHy INOAO Pe3yJbTATIiB NMOPIBHSAJIbHOL
epexTuBHOCTI (pe3yJIbTATUBHOCTI), Oe3neKkH, e(QeKTUBHOCTI BHUTpPAT Ha
JIKaApCHhKHMH 3aCi0 Ta aHAJII3Y BIUVIMBY HA IOKA3HUKHU OIO/KETY:

1) 1aHi 010 MPIOPUTETHOCTI 3aXBOPIOBAHHS (CTaHY):

XBopo0Oa Pabpi € HAWMOMIMPEHIIIUM 13 PO3JIaJiB HAKOMUYEHHS B JI30COMaXx,
BUHUKAE BHACIIIJIOK HEJOCTATHBOT aKTUBHOCTI (pepMEHTY alibpa-ranakro3uaasu A (a-
Gal A), mo mNPU3BOAUTH JO THPOrPECYIOUOTO JII30COMAIBHOTO  BIJIKJIAJEHHS
I1000Tplao3uiIepamMiy Ta HOro NOXigHUX y KIITUHAX 10 BCbOMY TUTY, BKJIIOYAIOUU
IIKipy, O4i, HUPKH, CEPIE, MO30K i epu(pepUIHy HEPBOBY CUCTEMY".

3a maHuMu 0a3u JaHUX PIAKICHUX 3aXBOPIOBaHb aMEPUKAHCHKOI HEKOMEPIIHHOT
opranizamii “HamionanpHa opranizamiss 3 piakicHux 3axBoproBanb” (National
Organization for Rare Disorders, NORD)® xsopo6a ®abpi € piaKiCHUM MaH-eTHIYHUM
3aXBOPIOBAHHM, TOOTO 3yCTPIYAETHCS Y BCIX PACOBUX 1 €THIYHUX IPyIax, BpaXaroyu
YOJIOBIKIB 1 JKIHOK. PO3pI3HAIOTH 1Ba OCHOBHMX ()EHOTUIIM 3aXBOPIOBaHHA: TUI | —
KJIACUYHMM, 1 TUIl 2 — 3 “mi3”HiM noyatkom™. O0uaBa (peHOTHNU MPU3BOAATH 0
HUPKOBOI HEJIOCTATHOCTI Ta/ab0 CeplLIeBUX 3aXBOPIOBAHb 1 PAHHBOI CMEPTI.

Takox 3rigHo 3 1H(MOpMariero 6a3u manux NORD 3a 2019 pik, nmommpeHicTh
xBopoou Padpi cranoButh 1:40 000 — 1:117 000 cepen womnogikis Ta 1 : 20 000 cepen
JKIHOK, OJIHAK ISl TIOIIMPEHICTh HEIOOIIHIOEThCA. 30KpeMa IIMPOKOMAacIITaOH1
IporpamMu CKPUHIHTY HOBOHAPOKCHHX BUSBWIM 3HAYHO BHIII MMOKAa3HUKH, IO
CBITYUTH TIPO HEMOOIIHKY XBOpOOH, 30KpeMa, B IcmaHii mommpeHicTh XxBopoou Dabpi
KnacuuHoro (enoruny 6yna ouinena sk 1:7575 nosonapomkennx (0,013 %)’; B Itanii
— 1 na ~3100 HOBOHapoKeHux; y TaiiBani — mpubanszHo 1 Ha 5000 HOBOHAPOHKEHUX
xjiomuukiB. XBopoba dadpi 3 “mizHIM modaTkoM™ (SKa TMEPEBAKHO BpPaXKa€ CEPIICBO-
CYyIMHHY, 1IepeOpOBacCKyIsIpHy a00 HUPKOBY CHUCTEMY) TaKOX € OUIBII MOLIHUPEHOIO,
HDK BBaKajau padime, a came, y [liBHiuHIN ITanii BusBIIEHAa 3aXBOPIOBAHICTH Y
ciiBBigHOMIEHH] 1:7879, yci xBopi Maiu Ti3HIM a00 HekIacu(pikoBaHW BapiaHT
xBopobu ®abdpi®; y mrrarax Bammarron ta Inminoiic, CIIA, 6yna mogibHO0 — Bix
1:6000 o 1:9000 wonosikis,® Toxi K 3aXBOprOBaHIiCTh y TaTi Miccypi cTaHOBMIIA Bif
1:2913 no 1:3277 oci6;'° 3axBoprosanicts B YropumwuHi, ABctpii Ta Icnanii ctanosuna

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

8 https://rarediseases.org/rare-diseases/fabry-disease/

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/
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Bim 1:3000 mo 1:4000 oci6. Y SmoHii yacToTa MaTOr€HHUX BapiaHTIB TaTaKCUIA3U
(GLA) cranoButs ~1:12000 (4010Biku Ta xinkm).

CydacHUM CTaHAapTOM JIIKyBaHHS TMAalleHTIB 13 xBopoboro Dabpi €
BHYTpIIIHbOBEHHa (epMeHTHa 3amicHa Teparis (mam — ®3T) arancupazoro anbda
(Replagal, Takeda Pharmaceuticals International AG) abo arancumazoro Oera
(Fabrazyme, Sanofi Genzyme)'?. OcroBaum npunnunom ®3T € BigHOBIEHHA
aKTUBHOCTI (PEpMEHTY 10 pIBHSA, JOCTATHHOTO JUJISl PO3LICTUICHHS HAKOMHUYEHOTO
cyOcTpaTy B TkKaHHWHax opradiB. Takum ynuHom D3T 3anobirae, ctadbinizye abo rajbMye
MporpecyroUl BIAXUJEHHS Y (YyHKIIIOHYBaHHI ITUX OPTaHiB J0 HACTaHHS HE3BOPOTHUX
Hacigkis®

3actocyBanHs @O3T wmae 00OB'SI3KOBO TMOEIHYBAaTUCA 3  ONTHUMAIBHOIO
HiATPUMYIOUOIO Tepari€io (Tepamiero cynpoBoay). Lle Bumarae Mi>KIUCIMILTIHAPHOTO
MIIX0y Yepe3 MONICUCTEMHUN Xapaktep xBopoou @DalOpi Ta pi3HOMAHITHICTH il
CHUMIITOMIB, 3T1JIHO 3 MI)KHApOJAHUMH Ta HAIllOHAJILHUMH MPOTOKOJaMH. BilmnoBiaHO,
JIKyBaHHS YCKJIaAHEHb 3 OOKY HHUPOK, CEpIlsl, HEBPOJOIYHUX Ta IHIIUX MOPYLIEHb,
CIPUYMHEHUX XPOHIYHUM YPaKEHHAM TKAHHWH, TMOEIHYIOTH 13 CHMITOMAaTUYHUM
JIKyBaHHSIM, TPO(UIAKTUYHUMH 3aX0JaMH (HAmpUKIal, MpodilakTUKa 1THCYJIbTY 3a
JIOTIOMOTOI0 aHTUTPOMOOIIUTAPHUX 3aCO0IB) Ta KOPEKIIIEI CIIOCO0Y KUTTS (30Kpema,
YHUKHCHHSIM EKCTPeMaJIbHUX TeMIeparyp, SKi MOXYTb IPOBOKYBAaTH OOJIbOBI
kpusu),

Bu3HaueHOI0 HJILOBOIO NMOMYJISALIEI0 Y 10ChE € TITH (BiA 7 POKIB), NIAJIITKH Ta
JIOPOCITI MAIIEHTH 000X CTaTeH 3 MATBEPXKEHUM J11arH030M XBopoOu PDabdpi.

3asBHUK 3ayBa)Kye€, 110 KUIbKICTh MAII€HTIB 3 PIIKICHUMH 3aXBOPIOBAHHIMH, SKa
odiuiitHo € B YkpaiHi, Ta iXHA KUIbKICTh, Sika Majla O BIAMOBIJATA CTATUCTHII,
BigpisHsaeTses y 10-20 pasis’®. V my6nikauii Iliuxyp H.O. ta in. «Jlizocomni xBopoou
HaKoOMWYeHHs B YKpaiHi», 2017 p. 3a3HaueHo, 110 4acToTa BUsIBICHHS XBopoou dadpi
Ta 1HIIKX JII30COMHUX XBOPOO HAKOMMYEHHS B Y KpaiHi MEHIIIA 33 TaKy B 1HIIMX KpaiHax
€Bpornu, UMOBIPHO, Ye€pe3 3HAUYHHUMN KIIHIYHUN TomiMopdi3M 1 HASBHICTh BEIUKOI
KUJIBKOCT1 XBOpUX Aopociioro Biky. Y mepiox 3 1989 mo 2015 poku B Ykpaini Oyio
3adikcoBaHO 14 BUIAAKIB BCTAHOBJEHOIO JiarHO3y xBopoom dabpi cepen
HOBOHApPO)KEHHMX, & 4YacToTa BUsBIEHHs xBopoOu craHoBuTh 0,07 Ha 100 THCSY
’KUBOHAPOIKeHnX 0

VY nocwke 3a3HayeHo, 110 BIAMNOBIAHO 10 pekomeHpnaniii HactanoBu “Jlep:kaBHa
orinka meauaHuX TexHojorii” CT-H MO3YVY 42- 9.1:23, 3arBepmkenoi Hakazom MO3
VYkpaian Big 06.10.2023 Ne 1741 (mami — HacrtaHoBa) njisi perpeciiiHOTO aHaizy
KUJIBKOCT1 MAalli€HTIB 3 MPOTHO30M Ha HACTYIHI 5 POKIB HEOOXigHUN HaOIp JaHHUX
BIIPOJIOBXK IIOHaWMEHIIe 5-7 TEpiojiB, IO MEPEAyIOTh TMEpPioAy MPOTHO3YBAHHI.
[Ipote, sx HaroJyiomrye 3asBHUK, €MIAEMIOJIOTIYHMX JaHUX PO XBOopoOy Dabpi,
3i6paHI/IX B XOJl aHalli3y, BUABWJIOCS HEAOCTATHBHO /JI MPOBEICHHS perpeciﬁﬂoro
aHamizy. ToMy i momepeaHboi OILIHKK TOTpeOu CcHUCTeMU OXOPOHH 3/I0pOB’S B
3asIBJICHOMY JnKapCLKOMy 3aco01 3asBHUKOM Oyiu npoaHam3OBaH1 JOCTYTIHI
OITyOJTIKOBaH1 eMiIeMIONOTI4HI 1aHi 1moa0 XxBopoou dadpi B YkpaiHi Ta CBiTi, a TAKOXK
JlaHi, OTpUMaH1 3asgBHUKOM BiJ HarioHanpHOT AMUTSIYOI Creliali30BaHOl JIiKapHi

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

12 https://pmc.ncbi.nim.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

15 Opdanni xBopobu: AK B YKpaiHi pyXaioThes 10 €Bponeiicbkux MpakTuk 36epexenns xuttsa https://life.pravda.com.ua/projects/orfanni-hvorobi-
300770/

16 https://repository.pdmu.edu.ua/server/api/core/bitstreams/96f313f7-a6e2-4217-9a65-4c5a0a4ddb8c/content
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“OXMATIUT” (mami — HIACI “OXMATAUT”).

3rigHo 3 oTpuManumMu 3assBHUKOM ganumu Big HACI “OXMATAUT”, B Ykpaini
ctanoM Ha 2024 pik giarHocToBaHO 34 ocobu 3 xBopoboro Dabpi. 3 HUX 7 THMUYACOBO
BUIXaJM 3a MeXI1 Kpainu, 1 marieHT nepedysae Ha okynoBaHiit Teputopii. 3T oTpumye
16 nartienTiB, 3 HUX 10 maiieHTiB — arajgcuaaly 6eta 1 6 maIieHTIB — arajicuaasy ajabda.
Cepen Tux, XTO OTpUMYE Teparito, gumie | mamieHT BikoMm A0 18 pokiB, BCi 1HII —
ctrapuie 18 pokis. To0to 47,1% Big ycix xBopux (n=16), KoMy JiarHOCTOBaHa XBOpoOa
®abpi B Ykpaini, otpumytors O3T.

3rigHo 3 naHuMu Beb-pecypcy Medscape, opi€eHTOBHa MOUIMPEHICTH XBOPOOH
®abpi cranosuth 1 Bunagox Ha 40 000 oci6!’. BpaxoByloun 3arajibHy YHCEIBHICTH
HaceJIeHHs YKpaiHu, AKa 32 OCTAHHIMU JOCTYyITHUMH AaHuMH (ctanom Ha 01.01.2022)18
cranoBuna 41 167 335 ocib, 3a migpaxyHKamMH 3asiBHUKAa TEOPETHYHA KUIBKICTh
naiieHTiB 3 xBopoborw dadpi mana 6 cranoButu npubauzno 1029 ocid. Ilpore, sk
3a3Havae 3aABHUK, HE3BAYKAIOUX HAa MOTEHIIIHY KIJIbKICTh XBOPHX, (PAKTUYHA KIIBKICTh
JI1IarHOCTOBAHUX BUMAJKIB B YKpaiHi, ctaHoM Ha 2024 pik, ckianae gumie 34 ocoOwu.
TakuMm 4YMHOM, YacTKa TMAIE€HTIB, y SKUX XBOpoOy Pabpi Oyno (akTUIHO
JIIarHOCTOBAHO, CTAHOBUTH JuIIe 3,3% BiJ 3arajabHOT OIIHOYHOI KIJIBKOCTI.

3a manumu ounaiH-matgopmu Orphanet!® cepemHiil MOKa3HUK MOIIMPEHOCTI
xBOpoOu Pabpi npu HApPOJKEHHI CTaHOBUTH npubnu3Ho 1:15 000, npore 3a3HaueHO
0JTI0 HEJIOCTAaTHHOI MIarHOCTHKH, TOMY YacToTa MOKe OyTH BHUIIOI0. BpaxoByroun
IIOKA3HUK HapoKyBaHOCTi B Ykpaini y 2021 powui®®, sixuii cranosus 271 983 oci6 Ha
pIK, PpO3paxyHKOBa IIOpIYHA KUJIbKICTh HOBUX BHIAJKIB xBopoou Dadpi y
HOBOHApPOXKEHUX Masla O CTAHOBUTH OpieHTOBHO 18 o0ci0. OnHak, ik 0yj0 3a3Ha4€HO
BHUIIIE, PIBEHb I1arHOCTUKHU B YKpaiHi € HU3bKUM (Bchoro 3,3%). 3 ypaxyBaHHSM LIOTO
MOKa3HHKa, OYIKyBaHa MIOPIYHA KIJTBKICTh HOBHUX J1arHOCTOBAaHUX BHUIIQJIKIB XBOPOOH
dabpi 3a po3paxyHKaMHU 3assBHUKA CTAaHOBUTH Jiviie 0,6 marfieHTa.

BuxopuctoBytoun po3paxoBaHUl IMIOPIYHUM TMPUPICT TAIIEHTIB, SIKAM
niarHoctyeThbest xBopoba daodpi (0,6), a TaKOXK OCTaHHI aKTyallbHI JJaH1 IIOA0 KUTbKOCTI
namiedTiB, orpuMmani Bigx HJICJI “OXMATIUT”, 3asBHUKOM OYyB mOOYI0BaHMIA
MIPOTHO3 YHCEJIbHOCTI MAIlI€EHTIB HA HACTYIH1 5 poKiB (Tabmwmis 1).

Taoauus 1. [Iporao3 KUIBKOCTI NMaIiEATIB 13 XBopoOoro Dadpi 3 2025 mo 2029 pp.

HIACJI Po3paxoBanmii IIporno3
IHoka3zHuku “Oxmaraur” opiYHMIA
, 2024 npupict nagieHtiB | 2025 | 2026 | 2027 | 2028 | 2029
HiarnocroBano ocio (n) 34 0,6 35 35 36 36 37
KinbkicTs 0ci6, mo oTpumMyorh 16 0,6 16 17 17 17 17
®3T (n)
3 HHUX IOPOCJIHUX 0cib (n) 15 0,6 15 16 16 16 16
3 HUX AiTeii (n) 1 0,6 1 1 1 1 1
Yacrka namieHris, ki 47,1 - 47,1 47,1 47,1 47,1 47,1
orpumyts 3T (%)

3a pe3yibpTaTaMu MPOBEICHOTO aHaIi3y Ta MOOYJ0BaHOTO MPOTHO3Y BIIPOJIOBK S-
pPIYHOTO TOPU30HTY, 3aIBHUKOM OYJI0 BUSHAUCHO, 1110 TOTEHITIITHA KUTHKICTh MAIli€HTIB
13 xBopoOor Padpi, skuM Oyjie BCTAHOBJICHO JI1arHO3, CTAHOBUTUME 35 MaIllEHTIB Y

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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2025 poui, 35 namientiB y 2026 pori, 36 namientiB y 2027 porii, 36 namienTtiB y 2028
poui ta 37 mnamieHtiB 'y 2029 pomi. Ilpu 1pomMy KINBKICTh TAIll€HTIB, SKi
notpedyBatumyth ®3T, ctanHoBUTHME HIOPOKY Big 16 mo 17 ocib. [Ipore 3asBHMK
HaroJIONIye, 10 peajbHa KIJILKICTh MaIlI€EHTIB 13 XBOp0oOoto Padbpi Moxke OyTH OLIBIIIO0
yepe3 CKJIAIHICTh AIarHOCTHKH Ta MOMIMOpQi3M KIiHIYHUX O3HaK (Oxm3pko 1029
TMAIEHTIB).

Takox 3asgBHHK 3a3HAYa€ MO0 JIWHAMIKYA 3HM)KCHHS YaCTKH ITAIIEHTIB, SKi
orpumytoTh ®3T B Ykpaini y 2024 pori (47,1%) nmopiBusiHo 3 2023 pokom (88%),
3rigHo iHpopmarii, orpumanoi Big HACII “OXMATAUT”, ta oOrpyHTOBYE 11e 1BOMA
MPUYMHAMH: BHUMYIICHOIO MITPAI€I0 y 3B’SA3KYy 3 MOBHOMACIITAOHUMH BOEHHUMU
JisIMH Ta 301TBIIIEHHSM KiJTbKOCTI JIIarHOCTOBAHMX IMAIIEHTIB B YKpaiHi (25 marfieHTiB
B 2023 pomi ta 34 namientu B 2024 porii).

Ynosnosasicenuii opean nposie eepughixayito 0aHux wo0o po3paxyHKy nompeou y
3as6871eHOMY JIKAPCLKOMY 3aco0i ma 3a3Ha4ae HacmynHe.

Bionosiono 0o komenmapis pobouoi epynu y KiiHiuUHIll HACMAHOBI, 3ACHOBAHILL HA
ookazax ‘“Xeopoba Dabpi” (nepeznao 2021 poxy*') szasmaueno, wo Oiaznocmuxa
x8opobu Dabpi uepes noaiMop@Hicmsb KIIHIYUHUX 03HAK HAOCKIAOHA. X8opoby Dabpi
BIOHOCAMb 00 NAH-EMHIYHUX 3AXBOPIOBAHbL 3 NOWUPEHICIIO 810 00HO20 BUNAOKY HA
40000-60000 uonosixie oo 117000 & 3acanvhivi nonyaayii Asecmpanii, 476000 —
Hioepnanois, 15000 — Hoeoi [llomnanoii. 3a oanumu Hayionanenozo peecmpy
nayicumie 3 xeopoboio @abpi CIIA (National Fabry Disease Population)?,
nowupernicmo xeopoou Dabpi ceped uonosikie ckradaec 1 xeopuii na 40000-60000
8i0n08iOH020 HaceneHHsa. Ilpoepamu  CKpuHiHZy — HOBOHAPOONCEHUX  BUIHAYUIU
HAABHICMb NAMON02IYHO20 2eHY Y 00H020 xaonduka 3 3000-1300 obcmedicenux, y 0OHIED
oiguunku 3 400. Takum uYUHOM YNOBHOBANCEHUU Op2aH 3A3HAYAE, WO OPIEHMOBHA
nowupericmo xeopoou Paopi (1 : 40 000 ocib) ma cepeoHili NOKA3ZHUK NOWUPEHOCHT
xgopobu Dabpi npu Hapoodceuni (1:15 000), wo euxopucmaui 3aA8HUKOM,
8I0N06I0AIOMb MINCHAPOOHUM OAHUM, 8EPUPDIKOBAHUM Y X0Oi AHANI3Y.

Taxooic, 3 Memoro YmMoyHeHHs KilbKocmi nayienmia 3 xeopooor Dabpi 6 Yrpaini
ynosHosaxcenuti opean Hanpaeus 3anum 0o H{CJI “OXMAT/UT”. 3ziono 3 aucmom
6i0 kniniynux axieyie HI{CJI "OXMAT/[UT" cmanom na 25 cepnusa 2025 poky 8
Ykpaini 6yno oiaenocmosano 37 nayienmie 3 xeopobor Dabpi. Baosicnuso
spaxosysamu, wjo 7 nayieHmie suixanu 3a medxici Kpainu yepes 80€HHi 0ii, 1 nayienmxa
nomepaa y 2025 poyi, i 1 nayieum nepebysac na oxynosawiti mepumopii. Daxieyi
3aznauaromo, wo 89% ykpaincvkux nayienmis 3 xeopoboiro Pabpi nompedyroms O3T,
a cmanoMm Ha 3asHaveny oamy 6 nayieumis nepebygaroms y uep3si na nikysauHs. 3T,
AK Npasuno, He NOmMpedOyIomb auuie HCIHKU 0e3 03HAK OpP2aHHO20 YPAXNCEHHs ma
Oe3cuMnmomui xaonuuxu 00 16 pokis, AKUX O0iAcHOCMYEMbCA HeBeaUKd KilIbKICHb.
Takum 4uHOM, YHOBHOBAICEHUUl OpeaH 3A3HAYAE, WO GAKMUYHA KLIbKICMb
diaeHocmosanux nayienmis spocia 3 34 (2024 pix) oo 37 (2025 pik), a nompeba y @3T
susisunacs suwor y 2025 poyi nopisuano 3 2024 (89% i 47,1% 6ionogiowo).

Omoice, npogedeHa YNOBHOBANCEHUM OpP2AHOM Gepugixrayis GakmuyHo2o
ompumanus O3T niomeepooicye oaui, Hadaui 3aia6HUKOM. B moii sce uac, 8ionosiono
00 ocmanuboi akmyanvroi ingpopmayii 6io HI[CJI "OXMATHUT", 89% ykpaincokux
nayienmis 3 xeopooor @abpi nompedyroms O3T (npu yvomy 6 nayienmis, Ha niocmasi
oanux 3a 2025 pik, nepebysatromo y uep3i Ha JiKy8aHHs). Takum YuHom, xoua paxmudmi

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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oami, Hadaui 3as8HuKoM cmaHom Ha 2024 pik, wooo 3acmocysanusi DP3T €
KOPEeKMHUMU, 3a3HayeHa KiiHiyHumu gaxisysmu neooxionicme y @3T (89% nayicnmis)
ma HaséHicmb NAyieHmis y uepsi, C8i0YUmMb Npo NOMEHYIUHO euuwyy nompedy 0
cucmemu 0X0poHu 300po8'ss Yxpainu.

2) [a”Hi W00 JAOCTOBIPHOCTI Ppe3yJbTaTiB MNOPIBHSVIBHOI KJIIHIYHOL
epeKTUBHOCTI Ta 0Oe3leKkH 3asiBJICHOI0 JiKapcbkKoro 3aco0y. Omnmc
(mpeacraBJieHHs) 3a3HAYEHUX Pe3yJIbTATiB:

BignoBigHo g0 iHQopmarlli B J0ChE IOJO 3asBIEHOTO JIKApChKOIO 3aco0y
BHUBYAJINCH:

IMonyasimia (P, population) — mopocni ta mitu (B 7 poKiB) 3 MiATBEPHKEHUM
niarHo30M xBopoou Padpi (nedinut anbha-raraKkTo3uaasn);

Brpyuanns (I, intervention) — araicuiasza anbda, KOHIIEHTpAT JJI PO3UYHHY IS
1H(Dy31i1 (0,2 MI/KT Yyepe3 THXKJICHbD);

Kommnaparop (C, comparator) — arancuaaza 6eta, HOPOIIOK JJisl IPUTOTYBaHHS
KOHLEHTpaTy (5 Mr/mi) ass po3uuHy i 1HPY31# (1 MI/KT KOXKHI 2 THXKHI1);

Kinnesi Touxku (O, outcomes) — HEBpoOJIOTTYHUH O1J1b, CEPLIEBO-CYIMHHI PO3IaIH,
HUPKOBA HEJIOCTATHICTh, PiBeHb TNoboTpiao3mniepaminy (Gb3), nepedpoBackysipHi
NOJ1i, IIKIPHI MPOSIBU, SIKICTh XKHUTTS; POKU KUTTSI, CKOPUTOBAHI 32 SIKICTIO; CMEPTHICTb,
Oe3meka, Moo14HI peakIii.

Ynosnosaosicenuii opean 3aznavae, wo poKu dHcumms, CKOpUeO8AaHi HA AKICMb,
(QALY) He € Kinyesumu moukamu Oas OYIHKU KIIHIYHOI egekmusHocmi, a €
3MO0eNbOBAHUMU ~ NOKA3HUKAMU,  PO3DAXOBAHUMU  HA  OCHOBI  NPOBEOEeHHs
GapmaroekoHOMIUHO20 AHANI3).

[Ipu oOrpyHTyBaHHI BHOOpPY JIKapChKOro 3acoOy/iHINIOI MEIUYHOT TEXHOJOTIl
MOPIBHSHHSA (JaJli - KOMITApaTop), a came, arajicuiazud Oera, 3asBHHUKOM 3a3HAYECHO
HACTyTIHE:

- HasIBHICTh BIJIMOBIIHOTO TIOKA3aHHS arajcujaa3sd Oera B 1HCTPYKIIT JyIst
MEIUYHOTO 3aCTOCYBAHHS IIpenapary??;

- HAsSIBHICTH arajicujiazu 6era 1o 5 1 35 Mr y nepeniky, 10 3aKylOBY€EThCS 3a KOIITH
JIEP’KaBHOTO OMOXKETY JUIsl BUKOHAHHS TPOrpaM Ta 3[1AWCHEHHS IEHTPaJi30BaHUX
3aX0J[IB 3 OXOPOHHW 3J0pPOB'st 3a HampsAMoM “MenuKaMeHTH Il TPOMAJsiH, sKi
CTPaXJIAI0Th Ha OpQaHHI METa0OJIYH1 3aXBOPIOBAHHS ", 3aTBEPHPKEHOTO IMMOCTAHOBOIO
Ka6inery Minictpis Ykpainu Bix 07.03.2022 Ne21624;

- YKJAJEHUM JOTOBIp KEPOBAHOTO JIOCTYIY, IO € TMIiJACTABOI JJIsi 3aKYIiBJIi
arajcujasu OeTa 3a TMOKAa3aHHSM: JOBrOTpUBaJie (PEPMEHTO3aMICHE JIIKYBaHHS
JOPOCIHX 1 AiTel BIKOM Bil 8 pOKiB 3 MiATBEPIKEHOI XBOPoOor Dadpi®;

- HAsSBHICTh PEKOMEHJIAII MO0 3aCTOCYBaHHS arajcuja3w OeTa y SKOCTi
tpuBanoi @3T y nmarrieHTiB 3 xBopoboro Padpi y KIIHIYHIA HACTAHOBI, 3ACHOBAHIN Ha
nokasax “XBopoba @abpi” (meperssig 2021 poky);

- HACTAHOBHU, PO3POOJICHI MDKHAPOAHUMHU OpraHizamisiMd Ta MEIUIYHUMU
acolfialisiMi JiJIsl JIIKyBaHHSI PIAKICHUX 3aXBOPIOBaHb, MICTATh PEKOMEHIAIlll 11010
3acTocyBaHHs arajncuzaasu oera aus O3T naniedris 3 xsopoboro dabpiZ® 27 28,

2 http://www.drlz.com.ua/ibp/ddsite.nsf/all/shiz1?0pendocument&stype=3DA2BAC7CAG9IBAB84C2258 CE50031FBOF

24 https://zakon.rada.gov.ua/laws/show/216-2022-%D0%BF# Text
Shttps://mpu.gov.ua/uk/meas/contract-status?fbclid=IwY 2xjawFY p1NIeHRUA2FIbQIXMAABHUBAj2btEU7hnA141D3AVR9-M-
rYVZTGII8j9czMxrHfCWCCpz0S1wAnQg_aem_TiRDJgapl TfCTEg-w279AA

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

27 https://mpssociety.org.uk/files/migrated/925a82_98b3d99113d840739fd1b0513¢5e81d6-1700469708.pdf

28 National Fabry Disease Foundation - Fabry Disease Treatment https://www.fabrydisease.org/about-fabry-disease/fabry-disease-treatment
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Ynoenoseaoicenuti opean 3azmnauae, wjo xou sacmocysanns DP3T esaxcacmuvcsa
BANCTUBUM KOMNOHEHMOM KOMNIEKCHO20 NIKY8AHHA nayieumis i3 xeopoboio Dabpi,
npome D3T He Modice YCYHYmMuU 8xce HasAGHe, 4acmo He380POMHe, YPAXCEHHS OP2aHie.
Came momy, 3acmocyeanns D3T ona nayienmis 3 xeopoboro Dabpi He 8iOMIHAE, a
HasnaxKu Mae 0608 's13Kk080 NOEOHYBAMUCS 3 KPAWOI0 NIOMPUMYIOH0I0 MEPAni€io, aodice
NiKy8anHsa xeopoou Pabpi nompedye KOMHIEKCHO20 NiOX00y uepe3 NOJNICUCMEeMHUL
xapakmep 3axX680pi08aHHs MA PIZHOMAHIMHICMb CUMNINOMIS.

Ynosnosasicenum opeanom nposedeno  gepugikayiro  uUOOPY  3AA6HUKOM
Komnapamopa 6ionosioHo 00 pexkomenoayiu Hacmanoeu ma 000amrko8o 3a3Ha4aemo
Hacmynue:

- 0Y710 npoBedeHo 0epIHcA8HY OYIHKY MeoudHux mexuonoeiu (oani — OMT)
JIKApCbKo2o 3acoby azancudasa bema 3a NOKA3AHHAM OJisl JUKYBAHHA NAYIEHMIB 3
x8opoboro Dabpi 3a ckopoueHo npoyedyporo (BUCHOBOK YNOBHOBANCEHO2O OP2AH) 610
04.08.2025%°) gionogiono oo seepnenns MO3 Vrpainu wodo npodoexcenns Oii
002080pYy KepoB8ano2o 00CMyny (npoaoHeayis) (6UKOHAHHSA NIONYHKMY 6 nyHkmy 8
TIlopsoxky npoeedentsi 0epicaBHOI OYIHKU MEOUHUHUX MEXHOI02IU, 3AMBePONCEH020
nocmanoeoro KMY 6io 23.12.2020 Ne 1300)*° ma pexomendosano npooosxcenns Oii
002080pY KEPOBAHO2O OOCMYNY;

- CMaHoM Ha 0amy RNiO20MOBKU GUCHOBKY 8 peccmpi MeOUKo-mexHOL02IUHUX
Odokymenmis 3i cmamoapmusayii meouunoi Oonomo2u®t eiocymmiii yHighixoeanuil
KIIHIYHUL NPOMOKOJL MeOUYHOi donomozu npu xeopooi @abpi, npome 8i0n08iOHO 00
KIIHIYHOI HACMAHOBU, 3aCHOB8AHOI Ha Ooxaszax ‘“‘Xeopoba Dabpi” (nepeenso 2021
POKY), azancuoasza bema € 00HUM i3 npeocmaenuxie D3T Onsa 1iKy8anHs nayicHmia i3
xeopoboro Dabpi;

- 3a OaHuMu qucma 8i0 KiiniuHux gaxisyie [lenmpy opgannux 3axeoprosanv ma
eennoi mepanii HJ[CJI “OXMATIHUT”, oepocasna npoecpama 3abesneuye nayicHmis 3
x8opoboro Dabpi nuuie AikapcoKum 3acobom azaicuoasza bema.

Bpaxosyrouu euwezaznauene, ynoGHOBANCEHUL OP2aH 88ANCAE KOPEKMHUM 8UOID
azancuoazu bema y aKocmi Komnapamopa OJisi mpusaioi eH3UMHOIL 3aMicHOT mepanii' y
BU3HAYEHIl YILIbosill nonyaayii, a came Oimu (8i0 7 poKig), nioaimxu ma 00pocii
nayienmu 060x cmametil 3 NiOmMeepOAHceHUM 0iacH030M X80pobu Daopi.

Indopmanis moao KIiHIYHOI e)eKTUBHOCTI 3aIBJICHOI0 JIKAPCHKOI0 3aC00y
NpeCcTaABIeHA B 10ChE.

3a MaHUMH TIONTYKOBOi CTpaTerii, MPOBEJACHOI 3asBHUKOM, SIK OCHOBHE JIKEPENIO
JUISL TIPEJICTABIICHHS pPe3yibTaTiB MO0 TOPIBHSUIBHOI KIIHIYHOI €(EeKTUBHOCTI
3asIBJICHOr0 JIIKAPChKOro 3aco0y Ta KomImapaTopa Oyio BiiOpaHO CHCTEMaTUYHUUN
orysia 3 metaanamizoM 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 (mani — R. El Dib, 2016)*?, sixuii BK1I0YaB paHAOMi30BaHi KOHTPOJILOBAHI
JOCITIIKEHHS.

Takox 3asBHUKOM J0JIaTKOBO HAJaHWUW aHaji3 MyOJiKaiiid, skl po3pobiieHi
€BPOICUCHKOI0 TPYIO EKCIEepTiB, M0 MaJld Ha METI MPOBECTH BCEOXOTUTIOIOYUI
CUCTEMaTUYHUI OIS/ JIITepaTypu BCiX opuriHanbHux ctatedl mpo ®3T y mikyBaHHI
xBopoOu ®adpi, omyOaikoBaHux A0 ciuHs 2017 poky Ta MNpeacTaBUTH aHai3

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

%0 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/

32 https://www.cochranelibrary.com/cdsr/doi/10.1002/14651858.CD006663.pub4/full
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pe3yabTaTIiB JIKyBaHHS OKPEMO JJIsl JOPOCIHMX MAI[iEHTIB YOJIOBIYOI CTATi, OKPEMO JIJIst
KIHOYO]I CTaTi Ta OKPEMO IS JITEH, 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 (xitn));

- 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%* (qonosikn));

- 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)).

BignoBigno g0 1HdopMalii B J0ChE, METOK CHCTEMAaTUYHOTO OIVISAY 3
metaananizoM R. El Dib, 2016 6yno oninuti edektuBHIcTh 1 6e3nexy 3T nopiBHIHO
3 IHIIMMU BTpY4YaHHSIMH, Tutarie00 abo BIJCYTHICTIO BTpyYaHb MijJ 4ac JIIKYBaHHS
xBopoou daodpi.

Ho ornsiny BKIIOYWIM JEB'SITh JTOCTIKeHb (3arajiom 351 maiieHTt). ABTOpH
CUCTEMATUYHOTO OTJISAY OIIHWIM PHU3HK CHCTEMAaTHYHOI TOXHOKH B KOKHOMY
nociikeHHl.  Jms  1bOro BOHM  BUKOPHUCTAIM I1HCTPYMEHT OIIIHKH PHU3UKY
CUCTEMATU4YHOI MOxuOKku, onucaHuii y KokpaHIBCbKOMY MOCIOHUKY  JJIsi
cucTeMaTHUHuX ornsai BTpydans (Higgins 2011%°). Ouinka rpynryBanacs Ha aHamisi
TaKUX JJOMEHIB: paHJ0Mi3allisl, IPUXOBYBaHHS PO3MOILITY, 3aC/IIJIEHHS, HEMOBHI JaHi,
BHOIPKOBE IMOBIIOMIICHHS Ta 1HIII JKEpeia MOXUOKHU. Y BKIIFOUCHHX JTOCIIIKEHHSIX OYB
HeBM3HAUYeHU pusuKk (aHri. unclear risk) momo momeHiB reHeparlii BUIAIKOBOI
MOCJIIIOBHOCTI Ta TPUXOBYBAHHS PO3MOLTY BTPY4YaHb, OCKUIBKH L 1H(POpMaIis 4acTo
Oyna He omucaHa y BIANOBIAHUX MyOmikarmisx. KpiM TOro, mpoBeleHHs MOBHOTO
CTAaTUCTUYHOTO aHami3y OyJio yCKIagHEHE uepe3 Crocid TOoJaHHS pe3yJbTaTiB
(30KpemMa, HEOOXIJHICTh KOHCEPBATUBHOTO aHaJI3y MEPEXPECHUX HOCHIKEHb Ta
oOMe)XeHe 3BITYBaHHS MO0 JaHUX PO Yac J0 MoAil). Y MOpIBHSHHI, IO CTOCYBAJIOCS
arancujasu anbda, HaBITH MOMPU BUKOPUCTAHHS MOJENI BUMAIKOBUX €(DEKTIB, OyIo0
BHSBJICHO BMCOKHMH piBeHb rereporensocti (I2 = 91%) nns mNokasHUKa piBHS
m1a3MoBoro Gb3 mpoTsIroM nepimx MecTH MiCsIB.

J{Ba mociiipkeHHs 3 IeB'ITH MOPIBHIOBAJIM caMe arajicujiasy aibda 3 arajacuaaszoro
oera (Sirrs et al., 2014 Ta Vedder et al., 2007), mpore 3asBHUKOM B JOCHE
MPEACTABICHUA JETANBHUN aHalli3 JIUIIE OJHOTO OCHIKEHHS, M0 YBIHIUIO 10
cucrematnuHoro orsiay (mocmimkenns Vedder et al.,, 2007), y sixkomy oIliHIOBaJIn
OJIHAKOBI 71031 arajicuaasu ajab(da Ta araiacuaasu 6era (mo 0,2 MI/Kr KO>KHi JIBa THXKHI).
VY mpomy mocmimkenni (Vedder et al., 2007) 3a yuacti 36 mamieHTiB, cepen THX, SKi
OTpUMYyBaJIM araicupgasdy ainbda, craBcs | Bumagok cmepti (1/18), Tomi sik cepen
MaIi€HTIB, Kl OTpUMYBau arajicuaaszy Oera, He Oyino cmepteit (0/18). Po3paxoBane
BimHomeHHs: pu3ukiB RR = 3; 3 95 % CI: 0,13— 69,09, mo, sx 3a3Havae 3asiBHUK,

33 https://pubmed.ncbi.nlm.nih.gov/29785937/
% https://pubmed.ncbi.nim.nih.gov/30775256/
35 https://pubmed.ncbi.nlm.nih.gov/30413388/
% https://handbook-5-1.cochrane.org/
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CBIJYUTH IIPO HU3bKY TOYHICTh U€pe3 Mally KUIbKICTh T1aHUX.

[TopiBHSIHHS MIX arajicuaa3or anb(da Ta araicuaa3or Oera I0A0 MOKa3HUKA
«cepuesi moxii» y mocmimkenni Vedder A.C. et al. 2007 oxommoBano nani 29
MaIi€HTIB, SKAM Ha TIO0YaTKy JOCHIDKCHHS TIPOBOAWIIM  eXokapaiorpadiui
BUMIPIOBaHHA. Y TPYIIi arajicuaasu ajibda croctepiraiu | BUMag0K CEpLEeBUX MOIIH 13
14 nartienTiB, a y Tpymi araincuaasu 0eta — 2 Bunaaku i3 15. Po3paxoBane BimHOIIICHHS
pusukiB (RR = 0,47; 95 % CI: 0,05-4,6) Bka3zye Ha MOXKJIUBY IE€peBary arajicujia3u
anbGda, OJHAK IIUPOKUU JOBIPYMHM 1HTEpBajd BIIOOpakae 3HAYHY HEBU3HAYCHICTH
pe3ynbTaTy 4epe3 Mairy BUOIPKY.

Buxonsun 3 1poro, 3asgBHHK pPOOUTh BHUCHOBOK, IO arajcuaasa aibda Ta
arajicuiaza Oera € pIBHOC(PEKTUBHUMH IS TMAIli€eHTIB 3 XBopoOoro dabpi 3a
KJIFOYUOBUMH KJIIHIYHUMU TOYKAMHM Ta MposiBaMH. BogHouyac, HAroJIONIyeThCs, IO
nosroctpokoBuil BB @O3T Ha NOKa3HUKM 3aXBOPIOBAHOCTI Ta CMEPTHOCTI
3ITUTIAETHCS T TUTAHHSIM.

Or1iHKka METOAOJOrIYHOI sIKOCTI cuctemarmunoro orisay R. El Dib, 2016
3asiBHUKOM Oyia mpoBejieHa 3a iHcTpyMeHToM AMSTAR 2 (A Measurement Tool to
Assess Systematic Reviews 2). 3a pe3yabTatramu npoBeACHOI OLIHKHY, ITyOJTiKalis Oyia
KJacu(ikoBaHa K OIJIS[ BUCOKOI SIKOCTI. 3asBHHK TaKOX 3BEpTa€ yBary Ha IEBHI
oomexxenHs cuctemaruunoro orisimy R. El Dib, 2016, a came: MoxiuBe NMOBTOpHE
BKJIFOYEHHSI OJIHUX 1 THX € MALI€HTIB y Pi3HI JOCIIKEHHS, 110 MIJBHUILYE PU3UK
noMuJiku [ Tumy; oOMeXeHy KUIbKICTh BKIIOUEHUX JOCIIIKEHb; BIACYTHICTh JaHUX
I0JI0 OKPEMHUX MALII€HTIB; @ TAKOXK T'€TEPOreHHICTh KOropTu. Lle 06yMoBiIeHO THM, 1110
JOCITIJIKEHHS PIKICHUX 3aXBOPIOBaHb, TAKUX K XBOpoOa Pabdpi, € BKpal CKIIaTHUMU
yepe3 OOMEKEHY KUIBKICTh MAalI€HTIB Ta XPOHIYHUW, JOBIOCTPOKOBHH XapakTep
3aXBOPIOBAHHSI, 10 TOTPEOYE TPUBAJIOTO CIIOCTEPEKECHHSI.

Sk yxe Oyno 3a3Hau€HO, JAOAATKOBO 3asiBHUKOM B JIOCb€ MPEICTABICHO
iHpoOpMallifo i3 CHCTeMaTHYHUX OrIAAIB Jiteparypu Germain et al., 2019 (vosnoBikm),
Germain et al., 2019 (kxinku) Ta Spada et al., 2019 (xiT), po3podieHi eBpONECHCHKOIO
IpyIHoOI0 €KCIEPTIB.

Kminiuai gokasu edektuBHOCcTi D3T y mopocimx MaIieHTIB 4YOJOBIYOi CTaTi
(myOmikaris Germain et al., 2019) Oynu otpumani i3 166 myOmikarii, BKIro4a0uu 36
MaTrepiaiiB Mpo KIIIHIYHI BUnpoOyBaHHA. HaiiOinblie MOCHIKEHHS MPsSMOTO
MOPIBHSHHA MK arajJicuasoro ajabda Ta arajcuaa3or 0era, o BKIIYEHE 10 JaHOTO
CHUCTEMATUYHOTO OTJISAY, MTPOJIEMOHCTPYBaJIO, 1m0 19,4% maiieHTiB, SKi OTPUMYBaIU
arancunasy anbda, 1 13,3% marieHTiB, sKI OTpUMYBJIA arajicuaasy Oera, JOCSTIu
KOMOIHOBaHO1 KJIIHIYHOI KIHIIEBOI TOYKM (HUPKOBI, CEpILEBO-CYyAMHHI a0o
uepe6pOBaCKyn>1pH1 nonii abo CMepTL) MeZlaHa CIHOCTEpEKEHHs cTaHoBWiIa 59
MmicsiiB. He3pakaroun Ha YHCENbHY p13HI/IIHO BOHA OyJla CTATUCTUYHO HE3HAYYIIOIO
yepe3 OOMEXeHy TMOTYXKHICTh MJOCHIKEHHS. 3asBHUK 3a3HA4a€ TMpO pIiBHY
e(eKTUBHICTh 3aCTOCYBaHHS 000X MpenapaTiB BiANOBIIHO 10 BUCHOBKY Y MyOiKarii
Germain et al., 20109.

VY cucrematuuHoMy orisai giteparypu Germain et al., 2019, skuii pokycyBaBcs
Ha 3actocyBaHH1 @3T y kiHOK, MpoaHaIi30BaHo AaHi 3 67 myOmikailiii, y ToMmy yucii 6
KIHIYHUX BUOpoOyBaHb. KIlHIYHI JI0Ka3u CBiAYaTh MNP0 3HAYHE 3HUIKEHHS
HaKoM4YeHHs Tiio0oTpiao3unmepaminy (GL-3) y mna3mi Ta cedl y marieHToK, sSKi Maln
NiABUIICHUN piBEHB A0 JiKyBaHHS. Takoxx OyJ0 BiA3HAUYEHO MOKpPAIIEHHS TapaMeTpiB
CEpLIeBOi MISUIBHOCTI Ta SIKOCTI *UTTSA. Ha naHuii MOMEHT HEJOCTATHBO JaHUX IS

BUCHOBKY mpo BruiiB P33T Ha HEpBOBY CHCTEMY, NITYHKOBO-KHILIKOBI IMPOSBH Ta
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00BOBUN CHHAPOM Y KIHOK 3 XBOpoOoto Pabpi. Bkazanuii ormism He MICTUTh TaHUX
PO TIepeBary 3aCTOCYBAaHHS arajicuaa3u aibda un arajicuaasu 6era y )KiHOK.

CucTeMaTUYHUN OTJIA JIlTepaTypH Spadaetal., 2019, HpI/ICBH‘{eHI/II/I BILUIUBY O3T
Ha KJIIHIYHI pesynbTati y nelaTpUYHUX TAIlI€HTIB, OXOIUIIOBaB aHal3 JaHuX 3 6
nyOmikamid kiaiHiYHEX BuUnpoOyBaHb Ta 10 oOcepBaliiHUX JOCHITKEHb. 3a
pe3ysbTaTaMi CUCTEMATUYHOTO OTJISAYy BcTaHoBieHO, o D3T mpomeMoHCTpyBania
3/IaTHICTh 3HAYHO 3HMKYBAaTH ab0 HOpMaiizyBaTH piBeHb GL-3 y mia3mi. Kpim toro,
@®3T 3abe3neuyBania MOJIETHIEHHS OOJHLOBOTO CHUHAPOMY, MOKPAUICHHS HUIYHKOBO-
KHUIIIKOBUX CHUMIITOMIB Ta 3arajbHE MiABUIICHHS SKOCTI XUTTS TMAIli€HTIB. ABTOpHU
orysiy Bim3HaumiM, mo aHami3z edextuBHocTi O3T y memiaTpuyHii MOMyISIIil
NamieHTiB 13 XxBopoOorw @abpi YCKIAJHIOETHCS MPUTAMAHHOIO T'e€TEPOTCHHICTIO
MAII€HTIB Ta 0OMEXEHOIO KUILKICTIO BUCOKOSIKICHUX KIIHIYHUX JOKa31B. 3BayKarouu Ha
Il METOAOJIOTIYHI OOMEXEHHSI, MPOBEJACHUNA CUCTEMATHUYHUI OIJISIi HE BUSBUB
JIOBEACHUX KIIIHIYHUX TIepeBar OJHOTO Mpernapary (arajcujaazu anb(a 4u arajicuaasu
OeTa) HaJ| IHIIINM.

Takum 9uHOM, y TIOCKE BKa3aHO, IO OIiHKA MTPOBEACHUX CUCTEMATHIHUX OTJISIIB
miteparypu oo 3acrocyBanas 3T y gonosikiB Germain et al., 2019, y niteit Spada
etal., 2019, :xinok Germain et al., 2019 He BusBHIN ITepEBar 3aCTOCYBAHHS araJCHaa3u
anb(Qa uu 0eTa y naiieHTiB 3 XBopooor daodpi.

BpaxoByroun ommcaHi BWINE pe3yJdbTaTH aHAI3y CHCTEMAaTHUYHOTO OTJIATY
(myomikamiss R. El Dib et al., 2016), a takoX D0JaTKOBO CHCTEMAaTHYHHX OTJISIIB
miteparypu (Germain et al., 2019, Spada et al., 2019, Germain et al., 2019), 3asBHuK
poOUTH BHCHOBOK MpO pIBHY €(EKTUBHICTh 3aCTOCYBaHHS arajcujuasu ainbda Ta
arajicujazu 0era y Mali€eHTiB pi3HUX BIKOBUX TPy Ta Pi3HOI CcTaTi 3 XBOpoOoro Padpi.

Takox, 3asBHHMK 3a3Hayae, 110 3a JTaHUMH PEECTPY KIIHIYHUX BUIPOOOBYBaHb
ClinicalTrials.gov, Hapa3i TpuBaioTh (a00 MalOTh HEBU3HAYEHUW CTATyC) JNEBSTH
KJIIHIYHUX JIOCHIIPKEHb JIIKApChKUX 3ac0o01B Uil JiKyBaHHS XBopoOu dDabpi, 3 sSKHUX
JIVIIIIE OJTHE CTOCY€ETHCS 3asBJICHOTO, a CaMe arajicHjasu aibda.

Pesynbratn aHajgizy O0e3nmekH 3asiBJICHOIO JIIKAPCHLKOro 3acol0y Ta
BU3HAYEHOI0 KOMIIAPATOpAa MPOBEICHI Ha MIJCTaBl BiIOpaHUX 3asSBHUKOM IIECTH
nmyOJTiKaIii y pe3ynbTaTi 10AaTKOBOI MOITYKOBOI CTpaTerii, 3 HUX JJIsS TPEACTaBICHHS
YaCTOTH BUHUKHEHHS MOOIYHMX peaklii arajcuaasu anbda y AOPOCIHX MAII€HTIB,
npoaHanizoana nyonikauis Goldrn et al., 2015%; arancunasu 6era — nyonikanii Hwang
et al., 20223, Banikazemi et al., 2007°°, Germain et al., 20074, JIns ananizy no6iunux
peakuiii y xiteit Oynum Bigibpani 2 my6omikaunii: Schiffmann et al., 2014*! i Wraith et al.,
2008,

Llopocna nonynayis

3asBHUK 3a3HA4YWB, 1O Yy AochipkeHHl Golan et al., 2015 TpuAlnsaTh Y4OTUPH
narieHTd OyJd PaHIOMI30BaHi JUIsi OTPUMAHHS arajicujiasu anbda 3a HaCTYyMHUMHU
cxemamu: 0,2 mr/kr depe3 TwxaeHb (cepenHiit Bik 50,3 poku; 70 % dvomnosikiB), 0,2
Mmr/kr motrxHs (51,8 poku; 53 % dvomnosikib), 0,4 Mr/kr moTtuxHs (49,4 poku; 40 %
40JI0BIKiB). YacToTa BAHUKHEHHSI TOOIYHUX PEAKIIiil, 1110 BUHUKAJIH T11]] Yac JIIKyBaHHSI,
OyJna moAiOHOI0 B yCIX TPhOX rpymnax JociipkeHHs. HeOe3neuna ajist )KUTTS moOivHa

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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peakxuis (TpaBMaTHYHA réMaTOMa) BUHHUKJIA y OJHOTO Malll€HTa (rpyna J'IIKYBaHHH 0,2
MT/KT 4epe3 THUXKICHBD), mpoTe 1e He 6yJ10 BHU3HAHO IIOB’S3aHUM 13 I[OCJ'IlI[)KyBaHI/IM
npenaparoM. [HIuM marieHT moMep BHACIIIOK 3yIMUHKU CEPIIs; IO MOI110 TaKOXK OyII0
BHU3HAHO HE MOB’SA3aHOI0 3 AOCIIIHPKYBAHUM MPETIapaToM.

VY nocmimkenni Hwang et al., 2022 necsates narienTtiB (7 40JIOBIKIB, 3 JKIHKH)
OTPpUMYBAJIM arajcuaasy Oera B 7031 1 MI/KT KOXHI JBa THJKHI MPOTATOM IIECTH
MmicsiiB. [Ipo >konHI cepiio3Hi MOOIYHI peakilii He MOoBIAOMIISUIM. TakoX He OyIo
3apeecTpPOBAHO MOOIYHUX peakKIliil, ski O BUMarajau NpUIMHEHHS JiKyBaHHs. 3arajiom y
JIEB'ATH TAIIEHTIB crocTepiranocss 43 Bumagku mnoOiuHux peakiid. Cepex ycix
3apeECTPOBAHMX MOOIYHUX TMOAIM Ti, 1o Oyau TOB’s3aHI 3 MPUAMaHHAM
JOCITIKYBAaHOTO Tpernapary, cTaHOBWIM 10 BHNAAKIB y YOTUPHOX TMAIIEHTIB (IO
ckiagae copok BiacoTkiB (40%)). HaiiGinpm wactumu Oynu 3arajibHi po3Jajiy,
BKJIFOYHO 3 TapsYKOI0 Ta 03HOOOM, a TaKOXK po3iaau 3 OOKYy HEpBOBOI CUCTEMH. YCl
3apeecTpOBaHI MO/IIT MaJM CTYIIHb TSKKOCTI BT JIETKOTO J0 CEPEIHBOTO.

3rigno 3 myoOmikamiero Banikazemi et al.,, 2007, 99% mnaimiedTiB mig dYac
JOCITIJIPKEHHST Majid Taki MOOI4HI peakilii, sSIK PUHIT, Kamenab abo TOJOBHHUM OLb.
BinpmricTs 13 nUX Mol CHOCTeplraJ'H/ICH 3 0JIHAKOBOIO YaCTOTOIO SIK y TPYIIl MAIli€HTIB,
IO OTPHMYBAJIH AraJICHAa3y 0eTa, Tak 1 B IpyIl NAI€HTIB, 1110 OTPHUMYBAIIH miane6o, 1
He OyJv MOB'sI3aH1 3 MEJIMKAMEHTO3HUM JTiKyBaHHAM. [1i1 yac ¢a3u moaBiiftHOTO CIIIIOTO
J'IiKyBaHH}I po NMOO14YHI peakiii, MoB'dA3aHl 13 BTPY4aHHAM, noBigoMuin 61% mnarieHTiB
y rpym arasicujazu Oera Ta 32% mnalleHTIB y rpym miane6o. BimpniicTe momiw,
MOB'SA3aHUX 13 JnKyBaHH;IM Oynu jerkumMu abo MOMIPHUMH 1 KnacmbleBam/Ic;I AK
peaxiiii, moB'si3aHi 3 iHdy3iero (HayacTiie 03100 1 TMxoMaHka). Taki peakiiii BUHUKIIH
y 55% mnanieHTiB rpynu arajicugazu O6era Ta y 23% malli€eHTIB Tpynu Ianedo.
binbicte peakiii, moB’13aHuX 3 1HPY31€10, CIOCTEPITAIUCS TPOTATOM MEPIINUX LIECTH
MICSIIIB JIIKyBaHHS.

3rigHo 3 nocmimkeHasM Germain et al., 2007, yci 58 namieHTiB Maiu MpUHAKMHI
OJIHY TMOOIYHY peakKiil0 3 MOYaTKy JIIKyBaHHS arajcuaa3or Oeta. BiabliicTh mux
peaxiiiif Oyjau JETKUMHU Ta HE OB’ A3aHUMU 3 JiKyBaHHSAM. HalOiabn nmommpeHumMu
noOIYHUMHM peakIlisiMu, Oynu peakiiii, moB'si3aHi 3 iH(]y3iero. Bonn Bkioyanu Taxi
CUMIITOMH, SIK 03HOO, MIJBUIIEHHS TeMIiepaTypH (a00 JIMXOMaHKa), 3MIHH YyTIMUBOCTI,
HYJ10Ta, TOJIOBHUH O171b, OJIFOBaHHS, IPUILJIUBHU, OLTb Y TPYASX, PUHIT, CBEPOLK, TPEMOP,
3aJIMIIKA, COHJIMBICTh Ta aKporapecTesis. BIIbIIicTh peaxiliii, MoB's3aHuX 3 1HQPY3IET0,
OyJH OIIHEHI SIK JIETKI, TP I[bOMY 3arajbHa KUIbKICTh MAII€HTIB 3 TAKUMU PEAKITISIMH,
MOMITHO 3MEHIINIIACA 3 YaCOM.

Ilediampuuna nonynayis

[MTy6mikamist Schiffmann et al., 2014 mictuth pesynsrat gocmimkenns TKT029.
[le Oyno Bimkpute, OAraTOIEHTPOBE, MOJAOBKEHE JTOCHIIPKEHHS TPUBAIICTIO 6,5 POKIB.
VY HbOMy Opanu y4yacTh IiTH BiKOM 7—17 pokiB (Ha MOMEHT BKJIIOUYEHHS), SIK1 paHille
3aBepIniu 26-TuxHeBe Biakpute gociimkenas TKT023 (BHYTpilIHbOBEHHE BBEACHHS
arancunasu anbda 0,2 mr/kr yepes tuxaeHs). Jocmimkeraas TKT029 6yno noaineHo
Ha AB1 (a3u: 10 (daza 1) 1 micas (dhasza 2) 3MiHK TIpoliecy BUPOOHMIITBA arajicuasu
anbda. Jlo ananizy Oy BKIIIOUEHI JIMIIE Tl NAIlI€HTH, sIKI Opayid ydacTh B 000X (azax
(mepexiaHa MOMyJISIA Ui aHam3y Oe3neku). Paza 2 po3noyanacs NpUOIU3HO Yepe3
197-223 twxni (y cepenupomy 210 TuxHIB) micas moyaTkoBoi (asu 1 nikyBaHHS
arasicuia3oro anbda. [lo01uHiI peakxiiii KaTeropu3yBayik 3a TAKUMHU KPUTEPISIMU: CTYMIHb
BAXKKOCTI, NMOTEHIINHUN 3B 430K 13 JOCTIKYBAaHUM IIpenapaTtom Ta/abo iHdy3i€ro, a

TaK0X MOKJIUBICTh Kiacu(ikarii sk cepito3ni nmoOiyHi peakiii. Hanpukinui ¢asu 2 y
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BCIX OJMHAMAISTH TAIIIEHTIB CIOCTEpIrajd MpPUHAWMHI OFHY MOOIYHY peaKIlio,
CIPUYMHEHY JIKyBaHHSIM. BUTbIIICT IMX MOOIYHUX peakiliii Maiu Jerky abo IOMipHY
IHTEHCUBHICTbD:

- nerki: y ¢asi 1 — Hynb BuUnajakis; y ¢asi 2 — tpu Bunajaku (27,3%);

- momipHi: y pa3i 1 — m’a1e Bunaakis (45,5%); y ¢aszi 2 — mricts Bunaaxis (54,5%).

V nocmimkenni Wraith et al., 2008 Bipoos:x 48-TH)KHEBOTO MEPioAy JTIKYBaHHS
arajicua3oro 6era 0yio 3apeectpoBano 350 moOiyHUX peakiiit y 15 marmienTis. [lonan
90 % mo6IYHMX peakiliil Oyu Jerkoro ado MOMIPHOTO CTYTEHS TAKKOCTI; 82% He Oynu
MOB'SI3aHUMU 3 JIIKyBaHHSM. [3 62 moOiuHuX peakiliil, iki Oy MOB'sA3aHi 3 IIKyBaHHSM,
60 (97 %) Oynu moB’s3aHl 3 iHQY3i€l0 y 6 MaIlieHTIB YOJOBIYOi CTaTi, 3 3 SKUX
MOBIJIOMUJIY TIPO TOAIT i yac oaHiel iHdy31i. Haliuacrime peectpyBaiy Taki mooiyH1
peakiii, K 3aKJISKIICTh, TUXOMAaHKa Ta PUHIT; 85 % 3 HUX OyJIM JErKOro CTyIeHs
TSOKKOCTI. TpeTuHa moOIYHUX peakulid He MoTpedyBaja *OJIHOIO BTPYYAHHS; PEIITY
BJAJOCS  MOJOJIATWU  LUISIXOM  3HM)KEHHS  IIBUAKOCTI  1H(QY31i, BBEIEHHSA
KAPO3HMKYBAJIbHUX, aHTUTICTAMIHHUX Ta/a00 CTEpOigHUX MpemnapariB, abo 1 TOro, 1
1HIoro pasom. Yactora moOIUHUX peakIlii, MOB'a3aHUX 3 1H(Y31€10 3MEHITyBantacs 3
yacom, npuyomy 68 % 3 HUX BUHHKAIU BOPOJOBXK NEepIInX 24 THKHIB.

st oTpuMaHHS 00’€KTUBHOI OIIIHKHM 3arajbHOTO PIBHS YAaCTOTH BUHUKHEHHS
NMOOIYHUX PEeaKIlii 1 3MEHIIICHHS BIUIMBY Ha KIHIIEBUN Pe3yJIbTaT HEBEIUKHUX BUOIPOK
Ta PI3HUX NEPIOJIB CIOCTEPEKEHb 3asBHUKOM OyJI0 MiAPaxOBaHE CEPEIHE 3BAKEHE
YHUCJIOBE 3HAYECHHS JIJIs1 KOXKHOI BIKOBOI I'pyIH (IOpOCIi Ta ITH).

Ockinoku npu  epuikayiinomy aHani3i YNOBHOBANCEHUM OPSAHOM OYI0
8CMAHOBIEHO, WO NIOPAX08AHE CEPEOHE 36AICEHE YUCIO8€E 3HAUEHHS He 8DAX08YE DIZHY
mpusanicmes nepiooi8 CHOCMEPENCeHHs ) GIOIOPAHUX OOCTIONCEHHSX, WO MOodice
BNIUBAMU HA IHMeEpnpemayio pe3yabmamié wooo yacmomu NoOIYHUX peaxyil,
VHOBHOBANCEHUU OP2aH He NPeOCMABIAE Yi OaHI Y BUCHOBKY.

Cepiio3ni mo0OIuHI peakilii Majau OMUCOBUN XapakTep 0e3 BKa3iBOK HAa YacCTOTY
BUHUKHEHHS, TOMY, SIK 3a3Hava€ 3asBHHUK, BOHU HEe OyJTW BpaxoBaHi B IMiJCYyMKOBOMY
BaplaHTl OIL[IHKA YaCTOTM BHUHUKHEHHS MOOIYHUX peakiiil Mpu 3acTOCyBaHHI
arajicuaasu ainb(da Ta aragcuaasu oeTa.

TakoX 3asgBHUKOM B JIOCHE TPEACTABICHO PE3YyIbTaTH OIIIHKH MOPIBHSIBHOL
Oesneku arajicujasu aidb(da Ta arajacujazu OeTa 3a KIHIIEBUMHM TOYKAMH “‘OyJb-sKi
noOiyH1 peakiii” Ta “Oyab-siKi cepiio3H1 MOOIYHI peakiii” BiAMOBIAHO 10 OJHOTO
nocmmkenns (Vedder et al., 2007), mo yBiHIUIO 10 CHCTEMATHYHOIO OIJISAY 3
metaanamizoM R. El Dib et al., 2016. 3a pe3yabTaTaMmu MOPiBHSIHHS BCTAHOBJICHO:

- BIJIHOCHUN PHU3HMK YaCTOTH BUHUKHEHHS OYyJb-IKHUX MMOOIYHMX peakIiid mnpu
3acTocyBaHHI arajicuaasu anbga (n/N = 2/18) mopiBHsHO 3 araicuaa3oro o6era (n/N =
5/16) RR= 0,36 (95 % CI: 0,08-1,59)). He3paxxaroun Ha Te, 1110 OTPUMAHE 3HAYCHHS
(RR) menme omunuiti (o ¢GopMaibHO BKAa3ye Ha HWIKYMN PHU3UK IS arajicuaasu
anbda), 95% noBipunii IHTEpBaJI NEPETUHAE OJUHULIIO, IO CBIAYUTH PO BIACYTHICTD
CTATUCTUYHO 3HAYYIIOl PI3HUII MK PO uIsiMu Oe3reku 000X JIIKapChbKUX 3ac001B 3a
KIHIIEBOIO TOYKOO «Oy/1b-AK1 TTOOIUHI peaKIiii»;

- BIIHOCHUN PHU3MK YacCTOTH BUHUKHEHHS OyAb-sSKUX CEpHO3HUX MMOOIYHHMX
peakiIiiii mpu 3acTocyBaHH1 arajicuaazu anbda (n/N = 1/18) mopiBHSHO 3 arajicuaazorn
oera (n/N = 3/16) RR = 0,3 (95 % CI: 0,03-2,57). Orpumane 3Hauenss (RR) mokazye
TEH/ICHIIII0 Ha KOPUCTh arajicuaasu anbQa, MpoTe CTATUCTUYHO 3HAYYIOT PI3HUII MIXK
npenaparaMu HeMae, OCKIIIbKY TOBIPYMM 1HTepBaJl BKIIOYae 1.

Takum YUHOM, 3ajaABHHK pO6I/ITI> BHCHOBOK IIpPO BiI[CYTHiCTB CTaTUCTHUYHO
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3HAUYNIIOi PI3HUII TPH 3aCTOCYBaHHI JBOX TEXHOJOTIM — araincupasu aimbda Ta
araicugasu Oeta Ha ocHoBi mocmimkeHHs (Vedder et al.,, 2007), mo yBifnwio mo
CHUCTEeMaTHYHOro orjsiay 3 MetaanamizoM R. El Dib et al., 2016.

Jlo1aTKOBO B JOCHE TaKOX IMPOAHAII30BAaHO MEPIOJUYHO OHOBJIIOBAHMM 3BIT 3
oe3neku (PSUR), sxuit oxommtoe nepion 3 04.08.2021 p. mo 03.08.2024 p., a Takox gaHi
npo Oe3neKy KyMyJISATUBHHX IMOOIYHUX peakIliil Ha JikapchKui 3aci0 araicunasy aiabda
(Adverse Drug Reaction, ADR).

3arajioM Ha MiACTaBl aHaNi3y JaHUX KIIHIYHUX JOCHIKEHb, OIMYyOJIIKOBAHOI
JITEpaTypH, a TaKOXK CYKYMHHUX JaHUX IIOAO0 OE3MEeKH, OTPUMAHUX SIK y KIIHIYHHX
JOCTIIKEHHSX, TaK 13 MOCTMaPKETUHIOBHUX MOBITOMIIEHB IPO MOO1YHI PeaKIIii 3asiBHUK
poOUTHh BHCHOBOK, [0 Mpodiab kopucti Ta pusuky D3T araicupazoro anbda
3JIMIIAETHCS TO3UTUBHUM.

Ynosnosasicenuii opean nposie sepughixayiinuil aHaniz 0aHux w000 NOPIHANIbHOL
KIIHIYHOI ehekmusnocmi ma be3neku azanicudasu arvga ma azaicudasu bema ma
3A3HAYAE HACMYNHE.

Cucmemamuunuii oennd 3 memaananizom R. El Dib et al, 2016, obpanuii
3AABHUKOM K OCHOBHE 0Jcepeno, BKII0UA8 PAHOOMI308AHI Ma KEA3ipaHOOMI308aHI
KOHMPOJIbOBAHI KIIHIUHI UNPOOYBAHHS 3 Y4aCcmio nayieHmia 3 xeopoboio @abpi 6y0vb-
K020 B6IKY mMa CMYNeHs MANCKOCMI, 0IaeHO3 AKUX 6CMAHOBIEHO 34 NPUUHAMUMU
Kpumepisimu (KOHyeHmpayisi hepmeHmamueroi akmueHocmi abo ananiz Mymayii).
Hozo memoro 6yna oyinka egpexmuenocmi ma 6esnexu ®3T nopienano 3 iHuwwMuU
8MpPYHUanHAMU, niayebo abo 3 8I0CYmMHICMIO 8MPYUanb npu 1iKy8auHi xeopoou Dabpi.
Bapmo 36epnymu yeacy, wo 6 0aHOMY CUCMEMAMUYHOMY 02140i 3 MemaaHanizom
docniodcysanucs 6y0b-aKi 003Y8AHHS, NPU YbOMY MIHIMANbHUL MEPMIH 3ACMOCYBAHHSL
CMAHOBUE 0OUH MICAYb.

Ilepsunni nokasHuku pe3yromamie Ol Yb020 CUCMEMAMUYHO2O 0210y
BKIIOYANU: 3MIHU KOHYeHmpayii enobompiaosinyepamioy (Gb3) y naazmi ma
MKAHUHAX, CMEPMHICMb 8I0 YCIX NpUYUH,; OiLlb, BUMIPAHUL 30 ONUMYEAIbHUKOM 0OJII0
Makeinna, 30xkpema, akponapecmesisi ma kpusu Paopi.

Bmopunni noxasnuxku exnmouanu: oyiHKa @QYHKYIOHATbHO20 CMAHY HUPOK
(30Kpema, 3MiHU PIBHS KPeamuHiny 8 cuposamuyi, npomeinypii, KiipeHcy Kpeamuuiny
ma iHyIiHy), CUMRMOMU MA YCKIAOHEHHS 3AX80PI08AHHS. MOHIMOPUHE UHUKHEHHS mda
NpO2pecy8anHsi HUPKOBOI HeOOCMAMHOCMI, WKIPHUX, Yepebpo8acKyIapHux ma
cepyesux YCKIAOHeHb, 6usHauenHs 6iokaadeHb Gb3 y MIKpOCYOUHHUX KANIIAPHUX
EeHOOMENIAIbHUX KIIMUHAX OIONCIHUX 3pA3Ki6; NOOIYHI peakKyii ma aKiCmv HCUmmsi.

Ynosnosasicenum  opeanom npogedena  oyinka  MemoOOJIO2IYHOI  AKOCHII
3A3HAYEH020 cucmemamuynozo 02nsa0y 3 memaauanizom (R. El Dib et al., 2016) 3a
JIUCMOM OYIHKU 07151 npoeedenHs (haxosoi excnepmusu oepaicasnoi OMT (0ooamox 2
Hacmanoeu) 3 euxopucmaunnsam incmpymenmy AMSTAR (A MeaSurement Tool to
Assess systematic Reviews*®) ma niomsepooceno eucoxy memodonoziuny sxicmo, o
Oy1a 8U3HAYEHA 3ASIBHUKOM.

3azanom, 0o danozo cucmemamuyHo2o 0210y Y10 0e8'ssmsb paHOOMI308AHUX
KAIHIYHUX OQO0CHI0JCEHb, npome Juue 08a OO0CNIONCEeHH 3 0e8'simu NopieHIo8au
azancuoasy arvgha ma azanrcuoaszy dbema misxc cooorwo (Sirrs et al., 2014 ma Vedder et
al., 2007). 3a sucho8kamu agmopis cucmemamuiHo2o 02110y, 3a3HaA4eHi 00CIIOHNCEHHS
MANU HU3bKUL PUSUK YNEPEOHCEHOCI.

“3 https://amstar.ca/Amstar_Checklist.php
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Y 0ocnioocenni Sirrs et al., 2014 nassni pezynemamu auuie w000 KOMHOIUMHOL
KIHYe8oI mouKuU, W0 BKIIUANA HUPKOSL (dianiz, mpaucnianmayis abo 3HUMNCEHMS
weuoxocmi kiyoouxoeoi ginempayii na 50%), cepyesi (cocnimanizayis uepe3 cepyesy
nooii0), He8poa02iyHI (IHCYIbM AO0 panmosa 0OHOCMOPOHHS BMPama cyxy) nooii abo
cMepmb, AKa He 8i0n08i0ala NepeUHHUM i BMOPUHHUM KIHYEBUM MOYKAM, BUSHAYEHUM
asmopamu y cucmemamuynomy oensidi R. El Dib et al., 2016. Tomy pe3yrsmamu wjo0o
NOPIBHANLHOIL KNIHIYHOI eghekmusHocmi ma Oe3neKku azaicudasu aibgha NOpieHIHO 3
azancudasoro bema 3 oocniodcenns Sirrs et al., 2014 ne 6ynu npeocmaeneni asmopamu
CUCTNEMAMUYHO20 027150).

Ilpome 3as6HuKom 6y10 0emanbHO NPOAHANi308ano docrioxcenns Vedder et al.,
2007, pe3yrbmamu s1Kk020 makoxc onucaui cucmemamuunomy oznaoi R. El Dib et al.,
2016. Ynosenosasxcenuu opeawn 3aysasxcye, wo y oocnioxcenni Vedder et al., 2007
nopientosanu exegiganenmui oozu (0,2 me/ke) onsa azancudasa anrvgha ma azaicuoasa
bema. Ilpu yvomy 32i0HO 3 MIJNCHAPOOHUMU KIIHIYHUMU DEKOMEHOAyiamMu ma
HACMAHOBAMU, WO Pe2IAMEeHMYIOmMb CYYACHUN NIOXi0 w000 6e0eHHs NAYIEHMI8 3
x8opoboro Pabpi, iHcmpyKyicto 05l MeOUUH020 3ACMOCYBAHHS, A MAKOMC KAIHIYHON
HACMAHO0B010, 3ACHOB8AHOI0 Ha Ookasax ‘“‘Xeopooa ®abpi” (nepecnno 2021 poxy),
azancudasa bema 3acmocogyemvcsi 6 003yeamHi 1,0 me/ke.  Bpaxoeyrouu
suwezaznavene, pezyiomamu oocuiodxcenns Vedder et al., 2007 ue moocymo
88AXCAMUCS PENIeGAHMHUMYU OJISl OYIHKU NOPIBHANbHOI KIIHIYHOI edhekmueHocmi ma
Oe3nexu 3as61eH020 IIKAPCbKO20 3acoby ma Komnapamopa O0Jisl Yilbo8oi nonyiayii 8
Ykpaini.

3 0ens0y Ha HepenesaHmuicmb 003Y8aAHHA A2alcuda3u bema y eue3a3HaueHoM)y
00CNI0JHCEHHI, YNOBHOBANCEHUM OP2AHOM O)10 NPUUHAMO PilleHHs NPOAHANI3Y8amu
[HWiI HAs8HI O0KA3U, SKI 8ION0BIOAIOMb BUZHAYEHOMY KIAIHIYHOMY RUMAHHIO, 4 MAKONC
peKoMeHOayiam wooo OYiHKU eghekmugHocmi npu opganHux saxeoproganusax. Tax,
8i0n06ioHo 00 pexomenoayiu n.4.1.5. Hacmarnosu, y sunaokax nosiivHo npozpecyodux
ma piOKicHUxX (opghanHux) 3axe0pr6ansb, KOAU CMAMUCTMUYHOL HOMYHCHOCHI
HEe0OCMamHuvbol0 Ol OMPUMAHHA — pelleBanmuoi  yacmomu  NOOill  OOYIIbHO
BUKOPUCMOBY8AMU  PEe3YIbMamy  KOMNOSUMHUX —KIHYegux mouoK. Bpaxogyrouu
pexomenoayii Hacmanosu ma me, wo y oocniodxceuni Sirrs et al., 2014, wo 6yno
8KIOYeHe 00 cucmemamuynoco oensidy R. El Dib et al., 2016, oyinwosanu eniug
acancuoasu anvpa ma aearcudazu Oema 6 O03YBAHHAX, WO BIONOBIOAOMDb
susHawenHomy Kiiniunomy numawntio (0,2 me/ke ma 1,0 me/ke 6ionosiono), Oaue
odociodicerts 610 000amMKO80 NPOAHANIZ08AHO YNOBHOBANCEHUM OP2AHOM.

Hocnioocenns Sirrs et al., 2014 6yno 3a2anbHOHAYIOHATLHUM OOCTIOHCEHHAM VCIX
nayienmis 3 xeopoboi @abpi y Kanaoi eixom 6io 5 0o 85 poxis. lle sunpobdysanns
po3ensoano 08i kocopmu ocio, sxi ompumysanu P3T 6 pamxax Kanaocwvkoi iniyiamusu
3 xg6opobu Daobpi (Canadian Fabry Disease Initiative, CFDI). 3oxpema 0o koecopmu 1b
Oy110 exatoueHo 67 nayienmis, sKi Oyau paHoomizoeati y cniegionowenni 1:1 0o epynu
aeancuoaszu bema (1 me/ke koocni 06a mudichi) abo azancuoasu anrvgha (0,2 me/ke KOXHCHI
08a MUJICHI), MediaHa cnocmepedcenHs cmanosuia 59 micayis.

Ha ocnosi ananizy oanux kocopmu 1b oocniosxcenns Sirrs et al., 2014, ne eusagsneno
CMAMUCMUYHO 3HAYYWUX BGIOMIHHOCMEl 34 KOMNO3UMHON KIiHYe8ow MOUKOI0
HUPKOBUX, Cepyesux, He8pOJI0cIYHUX Noodili abo cmepmi Midc nayieHmamu, sKi
ompumysanu azaicuoasy aivgha ma acaicuoazy oema (HR 1,29; p = 0,67), oonak
NOMYICHICMb OO0CNIOJNCEHHA 3a OYIHKOW asmopie Oyna obmedxcena. Komnozummua

KNiHIYHa KiHyesa mouxka Oyna oOocaewyma y 19,4% nayienmis, wo ompumysaniu
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azancudasy anogha ma y 13,3% nayicnmis, ski ompumysanu azaicuoaszy bema (p =
0,57).

Taxooic 8i0nosiono 0o pexomenoayiti n.4.2. 1. Hacmanogu, ynosrHogasjiceHuli opean
000amKOB80 NPOAHANI3Y6A8 CUCMEMAMUYHULL 027110 3 MemaaHaniizoM KOo2OpMHUX
docnioncenv R. El Dib et al., 2017* ons y3azanvuenns nasenux 0okasie i popmyseanns
OLbUW NOBHUX BUCHOBKIB U000 edheKmuUeHoCmi ma 6e3nexu 3acmocy8aHHts 3asA6/1eH020
JIKAPCbKO20 3ac00) ma 8U3HAUEHO20 KOMNAPAMOpY.

Memoio cucmemamuunozo o2na0y 3 memaauanizom R. El Dib et al., 2017 6yno
oyinumu egpekmusnicmo ma oOesnexy D3T npu xeopobi Dabpi. YV 3a3nauenuil
cucmemMamuyHutl 02150 OyN0 BKIOYEHO 77 KO2OPMHUX OO0CHiOdNceHb, 3 saKux 29
KO2OPMHUX OO0CHI0NCeHb, 6 SAKUX GU8UanU azaicuoasy aivga; 6 31 KocopmHoMmy
docniodicenni — azancuoazy bema ma 8 20 00CHiOAHCEHHAX NPUUMATU YUACb HENIKOBAHT
nayienmu. 3a2anvha KiivKicms yuachuxie cmanosuia 15 305 nayicnmis.

Aemopamu  6yno  npogedeno  memaaunaniz  nponopyiu.  Pezyrvmamu
NPOAHANIZ08AHO 5K OUXOMOMIYHI 3MIHHI 3 GIONOBIOHUMU O08IPUUMU THMEPBALAMU
(confidence interval, 95% CI).

32i0HO0 OaHUX CUCMEMAMUYHO20 02710y 3 MEeMAAHANI30M KO2OPMHUX KIIHIUHUX
docniodcenwv R. El Dib et al., 2017, ynosnogasicenum opeanom 06y10 6CIMAHOBIEHO MAK]
KAI0Y08I pe3yibmamu.

- cmepmuicme 610 ycix npuuun Oyna 3agixcosana y 9% (95% CI 0,03 - 0,16)
nayienmis, wo ompumysaiu azaicudazy aivpa ma y 4,4% (95% CI 0,002 - 0,201)
nayienmis, wjo ompumysaiu azaicuoaszy dvema, 95% 0osipui inmepeanu NOKA3HUKIB
NEPEeMUHANUCS, WO MOXCe C8I0YUmMU NpO GIOCYMHICMb CMAMUCIMUYHO 3HAYYUOL
PISHUYL MIdIC 2pynamu,

- yacmoma BUHUKHEHHs HUPKOBUX YCKIAOHeHb Yy NAYIEHMI8, WO OMpUMY8aIu
aeancuoasy anvgha — 15,3% (95% CI 0,048 - 0,303), acancuoazy bema — 6% (95% CI
0,04 - 0,07); 95% Oosipui inmepsanu NOKA3HUKIE NEPEMUHANUCS, WO MOHCE CBIOUUMU
npo 8I0CYMHICMb CMAMUCMUYHO 3HAYYWOI BIOMIHHOCIE MIJIC 2DYNAMU,

- yacmoma BUHUKHEHHs Cepyeso-CYOUHHUX NOPYUIeHb y NAyicHmie 2pynu
azancuoasu anvgha — 28% (95% CI 0,07-0,55) ma acancuoazu 6ema — 7% (95% CI 0,05
- 0,08); 95% Oosipui inmepeanu nOKA3HUKIE NEPEMUHATUCS, WO MOHCe CEIOUUMU NPO
BIOCYMHICMb CIMAMUCMUYHO 3HAYYWOI BIOMIHHOCII MIJC 2DYNAMU,

- yacmoma GUHUKHEHHs UepeOpOBACKYNIAPHUX YCKIAOHEHb V NAYi€eHmis, uo
ompumysanu azaicuoasy amvga cmanosuna 11,1% (95% CI 0,058-0,179), acancuoazy
bema — 3,5% (95% CI 0,024-0,046). 95% Oogipui inmepsanu He nepemuHaIucs, ujo
MoOdKce  Ceiduumu  npo nepesasu  a2aicudasu  bema w000 3HUNCEHHS PUIUKY
YepeopoBACKYIAPHUX NOPYULeHb, NOPIGHAHO 3 aeaicudaszor anvgha. OOHax npu
IHmepnpemayil 3a3HAYEHUX pe3yabmamie 6apmo 6paxoeyeamu, WO KilbKICMb
nayienmis, wo ompumysanu azaicuoasy bema oyna 3nauno oinvuworo (1062 nayicnmu)
NOPIBHAHO 3 KINbKICHIO NAYIEHMIB, WO OMPUMY8AIU azaicudasy arvga (461 nayienm),
Wo BNIUHYIO HA po3Mip 008ipuux inmepesanie. Taxodxc ciio 36ajxcamu HA BUCOKULL
cmyninb 2emepozennocmi (12 = 70,5%) 6 ycix ananizax ona azaicudazu anivgha, wjo
ModKce Oymu nog'sizamo i3 OuzauHoM 00CliOdceHb (KocopmHi) abo 6azoeumu
Xapakmepucmukamu nayieHmis.

Ynosnosaoicenum opzanom 6yn0 npoeedeHo OYIHKY MemoOON02IYHOI AKOCMI
nyonixayii R. El Dib et al., 2017 3a incmpymenmom AMSTAR 2 ma ecmamnogéneno

4 https://pubmed.ncbi.nlm.nih.gov/28296917/
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NPUUHAMHY MemoOoono2iuHy aAxkicmos. Heobxiono epaxosysamu HU3KY BANCIUBUX
0OMediceHb Yb020 Memaaranizy nponopyiu, a came: ICMOMHY HeOOHOPIOHICMb
KJAIHIYHUX pe3ylbmamié ) 6CIX NPOAHANIZ08AHUX KO20pMax, w0 HNOACHIOEMbCA
KATHIYHUMU MA MemOO0N02TUHUMU GIOMIHHOCTAMU MIJC BKIIOYEHUMU QOCTIONCEHHAMU.
3a pezyrvmamamu epugikayiiinoco awanizy npo@ino 6Oe3nexu, NPo8edeHo2o
VNOBHOBANCEHUM OP2AHOM HA OCHOBI Oanux 3 okpemux nyonikayiu (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) mooicha npunycmumu, wo UMOBIPHO 00UO8A JIKAPCHKI
3acobu 0emMoOHCmpYIoms NOPIBHAHUL NPOPIilb be3nexu npu aiky8anui xeopoou Daopi.

Omoice, OCKIIbKU 8 cucmemMamudHomy oensaoi 3 memaananizom El Dib R. et al.,
2016 eucnosku npedcmasieHi Ha OCHO8I Juule 00H020 docuioxcenus (Vedder et al.,
2007), y saxomy 0o03ysaHHsa aeancudasu bOema He GION0BIOAE BUZHAYEHOMY
KOMnapamopy, uo2o pe3yismamu wooo NOPIGHANbHOI KIIHIYHOI eghekmusHocmi ma
besneku azaicuoasu albgha ma azaicuoazu bema He MOA*CYmv Oymu eKCmpanonibo8aHi
Ha yinbogy nonynayiro 6 Yxpaiui. 3a pezynomamamu docnioxcenus Sirrs et al., 2014
(mediana cnocmepedcenus cmanosuna 59 micayie) KOMNO3UMHOIL KiHYe8Oi MOUKU, WO
BKIIOYANIA HUPKOBI, cepyesi, HespolociuHi noodii abo cmepmob, odocsenu 19,4%
nayienmis, wo ompumyeanu azaicuoasy arvga ma 13,3% nayienmis, axi ompumysaiu
azancuoasy o6ema (p=0,57). 32i0oH0 3 OaHUMU CUCMEMAMUYHO2O 02140Y 3
Memaananizom ko2opmuux oocuioxcerv El Dib R. et al., 2017, npeocmaéneni
Pe3yIbmamu MONCYmMs C8IOUUMU NPO GIOCYMHICMb CIAMUCTMUYHO 3HAYYW0I PI3HUYL 30
MOYKAMU CMEPMHICMb 8i0 YCIX NPUYUH, YACTNOMA BUHUKHEHHS HUPKOBUX VCKIAOHEeHb
ma 4acmoma 6UHUKHEHHs Cepyeso-CYOUHHUX NOPYUEeHb OISl 3AA6NIeHO20 NIKAPCbKO20
3acoby ma KomMnapamopa ma MOMCIUBY nepesazy a2aicuoasu bema wooo yacmomu
BUHUKHEHHS YepeOpoBaACKYIAAPHUX YCKIAOHeHb. Kpim moeo, 0o0amkoeo npedcmasieti
3AA6HUKOM OAHI 3 ONYONIKOBAHUX €EPONEUCLKUX CUCTNEMAMUYHUX 021140168 imepamypu
(Germain et al., 2019 (uonosixu), Germain et al., 2019 (xcinku), Spada et al., 2019
(Oimu)) niomeepodcyroms eghexmusnicmo D3T 6 yinomy, are He O0EMOHCHMPYIOMb
nepesacu GUKOPUCMAHHI 0OHO20 JIKAPCHLKO20 3Ac00y NOpIiGHAHO 3 HwuM. [Ipoghins
Oe3neku azancudazu arbga ma a2aicuoasa bema MOMCHA 88aXCamu 3iCIMAGHUMU 05
BUZHAYEHOI YIIb0BOI NONYIAYIL.

Ha ocnosi 3a3nauenoeo suwe, Modcrha 3pooumu npunywerts, wo eqh)ekmueHicmeo
ma npogine 6e3nexu azancuoazu arvga ma aesaicudaz’u bema MoNCymv Oymu
cniscmasnumu. Hapasi nemae wimkux oauux, sKi 6 c8iouuIu npo KiiHiYHy nepesazy
00HO020 NIKAPCbKO20 3AC00Y HAO THUUM.

Ynosnosaoicenuii opean 3ayeasxcye, wo nHessadxcarouu Ha egpekmusHicmos 3T, ax
8ANHCIUBOCO KOMNOHEHM) KOMNIEKCHO20 TiKYy8aHHsa Xxeopobu Dabpi, 0008'13K060
HeoOXIOHUM € NOEOHAHHSL 3 KPAUOI0 RIOMPUMYIOUOI0 MEPANic0 ma KOPeKyicto cnocoby
JHCUummsi uepe3 NONICUCMEMHUL Ma He360POMHULL XapaKmep ypadceHb OpeaHié npu
x8opobi Dabpi.

Araincupasza anbga He BKItoueHa 0 24 Buiycky ba3oBoro mepesiky 0CHOBHUX
JikapcbKHuX 3ac00iB, pekomenaoBanomy BOO3, 2025 poky (WHO Model List of
Essential Medicines) Ta bazoBoMy mepesniky OCHOBHUX JiKapchkux 3aco0iB BOO3,
PEKOMEHIOBAHOMY JUISl JiTel ™,

Cepen ramy3eBux cTaHaapTiB y chepi 0XOpoHH 310poB'ss YKpaiHU arajicujasza

“ https://iris.who.int/server/api/core/bitstreams/7eb03ead-cb01-45ca-h4fe-a50d698f049d/content
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anbda BiacyTHsA y dep:xkaBHomy dopmysisipi JikapcbKHX 3ac00iB, 3aTBEPIHKECHOMY
HakazoM MO3 Vkpainu Big 13.06.2025 No 971 «IIpo 3aTBepKeHHS CIMHAIISATOIO
BUNYCKY JlepkaBHOro ¢opmyssipa JIKapChbKUX 3aco0iB Ta 3a0€3MEeUeHHs] MOro
JOCTYITHOCTI»*®

Y PeecTpi MeIUKO-TEXHOJIOTIYHUX JOKYMEHTIB 3i cTaHZapTH3alil MeTUYHOI
nonomoru’’ BigcyTHil yHi(pikoBaHMN KIIIHIYHMI IIPOTOKOJ MEAUYHOI JOIIOMOTH IIPH
xBopo0O1 Dadpi.

3asnavaemo npo uasenicmv Kniniynoi Hacmaumosu, 3acHO8AHOI HA 00KA3AX
(Ueporcasnuii excnepmuui yenmp MO3 Vkpainu, HIACJI “OXMAT/IUT”, nepeenso
2021 poxy). 32i0H0 3 HaA8HUMU peKOMeHOayiaMy, I azaicudasa anvgha, i azaicuoasa
bema ¢ egexmusnumu sacobamu DP3T npu xeopobi Dabpi, OCKiNbKU CHPUAIOMb
3HUMCEHHIO HAKONU4eHHs 2lobompiaosunyepamioy. Baocnueo, wo eubip ma
NPU3HAYEeHHsT 00HO020 3 YUX Npenapamié Mae 30IUCHIO8AMUCS [HOUBIOYAIbHO O
KOJICHO20 NAYIEHMA, 3 YPAXY8AHHAM KIIHIYHOT KAPMUHU MA NOMEHYIUHUX PUUKIE™S,

VY noche mpenacTaBlieHI HACTYNMHI MiMKHAPOAHI KJIiHIYHI pexomeHaamii Ta
HACTAHOBM, 1110 PETVIAMEHTYIOTh CyYaCHUMN MiJIX1J] JO BEACHHS MAIlI€EHTIB 3 XBOPOOOIO
Dabpi.

1. PexoMenaamnii ciay:x0u oxopoHu 310poB'ss Ipaangii s JikKyBaHHSI
xBopoou ®aopi, 2024 (HSE Guidelines for the Treatment of Fabry Disease)*

®3T pexkoMmeHaOBaHA IS TAILIEHTIB BIKOM A0 16 POKIB 13 MATBEPIKCHUM
JiarHo3oM xBopoba @abpi, K1 BIAMOBIAAIOTH KPUTEPISIM MTOYATKY JIIKYBAHHS:

- araiicuaasa anbda (Replagal®) 0,2 Mr/Kr KoH1 2 TUXKHI;

- araiicupasa 0era (Fabrazyme®) 1 Mr/kr koxHi 2 THXK.

@®3T ays nopocnux (> 16 pokiB) 13 MATBEPIKEHUM J11arHO30M XBopoba Pabpi Ta
K1 BIAMOBIIAIOTH KPUTEPISIM MOYATKY JIKYyBaHHS: arajicuaasa anbda 0,2 Mr/Kr KOxKHI
JIBa THOKHI 200 araicumasa 6era 0,3-1,0 MI/Kr KoKHI ABa THXKHI.

2. Pexomenpauii  /lemapramMeHTy OXOpOHM 310pOB'st  ABcTpadil
IIporpama “Jliku, mo pATYOTH KUTTHA” — XBopoOa PDadpi — Pexomenmauii
JlemapramMeHTy OXOpPOHHM 310poB'st ABctpaJii, 2024 poky (Life Saving Drugs
Program — Fabry disease — Guidelines)®

MenukaMeHTO3He JiKyBaHHs, 3a IepaBH1 KOTH B pamkax [Iporpamu “Jliku, o
PATYIOTB KUTTS, AOCTYIHE JJI BIAMOBIIHUX MALIE€HTIB 13 MIATBEPHKEHUM A1arHO30M
xBopoOu Padpi. Hapasi mikyBaHHs xBopoOu Pabpi 3a JAep:kaBHI KOIITH B paMKax
[Iporpamu npoBOAUTHCS TphOMaA JIKAPCHKUMH 3aco0aMu — arancujasa anbdpa (0,2
MI/KT Ha JIBa TWXKHI), arajicuaa3a 6eta (1 Mr/kr Ha aBa TwxkHi) Ta miranactat (150 mr
KOXEH JAPYTH JIEHb).

3. Hauionanbnuuii ¢gona 6oporsou 3 xBopo6orw dadpi, 2023 (National
Fabry Disease Foundation, NFDF)®.,

EdexktuBHe mnikyBaHHs xBopoOu Dabpi BUMarae MyJIbTUAUCIUILUIIHAPHOTO
nigxoay. KomriekcHa teparis BKITIOUae BHyTpiHIHBOBeHHe BBEJICHHA npenapaTiB TUIA
®3T abo nepopabHy MaNepOHHY Tepanno 3BUYATHE MEIMKAMEHTO3HE JIIKyBaHHS Ta
JIOTIOM1>KHI METOJIH, & TAKOK MOKE€ MICTUTH KOPEKIIIIO CIIOCO0Y KUTTS 1 MpOodUTaKTHYIHI

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/

“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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npenapary.

[IpemapaTu, cxBaneHi i JikyBaHHS XBopoou dadpi:

- arasicugasza 6eta (Fabrazyme®), BupobrunTBa Sanofi, € oHUM 13 KOMEPIIIHHO
CXBaJICHMX IPETIapaTiB 1 NiKyBaHHS xBopoou Pabpi B CIIIA Ta inmmx kpainax. Horo
BBOJISITh BHYTPIIITHHOBEHHO 3a3BUYail KOXKHI J1Ba THKHI B 71031 | MTI Ha Kijorpam Macu
TiNIA;

- arasicugasa anbda (Replagal®), supoonunrsa Takeda, € me ogauM cxBameHUM
BHyTpinHE0BeHHNM D3 T. Moro Takox BBOIATH BHYTPIIIHFOBEHHO KOKHI /1Ba THKHI B
no3i 0,2 Mr Ha kitorpam macu Tina. Replagal® noctymnnumii y 6aratbox kpainax, aje He
cxBanennii y CILA;

-miranactar  (Galafold™), BupoOmmnTBa Amicus  Therapeutics  (He
3apeecTpOBaHMM B YKpaiHi);

- neryHiraicuaasa anbda (Elfabrio®), Bupoonunrsa Protalix (He 3apeectpoBanuii
B YKpaiHi).

4, bpurancbka rpynma 3 BHBYEHHSI CHQJAKOBHX MeTal0O0JiuHHX
3axpoproBanb. HacranoBa 3 JiikyBanHs xBopoOu DaoOpi. (British Inherited
Metabolic Diseases Group, BIMDG. Guidelines for the treatment of Fabry
Disease), 2020.

Cnio 3a3wayumu, wo HA MOMEHmM NIO20MOBKU OAHO20 BUCHOBKY 3 SAGUINUCH
OHO8IeHT KNiHiuHI npakmuyuni pekomenoayii BIMDG. Hacmanoga 3 nikysanus xeopoou
Dabpi (Guidelines for the treatment of Fabry Disease, 2025)%%, npome ocnoéni
NOJIONCEHHST MA NPUHYUNU, BUKIIAOEHT 8 OOKYMEHMI, 3ATUUUIUCA HESMIHHUMU.

Pexomenpariii moao @3T 15 ikyBaHHS MaLi€EHTIB 3 XBopoOoro Dabdpi:

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

2) nnsg mopociaux mari€eHTiB (>16 pokiB) 3 MIATBEPIKEHUM J1arHO30M XBOPOOHU
®abpi 1 BIAMOBIAHICTIO KPUTEPISIM MOYATKY JIIKyBaHHS: araicuaas3a oeta (Fabrazyme®)
1 Mr/kr xoxH1 2 THkHI (y aeskux Bunaakax 0,3 Mr/kr moaas) ado arajacuaasa anbga
(Replagal®) 0,2 mr/kr uepes THKACHB.

S. HacranoBa 3 jgikyBanHsa xBopoou ®ao0pi B Kanani, 2017 (Canadian
Fabry Disease Treatment Guidelines, 2017)%3.

Pexomennaitii

@®3T nependavae JiKyBaHHA 3 PETYJSIPHUMH 1 YaCTUMH BHYTPIITHHOBEHHUMU
1H(Y319MU PEepMEHTY KOXKHI 2 THXKHI BIIPOJOBXK YChOTO JKMTTS MalieHTa. IcHye nBa
npenapatu s O3T, cxBaneni MinictepcTBoM oxopoHU 3710poB'ss Kanaau. 3aranbpHi
HAa3BUW IMX TpemapariB — araicuaasa anbda ta araicungaza 6era (TH Replagal® Ta
Fabrazyme® BinnoBigno). ®3T Oyna cxBamena B Kanami ans JikyBaHHS XBOPOOU
®abpi y 2004 pori, 1 i chig po3rismaTd NS BCIX MAIIEHTIB 13 MiATBEPHKEHOIO
xBOpoOoro Pabpi, Oynb-IKOTO BIKYy Ta CTaTi, SIKI BIAMOBIIAIOTH CHENU(IYHAM
KpUTEPISM 3aXBOPIOBAHHSI.

Bubip @3T ma 0o3ysanus. Xoua cmanoapmui 0o3u azancuoasu anvga (0,2 me/ke)
ma azancuoazu oema (1,0 me/ke) 8i0pizHsaombCs, Oaui n'amu- ma 60CbMUPIUHO2O0
cnocmepexcenus Kanaocvrkozco peecmpy xeopoou ®@aopi (Canadian Fabry Disease
Initiative, CFDI) noxasyroms, wo pe3yibmamu J1iKy8aHHs 000Ma Npenapamamiul €
exeiganenmuumu. Jlani 3 CFDI ceiouame npo moodicauee nioBUUWEHHS PUUKY

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-20170ct18.pdf
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VCKIIaOHeHb NPOMsA2oM nepuiux 6 Micsayie nicjis 3MiHU npenapamy, wo npu3eooums 00
BUCHOBKY, WO ONMUMANbHE NIKY8AHHA — Ye He 3MIHI8AMU MeOUKAMEHMU, AKU0 ye
ModHcauBo. Bpaxoeyiouu opax oanux na niompumky aibmepHamueHux 003 ma pexicumis
003YBAHHS, A MAKONC MOICIUBL PUSUKU, SMIHY NPenapamy, 003U Yu pexrcumy 003Y68aHHs;
HauKpawe nposooumu nio 4ac NpoeedeH sl KIiHIYH020 00CIIONCEHHS.

Jooamkoeo ynosnosadcenum opeaHom nio uac eepugixayiiino2co anaunizy 6yino
3HAUOEeHO Ma NPOAHANI308AHO HACMYNHI MINCHAPOOHI peKOMeHOayii.

Pexomenoauii w000 Oiaznocmuxu ma JaiKyeanusa xeopoou @Daopi y
nediampuunux nayicumie: O0okymenm Komimemy 3 pioKicHuUX 3axeoproeamn
bpazunvcokoco mosapucmea negponocii, 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))>*

Bionosiono 0o koncencycy, pozpobaenozco Komimemom 3 piokicHUX 3aX80pI08aAHb
bpasunvcokoco moeapucmea Hegponoeii, 6yn0 chopmosano CcmaHOaApMU308aHi
pexkomenoayii wo0o 0iacHOCMUKU ma JIKYBAHHSA HUPKOBUX YPAXCEeHb NPU X60poDi
Daobpi y oimeu. Memoto mepanii € il pauniti nouamox, wo 0onomazae 3anodiemu
HEe360POMHUM  YUIKOOJNCEHHAM Op2aHi6 1 MIHIMIZy8amu CUMIMOMU, 38AXHCAIOYU HA
PUBUKU NOOTUHUX eqheKmia.

s nikysanua oocmynui aeancuoaza anvga (0131 Oimeil 6i0 7 pokig) ma
acancuoaza bema (6i0 8 pokis). Taxooc 3 16 poxie Mmoodce 3acmoco8y8amucs
nepopanbHull Wanepou miraracmam, aie auuie OJisl NAYiEHmie 3 wymaiueuMu MiCcCeHc-
MYymayiamu.

Tayienmam iz cumnmomamu, HezanexcHo 6i0 cmami, caio noyunamu D31 nasimo
3a HAsABHOCMI IecKux npossie. Y nediampuunit npaxmuyi 6ioncis HUpKu modice bymu
suKopucmana OJsi niomeepodcenHs Hasenocmi gioxnadenv GL3, wo o0rpyHmosgye
nOYamox JNiKy8auHs. /s 6e3cUMnmoMHux X10nyuxie 3 kiacuunoro mymayieto O3T
nokazama 3 7-8 pokig, xoua iCHYOmMb PI3HI NO2NAOU WOOO GIKY NOYAMK) Mepanii.
Piwenna mooxcyms npuiivamucs iHougioyanvHo, 8paxo8yodu maxi akmopu pusuxy,
ax namoeennuil eapiaum eena GLA, cimeunuii anammes, pisensv lyso-GL3 y naazmi.
Ilumanna nouamxy NKY8aHHA y XJAONYUKIE 00 7 POKI8 3ANUUUAEMbCA CYNepedIusUM
yepe3  GIOCymHicmb  00CAIOMCeHb. J{Na  Oe3CUMNMOMHUX — OI8YAMOK — YIMKUX
PpeKoMeHOayitl HeMae, ajne NOKA3AHHSA MOXNCYMb 0a3y8amucs Ha MAiCKoOCmi Mymauyii,
npozpecyrouomy spocmanni lyso-GL3 abo pezyrnomamax XCI-mecmysanus. loeanorhum
ssadicacmocsi nouamox O3T 0o nossu MikpoarbOyMiHypii.

llayienmu 3 ¢enomunom nizHL020 NOYAMKY NOBUHHI nepebysamu nio
CNOCMEPENCEHHAM, a JIKYBAHHA NOYUHAMU NpU Nossi 0Yy0b-AKUX cumnmomis. Y
nayienmie 3 6apiaHmamu He8iOOM020 3HAUeHHS OJIsl BU3HAUEHHS NAMO2eHHOCHI]
eapianma ma OOIPYHMYBAHHS mMepanii peKoMeHOYEMbCs 00cmedicenHs cim’i ma
BUKOPUCTNAHHSA IHCMPYMEHMIE NPOSHO3YBAHHA.

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

@D3T uapaszi € €ounum memooom JNiKy8awHs Xxeopodou Dabpi, docmynuum y

Shttps://www.scielo.br/j/jbn/a/wadPBHWVCPQRThzHCZz5QN Lw/?format=pdf&lang=en
Shttps://www.amc.nl/web/research-75/spinx/fabry-disease.htm
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Hioepnanoax. Icnyromo 06i it hopmu:

- acancudasa anva (Replagal), wo supobrsemoca y ¢ibpodbracmax nodunu ma
3apeecmpogana 6 003i (,2 me/ke 00uH pas Ha 08a MUCHI,

- aeancuoaza bema (Fabrazyme), wo eupobasemvcsi 6 KIMUHAX SAEYHUKA
KUMAaUCcbKo2o Xom'sika ma 3apeccmposana 8 003i 1,0 me/ke 00un paz Ha 08a MUICHI.

Cnouamky  nogiOOMleHHS Npo  egheKmugHicmo 000X  pPeKOMOIHAHMHUX
Gepmenmuux npenapamie OyIU NOSUMUSBHUMU: BOHU OEMOHCHMPYBAIU BUBCOEHHS
mamepiany, wo HaKONU4Y8ascs, 8 OioNMamax cepysi ma HUPOK, a MAaKOHC NOMEHYIUHULL
3axucm ixuvoi QyHKyii.

He3zeaocarouu na ye, ocmanni oani nokazyoms, wo HOGI KIiHIYUHI NOOIi (MaKi sax
PO3BUMOK MEPMIHAIbHOI cmadii HUPKOBoi Hedocmamuocmi, iHgapkm miokapoa,
Qiopunayia wayHoukie abo yepeoposacKyIapHi NOOii) MONCYMb BUHUKAMU NIO YAC
nikysanusa P3T. Daxkmopamu puzuxy npozpecysanmus saxeoprosanns nio yac DP3T €
yonosiua cmamv, KIACUYHUL (heHOmuUn ma 30iNbUeHHs BIKY HA MOMEHm HOYAmK)
niKyeanua. [Hwi akmopu pusuxy 6KIUAOMb  3HUNCEHHSA  (DYVHKYII  HUPOK,
npomeinypiio, cinepmpoghito ma hiobpos cepuys, cinepmensito ma HAsA6HICMb NOOIU 00
nouamxy @3T. Paniwuii nouamox @31, 0co6au80 y 40n086IKi6 3 KIACUYHOIO X80PODOOIO
Dabpi, modxxce nokpawumu pe3yibmamu JiKy8aHHs.

He escim nayienmam, sikum oiacnocmosano xeopody @aobpi, neoboxiona 3T,
OCKINbKU He ) 8CIX nayienmis 3 peHomunom ‘“nizHb020 nouamxy”’ ma He ) 8CiX HCIHOK
3 KIACUYHOK (DOPMOIO DO36UHYMbCA cumnmomu. Tomy 01 OyiHKU OoyinbHOCMi
JUKYBAHHS OYJice BANCTUBUL PemelbHUL MOHIMOPUHE O3HAK YPANCEHHS OP2aHi8 ) YUX
nayienmis. Kpim moeo, axwo npoepecysanns 3axeoprosanis 8ioobysacmuvcs nonpu D37,
Modice Oymu  OOYINbHUM NPUNUHUMU TIKY8AHHA, SAKWO NOOANbWOI KOpUcmi He
ouiKyemwvca. Jnsa npuliHamms 38axCeH020 PieHHs Wo00 NouamKky abo NpUNnUHEeHHs
D3T y nayicumis 3 xe0poboiwo Dabpi npoeoosImvcs 3aciOanHs IHOUKAYIUHO20
Komimemy pa3z Ha 08a MicAyi 3a y4acmio MyabMUOUCYUNIIHAPHOI KOMAHOU, 00 SAKOI
6X005Mb Kapoionoe, Heponoe, Hesposoe, KIIHIYHUL 2eHemuk i 08a MmemaboniuHi
cneyianicmu, wob 0ocsaemu 30a1aHCO8AHO20 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 3apeecmposani 2 opghanni nikapcoki 3acobu
ons NiKysaHHs xeopodou Dabpi: acanrcuoaza anvgpa 0,2 me/ke KONHCHI 2 MUICHI
(noxazana nayicHmam 8ikom 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 4on08i4oi cmami 3 K1aCu4HUM heHomunom xeopoou
Daopi D3T pexomenoosano posnouunamu 3 18 pokie, Hasimv 3a 6i0CYMHOCHII
CUMNMOMIS.

YV eemizueomuux nayienmis 4on068iwoi cmami 3 heHomunom 3 NizHiM NOYAMKOM
xeopobu DPabpi: nouamox cneyu@iuHozo NiKysanHs He OyOde cucmemamuyHum 0o 35
POKI8, aje 11020 nompiono 6yde 062o08opumu i NPUUHAMU PIUEHHS, 8DAX08YI0YUU OYIHKU
myrvmuoucyuniinapuoi epynu. IllokasaumHs 0751 nOYAMKY KOHKPEMHO20 JiKYEAHHS
0008 ’43K0680 NOBUHHI OYMU NIOMBEPOIHCEHI KOOPOUHAYIUHUM O00B8IOKOBUM UYEHMPOM
wo0o xeopobu Dabpi abo yenHmpom KomnemeHnyii xeopobu Paopi.

ehttps://www.has-sante.fr/jcms/p_3301584/en/maladie-de-fabry
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YV eemepozucomnux nayicumis H#cinouoi cmami 3 K1aCUYHUM PeHOMUNOM X80POOU
Dabpi D3T mooce Gymu 3anponoHOBaAHA 8 KOHCHOMY KOHKDEMHOMY GUNAOKY 3ANE€HCHO
8I0 KIIHIYHO20 KOHMeKCmy, OYMKU nayichmxku ma ii npoghino inakmueayii X-
XPOMOCOMU.

YV eemepo3zucomnux nayicumie sxcinouoi cmami 3 genomunom xeopoou Paobpi 3
RI3HIM HOYAMKOM: NOYAMOK CneyuhiuHo2o 1iKky8aHHs He Oyde cucmemamudnum 0o 40
POKI8, aje 11020 nompiono 6yde 062o8opumu i NPULHAMU PILUEHHS, 8DAX08YI0UU OYIHKU
myabmuoucyuniinaproi epynu. Iloxazannsa 0na nouamky KOHKPEmMHO20 JIKYBAHHSI
0008 ’513K080 NOBGUHHI OymMuU NiOMeepIIHCceHi KOOPOUHAYIUHUM O0BIOKOBUM YEHMPOM
wo0o xeopoou abpi abo yenmpom xomnemenyii xeopoou Daopi.

Jlikyeanns dimeti

Pexomenoosano poszenamymu numanns npo cneyugiune niky8aHHs XJIONYUKIE 3
KaacudHum ghenomunom xeopoou ®abpi 3 7-8 poxis.

bezcumnmomui xnonuuxu 3 KiacuuyHum @HEeHOMUNOM 3aXEOPIOBAHHS MOMCYNb
ompumamu KOpucmo 610 paHHbO20 NOYAMKY CHeyuiuHo2o NiKyeanus y 6iyi 6i0 7 00 8
POKI8 HA OCHOBI maxkux Kpumepiig: HaseHicmb namozennozo eapianmy 2era GLA,
CIMeUHUN AHAMHe3 MANCKUX OopM Y XJIONYUKI8, AKMUBHICMb anbgha-earakmo3uoasu A
6 nepugepuunux retxoyumax He guzHadacmocs, lysoGb3 y niazmi oinowe 20 Hmonw/n.

Hemae konxkpemuux pexomeHoayiti wo0o 06e3CUMNMOMHUX 2emepO3USOMHUX
oisuam. Ilpome pexomeHO0BAHO NPOBOOUMU OYIHKY 3MiujeHHs IHakmueayii X-
Xpomocomu 3 8-piuHo2o GIiKy, a 3a HAA6HOCMI HECNPUAMAUBO20 3MIUEHHA HA KOPUCTb
excnpecii mymanmnoeo anens GLA 0oyinbHo po3ensiHymu MOoNCIUBICms cCneyuhivHoco
JKy8auHs. 3a eiocymuocmi 3miwjeHHsi IHakmueayii X-XpomMocomu HA KOpUucmo
excnpecii mymanumnoeo anead GLA @3T ne posnouunamumyms, ane KoxicHi 3—5 pokKie
HeoOXIOHO NPOBOOUMU KITHIYHUL MOHIMOPUHL.

YV oimeii ma nionimxis i3 henomunom xeopobu Pabpi 3 nizHIM NOYAMKOM HEMAE
nokazawus 0151 nouamky O3T.

Koncencycuni pexkomenoauii w000 O0iacHOCMUKU, B6€0€HHA mMa JIKY8AHHA
xeopoou @Daopi y oimeit, 2019 poxy (Consensus recommendations for diagnosis,
management and treatment of Fabry disease in paediatric patients)®’

Koncencycni pexomenoayii pospobaeni ¢ppanyyzvkor pobouor 2pynow, wo
CKa0anacs 3 nediampis ma 2eHemuKie, Ki Mams 00c8io NiKy8anHs xopoou Paopi.

Y 2001 pouyi €sponeiicoke acenmcmao 3 nikapcbkux 3acobdis (EMA) cxsanuno osa
nikapcoki 3acoou P3T. Obuosa aikapcvKi 3aco0U 3acmoco8yombCst NPOMA2OM YCb020
ocumms i 8800AMbCA  WIAXOM GHYMPIUHbOBEHHOI [HDV3II KOJMCHI 084 MUNCHI.
Aeancuoaza anvgha cxsanena 051 dimeti ma nionimxie eikom 8i0 7 pokie y 003i 0,2 me/ke.
Aeancuoasza bema 00380.1eHa Oimam i nionimkam sikom 6i0 8 pokis y 003i 1,0 me/ke. Ha
CbO2OOHIWHIU OeHb azancudaza bema € €OUHUM JIKAPCOKUM 3ACO00M, CXBANIECHUM
Ynpaeninnam 3 numans xapuosux npooykmis i aikapcokux 3acobis CILLIA ons nikyeanHs.
xeopobdou Daobpi.

Iouamox 3acmocyeannuss @3T y oumuncmsi modxce ynogitbHumu abo HAGIimMb
3YRUHUMU NPOSPECYBAHHS YPAICEHHS OP2aHi8 00 Mo2o, AK 8i00Y0VMbCs He360POMHI
sminu.  Jlna xaonwukie i 0igUamox i3 CUMNMOMAMU HeBPONAmuyHo20 000,
namono2iuHoi  anbOyMiHypii (npuHatimMHi 3 Me/MMONb KPEAmMUHiHY), MIANCKO2O

Shttps://onlinelibrary.wiley.com/doi/10.1111/cge.13546
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ypaxcenns LLKT i aboominanvnozo Oomo uu ypasxceHHs cepys Cli0 po32IsaHYymu
moocnugicms  3acmocysanua D3T. Ha oOanuti momenm Hemae oOaHux, AKi 0
niomeepoacysanu novamox P31 na niocmasi 1uuie HAABHOCMI AH2IOKEPAMOMU.

Hna 6e3cumnmomnux xnonyuxie kpumepii nouamky @3T umapasi sionosioaromo
nomouniti Kopomkiii xapakmepucmuyi nikapcvkozo 3acooy (SmPC), sika exasye Ha
noyamox aiKy8aumHsa y eiyi 7 abo 8 pokie abo cmapuie, 3a 8i0CYMHOCMI OAHUX U000
MON0OWOL nONY Y.

Ha oanuit momenm memae oanux, sxi 6 niomeepoxcysanu iuiyiayiro D37 y
Oe3CUMNMOMHUX OI8UAMOK, aie OI8UaAmKAM, 2emepo3ucOmHUM 3a X80poboro DPabpi i
8ikoMm 610 7 pokis, cnio 3anpononysamu XCI-mecmysanus (X chromosome inactivation
testing) ma, y pasi eusaenenns excnpecii mymanmmuozo aneis GLA, posensnymu
s3acmocyegannsa O3T.

Bionosiono 0o ananizy misicHapoOOHUX KAIHIYHUX HACMAHO8, JIKYBAHHS X80pOOU
Daopi, saxe sxnouae O3T ma cumnmomamuyry mepaniro, NOBUHHO NPOBOOUMUCH NiO
KOHmMpoaeM  K8anihikosano2o jikapsi ma  MyIbMUOUCYUNIIHAPHOL  KOMAHOU.
3acmocysanus @31, a came acancudaszu anvgha 6 003i 0,2 me/xe abo azancudasu bema
6 0031 1,0 me/ke 3 iHmepsanom y 08a MudicHi, NOKa3ane NayicHmam iz niomeepoHceHuM
oiacnozom xeopoou Dabpi, 3a HAABHOCMI YDPAICEHHST HUPOK, cepys, CYOuH abo
He8ponamuiHozo 60Jio.

s uonogixie 3 KiacuuHum henomunom aiky8aHHs modxice o6ymu poznovamo 3 16
POKI8, HABIimb 3a 8iocymHocmi cumnmomis. llpu Has86HOCMI paHHIX 03HAK YPANCEHHS
opeamie mepanis € 0008'13K08010.

JKinku 3 KiacuuHum peHomunom ma Yyoo8iKu 3 YeHOMUNOM «NI3HLO2O NOYAMKY»
NOBUHHI PO3NOYUHAMU NIKY8AHHS NPU BUSENEHHT PAHHIX 03HAK YPANCEHHS HUPOK, Cepys
YU YeHmpanibHol HePBOBOI CUCMEMU.

s orcinox 3 gpenomunom «niznvoeo nowamxy» ©D3T pozensidaemovcs GUKTIOUHO
NpU HAABHOCMI KIAIHIYHUX NPOABISE.

Illooo Oimeii, acancuoaza anvgha cxseaneHa OJisi 3ACMOCYBAHHA 3 7 POKI8, a
acancuoaza bema — 3 8 pokig. YV CIIIA cxeaneno nuwe azancuoasy bema. @3T moouce
oymu poseasanyma 0Jisl XAONYUKIG 13 K1ACUYHUM heHomunom y 6iyi 7-8 pokie, saKuo y
HUX CNOCMepieaomspCsi CUMNMOMU, MAKI K He8PONAmuyHuil Oilb, aibOYMIHYpI,
VPadtCeH s WIYHKOBO-KUUKOB8020 mMpakmy uu cepys. Ilokazannamu maxodic € 6UCOKU
pisens lysoGb3, namozennuu eapianm cena GLA ma nu3bka akmusricmes gepmeHmy
a-eanakmosuoasu A. /[na eemepozucomuux 0iuamox 3 7 pDOKI@ DEeKOMeHOYEMbCS
nposedennsi XCIl-mecmysanns (X chromosome inactivation testing) O0ns OyiHKuU
ooyinorocmi D3T.

Piwenna npo npununennus @3T npuiimacmoca y HU3YI 6UNAOKIB, GKIIOYAIOYU
HEOOMPUMAHHSL NAYIEHMOM pedcumMy JNiKyeanHs (nponyck oOinvwe 50% ingysiii),
8IOMOBY 6I0 pe2yNAPHO20 MEOUUHO20 CHOCMEPEHCEHHS, BUHUKHEHHS MANCKUX
iH@y3itiHUX peakyili, a makodic 3a baxcannam nayicuma. Tepanis makoc modxce oymu
NpunuHena npu OOCACHEHHI MePMIHANbHOI cmaodii HUPKOBOI HeOOCMAMHOCMI, WO
cynpogooxcyemucs cepyegoro Heoocmamuicmio (IV knac 3a NYHA), 3a ouikysanoi
MPUBANOCMI HCUMMSA MeHUEe HIdHC 00UH DIK, NPU 3HAYHOMY 3HUNCEHHI KOSHIMUBHUX
@yHKyiu abo npu 8i0cymnocmi KIiHIYHO20 epeKmy, 30Kpema Wooo He8pONnamuyHo20
002110 nicist pOKY NiKY8AHHAL.
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3) AaHi MWOA0 €KOHOMIYHOI JOUUIBHOCTI B 4aCTHHI eeKTHBHOCTI BHTPAT
BUKOPUCTAHHS JIKAPCHKOro0 3aco0y BIIANOBIIHO 10 PEKOMEHIOBAHOI IIKAJIHU
rPaAaHMYHUX 3HAYEHb IHKPEMEHTAJIbHOI0 NMOKA3HMKA e(EeKTHBHOCTI BUTPAT B
Ykpaini

EdexTuBHICTD BUTpAT arajicuaasu aiab(da MopiBHIHO 13 arajacuaa3or 0era B 10Che
OyJia olliHEHa 13 3aCTOCYBAaHHIM METOIy MiHIMIi3allii BUTpaT (cost minimization). Bubip
METOJy MiHIMI3allii BUTpaT 3asBHUK OOIPYHTYBaB THM, IO 3a pe3yJbTaTaMu
MIPOBEJICHOTO TOPIBHSJIBHOIO KIIIHIYHOTO aHalli3y, a TAKOK aHalli3y Oe3rneku, He OyIo
BUSIBJICHO CTATUCTUYHO 3HAYYIIOT PI3HUII 32 BU3HAYCHUMH KJIIHIYHUMH MTOKa3HUKAMH,
K1 OIIIHIOIOTH MpHU XBOpoO1 Palpi (HUPKOBI, CEPLIEBO-CYAUHHI, 1IepeOpOBACKYISIPHI
nomii Tomo) (Spada et al., 2019 mnsa miteit, Germain et al., 2019 nns 4onoBiKiB Ta
Germain et al., 2019 qi1s xiHOK). 3asIBHUKOM 3a3Ha4y€HO, IO arajicujaasa ajibda Ta
arajcujaza 0eTra € TepaneBTUYHO EKBIBAJIEHTHUMHU 3a MEXaHI3MOM [ii, KIJIIHIYHOIO
e(EeKTUBHICTIO Ta MpodiIeM NOOIYHUX peakUid, IO MIIATBEP/HKEHO pe3yibTaTaMu
KJIIHIYHOTO aHai3y.

Bapmo 3a3nauumu, wo aemopu cucmemamuunux oensois (Spada et al., 2019 ons
oimeiti, Germain et al., 2019 ons uonosikie ma Germain et al., 2019 015 scinok) He manu
Ha Memi Npeocmasumu came pe3yibmamu NOPIGHANbHOI KIIHIYHOI eghexmugHocmi
azancuoasu anrbgha NOpieHAHO 3 a2aicudazorw bema (Wo € 00’€KmomM NpoBedeHHs.
oepoicasnoi OMT), a manu Ha memi nposecmu BCEOXONIIOIOYULU CUCMEMAMUYHUL
JimepamypHull 02140 8Cix ONYOAIKOBAHUX OPULTHATILHUX cmamell Wo00 3aCMOCYBAHHS
@3T npu nikysanui xeopoou Dabpi, oocmynuux 0o ciuns 2017 poky.

B mou orce uac, ax sasnaueno y nynkmi 3.2 GUCHOBKY, MOXMCHA 3poOUmMuU
NpUnyweHHs, wo epexmusnicms ma npodine be3nexu 1iKapcoKux 3acobie azanicuoasu
anvgha ma azancuoazu bema MoxCymos Oymu Cni8CMasHUMU, MOMY 0OPAHULL 3ASIBHUKOM
Memoo hapmaKoeKkoHOMIUHO20 aHanizy 6y8 NPULHAMUL YNOBHOBANCEHUM OP2SAHOM,
OCKIIbKU HA OAHUL 4aC HEMA€E NePeKOHIUBUX OO0KA3I8 nepesacu 00HO20 JIIKAPCbKO20
3aco0y HAO THWUM.

OckiJIbKH TIpsIMI MEIMYHI BUTPATH, TOB’S3aHI 13 3aCTOCYBaHHSAM arajcuiasu
anbda 1 arajacuaazu 0era, KOpeaTh 13 MacOIO Tijia Malll€EHTa, SKa 3aJICKUTh BiJl BIKY,
JUTSL ONITUMI3AIlli PO3PaxXyHKIB 3asBHUKOM OyJIO 3TrpYyNOBAaHO TAIIEHTIB Y 3 BIKOBI
Kareropii (quTsA4a, MITITKOBA 1 JOPOCHA), B MeXaX SIKUX OYyJM po3paxoBaHl cepeHl
3HAYEHHS BUTPAT HA OJTHOPIYHUNA KYPC JIIKyBaHHS.

Pe3ynpTaTtn (hapMakO€eKOHOMIYHOTO aHali3y MOPIBHSHHS arajcujasu ainbda Ta
arajyicujiazu 0era 3a JaHUMU 3asiBHUKA HaBEJCHO Y TaOuIIl 2.

Ta6auus 2. Pesynbratu hapMakoeKOHOMIYHOTO aHATI3y arajicuia3u ajabga 3a TaHuMU
3aBHUKA

Eran | Po3ain Onmuc
1 Beryn Oyinosana mexuonoeis: araincuaasa anbpa + Kpama HiATpUMyroua
Tepartisi.

Komnapamop: arancunaza 6era + kpaiia nigTpuMyroda Teparis;
Mopenb MiHIMI3aIii BUuTpaT Oyno modynoBano B MS Excel.

2 KonTeker [{inboBa momysALis: TOpOCii Ta JITH BIKOM >7 POKiB 3 11arHOCTOBAHOIO
OCIIIIDKEHHSI xBopoOoro Dabpi (medinuT o-ramakTo3ugazu A), SIKUM ITOKa3aHa
tpuBasia P3T.

dapMaKOCKOHOMIYHUI aHai3 TMPOBEACHO 3 TMEPCIEKTUBU CHUCTEMHU
OXOpPOHHM 370POB’sl — IEP>KAaBHOTO TIATHUKA.
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YacoBwuii rOpU30HT MOJICITIOBAHHS aHAII3y METOI0M MiHiMi3allii BUTpaT
CTaHOBUTH | piK.
3 ornsany Ha 1-piuHMI YacOBHWM TOPU3OHT JUCKOHTYBAHHS BUTpPAT HE
POBOJIMIIOCH.
Hani momo kiiHiyHOT edextuBHOCTI: KiiHiYHA eQeKTHBHICTH IS
MOMYJISIIIT MaIieHTiB 4ojoBidoi crari Germain et al, 2019%; ans
MOMYJIAALIT maIieHTiB )kiHo4oi ctaTi Germain et al, 201 9% nist MO YIS
nuTsdoro Biky Spada et al, 2019,
Bapmo 3a3nauumu, wo asmopu cucmemamuunux oensoie (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 echekmusHocmi azanicudasu aib@a nopieHAHO 3
azancuoazorw bema (wo € 06’ekmom npogedents oepaicasnoi OMT), a
Manu  Ha Memi  Npogecmu  8CEOXONNIOOYUN  CUCTNeMAMUYHUU
Jimepamypuuil 02150 8Cix OnyONIKOBAHUX OPULTHAILHUX cmamell Wo0o
3acmocysanus @3T npu nixysanui xeopoou @abpi, docmynnux 00 ciuns
2017 poky.
Jani o0 0e3neKu:
Hani mono Oesmeku Oynu MpoaHaTi30BaHI 3asBHHUKOM Ha OCHOBI
CHCTEMATHYHOTO OISy 3 MeTaaHamizom El Dib, 201652,
Y  (dapmMakoeKOHOMIYHOMY aHali3i, NPOBEACHOMY 3a METOJIOM
«MiHIMI3aIii BHTpaT», TOKA3HUKH KIIHIYHOI Ee(QEKTUBHOCTI HE
BUKOPUCTOBYBAJINCH, OCKIJIbKM, 33 BHUCHOBKOM 3asBHMKAa Ha OCHOBI
BUIIIE3a3HAYCHHUX JDKEpeN arajcujaasza anb(da Ta araicupaza Oera €
TEPaneBTUYHO EKBIBAJIEHTHUMH 3a MEXaHI3MOM i, KJIIHIYHOIO
e(eKTUBHICTIO Ta MpodisieM Oe3MeKH, 110 MiITBEPIKEHO Pe3yIbTaTaMU
KIIIHIYHOTO aHai3y.
Ak 3a3uaueno y nynkmi 3.2 UCHOBKY, MOXCHA 3pOOUMU NPUNYULEHHS,
wo egexmusHicmb ma npoghine 0Oe3nexku JIIKAPCbKUX  3ac00i8
azancuoazu  amga ma aeaicuoazu  bema  MoxHCymv  Oymu
cnigcmasnumu. Hapasi umemae uimkux oauux, sAKi 6 ciouuiu npo
KIIHIYHY nepesazy 00H020 JNIKAPCbKO20 3aC00y HAO THUUM.
3 PozpaxyHok Kareropii BUTpar, 110 BKJIIOUEH1 Y MOJIENb!
BUTpAT ® BUTpaTH Ha 3asBJIEHUI JIIKAPCHKUI 3aci0 Ta KOMIIapaTop;

® BUTpATH Ha BBEJCHHS JIIKAPCHKUX 3aCO0IB;

® BUTpATH HA MPEMEIMKAINIO Tepe]l 3aCTOCYBAHHIM JIIKaPCHKHX

3aco0iB;
® BHTpPATH HA MEJMYHI TIOCIYTH Ta CYITYTHIO TEPaIlito;
® BUTpPATH Ha JIIaTHOCTUYHI MPOIEIypH, SIKi CYMPOBOKYIOThH
MPU3HAYEHHS 1 MOHITOPHUHT Teparii.

Henpsimi BUTpaTH B aHaJIi3 BKIIOYEHI HE OyIH.
Jns mpoBeneHHs (apMaKOEKOHOMIYHOTO aHalli3y 3asiBHHUKOM Oyra
3alponoHOBaHa KOH(iAEHIIIiHA 1liHA Ha 3asBJICHUH JIIKapChbKHii 3aci0

%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.
%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.
%Spada M, Baron R, Elliott PM, Falissard B, Hilz MJ, Monserrat L, Tondel C, Tylki-Szymanska A, Wanner C, Germain DP. The effect of enzyme
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61 EI 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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arayicuyiaza anbda (KOHIEHTpAT JUIsl PO3UMHY Jutsl 1H]y3i#, 1 mr/mi o
3,5 mn xonnentpary y dnakoni Ne 1), sxa cranosuts ||| ro=.
[{ina ikapchKoro 3aco0y MOPIBHIAHHSA - arajcuaa3u 6eta (opoIoK it
NPUTOTYBaHHS KOHIEHTpaTy (5 Mr/mu) Juis po3uuHy Uit iH(DYys3ii,
¢dnakoHu 1o 5 mr i mo 35 mr) Oyrna BU3HAUE€HA HA OCHOBI OCTAaHHBOTO
ykinagenoro JIT «Menuyni 3akymiBiai  YKpaiHH» JOTOBOpPY IPO
3aKYIIBIKO HA EIEeKTPOHHIA TIaTdopmi MyOJIYHUX 3aKyIiBelb
Prozorro:
- (¢nakonu o 5 mr — 3a jporoBopom Bix 13.10.21 poky mina
cranoButh 13 395,26 rpn 3a 1 pnaxon®;
- ¢nakonu no 35 mr — 3a goroBopom Big 13.10.21 poky mina
cranoButh 80 316,5 rpH. 3a 1 dmakon®,
3asBHUKOM 3a3HAYEHO, 10 BPAaXOBYIOYHM, IO JIKAPCHKHHA 3aci0
NOPIBHSIHHS arajcujiaza OeTa 3aKylNOBYEThCS B paMKax HpOLEAYpH
JIOTOBOPIB KEPOBAHOTO JOCTYIY, MOKHA 3pOOMTH MPUIYIICHHS, IO
dakTHyHa MiHA 3aKyMiBIl 3a JOTOBOPOM KEPOBAHOTO JOCTYIY €
HUKYOI0, HIXK 3aKyITiBEJIbHA I[IHA 3 OCTAaHHHOT'O 3aBEPIICHOTO TCHACPY
3a JaHUMH €JIEKTPOHHOI CUCTeMHU MyOIIUHUX 3aKymiBenb Prozorro 1 sika
OpaJiach 32 OCHOBY BCIX IMOJAIBIINX PO3PAXYHKIB.

4 Pesynbrartn

Burpatu Ha 3acTocyBaHHS JiKapchbKoro 3acoly arancumasza anbda Ha
OJIHOTO TaIli€EHTa 3aJIe)KHO BiJ] CTATi, BIKY Ta MacH TiJia Ha PIYHHIA KypC
JIKyBaHHS 3HAXOJSTHCS B MEKaX:

o s purunn (7-11 poxie) — v [ rov ~o I

I'PH;

o s migritka (12-17 pokis) — six || o= o
I

e s jopocioro (18 pokiB 1 crapime) — y cCepeaHbOMY

I'pH U1 NAll€HTa 3 MAacolo Tu1a 75 Kr.
Butpatu Ha 3acToCyBaHHS JIKapChKOro 3aco0y arajcujasa Oera Ha
OJIHOTO TAI[IEHTA 32 YMOBHU KOMOIHYBaHHS ()OpPM BHUITYCKY JIIKAPCHKOTO
3aco0y, a caMe — YMakoBKH 35 MI Ta 5 M, 3aJIe)KHO BiJ CTaTi, BIKy Ta
MacH Tijla Ha PIYHUHM KypC JIKyBaHHS 3HAXOAATHCS B MEXax:
e s nutunau (8-11 pokiB) —Bix 2 088 229,00 rpu mo 2 436 505,76
IPH;
e s mimritka (12-17 poki) — Bix 2 784 782,52 rpu no 4 176
458,00 rpH;
e s mopocioro (18 pokiB i crapmie) — y cepenapomy 4 524
734,76 TpH A4 aIieHTa 3 Macoro Tina 75 Kr.
VYcepeaHeHi BUTpAaTH B MEKax BIKOBHX TPYIN Ha OJHOTO MAIli€HTa Ha
PIYHMI KypC JIKyBaHHS CTAHOBJISTh:

BikoBa rpyma Arancunasa Arancunasa PizHuts, rpH
anbda, TpH Gera, TpH

Oitu (7-11 poxie) | | 219313251 I

Tianitkn R 3557 599,75 N

(12-17 pokiB)

Jopoci ] 4538 502,00 I

(18 pokiB i cTapie)

AHati3 YyTJIMBOCTI:

3asBHUKOM OyJno TPOBEACHO OAHO(AKTOPHHUI aHali3 YYTJIHBOCTI.
[TpoBenenuil aHami3 YyTIMBOCTI BKJIIOYAB aHANi3 3MiHH KIIOUOBHX
BXIJTHUX mapaMeTpiB Mojeni Ha +20 % Bix 6a30BUX 3HAYCHb.

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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3a BHCHOBKOM 3asiBHHKA, IMPOBEICHUN aHaNli3 YYTIMBOCTI BUSIBUB
CTIMKICTh pe3ynbTaTiB (apMaKOCKOHOMIYHOTO aHaji3y J0 3MiHU
OUTBIIIOCTI BX1IHUX KJIIFOYOBHX ITApaMEeTPiB Ta MOKa3aB, 0 HAWOLIbIIHI
BIUIMB Ha 3arajibHi BUTPATH MAOTh LliHA arajicujasy anbga i arajacuaasu
OeTra, a TaKkO)X Maca Tila MAalli€HTIB, OCKUIBKM 3a Macolo Tija
BU3HAYAETHCSI  JIO3yBaHHS 1 KUIBKICTh HEOOXiTHUX  (DIIaKOHIB
JIOCJTIJDKYBAHUX JTIKAPCHKHUX 3aCO01B.

Bapmo 3asnauumu, wo 3a pe3yrbmamamu npogedeHo2o 3dsi6HUKOM
aHanisy 4ymaueocmi, npu 3mini yinu azancuoasu anvga na +20% abo
acancuoazu bema Ha -20%, 6UCHOBKU 3a pe3yIbmamamu aHalizy
SMIHIOIOMbCS, MOOMO azancudasa bema cmae MeHuw SUMPAMHONO
ONYI€I0 NIKYBAHHS, HIJC 3A56/1eHUL NIKAPCbKULL 3aci.

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

aHaJizy Ta 1. JIns po3paxyHKy BHUTpaT Ha CYIYTHIO TEparlil0 MpW BHHUKHEHHI
0OMeXeHHS YCKJIaJIHEHHSI BTPATH CIyXy Ha OCHOBI aHaNi3y JaHUX BiJ BUPOOHHUKIB
aHaizy CIIyXOBHX armapaTiB Oyyio 3po0JICeHO MNPUNYNICHHS, M0 iX 3aMiHa
3asIBHUKA, 1110 noTpiOHA KOXKHI 5 POKiB, OCKUIBKHU CepeAHiil TEPMiH CIIY:KOU CIIyXOBUX
MAaroTh BIUIMB Ha | amapaTiB CTAaHOBUTHh 5—6 POKIB 1 3aJ€KHUTHh BiJl YMOB €KCIUTyararlii,
pe3yibTaTiu 00CIIyroByBaHHS Ta TEXHOJIOTIYHOTO 3HOCY.

aHaizy OOMeKeHHS TTPOBEJICHOTO aHAI3Y:

e(hEeKTUBHOCTI 1. OdiuifiHuX JTaHUX MIOJO0 PO3MOALTY MalieHTiB 13 XBopobor dadpi,
BUTpaT 3a BIKOM Ta CTaTTIO B YKpaiHi HEMae, TOMY JaHi IOA0 BIKy Ta CTaTi

MaIieHTiB OylM BHU3HAYEHI HA OCHOBI HEOMYONIKOBAaHMX JAHUX BiJ
HIACJI «OxMatauT», OTpUMaHKX y BINOBAb HAa 3BEPHEHHS 3asBHUKA.
2. 3aTBepmKEHUX CTaHAAPTIB JiKyBaHHS xBopobu dabpi B Ykpaini
HEMae, TOMY CKJIaJl JIarHOCTUYHUX TECTIB IS MOHITOPUHTY 32 CTAHOM
MarieHTa, 4acToTa iX MPOBENEHHS, a TaKOX CYNyTHS Tepamis Mpu
nmikyBaHHI xBopoOu @Pabpi Oyna BU3HAUE€HA HA OCHOBI JOCTYITHHUX
pekoMeHallii, omyOJiKOBaHMX JUIsl IHIIMX KpaiH, 3 aJlanTali€ero iX a0
YMOB JIOKQJIBHOT CUCTEMH OXOPOHH 370POB 5.

3. YV OimpIIOCTI KJIIHIYHHUX JOCHIKEHb 3aCTOCYBaHHS arajicHjaszu
anbda 1 arancuaasu Oera OIIHIOBAIUCH CYpPOTaTHI TOYKH (3HMIKEHHS
piBHs GL-3, ynoBinbHeHHs 3HMkeHH piBHSA LLIK®, rineptpodis niBoro
[UTYHOYKA TOIIO), JOCHIKEHb AN TBEPAUX Malli€HT-OPI€EHTOBAHUX
TOYOK Opakye.

OTxe, 3a po3paxyHKaMU 3asiBHUKA METOJIOM MiHIMI3allii BUTPAT CEPE/IHI BUTPATU
Ha PIK 3aCTOCYBaHHS arajcujaasv ajabga JUisi OJHOTO TMaIll€eHTa BikoM 10 Bia 7 g0 11
poxis € Ha ||l rpe rroxavi nopisuano i3 nikyaumam arancunasoro Gera, nnsa
OJIHOTO maIfieHTa BikoM Big 12 g0 17 pokiB — HIKYMMH Ha _ TPH, a JJIs
nopocioro nauienta BikoM Bix 18 pokis — na ||l ror sroxanvu wisk surpary va
arajicuyiasy oera.

Y1oBHOBaKEHUM OpPraHoM npoBeJeHa OLIHKA po3airy
(papMaKoeKOHOMIYHOI0 aHAJMI3y J0Ch€, 3a Ppe3yJbTaTaMHU SIKOI BCTAHOBJICHO
(¢akTopu, sIKi MaIOTh BIIMB HA Pe3yJIbTAT AaHAJTI3y e()eKTUBHOCTI BUTPAT:

1. Bionogiono 0o ¢hapmaxoekoHomiuHoi MoOei 3asa6HUKA, 3a 3A581eHOI0 YIHOBOH
NPONO3UYIEID azancudasa aibgha € MeHW BUMPAMHOW ONYiclo JIKYBAHHA HIdiC
azancudasa bema ona nayieumis i3 xeopoborw Dabpi. Bapmo 3aznauumu, wo 0ns
PO3DAXYHKIG YIHA JIIKAPCbKO20 3aCc00Y NOPIGHAHHA (azaicudazu bema) Oyia eusHavena
Ha OCHOBI ocmanHbo2o yknaoenozo HI1 «Meouuni 3axynieni Ykpainu» 002060py npo
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3aKyNiGNI0 HA eleKMPOoHHIU niamgopmi nyoniynux saxyniseav Prozorro, saxuii 6ye
yrnaoenuu y 2021 poyi.

Ilpome ockinbku aikapcokuii 3acio6 aeancuoaza bema 6x00umvb 00 NePeiKy
JUKAPCLKUX 3aco0i8, wo 3aKynogyrmscsi 3a 002080pAMU KePOBAHO20 OO0CHYNY,
3ameepoxcerno2o nocmanosoro Kabinemy Minicmpie Ykpainu 6io 9 epyousa 2022 poxy
Nel373, peanvua 3axynigenvHa yiHa azancudasu 6ema € KOH@IOeHYIHOW ma Modice
BIOPI3HAMUCH IO YIHU, BUKOPUCMAHOL 3ASABHUKOM OISl NPOBEOEHHS PO3PAXYHKIG.

Bionosiono 0o mooeni 3as6Huxa, npu 3HUdCEHHI YIHU Ha azaicuoaszy bema
npunaiivni no || 30467610 veovuna mexnonozia cmane Ginow sumpammuoro,
HIJIC KOMnapamop OJisk O0POCIUX NAYIEHMIB, A NPU 3HUNICEHHI YiHU a2aicudazu bema
xoua 6 na | - ccarcuoaza arvdpa cmane 6Ginvws sumpammnorw ona ycix
Kkameezopiu nayienmis. [Ilpome 3as6HUK MAKON*C 3A3HAYUUE NPO 20MOBHICb PO3TISIHYMU
dooamxoge KOH@IOeHYiliHe 3HUJICeHHS YIHOB0I nponosuyii 011 3a0e3neyeHHs
ehexmusHocmi 0100HCeMHUX BUMPAM V NOPIGHAHHI 3 a2aicudazor bema.

Taxkum wunom, 8UKOPUCMAHHA OCMAHBOI 3aKYNIBENbHOI YiHU azancudasu bema 3
002060pY KepoBaHO20 OOCMYNY MO*CE 3MIHUMU BUCHOBKU 30 pPe3VIbMamoM aHAli3y
eghekmusrnocmi eumpam.

2. 'V ¢apmakoekonomiunili MmoOeni 3As6HUKOM  68DPAXOBAHO, WO nepeo
3aCmMOCyY8aHHAM —azaicuoa3u bema Cui0 3acmoco8y8amu  aHmunipemuku (0
SHUMCEHHS 2APAYKU MA YCYHEeHHs. CUCMEMHOI 3anaivbHoi 8I0no6iol): napayemamon y
003i 500 me (1 mabnemka) onsa dopocaux i dimeu gikom >12 poxie i 250 me (1/2
mabaemku) onsa dimeil gikom 8—I11 pokis, a maxodic 3a3HaAUEHO, WO V X0O0i KIIHIUHUX
docniodcenv 67% nayienmie manu npunatmui 1 peaxyiro, nog’s3any i3 68e0eHHIM
npenapamy.

Ilpome 6i0no08ioHo 00 IHCMPYKYID 051 MeOUYHO20 3ACMOCYBAHHI A2AJICUOA3U
bema nayicHmu, sIKi Maau He3HAYHI Ma NOMIPHI peaxyii npu 66edeHHi azaicuoasu bema
ni0 Yac KAHIYHUX OOCTIONCEHb, NPOOOBHCUNU JIIKVBAHHS NICIISL 3HUNCEHHS WUBUOKOCI
66edenHs azancuoazu dema (~ 0,15 me/xe; 10 me/e00) ma/abo nicis nonepedHb020
nputiomy — aumueicmaminnux — JI3,  napayemamony,  ibynpogpeny  ma/abo
KOpmMuKocmepoioig. Taxum 4Yunom, npo008H#CeHH s NiKY8AHHSL 010 MONCIUBUM, 8 MOMY
yucai, i NSl 3HUIHCEHHS UBUOKOCHI 86€0eHHSL TIKAPCLKO20 3AC00Y, ma He 03HAYAE, WO
8CI nayieHmu NOGUHHI NPUUMAMU NAPAYEMAMOT neped 86e0eHHAM azaicudasu bema y
axocmi npemeouxayii. Bapmo 3aznauumu, wo HespaxysamHs npumeouxayii nepeo
66C0CHHAM az2aicuoazu bOema npuzeo0ums 00 HE3HAYHO20 3HUNCEHHS DIGHS
3a0ujaddHceHb npu 3aCMoCy8anti azaicuoasu anvga.

Takum 4uHOM, 3a 3aA671€HOI0 KOHGIOEHYIUHOIO YIHOI a2ancuoasa anvgha € MeHul
BUMPAMHOI0 ONYIEIO NIIKYBAHHSA HIJIC azanicudaza bema 3a YMOBU GUKOPUCMAHHA YIHU
Ha aeancuoazy Oema 3 OCMAHHBLO2O 0020680pY NPO 3AKYNIGNIO HA eleKMPOHHIU
naamghopmi nyoniunux 3axkynigenv Prozorro. Ilpome @paxosyrouu euwezasnaueni
Gaxmopu, UCHOBOK W000 epexmusHocmi eumpam 3aKynieni azaicudasu anvga
MOJICHA 3pobumu auuie 3 Ypaxy8aHHAM pealbHOI 3aKYNiGelbHOI YiHU JIKAPCbKO20
3acoby azancudasa bema, 3a K00 NIKAPCLKUL 3aCi6 NOPIBHAHHA HAPA3I 3AKYNOBYEMbCSL
6 Vkpaini 3a mexanizmom 002080py KepoeaHo2o 0OCMyny, ma sKka € KOHGiOeHYitiHo0.

4) ma”i moA0 pe3yJbTATIB €KOHOMIYHOI JONUILHOCTI B YACTHHI aHATI3y
BILUIMBY HA MOKA3HUKHU OKOZKETY

3assBHUKOM Oyli0 TPOBEACHO aHali3 BIUIMBY Ha TOKA3HUKUA OIOMIKETY
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3aCTOCYBaHHS arajicujiasu aih(pa TOpIBHIHO 13 arajcuaa3or Oera Ha OCHOBI
HEJMCKOHTOBAHUX MPSIMUX BUTPAT HA PIK JIKYBaHHS 3 YACOBUM TFOPU30HTOM aHAI3Y,
10 CTAHOBUTH 5 POKIB.

Po3paxyHOK KIJIbKOCTI MAII€HTIB, 10 OYB 3A1HCHEHHUH 3assBHUKOM, TIPEICTaBICHO
y MAMYHKTI 1 TyHKTY 3 1aHOTO BUCHOBKY. Bi/IITOB11HO, 3assBHUKOM 0YJIO0 BCTAHOBJICHO,
10 KUTBKICTh MAIiEHTIB 13 XBOopoOoto Dadpi, 1110 moTpedyBaTUMYTh TPUBAJIOT €H3UMHOL
3aMICHOI Teparii, Oyjae ctaHoBUTH Big 16 oci6 y 2025 porri g0 17 oci6 y 2029 pori.

B nitouomy crieHapii 3asBHHKOM BpaxoBaHO, o y 2025 pomi 6 mopociux
NAIliEHTIB OTPUMYIOTh arajcujaady aibda B SIKOCTI T'yMaHITapHOi JOMOMOTH, IO
HA/IA€THCS KOMIIaHI€10-3asIBHUKOM, TpoTe 3 2026 poky (Mepinii pik MpOrHO3yBaHHS) B
MeKax JII0Yoro CIIeHapiio arajcujasa ainb(ha 3aKylnoByBaTUCH 3a JIEP:KaBHI KOIITH HE
oyne. [lpy 1bOMY OCKUIBKM TaKl MAIIEHTH MOTEHIIMHO MOXYTh 3QJIUIIUTUCH O€3
JIKyBaHHS, 1[0 € HECTHYHUM 3 TIEPCIICKTUBH JEPKaBH, - 3aSBHUKOM PO3TIISIAETHCS
nepexiJl MalieHTIB Ha JIOCTYNHE JIKyBaHHs - arajcujasly Oera (xoda mepexia 3
arajcujasu anb(da Ha arajcuaasy Oera 1 HaBMAKU MPU JOCSATHEHHI TeparieBTHUYHUX
el € HeoOrpyHTOBAaHUM, MPOTE IMPHU BIICYTHOCTI (PI3UYHOT JOCTYHMHOCTI 10
MOTOYHOTO JIIKYBAaHHS arajicuia3or0 ainb(da Takui mepexis, Ha JyMKY 3asBHHUKA, €
BUIIPABJIAHUM).

TakuMm 4MHOM, y aHaji3l BIUIMBY Ha OIOKET Mependavyaerbes, 10 Y HOBOMY
clieHapii s 6 MaIli€eHTiB, SKI OTPUMYIOTh aylalicuasy ajibda B SKOCTI T'yMaHITapHOI
JIOTIOMOTH, IO HAJIa€ThCsl KOMITIaHI€0-3assBHUKOM y 2025 polii, BUHUKHE moTpeda B
3aKyMiBJIl arajcujia3u anbda 3a KOWTH AepkaBHOro Oromkery y 2026-2030 pokax.
Takox mnependavaeTbcs, MO0 HOBI J1arHOCTOBaHI MAalleHTH OyayTh OTPUMYBAaTU
arajcuaasy anb(a, OCKUIbKM BOHA € OUTbII €KOHOMIYHO JOILIBHOIO, 32 pO3paxyHKaMu
3asBHUKA.

Pe3ynbraTi aHalily BIUIMBY Ha MOKA3HUKU OIOXKETY MOPIBHIOBAHUX TEXHOJIOT1H
JUTSL JTIKYBaHHS TAIIEHTIB 3 XBOpoOoto Pabpi HaBeneHO y Tabmuili 3.

Taboauusa 3. Pe3ynpraTu aHamizy BIUIMBY Ha MOKA3HHKHA OOJKETY arajicuaasu
anb(a 3a JaHUMHU 3asBHUKA

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

KinbkicTh manienris

Kinekicts HOBHX 17 17 17 17 18
IALi€HTIB, SIK1
moTpeOyrTh
JIKYBaHHS 3asBJICHUM
JI3, 3 HUX:

Hitounii cuenapii — 17 17 17 17 18
0e3 BTpYy4YaHHS:
KIJIBKICTh  IAI€HTIB,
AKi BHKOPHCTOBYIOTh
arancujasy oera

Hirounii cuenapiit — 0 0 0 0 0
6e3 BTpyYaHHS:
KUIBKICTh  IAI[I€HTIB,
JUISL SIKUX TUTaHYETHCS
BUKOPHCTOBYBATH
arancuasy aibda
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HoBuit cuenapiit — 3 10 10 10 10 10
BTPYYaHHSM:
KIJIBKICTh IAIIIE€HTIB,
SKI BHKOPHCTOBYIOTH
arajcujasy oera

HoBwmii cuenapiii— 3 7 7 7 7 8
BTPYYaHHSIM:
KIJIBKICTh IAIIIE€HTIB,
JUISL SIKAX TUIaHY€ETHCS
BUKOPUCTOBYBATH
arajgcuaasy anbda

Butpatu Ha BCIo NOMYJIALiI0 Nali€EHTIB, I'PH

Hirouunii cuenapiii —
BUTpaTH y  CXeMi
JKyBaHHSA 6e3
3as1BJICHOTO
JKapCchKOTo 3ac00y
Hoeuni  cuyenapin  —
eumpamu y  cxemi
NIKYBAHHS 3
docnidcysanum
3AA61eHUM TIKAPCOKUM
3acobom  azancuoasa
anvgha*

- 3 HUX BHUTpaTH Ha
arajcuzasy anbga

- 3 HUX 6umpamu Ha
azancudazy bema*
Bnaue na 6100scem
(3aowaosricennsn),
pu*

[N
[

*3a96HUKOM Y HOBOMY CyeHapii OYI0 8paX08aHo auuie sumMpamu azaicuodsy aiega, a eumpamu Ha 10 nayienmis, axi
NOMEHYIIHO OMPUMYBAMUMYMb a2aicuoasy bema, He OYI0 8PAXOBAHO, MOMY GUMPAMU HA HOBUL CYEHAPIll ma 6NIU8 Hd
61002i1cem 6y10 000amK080 NEPepPaxo8anHo YNOGHOBANCEHUM OPSAHOM

Omoice, 3a pe3yibmamamu aHanizy 6NaAUGY Ha NOKA3ZHUKU OH00HCemy 3a CYEHAPIEM
nepexooy NayieHmis, W0 HApaz OmMpUMYIOMb a2aicuoazy aivga y AKOCMI
2YMAHIMApPHOI 00NOMO2U, A MAKONC HOBOBUAGIEHUX NAYIEHMIE HA 3ACMOCYB8AHHS
azancudasu anvgha, wo 3aKynogy8amumemsvcs 3a KOWmu 0epiHcasHo20 0100xicemy,
BCMAHOBIEHO 3A0UWAOINCEHHS, WO MON*CYMb KOIUBANUCH 810 _ 2pH 00
_ 2pH, npome pe3yIbmamu AHAli3y MONCYMb 3MIHUMUCL 3 027180y Ha
KOH@iOenyiinicms YiHu Ha a2aicudasy bema, wjo HaApasi 3aKYNO8YEMvbC 3a KOWMu
0epaHcasrHo2o OI0HCeMy 8 pAMKAX 002080PY KEPOBAHO20 OOCHIVNY.

Bionosiono 0o pexomenoosanoi wikanu oOyiHKu 6nausy Ha 0rw0xcem uooo
sumpam Ha 3asa81eHull JiKapcbKull 3acio 8 Yxkpaini Ha niocmaei 0aHux 0epiHcasHux
sumpam Ha nikapcoki 3acoou y 2021 poyi, nokasarno, wo npu nepexooi nayienmis, wo
Hapasi OmpuMyoms a2aicuoasy anbga y AKocmi 2yMaHimapHoi 00nomMocu, a maKoxic
HOBOBUABNICHUX NAYIEHMIB HA a2ancudasy anvb@ha, ujo 3aKynosysamumemscs 3a Koumu
depaicagrnozo 6r10dacemy (“‘Hosull cyenapiil”’), eniue Ha 00dCem azaicuoasu arb@a
byoe Y 8CI pOKU AHATI3Y.

YNoBHOBa:K€HNMM OPraHOM NPOBEIeHA OLIHKA eKOHOMIYHOTI0 PO3LTY J0ChE,
3a pe3yJbTATAMHU SIKOI BCTAHOBJIEHO (aKTOpPH, SIKi MAaIOTh BIUIUB HA Pe3yJbTaT
aHAaJIi3y BIUIMBY HA MOKA3HUKHU OIO/KETY:

1. Ax 6yno 3a3naueno y nionyukmi 1 nyHkmy 3 6UCHOBKY, PO3PAXYHOK U000

nonepeorboi nompeobu 0XOpoHU 300P08's Y 3As16/IeHOMY JIKAPCbKOMY 3Ac00i 8 00ChE €
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3anudcenum. Peanona nompeba oxoponu 300pos's y 3as161eHoMy TiKapcbKomy 3acodi
€ Oinbworo i, 8I0NOGIOHO, BUMPAMU HA JIKAPCLKI 3acoou medic 6y0yms OilbUMU, A
PO3PAXYHKU W000 aHANI3y 6naugy Ha Orwoxcem 0y0ymov GIOPI3HAMUCL 6I0
npeoCcmasieHux 3asiI8HUKOM.

2. Bapmo 3a3nauumu, wo azancuoasa anrb@a OiicCHO € MeHUL BUMPAMHOI0 ONYIEI0
JIKYBAHHS NOPIBHAHO (3 A2aicuoasor bema 3a po3paxyHKamu 3as6HUKd, npome npu
8PAXYBAHHI Y (haAPMAKOEKOHOMIYHOMY AHANI3I YiHU Ha azanicudasy bema 3 002080p)
KepoBaHo2o 00CMYNy, pe3yibmamu pO3PAXyHKI8 MONCYNb 3MIHUMUCH I, 8i0N0BIOHO,
SMIHAMbCA BUCHOBKU 3a pe3yIbmamamu aHalizy MIHIMI3ayil eumpam ma auanizy
BNJIUBY HA NOKAZHUKU OH00XCEm).

3. 3asaenukom y Oitoyomy cyeHapii 8paxo8ano, wo nayicHmu, sKi Hapasi
OMPUMYIOMb  A2AICU0a3y aibga 6 AKocmi 2yMaHimapHoi oonomoeu, 0y0yms
nepegederi Ha azanicuoasy bema. Bapmo 3aznauumu, wo KUiHiyHI ¢axieyi []Jenmpy
oppannux 3axeoprosanv HICII “OXMAT/UT” 3a3uauaromo, wo JiKY8AHHS
nayienmis 3 xgopooorw Dabpi mae nepcoHanizy8amucs, Ha OCHO8i AHAMHE3) X80PO2o,
KIIHIYHO20 CMaHy U ocobausocmeli nepebicy 3aX60pi06aHHS MdA BiONOBIOHO 00
ocobnusocmell  0kpemozo Jnikapcvkoz2o 3acobdy. Haodaumms meduunoi oonomoeu
nayieumam 3 xeopoooro Dabpi eumaeae iHOUBIOYaniz086an020 NiOXooy 00 6ubopy
mepanii, i 8axcauso, wobd y nikaps 0yna MONCIUBICMb NePeKIoUUmuy nayieHma Ha
[HWul aikapcvKuil 3acio i3 epynu y paszi HenepeHocumMocmi iHuoz2o. Taxkum 4yuHoM,
NUMAHHs NnepesedeHHsl 6CIX NAayieHmié Ha aecaicuoazy bema Ma€ BUPIULYBAMUCH
IHOUBIOYANLHO.

Omoice, 3a 3as861eHO0 KOH@IOeHYIHOWw YIHOW azaicuoaza aibgha € MeHu
BUMPAMHOI0 ONYIEI0 JIIKY8AHHA MA NPU3600UMsb 00 3A0UAO0NCEHb NOPIGHAHO i3
azancudasoro bema 3a ymosu UKOPUCMAHH YIHU HA a2aicuaoasy bema 3 0CmaHHb020
002080pY NPO 3aKYNIGNI0 HA eleKMPOHHIU naam@opmi nyoiunHux 3aKynigens Prozorro.
Oonak 3pobumu 6UCHOBKU NPO NOMEHYIUHY MONCIUBICIMb 3A0UJAONHCEHL Y CUCTEMI
0XOpOHU 300p08's1 8 YKpaini 6y0e MoNMCIUBUM Tuuie 3 YPaxXy8aHHAM HABEOCHUX QUL
¢axmopie, 30Kkpema, KOH@IOeHyiuHOi pakmuyHoi 3aKynigenvHoi YiHu azaicudasu
bema, wo Hapasi 3aKyno8yEMubCs 3a 002080POM KEPOBAHO20 OOCMYNY.

5) nani moa0 KopekTHOCTI iH(popmamii Mpo HasABHICTHL a00 BIACYTHICTH
€KOHOMIYHUX Ta KJIHIYHHUX MepeBar 3aCTOCYBaHHA JIKAapCbKOro 3acody
NMOPiBHAHO 3 IHIIUM JIKAPCbKUM 32c000M 200 iHIIOK MEIUYHOI0 TEXHOJIOTIEI0
(a0o0 ix BIACYTHOCTI), Ha/1aHi 3asIBHUKOM

Jlns BU3HAUEHOI Yy JOCh€ LUIBOBOI MOMYJIALii BUOIp y SKOCTI KoMIapaTopa
JiKapChKOro 3aco0y arajcujaza OeTa € NPUUHATHUM IS TPOBEACHHS aHami3y
MOPIBHSUIBHOT KJIIHIYHOT €(PEKTUBHOCTI, O€3MEeKH, EKOHOMIYHOI TOLUIBHOCTI B yMOBAaxX
peanabHOI KIIHIYHOI IPAKTUKHU B Y KpaiHI.

BucHOBKM 3asBHHKA 111010 PIBHOI €()eKTUBHOCTI 3asIBJIEHOTO J1KapChKOro 3ac00y
Ta KOMIaparopa Jijisi TpUBaJIOl €H3UMHOI Teparii AiTei (Bix 7 poOKiB), MiATITKIB Ta
JOPOCIIMX TAITIEHTIB 000X CTaTel 3 MiATBEPKEHUM J1arHO30M XBopobu Pabpi Ha
OCHOBI JIaHUX CUCTEMAaTUYHOTO oy 3 Metanami3zoM R. El Dib, 2016 € nekopetHumu.
Pe3ynbpTaTi B 1TaHOMY CHCTEMAaTUYHOMY OTJISI1 MPECTaBICHI Ha OCHOBI JIUIIIE OJTHOTO
nocmimkenus (Vedder et al., 2007), y skomy no3yBanns araicuaasu 6era (0,2 Mr/kr)
He BianoBigae BuzHaueHoMy PICO Ta peanbHiii kiniHIYHIN npakTuil (1 Mr/kr), Tomy
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BOHM HE MOXYTb BBa)KaTHCS PEIEBAHTHUMHU JJISl OLHKUA TOPIBHSJIBHOI KIIHIYHOI
e()eKTUBHOCTI Ta OE€3MEeKH 3asBJICHOTO JIKApChKOro 3aco0y Ta KomIaparopa s
IIJILOBOI MONyJsIIii B YKpaiui. JlaHi 3 ory0IiKoBaHUX €BPOMEHCHKUX CUCTEMAaTHYHUX
ornsaiB gitepatypu (Germain et al., 2019 (vonosiku); Germain et al., 2019 (xiHkn);
Spada et al.,, 2019 (mith)), MmO HamaHi 3asBHUKOM JOJIATKOBO, MiATBEPHKYIOThH
edextuBHIcT, O3T B 117I0MY, aJie HE IEMOHCTPYIOTh IepeBaru BUKOPUCTAHHS OJTHOTO
JKapChKOT0 3ac00Y MOPIBHSIHO 3 1HIIIKM.

lono mopiBHANBHOTO Tpodini0 Oe3MmeKkH, 3a pe3yidbTaTaMU aHali3y OKpEeMHUX
nyOmikariit (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) MoXHa TIPUITYCTUTH, IO
AMOBIpHO 00H/1Ba JTIKapChKi 3aCO0M MOXYTh MaTH CIIBCTaBHUU Mpodiib Oe3neku mpu
J1KyBaHHI XBOpoOu Daodpi.

Pe3ynpTaTi mpoBEIEHOrO 3assBHUKOM aHali3y MiHIMI3allii BUTpAT CBIAYATH PO
T€, IO 3a 3asBJICHOI0 IIHOBOI MPOIMO3UIIIEI0, BIAMOBIIHO 10 MOJENII 3asBHUKA
arancujasa anbga € MEHII BUTPATHOIO OIIIIEI0 JIIKYBaHHS, HDXK arajcujaa3a Oera ais
NarieHTiB 13 XBopoOoro Pabdpi. Takuil pe3ynbTaT € KOPEKTHUM BUKJIIOYHO 32 YMOBU
BUKOPUCTAaHHS I[IHM Ha arajcujaszy Oera 13 OCTaHHBOTO JIOCTYITHOTO TEHAEpPY B
CJICKTPOHHIM cUCTeMI IyOIIuyHUX 3aKymiBesb 3a 2021 pik. [IpoTe ockiabKu JTiKapChKU
3aci0 arancuiasza 6eTa BXOAUTH JI0 IEPEITiKy JIKapChbKUX 3ac00iB, M0 3aKYITOBYIOTHCS
3a JJOTOBOpPaMH KEPOBAHOTO JIOCTYITy, I[iHA JIKAPCHKOTO 3aco0y MOPIBHSIHHSI MOXKE
BIIPI3HATUCH BiJ I[IHU, BUKOPUCTAHOI 3asIBHUKOM [IJIi MPOBEICHHS PO3PaXyHKIB.
TakuM 4YMHOM, BUCHOBOK MO0 €(EeKTUBHOCTI BUTPAT 3aKYMiBJl arajcuja3u aibda
MOXHa 3pOOUTH JIMIIE 3 YpaxyBaHHSIM pealbHOi 3aKYIIBEJNbHOI LIIHU J1KapChKOIrO
3aco0y arajicujaasa 6eta, 1o € KOH(1IEHIIIHOTO.

Po3paxyHok moTpebM Jii CHUCTEMH OXOpPOHH 3/I0pOB'Ss B 3asSBICHOMY
JiKapCchKOMY 3ac001 Oys0 3/11MICHEHO Ha OCHOBI (DAKTUYHUX JAHUX MO0 MOTOYHOI
KUIBKOCT1 TaIli€HTIB, skl oTpuMytoTh ®3T mpu xBopoOi Dabpi, siki Oyiau HamaHi
3assBHUKY KiHIYHUME ¢axiBisiMu HIACIT "OXMATAUT" cranom Ha 2024 pik, Takox
OyJ10 BpaxoBaHO MPOTHO30BAHMM IOPIYHUN MTPUPICT MAIIEHTIB 13 UM J1aTHO30M, 1110
€ KOPEKTHUM.

3a pe3ynpTaTaMuy aHaji3y BIUIMBY Ha OIOJKET OyJI0 BCTAHOBJICHO, IO 3aKYIIIBIIS
arajcuiasu anb(da MoXKe TMPHU3BOIAUTH 10 3a0IIa/KCHb MOPIBHAHO 13 arajicuaa3oro
OeTa, 1110 € KOPEKTHUM 32 YMOBH BUKOPUCTAHHS KOH(DIICHIIMHOI I[IHN Ha 3asBJICHUN
JiKapChKHi 3aci0 Ta IIHU Ha arajicuiazy 0eTa 3 OCTaHHBOTO JIOTOBOPY PO 3aKYI1BIIIO
Ha €JEKTPOHHIM T1uargopMi myOMiyHUX 3akymiBedab Prozorro. OnHak 3poOutu
BHUCHOBKH PO MOTEHIIIITHY MOKJIMBICTh 3a01a/I)KEHb Y CUCTEMI OXOPOHU 3/10POB'S B
VYkpaini MOKHa JIUIIIE 3 ypaxyBaHHIM KOH(1ICHIIIHOT PaKTUUHOI 3aKyITiBEJIbHOI [IIHU
arajcuaasm Oera, 1o Hapasi 3aKyMOBYETHCS 3a JOTOBOPOM KEPOBAHOTO JOCTYIY, a
TaKOXX 3 ypaxyBaHHSIM TOro, 1o craHoM Ha 2025 pik KUJIbKICTh MAIl€HTIB, SK1
notpedyoTh O@3T, MOTEHIIHHO € OUTBIIOKO.

4. PexoMeHaamii o0 BKJIW4YeHHS (BUKJIKYEHHS) JIKAPCbKOro 3aco0y /10
(3) HanioHaJIbHOTO mepesiKy OCHOBHHX JiKapChbKHX 32c00iB Ta (200) nmepeJikis,
10 32aKYNOBYHThCS 32 KOIUTH AEP:KABHOIO OIOIKETY AJIsi BUKOHAHHS NPOrpam
Ta 3JiCHEHH WLEHTPAJI30BAHMX 3aX0iB 3 OXOPOHHM 3A0pPoB’da, Ta (a0o)
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peKoMeHIanil 1010 3aCTOCYBAHHA /IS Lijleid OXOPOHHM 310POB’Hl JiKapChKOIo
3aco0y, onJjiata, 3aKymiBJisi a00 BiIIIKOAYBAHHS BAPTOCTI IKOI0 31IliCHIOETHCS 3
METOI0 BUKOHAHHSI PEerioHAJILHUX HJILOBUX MPOrpamM 3 OXOPOHHU 310POB’s, 110
NMOBHICTIO YM YACTKOBO (PiHAHCYIOTHCA 32 PAXYHOK KOIITIiB MiCIIeBUX OKOIKETIB,
Ta (a00) pexkomMeHalil MOA0 YKJAAEHHA a00 NMPOJAOBKEHHs il (MPOJIOHTaIlii)
JOrOBOPiB KEPOBAHOI0 JA0CcTYyNy Ta (a00) iHIII pexoMeHaalii y pa3i HeoOXiHOCTI
YXBAJICHHSI pPillleHb B CHCTEMi 0XOPOHH 310POB’ s

Biamosimao no mm.2 m.6 [lopsinky mpoBeAeHHS AEpKABHOI OIIHKA MEIUIHUX
TEXHOJIOT1H, 3aTBepKeHoro moctaHoBoro KMV Bix 23.12.2020 Nel300 31 3minamu,
Oy7n0 371HCHEHO JEep)KaBHY OIIHKY MEIMYHOI TEXHOJIOTIl ISl JIIKAPCHKOTO 3aco0y
arancunaasa anbda (ctanoM Ha 27.11.2025 B JlepxaBHOMY peeCTpi TIKApChKUX 3aC001B
€ y BUrJ1 Jiikapcebkoro 3aco0y PEITJIAT' AJI — koHLIeHTpaT 1151 pO34UMHY JUIs 1H(DY31i,
1 mr/mi, PIT UA/15890/01/01 tepMmin aii HeoOmexeHnuii 3 23.05.2023) qyis TpuBaioi
€H3MMHOI 3aMICHOI Teparlii Mali€eHTIB 13 MATBEPHKEHUM A1arHO30M XBopoou Padpi
(mediuT o-rajakTo3uaa3u) MO0 MOKIMBOCTI BKIIOYEHHS IIPEmapaTy /10 3aKyIliBellb
Yyepe3 3acTOCYBaHHS IMPOLEIYypU JTOTOBOPIB KEPOBAHOTO JOCTYMY BIAMOBIIHO A0
nosnoxkenb [loctanoBu KMV Bim 27.01.2021 p. Ne 61.

Bignosinno no mn. 22 Ilopsaky mnpoBeneHHS ACp>KABHOI OIIHKA METUYHHUX
TEXHOJIOT1H, 3aTBepKeHoro nmoctanoBoro KMV Bix 23.12.2020 Ne 1300, BUCHOBOK
YIOBHOBaXEHOT'O OpraHy Ma€ peKOMEHAALIMHUN XapaKTep.

3a pe3yapTaTaMu PO3IJIALY MPOEKTY BUCHOBKY YIOBHOB2)XEHOTO OpraHy 3
OLIIHKM MEIMYHUX TEXHOJIOT1H, OI[IHKU (aHaII13y) pe3yJbTaTIB MOPIBHSIbHOT KITHIYHOI
e(EeKTHUBHOCTI, O€3MEKN Ta EKOHOMIYHOI JOIIBbHOCTI arajicujia3u aibga A TpUBaiIoi
€H3MMHOI 3aMICHOI Teparlii Mali€HTIB 13 MATBEPHKEHUM A1arHO30M XBopobu Padpi
(mediuut o-ranakTo3uaasn), EKCIepTHUM KOMITETOM 3 OI[IHKH MEIUYHUX TEXHOJIOT1H
JepxaBHoro mignpueMcTna “Jlep:kaBHHUI eKcriepTHUN LEeHTp MiHICTepCTBa OXOPOHH
3nopoB’s” (nam — ExcriepTHuit komiTeT) Oyiio 3a3Ha4€HO HACTYITHE.

Pezynomamu nopieuanvhoi kniniynoi e¢hexkmusrnocmi (pe3yromamusHocmi)

BiamosinHo o iHbopmarlii B J0ChE IMIOAO 3asBIEHOTO JIKAPCHKOTO 3aco0y
BUBYAJIUCH:

[Monynsmist (P, population) — mopocni ta nitu (Bifg 7 poKiB) 3 MiATBEPKEHUM
niarHo30M xBopoou Pabpi (nedinut anbha-raraKkTo3uaasn);

Brpyuanns (I, intervention) — arancuaasza anbda, KOHIEHTPAT JJII PO3UUHY JUIS
1H(y31i (0,2 MI/KT TIOTHXKHS 200 pa3 Ha TUKICHB),

Kommnapatop (C, comparator) — arajicujiaza 6eta, MOpOIIOK JJisi MPUTrOTyBaHHS
KOHLIEHTpaTy (5 Mr/mi1) ass po3uuHy [uist iHQy31i (1 MI/Kr KOXKH1 2 THXKHI1);

Kinnesi Touku (O, outcomes) — HEBPOJIOTTUHUM O1JTb, CEPIIEBO-CYAMHHI PO3JIaH,
HUPKOBA HEJOCTATHICTh, piBEHb I1o0oTpiao3uiiepaminy (Gb3), nepedbpoBackyisipHi
NoJAii, MIKIPHI TMPOSIBU, SKICTb JKHUTTS; POKH IKUTTSA, CKOPUIOBaHI 3a SKICTIO;
CMEPTHICTh, Oe31eKa, moOIuHI peaKitii.

3a JaHUMU TONTYKOBOI CTpaTerii, MpOBeIeHO1 3aIBHUKOM, SIK OCHOBHE JKEPEIIO
JUIS TIPEJCTABICHHS pEe3yNbTaTiB IIOAO TMOPIBHSUIBHOI KIIHIYHOI €(EeKTUBHOCTI
3asBJIEHOTO JIIKApPCHhKOro 3aco0y Ta Kommaparopa Oylio BigiOpaHO CHCTEMaTUYHHN
orysin 3 Mmetaananizom R. El Dib, 2016, sixkuit BKIr04aB paHA0Mi30BaHl KOHTPOJIbOBaH1
JTIOCJITIKEHHS.
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Takox 3asBHHKOM JIOJaTKOBO HAJaHWN aHami3 myOiikamid, siki po3poOieHi
€BPOIEHUCHKOIO0 TPYIMOI EKCHEePTIB, 0 Majld Ha METI MPOBECTHU BCEOXOIUIIOIOUUN
CUCTEMATUYHUI OIJIAJl JIITepaTypu BCiX opuriHanbHUX ctateit npo ®3T y mikyBaHHI
xBopoou PDadpi, omyOnikoBaHux a0 ciuds 2017 poky Ta NOpeACTaBUTH aHaml3
pe3yJIbTaTIB JIIKYBaHHS OKPEMO JIJIsI JOPOCIUX IMAIIEHTIB YOJIOBIUOiI CTATI, OKPEMO JIJIst
JKIHOYOT CTaTl Ta OKpeMo JyIs J1iTer, a came, Germain et al., 2019 (vomnoBiku), Germain
et al., 2019 (xinkm), Spada et al., 2019 (xitn).

O11iHKa MPOBEACHUX CUCTEMATHMYHUX OTJISIIIB JITEpATypH LIOJ0 3aCTOCYBAHHS
@®3T y gonosikiB Germain et al., 2019, y aite#t Spada et al., 2019, xinox Germain et
al., 2019 He BuSBUIIM MEepeBar 3aCTOCYBaHHS arajicujasu anb(a yu O6era y maIi€eHTiB 3
xBopoOoto Padpi.

BpaxoByroun onucaHi BUILE pe3yJIbTaTH CUCTEMATUYHOTO orjisiay (mmyosikairis R.
El Dib et al., 2016), a Tako 10JaTKOBO CUCTEMAaTUYHUX OTJISAAIB JiTepaTypu (Germain
et al., 2019, Spada et al., 2019, Germain et al., 2019), 3asBHUK poOUTH BUCHOBOK ITIPO
PIBHY €(EKTUBHICTh 3aCTOCYBAaHHSI arajicujia3u ajb(a Ta arajicuia3u 0eTa y rnaiieHTiB
PI3HUX BIKOBUX I'PYII Ta Pi3HOI cTaTi 3 XBopoOoro dadpi.

3riJIHO 3 JTAHUMU CUCTEMATUYHOTO OTJISIY 3 METAaaHaT130M KOTOPTHHUX KITHIYHUX
nociimxens R. El Dib et al., 2017, ynoBHOBa>keHUM OpraHoM OyJi0 BCTAHOBJIEHO Taki
KJIIOYOB1 pe3yNbTaTu:

- CMEpTHICTh Bij ycix npuuuH ckiaita 9% (95% CI 0,03 - 0,16) narieHTiB, 110
oTpuMmyBanu arancunazy anbda ta y 4,4% (95% CI 0,002 - 0,201) mariieHTiB, 110
OTpUMYBaJIM arajicuiady oera; 95% noBipul iIHTEepBaJIv MOKa3HUKIB EPETUHATIUCS, L0
MO>K€ CBIAYMTHU PO BIACYTHICTh CTATUCTUYHO 3HAUYIIO1 PI3HUII MIXK TpyHamMu;

- YaCTOTa HUPKOBUX YCKJIAHEHb y TALIIEHTIB, 110 OTPUMYBAJIU arajicujia3y aibga
— 15,3% (95% CI 0,048 - 0,303), araincuna3y 6era — 6% (95% CI 0,04 - 0,07); 95%
JIOBIpYl 1HTEPBAJIA MOKA3HUKIB MEPETUHAIMCS, 10 MOXKE CBITYUTH MPO BIACYTHICTH
CTATUCTUYHO 3HAYYINOI BIJIMIHHOCTI MIXK TpyHaMu;

- 4aCTOTa CEepIIeBO-CYyIMHHUX MOPYIICHb Y MAaIlI€HTIB TPYIH arajicuaasu anbga —
28% (95% CI1 0,07-0,55) Ta arancunasu 6eta — 7% (95% CI1 0,05 - 0,08); 95% noBipui
IHTEpBaJIM T[OKA3HUKIB TMEPETUHATUCS, 110 MOXE CBITYUTH TMPO BIACYTHICTH
CTATUCTUYHO 3HAYYIOI BIJIMIHHOCTI MIXK TPyIIaMu;

- 4acToTa IEepeOpOBACKYISIPHUX YCKIATHEHb Yy TMAIll€HTIB, M0 OTPUMYBAIA
arancuaasy ainbda cranomia 11,1% (95% CI 0,058-0,179), arancunasy 6eta — 3,5%
(95% CI1 0,024-0,046). 95% noBipui iHTEpBaJIX HE MEPETUHAIUCS, 1110 MOXKE CBITUUTH
Ipo TepeBard arajicujasu OeTa II0J0 3HWKCHHS PU3HKY I[epeOpOBaCKyIIPHUX
NOPYIIeHb, MOPIBHSAHO 3 arajcuaa3or anbda. OaHaK nNpu 1HTEpHIpeTanli 3a3Ha4eHUX
pe3yibTaTiB BapTO BpPAaxOBYBaTH, IO KIJIbKICTh MAIlEHTIB, 0 OTPUMYBAJIH
arajicuia3zy Oera Oyna 3HayHO OutbInor (1062 maiieHTH) MOPIBHSHO 3 KIJIBKICTIO
NaIl€HTIB, 1110 OTPUMYBAJIM arajicuaasy ainbda (461 maiieHr), o BILIMHYJIO HA PO3MIp
JOBIPYMX THTEpBaATIB. TaKoX CIi/1 3BaXKaTH HA BUCOKHUH CTYIIHb reTeporeHHocTi (12 =
70,5%) B ycix aHami3ax JyIs arajacuasu ainbda, mo Moxe OyTH MOB'sI3aHO 13 TU3aitHOM
JOCTiIKeHb (KOropTHi) a00o 0a30BUMHU XapaKTEPUCTHKAMHU MAlli€HTIB

besneunicmo

3a pesynbraramMu Bepu]iKaliHHOTO aHami3y NpoduIro Oe3MeKu, MPOBEIECHOTO
YIIOBHOBaXEHUM OPTaHOM Ha OCHOBI JJaHUX 3 OKpeMuXx myodikaiii (Golan et al., 2015;
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Hwang et al., 2022, Banikazemi et al., 2007, Germain et al., 2007; Schiffmann et
al.,2014 1 Wraith et al., 2008), MokHa NPUITYCTUTH, IO UMOBIPHO OOMIBA JKAPCHKI
3aco0U JIEMOHCTPYIOTh MOPIBHAHUN PO 1b OE3MEKH MPH JTiKyBaHH1 XBOopoou dDaodpi.

Egexmusnicmo sumpam na 3as61eHutl 1ikapcoKuil 3acio i ananiz 6nauey makux
suUmMpam Ha NOKA3HUKU O100dcenty 8i0N0BGIOHO 00 PEKOMEHO0BAHOI WKAIU ePAHUUHUX
3HaueHb IHKPEMEeHMAIbHO20 NOKA3HUKA e(heKMUBHOCHT UMpam ma WKau ix 6Naugy
Ha Oepacashull 6100xcem

EdexTuBHICTh BUTpaT arajicujazu aib(a MOpIBHSIHO 13 araicujazoro Oera B
Ioche Oyna OIliHEHa 13 3aCTOCYyBaHHSM METOAY MiHIMizalii BuUTpaT (cost
minimization). BuGip meTomy miHiMi3aIlli BUTpAT 3assBHUK OOTPYHTYBaB TUM, IO 3a
pe3yiapTaTaMi MPOBEACHOTO MOPIBHIIBHOTO KIIHIYHOTO aHaii3y, a TaKoX aHali3y
Oe3neku, He Oyno BHUSBIECHO CTATUCTUYHO 3HAUYIIOl PI3HHUIN 32 BHU3HAUYCHUMHU
KJIIHIYHAMHA TOKa3HUKaMH, SIK1 OLIHIOITH Mpu XBOpoO1 PDabpi. OCKUIbKU MpsMi
MEJUYHI BUTPATH, IOB’s3aH]1 13 3aCTOCYBAHHM arajicujasu ainb(a 1 arajacuaasu oera,
KOPEJIOITh 13 MAacol TUIAa TMAaIli€HTa, sKa 3aJICKHTh BiJ BIKY, JJISI ONTHMI3AIii
pPO3paxyHKIB 3asBHUKOM OYJIO 3rpyIlOBaHO MAIl€HTIB Y 3 BIKOBI Kareropii (IuTsya,
M1JUTITKOBA 1 I0pPOCTia), B MEKax sIKUX OyJiM po3paxoBaHi cepeiHl 3HaUCHHS BUTPAT Ha
OJIHOPIYHMIA KYpC JIIKyBaHHS.

3a po3paxyHKaMHu 3assBHUKA METOJIOM MiHIMI3aIlil BUTPAT CEpeIHI BUTPATH Ha PiK
3aCTOCYBaHHS arajicujia3u ajibga Jjis OJTHOTO TallieHTa BIKOM J10 Bif 7 10 11 pokiB €
na [l rps soxanvm nopisrano i3 nikysannaM arancunasoro Gera, 1 oxgHOrO
namieHTa BikoM BiJ 12 10 17 pokiB — HUKYMMU Ha _ TPH, a U1 JOPOCIOTO
namienra Bikom Big 18 pokis — ua || rpr swoxanvn mix Butparn ma
arancugazy Oera. BiamoBigHO 10 (QapMakOEKOHOMIYHOI MOJENl 3asBHUKA, 3a
3asBJICHOIO I[IHOBOIO TMPOTO3UIIIE€I0 arajicuaa3a ajib(a € MEHII BUTPATHOIO OMIIIEI0
JIKyBaHHS HDK arajicujaza 0eta Jjisl maifieHTiB 13 xBopooor Pabdpi. [Ipore 3podbutu
BHUCHOBOK 11070 €(EeKTUBHOCTI BUTPAT 3aKyMIBJi arajicujiazu ajib(a MOKHA JUIIE 3
ypaxyBaHHSM peajibHO1 3aKyMiBEIbHOI I[IHU JIIKApChKOTO 3ac00y arajcuaasa 0era, 3a
SKOFO JIIKapChKUM 3aci0 MOPIBHSHHS Hapa3l 3aKyMOBYEThCA B YKpaiHi 32 MEXaHI3MOM
JIOTOBOPY KEPOBAHOTO JOCTYIY, Ta sika € KOH(1ACHITIITHOIO.

Jlnst Bu3HaYeHHsT €()eKTUBHOCTI BUTPAT Ta BIUIMBY TaKWX BUTPAT HA MOKA3HUKH
OIO/DKETy CIIiJl BpaXxyBaTd HAsBHICTh B YKpaiHi MIICTHOX MAIIE€HTIB, IO JIIKYIOTHCS
mpenaparoM arajcuaasa ajibha OTPUMAHOTO Ha TyMaHITapHUX 3acajax Ta Te, 10
3asBHUKOM OYJI0 BCTAHOBJICHO, 110 KUIBKICTh MAIlIEHTIB 13 XBopoOor dabpi, 110
noTpeOyBaTUMYTh TPUBAJIOI €H3UMHOI 3aMICHOT Tepanii, Oyie cTaHOBUTH BiJ 16 ocid
y 2025 porti 10 17 oci6 y 2029 pori.

TakuM 4MHOM, y aHali31 BIUIMBY Ha OIOJDKET Mepen0adaeThCs, M0 Y HOBOMY
crueHapii 1 6 Mali€enTiB, AKi OTPUMYIOTh allajcuaasy aidbga B SIKOCTI T'yMaHITapHOI
JIOTIOMOTH, 1110 HAJIA€ThCS KOMIMaHI€0-3asiBHUKOM y 2025 poili, BUHUKHE TTOTpeda B
3aKyMiBJIl arajcuaasu ainb(da 3a KOImTU JaepxkaBHOTO Owmkery y 2026-2030 pokax.
Takox mnepemndayaeThCcs, IO HOBI JIIarHOCTOBAaHI TAIlEHTH OYIyTh OTPUMYBATHU
arajcuaasy anb(a, OCKUTbKM BOHA € OLIBII €KOHOMIYHO JIOIJIBHOIO, 32 PO3paxyHKaMu
3asBHHKA.

TakuM 4YMHOM, BIAMOBIAHO 10 PEKOMEHAOBAHOI IIKAIM OI[IHKMA BIUIMBY Ha
OIO/KET IIOA0 BUTpAT Ha 3asBJICHUH JIKapChKuil 3aci0 B YKpaiHi, moKa3aHo, 110 MpU
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nepexo/ii MaIlleHTIB, 0 Hapa3l OTPUMYIOTh arajicuaasy anbda y sIkocTi T'yMaHITapHOI
JIOTIOMOTH, a TaKOX HOBOBHUSBICHMX TAI[lEHTIB Ha arajcuaasy aibda, Mo
3aKyMOBYBATUMETHCS 3a KOIITH JEp>KaBHOT0 OI0/KETY (“HOBHI clieHapiii”), BIUIMB Ha
Oro/KeT arajcuaasu ainbda Oyme y BC1 POKHU aHaJI3y.

Axicmob 0okazosux oanux

Or1iHKa METOJIOJIOTIYHOI sIKocTI cucteMatuuHoro orisiay R. El Dib, 2016
3asBHUKOM Oyia mpoBeneHa 3a iHcTpyMeHToM AMSTAR (A Measurement Tool to
Assess Systematic Reviews). 3a pe3yipTaTamMu MPOBEACHOI OIIHKY, IyOJTiKarlis Oyia
KiacudikoBaHa K BUCOKOT SIKOCTI.

YTIOBHOBaXEHUM OPTaHOM OyJI0 TPOBENCHO OIlIHKY METOJOJIOTIYHOI SKOCTI
nyOmikamii R. El Dib et al.,, 2017 3a inctpymentom AMSTAR Tta BcTaHoBIEHO
NPUIAHATHY METOJOJIOTIUHY SIKICTb.

Opeanizayiuni kpumepii

Y Jocke mpencTaBieHl HACTYNMHI MDKHAPOJHI KIIHIYHI peKOMEHJalli Ta
HACTaHOBH, [0 PEIJIAMEHTYIOTh Cy4YaCHUM MiAXIJ IO BEJEHHS Malll€HTIB 3 XBOPOOOIO
dabpi.

1. PexoMeHnparii ciyx0u 0XOpoHU 370poB's Ipianmii ans jikyBaHHS XBOpoOU
®abpi, 2024 (HSE Guidelines for the Treatment of Fabry Disease).

2. Pexomenpariii Jlenapramenty oxoponu 310poB'ss ABctpadnii [Iporpama “Jliku,
0 PATYIOTH XUTTS® — XBopoOa Dabpi — Pexomenpamii [lemapramMeHTy OXOpPOHH
3nopoB's ABctpanii, 2024 poky (Life Saving Drugs Program — Fabry disease —
Guidelines).

3. HamionaneHuii ¢ong 60opotsdu 3 xBopoboro ®adpi, 2023 (National Fabry
Disease Foundation, NFDF).

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

5. HacranoBa 3 mikyBanus xBopoobu ®adpi B Kanazi, 2017 (Canadian Fabry
Disease Treatment Guidelines, 2017).

6. Pexomenmamii moAo JiarHOCTUKU Ta JiKyBaHHS XBopoou Dadpi y
nelaTpUYHUX — MAali€eHTiB: JoKyMeHT KowmiteTy 3 pIOKICHUX 3aXBOPIOBaHb
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. IIpoTOoKOI J1arHOCTUKH, OLIIHKH Ta JIIKyBaHHS XBopoOu Padpi B Higepnanaax,
2021 (Protocol of diagnosis, evaluation and treatment of Fabry disease in the
Netherlands).

8. XBopoOa ®abpi. HamioHanbHMII TPOTOKON [A1arHOCTUKU Ta JIIKYBaHHS
HamionasibHOTO Oprany 3 nutanb oxopoHu 370poB's @paniii, 2021 poky (Protocole
National de Diagnostic et de Soins (PNDS) Maladie de Fabry).

9. KoHceHcycHI pekOMeHAalii MO0 IarHOCTUKH, BEIEHHS Ta JIKyBaHHS
xBopobu ®abpi y niteit, 2019 poky (Consensus recommendations for diagnosis,
management and treatment of Fabry disease in paediatric patients).

Enioemionociuni nokazHuku wooo OKpemo2o 3ax80pH8aHHs: NOUUPEHOCHI,
3axX680p6aHOCMI ma cmepmuocmi 8 Ykpaini
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3rigHo 3 orpuManumu 3asBHUKOM nanumu Big HICJI “OXMATIUT”, B Ykpaini
ctaHoM Ha 2024 pik aiarHocToBaHo 34 ocobu 3 xBopoOoro Dadpi. 3 HUX 7 TAMYACOBO
BUIXaJau 3a MexXi Kpainu, | mamieHT mepeOyBae Ha okymnoBadiil Tepurtopii. O3T
orpumye 16 marienTiB, 3 HuX 10 mamieHTIB — arajcujaasy Oera 1 6 Talli€HTIB —
arancujiasy ajibda.

Cepen Tux, XTO OTPUMYE Teparlito, juiie 1 mamieHt BikoM 10 18 pokiB, BCl 1HII
— crapuie 18 pokiB. Tooto 47,1% Big ycix xBopux (n=16), KoMy JiarHOCTOBaHa
xBopoOa ®abpi B Ykpaini, oTpumytoTs O3T.

3rigHo 3 naHuMu BeO-pecypcy Medscape, opi€eHTOBHA MOIMIMPEHICTH XBOPOOH
®abpi cranoButh 1 Bunagok Ha 40 000 ocib 17. BpaxoByioun 3arajibHy YHCEIbHICTh
HaceJIeHHS YKpaiHu, sKa 3a OCTAaHHIMH JTOCTYMHUMH JanuMu (ctanoM Ha 01.01.2022)
craHoBmwia 41 167 335 oci0, 3a migpaxyHKamMH 3asiBHUKA TEOPETUYHA KUIBKICTH
namlieHTiB 3 XxBopoboro Pabpi Mana 6 craHoBuTH npudbmu3Ho 1029 ocid. Ilpote, sk
3a3Haya€ 3adBHUK, HE3BAKAIOUM HA TMOTEHIINHY KUIbKICTh XBOpHUX, (HaKTHUHA
KUTBKICTh JIIarHOCTOBAHMX BUITQJIKIB B YKpaiHi, craHoM Ha 2024 pik, ckiaaae jgurie 34
0co0u.

TakuMm YMHOM, YacTKa MAIlEHTIB, y SKUX XBopoOy ®abpi Oyno QaxTtuyHO
JIIarHOCTOBAHO, CTAHOBUTH JuIIe 3,3% BiJ 3arajabHOT OIIHOYHOI KIJIBKOCTI.

3 ypaxyBaHHSM I[bOTO TOKa3HHWKA, OYIKyBaHA IIOPIYHA KUIBKICTh HOBHX
J1arHOCTOBaHUX BHUMaAKIB XBopoOu dabpi 3a po3paxyHKamu 3asBHHUKAa CTAHOBHTD
mumie 0,6 nanienTa. BUKOpUCTOBYIOUM PO3paxOBaHUN MIOPIYHHUM MPUPICT MALIEHTIB,
SKUM J1arHOCTYEThCsT XBopoOa Padpi (0,6), a TakoK OCTaHHI akTyalbHI JaH1 11010
KiUibKOCTI marnieHtiB, oTpumani Bix HJICI “OXMATIUT”, 3asBHuKOM OyB
no0y/I0BaHUI MPOTHO3 YMCEIBLHOCTI MAIIEHTIB HA HACTYMHI 5 POKIB. 3a pe3yiabTaTaMU
MIPOBEJICHOTO aHaji3y Ta MOOYJOBAHOTO MPOTHO3Y BIPOJOBXK S5-pIYHOTO TOPH3OHTY,
3asIBHUKOM OYJI0 BUBHAYEHO, 10 MOTEHIIIITHA KIJIbKICTh MAIIEHTIB 13 XBOopoOoro daodpi,
SKAM OyJe BCTAaHOBJICHO JiarHo3, craHoButuMe 35 mamieHTiB y 2025 pomi, 35
naiieHTiB y 2026 porri, 36 narmientiB y 2027 porii, 36 namientiB y 2028 pori ta 37
naiieHTiB y 2029 pori. [lpu oMy KiTbKICTh NAIIE€HTIB, K1 moTpeOyBatuMyTh O3T,
CTaHOBUTHME HIOPOKY Binl 16 10 17 oci6. IIpore 3asBHUK HAroJourye, M0 peaabHa
KUIBKICTh TAIlEHTIB 13 XBopoOoto Pabpi Moke OyTH OUIBIIO 4Yepe3 CKIIATHICTh
J1arHOCTUKH Ta MOoIiMOp(]i3M KITIiHIYHUX o3HAK (Oym3bko 1029 marfieHTiB).

Coyianvui, emuyni, opeanizayiiini ma iHuwi acnexmu

XBopoOa ®adpi Bkmovena a0 Ilepeniky piakicHux (opdaHHHMX) 3aXBOPIOBaHb,
110 TIPU3BOJISITH 10 CKOPOUYEHHS TPUBAJIOCTI KUTTSI XBOPHUX a00 1X 1HBATIAN3AIIIT Ta JJIsI
SKUX ICHYIOTh BU3HAH1 METOIU JIIKYBaHHsI, 3aTBEepKeHoro HakazoM MO3 Ykpainu Bij
27.10.2014 Ne 7782, 3apeectpoBanoro B MinictepcTsi toctuiii Ykpainu 13.11.2014
3a Ne 1439/26216.

[Ipore xBopoba dabpi He BkItoueHa A0 [IpiopuTeTHHX HANpPsIMIB PO3BUTKY
chepu oxoponHu 3710poB’s Ha 2023-2025 pokw, 3aTBepKeHnX HakazoM MO3 Ykpainu
Bim 07.10.2022 No 18323 «IIpo 3aTBepKEHHS MPIOPUTETHUX HAMPSIMIB PO3BUTKY
cdhepu oxopoHu 310poB’st Ha 2023-2025 pokmy.

3a pesynbraraMu 3acinaHHs EKcrepTHOro KOMITETYy 3 OLIHKH MEAMYHUX
TexHonoriii  Jlep>kaBHoro miampuemcTBa  “‘/lep)kaBHUN  €KCIIEPTHHMA  LIEHTP
MinicTepcTBa OXOpOHU 3710pOB'st YKpainu”, mo Bigoynock 20.11.2025, Oyno HagaHo
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HACTYITHI peKOMEHAIII].

BpaxoByroun pekoMeHaallli akTyaJdbHUX KJIIHIYHUX HACTAHOB 1 MPOTOKOJIB,
aHaji3 pe3yJbTaTiB OIIHKHM KIIHIYHOT €(EeKTUBHOCTI Ta OE3MEYHOCTI, JMOIIbHICTh
HasSBHOCTI B apcCeHall JKaps aJbTePHATHBHOIO JIIKAPCHKOTO 3aco0y, BHUIILY
010CYMICHICTh 32 PaxXyHOK BUKOPHCTaHHS JIOJICBKOI KJIITHHHOI JIHII, WMOBIPHICTb
OromKkeTHUX 3aomiamkenb, npenapaT PEIIJIATAJI (mixkHapoaHa HemaTEHTOBaHA
Ha3Ba — agalsidase alfa) mus TpuBanoi eH3MMHOI 3aMiCHOI Teparii MaIll€HTIB 13
OiATBEp/UKEHUM  J1arHO30M  XBopoOu  @abpi  (medinut  o-TamakTo3uaasu)
PEKOMEHIOBAaHUH 711 BKIIOYEHHS /10 TEPEeNiKiB 3aKyMiBelb JIKapChKUX 3ac00iB, 0
SKUX 3aCTOCOBYIOTHCSI MIPOIEAYPH JOTOBOPIB KEPOBAHOTO TOCTYITY.

5. Indgopmanist 00 CTPOKY il BUCHOBKY YIIOBHOBAKEHOI'0 OPraHy

Bianosinno g0 n. 21 IlopsKy BHCHOBOK YIOBHOBa)X€HOTO OpraHy CTOCOBHO
BIJNIOBIIHOT MEIWYHOI TEXHOJIOT1] BBA)XKA€ThCS YMHHUM JO MOMEHTY IPOBEIEHHS
HOBOI JIEp’KaBHOI OLIHKA MEINYHOI TEXHOJIOTI].
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