IHPOEKT

BuchoBok
YIIOBHOBAKEHOI'0 OPTraHy 3 IePKaBHOI OLiIHKHA MeAUYHHUX TEXHOJIOTIi:
eMinu3ymao

epacasna oyinka mMeOuuHUX MEXHONO02I NPO8edeHa YNOBHOBANCEHUM OP2AHOM 3
0epIHCABHOT OYIHKU MEeOUYHUX MeXHON02IU 8I0N08I0HO 00 eumoe llopsoKy nposederHs
0epAHCABHOI OYIHKU MeOUYHUX MEeXHOIO02il, 3ameepoxceno2o nocmanogoio Kabinemy
Miunicmpie Ykpainu 6io 23.12.2020 Nel300 ma cxnadoaemovcs 3 pe3yibmamis auaiizy
NOPIGHANILHOI eheKmUueHOCMI (pe3yIbmamueHocmi), be3nexku, eqrexmusHoCmi eumpam
ma pe3ylbmamie amanizy nauey Ha 0100xcem JIKAPCbKo20 3aco0y HA OCHOBI OAHUX
3as6HUKA. BUCHOBOK YNo6HOBAMCEH020 Op2any 3 OepIHCABHOI OYIHKU MeOUYHUX
MexHoNo2iu Mae pekomenoayiunui xapakmep. Haoani 0ani y 6UCHOBKY € akmyanbHi
CMAaHoOM Ha 0amy 1020 Ni020MOBKU.

1. Indopmanis mnpo aary MNPOBEACHHHA [IePKABHOI OWIHKM MeJIUYHHUX
TEXHOJIOTil 3asiBJIEHOT0 JikapcbKoro 3aco0y: 12.12.2025.

2. Indgopmanis npo 3asiBJIeHNH JiKapcbKUH 3aci0:

1) naiimenyBaHHsi (mpi3BuIne, iM’fl, N0 OaTbKOBi) 3asiBHMKAa Ta Ha3Ba
BHPOOHMKA JIIKAPCHKOIO0 32¢00Y:

Cranom Ha 12.12.2025 3a nanumu Jlep»KaBHOTO peecTpy TKapChbKHX 3ac00iB?:

I'EMJIIBPA®, po3unn s 16’ ek mo 30 mr/1 mut; mo 1 mut (30 mr); o 0,4 mut (12
MT) y ¢utakoHi, o 1 ¢iakoHy B KapTOHHINA KOpoOIIi

I'EMJIIBPA®, po3uun ang i1 exuit mo 150 mr/1 mi; o 0,4 mut (60 mr); o 0,7 mi
(105 mr); mo 1 M (150 mr) y unakoni; o 1 ¢paakoHy B KapTOHHIM KOpoO1Ii

Peectpamiiine mnocsiguennsa: UA/16914/01/01, UA/16914/01/02. Tepmin nii
peecTpalifHoro NocBiueHHs: HeoOMexeHu# 3 29.01.2024.

Bupoonuk: UYyrait ®apma Manydextypunr Ko, JItn (BUpOOHHMLITBO
Hepo3(hacoBaHO! MPOAYKIIi, IEPBUHHE MAKyBaHHS, BUIMPOOYBAHHS KOHTPOJIO SKOCTI;
BUNIPOOYBaHHS KOHTpOdto skocTi), SAmonis, Camcynr bioJlomkuke Ko, Jltg
(BUpOOHUIITBO HEpo3dhacoBaHOT MPOAYKINl, TEPBUHHE MaKyBaHHS, BUIPOOYBaHHS
KOHTpoJto sikocTti), Pecrybnika Kopes, ®@.Xoddmann-JIa Pomr JItn (BunmpoOyBaHHS
KOHTPOJIIO SKOCT1, BTOPMHHE MaKyBaHHS, BUITYCK cepii), [1IBeitapis.

3aaBHuk: TOB «Pom Ykpaina», YkpaiHa.

2) ToproBeJibHAa Ha3Ba JIKapCbLKOro 3aco0y:

I'emni6pa®/HEMLIBRA©

3) MI2KHAPOJAHA HENMATEHTOBAHA HA3BAa 200 CHHOHIMiYHE HAMTMEHYBAHHS

Eminmzyma0 (emicizumab)

4) ckyajx JiKapchbKoOro 3aco0y (airo4i Ta 10MOMiKHI pe4OBHHH):

ditoua peuosuna: eminuzymado; 1 gakon mictuth 30 mr/1 mu abo 60 mr/0,4 mi abo
105 mr/0,7 ma a6o 150 mr/1 mn emiuu3ymaly; OCHOBI (Di3UKO-XIMIYHI BJIACTHUBOCTI:

! http://www.drlz.com.ua/
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CTepuibHA IPO30pa piAvHA BiJ 0e30apBHOTO 10 3JI€TKa »KOBTYBAaTOr'o0 KOJIHOPY Oe€3
KOHCEPBAHTIB;

oonomiocHi  peuosunu: L-rictuguH, L-xucnora acmapriHoBa, L-apriis,
nosiokcamep 188, Boja /1t 1H €KIIH.

S) popma BUnIYCKY:

po34uH 11 16 ekIii, 1 gurakon mictuth 30 mr/1 mut ab6o 12 mr/0,4 mut abo 60 mr/0,4
mia abo 105 mr/0,7 ma a6o 150 mr/l mn eminuszymady; mo 1 ¢driakoHy B KapTOHHIN
KopoOii;

6) crocié 3acTocyBaHHS JIKaAPpCHKOIO0 3aC00Y:

Tinbky Af8 TIAMIKIPHOTO BBEACHHsS. PeKOoMeH/I0BaHAa HaBaHTaXXKyBajbHAa [1032
CTaHOBUTH 3 MI/KI' MacH TiJia, 1110 BBOAUTHCS MIIIKIPHO OJMH Pa3 Ha TUKACHb IPOTITOM
nepmux 4 THXKHIB, HaJali nmpernapaT 3aCTOCOBYIOTh Y MIATPUMYIOUIH J1031:

e |,5 MI/Kr MacH Tijla OJIMH pa3 Ha THXKICHb a0o0;

e 3 MI/KT MacHu TiJIa OJJUH pa3 Ha JIBa THXXHI, a00;

® 6 MI/KT MacH TiJla OJIMH Pa3 HAa YOTUPH THIKHI.

Bubip miarpumytouoi g03u Mae 0Oa3yBaTHCSi Ha TOMY, YOMY BiJJia€ TepeBary
MEJUYHHUM CIEUIANICT, 13 YpaXyBaHHSIM PEXUMIB, SIKI MOXYTh CIPHUSATH MOKPAIICHHIO
JIOTPUMAHHS MALIEHTOM PEXKUMY J1KYBaHHS.

7) indopmanisi Npo HAABHICTH [IEP/KABHOI peecTpanil JiKapcbKoOro 3acody B
Ykpaini:

I'emmiOpa, po3uun ans 16’ ekuiid; 1 ¢guakon mictuth 30 mr/1 mit abo 12 mr/0,4 mi
a6o 60 mr/0,4 miu, a6o 105 mr/0,7 mi, ado 150 mr/1 ma eminuzymady. ado 150 mr/1 mi
eminu3ymaly. Ilo 1 ¢uakony B kapToHHIM KOpoOIi. Peectpaiiiine MOCBIAYEHHS:
UA/16914/01/01, UA/16914/01/02. Tepmin nii peecTpamiiHOro TMOCBIAYEHHS Ha
TepuTopli YKpainu He oomexxennii. Hakaz MO3 Nel49 Binx 29.01.2024.

8) dapmaxkosioriuna i JIKapchKOro 3aco0y Ta KOJA 3a AHATOMO-
TepaneBTHYHO- XIMIYHOI0 KiIacu(pikanicro:

Eminnzymab — 3B’si3ye aktuBoBaHi (aktop IX 1 dakrop X, BIIHOBIIOIOUU
HeJoCTaTHIO (YHKINIO akTuBoBaHOTO ¢hakTopa VIII, skuit € HEoOXimHHM IS
e(EeKTUBHOTO TeMOCTa3y.

dapmakoTepaneBTU4YHa Tpymna: 3acoOu, IO BIUIMBAIOTh HA CHUCTEMY KpOBI Ta
remomnoe3. AHTuremopariuti 3acoou. Bitamin K Ta iHmn remocrarudni 3acoOu. IHmm
reMOCTaTU4HI 3aco0u JJig cucTeMHoro 3actocyBanHsa. Eminmzymad. Kog ATX B02B
X06.

9) noka3aHH#A 10 MeIMYHOI0 3aCTOCYBAaHHS, 32 SIKUM MO/1aBaJIacs 3asBa:

PyTunHa npodinakTuka 3 METO 3arno0iranHs abo 3MEHIIEHHS! YaCTOTH €Ii30/11B
KpOBOTEY y JAOPOCIUX Ta JITEH, MOUYMHAIOYM 3 HAPOJKEHHS, XBOPUX Ha reModiiio A
(Bpomxenuit nedinut VIII dakTopa 3ropTaHHs KpoBi) 3 yTBOPEHHAM a00 0€3 YyTBOPEHHS
1Hri61TOpiB 10 Pakropa VIII.

3assBHUKOM 3a3Ha4€HO, 110 B paMKax JaHOTO MOKa3aHHS PO3TIISIAEThCS MOMYJISIis
MaIieHTiB cTapie 12 pokiB, MO CTPAXKAAIOTh HA THKKY reModutiro A 6e3 HasBHOCTI
1HT161TOp1B 110 pakTopa VIII Ta yTpy HEHUM BEHO3HHM JIOCTYTIOM.
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10) moka3aHHs 10 MEIUYHOI0 3aCTOCYBAHHS BIiINOBIIHO A0 IHCTPYKMIIl 1JIsi
MeIUYHOI0 3aCTOCYBaHHS, 3aTBepAxkeH0i M3, 32 HAsIBHOCTI Aep;KaBHOI peecTpamil
JIKaApChKOro 3ac00y B YKpaiHi:

Pytunna npodinakTuku 3 MeTor0 3anmo0iraHds abo 3MEHIIeHHS YaCTOTH E€Mi30iB
KpOBOTEY Y JOPOCIUX Ta JITEH, MOYMHAIOYM 3 HApOKEHHS, XBOPUX Ha remModinaio A
(Bpomxenuit nedpitut VIII pakropa sropTaHHs KpOBi) 3 YTBOPEHHSIM a00 O€3 YTBOPEHHS
1Hri0iTOpiB M0 (pakTopa VIII.

11) indopmanis npo HaABHICTHL NOKA3aHb [0 MEAHMYHOI0 3aCTOCYBaHHS
JIKAPCbKOro 3ac00y 1/ BUKOPUCTAHHS i/l YaC HAJAHHS MeJMYHOI JI0NIOMOTH NPHU
CTAaHAX, 110 3a3HAYeHi y NPIOPUTETHUX HANPAMAX PO3BUTKY cdepu OXOPOHH
3I0POB’si:

[IpiopuTeTHICTh JIIKYBaHHS CTaHy, III0 BUBYAETHCSI, MMIITBEPKY€ETHCA HACTYITHUM:

-remoumisi A BXOIWUTH JO MepeNniKy piakicHux (opdaHHHX) 3aXBOPIOBaHb,
3aTBepaKeHoro HakazoM MO3 Vkpainu Big 27.10.2014 Ne 7782, 3apeecTpoBaHOrO B
MinictepcTsi rocTuilii Ykpainu 13 auctomana 2014 p. 3a Ne 1439/26216;

-remodimss A, gedpiuutr dakropy VIII (xkox 3a MKX-10 D66) Bxomutb 10
HaiioHaJibHOTO [lepeniky mplopUTETHUX 3aXBOPIOBaHb B YKpaiHl: METOJIOJOTIS Ta
pesynsraTn (Bepeis 1.1., 2018, Onemyx O.M., [Tinssxko O.5., Ta criasropu)®.

Vnoenosaosicenuti opean 3aznauae, wjo npiopumemuicms JiKY8AHHS 3A3HAYEHO20
cmawny makoxc niomeepodxcyemocsi nocmarnosoro KMY 6io 07.03.2022 Ne216 «/lesxi
NUMAHHSA 3aKYNI6NIL TIKAPCbKUX 3ac00i8, MeOUUHUX 6UpP0Oie ma 0ONOMINHCHUX 3aC00i8 00
HUX» 31 3MinamMu ma 0onosHennamu®, 6 sAKiil nepedbaueno nanpsam saxynisens “Jlikapcoki
3acobu 05 3abe3neuenHs dimeil ma 00OPOCIUxX, X6opux Ha eemoghinito munie A abo B uu
x8opoby Binnebpanoa”.

Kpim moeo, 6i0nosiono 0o poznopsoicenna KMY 6io 28.04.2021 Ne 377-p cxeanena
Konyenyiss possumky cucmemu HAOAHHA MeOUYHOi OONOMO2U nayienmam, sKi
cmpaosicoaroms Ha pioKicHi (opghanni) 3axeopirosanns, na 2021-2026 poxu (Oani —
Konyenyisn)®. Memorw konyenyii € 3meHuenns cMmepmnocmi 6i0 piokicHux (op@anHux)
3aX80pPI06AHb, NIOBUWEHHS AKOCMI HCUMMs NAYIEHMIB, AKI CmMpaxicoaroms HA piOKICHI
(opghanni) 3ax60pro6aHHs, WIIAXOM 3a0e3neUeHHsl CNPageoIuso20 ma pPiGH020 OOCMYNy
00 AKICHOI MeOUYHOI 0onomo2u MmaKkum NAyieHmam, 30Kpema 00 AKICHUX, eheKxmusHUX
ma be3neyHux AKapcbKux 3aco0ie 0ns NiKy8aHHs PIOKICHUX (OphaHHUX) 3aX80PHOBAHD,
00 MeOuyHUX 8UpoOie ma npodyKmie cneyianbHo20 JIKY8AIbHO20 XaAPUYE8aHH s, A MAKOHNC
NCUX0N02I4H020 cynposody. Mema i yini yiei Konyenyii eionosioaroms Llinam cmanoeo
pozeumxky na 2016-2030 poku, 3ameepoxcenum [lopsiokom OeHHUM 8 2a1y3i pO36UMKY HA
Camimi Opeanizayii 06’ eonanux Hayiu (0ari — OOH), wo 6i06yecs y eepecni 2015 poxy
6 pamxax 70-i cecii I enepanvroi Acamonei OOH.

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

% https://hta.ua/wp-content/uploads/2019/05/perelik-prioritetnin-zahvorjuvan_moh_05_12 2018.pdf

* IMocranosa Ka6inety Minictpis Yxpainu i 07.03.2022 Ne216 «Jlesiki MuTaHHs 3aKyMiBIi JTiKapchKuX 3aC00iB, MEAMYHUX BUPOOIB Ta TOMOMIKHUX
3acobiB 10 HEUX», https://zakon.rada.gov.ua/laws/show/216-2022-%D0%BF#Text

5 https://zakon.rada.gov.ua/laws/show/377-2021-%D1%80#Text
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3. BUCHOBOK YNOBHOBAa;KE€HOI'0 OPraHy IINOAO0 Pe3yJbTATIB MNOPiBHAJIbHOI
eeKTUBHOCTI (Pe3yJIbTATUBHOCTI), 0e31eKH, e)eKTUBHOCTI BUTPAT HA JIIKAPChKUM
3aci0 Ta aHATI3y BIUIMBY Ha MOKAa3HUKH OIO/KETY:

1) naHi 1010 NPiIOPUTETHOCTI 3aXBOPIOBAHHS (CTAHY)

I'emodimis A (maedimur dakropa VIII) € crnaakoBuM 3aXBOPIOBaHHSM, IO
XapaKTepU3yeTbCs  TMOPYIICHHSM  3TOPTaHHS  KpOBI  Yepe3  HEJOCTaTHICTh
¢yHskiionansHoro 1asmoBoro ¢akropa VIII (mami — FVII). BiacyrtHicts abo
dbynkiionansHa HeocTaTHICTh FVIII mpu3BouTh 10 CXHUIBHOCTI 10 KPOBOTEY IIPOTITOM
YChOTO KHUTTS. XapakTepHUM s TeModunii € mnocTidHi KpoBoredi. CrymiHb
BUPAKEHOCTI KPOBOTEUI KOPEIIOE 31 CTyneHeM aediuuTty (akTtopa 3ropTaHHS KpoBi. Y
NAaIieHTIB 3 TOKKOIO (opmoro remModimii CHOCTEepiraroThCsl IMOCTINHHI CIIOHTaHHI
KpOBOTEUI B CYIJIOOM, M 31 Ta BHYTPIIIHI OpPraHu.

BHyTpimHpouepenHi KpOBOBHIMBUA Ta KPOBOBHJIMBA B M’AKI TKAaHHHHM HaBKOJIO
KUTTEBO BAXJIMBUX OOJACTE, TaKWX SK JAUXaJbHI HUIAXH ab0 BHYTPILIHI OpraHw,
3QJIMIIAIOTHCS HAWHEOE3NMEUHIIIUMU ISl KUTTSA YCKJIAQOHEHHAMH Tremodimi. Pusuk
BHYTPIIIHBOYEPEITHOT KPOBOTEUI IIPOTITOM YChOT'O JKUTTS CTAHOBUTD 2-8% 1 € IPUUUHOIO
TPETUHU CMEPTEH uepe3 KpOBOBWIMB, HaBITh B €MOXY 3aMICHOI Teparii (akTopamu.
BHyTpimHbouepenHa KpoBOTEYAa € JPYyrol0 3a YacTOTOI MPUYMHOIO CMEPTI Ta
HaNMOUIMPEHINIO MPUYMHOI0 CMEPTI, MOB'A3aHOI 3 KpoBoTeuero. Cepen MalieHTIB 3
TSOKKOI0 remodiniero, 10% MaroTh BHYTpITHROUEPEIHI KpoBoTeUl 31 cMepTHICTIO 30%.
B uinomy, cMmepTHICTh MaIlieHTIB 3 reModuIi€l0 BABIYl BHINA, HDK Yy 3J0pOBOTO
40JI0B1YOT0 HaceneHHs. [Tpu Tsoxkii remodutii el NoOKa3HUK 3HAa4HO BUILUNA. JIIKyBaHHS
KpOBOTEY MNpu remModiiaii A MOXHA YMOBHO NOAUIMTA Ha JBa THUIIM: €MI30JIUYHE
nikyBaHHs (200 JIIKyBaHHS “Ha BUMOTY’), IO MPOBOAMTHCS Yy BIJANOBIIb Ha MOSIBY
CUMIITOMIB KpPOBOTEUl, Ta NPO(QIIaKTUYHE JIIKYBaHHS, 110 TPOBOAUTHCS PETYIAPHO, 3
METOI0 3amoOiraHHsl MOsSBM KpoBOTeul. 3TiIHO pexkoMmeHaalii BceecBiTHROI (deneparrii
remodimii (nami — WFH, World Federation of Hemophilia), npodinaktnyne ikyBaHHSI —
1€ CTaHJapT Teparii JJIs MAlI€HTIB 3 TSXKKOW (PopMoro reModuiii Ta Juisl ASSKUX
MAIIEHTIB 3 CEPETHBOTKKOIO (hopmoro remodinii. 3a BuzHauenusm WFH npodinakruka
remModiii moysirae B PETyJSIPHOMY BBEJICHHI TEPANeBTUYHUX JIIKAPCHKUX 3ac00iB,
CIPSIMOBAaHUX Ha WIATPUMAHHS TEeMOCTa3y JJisi 3amoOiraHHs KpOBOTEY, OCOOJIWUBO
KPOBOBWJIMBIB y CYIJIO0OH, 1110 TPU3BOSATH A0 apTpONaTii Ta 1HBAJiTHOCTI.

Perynsapna 3amicHa teparnis (MpodiIaKkTUKa) 3 BAKOPUCTAHHIM TUIa3MaTUIHUX a00
PEKOMOIHAHTHUX  KOHIIGHTpATiB  (DakTOpiB  Koaryndiii 31 CTaHAapTHUM  abo
IPOJIOHTOBAaHUM TME€pPIOJAOM HAaMiBBUBEACHHS, HE(aKTOPHUX NpemnapariB ab0 IHIIUX
reMOCTAaTUYHUX MpenapariB, Ky MOYMHAIOTH Yy BILl A0 3 POKIB ISl MONEPEIKEHHS
KpOBOTEU Ta 3amoOiraHHs yCKJIaJHEHb 3 OOKYy OpraHiB OMOPHO-PYXOBOTO amapary, €
CTaHAAPTOM JIIKYBaHHS YCIX Malll€HTIB 3 THKKOIO (hopmoro remodinii A Ta MOMIPHOIO
remModiiiero A 3 TSDKKUM (DEHOTUIIOM KPOBOTEU y CBITI. SIKIIO MAILIEHT HE OTPUMYBaB
NepBUHHOT a00 BTOPUHHOI NpO(DIIaKTUKK (BIAMOBIIHO 10 Kiacu(ikaiii npopiIakTUKU
remModinii A Ha OCHOBI MOMEHTY ii MOYaTKy), Tpo(iIaKTUYHA Teparisi MOBUHHA OyTH
npu3HauYeHa y Oyb-SKOMY Billl 1 IPOBOJUTHCS TPUBAIIO, 37€0LIBIIONO MOKUTTEBO.
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OkpeMoI0 KaTeropi€ro Maii€eHTiB 3 TeModuliero A, € MalleHTH 3 YTPYJIHEHUM
BeHo3HuM noctynoM (DIVA — difficult intravenous access). 3a cBITOBUMH
JTITEpaTypHUMHU JTaHWMH, CEpel TMAIl€HTIB 3 TeMOo(dUIi€l0, TPYTHOII 3 BEHO3HUM
JOCTYIIOM, 3YMOBJICHI, 30KpeMa, ITOTaHNM CTaHOM BEH, JUTSYUM BIKOM, 3aliBOIO Baroro
Ta CKJIaHICTIO Bi3yalli3allii BeH, 3ycTpiduaiotbes y 36,7% nanienTis. [Ipu npomy, nepedir
Ta IPOrHo3 remMoisiii A B JaHiil rpyIii XBOPUX HE BIAPI3HAETHCS BiJ TAKOTO B 3arajibHiil
rpyni TAaIli€eHTiB, ajle 4Yepe3 YTPYAHEHUH BEHO3HUH JOCTYyNl Ta HEMOXJIHUBICTDH
peryispHOro BBeIACHHS KOHIEeHTpaTiB ¢akropy VIII, Taki mnamieHTH BUMYIIEHI
OTpPUMYBATH JIMIIE JIKYBaHHS ‘“Ha BUMOTY’, II0 OOYMOBIIOE TMOSBY B HHUX YCIX
HETraTUBHUX HACHIJKIB 3aXBOPIOBAaHHS, MPUTaAaMaHHUX Iepediry reModiii y mamieHTiB,
K1 He OTPUMYIOTh TPodiTakTUKy. TakoX y IMX TMaIi€HTIB, BAHUKAIOTh TPYIHOII MPH
3YMUHII MPOPUBHHUX KpPOBOTed (TOOTO MpW JiKyBaHHI “Ha BUMOTY”), TPHU ILbOMY,
KPOBOTEUl y TAaKUX MAIIEHTIB TPAIUIAIOTHCS 3 TAaKOK K YacCTOTOI, SK B 3arajbHii
NOMyJIAIIi XBOPUX Ha TemModuiiio A, 3amexaTh BIJ CTyNEHs TSHKKOCTI reModutii Ta
BUMararoTh BBEJICHH BIJIMTOBIIHUX 7103 KOHIIEHTpaTiB pakropy VIII.

Bignosinno no pexomenpaunii WFH, mpu yTpyaHeHOMYy BEHO3HOMY AOCTYII,
Mali€eHTaM pPEKOMEHAYEThCS BCTAHOBIICHHS TMPHUCTPOIO IIEHTPAJHLHOTO BEHO3HOTO
nocryny (mami — ITHBJl) ana nosermenHss npoUIaKTUUHUX 1H €KIIA KOHLEHTpaTy
(akTopa 3ropTaHHs KpOBI a00 BUKOPUCTaHHS €MINM3yMalOy 4YM IHIIMX M1JIIKIPHUX
He(aKTOpHUX JIIKAPChKUX 3aco0iB. B okaibpHINM KIIIHIYHIN mOpakTUill B YKpaiHi,
BUKOPHUCTAHHS TPUCTPOIB IEHTPAIBHOTO BEHO3HOTO MOCTYIy HE HaOyJ0 IIHPOKOTO
3aCTOCYBaHHs 4epe3 Te, o BcTaHoBiIeHHs [ILB/] cynpoBomKy€eThCs YCKIaJHEHHAMU U
pU3MKaMu, TMOB’sI3aHUMU 3 Xipypriudoro imruianTarieto [IIIBJI, a came: indexuiii, y
BUIAJKYy 3 TPUCTPOEM IIEHTPATBLHOTO BEHO3HOTO JOCTYIy, Ta OKI03li abo
HEBIJIMOBITHOCTI JOBXKWHHM KIHIIIBKH, Y BUITAJIKY 3 apTEP10-BEHO3HOIO (DicTYII010 1, HAapasi,
NAIlEHTH 3 YTPYJHEHUM BEHO3HHUM JOCTYINOM B YKpaiHi OTPUMYIOTH JIUIIE JIKYBaHHS
“Ha BUMOTY .

OTxe, BU3HAYEHOIO HIJIbOBOIO MOMYJISII€I0 3T1IHO JOChE € MAIlieHTH ctapiie 12
POKIB 3 TsKKOO remModuiiero A 0e3 HasBHOCTI iHTiOITOpiB 10 (hakTtopa VIII Ta
YTPYAHEHUM BEHO3HHUM JIOCTYTIOM.

Ynoenosaosicenuti opean npoananizyeas nioxio 3as6HuKa 00 6USHAYEHHA YLIbOBOI
nonynayii ma 3a3Havyae, wo HAsi8HICMb YMPYOHEHO20 6EHO3H020 OOCMYNY He € OKPEeMUM
KIIHIYHUM 8apianmom nepebicy cemoinii A, 0OHaK mae cymmege 3HAYeHHS O
MONCIUBOCMIT  NPOBEOCHHSI pecyNapHOi npoiiakmudnoi mepanii KOHYyeHmpamamu
Gpaxmopy VIII, axa nompebye uacmux GHYMpIUHbOBEHHUX 668edeHb. Bionogiono 0o
pexomenoayitic WFH®, y nayicnmie, Ona Axux pe2ynsipHi 6HympiuiHbo6eHHi iHpy3ii €
YMpPYOHEeHUMU, OOYIIbHO pO3210amu  albMepHAmUeHi 8apianmu npoQinaxmudHoi
mepanii, 30Kpema: 3AcmOCY8aHHA RNIOWKIPHUX He@DAKMOpHUX 3acobi8, MaKux sK
emiyuzymab abo BCMAHOBNEHHA NPUCMPOIO YEHMPAIbHO2O0 6€HO3HO020 docmyny. B
VKPAIHCOKIll KAIHIYHIU Npakmuyi 6UKOPUCMAHHA 0OMediceHe uepe3 GUCOKUU PUUK
IHeKYItIHUX ma MPOMOOMUUHUX YCKIAOHEHb, WO NIOMBEPONHCEHO 8ION08IOAMU (haxisyie

& https://www1.wfh.org/publications/files/pdf-1863.pdf
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Hayionanvnoi: oumsuoi cneyianizosanoi nikapui  “Oxmamoum” (oani — HIJIC
“Oxmamoum”) ma [lepoycasnoi ycmanosu “Ilncmumym namonoeii kposi ma
mpancghyziunoi meouyunu” (0ani — Y «Ilncmumym namonozii kposi ma mpanc@y3itiHoi
MeOUYuHU») Wo Oy OMPUMAHI HA 3aNUM YNOBHOBANCEHO20 Op2aHy. V 368 'a3Ky 3 yum,
Qaxisyi 3aznavaroms, wo OLILUWICMb NAYIEHMIE i3 YMPYOHEHUM 8EHO3ZHUM OOCHIYNOM
Gpaxmuyuno He mModxcymsv ompumysamu nosHoyinny npoghinaxmuxy FVIII i 30ebinvuiozo
JiKyromoecs “Ha eumoz2y”. 3 oenady Ha ye, 8UOLNIEHHS 3AA6HUKOM YLIbOBOI NONYaayil
nayienmis 3 msickoro cemoqpinieio A 6e3 ineiobimopis 0o paxmopy VIII ma 3 ympyonenum
BEHO3HUM OOCMYNOM € OOIPYHMOBAHUM MA 8I0N0BI0AE NPUHYUNAM KAIHIYHOI NPAKMUKU
ma YUHHUM MIHCHAPOOHUM PEKOMEHOAYISM.

3asBHUK 3a3Hauae, 110 Hapas3l €IUHUM JAII0YUM B YKpaiHi pEecTpOM XBOpUX Ha
cnaJKoBi Koaryinomnarii € HamioHanpHuM peecTp XBOpPUX Ha CHAJKOBI KOaryJsormarii,
cTtBopeHuit y BepecHi 2018 poky Ta po3mimienuii Ha 6a3i L{enTpy nmaTosorii reMmocTtasy
HACJI «Oxmatauty. 3a indopmariieto, HagaHowo LlenTpom marosorii remoctazy HIACJI
«OxXMaTuT» Ha 3anuT 3asBHUKA, cTaHoM Ha 2025 pik B YkpaiHi 3apeectpoBaHo 649
MAIEHTIB 13 TSHKKOIO (hopMoro remodinii A 6e3 iHri61TopiB 10 daktopy VIII. BogHouac
y pPEeCTpi BIACYTHI JaHI 1OAO0 KIJIBKOCTI MAII€HTIB, SIKI MalOTh YTPYAHEHUM BEHO3ZHUI
JOCTYII.

3 ommsiny Ha 1e, 3asBHUK 3BepHyBca g0 HJICJI “Oxmataut” 13 H0JaTKOBUM
3anuToM. 3rigHo 3 BignoBiaao (axiuie HJACI “Oxmataut”, TpyAHOIl 3 BEHO3HUM
JIOCTYTIOM criocTepiratoThes y 36,7 % mariieHTiB 13 reMoii€ro.

3riHO 3 KPUTEPISIMH BKJIIOYEHHS JO0 OCHOBHOIO PEECTPALIMHOIO JOCIIHKCHHS
HAVEN 3, kiiHiuHa epeKTUBHICTh JTOCIIIKYBAHOTO JIIKAPCHKOTO 3ac00y mpu reModiii
A 6e3 1Hri161TOpiB 10 haktopy VIII noBenena nis maiieHTiB BikoM Bij 12 pokiB i cTapiie.
BianoBinHo, 115 po3paxyHKy IIBOBOI MOMYJIAIT OyJI0 BUAICHO TPYITY MAIiEHTIB BIKOM
crapiie 12 pokis.

Ockisibku J1arHo3 “reModutisa’” 3a3BUYail BCTAHOBIIIOETHCS B TIEPII MICSII XKUTTS,
HOBUX BUTIAJIKIB CEPEJI TIOPOCTUX HE OUIKY€EThCA. TOMY i MPOTrHO3Yy momysiii Ha 2025 -
2029 poku OLJIBHO BPaXOBYBATH JIMLIE AITEH, K1 IPOTATOM LILOTO MEPIOAY JOCITHYTh
12-piunoro Biky. JlaHi 3 peecTpy cBiq4ath, mo npotsiroM 2026-2029 pokiB A0 kareropii
crapiie 12 pokiB nepeiayTh BianosiaHo 15, 13, 11 ta 11 piteit. Takum ynHOM, 3arajbHa
KUTBKICTh MAIIEHTIB 13 TSHKKOIO reModutieto A 0e3 1Hri0iTopiB cTaHOBUTUME 568 0ci0 y
2025 p. Ta moctymnoBo 3pocte 10 618 ocid y 2029 p.

Takum 4MHOM, 3a pe3yJibTaTaMU MPOBEACHUX 3asiBHUKOM PO3PAXYHKIB, KUIbKICTh
namieHTiB crapme 12 pokiB 3 remodimiero A 6e3 iHriditopiB g0 dakropa VIII ta 3
YTPYJHEHUM BEHO3HHMM JIOCTYTIOM, $IKI MOTPEOYBATHMMYTh 3aCTOCYBAaHHsSI 3asBIIEHOTO
JiKapchbkoro 3aco0y, cranoButuMe Bin 208 ocid6 y 2025 pori 3 HpOrHO30BaHUM
3pocTaHHsaM 10 227 oci6 y 2029.

Ilio uac npoeedenns excnepmusu YNoGHOBANCEHUL Op2aH NpoGie eepughikayiro
OaHUX w000 nompeobu y 3asA6/1eHOMY TIKAPCbKOMY 3aco0i ma 3a3Hayae HacmynHe.

Vnosnosasicenum opeanom He 6yn0 3HAUOEHO 000AMKOBUX OAHUX WOOO KINbKOCHI
nayienmis 3 msoickoio cemoqhiniero A 6e3 ineibimopis 0o paxkmopa VIII ma ympyouenum
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8€HO3HUM Oocmynom 8 Ykpaini. V 36’a3ky 3 yum euxopucmanns oanux Hayionanbroeo
peecmpy X8opux Ha Ccnaodkosi koacynonamii ma iHgopmayii, naoanoi HICJI
“Oxmamoum’ 3a516HUKY, € NPUUHAMHUM MA 002PYHMOBAHUM.

IIposedeni po3paxynku yacmku nayienmis 3 YmpyOHeHUM 6EeHO3ZHUM OO0CHMYNOM
IPYHMYIOMbCA HA O0CMYNHIU KIIHIYHIL IHGhopmayii ma 8i000paxcaioms peanvhy KiiHIYHY
NPAKmMuKy,  30Kpema  CKIAOHOWI  NpPOBEOEHHs  PYMUHHOI  GHYMPIUHbOBEHHOI
npoghinaxmuxu y nayienmis 3 maxickoio eemoinicro A bes ineibimopie 0o paxmopa VIII
ma ympyOHeHuM 8eHO3ZHUM OOCMYNOM.

3 ypaxyeanHam 00CmynHUxX OAHUX, YNOBHOBANCEHULL OP2AH B8ANCAE NPEOCMABIeH U
3ASABHUKOM PO3PAXYHOK nompebu KopekmHum. Taxum uunom, nompebda y 3acmocy8anHi
3A561€HO20 JIIKAPCbK020 3Ac00y 0l NayicHmis 8ikom 610 12 pokis i3 maickow ¢opmoro
eemoqhinii A 6e3 ineibimopie 0o gaxmopa VIII ma ympyoneHum 6eHO3HUM OOCHYNOM
oyinoemvcsi Ha pisni oauzvko 208 ocio y 2025 poyi 3 Modxcaueum 3pocmanHiIm 00 227
ocio y 2029 poui.

Omoice, YNOBHOBANCEHUI OP2aH NO200NCYEMBCSA I3 3AABHUKOM U000 nioxXody ma
aneopummy po3paxyHKy nompeou.

3 memoro 3anyuenHocmi nayicHmis/ocio, sKi 002140armv 3a NAYIEHMaMu 3
eemoinicto A, YNOBHOBANCEHUM OpP2AHOM HAOICIAHO JAUCM 3 ONUMYBAILHUKOM 00
brazooitinoco gponoy “llayicnmu Yxpainu’ ma ompumano pe3yiomamu Onumy8anHs 8io
bnacooitinoco ¢gonoy “/limu 3 cemopiniero”, aAKutl oniKyemvcs — nayicHmamu 3
Koazcynonamiamu  (cemoghinia  muny A, B, xeopoba ¢gon  Binrebpanoa,
2INONpoOKOHGIpmMeHeMis) oumavoco ma oopocioz2o 6iky. Ilayienmu/ocobu, saKi
ooensioaroms 3a nayieumamu 3 eemoinicio A, 3a3Hauaromev, wo npu 8i0CYmMHOCMI
NOBHOYIHHO20 NPOPINAKMUUHO20 NIKYBAHHSA 3 MOMEHMY BUABNEHHS OlAeHO3Y NAYIEHMU
msicko ineaniousyiomocsi uje 0o 18-mu pokie. IIpobnema nonseae 6 nedocmammiil
KIIbKOCMI  JIIKAPCbKUX 3aco0i8 0is1 be3nepebditinoco Npo@iiakmuyHo2o JiKY8aHH.
Tayienmu yacmo 3myuieHi ekoHomMumu JiKU, 3aIUwarydy ix 0 ypeeHmHux eunaokis,
MAKUM YUHOM HEXMYIOYUU NPOPDINAKMUYHUM JIKYBAHHAM, WO NPU3E00UMb 00 30116 ULEHHS]
yacmomu CHOHMAHHUX Kpogomed 1 SAK HACAIOOK NOZIPUIEHHS 3a2albHO20 CMAHY
nayienma.

2) nma”Hi 1OA0 JAOCTOBIPHOCTI Ppe3yjbTATIB MNMOPIBHSJIBHOI  KJIIHIYHOI
eeKTUBHOCTI Ta 0e31eKH 3asIBJICHOI0 JIKAPChKOro 3aco0y. Onuc (nmpeacTaBJieHHS)
3a3Ha4YEHUX pe3yJbTaTiB

BianosinHo n0 iHopmallii B A0ChE IMIOAO 3asBICHOTO JIKApPCHKOro 3acoly
BUBYAJTUCS:

Monyasiuist (P, population) — marientn crapiie 12 pokiB 3 TsDKKOIO remodiiero A
6e3 HasBHOCTI 1HT101TOpIB 110 pakTopa VIII Ta yTpyaHEeHUM BEHO3HUM JTOCTYTIOM;

Brpyuanns (I, intervention) — emitusymab it pyTHHHOT PO iIaKTHKY;

Komnaparop (C, comparator) — dpakrop VIII y pexumi “Ha BUMOry”;

Kinuesi Touxkn (O, outcomes):

IlepBuHHA KJIiHIYHA KiHIIeBa TOYKA: PIYHA YACTOTA JIKOBAHUX KPOBOTEY, OOIUH1
SIBUIIIA.
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BropunHi kiHmeBi TOYKH: yci KpOBOTEYl, MPOJIIKOBaHI CyrJI00OBI KPOBOTEHI,
IIPOJIIKOBaH1 CIIOHTAHHI KPOBOTEUl, 3MiHA 4YacTOTH KpoBOTeY (yCl KpOBOTEdYi), 3MiHA
YaCTOTH KPOBOTeU (MPOJIIKOBAaHI KPOBOTEYI).

[Tpu o6rpyHTyBaHHI BHOOpPY KOMIapaTropa 3asBHUK 3a3Ha4a€ HACTYMHE. 3TiHO 3
VYHi(pIKOBaHUM KIIHIYHUM TPOTOKOJIOM TMEPBUHHOI Ta CHEIiali30BaHOi MEAMYHOI
nomomoru «['emodiniss A» (Hakaz MO3 Vkpainu Bim 26 Oepesnst 2025 poky Ne 537),
po3pobieHuM 13 ypaxyBaHHAM pekoMmeHmaniii WFH, mnpodimaktuyna teparmis €
CTaHIaPTOM JIKyBaHHS IAIIEHTIB i3 TsoxKor0 Gopmoro remodinii A’. Hapasi B Vkpaii,
OUIBIIICTh TAIIEHTIB 3 TsHKKOIO (popMoro remodunii A O6e3 HasgBHOCTI 1HTIOITOpa A0
dakropy VIII oTpumyroTs npodilakTHUHE JIKYBaHHS Y BHUIJISIAI 3aMICHOI Teparii
KOHIIGHTpaTaMu Iu1a3MoBoro abo pekomOiHanTHOro (akropy VIII i3 craHmapTHUM
NepioJIoM HamiBBUBEJACHHS a00, y BHUIIQJKYy TAlI€HTIB 3 YTPYAHEHUM BEHO3HUM
JOCTYIIOM, JIIKYBaHHS “Ha BUMOTY IIUMH XK JIIKAPCHKUMHU 3aCO0AMHU.

Ak 3a3Havae 3asBHUK, 3rigHO 3 JanuMu WFH, konnentpatu FVIII cranmaptHoro
nepiojly HamiBBUBEACHHS, 3apeecTpoBaHl B YKpaiHi, JIEMOHCTPYIOTh TMOpPIBHSHHI
MOKa3HUKU €()EKTUBHOCTI Ta O€3NeKH, TOMYy IepeBara KOHKPETHOMY BUPOOHHKY HE
HAJA€THCA.

JUIst OLIHKM KIIIHIYHOI €(QEeKTUBHOCTI KOMMApaTOpOM BHU3HAYEHO 3aCTOCYBaHHS
KoHLeHTpaTiB (aktopa VIII cranmapTHOro mepioay HamiBBHBEACHHS, IO BiANOBIIA€
NPUIHATINA MPAKTUIL JIKYBaHHS NALIEHTIB 13 TSHKKOIO reModutiero A. 3 orisiay Ha JaHl
11010 MUTOMOI Baru JIIKapChbKUX 3ac001B, 3aKyIUieHUX 1 po3noaiieHnx MO3 Ykpainu y
2024-2025 poxkax, HaitOUIbIIY YacTKy 3a oocsiramu MO ta DDD mae TypokTokor aibda
(HoBoeitT®), ToMy BiH BHUKOPUCTAHUW SK KOMIIapaTop [JIsi aHallily BapTOCTI Ta
e(EeKTUBHOCTI BUTPAT.

Ynoenoseasicenum opearom 6yno npogedeno eepuixayiro ubopy Komnapamopa -
JiKy8auHs nikapcokum 3acobom FVIII y peocumi “na eumocy” 6i0nogioHo 00
pekomenoayit Hacmanoeu “/lepoicaena oyinka meOudHux mexwono2iti 0ns JiKapCbKux
3aco0ig” CT-H MO3Y 42-9.1:2023 (0ani — Hacmanosa), 3ameepdoicenoi nakazom MO3
Vipainu 6io 06.10.2023 Nel741 ma ecmanosneno Hacmynue.

Bionosiono 0o  Vuigikosanoeo  KNiHiYHO20  NPOMOKONY  NEPBUHHOI  mda
cneyianizosanoi meouunoi oonomozu “lI'emogpinia A”, 3ameepodcenoco HaAKA30M
Minicmepcmea oxoponu 300pos's Ykpainu 26.03.2025 Ne 537 (oani — Vuighixosanuu
KMIHIYHULL NPOMOKOT), CMAHOAPMOM JNIKYBAHHA NAYIEHMIB [3 MANICKUMU Hopmamu
eemohinii A € pecynsapna npoginakmuuna 3amicna mepanis. Take niKy8aHHs GKIOUAE
3aCcmMoCy8anHa  NAA3MAMUYHUX a00 PEKOMOIHAHMHUX KOHYeHmpamié akmopis
Koaz2ynayii 3i cmanoapmuum abo nporoH208aHUM NEPIo0OM HANIBBUBEOEHHS, A MAKOILC,
3a nompebu, HehaKMOpHUX YU IHWUX 2eMOCMAMUYHUX 3aco0is. [{na niKyeanms
NPOPUBHUX KPOBOMEY DEKOMEHO0BAHO SUKOPUCMAHHA KoHyenmpamie ¢axkmopa VIII 6
eghexmusHux 003ax.

" VuidikoBaHuit KTiHIYHKI TPOTOKOIN TIEPBUHHOT Ta CrieNiani3oBanoi MeauyHoi nonomoru “T'emodinis A”; https://www.dec.gov.ua/wp-
content/uploads/2025/03/2025_ykpmd_537_gemofiliya-a.pdf
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s nayienmis i3 maxckum genomunom cemoqhinii A ma ympyoHeHUM 8eHO3HUM
oocmynom, 32i0H0 Oauux YHihikosanoeo KIIHIYHO20 NPOMOKONY, ONMUMAILHONO
cmpameziero Npo@iIakmuKy € 3acmocy8anHHs Npenapamisé i3 NIOWKIPHUM ULISAXOM
86e0eHHs1 aD0 BCMAHOBIeHHS NOCMILIHO20 YeHMPAalbHO20 8eHo3H020 kKamemepa (II1{BK).
Taxuii nioxio cnpAmMo8aHull HA NONEPEONHCEeHHs 2eMaAPMPO3i6, THUWUX CNOHMAHHUX Md
NPOPUBHUX — KpOoBomeY, 30epedceHHs 300p08’s ONOPHO-PYX08020 anapamy ma
NOKPAWeHHS AKOCMI HCUMMSL.

Hapa3zi 0o nepeniky nikapcokux 3aco6is, mMeouyHux eupobié ma OONOMINCHUX
3ac00i8 00 HUX, WO 3AKYNOBYIOMbCS 34 KOWMU 0epAaHCaA8H020 0100 cemy 0l BUKOHAHHSL
npocpam ma 30ilCHeHHs YeHMPALI308aHUX 3AX00i8 3 OXOPOHU 300P08 51, 3AMBEPOHCEHO20
Ilocmanosoro KMY 6io 07.03.2022 Ne2l6 «/lesiki numanHa 3aKynieni JNiKapCbKux
3acobis, MmeouuHux 6upobie ma OonomidcHux 3acobie 0o Hux»®, 3a Hanpamamu
«Jlikapcwki 3acobu 0n1s 3a06e3neuents oimetl, X6opux Ha cemo@inito munie A abo B abo
x8opooby Binnebpanoa» ma «Jlikapcoki 3acobu onsa 3abe3neyenns 0opociux, X6opux Ha
eemoinito munie A abo B abo xeopoby Binnebpanoay ona nikysauns dimeti ma 00pocaux
3 eemogpinicto muny A exmoueni ¢hakmop Koazynayii kposei aoounu VI
(pexombinanmuuil) ma gpaxmop xoazynayii kposi atoounu VIII (nnazmosuti).

Cmanom Ha Oamy nio2omosKu 6UCHOBKY 6 [lepowcaenomy peecmpi NIKAPCLKUX
3acobie® sapeccmposani maxi nixapcoki 3acobu paxmopa VIII, wo euxopucmosyiomocs
0J151 NIKY8aHHs ma npoiiakmuku Kpogomey y nayicumis 3 cemoinicto A: niazmosuii
Gdaxmop VIII — Oxmanam (¢paxmop VIII noounu), pexombinanmui gpaxmopu VIII —
Peppaxmo AD (mopoxkmoxoe anvgha), Aosetim (oxkmokoe anvgha), HosoEtim (mypoxmorxoe
anvgha) ma Ecnepoxm (mypoxkmorxoe anvgha nezon).

Bionosiono 0o oanux mapkemune06020 aHanizy PuHKY HAUOLIbWUL 00Cs2
3aKynigenb 3a O0EpAHCABHUU KOwim 3ad OAHUMU eJeKMPOHHOI cucmemu nyOniyHux
3akynieenv Prozorro 3a 2024-2025 poxu ceped peKOMOIHAHMHUX MA NAA3ZMOBUX
¢daxmopie VIII mas nikapcokuti 3aci6 HoeoEum (mypoxkmoxoe anvgha), saxui
BUKOPUCMAHULL K KOMNAPAmop 015 (hapMaKoeKoOHOMIYHO20 aHANi3).

Vnoenosaoicenuti opean 36epnyscsi 0o cneyianicmis 3axk1adié OXOpPOHU 300pPO8 s
w000 NpaKmuku JNiKY8aHHs ma NpoQIIaKmuKu Kpogomey y HAYIEHMIE 13 MSAIHCKOIO
gopmoro ecemohinii A 6e3 ineibimopa oo ¢paxmopa VIII ma 3 ympyonenum 6eHO3ZHUM
oocmynom. 3a danumu ¢haxiseyie H/[CJI « Oxmamoumy ma J[V “Incmumym namonoecii
Kposi ma mparc@y3iuHoi meouyuru” npoeeoeHHss NOBHOYIHHOI npoghinakmuxu, y
nayieumie 3 msadxickow gopmoro cemoghinii A 6e3z incioimopa oo FVIII, eumaecae
Dpe2yNIAPHO20 BHYMPIUHbOBEHHO20 88edents Konyeumpamy FVIII Jlompumanns maxoeo
pedxxcumy JiKY8aHHs Y NAYIEHMIe 3 YMPYOHEHUM BEHO3HUM OOCMYNOM € CYMMEBO
VCKIAOHEeHUM, WO NPU3800Uums 00 mo2o, wo Oilbuicms i3 HUX QaKmuyHoO He MON*CYMb
ompumysamu npoQiIIaKmuyry 3amicry mepanito. Tomy Oinvuicms nayicHmMia 3 MsHCKOH
Gopmoro cemohinii A 6e3 ineioimopa oo FVIII ma ympyounenum 6eHO3HUM 0OCMYNOM He
ompumyoms npoghinakmuune nikyeanus. Lli nayienmu nepioko maioms Kposomeui ma

8 [Mocranosa Ka6inery Minictpis Yxpainu i 07.03.2022 Ne216 «/lesiki nuTaHHs 3aKyMiBIi JTiKapchKuX 3ac00iB, MEAMYHUX BUPOOIB T TOMOMIKHUX
3acobiB 10 HEX», https://zakon.rada.gov.ua/laws/show/216-2022-%D0%BF#Text
® http://www.drlz.com.ua
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KpPOBOBUNUBU ) CYelobu bazamopazoso npomszom poky. Ilpu eunuknenui kpogomeu, 0
iX 3ynunKu, 3a38uyatl, NPOBOOUMbCS IIKYBAHHA “HaA 8uM0o2y ", OJisl 4020 BUKOPUCTOBYIOMb
konyeumpam FVIII (nrazmosuii abo pexombOinanmuuil) 8 ymosax cmayionapy.

Bpaxosyrouu euwezaznauene, yno8Ho8ANCEHUM OP2AHOM BCMAHOBIEHO, WO BUOID
3AA6HUKOM 8 AKOCMI KoMnapamopa nikapcvko2o 3acooy FVIII y pesxcumi “na eumozy”
015 IKy8anHs nayieumie cmapute 12 pokie 3 msickor eemodghinicio A 6e3 HasgHocmi
ineibimopie 0o gaxkmopa VIII ma ympyoneHum 8eHO3HUM OOCMYNOM, € KOPEKMHUM 3
nepcnekmusU CUCmeMu 0OXOpPOHU 300P08 sl K 0EPHCABHO20 NIAMHUKA.

Indgopmanisa moao KJIiHIYHOI ePeKTUBHOCTI 3asIBJIEHOIO JIKAPCHLKOr0 3ac00y
NpeCcTABJIEHA B 10Ch€

JIns mpoBeieHHST TMOPIBHSJIBHOTO aHalli3y KIIHIYHOT €()eKTUBHOCTI 3aCTOCYBaHHSI
eMIu3yMaly g pyTUHHOI PO(dIIaKTUKKA KPOBOTEY Yy MAIlI€HTIB cTapiie 12 pokiB 13
TSDKKOIO Temodiniero A 6e3 iHriditopiB g0 dakropa VIII ta 3 yrpyaHeHUM BEHO3HUM
JIOCTYIIOM 3asiBHUK 3/1MCHUB MOUIYK PaHOMI30BaHUX KOHTPOJIbOBAHMX JOCITIIKEHb 1
CUCTEMaTUYHUX OTJISIAIB 3 MeTaaHai3oM y 0azax ganux PubMed ta Cochrane Library.
3asBHUK 3a3HAyYae, 1110 KOropTa Mali€HTIB 3 yTPYAHEHUM BEHO3HUM JOCTYIIOM HAJIEKHUTh
710 3arajbHOI rpymnu MHaiieHTiB 13 reModuiiero A 6e3 iurioitopiB o FVII, mns skux
3aCTOCOBYIOTHCSA OJHAKOBI TEPANEBTUYHI MIAXOAH, a podisil e(h)eKTUBHOCTI i Oe3neKu
Teparii He BIJPI3HAIOTHCS BiJl 3araJIbHO1 MOMYJIALIII.

3a pesynabTaTaMHM TIOIIYKY 3asBHUKOM Oyio BiIiOpaHO JBa JpKepelna, 1o
BIIMOBIJaIM BU3HAYEHUM Kputepisim 3a cxemoto PICO: pangomizoBaHe KOHTPOIbLOBAHE
nocnimxenns HAVEN 3, mo npeacrasnene B ny6mikanii Mahlangu J. et al., 20181 gk
OCHOBHE JKepeJsio Ta I0JaTKoBo MeTaaHaiis Reyes A. et al., 2019,

PannomizoBane, 6aratoreHTpoBe, KOHTPOJIbOBaHe, Bijkpute aociimkerss 11 gazu
HAVEN 3 (Mahlangu J. et al., 2018) oriHoBano cpeKTHBHICTb, OC3MEKy Ta
bapmMakoOKiHETHKY MPOGITAKTUKH eMIITU3yMaOOM Y TAI[I€HTIB YOJOBIYOI CTATI 3 TAXKKOIO
remodiniero A 6e3 iuridiTopis g0 FVIIL.

Jlo y4acTi B OCHIIPKEHHI JTOMYCKAIUCS TMAIllEHTH BIKOM BiJl 12 pOKIB 13 TSKKOIO
BpomkeHoo reModutiero A (aktuBHICTH eHporeHHoro FVIII <1%) 6e3 moTouHmx
iHrioiTopis 1o FVII (<0,6 BO/mi), siki oTpuMyBalM €Mi30AW4YHI a00 MPOQUIAKTUYHI
iH(py31i pakropa VIII no BkmrodeHHs y gaHe aociimkeHHs. [lamienT, mo paHime
OTPUMYBAJIH JIIKYBaHHS “‘Ha BUMOTY ’, TOBMHHI OyJIM MaTH IIOHAWMEHIIE I’ ITh KPOBOTEY
npoTsirom 24 THxHIB 0 panaomizaiii. [1i yac panaomizaiii yuacHUKIB CTpaTU(iKyBaIn
3a KUIBKICTIO KpOBOTEY 3a Iied camuii nepioa (<9 abo >9 emizojiB), 10 BiAMNOBIAAIO
piuHiit gactoti kpoBoteu (ABR, Annual Bleeding Rate) = 18.

Hocmimxysana nonymsiiis HAVEN 3 ckimananacs 3 gopocnux 1 mamitkiB (n=152),
SK1 BIJIMOBIJATN HABEACHUM KPHUTEPIsIM Ta OTpuUMyBayiu JikyBaHHs ¢akropom VIII y

10 Mahlangu J., Oldenburg J., Paz-Priel 1., Negrier C., Niggli M., Mancuso M.E., Schmitt C., Jiménez-Yuste V., Kempton C., Dhalluin C., Callaghan
M.U., Bujan W., Shima M., Adamkewicz J.1., Asikanius E., Levy G.G., Kruse-Jarres R. Emicizumab Prophylaxis in Patients Who Have Hemophilia A
without Inhibitors. N Engl J Med. 2018; 379(9):811-822. doi: 10.1056/NEJM0a1803550

11 Reyes A., Révil C., Niggli M., Chebon S., Schlagmiiller S., Flacke J.P., Zortel M., Paz-Priel 1., Asikanius E., Hampton R., Mahajan A., Schmidt E.,
Edwards S.C. Efficacy of emicizumab prophylaxis versus factor V111 prophylaxis for treatment of hemophilia A without inhibitors: network meta-
analysis and sub-group analyses of the intra-patient comparison of the HAVEN 3 trial. Curr Med Res Opin. 2019; 35(12):2079-2087. DOI:
10.1080/03007995.2019.1649378
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pexuMi “Ha BUMOTY” ab0 y BUTJIAAI NPODUIAKTUKU 10 BKJIIOUEHHS B JOCIIJKCHHS.
[TamienTiB, sSKi 10 BOTO OTPUMYBAJHW JIIKYBaHHS ‘“‘Ha BHUMOTY’, PaHJIOMI3yBaju Jis
OTPUMAHHS npo(diTaKTUKKA eMilu3yMaboM abo BiiCcyTHOCTI mpodinakTtuku. [lamieHTis,
AK1 nepe6yBaJm Ha npocpmaKTHul FVII no BKIIOYEHHS, TAKOXK 3apaxOBYBalu IS
IHTpalHaUBIAyadbHOr0  TOpiBHAHHA  (aHri.  intraindividual —comparison)  Mix
nonepeanboro npodinakrtukoro FVIII Ta mpodinakTHYHUM JiKyBaHHSAM eMIiTU3yMadoMm.

VY pociimKeHH] OLIHIOBAIN B CXeMH NPOPUIaKTHKU eMminuzymadom (1,5 mMr/kr Ha
TIKICHb Ta 3 MI/KT Ha 2 TWKHI) 3 METOI0 BH3HAYCHHS MOJKJIMBOCTI 3alpOTIOHYBATH
nali€eHTaM THYYKI PeKUMU JI03yBaHHS; Tiepeaoavaiocs, 1o oOuIBl cXeMH 3a0e3nedarh
e(eKTUBHUN KOHTPOJIb KpPOBOTEY MPOTATOM YChOTO TMEpIoAy JIIKyBaHHA. Pexum
npodiIaKTHUKU nepenadadyaB YOTUPU MOYATKOBI HaBaHTaKyBalibHI 103U 3,0 MI/KT OJuH
pa3 Ha TUXKJICHb, MICIIS YOTO0 MAIIEHTH OTPUMYBaJ 200 1,5 MI/KT OJIMH pa3 Ha THXK]ICHb,
a00 3,0 MI/KTr KOHI 2 THXKHI.

[NTamieHnTy, sIKi 10 BKIIFOUYEHHS OTpuMYyBaiu JiikyBaHHs pakrtopoM VIII y pexxumi “Ha
BUMOTY”’, OYJIM paHJIOMI30BaH1 y CHiBBIAHOIIEHHI 2:2:1 Ha OTPUMAaHHS eMIIU3yMaldy y
1031 1,5 Mr/kr onuH pa3 Ha TxAECHb (Tpyna A, n=36), 3,0 Mr/kr koxHi 2 THxHI (Tpyna
B, n=35) abo BiacytHocTi npodinaktuku (rpyna C, n=18). [Tauientn 3 rpynu C Moriu
nepenTu Ha NpoUIAKTUKY eMilu3yMadoM y 11031 3,0 Mr/kr koxHi 2 TkH1 (micis 4
TUKHIB HABAHTAXYBaJIbHOro pexumy 3,0 MI/KT OOUH pa3 Ha TWXKIECHb) MICISA
3aBepiIieHHs 24 THXHIB MOYaTKOBOI (a3 JOCIIIKEHHS.

HNuzaitn  nociimkenHs HAVEN 3 nepenbauaB gBa Tunu mnopiBHsHB. [lepiie
MOPIBHSHHS NMPODUIAKTUKY eMIIIM3yMa0OM 13 BIJICYTHICTIO MPO(MITAKTUKHU (J1KYBaHHIM
“Ha BUMOTY”) 3IHCHIOBAIM IUIAXOM IMOPIBHSHHSA YaCTOTH KPOBOTEY MIXK PI3HHUMHU
paHI0MI30BaHUMU TPYIAaMH Malli€HTIB: rpymnoio A Ta rpynoto C, a Takox rpymnoto B ta
rpynoto C. [Ipyre mopiBHSHHS CTOCYBaJOCsS €(GEKTHMBHOCTI eMilnnu3ymaldy BiTHOCHO
npodinaktuku dakropom VIII. Bono 6asyBasiocst Ha aHami31l JaHUX Y MEXaX OJIHOTO i
TOTO camoro mnaiienTa. J[Jig 10ro BUKOPUCTOBYBAJIU JaH1 YYaCHHUKIB, SIKI OTPUMYBAJIA
npodinaktuune aikyBanus FVII y neinrepsenmiiinomy pocnimkerndai BH29768 ta Oymnu
BKuTroueH1 J10 rpynu D (n=63) HAVEN 3 s nogansiioi npoilakTUKU eMiliu3yMadoM
y 1031 1,5 MI/Kr oAuH pa3 Ha TUKICHb.

VYV nocmimxenni HAVEN 3 Oyno nmpoAaeMOHCTPOBAHO CTATUCTUYHO W KIIIHIYHO
3HauyIle 3HMKEHHS YaCTOTH KPOBOTEY MPHU 3aCTOCYBaHHI TPO(]PIIAKTUKHA eMIU3yMadboM
MOPIBHAHO 3 JiKyBaHHSIM “Ha BuMory” FVIIIL. 3nauymie 3HM>KEHHS criocTepiragocs s
BCIX THUIIB KpPOBOTEY, BKJIIOYHO 3 MPOJIKOBAHUMHU KpPOBOTEUYAMH, CYIJIOOOBUMU
€mni30/JaM1, KPOBOTEUAMHU B CYTJIOOM-MIIICH] Ta 3aTajIbHOIO0 YaCTOTOI0 KPOBOTEY.

Piuna gacTtoTta nikoBaHUX KpoBOTeU (TIEpBUHHA KIHIIEBA TOYKA) CTAHOBUIIA:

° 1,5 (95% CI: 0,9-2,5) y rpymi A (1,5 mr/kr 1 pa3 Ha THK/ICHB);

° 1,3 (95% CI: 0,7-2,3) y rpymni B (3 Mr/kr KoxHi 2 THXHI);

° 38,2 (95% CI: 22,9-63,8) y xoutposibii rpymi C (mikyBanus FVIII “Ha
BUMOTY”).

L1 pe3ynbTaTl BIANOBIAAIOTH 3HMXKEHHIO PIYHOI YaCTOTH JIIKOBAHMX KPOBOTEY Ha
96% y rpyni A nopiBHsiHO 3 Tpynoro C (BigHomenHs ABR 0,04; p<0,001), Tana 97% y

11



Emiyuszymab ona pymunnoi npogirakmuku 3 memoio 3anobicanHs abo 3MeHuleHHs dacmomu enizodie kposomey y
nayienmie cmapwe 12 poxie 3 msickow gopmoio cemo@inii A 6e3 nasenocmi ineibimopie 0o Gaxmopa VIII ma
ympyoHeHum éeHosHum oocmynom, 12.12.2025

rpyni B nopiBuasiHo 3 rpynoro C (BigHomenHs ABR 0,03; p<0,0001). ¥V 56% yuyacHukiB
rpymu A ta y 60% ydacHukiB rpynu B He Oyso 3apeecTpoBaHO KpOBOTEY, TOMi SK Y
KOHTpOJIbHIM Tpyni C KpoBOTeYl Mayid BCl y4acHUKH. JIJIT BCIX BTOPUHHUX KIHIIEBUX
TOYOK, MOB’SI3aHUX 13 KpoBoTeuaMu (yci KpOBOTEYi, MPOJIKOBaH1 Cyrio00Bl KpOBOTeUi,
JIKOBaH1 CIIOHTAaHHI KPOBOTEYI, JIIKOBaHI KPOBOTEUl B CYIJIOOM-MillIeH1), 4acToTa Oyia
HIDKUOIO MPpHU OyJb-sKiM CXeMi 3aCTOCYBaHHS eMilM3yMaly MOPIBHSHO 3 BiJICYTHICTIO
npODITaKTUKH.

Sk 3a3HaYa€ 3asIBHUK, 3T1HO HAUTIPIIIOTO CIIEHAPIIO 32 €PEKTUBHICTIO Ta 3PYUYHICTIO
JUIS TaifiedTa, criBBigHOIeHHS ABR Mix eminuzymabom B 1031 1,5 MI/KT IIOTHXKHS
(ABR =1,5) ta FVIII “na Bumory” (ABR = 38,2) cranosuiio 0,04 (95% CI, Bix 0,020 no
0,075; p <0,0001) Ha xopuctb eminuzymady 1,5 mr/kr motuxkHs. 11 1ani BUKopucTaHi
3asIBHUKOM Yy TOJIaIbIIOMY (hapMaKOEKOHOMIYHOMY aHalli3i.

OriHka e(eKTUBHOCTI TaKOXX MPOBOAMIACH IUISIXOM IMOPIBHSHHS PIYHOI YaCTOTH
KpOBOTEU IHTpaiHAUBIAyabHO — rpymna D (anri. intraindividual comparison):

° mijg yac momnepeaHboi mpoduraktuku dakropom VI y Biakputomy
1HTEepBeHU1HHOMY nocmiakenHl BH29768,
° Ta M1 4ac npoQiaakTuku eminuzymadom y rpyni D HAVEN 3.

Cepen nanientiB rpynu D pidyHa yacToTa JIIKOBaHMX KpoBoTeu Oyna 1,5 mpu
3aCTOCYBaHHI eMiln3ymMady nopiBHsAHO 3 4,8 min yac npoduiaktuku FVIII (3HMXKEHHS
ABR Ha 68%; p<0,0001). ITogiOH1 pe3ynbTaTh OTPUMAHO AJIA BCIX OLIHEHUX THIIIB
KpoBoTed. JlogaTkoBo OyB IPOBEICHUI aHAIII3 PE3YJIbTATIB MALIE€HTIB 13 BUCOKUM PIBHEM
npuxuibHOCTI 10 mpodinaktuku FVIIL (>80% y BH29768), mo miarBepaxyBaio
y3TOJIKEHICTD 1 CTa0LTbHICTh OCHOBHUX BUCHOBKIB.

VY nocnimxenni HAVEN 3 oriHioBany 4acTKy MAaIi€HTIB 13 CYTJI00aMU-MIIICHSIMH.
Cyrno6-milieHb BH3HAYaIM K BEJIUKHM Cyrio0 (Ta30CTETHOBWI, JIIKTHOBHUH,
IIPOMEHEBO-3aIl’ ICTKOBUH, IIJICYOBUH, KOJIHHMM a00 TOMIJKOBOCTOITHHM), Y SKHU
IPOTATOM 24 THKHIB BIIOYJI0CS >3 KpOBOTEUI.

Ha MoMeHT BKIIIOYECHHS 0 JOCHIDKCHHS 1HGOpMAII0 Tpo CYrioO0u-MilIeHi
(iKCyBaJii Ha OCHOBI 1CTOpPii KPOBOTE€Y NPOTArOM 24 THXKHIB [0 paHIOMI3allii.
JlonatkoBo OyJsio mpoBeneHo post-hoc aHamiz, y sskomy cyrjioOu-MillieHi BU3HAYalu 3a
TUM CaMUM KpUTepieM (=3 JIKOBaHI KPOBOTEYI MPOTATOM OyAb-SKOro 24-THUKHEBOTO
nepiojy), ajie BKe MiJl yac npoiIaKTUKU eMilu3yMaOoM. AHaii3 BKJIIOYaB MAIll€HTIB
ycix rpym, okpim rpynu C.

3a gaHMMM 3asBHUKA aHalli3 MPOAEMOHCTPYBaB, IO 10 paHiomizaiii 85,4%
NaIi€eHTIB, K1 panime orpumyBaiu FVII y pexumi “Ha Bumory”, Mmanu cyrioOu-MieH1
(B saxi mpoTsiroM 24 TwxHIB BimOynocs >3 kpoporedi). Ilicms mpodimakTuaHOTO
JiKyBaHHS eMinu3ymaboM (rpynu A 1 B) yacTka maifi€eHTIB 3 ypaX€HHSIM CYTJI00iB-
MmimeHerd 3mennmwiacs g0 4,2%. Cepen mMmaimieHTiB, $KI paHIlle OTPUMYBaIu
npodinaktuyne jikyBanHs FVII, 41,3% manu cyrnoOu-mimeni. [licns nepexony Ha
npo(dUTaKTUKY eMiu3yMadoM 1151 yacTka 3MeHImiacs 10 3,2%.
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Jlns ouiHky sikocTi nanux gociipkeHHss HAVEN 3 3asBHukoM 0yJi0 3aCTOCOBAaHO
iHcTpyMeHT RoB2. 3a pe3ynbraramu OLIHKH, TOCTIIPKEHHS IEMOHCTPY€E HU3BKUNA PUZUK
YIEPEIKEHOCTI 3a OUTBIIIICTIO JOMEHIB.

JlomaTkoBO Ui OIIHKA TOPIBHSUIPHOT KITIHIYHOI €(EKTHBHOCTI eMinu3ymaly
3assBHUK BUKOpPHCTaB MepexeBui MmeraaHaiiz Reyes A. et al., 2019, skuii Bimmosinan
Bu3HaueHuM Kkputepism PICO. Meroto 1poro wmetaanamizy Oyno MOPIBHSIHHS
npo(dITaKTUYHOTO 3aCTOCYBaHHA eMinu3ymaly 3 mpodinaktukoro FVIII y mamienTiB 13
remodirmiero A 6e3 inribditopiB g0 FVIII. Takox B metananamizi Reyes A. et al., 2019,
KpIM OIIIHKK KJIIHIYHOT €(QEeKTUBHOCTI MNPOPIIAKTHUKKA eMilu3ymMady IOpPIBHSIHO 3
npodinaktukoro FVIII, omiHioBanu 4acToTy MpOJiKOBAaHUX KPOBOTEY Yy MAIlIEHTIB, SK1
OTPUMYBAIM MPODUIAKTUKY eMIITu3yMaboM, TTOPIBHIHO 3 TMalliEHTaMH, K1 OTPUMYBaJIn
tepamnito FVIII “na Bumory”.

3a pe3ylnbTaTaMd MEPEKEBOTO MeTaaHalli3y 3asgBHUKOM BCTAHOBJIEHO, IO
npoiJakTUYHE 3aCTOCYBaHHS  eMilu3ymMaly MpOJEMOHCTPYBAJIO  CTATUCTUYHO
JIOCTOBIpHE 3HI)KEHHS YaCTOTH MPOJIIKOBAHUX KPOBOTEY MOPIBHAHO 3 JikyBaHHsIM FVIII
“Ha BUMOTY’’: 1715l pexxuMy | pa3 Ha THKJIeHb ciBBlAHOIEHH: cTaHOBMIO RR 0,04 (95%
Crl 0,01-0,08), a ms pexxumy 1 pas Ha 2 keI RR 0,03 (95% Crl 0,01-0,08).

Takum ynHOM, 00'€HAHI pe3yJbTATH MEPEXKEBOr0 METaaHami3y MIATBEPIKYIOTh
nepeBary npoQiaakTUKU eMiu3yMadoM NopiBHAHO 3 JikyBaHHsIM FVIII “Ha Bumory” y
Maui€eHTIB 13 remopdimiero A 6e3 iHridiropi go FVIIL.

3a OIIIHKOIO METOJI0JIOTTYHOT KOCTI MeTaaHani3y 3asBHUKOM 32 AMSTAR-2, 10 i3
16 xputepiiB OyiM BUKOHAHI, 110 CBIAYUTH MPO 3aJOBUILHUN PIBEHb JOCTOBIPHOCTI
JI0Ka31B 13 BpaXyBaHHSAM HAassBHUX METOJOJOTIYHUX OOMeXeHb. BonHouac, sk 3a3Havae
3asBHUK, TMpsiMe paHaoMizoBaHe kimiHIuHEe pociuikeHHs HAVEN 3, srigno 3
Hacranosoro, € HAWOUIBIII MIEPEKOHIMBUM JIKEpEJIOM JIOKa31B VIS
(hapMaKOEKOHOMIYHOTO aHAII3Yy.

3a BUCHOBKAMH 3asBHHMKA, HAasBHI JIOKa3W JIEMOHCTPYIOTh KIIIHIUHY TepeBary
npo(UIAKTUYHOTO 3aCTOCYBaHHS eMilnn3ymaldy mopiBHsAHO 3 JyikyBaHHsM FVIII “Ha
BUMOTY’ Yy TAall€HTIB 13 TsSkKKOO Temodimero A 6e3 iHridiropis no FVII, mo
CYIIPOBOJUKYETHCSI  3HIDKEHHSIM YacTOTM BCIX THIIB KPOBOTEY, TOKPAIICHHIM
CyTJI000BOTO CTATyCy Ta OUIKYBAHUM MOKPAIICHHSM SIKOCTI KUTTS.

Indopmanisa 1010 NMOPIiBHAIBLHOI 0e3NMEKH 3asiBJICHOI0 JIKaApCbKOIo 3acody
NpeACTABJIEHA B J0CHE

PesynbTaTu anamizy 0€3neku JiKapchKoro 3acoly eMinu3ymad 3asiBHUK HaJaB Ha
ocHoBi nanux nociuimkeHas HAVEN 3, omucanoro y my6mikamii Mahlangu J. et al.,
2018.

VY nocmimxkenni HAVEN 3 owinka 6e3neky npoBouiacs 3 ypaxyBaHHSIM JaHUX
BCIX MAI[IEHTIB, SIKI OTPUMAJU Xo4ya O OJHY /103y eminu3ymady. AHami3 Oa3zyBaBcsl Ha
MiPaxyHKy YaCTOTU MOOIYHUX SIBMIL, iX TSKKOCTI Ta 3B’S3KY 3 JIKYBaHHIM. 3a MepioA
CrocTepexeHHs (Meniana ctaHoBmwia 29,3 THxHI) 3apeecTpoBaHo 543 moOivuHi sIBUIIA Y
127 13 150 maii€eHTiB, sIKI OTpUMYBaJId eMilin3ymad. biabmiicTs namieHTiB (84,7%) manu
[IOHalMEHIIIe OJIHE MOOIYHE SBUILE, TPUUOMY MepeBakHa iX yacTuHa Oyna 1-2 cryneHs
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TsDKKOCTI. HalimomupeHinmmM nmoGiyHuM sBUIEM OyJia peakilis y MICIli BBEICHHS, SKY
3adikcoBaHo y 25% yuacHukiB. Jlo 4acTUX HECHPUSITIMBHUX MOAIN TaKOXK HaJIEKaIu
iH(eKLii BepXHIX IUXadbHUX MUIAXIB, HAa30(apuHTIT, apTpairis, roJOBHUN OuIb Ta
CUMITOMH, MOAI0H1 /10 Tputty. JIuie oquH namieHT NPUIUHUB JIIKYBaHHS Yepe3 IeKITbKa
NMOOIYHUX SBHII JIETKOTO Ta MOMIPHOTO CTYTIEHS, SIK1 IOCJIITHUK BBa)KaB MOB’SI3aHUMHU 13
3aCTOCYyBaHHSM eminu3yma0y. He 3apeecTpoBaHO JKOJHOTO BHUMNAAKY CMEpTI,
TPOMOOTUYHOI MiKpOaHTioNaTii Yu TPOMOOTHYHHX YCKIagHEHb. Byo moBigoMieHo mpo
14 cepito3Hux MOOIYHUX SIBUIL, TIPOTE >KOJHE 3 HUX HE OYJI0 MOB’S3aHE 3 JIIKYBAHHSM.

[TopiBasHo 3 FVIII “Ha BuMOry”, 3arajbHa 4acToTa OyAb-SKHX MOOIYHUX SIBHIII
Oyna BUIIOIO y Tpynax eminuzymMady: 94,4% y rpymi 1,5 mr/kr motuxHs ta 85,7% y
rpyni 3 MI/Kr KoxkHi aBa THxHI Tpotu 33,3% y KOHTPOJBHINA TpyIi, M0 OYIKYBaHO
MOB’513aHO 3 MPOQUIAKTUYHUM XapaKTepoM Tepamii eMinu3ymMadboM 1 TPUBATIIINM
nepiojgioM ekcrosumii. Peakmii y wMicmi 1H’ekiii OyiauM HaW4YacTIIMMU TOJISIMH,
MOB’SI3aHUMH 3 JIIKYBaHHSIM, y Tpynax eminu3zymady. ¥ kontpoisbHiit rpymi FVIII “Ha
BUMOTY BCl 3a(hiKCOBaH1 MOOIYHI1 SBUIIIA BUHUKAIA TOOAMHOKO. Bicim momiit >3 crynens
TSKKOCTI OyJIM 3apeecTpoBaHi y rpynax npo@uiakTUKU eMiu3yMadoM, PoTe KOHA 3
HUX He Oylia 3yMOBJIEHA JI€I0 JiKapchKoro 3acoOy. He BUSBIEHO KOAHMX MOOIYHHUX
noAid >3 CTymeHs TSKKOCTI, SKI Maau O KIIHIYHE 3HAYEHHS Uil TOJaJIbIIOTrO
(hapMaKOEKOHOMIYHOTO aHAJII3y.

OTpumaHi J1aHl y3roJKYIOThCS 13 3arajbHUM 1 BXK€ BIIOMUM Ipodinem Oe3nexku
eminu3ymaly. IlopiBHssHo 3 mikyBanHsm FVIII “nma BumMory”, mnpodigakTuyHe
3aCTOCYBaHHS eMINU3yMaly J103BOJISIE YHUKHYTHU PU3UKIB, OB’ A3aHUX 13 PETYISIPHUMU
BHYTPIIIHBOBEHHUMH BBEJCHHIMU, 30KpeMa TPOMOOTHYHUX MOI1H, ICUXOJIOTTYHOTO Ta
(G13MYHOTO HaBaHTAKEHHS, MOB’S3aHOTO 31 CKJIAJIHUM BEHO3HUM JOCTYIIOM, a TaKOX
3HMXKY€E OTPeOy Yy BCTAHOBJICHHI LIEHTPAJIbHOTO BEHO3HOTO KaTeTepa.

3aranoM 3asBHHUK 3a3HA4yae€, M0 3HWKEHHS YaCTOTHU TMPOJIIKOBAHUX KPOBOTEY Ha
96%, npogemonctpoBane y HAVEN 3, y moeHanH1 31 CIPUSATIANBUAM NpodiiaemM Oe3neKH,
NIATPUMYE KITIHIYHY JOIIIBHICTh NpOMUIAKTHYHOI Teparii eminusymadom. s
MALIEHTIB 13 YTPYAHEHUM BEHO3HHM JOCTYIIOM, SIKI € YACTHMHOIO LI€1 MOMYJSALIi Ta AJis
AKUX PEryJisipHa BHYTPIIIHbOBEHHA MPOQIIaKTUKA € YCKIAAHEHOI a00 HEMOKIIMBOIO,
MIJIIKIPHE BBEACHHS eMIIU3yMaly (DaKTUYHO € €IUHOIO OMIIEI0, 1110 BUPILIIY€E MUTAHHS
30€pEKEHHST SKOCTI KUTTS TMAallleHTa 1 3amoOiraHHs a0o0 3HIKECHHS 1HBaiau3alli B
MaiilOyTHHOMY.

Vnosnosasicenuii opean nposie sepugpikayiinuil aHaniz 0aHux wooo NOPIi6HANbHOL
KIIHIYHOI ehekmusnocmi ma Oe3neku NpoQilakmuiuHo2o JNiKY8aAHHS eMIyu3zymMaboom
nopieHAHO i3 3acmocysannsam ¢paxmopy VIII “na eumoey” y nayiecumie cmapwie 12 poxis
3 msduckoro 2emoqhiniero A 6e3 nHasagHocmi ineibimopie 0o ¢haxkmopa VIII ma ympyounenum
8EHO3HUM OOCMYNOM MA 3A3HAYAE HACMYNHE.

s oyinku KIIHIYHOI ehekmusHocmi 3aA8HUKOM NPeOCMAasieHi pe3yibmamu
PAHOOMI308aH020, bA2amoyeHmpo8o2o, 8iokpumoco docnioxcenns Il ¢pasu HAVEN 3
(Mahlangu J. et al., 2018), wo oyinsano epexmuenicmo, 0Oe3neky ma
G apmaxoxkinemuky npoginakmuxu emiyuzymabom y nayicumie cmapuie 12 pokie
YoN08Iu0I cmami 3 madicKoi cemoiniero A be3 nassnux ineibimopis paxmopa VIII.
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11i0 uac anbmepnamuno2o NOULYKy YNOBHOBANCEHUM OP2AHOM He BUABIEHO THULUX
oofcepesl 00KA308UX OaHuX, AKi 6 ionoeioanu KuiHiuHoMy numanHio 3a cxemoro PICO.

Hocnioocennss HAVEN 3 exnrouano yvomupu epynu: epyny A (n=36) ma epyny B
(n=35), y axkux sacmocosysanacs npoghinakmuxa emiyusymadoom, epyny C (n=18), wo
ompumyesana nixysanus FVIII “na eumoey” 6e3 npoginakmuku; a makosxc epyny D, y
AKIU NPpoBOOUNU THMPATHOUBIOYAIbHE NOPIBHAHHA NPOQDIIAKMUKY eMIYU3ymMaoom i3
nonepeouvoro npoghinakmuxoro FVII. Hezanexcno 6i0 epynu ma cmpamezii 1iKy8auHs, y
pa3i 8UHUKHEHHs1 NPOPUBHUX Kpogomey nayicHmam npusnHavyanu oooamxogo FVIII y
003YBAHHAX, BUHAYEHUX OoclioHukoMm. QOckinbku 6 epyni D nopieurosanu 086a
npoghinaxmuuHi pexdcumu, OMpUMAani 8 Hitl pe3yIbmamu He € PeleGaHMHUMU OISl OYIHKU
KNIHIYHOI eghekmusHocmi emiyuzymady y NOPIGHAHHI 3 NIKY8aHHAM “Ha eumocy’ 01
3asenenoeo saaeuukom PICO.

Pezynomamu oocnioscenna HAVEN 3 oemoncmpysanu cmamucmuyHo ma KIiHiYHO
3Hauywe 3HUMCEHHS YACMOmu Kposomey Npu  3ACMOCY8AHHI  NPOQIIaKkmuxu
eMiyuzymMaoom nopisHano iz nikysanuim “na eumoey” FVIII. Piuna uacmoma niko8anux
kposomey (ABR) cmanosuna 1,5 (95% ClI 0,9-2,5) npu 3acmocysanni emiyuzymao6y 1 pas
Ha mudcoens (epyna A) ma 1,3 (95% CI 0,7-2,3) npu 66edenni 1 pas Ha 2 mudchi (epyna
B), nopisnano 3 38,2 (95% CI 22,9-63,8) y konmponwniti epyni FVIII “na eumoey” (epyna
C). Le sionosioac snuscennro ABR na 96% y epyni A (RR 0,04, p<0,001) ma na 97% y
epyni B (RR 0,03; p<0,0001) gionocno kommponvroi epynu C. Biocymuicmo
NpOoaIKO8anux Kpogomey giozuaveno y 56% nayieumie epynu A ma 60% epynu B, mooi
K y konmpoawvHiu epyni C kpogomeui manu 6ci yyacnuxu. Iloxkaznuxu epynu A (ABR 1,5
(95% CI 0,9-2,5) 6yau exmoueni y GapmakoeKOHOMIYHUL aHANI3 6 SKOCMI
NeCUMiCMUYHO20 CYEHApilo, Wo HA OYMK) YHOBHOBANCEHO20 OP2AHY € NPULHAMHUM,
OCKIbKU ~ pe3yibmamu  NOPISHANbHOI  KIIHIUHOI  ehekmusnocmi  npoghinakmuxu
eMiyuzymMabom NPaKmudyHo He BIOPIZHAIOMbCA 3ANEHCHO 610 DPEHCUMY 3ACMOCYBAHHS
(3rudicenns ABR na 96% 6 epyni A nopiensano 3 KonmpoivHow epynoro ma Ha 97% 6 epyni
B 6ionocno konmponavhoi epynu).

Vnoenoseaosicenum opeanom 0Oyno npoeedeHo OYIHKY MemoOON02IUHOI AKOCMI
nyonixayii Mahlangu J. et al., 2018 3a aucmom OyiHKU 00CbE WOOO NPOBEOEHHS
oeporcasnoi OMT ma emani ¢axoseoi excnepmuszu (0odamox 2 Hacmanosu) ma
BCMAHOBIEHO NPULUHAMHY MemOoOON02IYHY SAKICMb, WO Y3200H4CYEMbCA 3 OYIHKOIO
3as6HUKA.

Hocniooscennss HAVEN 3 poszensioaemvpcsi 3a868HUKOM SIK OCHOBHE 0cepeio 00KA3i8
wWooo epexmusHocmi NPOPIIAKMUYHOSO 3ACMOCYBAHHS eMIyu3ymMady y nayienmia 3
ecemoghiniero A 6e3 ineibimopie ma YmpyOHeHUM BeHO3HUM Oocmynom. Jlooamkoeo
3ASABHUKOM DYI0 NPOAHANI308aHO Mepedicesuli memaananiz Reyes A. et al., 2019.

OcHo6HOI0 Memoto Memaanaizy 0yno NopieHAHHA NPOPINAKMUKU eMiyu3yMadoMm 3
npoghinakmuxor gaxmopom VIII y nayienmie 3 cemogbiniero A 6e3 incibimopis, a
pe3yiomamu, wo npeocmasieHi OJisi NOPIBHAHHA NPOPINAKMuKy  emiyusymabom
nopieHaHo 3 nikysauuam ¢axkmopom VIII (“na eumoey”) bazyromvcs Ha pe3yibmamax
HenpsAMo20 NopieHsAHHA. Bpaxosyrouu ye, memaananiz He modce pozenioamucsi K
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OCHOBHE 0dicepeno O/l OYIHKU NOPIBHANbHOI KIIHIYHOI ehekmusHoCmi 8 KOHMeKCHi
8ION0BIOHOCMI 8U3HAYEHOMY KAiHIYHOMY numanhio 3a cxemoro PICO.

3a pezynemamamu oyiHKU Memooon02iunoi axocmi memaananizy Reyes A. et al.,
2019 3a aucmom oyinku wo0oo npogedenHs Oepocasnoi OMT na emani ¢haxosoi
excnepmusu (0ooamox 2 Hacmamnosu) 3 euxopucmauusam incmpymenmy AMSTAR 2
YNOBHOBANCEHUM OP2AHOM BCMAHOBNIEHO KPUMUYHO HUZLKY MEemMOOO0I02IUHY AKICMb, WO
He 8I0nogidac oyinYi HAOAHIl 3asI6HUKOM.

Bpaxosyiouu euwjezaznauene, ynognogaxcenuu op2an no200HCyeEmMvCsl 3 NO3UYIEIO
3AsA6HUKA, WO came pe3yTbmamu panoomizoeanozo oocuioxcenns HAVEN 3 € ocnognumu
00KaA3amMu  NOPIGHANLHOI KIIHIYHOI eghekmusHocmi Npo@PIIaKmuku emiyuzymabom
nopisHano 3 aikysarwHam FVIII “na eumoey”.

Ingpopmayisn  wooo nopisHANLHOI Oe3neKu 3asA6/1eH020 NIKAPCbKO20 3ac00y
npeocmasieHa Ha OCHO8I 0aHUXx parnoomizosarnozo docniodxcenus HAVEN 3 (Mahlangu J.
et al., 2018). Oyinka nposoounace y 8ubipyi 6cix nayicHmis, AKi ompumaiu xoua 6 oony
003) NKApCbKo2o 3acoby. 3a medianHo2o nepiody cnocmepedicenns 29,3 mudicHs 6yno
3apeecmposano 543 nobiuni aeuwa y 127 i3 150 nayienmis. binvwicme nodiunux aeuuy
Oyu neeko2o abo nomipnoco cmynensa msaxckocmi. Haiinowupeniwioro peaxyicro oyna
peakyis y micyi egedenns (25%). Yacmo peecmpysanucs maxoodic iH@ekyii 8epxHix
OUXANbHUX WIAXI8, HA30¢hapuneim, apmpanis, 20A08HUl Oilb ma 2punonooioHi
cumnmomu. Jluwe ooun nayienm npunuHuE NIKY8AHHA Yepe3 HEeCHPUsmiuel nooii
J1e2K020/NOMIpHO20 cmyneHs. Bunaokie cmepmi, mpomOOmMuyHoi MikpoaHzionamii 4u
MPOMOOMUUHUX YCKIAOHEHb He 8useNeHo. 3apeecmposari 14 ceptio3Hux noOiuHux a6uwy
He Oyau nos’szami 3 nikyeawHam. I[1ooii >3 cmynenws msaxckocmi, noe’s3aui 3
3acmocy8anHam emiyuzymaody ne eunuxaiu. Ompumani pe3yromamu y32004CYIOMbCsl 3
gidomum npopinem beznexu emiyuzymady. Ynoenosagicenutl opeamn no2oo0xcyemuvcs 3
iHhbopmayi€ero, HAOAHOW 3AABHUKOM, W0 nopieuano 3 aikysauuam FVIII «na eumoeyy,
3aeanvha yacmoma nooiuHUX A6uwy 6Y1a BUWOIO Y cPYNAX eMiyu3ymaoby, wo nos s13aHo 3
MPUBATTIUUM  NEPIO0OM  NPOPIIAKMUYHO20 TIKYBAHHS NOPIBHAHO 3 eNni300UHUHUM
sacmocysanuam FVIII “na eumozy”.

Omorce, pe3yromamu paHoOMi308aH020 KIIHIUHO20 Oocniodxcenns HAVEN 3
(Mahlangu J. et al., 2018) niomeepocyroms KIiHIUHY epheKmusHicmv npopilaKmuiHo20
3aCcmMocCy8ants emiyuzymady y nayienmis gikom 6io 12 pokie i3 msaickor cemoghiniero A
be3 ineioimopie 0o FVIII ma ympyoHenum 8eHO3HUM OOCMYNOM NOPIGHAHO 3 JIIKYBAHHAM
gdaxmopom VIII «una eumoeyy». Ilpoginaxmuka emiyuzymabom 3zabesneuye cymmese
BHUMCEHHS PiuHOi Yyacmomu aikosanux kpogomey (ABR). Ilpu 0o3yeanni 1,5 me/xe 1 pa3z
Ha mudcoenb ABR cmanosuna 1,5 (95% CI 0,9-2,5) ma npu 0o3ysauni 3 me/ke KONHCHI
0ea muoicui 1,3 (95% CI 0,7-2,3). Ilpu nixysauni ¢paxmopom VIII “na eumoey” yeii
noxasznuk cmarosug 38,2 (95% CI 22,9-63,8). ’Koowoi nponikosanoi kposomeui ne 6y10
3agixcosano y 56% ma 60% nayienmis, aKi ompumyeaiu emiyuzymad ionogioHo &
pexcumax 1,5 me/ke wpomudicua ma 3 me/Ke KOAHCHI 084 MUINCHI, MO0 K V 2pYNi iKY 8aAHHS
FVIII “na eumoey” kposomeui cnocmepicanucs y ecix yuachuxis. llJooo besnexu,
y3aeanvheri pezyromamu HAVEN 3 ceiouams, wo Oinbwicme nobiuHux seuwy Oyiu
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JlecKUMU abo NOMIpHUMU, A Cepuo3Hi NOOIYHI NOOii He OYIU NO8 SA3aHi 3 JIIKYBAHHSM.
lliosuwena 3azanvna yacmoma Hecnpuamaueux seuwy nopieuano 3 FVIII “na eumozy”
OYIKYBAHO NOB8’A3AHA 3 MPUBANIUUM NEPIO0OM eKCno3uyii npu npo@iiakmuyHoMy
3aCcmocy8aHti emiyuzymaoy.

Jlikapcbkuit 3aci6 eminm3ymad BkiIOueHUU 10 24 Bumycky ba3zoBoro mepeliky
OCHOBHMX Jikapchkux 3acodiB BOO3, 2025 poxy (WHO Model List of Essential
Medicines)!? Ta mo 10 Bumycky Ba3oBoro mepeniky OCHOBHHX JIKapCHKHMX 3aCO0iB s
niteit BOO3, 2025 poxy (WHO Model List of Essential Medicines for Children)*3,

Bianosinno 1o 3Bity 25-ro Komitery ekcnieptiB BOO3 3 Bi100py Ta BUKOPUCTAHHS
OCHOBHHUX JIIKApChKHX 3aco0iB, KowmiTeT ekcrepTiB pPEeKOMEHIYBaB BKIHOUYCHHS
eMil3yMaly 10 BUIIE3a3HAYCHUX TEePETiKiB 3a MOKa3aHHAM MPpOodUIaKTHIHE JIKYBaHHS
remo(imii A 3 inri6iropamu 1o daxropa VIII Ta 63 aux*,

Cepen raimy3eBux CTaHAApTIB y chepl OXOPOHU 370pOB’st YKpaiHu eMiln3ymad He
BKIIOYeHHH 10 17 Bumycky Jlep:xaBHoro ¢gopmyisipa JikapcbKux 3aco6iB® (makas
MO3 Vxkpainu Big 13.06.2025 Ne 971).

VY peectpi MeIUKO-TEXHOJOTIUHMX JOKYMEHTIB 31 CTaHAapTH3allll MEIUYHOI
nonoMoru craHoM Ha 2025 pik HasBHMM YHiQikoBaHMH KIIHIYHUH NPOTOKOJI
MEePBUHHOI Ta cHeuiajgizoBaHol Meau4Hoi jgomomoru “I'emodiis A6
3aTBEPKEHUI Haka3oM MiHicTepcTBa 0XOpOHM 3A0poB's Ykpainu 26.03.2025 Ne 537,
3T1IHO 3 SIKAM:

° OCHOBHUM METOJIOM JIIKyBaHHS MaLI€HTIB 3 TAKKOIO (opMoro remodimi A
€ peryiaspHe 3amicHe mnpoduUIakTUYHE ~JIIKyBaHHS  KoHIeHTparamu  FVIII
(1azmMaTUYHUMHU 200 peKOMOIHAHTHUMU) a00 HE(PaKTOPHUMHU JIIKAPCHbKUMU 3acO0aMu.
[IpodinakTrka MOYMHAETHCS Y paHHBOMY Billl (<3 pOKIB).

° JIist  maimieHTiB 3 YTPYAHEHUM BEHO3HHM JIOCTYIIOM ONTHUMAaIbHOIO
ATbTEPHATUBOIO € 3aCTOCYBAHHS JIIKAPCHKUX 3aCO01B 3 MIAMIKIPHUM IIIJISXOM BBEIACHHS
(eminmuzymal) abo, y pasi moTpedu, BCTAHOBJICHHS MIPUCTPOIO IIEHTPATLHOTO BEHO3HOTO
noctyny (ITLBK).

° [TinmkipHi HedakTopHi 3aco0u (30kpemMa eMilu3yMald) MOXYTh OyTH
JOLIUIBHUM BaplaHTOM MNpPO(QUIAKTHUKKA y TAI€HTIB, SKUM BaXKKO 3a0€3MeYuTH
pETYJISIPHUAN BEHO3HUM JTOCTYII.

° JlikyBaHHSI NIPOPUBHHMX KpOBOTeU Yy maiieHTIB Oe3 iHriditopis no FVIII
MPOBOJIUTHCA KOHILIeHTpaTaMu (hakTopa VIII y BIANOBIAHMX 103aX.

VY nocke npencraBieHl HACTYNHI MIKHAPO/IHI KJIIHIYHI HACTAHOBM Ta HACTAHOBHU
HAYKOBMX TOBAPHMCTB iHO3€eMHHX KPpaiH 100 JIKyBaHHS TMAlI€HTIB 3 TOKKOIO
remodiniero A 0e3 HasBHOCTI iHTi0ITOpiB A0 ¢akropa VIII Tta yTpyaHeHUM BEHO3HUM
JOCTYTIOM.

12\WWHO.Model List of Essential Medicines. https://iris.who.int/server/api/core/bitstreams/7eb03ead-ch01-45ca-b4fe-a50d698f049d/content
B3 https://iris.who.int/server/api/core/bitstreams/337edac2-d0aa-4e19-9d72-3ach11d09808/content

¥ https://iris.who.int/server/api/core/bitstreams/ae7a80b7-cec6-456b-8ad7-f0ad4e335c55/content

15 https://www.dec.gov.ua/wp-content/uploads/2025/06/derzhavnyj-formulyar-likarskyh-zasobiv-17-vypusk_osnovni-rozdily.pdf

16 https://www.dec.gov.ua/wp-content/uploads/2025/03/2025_ykpmd_537_gemofiliya-a.pdf
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1. HacranoBa BcecBiTHBOI (penepanii remodisii moao Bexennsi remodidii, 3-Te
Buaanns, 2020 pik (WFH Guidelines for the Management Of Hemophilia 3rd
Edition)!’

° [Tamientam 3 remodiniero A, y SIKUX BEHO3HHH JOCTYN € MpPOOJIEMHHM,
PEKOMEHIYEThCS PO3MIIAJIATH 3aCTOCYBAHHSA MIAMIKIPHUX HE(PAKTOPHUX JKAPCHKUX
3ac00iB, 30KpeMa emilu3ymaly, SK adbTepHATUBY PETYSIPHUM BHYTPIIIHbOBEHHUM
1HGy319M kKoHeHTpaTiB FVIIL

° Y Bumajkax, KOJW peryisipHa BHYTPIIIHROBEHHA MPOQUIAKTHKA €
HEMOJXKJIUBOIO, MOXK€ OyTH PpO3TJISHYTO BCTAHOBJICHHS MPHUCTPOIO IIEHTPAIHLHOTO
BeHo3HOTO foctymy (ITLBJ]) s 3a6e3nedeHHs m1aHoBO1 PO 1IIaKTHIHOT Tepartii.

° Bukopucranns IILBJl cynpoBomkyeTbes pusukamu (iHdekiii, Tpom003,
MEXaHIYHI YCKJIQJHEHHs), TOMY pIIIEHHS MNP0 iX BCTAHOBJICHHS MPUINMAETHCS
1HJIMB1AYyaJIbHO 3 OILIIHKOIO CIiBBIIHOIICHHS KOPUCTI Ta PU3HUKY.

° Yepes pusuku, noB’s3ani 3 [ILB/l, y kiIiHIUHIA NpaKkTUIll ATl YacTiie
BITAIOTh [I€peBary HaBYaHHIO TMAIll€EHTIB/OaThKIB TiepudepudyHuM 1HPY31IM Ta
MOCTYNOBOMY 301JIbIIICHHIO YaCTOTH BBEACHB 3aMicTh BcTaHOBJIeHHs [TL[B/I.

° [TiqmkipH1 JTiKapchKi 3acO00H, Takl sIK eMinu3yMal, 103BOJISIOTh YHUKHYTH
notpedu y IMIBJl 1 3Ha4YHO MOJIETHIYIOTh MPOBEAECHHS NPO(UIAKTHKY y TALIEHTIB 3
YTPYAHEHUM BEHO3HUM JOCTYIIOM, 3HI)KYIOUH MICUXOJIOTTYHUH 1 PI3UUHUN TATap YaCTUX
BHYTPIIIHbOBEHHUX 1H €KIIIH.

° JUnst  mamieHTiB  0e3  1HTIOITOPIB  JIIKYBaHHS NPOPUBHUX KPOBOTEY
npoBoauThCs KoHleHTpaTamu FVII y BiiMoBiMHUX /103aX, HE3AJEKHO BiJl HAsIBHOCTI
YTPYAHEHOTO BEHO3HOTO JOCTYILY.

2. HamionanbHuii ¢ona remodinii Ta iHIIMX NMOpylIeHb 3rOPTAHHS KPOBI,
AOKYMeHT Meau4yHoi Ta HaAyKOBOI KOHCYJbTAaTHBHOI paam Ne258: Pexomenpauii
II0J0 3aCTOCYBAHHSI Ta BeJAeHHsI NAIiCHTIB, sIKi OTPUMYIOTH eMimm3ymas-kxwh
(I'emy1iopa®) npu remodiaii A 3 iHridiropamu Ta 6e3 inridoiropis, 2020 (National
Hemophilia Foundation for all bleeding disorders, MASAC Document 258 -
Recommendation on the Use and Management of Emicizumab-kxwh (Hemlibra®)
for Hemophilia A with and without Inhibitors, 2020)*8.

° Eminn3ymal 3acToCOBYy€eThCs MIAMIKIPHO, IO € KPUTUYHUM JIJISl TALIIEHTIB,
SKAM CKJIQJIHO a00 HEMOXJIMBO 3a0€3MEUUTH PEryJsIpHUM BEHO3HUU JOCTYI IS
npodinaktuku FVIIL

° Eminn3ymad peKOMEHIOBaHUW IJisl BCIX MAIEHTIB 3 remModimero A — 3
iHTiOiTOpaMu abo 6€3, BKIIOYHO THX, JUIsl Koro TpaauiliiiHa mpodinaktuka FVIII e
TEXHIYHO CKJIAJHOIO Yepe3 BEHO3HUM JOCTYII.

° Y pa3i TpopuBHHX KpOBOTEY TAIll€EHTH O3 1HTI0ITOPIB MOXYTh
BukopucroByBaTu FVIII 3a motpebu, ane Taxi emi3oid BUHUKAIOTh 3HAYHO PiJIiIe.

3. Ipakruuni pexomengaunii Himeubko-ABcrpiiicbko-1lIBeiinapcskoro
TOBAPUCTBA [JOCJTIKEHHs1 TPOMOO3y Ta TreMOCTa3y MWIOA0 3aCTOCYBaHHS

17 https://assets.roche.com/f/168298/x/bb4e7a0e4d/pdf-1863.pdf
18 hitps://www.bleeding.org/sites/default/files/document/files/258_emicizumab.pdf
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eMinu3ymaoy y maumieHrtiB 3 remodimiero A, 2020 (Practical Guidance of the GTH
Haemophilia Board on the Use of Emicizumab in Patients with Haemophilia A,
2020)%

° [IpodinakTuka KpOBOTEU € CTAaHAAPTOM BEJIEHHS MAIIEHTIB 13 TSHKKOIO
remo(iniero A (3 iHribitopamu Ta 6€3 HuX). Bubip jikyBaHHS MOBHMHEH BpPaxoBYBaTH
KJIIHIYHUN (EHOTHI KpOBOTEYl, ICTOPIIO JIKYBaHHS, HAsABHICTh IHTIOITOPIB Ta CTaH
BEHO3HOTO JIOCTYILY.

° EMinuzymad € HedakTOpHMM MpemapatoM 13 MAMIKIPHAM HUISIXOM
BBEJICHHS Ta PEKOMEHJIOBaHMI SIK €eKTUBHA MPOo(]iIaKTUYHA Teparis y MaIieHTiB 6e3
1HT101TOpIB Ta 3 1HTIOITOpamu 10 FVIIL

° Eminuzyma® 3a0e3meuye CcTaOUIBHUNA KOHTPOJIb KpPOBOTEY 3aBJISKH
TPUBAJIOMY TEPiOAy HaIliBBUBEICHHS.
° Eminm3ymab € 3Ha4HOIO MepeBaror0 came s MAIli€HTIB, SKUM: CKJIaIHO

3a0e3neunTH YacTi BHYTpimHboBeHHI 1HDY31i FVIII; moTpiOne TpuBanie npodinaktuyHe
JIKYBaHHS, K€ HEMOXJIMBO SIKICHO pealli3yBaTH 4Y€pe3 CTaH BEHO3HOIO JOCTYIY; €
BHCOKI PU3MKHU ycKiagHeHb npu BcTaHoieHHI [THBK (iHdekuii, TpoM003u, TeXHIYHI
TPYIHOIII1).

° [TamienTn Ha eminu3yMadi Bce ogHO MaroTh Matu jaoctyn go FVIIL ans
JKYBaHHS MPOPUBHUX KPOBOTEY (y XBOpUX O€3 1HT101TOPIB).

4. TlosiTnka KJIIHIYHOI0O KOMIiCIOHYBaHHA: eMinu3ymMad ik nmpodijakTuka y
NALIE€HTIB I3 TAKKOI BPOIXKEeHOI remodiiicro A 0e3 inriditopis 10 ¢pakropa VIII
(yci BikoBi rpynu), HanionanbHa ciay:x0a oxoponu 310poB’si Beankoi bpuranii,
pedepenc: 170134P, 2019 (Clinical Commissioning Policy: Emicizumab as
prophylaxis in people with severe congenital haemophilia A without factor VIII
inhibitors (all ages) NHS England Reference: 170134P, 2019)%°

° Eminn3ymald € miAmKIpHUM JIIKQpChbKUM 3aC000M, IO «3HAYHO 3HIKYE
4acTOTY HEOOXIJHOCTI BEHO3HOro JocTymy». Ile 0coOJMBO BaXXJIMBO NJis TALIEHTIB 3
reModimiero A, y SKMX BEHO3HUH TOCTYN YTPYJAHEHUN a00 HEMOXKIUBUH.

° 3aBAsSKA TOBrOMy TEpioy HaIIBBUBEIEHHS eMiln3yMal BBOISATH 1 pa3 Ha
THXKJCHB, | pa3 Ha 2 THXKH1 a00 1 pa3 Ha 4 THXKHI, 10 TOJETTIYE TOTPUMAHHS PEKUMY.
° MeHma 4actoTa BBEIE€Hb Ta BIJACYTHICTh BHYTPIIIHBOBEHHOI'O JOCTYITY

MOXKYTb MMOKpAI[yBaTH KOHTPOJIb KPOBOTEY MOPIBHAHO 31 CTAHIAPTHOIO NPO(UIAKTUKOIO
FVIII.

° Eminuzyma0 po3risaeTses K ONTUMAIBHAN BapiaHT, KOJU MpodUTaKTHKA
FVIII nemoxnuga.
° J1ist MiKyBaHHS MPOPUBHUX KPOBOTEY peKoMeHjoBaHe Bukopuctanus FVIII.

Jlooamkogo ynogHnosasxiceHum op2anom 6ys nposedeHull NOULYK mpemuHHUX 0xceperl
[ 3HAUOEHO HACMYNHI MINCHAPOOHI KIIHIUHI HACMAHOBU MA HACMAHOBU HAYKOBUX
MoBaApUCmME IHO3eMHUX KPAiH w000 JIKY8AHHSA NAYIEHMIE 3 2eMOo@inieto A 3 MANCKOIO

19 https://www.thieme-connect.de/products/ejournals/html/10.1055/a-1127-6476
Dhttps://www.england.nhs.uk/wp-content/uploads/2019/08/1819-Emicizumab-as-prophylaxis-in-people-with-severe-congenital-haemophilia-A-without-
factor-VIll-inhibitors.pdf

19


https://www.thieme-connect.de/products/ejournals/html/10.1055/a-1127-6476
https://www.england.nhs.uk/wp-content/uploads/2019/08/1819-Emicizumab-as-prophylaxis-in-people-with-severe-congenital-haemophilia-A-without-factor-VIII-inhibitors.pdf
https://www.england.nhs.uk/wp-content/uploads/2019/08/1819-Emicizumab-as-prophylaxis-in-people-with-severe-congenital-haemophilia-A-without-factor-VIII-inhibitors.pdf

Emiyuszymab ona pymunnoi npogirakmuku 3 memoio 3anobicanHs abo 3MeHuleHHs dacmomu enizodie kposomey y
nayienmie cmapwe 12 poxie 3 msickow gopmoio cemo@inii A 6e3 nasenocmi ineibimopie 0o Gaxmopa VIII ma
ympyoHeHum éeHosHum oocmynom, 12.12.2025

eemoghiniero A be3 nasenocmi ineibimopis 0o pakmopa VIII ma ympyounenum 8eHo3HUM
00CMYnoMm:

Pexomenaanis MeauyHoi Ta HAYKOBOI KOHCYJbLTATUBHOI pPaad MI0I0
npoditakTuku remodinii A ta B 3 inriditropamm Ta 0e3 Hmx, 2022 (MASAC
Recommendation Concerning Prophylaxis for Hemophilia A and B with and
without Inhibitors, 2022)%

° [IpodinakTrka Mae po3risagaTUCS K CTaHJAPTHE JIIKYBaHHS KPOBOTEU IS
MAIEHTIB 13 TSHKKOIO reModiTiero A He3aneXHO Bl HAsIBHOCTI 1HT101TOPIB.
° [TpodinakTuyny Tepamito CiIijJ MOYMHATH SKHAWIIBUIIIE, OaxaHo 10 3

pokiB ab0 HaBiTh B TEpIIl IIICTh MICSIIB JKUTTS, MO0 3HU3UTH PHU3UK
BHYTPIIIHbOYEPETTHOI KPOBOTEU1 Ta PO3BUTKY apTPOMAaTIi.

° [IpodinakTuka moBUHHA OyTH 1HAMBIAYai30BaHOIO 3a J03010, YaCTOTOIO
BBEJICHHSI, PEKMMOM JIIKYBaHHS, 3 YpaXyBaHHSIM KJIIHIYHOTO Mepediry, BiKy, BEHO3HOTO
JIOCTYITy Ta LJIeH Teparii.

° Bapiantu mnpodinakTUKM BKIIOYAIOTh: IJ1a3MOBI 200 pPEKOMOIHAHTHI
daktopu VIII / IX (3BuyaiiHoro abo MOJIOBKEHOTO TMEpiOy HAIliBBUBEICHHS);
HedakTopHI 3aco0u (30KpeMa MIAMIKIPHI IpernapaTy, Takl K eMiqu3ymMa0).

Kuiniyaa HactanoBa MixKHApPOAHOI0 TOBApPUCTBA 3 TPOMOO3y Ta remMocrasy
I0J10 JIIKYBaHHS BpoI:keHOI remodiaii A ta B, 2024 (International Society on
Thrombosis and Haemostasis clinical practice guideline for treatment of congenital
hemophilia A and B based on the Grading of Recommendations Assessment,
Development, and Evaluation methodology, 2024)??

° [TpodinakTrka € OCHOBHUM METO/IOM JIIKYBaHHS TSXKKOT Ta IOMIPHO-TSKKOI
remodinii A. Takum narientam npornonyetbest 3actocyBans FVIIL abo eminuzymady.

° EMinu3zymad mae MAMKIpHANA NIUISX BBEACHHS, IO 3HAYHO 3HIKYE
TEparneBTUYHE HABAHTAXKEHHS, OCOOJIMBO Jisi TMAIEHTIB 3 YTPYAHEHUM BEHO3HUM
JOCTYTIOM.

° Eminnzymad Moxke OyTH MPIOPUTETHOIO OMINIEID Y MAIIEHTIB, SKUM BaXKKO
3a0e3neunTH peryasipHi BHYTpiliHbOBeHHI 1HPY31i FVIIL.

° FVIII (ctanpgapTHOro mnepioAy HamiBBHBEACHHS Ta MOJOBXEHOTO MEPIOLy

HaIlIBBUBEJICHHS) 3aJMIIAETbCS €()EKTUBHOIO OMIl€0, aje BUMAara€e HaJIldiHOTO
BEHO3HOT'O JJOCTYITY.

° [Tamientam 3 remoduaiero A 6e3 1HrIOITOPIB JUIsl JIKyBaHHS HPOPUBHUX
KpOBOTEY MiJg Yac NpOo(UIAKTHUKKA €MIIM3yMaOOM pPEKOMEHJIOBAHE 3aCTOCYBaHHS
konnentpatis FVIIL.

Pexomenaanii OpUTaHCHKOr0 TOBAPUCTBA 3 reMAaTOJIOTII 11010 3aCTOCYBAHHS
npogitakTuuHuUX (PAKTOPIB y AiTel Ta Jopocianx 3 reModiiiero A ta B (Guidelines
on the use of prophylactic factor replacement for children and adults with
Haemophilia A and B, 2020)?

Zhttps://www.bleeding.org/healthcare-professionals/guidelines-on-care/masac-documents/masac-document-267-masac-recommendation-concerning-
prophylaxis-for-hemophilia-a-and-b-with-and-without-inhibitors

22 https://www.jthjournal.org/article/S1538-7836(24)00318-0/fulltext
Zhttps://www.ukhcdo.org/wp-content/uploads/2020/10/Guidelines-on-the-use-of-prophylactic-factor-replacement-for-children-and-adults-with-
Haemophilia-A-and-B.-A-British-Society-for-Haematology-Guideline..pdf
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° [Ipodinaktuka FVIII € cramgaprom IikyBaHHS TSOKKOT reModuii A,
PEKOMEHI0OBaHa 3 PaHHHOT'O TUTUHCTBA.

° Eminuzymab posrisigaersess sk e(heKTHBHA ajlbTepHATHBA MPOQIITAKTHII
FVIII y namienTiB >2 pokiB, 3 iHriditopamu abo 6€3 HUX.

° JlikyBaHHS TMPOPUBHUX KPOBOTEY IiJ Yac OyAb-IKOTO PEXKUMY
npodimaktuku (FVIII un eminm3ymad) 3miicHIOEThCS 1oaaTKOBUM BBeAeHHsM FVIIL.

Omoxce, 32I0H0 3 OAHUMU YUHHUX MINCHAPOOHUX MA HAYIOHATbHUX PEKOMEeHOayil,
VNOBHOBAJICEHUL Op2aH 3A3HAYAE, WO ONMUMAILHOIO CMpamezier npo@ilaKmuKu
Kposomey y nayienmie ikom 8i0 12 poxis i3 msoickoio cemoinieto A 6e3 ineibimopis ma
YMPYOHEHUM 8EHO3HUM OOCHYNOM € 3ACMOCYB8AHHA eMiyu3ymMady, OCKiNbKU NiOUKIPHUL
ULTLAX 88€0€HHS 3HAUHO 3MEHULYE NOMpPeD) Y pe2yNIAPHUX 6HYMPIUHbOBEHHUX IHQDY3IAX ma
N0 A3aHUX 13 HUMU MEXHIYHUX CKAAOHOWAX. Y pa3i GUHUKHEHHS NPOPUBHUX KPOBOmMEY Y
MaxKux nayicHmie pekoMeHO08aAHUM 3aC0O0M NiKY8aHHs € Konyeumpamu ¢paxmopa VIII,
AKI 3a0e3neuyroms egheKmusHUll KORMPOIb 20CMPUX Kpogomeyd Ha mii npo@ilakmuku
eMiyuzymaoom.

3) AaHi OA0 E€KOHOMIYHOI AOUIIBLHOCTI B YacTHHI eeKTHBHOCTI BHTPAT
BHKOPHCTAHHA JIKAapCbLKOro 3aco0y BiANOBIIHO [0 PEKOMEHIO0BAHOI UIKAJHU
rPAHUYHUX 3HAYEeHb IHKPEMEHTAJIBLHOI0 MOKA3HHKA e(EeKTHBHOCTI BUTPAT B
Ykpaini

EdextuBHiCTh BUTpaT Ha eminu3ymad B JOChe OyJia OLIHEHA 13 3aCTOCYBAHHSIM
MeToAIB “BUTpaTU-epeKTHBHICTH  (cost-effectiveness) Ta “BUTpaTu-KOpUCTBH’ (COSt-
utility), B sxux oriHoBaivcs noxaHi poku xutTs (LYG) Ta gomaHi pokd KUTTA,
ckopuroBani Ha skicTh (QALY), ski Jojae Mali€eHTy 3aCTOCYBaHHs eMilu3ymaoy.
3asgBHUKOM OyJi0 OOIpyHTOBaHO oOOpaHi MeToau (PapMaKOEKOHOMIYHOTO aHami3y 3
OTJISily HA HASBHICTH PI3HUIN B MOKA3HUKAX KIIHIYHOI €()EeKTHBHOCTI (piyHA 4acToTa
kpoBoTeu 1,5 nns eminuzymady Tta 38,2 ana FVIII “Ha BuMory”) ta KOpUCHOCTI st
PI3HHX CTaHIB 370pOB’S TpH 3acTocyBaHHI eminu3ymalOy mopiBHsHO 3 FVIII “Ha
BUMOTY” .

Jlns mporHo3yBaHHS mepediry 3axBOPIOBAHHS 1032 MEXKAMHU  KJIIHIYHOTO
JOCTI/DKEHHSI Ta TMPOTITOM TPHUBAJIOTO MEPIOAy dYacy, 3assBHHUKOM OYJIO 3aCTOCOBAHO
MoJeIIoBaHHs MapkoBa, 1110 00’ €/IHy€ MOKa3HUKHU €(DEKTUBHOCT], KOPUCHOCTI Ta BUTPAT.
BignosigHo 10 hapMakoeKOHOMIYHOI MOJIEIN] MAIll€EHTH MOXKYTh MepeOyBaTH y OJTHOMY 3
TpbOX cTaHiB - “be3 1Hrid6iTopiB”, “3 1Hri0ITopamu’ ado y ctani “CmepTs”. Bel nanientu
0e3 1Hri01TOpIB BIATOBIAHO JO MOJEIIOBAHHS OTPUMYIOThH JIKYBaHHS €MIIM3yMaOOM B
OCHOBHIH TpyImi Ta emi3oAudHy 3amicHy Tepamito ¢akropom VIII B rpymni mopiBHSHHS
Mojieni (JIIKyBaHHS “Ha BUMOTY).

SIKII0 y MaIieHTiB PO3BUBAIOTHCS 1HT1OITOPH, MAlllEHTaM Yy BCIX Ipynax JIIKyBaHHS
MPU3HAYAEThCA TPOPUIAKTHKA emilu3yMadoM. TakoXX Mami€eHTH, M0 OTPUMYIOTh
JIKyBaHHS ‘“Ha BUMOTY’ MOXYTh MOTpeOyBaTH €HIONPOTE3yBaHHSA (BUKOPHCTAHO
MPUNYIIEHHS, M0 TAIll€HTH, $KI 3aCTOCOBYIOTH MNPOQITaKTUKYy, HE TOTPeOyIOTh
€HJIONPOTE3yBaHHS Yepe3 3MEHIIICHHS KIJIbKOCTI KPOBOTEH).
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PesynbTaTi hapMakoeKOHOMIYHOTO aHaII3y 13 3aCTOCYBaHHAM Mo/iei MapkoBa 3a
JTaHVMH 3asiBHUKA HaBEACHO y Tabmuli 1.

Tabauus 1. Pesynpratnn papMakoeKOHOMIYHOTO aHaNi3y eMilu3yMady 3a JaHUMH
3asiBHUKA

Era | Po3ain Onuc

n

1 Beryn Oyinrosana mexuonoeis: NpodilakTUKa eMilu3yMaOoM.
Komnapamop: 3actocyBanns FVIII (TypokTokory anbda) y pexxumi “Ha
BUMOTY.
Mopenp nepexony Mik craHamu MapkoBa Oyino moOymoBaHo B MS
Excel.

2 Konrexkcr [{iTp0Ba TOIMYJIALIS: MAIIEHTH cTapiie 12 pokiB, MO CTPaXKIAIOTh HA

JOCITIUKeHHSL | TSDKKY ¢opmy remodimii A 6e3 HasBHocTi inribitopiB g0 FVIII i3
YTPYJHEHUM BEHO3HUM JIOCTYIIOM.

®apMakOeKOHOMIYHHUN aHajii3 MPOBENEHO JJs JIOKAJbHUX YMOB
YkpaiHu 3 NEpCHEeKTHBH CUCTEMH OXOPOHH 370POB’Sl — JEP’KaBHOTO
IUIaTHUKA.

YacoBuii TOPU30HT MOJAETIOBAHHS CTAHOBUTH 88 POKiB, a MOYATKOBHI
BIK KOTOPTH CTaHOBHTH 12 POKIB BIANMOBIIHO JO KJIIHIYHOTO
nociiokenas HAVEN 3.

Jns namientiB crapiie 18 pokiB, B riao0anbHy MOelb Oylu BHECEH1
MOKA3HUKH MacH TiJla BIAMOBITHO 1O JIOKAJBHUX JAHUX 3 ITyOJiKamii
HepxaBuoi cinyx6u cratuctuku Ykpainu ‘“‘CouiaiabHo-aemorpadiui
XapaKTEPUCTHKH ToMorocroaapcTB Ykpaiau y 2022 poni”. YV 3B’53Ky 3
BIJICYTHICTIO HalllOHAJIBHUX JIaHUX I[0JI0 BaroBOTO PO3IOALTY OCib 110
18 pokiB B VYkpaiHi, Oyau BHUKOPHCTaHI PEKOMEHOBAaHI HOPMHU 3a
JaHuMH BcecBiTHBROT opraHizailii 0OXOpOHU 3J0pPOB sl

CraBka JUCKOHTYBaHHS IS BUTPAT Ta pe3ynbTaTiB - 3%.

Kopexkuis HaniBuukiay Oyia mpoBesieHa /Ui BUTpar 1 nmokasHukiB LYG
ta QALY.

JaHi moao epekTUBHOCTI:

1) nns namientiB 6e3 iHri0iTopis: pocnimpkenHs HAVEN 3 (Mahlangu
etal., 2018%%):

2) U1t MaIi€HTIB MICHs YTBOPEHHs 1HT101TOpiB - gociimaxkeHHs HAVEN
1 (Oldenburg et al., 2017%2).

[Minxim 10 MOMJENIOBaHHS 3arajbHOI CMEpPTHOCTI 0a3yeTbcs Ha
pesyabTaTax mybnikaniit Darby et al., 20072 Tta Farrugia et al., 20132,
CranpmaptuzoBanuii koedimieHT cmeptHocTi (SMR) cknamae 2,69 mis
HaIieHTiB 3 TSDKKOIO (opmoro remodimii Ta 1,19 ans mamieHTtiB 3
JIETKOIO/TIOMIPHOIO TeMOdiTi€r0 (3HMKEHHS PIYHOI YaCTOTH KpOBOTEY1
BiJl 3aCTOCYBaHHs MNPO(MITAKTHKH, 30KpeMa emiln3ymMaOoMm, 3MiHIO€

2Qldenburg, J., Mahlangu, J. N., Kim, B., Schmitt, C., Callaghan, M. U., Young, G., ... & Shima, M. (2017). Emicizumab prophylaxis in hemophilia A
with inhibitors. New England Journal of Medicine, 377(9), 809-818. https://pubmed.ncbi.nlm.nih.gov/28691557/

Darby SC, Kan SW, Spooner RJ, Giangrande PLF, Hill FGH, Hay CRM, et al. Mortality rates, life expectancy, and causes of death in people with
hemophilia A or B in the United Kingdom who were not infected with HIV. Blood. 2007 Aug 1;110(3):815-25.
https://pubmed.ncbi.nim.nih.gov/17446349/

®Farrugia A, Cassar J, Kimber MC, Bansal M, Fischer K, Auserswald G, et al. Treatment for life for severe haemophilia A- A cost-utility model for
prophylaxis vs. on-demand treatment. Haemoph Off J World Fed Hemoph. 2013 Jul;19(4):e228-38.

https://pubmed.ncbi.nIm.nih.gov/23534877/
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TSDKKICTB 3aXBOPIOBAHHS B1JI TSHDKKOTO JI0 JIETKOTO/CEPETHbOTO CTYIICHS).
[TependauaeTncs, mo SMR € MOCTIMHHUM MPOTATOM yChOTO YacOBOTO
ropu3oHTy. Y Mozem 3actrocoBaHo SMR 10 BikoBuX Koedili€HTIB
CMEpPTHOCTI, IO BU3HAueHi B myoOmikamii JlepkaBHOi ciryx0u
CTATUCTUKH VYkpaiau (cTaTucTHYHUI 30ipHUK “Tabnui
HApOJKYBAaHOCTI, CMEPTHOCTI Ta CEPeAHbOI OYIKYBaHOI TPHBAJIOCTI
KuTTs 3a 2021 pik”?’).

JlaHi momo Oe3reKu:

[Toka3nuku Oe3mekn He Oynau BpaxoBaHi y (hapMaKOCKOHOMIYHOMY
aHaJi3i, OCKUIBKH Cepho3Hi 00OIUHI peakIlii, y ToMy yucii 3-ro Ta 4-1o
CTyIleHs, OyiM BIACYTHI A1 3asBJICHOT MEIUYHOI TEXHOJOrii Ta
TeXHOJIOT11 mopiBHAHHSA y nociipkenni HAVEN 3.

3HaueHHS! KOPUCHOCTI:

JaHl 00 KOPHCHOCTI MpH 3acTocyBaHHI eminm3ymaly Ta FVIII y
peXuMi “Ha BUMOTY’ ISl MAIIEHTIB Oe3 1Hri0iTopiB Oy oTpuMaHi 3a
pesynbratamu onutyBainbHUKa EQ-5D-5L i3 nocmimkennss HAVEN 3, a
JUIS TIAIIEHTIB IMCJIT BAHUKHEHHS 1HT101TOPiB - 13 gociimkeHHs HAVEN
1. Monens TakoX BpaxOBYE€ 3MEHIICHHS KOPHUCHOCTI BHACIIIOK
mikyBaHHs kpoBoreu (NIS BH29768), aprpomnactuku (Fitzgerald,
2004%8), ymkomkeHHs Cyrno6iB (3BT IHCTHTYTy KITiHiYHHX Ta
exoHomiunux gocuimkens (ICER), 201829) Ta BBEACHHSI PI3HUX
BapianTip nikysanns (3Bit ICER, 2020%0).

3a pe3yabTaTaMu €KOHOMIUHOI OI[IHKK y MeXax 88-pidHOrO TOPU30HTY
MO/ICJIFOBAHHS OYJIO OTPUMAHO PE3yJIbTaT:
e 26,07 LYG s eminuzyma0y, 24,29 LY G nnst 3actocyBanus FVIII
y pexkumi “Ha BUMOTY”;
e 19,69 QALY mus eminm3ymady, 13,03 QALY s 3acTocyBaHHS
FVIII y pexxumi “Ha BUMOTY”.
3actocyBaHHs eminu3ymaly 3abe3neuye gonaatkosi 1,78 LYG Ta 6,65
QALY nns nauieHTiB crapiie 12 pokiB 3 TsKO0 (hopMoro remodimii A
0e3 HasgBHOCTI 1HT10iTOpIB A0 (akropa VIII Ta yrpynHeHUM BEHO3HUM
JTIOCTYIIOM, BPaXOBYKOYH JHCKOHTYBaHHS.
3 Po3paxynok Kareropii BuTpar, 1110 BKIOYEH1 B MOJIEIIb:

BUTpAT ® BHUTpaTH Ha JIIKapChKi 3ac00U;
® BUTPATH HA aJIMIHICTPYBAHHS Ta MEIUYHI1 BUPOOH;
® BHUTpaTH Ha JIIKYBaHHS KPOBOTEY;
® BHUTpaTH Ha CHIONPOTE3yBaHHS;
® BHUTpPaTM Ha HACTYNHY JiHIIO Tepamii, y BHUMNAaAKy HaOyTTs
1HT101TOpIB.
VY ©0azoBoMy cleHapii, 110 MPOBOAMBCA 3 NEPCHEKTHBH CUCTEMHU
OXOPOHHM 3JI0POB’S - JICP)KABHOTO IUIATHWKA, HENpPSIMi BUTpaTH

2'hitp://db.ukrcensus.gov.ua/PXWEB2007/ukr/publ_new1/2022/publ2022.asp

2Fitzgerald JD, Orav EJ, Lee TH, Marcantonio ER, Poss R, Goldman L, Mangione CM. Patient quality of life during the 12 months following joint
replacement surgery. Arthritis Rheum. 2004 Feb 15;51(1):100-9. doi: 10.1002/art.20090. PMID: 14872462.

PEmicizumab for Hemophilia A with Inhibitors: Effectiveness and Value. Final Evidence Report. April 16, 2018: https:/icer.org/wp-
content/uploads/2020/10/ICER_Hemophilia_Final_Evidence_Report_041618.pdf

%valoctocogene Roxaparvovec and Emicizumab for Hemophilia A without Inhibitors: Effectiveness and Value. Final Report: https://icer.org/wp-
content/uploads/2020/10/ICER_Hemophilia-A_Final-Report_112020.pdf
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BpaxoBaHi He Oynu. Y I0JaTKOBOMY CIieHapii, 10 OyB IPOBEICHUHM 13
COLllabHOT TEPCIEeKTUBU HENpsiMi BHUTpaTh Oylu po3paxoBaHi 3a
MeroaoM “human capital”, o nepenbdavyae oOpaxyHOK BapTOCTi BTpar,
IO OLIHIOIOTHCS SIK 4Yac, BTPAYCHHWH MAI[lEHTOM, MOMHOXXCHHH Ha
BIJIMOB1THAM MMOKA3HUK CEPEIHBOT 3ap0OITHOI IJ1aTH B YKpaiHi.

Bapricte eminm3yma®y po3paxoBaHa Ha OCHOBI KOH(IACHIIHHOT
ninosoi nporosumii, mo crazouts || o211 vr, mo e y
pasu HIKYOIO 3a 3aJIeKJIapOBaHy IIHY Ha JIIKapChKUH 3aci0
y HamionaneHomy kartanosi 1iH, 3aTBepkeHy HakazoM MO3 Ykpainu
Bix Haka3z Bim 05.08.2025 Ne 1229, mio y mepepaxyHKy CTaHOBHUTh
2117,43 rpu/1 mr.
Bapricte nikapchbkoro 3acoOy TOpPIBHSHHSA TYPOKTOKOTY anbda y
(dapMaKOCKOHOMIYHHMI MOJeJIi BHU3HAYANACh 3TIAHO 3 OCTAaHHIMH
Hakazamu 1po posnomin MO3  Vkpainu Ta cTaHOBUTH 2,55
rpa/MO3H3233 3 nng mikapeekoro 3aco0y enTakor-anb(a aKTHBOBAHHUH,
10 BUKOPUCTOBYETHCS JIJIS TIKYBAHHS €Mi30IMYHUX KPOBOTeY Ha (HOH1
npodTaKTUIHOTO 3aCTOCYBaHHS eMinu3ymaly, mina cranoButh 450,00
rpa/KMO3,
Butpatu Ha piuHe 3aCTOCYBaHHS JIKapChKOTO 3aco0y eMinu3zymad Ha
OJIHOT'O JIOPOCJIOTO MaIlieHTa (cepeaHs Bara naiieHra - 79 Kr BiAmoBiHO
0 jgaHux KimiHiyHOro nociipkeHHs HAVEN  3)  craHoBmATH
rpu B nepumii pik Ta ||| rox & sacrynni poxa.
Piyai Burpatm Ha 3actocyBanHs FVIII y pexumi “Ha BUMOrY”
CTaHOBJIATH 696 145,69 rpH.

Butpatu 3a pesyiabTaraMu MOJEIIOBaHHS Ha TOPU30HT 88 pOKIB 13
JTIMCKOHTYBaHHSM 3%:
Cyxynni Butparu Ha emimmzymat: ||| Gz o=
CyxkynHi Butpatu Ha 3acrocyBanHs FVIII y pexumi “Ha Bumory”:
TpH.
JloaTkoB1 BUTpaTH Ha eMiliM3yMad MOPIBHAHO 13 3acTocyBaHHAM FVIII
y pexumi “‘Ha BUMory””: _ IpH.
InkpemenTanbHUI noka3Huk egpextuBHOCTI BUTpaT ICER:

rpa/LYG

rpa/QALY
AHai3 yyTJIMBOCTI
B nocbe 3a3HaueHo, 110 3 METOIO JOCIIKEHHS Yy TJIMBOCTI pe3y/bTaTiB
(bapMakOeKOHOMIYHOTO ~ MOJIEJIIOBaHHS 10 HHU3KM  IapameTpiB
3assBHUKOM OYJI0 POBEJIEHO OAHO()AKTOPHUM aHali3 YyTIUBOCTI.

4 Pesynpratn

$Haka3 Bin 26.09.2024 Ne873-P «Ilpo Posmogin Ta Ge3omnaTHe MOCTayaHHs (Tepejady) JIKapchKUX 3aco0iB is 3abe3nedeHHs JiTel, XBOPUX Ha
remo¢imito TumB A abo B abo xBopoOy BimneOpanma, 3akymienux 3a kowrtH JlepkaBHoro Owojpkery VYkpainm Ha 2023 pik»:
https://backend.mpu.gov.ua/api/download-order/nakaz_20240927_748128.pdf
%Haxka3 Bin 05.08.2024 Ne712-P «IIpo Posmogin Ta Ge30miaTHe TMOCTayaHHs (Tepejady) JiKapchkuX 3aco0iB uis 3a6e3redeHHs AiTel, XBOPMX Ha
remo¢imito TumB A abo B abo xBopoOy BimneOpanma, 3akymienux 3a kowrtH JlepkaBHoro Owopkery VYkpainm Ha 2023 pik»:
https://backend.mpu.gov.ua/api/download-order/nakaz_20240806_972216.pdf
$Haka3 Bix 04.12.2024 Nel156-P «IIpo Posmnosin Ta Ge30mmaTHe HocTadaHHs (Mepenady) JikapchbKuX 3acOGiB JUIA JIIKYBaHHS JJOPOCIHX, XBOPHX Ha
remo¢imito TumB A abo B abo xBopoOy BimneOpanma, 3akymienux 3a kowmrtd JlepkaBHoro Oropkery Ykpainm Ha 2023 pik»:
https://backend.mpu.gov.ua/api/download-order/nakaz_20241205_542747.pdf
%Haxka3 Bin 13.02.2025 Nel195-P «Ilpo Posmonin Ta G6e3omiaTie noctayanus (mepenady) JTiKapchKuX 3ac06iB 1is 3a6e3MedeHHs T0POCIIX, XBOPUX Ha
remo¢imito THmB A abo B abo xBopoOy BimneOpanpma, 3akymienux 3a kowrtH JlepkaBHoro Owojpkery VYkpainu Ha 2024 pik»:
https://backend.mpu.gov.ua/api/download-order/nakaz_20250214 543946.pdf
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3a BUCHOBKOM 3asiBHUKA, TapaMeTpaMH, sIKi MalOTh CYTTEBHIl BIUIMB Ha
Bapricth QALY, € moka3HuKu KOpucHOCTI B craHi “be3 iHrioiTopis”,
miHa  eminu3ymaldy, TIOKa3HUKM  JUCKOHTYBaHHS  BHUTpaT Ta
e(EKTUBHOCTI.

KonuBanHs BkazaHUX mapaMeTpiB y MeXaxX BU3HAYEHUX J1ara3oHiB HE
3MIHIOE BHCHOBKY €KOHOMIYHOI OIlIHKH TIOAO CITiBBIJHOIICHHS
“BuTpaTu-e()eKTUBHICTH . TakuM YHHOM, pe3yJbTaTH aHATI3y
YyTIUBOCTI MiATBEPIXKYIOTh OOIPYHTOBaHICTH 3pOOJIEHUX BHCHOBKIB
(hapMaKOEKOHOMIYHOTO MOJICTIIOBaHHS Ta JIEMOHCTPYIOTh CTIHKICTh
pe3ysbTaTiB A0 MOTEHIIHHOT HEBU3HAYEHOCTI KIFOUOBUX IapaMeTpiB.
Bapmo 3a3nauumu, wo 3a pesyrsmamamu npo8eOeH020 3ASLGHUKOM
00HOGakmopHozo auanizy yymausocmi nokasnuk ICER konusaemucs

810 epu/QALY 0o epu/QALY.

5 [Tpunymienus s mpoBelieHHST pO3paxyHKIB 3assBHUKOM Oyno 3poOJIeHO HaCTyIHi
aHawizy Ta | IPHUITYLICHHS:
O0OMEXEHHS 1. BitbmIicTh KPOBOTEY MOXKE BITHOCUTHCS JI0 KaTeropii He3Ha4HUX abo
aHaizy cepennix (Lenz et al., 2018%). Take npunymenns ta my6nikaris Gymu

3asBHUKA, 110 | BHKOPUCTaHI 4epe3 0OMEeXeHY KUTbKICTh OCTYMHOI iH(OpMaIil o0
MalOTh  BIUIMB | Kiacudikalii KpoBOTEY 3a CTYNEHEM TSKKOCTI Y MAIEHTIB 3 TSKKOIO
Ha pe3ynbraT | popmoro remodinmii A. BiAmoBigHO [0 JaHOTO NPHUMYIIEHHS Oyiio

aHalizy 00paHO KOpPUTYBaIbHMI KOE(]IIEHT BHU3HAUYEHUX J11arHOCTUYHO-
e(EeKTUBHOCTI | CIIOPIAHEHUX TPyNm A0 TaKeTy MeauuHux mnocayr ‘‘CramioHapHa
BHUTpAT JOTIOMOTa JOPOCIUM Ta AiTAM 0e3 MPOBEIEeHHs XipypriYHUX Omeparii’

JUTSL TPUBAJIOCTI JIIKYBaHHS I’ Th A0 Ta MEHIIIE.

Bionosiono oo oanux HJCJI “Oxmamoum’”, nadaumux Ha 3anum
VHOBHOBAHCEHO20 Op2aHy, NAYIEHMU 3 MAHCKOIO opmoro cemoinii A
nepebyearoms 6 cmayioHapi npu iiKy8anHi He3HayHux Kkpogomey — 1-2
OHi, npu cepednix - 3-4 abo 0o 6 Ouie, npu msixckux — 6id 7 0o 21-28 ma
Oinvwe OHI8 (Npu eHOoOnpome3y8aHHi ma I[HWUX ONepPamueHUX
empyuanusax). Takum  4UHOM,  BUKOPUCMAHHA  KOPUSYB8ATLHO20
Koeghiyicumy 01 CcmMayioHapHo2o JiKY8AHHA HE3HAYHUX/CepeOHix
Kpogomey mpusaiicmro 00 n’amu 0i6 € NPUUHAMHUM.

2. Jlna mamieHTiB 3 TSOKKOKO (Gopmoro remodinii A, 1m0 OTPUMYIOTh
JIKyBaHHS ‘“‘Ha BUMOTY’, KUIbKICTb €HJIOINPOTE3yBaHb CTAHOBUTUME 2
Bunaaku (1,4 + cranmapTHe BigXWieHHs). Mojienb TaKoX MPUITYCKae,
110 MaLi€HTH, 1110 3aCTOCOBYIOTh MPOPUIAKTUKY, HE OTPUMYIOTh KOTHUX
OpTONEANYHMX ONepalliil yepe3 He3HAUHY YaCTOTY KPOBOTEH.
Bionogiono oo oanux HICJI “Oxmamoum” 6 peanvHili KIiHIYHIU
npakmuyi nayicum i3 msickow Gopmoio  eemoinii A mooice
nompebysamu 6i0 I 0o 4 endonpomesysanv HPOMALOM HCUMMIAL
Bionosiono 0o danux Oepocasnoi ycmanosu ‘“‘Incmumym namonocii
Kpogi ma mpauchyzitinoi meouyunu Hayionanvnoi akademii meouuHux
Hayk Ykpainu” KinbKkicmb enoonpome3yéanv Y 00HO20 HaAyieHma
3anexcums 80 CMYNeHs YpadiceHHs cy2n00i6, ane 6 cepeoOHbOMY
cmanosumes 2 npoyedypu npomsacom  ocumms. Takum  4uHoM,

%Lentz, Steven R et al. “Long-term safety and efficacy of turoctocog alfa in prophylaxis and treatment of bleeding episodes in severe haemophilia A:
Final results from the guardian 2 extension trial.” Haemophilia : the official journal of the World Federation of Hemophilia vol. 24,6 (2018): e391-e394.
do0i:10.1111/hae.13617
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NPUNYWEHHS 3A868HUKA He CYNnepeyums peaibHiti KIIHIYHIUL NpaKmuyi 6
Ykpaini.

3. Ockinbku MoJeNb nependavae JBa BHUIIAJKU €HIONPOTE3YBaHHS, a
JIeTajIi30BaHl EMIIPUYHI JaHi 1100 BIKOBOI CTPYKTYpH MAlLli€HTIB Ha
MOMEHT KOXXHOT'O BTPYYaHHS BiJICYTHI, OYyJ0 HNPUMHATO MPUIYLICHHS
PO BUKOPHCTAaHHS MEX Bapiallii cepeHporo Biky 25,3 Ta 48,9 pokiB sk
OpIEHTOBHOI'O BIKy Tami€eHTa IMiJ dYac TMepuioro Ta JIpyroro
SHJIOTIPOTE3yBaHHA BiIIOBITHO.

Bionogiono 0o oanux H/[CJI “Oxmamoum” cepeoniii 6ix nayicumie, sKi
nompeo6yromes enoonpomesyeanHs, 8 ocHogHomy 35-40 pokie, ane bysae
HeoOXiOHIiCmb eHOONPOME3Y68anHs Y NAYIEHMIE K MOL00u020 (20-25),
max i cmapuwiozo 8iky (50-55 pokis). Bionogiono 0o danux oepicasHoi
yemarnosu “[ncmumym namonoeii kposi ma mpancgy3itinoi meouyuHu
Hayionanvnoi axaodemii meduynux wuayk Yxpainu” cepeoniii 6ix
nayienmie Ha uac npogeoexHs enoonpomesysanus cmanosums 30-40
pokis. Takum yunom, npunyujenHs 3asa6HUKA € NPULHAMHUM.

4. Mojenb TakoX MPUITyCKae, 110 3HIKEHHS PIYHOT YaCTOTH KPOBOTEU
IpU 3aCTOCYBaHHI eMIilM3yMady 3MIHIO€ TSDKKICTh 3aXBOPIOBAHHS 3
TSDKKOI  JIO  JIETKOi/cepeaHbol TSDKKOCTI, TOAI SIK TAIli€EHTH, IO
OTPUMYIOTH JIIKYBaHHS ‘““Ha BUMOTY’ 3aJIUIIAOTHCS y TSDKKOMY CTaHi.
TakuM 4MHOM 3’SBISETHCS PI3HULS B OYIKYBAHMX POKAX JKUTTSA MiXK
Nali€eHTaMH, [0 OTPUMYBaIM TNPO(ITAKTUKY Ta JiKyBaHHSA ‘‘Ha
BuMory”. lle aHamoriyHuil miAXil OO BUKOPUCTAHOTO Yy MyOmikamii
Farrugia, et al., 2013.

Bionosiono 0o Oanux, nadamux KuHIYHUMU axiéysmu, cmMyniHb
msidickocmi eemo@inii A susnauaemocs pignem axmugnocmi FVIII 6
nuasmi Kpogi ma € 2eHemudHo OOVYMOBIEHUM, a 3ACMOCYB8AHHSA
npoghinakmuku He 3MiHIO€ Oionociuno euzHavenutl pisenv FVIII. Tomy
MBEPOANCEHHS 3AABHUKA, WO MANCKICMb 2eMoinii eusHauacmvcs
piunoto uacmomoro kposomed (ABR) € nexopexmHum.

OOMexeHHs TPOBEACHOTO TOCITIIKEHHS

1. Mopgens sBAse COOOI  CHOPOIIEHHS  CKJIAJHOTO  IPOLECY
MPOrpeCyBaHHs 3aXBOPIOBAHHS, IO BiAOYBAETHCA B PEATBHOMY >KHUTTI.
I'emodinis A - opdanHa xBopoOa, TOMy Hapasi ICHye HeBeIHKa
KUIBKICTh  JIaHHX, MO0 3B’A3Ky MDK YacTOTOI KpOBOTE€Y 3
JIOBFOCTPOKOBUMM HACIHIIJKaMH, TAaKUMHU SIK OpPTONEAWYHA XIpyprid,
MOIIKO/KEHHS CYTJI001B Ta CMEPTHICTb.

2. 3a BIACYTHOCTI JOBIOCTPOKOBHUX JaHMX, MOJENb MPUIYCKAE
HEOOX1IHICTh €HJONPOTE3yBaHb TIAbKU AJIS JIKYBaHHS ‘‘Ha BUMOTY .
Taxi mpunymenHs Takox Oynu 3po6ieni B my6aikanii (Knight, 20053°)
1 TIepeBIpsAIOTHCS Ha BiAnoBigHICTh Habopy mannx CHESS (O’Hara, et
al., 201737). Le#t migxig MoJenoBaHHS mepeadavae, Mo piuHa 4acToTa
KPOBOTEYU € MOCTIHHOO MPOTITOM KHUTTS MaIli€eHTa. 3 OISy Ha HU3BKY
HOLIMPEHICTh reMo(inii, TIMITOBaHUI OOCAT JOCTYNMHUX JAHHUX
CTaHOBMB I€BHE 0OMEXEeHHS Npu (HOpMyBaHHI CTPYKTYPH MOJIEIIL.

%K night C. Health economics of treating haemophilia A with inhibitors. Haemophilia. 2005 Nov;11 Suppl 1:11-7. doi: 10.1111/j.1365-2516.2005.01153.x.
PMID: 16219044.

$"0O'Hara J, Hughes D, Camp C, Burke T, Carroll L, Diego DG. The cost of severe haemophilia in Europe: the CHESS study. Orphanet J Rare Dis. 2017
May 31;12(1):106. doi: 10.1186/s13023-017-0660-y. PMID: 28569181; PMCID: PMC5452407.
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Bionogiono oo oanux HICJI “Oxmamoum” eadxcki apmponamii, sKi
nompeoyioms onepamuHo2o JIKY8AHHS 3a 00NnoM02010
EeHOONpome3y6aHHts, 3a36udail, po3sUBAIOMbCS NPU Gi0CYMHOCMI abo
npu HeNOBHOYIHHOMY NpOPinakmuunomy aikysauti. Tomy npunyujenns
3A5IBHUKA NPO HEOOXIOHICMb eHOONpome3y8anb MIilbKU 05 JNIKY8AHHS
“Ha eumoey” He cynepeuums peanvHiti KIiHIUHIU npakmuyi 6 Yxkpaiui.

3a po3paxyHKaMmH 3asBHHKA 3aCTOCYBaHHS eMIiNn3yMaly 3a0e3reduye T0TaTKOBI
1,78 LYG Ta 6,65 QALY nns mamieHTiB ctapiie 12 pokiB 3 TSDKKOIO (opMOIo reModimii
A 6e3 HasgBHOCTI 1HTI06iTOPIB 10 akTopa VIII Ta yTpyaHeHHM BEHO3HHM JOCTYIIOM,
BpPaxoOBYIOUM JHCKOHTYBaHHS, MOPiBHSAHO 13 3actocyBaHHsM FVIII y pexumi “Ha
BUMOTY”’, BpPaxOBYIOUM JUCKOHTYBaHHA. CyKylHI BHUTpaTH Ha 3acTOCYBaHHS
eMilu3yMaly (_ IpH) € OUTBIIMMU 32 CYKYNHI BUTPATH Ha 3aCTOCYBaHHS
FVIII y pesximvi “na suvory” ([ | Gc_@ oo v I p230.

Takum uwmHOM, 3a pe3yiapTaTaMM (PApMaKOEKOHOMIYHOTO  MOJEIIOBAHHS,
3aCTOCYBAaHHSA €MILUM3ymMady Hajae 3MOTy OTpPUMATH JOJATKOBI POKU JKUTTA Ta
JI0JIATKOB1 POKU XKUTTSI CKOPUTOBaH1 Ha SIKICTh, aJie € O1IbII BUTPATHOIO TEXHOJIOTIEIO Y
nopiBHsHHI 13 3actocyBaHHsIM FVIII (Typokrokory anbda) y pexumi “Ha BUMOTY .
3rifHo  GapMaKOCKOHOMIYHOT MOJIedl 3asBHMKAa 3HAYCHHS 1HKPEMEHTAJIbHOTO
noka3Huka epektuBHOCTI BUTpat (ICER) npu 3actocyBaHH1 eMiu3yMaly MOPiBHSHO 13
KOMIIapaTOpOM CTaHOBUTH ITpH Ha oAuH JoxatkoBo HaOytuid LYG Ta

ITpH 3a ofauH naojatkoBo HaOytui QALY. 3asgBHUK 3a3Hayae, MLIO
po3paxoBanuii mnokaszHuk [CER/QALY, BiAMOBIAHO A0 MIKadd PEKOMEHIOBaHUX
rpannuHux 3HadeHb ICER B VYkpaini nepeBunrye 5 BBII na nymry HaceneHHs
(659 720,00 rpH), TOMY TaKi BUTPATH € Hee(hEKTUBHUMMU.

s pospaxynxy epanuunux 3navens ICER 6yno suxopucmano oani BBII na oyuty
Hacenenns cmanom Ha 202 1 pik, wo onyoaikosani J{epaicasnoro cysic6oio cmamucmuKu
Vipainu 6io 11.03.2022%,

Bapro Takox 3a3HauMTH, L0 3asABHUKOM OyJI0 3MOJIE€IbOBAHO JI0JATKOBHI
crieHapiii hapMakOEKOHOMIYHOTO aHaJli3y 3 BUKOPUCTAHHSAM COIIAJIbHOI MEPCIIEKTHBH.
[Ipu BpaxyBaHHI HEMPSIMUX BUTpPAT, po3paxoBaHuxX 3a meTogoMm “Human Capital”,
CYKyNHI BUTpaTH Ha 3aCTOCYBAHHS I1HTEPBEHIII] (_ IPH) 3aJUIIAI0THCS
OUIBIIMMH 32 CYKYNHI BUTpaTH Ha 3aCTOCYBaHHS KOMIlapaTopa (_ I'pH)
MpOTIAroM 88-pIYHOr0 YaCOBOIO TOPU3O0HTY. BHKOpHUCTAaHHS HOJATKOBOIO CIIEHApirO
npussene g0 toro, mo 3HayeHHA [CER cranoButume _ rpH/LYG Ta

rpa/QALY, TOOTO HE3HAYHO 3MEHIIUTLCA Ta HE TPU3BEAEC 10 3MIHU
CTaTyCy TEXHOJIOTIi 3 MO3UIIiT €EeKTUBHOCTI BUTPAT.

YN0OBHOBa:KeHMM OPraHOM IPOBeJeHA OLIHKA €KOHOMIYHOI'0 PO3Jily 10ChE,
3a pe3yJbTaTaMHM SIKOI BCTAHOBJEHO (akTop, IKMd Ma€ BIUIUB HAa pe3yJbTar
aHaJi3y e()eKTUBHOCTi BUTPAT:

Bionosiono 0o npunywensv 3as16HUKA, SHUNCEHHS PIYHOI Yacmomu Kpogomey npu
3acmocy8anHi  emiyuszymady 3MIHIOE MANCKICMb 3aX60PIOBAHHA 3 MANCKOI 00

Bhttp://www.ukrstat.gov.ua/express/expr2022/03/25.pdf

27



Emiyuszymab ona pymunnoi npogirakmuku 3 memoio 3anobicanHs abo 3MeHuleHHs dacmomu enizodie kposomey y
nayienmie cmapwe 12 poxie 3 msickow gopmoio cemo@inii A 6e3 nasenocmi ineibimopie 0o Gaxmopa VIII ma
ympyoHeHum éeHosHum oocmynom, 12.12.2025

JlecKoi/cepeodHboi madckocmi, mooi SIK Nayienmu, wo Ompumyroms aiKV8aHHs ‘“‘Ha
8UMO2Y " 3ANUWAIOMbCA Y MANCKOMY cmani. Takum yuHom 3 ’S61AEMbCA PI3HUYS 8
OUIKYBAHUX DOKAX JHCUMMSA MIJHC NAYIEHMAMU, WO OMPUMYEANU NPODINIAKMUKY Mda
JiKy8aunHs “Ha eumoey’. 3 o0ensdy Ha BuKOpuUcmane NPUNYWEHHs 3asA6HUKOM 0YI0
8paxosawno, wo cmanoapmuzosanuii koegpiyicnm cmepmuocmi (SMR) cknaoae 2,69 ons
nayienmis 3 maxickow gopmoro eemoinii (011 epynu nikysanusn “‘na eumozy”) ma 1,19
Ol nayicumie 3 J1e2KO/NOMIpHOI0 2emoinicio (01  epynu  npoginaxmuxu
emiyusymaoom,).

IIpome, 6ionosiono oo oanux HICJI “Oxmamoum’ ma OepaitcagHoi ycmaHosu
HCmumym namoJocii Kposi ma mpaucghysitinoi meouyunu Hayionanvnoi axaoemii
MeOuyHUx Hayk Ykpainu’, HaOaHux Ha 3anum YNOBHOBAMNCEHO20 OP2aHY, 8 PedalbHili
KIIHIYHIL npakmuyi npogiiakmuyne JIKV8AHHA He GNIAUBAE HA 3MIHY MANCKOCHI
eemMoinii, ane cymmeso 6nausae Ha AKicms sHcumms nayicHmis. Taxum YuHoM, SAKUO
MAICKICMb  2eMoinii ma UMOBIDHICMb cMepmi He 3anexCums 60 Pedcumy
3acmocy8ants JIKApCbKUX 3acobis, CcmMaHoapmu308anuil KoeQiyienm cMepmHoChi
(SMR) cknaoamume 2,69 0ns1 060x epyn niKyeanus. Y maxkomy pazi, ILKmpemeHmaibHUull
NOKA3HUK egheKmusHoCmi umpam 3pocme i CMmaHosumume _ epr/QALY.

YV moti orce uac, 6iono8ioHo 00 MidICHApOOHUX Odxcepen ycKaaoHeHHs npu I emoinii
A ma cmepmb, 6HACTIOOK X80pOOU, DO36UBAIOMbBCS, HACAMNEPeO, 6 pe3yabmami
kposoeunusie. 0 Tobmo smenwenns uacmomu xpoeomeu npu 3aCmMoCyéanHi
npo@inakmuxky emiyusymabom nOpiHAHO i3 NIKYBAHHAM ‘Ha eumocy’ Mae 6nius Ha
CMepmHICMb, npome YHOBHOBANCEHUM OPSAHOM He OVI0 3HAUOEeHO AlbMePHAMUBHUX
oofcepell w000 KibKICHO20 83AEMO38'I3KY MIdHC 4acmomoio Kpogomed ma nio8uueHuM
PUSUKOM CMEPMHOCMI, a came - CMaHOapmu308aHo20 KoepiyieHmy cmepmHocmi 0
nayienmis 3 msickoio gopmoro eemoinii A 6e3 nasenocmi ineioimopie 0o gpaxmopa
VIII, saxi ompumyroms npogirakmuky emiyuzymabom. Tomy, UMOBIpDHO, 3HAUEHMHS
CMAaHOapmu308aHo20 Koepiyichmy cmepmuocmi OJis1 MANCKOI 2eMo@inii 3i 3MeHULEeHOTO
yacmomoro Kpogomed HA (OHI NPOPINaAKMUKU eMiyusymadom Moxce 3HAX00UMUCH 8
medxncax 6i0 1,19 (neeka/nomipua eemoqpinis) ma 2,69 (msscka cemoqhinis), a 3Hauenms
ICER - ¢ meorcax 6io || NG p»04LY oo N 21/ 0ALY.

Taxum wunom, 8i0N0GIOHO 00 MOOeNi 3AA8HUKA, BUMPAMU HA 3A56/1eHY MEOUUHY
MexXHON02II0 € HeeheKMUBHUMU Bi0N0GIOHO 00 wkanu epanuynux 3HaveHv ICER 6
Vkpaiui, npome icnye neeuznauenicmos wjo0o 6naU8Y 3MEHUIEHHS YaACMOMU KpO8omey
HA pigeHb CMEepMHOCMI NAYiEHMI8 3 MANCKOW Gopmoro cemoinii A b6e3 HaseHocmi
ineibimopis 0o paxmopa VIII.

(L3
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of intracranial hemorrhage in hemophilia: a systematic review and meta-analysis. Blood. 2021 Dec 30;138(26):2853-2873. doi:
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Jlooamkogo 3asHauaemo, w0 OO0CACHEHHS Nopo2y epexmueHocmi eumpam 3d
WKANow pekomeHoosanux cpanuunux 3Havenb ICER 6 Vkpaini 6i0nogioHo 00
OCHOBHO20 CYEHApIl0 HAOAHOI 3AABHUKOM MOOeli (HapMaKoeKOHOMIUHO20 aHAli3y
emiyuzymaby 01 pYMuHHOi Npogirakmuku 3 memoro 3anobicants abo 3MeHUIeHHS]
yacmomu enizodie Kposomeyu y nayicumie cmapuie 12 poxie 3 msdicKow Gopmoio
eemoinii A 6e3 nasenocmi ineibimopie 0o gpaxmopa VIII ma ympyounenum 6eHo3HuM
docmynom nopisHsaHo 3 3acmocysauuam FVIII y pescumi “‘na sumozcy’ modxcauge, saKujo
yina Ha emiyuzymab OyOe 3HUdNCeHa He MeHule HidiC Ha _% 8I0 3as671eHOT
YIHOB0I npono3uyii 0o pieus _ ept 3a 1 me Ons 0ocsieHenHs nopo2y HA Pi6Hi
3 BBII na oywy nacenenns (395 832,00 epn) ma _% 00 pigHs
ept 3a 1 me ons docsenenns nopocy Ha pieui 5 BBII na oywy nacenenns (659 720,00
2pH).

4) maHi MWOA0 Pe3yJbTATIB €KOHOMIYHOI JOUIJILHOCTI B YACTHHI aHAJI3y
BILUIMBY HA MOKA3HUKHU OKOIZKETY

3asBHUKOM OYJI0 IIPOBEJICHO aHaJI13 BIUTUBY Ha MOKA3HUKH OIOJIKETY eMIlu3yMaly
nopiBHAHO 13 3actocyBaHHs FVIII y pexxumi “Ha BUMOry” Ha MIJACTaBl 3MOAEIIBOBAHUX
HEJTMCKOHTOBAHUX MPSIMHUX MEIUIHUX BUTpPAT.

Po3paxyHOK KUIBKOCTI MAIl€HTIB, IO OYB 3[1HCHEHUI 3aIBHUKOM, MPEACTABICHO
y mANyHKTI | myHKTY 3 BHCHOBKY. BiAIOBIJIHO, 3asIBHUKOM OYJIO BCTAHOBJIEHO, I1IO
KUIBKICTb MALI€HTIB, 0 NOTPEOYBAaTUMYTh JIIKYBaHHS, cTaHOBUTHUME 208 Malll€eHTIB HA
nepiuii pik aHanizy, 214 naimieHTiB Ha Apyruil pik, 219 naiieHTiB Ha TpeTi pik, 223
NaIl€HTH Ha YeTBEPTUH piK Ta 227 MaIlieHTIB Ha M'SITUH PIK aHATI3Y.

OOMeKeHHSIMU TIPOBEJICHOTO aHali3y 3asiBHUK 3a3HAayae Te, MIO:

- perpeciiiHuil aHa i3 He BpaxoByBaB MirpailiiiHi mporecu B Ykpaini y 2022-2025
POKIB;

- T IPOTHO3YBaHHS KIJTBKOCTI MAIIIE€HTIB MICHS MEPIIOro POKY JIKyBaHHS, Oyi0
3aCTOCOBAHO 3MOJI€JIbOBAHI MMOKA3HUKU CMEPTHOCTI JIJIsl HAcCENeHHs YKpaiHu, MpoTe y
peanbHIN MPaKTUIll AUHAMIKA Mepe0iry 3aXBOPIOBAHHS MOXKE BiJIPI3HATHUCS;

- aHaJI13 BIUIMBY Ha OIODKET BKIIIOYAE JIMIIE MPSAMI BUTPATH MPOTATOM KOPOTKOTO
TOPU30HTY TPUBAIICTIO 5 POKIB, MPOTE 3 MO3MULII ep>KaBU K IJIATHUKA, ISl LIJTICHOTO
PO3YMIHHS TIEpepOo3MNOAiTy (pIHAHCOBUX MOTOKIB BHACIIIOK BIPOBAKEHHS 3asBJICHOI
TEXHOJIOT1i, BAPTO BPAXOBYBATH BILJIUB TATapsi XBOPOOU;

-y 3B’SI3KYy 31 3HAYHOIO BIKOBOIO Bapialli€lo Malli€HTIB Ta, BIAMOBIIHO, ICTOTHUMHU
KOJIMBAaHHAMM MacH Tila, JJI1 PO3PaxyHKIB OyJ0 MPUIHATO CEpEeHE 3HAYEHHS Macu
Tija, MPOTE Y PeaJIbHIN MPAKTHIII 11 IaHI MOXYTh BIAPI3HATHUCS;

- aHaTI3 BIUIMBY Ha OIO/DKET HE BPaxoBYye e€(eKT apTPOIUIACTUKH 3 OTJISAY Ha
cepedHiii BiK mamieHTiB. BogHoyac Takmii MmiaXiJ BBa)Ka€ThCS KOHCEPBATHUBHUM,
OCKUIBKH apTpOIUIaCTUKA 3aCTOCOBYETHCS JHILIE B rpyli, mo oTpumyBana FVIII y
peXuMi “Ha BUMOTY .

Pe3ynbratu ananizy BIUIMBY HAa MOKa3HUKH OIOKETY eMilM3yMaldy MOPIBHSHO 13
3actocyBanHs FVIII y pexxumi “Ha BUMOry”, HaBeJIeHO Y TaOuIIi 2.
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Ta6auus 2. PesynpTaTé aHaiizy BIUIMBY Ha MOKa3HUKH OIODKETY eMilu3ymaly
nopiBHSHO 13 3acTtocyBanHsa FVIII y pexumi “Ha BUMOTY” aJid JIKyBaHHS Talll€EHTIB
ctapiie 12 pokiB 3 TsDKKOIO (hopMoto remodinii A 63 HasBHOCTI 1HT101TOPIB 10 (pakTOpa

VIII Ta yrpyaAHEHUM BEHO3HHUM JOCTYIIOM

Pik 1 Pik 2

Pik 3

Pik 4

Pik 5

KinpkicTh namicHris

I{impoBa 208 214
TIOTTYJISIIIiSt
Mali€eHTIB, 0ci0

219

223

227

Jirounii 208 214
creHapii — 6e3
BTPYYaHHS:
KUIbKICTB
MAI€HTIB, SIKi
BUKOPHCTOBYIOTh
FVII y pexumi
“Ha BUMOTY”

219

223

227

Hirounii 0 0
creHapii — 6e3
BTPYYaHHS:
KIJBKICTh
MAIi€HTIB, I
SIKHMX TUIAHYEThCS
BUKOPHCTOBYBAT
U IpOoIIaKTHKY
eMilu3ymabom

Hoswii ciienapiit 0 0
— 3 BTpyYaHHSIM:
KUTBKICTh
MAaIi€HTIB, K1
BUKOPUCTOBYIOTb
FVIII y pexumi
“Ha BUMOTY”

Hosuii cienapiii 208 214
— 3 BTpyYaHHSIM:
KUTBKICTh
Mall€HTIB, 11
SKHX TUIAHYETbCS
BUKOPHCTOBYBAT
U PO ITaKTHKY
eMilu3ymabom

219

223

227

Butparu Ha 3asiBJIeHY KOTOPTY NAUI€HTIB, I'PH
Hirounit

cueHapii —
BUTPATH y cxeMi

JiKyBaHHsH 0e3
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eMinuzymadgy,
TpH

Hosuii cuenapii -
— BUTPATH y
cxemi
JIKYBaHHA 3
eminuzymadom,
I'PH
- 3 HUX BUTPATU -
Ha eMinu3ymao,
TpH

Bruine na B

O10/1KeT, IPH

3a pe3yibpTaTaMu aHaNli3y BIUIMBY Ha OIOJIKET, 10AATKOBI BUTPATH Ha eMIu3yMad
IIpU 3aCTOCYBaHHI HOBOI'O CLEHAapil0, TOOTO NpH MOBHOMY MEPEXO/l Ha 3asiBICHUMN
JIKapChbKUIl 3aci0 3 MepuIoro poky aHauizy OyayTh 3HaXOJWTUCH B J1ama3oHl Bij
B o o B o sacxn0 Bin poky mporHo3yBaHHs.

[TopiBHIOIOYM OTpUMaHI BUTPATH HA EMIIIM3yMald 32 HOBHM CIIEHapieM 31 IIKAJIOK0
OLIIHKA BIUIMBY Ha OIOJKET, 3asBHUKOM OyJO BHU3HAYEHO, WO 3aCTOCYBaHHS
eMInnu3yMaly JUisl MAlI€HTIB 3 TSHKKOI0 opMoro reModutii A 6e3 yTBOpeHHs 1HT101TOp1B
1o ¢daktopa VIII, siki MatoTh yTpyHEHUN BEHO3HUHN JIOCTYII, MATUME BEJIMKUH BILUIUB Ha
OIO/IKET IPOTITOM YChOTO MEPIOay aHATI3Y.

Bapmo 3aznauumu, wo 6i0nosiono 0o wikanu oyinku énaugy na 6rodxcem 6 Ykpaiwi
Ha niocmasi OaHUX 0epiHcasHux sumpam Ha nikapcoki 3acoou y 2021 poyi, gumpamu Ha
eMiyu3ymMad nepesuysamumyms nopie (pinancosoi docmynuocmi, wjo cmarnosumo 176
MJIH 2DH, Y Ppasie 3anexicHo 8i0 POK)y aHalli3).

3 METOI0 JTOCHIIPKEHHS YYTJIMBOCTI PE3YNIbTATIB aHAJI3y BIUIMBY Ha OFOJKET, NI
HU3KHU MMapaMeTpiB 3aBHUKOM OYyJIO MPOBEACHO OJHO(PAKTOPHUI aHaNI3 YyTJIUBOCTI. 3
ypaxyBaHHAM 3MiHM Ha +10%, no aHami3zy OyJi0 BKJIIOYEHO BUTPATH HA JIIKAPCHKI
3aco0u, BCl 1HIII KaTeropii BUTPAT, NOKa3HUKU €(PEKTUBHOCTI, MOKA3HUKU KOPUCHOCTI
Ta po3Mip LUIbOBOI momyisuii. Ha oCHOBI mpoBeaeHOro aHamizy 3asBHUKOM OYJi0
BU3HAYEHO, L0 KIOYOBUMU MMAapaMeTpaMu, SIKi 3HAYHO BIUIMBAIOTh HA PE3yJbTaTH, €
[1Ha eMIu3yMaly, po3Mip NOMyJIsiiii, cepeaHiil Bik nauieHTiB Ta wina FVIIIL. JlogatkoBi
putpatn y nepumit pik monemosanns xomuBatothes Bin [ s o

IPH.

TakuM yuHOM, KOJMBaHHS BHILEBKa3aHUX MapaMeTpiB y MexkaX BU3HAUCHHUX
Jiana3oHiB HE 3MIHIOIOTh BUCHOBKY IIOJI0 aHAJI3y BIUIMBY Ha OromkeT. Takum 4uHOM,
pe3yNbTaTH aHalli3y YyTJIMBOCTI MIATBEPIKYIOTh OOIPYHTOBAaHICTb BHCHOBKIB Ta
JEMOHCTPYIOTh CTIMKICTh pPE3yJbTaTiB J0 TOTCHIIMHOI HEBHU3HAYEHOCT! KIIFOYOBHX
napameTpiB.

3 oenady ma me, wo y aHanizi 6NIUSY HA NOKASHUKU OH00XHCemy 3aAs18HUKOM
BUKOPUCMAHO 3MOO0enb08aHi eumpamu 3 Mmoodeini Mapkosa, HeeuzHayeHicmb w000
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CMAaHOapmMu308aH020 KoepiyicHmy cMepmHocmi 015 NAYIEHMIB I3 MANCKOI HOPMOIO
eemoghinii A 6e3 massmocmi ineibimopie 0o Gaxmopa VIII, axi ompumyromo
npoOGinakmuxy emiyuzymabom, wo Mae 6NIU8 HA pe3yibmam ananizy eqheKkmusHocmi
eUmMpam, mMakKkodc MAc€ 6NIUE HA 3HAYEHHs DpIBHA O000AMKOBUX GUMpPAM Npu
3acmocy8aHti emiyuzymaoy.

5) nani momo KopekTHOCcTi iHgopmanii mMpo HasABHICTH a00 BiACYTHICTH
€KOHOMIYHHUX Ta KJIIHIYHMX T@epeBar 3acTOCYBaHHSl JIKaApPCbKOro 3acoly
NMOPIBHSAHO 3 IHIIMM JIKapChbKHUM 32c000M a00 iHII0I0 MEeAUYHOI TEXHOJIOTI€0 (200
IX BiICYTHOCTI), HA/IaHI 3aIBHUKOM

VY nocbe pe3ynbTaT 100 MOPIBHSAIBHOI KITHIYHOI €(EeKTUBHOCTI, O€3MeKu Ta
€KOHOMIYHOI TIOUUIBHOCTI TPOQIIaKTUKH eMIIi3yMaboM y MaIieHTiB crapiie 12 pokiB
13 TsKKOIO reModuiero A 6e3 1Hri6iTopiB 10 ¢akropa VIII Ta 3 yrpyiHeHUM BEHO3HUM
JIOCTYIIOM, TPEJCTaBICHO MOPIBHSAHO 3 JiKyBaHHsSM ¢aktopom VIII y pexumi “Ha
BUMOTY”. Bubip kommnapaTopa € KOpEKTHUM 3 IEPCIIEKTUBU CUCTEMH OXOPOHH 3/I0POB’sI
SK JIePXKABHOTO TJIaTHUKA.

HasgBHICTP KIIIHIYHUX mepeBar MNPOQPUIAKTUKA €MIIU3yMaOdoM MOpPIBHSHO 3
tepamniero FVIII “Ha BuUMOry” BCTaHOBJIEHO 3a pe3yJibTaTaMU PaHJIOMI30BaHOIO
kiiniunoro gociimkendas HAVEN 3 (Mahlangu J. et al., 2018).

3a pe3ynpTaTaM¥ JOCIHIKCHHS BCTAHOBJICHO CYTTEBE 3HIKEHHS PIYHOI YaCTOTH
nikoBaHux kpoBoTed (ABR) npu 000X pexumax npodinaktuku eminuzymadoom. Ilpu
no3yBanHi 1,5 mr/kr 1 pa3 Ha TroxkneHr ABR cranosmia 1,5 (95% CI 0,9-2,5) ta npu
no3yBaHH1 3 MI/KT KokHi JiBa TixkH1 1,3 (95% CI 0,7-2,3), nopiBusiHO JikyBanns FVIII
“na Bumory”, y akiii ABR cranosuna 38,2 (95% CI 22,9-63,8). KoaHoi nposikoBaHo1
KpoBOTeui He 0y11o 3adikcoBaHo y 56% Tta 60% maliieHTiB, K OTPUMYBAJIIU eMIITU3yMad
BIJIMMOBIAHO B pekuMax 1,5 MI/KT IIOTHKHS Ta 3 MI/KT KOXHI JIBa THOKHI, TO1 SIK y TPyIIi
nikyBanHs FVIII “Ha BUMOry” KpoBOTEY1 CIIOCTEPITAUCS Y BCIX YYaCHUKIB.

[Ipodins Oesmexu eminuzymady 3a pesynbratamu gociimkeHHs HAVEN 3
XapaKTEPU3y€EThCS TIEPEBAKAHHSAM OOIYHUX SIBUIIL JIETKOTO Ta TOMIPHOTO CTYTICHS, TIPU
BIJICYTHOCTI 3apEECTPOBAHMX BUMAIKIB CMEPTi, TPOMOOTHYHOI MIKpOAHTIONATIi YU
TPOMOOTHYHHMX YCKJIAIHEHb, @ TaKOXX CEpPHO3HUX MNOOIYHUX SBHI, MOB’SI3aHUX 13
nikyBaHHsM. [linBuiieHa yactora OyJb-IKUX MOOIYHUX SIBUII y TpyIHax eMilu3yMaly
nopiBHsiHO 3 FVIII “Ha BUMOry” € O4iKyBaHOIO 3 OIVIAly HAa TPUBAIIIIUN MEPiOf
3aCTOCYBaHHS NMPO(UIAKTUYHOTO JIKYBaHHS.

Hanani y nmocbe naHi 3arajoM € KOPEKTHHUMH Ta HIATBEPIKYIOTh KIIIHIYHY
nepesary npo@iIaKTUYHOTO 3aCTOCYBaHHsS eMinu3ymMalOy MOpIBHSHO 3 JIKyBaHHSIM
FVIII “na Bumory” y maIi€eHTiB i3 TshkKot0 reModiiero A 6e3 inriditopiB mo FVIII Ta
YTPYAHEHUM BEHO3HHUM JIOCTYTIOM.

PesynbTaT mpoBeneHOTo 3assBHUKOM aHai3y €()EeKTUBHOCTI BUTPAT CBIIYUTH PO
T€, 10 3aCTOCYBaHHS EMIIM3ymMady € OUIbII BUTPATHUM Ta OUIbII €()EKTUBHUM
nopiBHAHO 13 3actocyBaHHsM FVIII (TypokTokory anbda) y pexxumi “Ha BUMOTY”, IO €
KOPEKTHUM. 3HAYeHHs IHKpeMeHTalIbHOTO noka3zHuka edektuBHocTi BUuTpaT (ICER) mst
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3asIBJICHOTO JKapCHKOTro 3aco0y mopiBmsiHO i3 kommaparopoM cranosuts |GG
rpe/LYG Ta || ro2/QALY, wo Binnoginae veepexrusrnm Burparam.

AHai3 BIUIMBY Ha OFO/KET JIKapChKOT0 3ac00y eMinu3ymal 1mokas3as, 10 TOBHUHN
MepexiJ] Ha 3aCTOCYBAaHHS 3asBJICHOrO JIIKAPChKOro 3aco0y MPHU3BEIE 10 JT0AATKOBHUX
sutpar y posmipi Bin || o= o I = 3anexuo sin poxy
nporHo3yBaHHs. [I{opiuami BIUMB HA OIOKET MO0 BUTPAT HA 3asBICHUH JIIKAPChKUAN
3aci0 Oyze BEIMKHUM BiJIMOBIAHO IO IIKAIH OLIHKH BIUTUBY Ha OIO/DKET B YKpaiHi I
nami€eHTiB cTapiie 12 pokiB 3 TSHKKOIO Gopmoro reModinii A 6e3 HasiBHOCTI 1HT10ITOPIB
no ¢akropa VIII Ta yTpyaHeHMM BEHO3HUM JOCTYIOM, 1 [EpPEBUIYBATUME
PEKOMEHJOBaHUM MOPIr (p1HAHCOBOI JOCTYIMHOCTI B YKpaiHi, 110 CTaHOBUTH 176 MIH
TpH, y pa3iB 3aJIeKHO BiJl POKY MPOTHO3YBAHHS.

4. PexomeHaamii o0 BKJIKYEHHS (BUKJIIOYEHHS) JIKAPCbKOro 3aco0y 10 (3)
HaunioHanbHOro0 nepesiky 0CHOBHMX JIKAPCHKHX 3ac00iB Ta (a00) mepeikiB, 110
3aKyNOBYIOTHCSl 32 KOIITH JIEPKABHOr0 OIOMKETY /Jisi BUKOHAHHSI MPOrpaM Ta
3MiMCHEHHS HEHTPAJi30BaHUX 3aX0/1iB 3 0XOPOHHM 3/10POB’s, Ta (200) peKoMeHaail
LIOA0 3aCTOCYBAHHA Uil LJIEH OXOPOHH 310POB’Sl JIKAapCbKOro 3acody, omjara,
3aKyniBjasi a00 BiJIIKOAYBAHHS BapTOCTI SIKOr0 3JiHCHIOETBCHA 3 METOI0
BUKOHAHHS PerioHaJIbHUX HLJILOBUX MPOrpaM 3 OXOPOHH 310POB’s, 1[0 MOBHICTIO
YH YACTKOBO (hiHAHCYIOTBHCH 32 PAXyHOK KOIUTIB MicueBuX O0aKeTiB, Ta (a0d0)
peKoMeHAalil mO00 YKJIaJeHHs a00 NMPOJOB:KEeHHA il (IPoJIOHrauii) 10roBopiB
KePOBAaHOIo A0cTymy Ta (a00) iHIIi pexoMeHaalii y pa3i He0OXiZHOCTI yXBaJIeHHS
pillleHb B CHCTeMI O0XOPOHH 310POB’l.

Bignosigno mo nm.2 ta mm. 3 m.6 Ilopsnky mpoBeaeHHS ACp)KaBHOI OIIHKH
MEJMYHUX TEXHOJIOT1i, 3aTBEpIXKeHOT0 nocTaHoBoro Kabinety MiuicTpiB Ykpainu Bif
23.12.2020 Nel1300, 31 3miHamu, OyJ0 MPOBEACHO JEPKABHY OIIHKY MEIUYHOl
TEXHOJIOTIi JJIs1 JIIKApChKOTO 3aco0y eminu3ymad (cranoM Ha 12.12.2025 B [lep:kaBHOMY
PEECTpI JIKAPChKUX 3ac001B € y BUTIIAI1 JiKapchkoro 3aco0y 'EMJIIBPA — po3unn st
11’ exuiid mo 30 mr/1 mut; mo 1 M (30 mr); mo 0,4 ma (12 mr) y gaxoni, no 1 ¢iakony B
KapTOHHI# KOpoOI11; po3urH Jyuis 1H ekuin mo 150 mr/1 mu; mo 0,4 mi (60 mr); o 0,7 mi
(105 mr); mo 1 ma (150 mr) y ¢uakoni; no 1 ¢uakony B kapToHHii kopoO1i; PII
UA/16914/01/01, UA/16914/01/02. Tepmin paii peecTpamiiHOrO MOCBITYECHHS:
HeoOMexxenuit 3 29.01.2024 3a mokazaHHSAM Jisl PYTUHHOI MPOQUIAKTUKH 3 METOIO
3ano0iraHHs a00 3MEHILIEHHS YaCTOTH €Mi30/11B KPOBOTEY Yy Malli€HTIB cTapiue 12 pokiB
3 TsDKKOIO (opMoro reModunii A 6e3 HasBHOCTI 1HTIOITOpPiB 10 (akTtopa VIII Ta
YTPYJAHEHUM BEHO3HUM JOCTYIIOM, IOJI0 MOKJIMBOCTI BKJIoueHHs A0 [lepemiky
JTKapChKUX 3aco0iB, MEAMYHUX BHUPOOIB Ta JOMOMDKHUX 3aco0iB JO HHX, IO
3aKyMOBYIOThCS 32 KOIITH JEP>KaBHOTO OFOKETYy JUIsi BUKOHAHHS TMporpaMm Ta
3MIMCHEHHS [IEHTPaATI30BaHUX 3aXO0IB 3 OXOPOHH 3/I0POB’S 3a HampsMKoM «Jlikapchki
3aco0u a1 3abe3nedeHHs AiTeil, XBopux Ha remodinito tumiB A abo B abo xBopoOy
BinneOpanna» Ta «Jlikapcbki 3aco0u s 3a0e3medeHHs JOPOCIUX, XBOPUX Ha
remoduniro TumiB A abo B abo xBopoOy BimnebOpanga» B TOMY YHCI HUISIXOM
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YKJIaJIeHHS JOrOBOPIB KEpPOBAaHOro JAOCTymy 3riHo 3 llopsakoM ykiajaeHHS,
BUKOHAHHSI, 3MIHU Ta MPUIUHEHHS JIOTOBOPIB KEPOBAHOTO JOCTYIY, 3aTBEPIXKEHOTO
noctranoBoro Kabinery MinictpiB Ykpainu Big 27.01.2021 p. Ne 61.

BigmoBimro mo m. 22 Tlopsnky TpoOBENEeHHS JACP>KaBHOI OIIHKA MEIUIHHX
TEXHOJIOT1H, 3aTBepKeHoro mocranoBoro KMV Bixg 23.12.2020 Ne 1300, BHUCHOBOK
YIOBHOBaXEHOTO OpraHy Ma€ peKOMEHAAIIMHUN XapaKTep.

3a pe3ynpTaTaMu pO3IJIsiay MPOEKTY BUCHOBKY YIIOBHOBa)KEHOTO OPraHy 3 OIL[IHKU
MEIMYHUX TEXHOJIOT1M, OIUHKMA (aHami3y) pe3yNbTaTiB MOPIBHSIBHOI KIIHIYHOI
e(eKTUBHOCTI, O€3MeKH Ta EKOHOMIYHOI JOMUIBHOCTI eMilu3ymMaldy Uil pyTHHHOI
npodiJaKTUKKA 3 METOI0 3aro0iraHHs a00 3MEHIICHHS YacTOTH eIMi30/1B KpOBOTEU Y
narieHTiB crapiie 12 pokiB 3 TSKKOW hopmoro reModinii A 6e3 HasBHOCTI 1HT101TOPIB
1o daxropa VIII Ta yrpyaHeHMM BEHO3HUM JTOCTYIIOM EKCIIEpTHUM KOMITETOM 3 OLIIHKH
MEMYHUX TEXHOJIOTi [lep>kaBHoro mianmpueMctBa ““JlepaBHUM €KCHEPTHUM LIEHTP
MinictepcTBa OXOpoHU 3A0poB’s” (mam - ExcrneptHuil xomiTeT) Oyn0 3a3HAYEHO
HACTYIIHE.

Pesynomamu eusuenns ingpopmayii w000 nopieHsIbHOI KIIHIYHOT echekmusHocmi
(pe3y1bmamusHicmy)

[Tin yac mpoBeAeHHS PaHIOMI30BAaHOTO, 0AraToIEHTPOBOTO, KOHTPOJIbOBAHOTO,
Biakputoro aochimxenns Il ¢dasu HAVEN 3 (Mahlangu J. et al., 2018) nposenena
OlliHKa (OKpiM 1HIIOr0) JOBOX CXeM Mpo@uUIAKTUKH eminu3zymadoom (1,5 Mr/kr Ha
TWXKIEHb Ta 3 MI/Kr Ha 2 TixkH1). Kininiune nocnimxenass HAVEN 3 npoaeMoHcTpyBaio
CTATUCTUYHO W KJIHIYHO 3HAYyIlle 3HUKEHHS 4YaCTOTH KPOBOTEU IPHU 3aCTOCYBAHHI
npo(UIaKTUKY eMIIu3yMaOOM MOPIBHSHO 3 JiKyBaHHAM “Ha Bumory” FVIIL. 3nauymie
3HIDKCHHSI CIIOCTEpIranocs i BCIX THIIB KPOBOTEY, BKJIIOYHO 3 MPOJIIKOBAHUMU
KPOBOTEUAMHU, CYTJIOOOBUMH €I1130/I1aMU, KPOBOTEYAMHU B CYTJIOOU-MIIIIEH] Ta 3arajbHOI0
4acTOTOIO KPOBOTEY.

Piuna wacroTta JiKOBaHMX KpoBOTeY (TIEPBMHHA KIiHI[EBA TOYKA) CTAHOBHIIA:
1,5 (95% CI: 0,9-2,5) y rpymi A (1,5 mr/kr 1 pa3 Ha twxaens); 1,3 (95% CI: 0,7-2,3) y
rpyni B (3 mr/kr koxHi 2 TikHi); 38,2 (95% CI: 22,9-63,8) y xonTposnbHii Tpymi C
(mikyBanus FVIII “wa Bumory”). Lli pe3ynbTaTul BIJANOBIJAIOTH 3HUKEHHIO PIYHOI
4acTOTH JIIKOBAaHUX KpoBoTeu Ha 96% y rpyni A nopiBHsHO 3 rpymnoro C (BiIHOIIEHHS
ABR 0,04; p<0,001), Ta Ha 97% y rpymi B nopiBusHo 3 rpynoto C (BigHomeHHss ABR
0,03; p<0,0001). YV 56% yuacHukiB rpynu A ta y 60% ydacHukiB rpynu B He Oyio
3apeecTpOBAHO KPOBOTEY, TOAL SIK y KOHTpOJbHIA Tpymi C KpoBOTedl Maiu BCl
y4qacHUKHU. J[s1 BCIX BTOPHMHHHMX KIHIIEBHX TOYOK, IMOB’S3aHUX 13 KpoBOoTedamu (ycl
KpOBOTEY1, POJIIKOBaHI CyTriI000B1 KpOBOTEUI, JIIKOBAHI CIOHTaHHI KPOBOTEUI1, JIIKOBaH1
KpOBOT€Yl B CyrjioOu-MillIeHi), 4YacToTa Oyla HIKYOW TMpu OyIp-siKiid cxemi
3aCTOCYBaHHS eMINM3yMa0y MOPIBHSHO 3 BIJICYTHICTIO TPO(ITAKTUKH.

[Ticns mpodimakTuaHOoro JiKyBaHHS eminu3ymabom (rpynu A 1 B) dyacTka
TMAIIE€HTIB 3 YPaXEHHSIM CyTJI001B-MimeHen 3Menimunacs 1o 4,2%. Cepen naii€eHTiB, sKi
panime orpumyBanu npodinaktuyne JgikyBaHHs FVIIL, 41,3% manu cyrmoou-mimieHi.
[Ticns mepexony Ha MPoPLTAKTUKY EMIKM3YMa0OM 15l 4acTKa 3MeHuuacs A0 3,2%.
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besneunicmo

Hocmimxenass HAVEN 3 (Mahlangu J. et al., 2018) xapakrepusyeTbcs
nepeBakaHHsAM MOOIYHUX SIBHII JIETKOTO Ta IMOMIPHOTO CTYIEHS, NPU BiJICYyTHOCTI
3apeECTPOBAHMUX BUIIAJKIB CMEPTI, TPOMOOTHYHOT MIKpOAHTIONaTii Y TPOMOOTHIHUX
YCKJIaIHEeHb, & TAKOK CEPHO3HUX MOOIYHUX SBHUIL, TOB’ A3aHUX 13 JTIKyBaHHSIM. 3a IepioJl
crocTepexeHHs (Meiana ctaHoBmIa 29,3 THkHI) 3apeecTpoBaHo 543 moOiIvHI SBUIIIA Y
127 13 150 narieHTiB, ki OTpuMyBasiv eminu3ymad. binbmricts namieHTiB (84,7%) manu
IMOHAWMEHIIIe OAHE MOOIYHE SBUIE (HAWMOUIMPEHINMM MOOIYHUM SBUIEM Oyia
peakilisi y MiClll BBeJEHHA, sKy 3adikcoBaHo y 25% ydachHukiB). [o uactux
HECTIPUATIMBUX TIOAINH TakoX Hajexaau 1HGEKIli BepXHIX JUXaTbHUX MHUIAXIB,
Ha30(apuHTIT, apTparis, TOJOBHUN O11b Ta CUMIITOMH, TTOA10H1 10 Tpumy. Jlumie oaux
NaIl€HT MPUIUHUB JIIKYBAHHS Yepe3 JACKUIbKa MOOTYHUX SBHUIIL JIETKOTO Ta MOMIPHOTO
CTYIIEHsI, SIKI JOCHITHUK BBa)KaB MOB’SI3aHUMHM 13 3aCTOCYBaHHSIM eminu3zymady. He
3apeeCcTPOBAHO JKOJAHOTO BHUIAIKY CMEPTI, TPOMOOTHMYHOI MIKpPOAHTIONATii Yu
TPOMOOTHYHMX YCKJIagHEeHb. byno moBigomiieHo mpo 14 cepito3Hux moOIYHUX SBUII,
MPOTE >KOJIHE 3 HUX HE OYJI0 MOB’sI3aHE 3 JIKYBAHHSIM.

[TinBuIIeHa YacTOTa OYAb-SKHX MOOTYHUX SIBUI Y TPYTaX eMilIU3yMady MOPiBHIHO
3 FVIII “Ha BUMOTY” € O4IKYyBaHOIO 3 OISy HAa TPUBAIIIMIMK MEpiosl 3aCTOCYBaHHS
poIIaKTUYHOTO JIIKYBaHHS.

Egexmusnicmv sumpam na 3as6neHuti 1ikapcoKuii 3acio i aHaniz nauey maxux
sumpam Ha NOKA3ZHUKU O100x#cemy 8I0N0BIOHO 00 PEeKOMEHOO0BAHOI WKANU 2PAHUYHUX
3HA4eHb IHKPEeMEeHMAIbHO20 NOKA3HUKA eqheKmUEHOCMI sumpam ma WKAaiu ix eniugy
HA OeparcasHutl 0100xcem

3acTocyBaHHs emilu3ymaly 3ab6e3neuye nogatkoni 1,78 LYG Tta 6,65 QALY s
naIieHTiB crapiie 12 pokiB 3 TsHKKOI0 (hopmoro remodinii A 6€3 HassBHOCTI 1HT101TOPIB
1o ¢akropa VIII Ta yrpyaHeHUM BEHO3HUM JIOCTYIIOM, BPaXOBYIOUYH JUCKOHTYBAHHS.

Inkpemenransunit noxasuuk edexrusrocti Butpar ICER: || rr/LYG
I -/ QALY . Pospaxosannii noxasuuk ICER/QALY, BifmosixHO 10 mKamm
pexkoMeHoBaHuX TpaHnyHux 3HayeHb ICER B VYkpaini nepeBuiye 5 BBII Ha nymry
HaceneHHs (659 720,00 rpH), TOMy Taki BATPATH € HE€(DEKTUBHUMHU.

3a pesynapTaramMu  (HapMAKOCKOHOMIYHOTO  MOJCNIOBaHHS, 3aCTOCYBaHHS
eminu3ymaly HaJlae 3MOTy OTPUMATH AOAATKOBI POKH JKUTTS Ta JOJATKOBI POKH KUTTSI
CKOPUI'OBaHI Ha SKICTb, ajJ€ € OUIbII BUTPATHOIO TEXHOJIOTIEID Y MOPIBHSAHHI 13
3actocyBanHaM FVIII (TypokTokory anbda) y pesxxumi “Ha BUMOTY .

3a pe3ynapTaTaMH aHaii3y BIUIMBY Ha OIOKET MOBHMI MEpexi Ha 3aCTOCYBaHHS
eMinu3yMaly 3 MepIIoro poKy MoKe MPU3BECTH J0 JOJATKOBHX BUTPAT y PO3MIpI Bij

rps 10 | v 3anexuo Bix poxy nporsosysanms.

BiamoBinHO 10 MIKaaM OIIHKYU BIUTMBY Ha OIO/KET B YKpaiHi Ha MiJCTaBl JaHUX
JepKaBHUX BUTPAT Ha JIKapchKi 3acobu y 2021 poti, BUTpaTH Ha emiu3ymad OyayTh
MePEBUIITYBaTH TOPIr (PiHAHCOBOI JOCTYMHOCTI, IO CTaHOBUTH 176 MIH TpH, Yy

paziB 3aJIEKHO BiJ POKY aHAJI3Yy.

AHxicmob 0okazoeux oanux
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Jlns oniHku sikocTi nanux gociipkenHss HAVEN 3 (Mahlangu J. et al., 2018) 6yno
3acTOCOBaHO 1HCTpyMeHT RoB2: nocmijikeHHS JEMOHCTpYE HHM3bKUH  PHU3HK
YIEPEIHKEHOCTI 3a OUTBIIICTIO TOMEHIB. 3a JIMCTOM OIIIHKH JOCHE IIOAO0 TPOBEICHHS
nepxaBHoi OMT Ha etami ¢paxoBoi eKCIIepTH3U YIIOBHOBAXKEHUM OPTaHOM BCTAaHOBJICHO
MPUIHATHY METOOJIOTIUHY SKICTb.

3a pe3ynbTaTaMu OI[IHKM METOJI0JIOT1UHOT IKOCT1 MeTaaHamizy Reyes A. etal., 2019
3a JIMCTOM OIIIHKH 111010 TipoBeAeHHs nep:kaBHOi OMT Ha ertani ¢paxoBoi ekcrepTus 3
BUKOpPHUCTaHHAM 1HCTpyMeHTY AMSTAR 2 ynmoBHOBa)k€HUM OpPraHoOM BCTaHOBJICHO
KPUTUYHO HU3BKY METOJIOJIOTTYHY SIKICTb.

Opeanizayiuni kpumepii

I'emodinmis Bxoauts 10 Ilepeniky piakicHux (opdaHHUX) 3aXBOPIOBaHb, IO
IIPU3BOJISITH 10 CKOPOUYCHHS TPUBAJIOCTI AKHUTTS XBOPUX a00 1X iHBaJIAM3AIT Ta IS IKUX
ICHYIOTh BH3HaHI METOJHU JIIKyBaHHs, 3aTBepjpkeHoro Hakazom MO3 VYkpainu Bin
27.10.2014 Ne778, 3apeectpoBanoro B MiHicTepcTBi rocTullli Ykpainu 13 nucromnana
2014 p.3a No 1439/26216, a Takoxk BXOJAUTH JI0 HaIllOHANIbHOTO [lepeniky npiopuTeTHUX
3aXBOpIOBaHb B YKpaiHi. [IpiopuTeTHICTH JiIKyBaHHA 3a3HAYEHOI'O CTaHy TaKOX
miATBepAXKyeThCs mocTaHoBOor0 KMY Bix 07.03.2022 Ne216 «/leski nuTaHHs 3aKymiBil
J1KapChKUX 3aC001B, MEIMUHUX BUPOOIB Ta JOMOMIKHUX 3aC001B JO HUX» 31 3MIHAMU Ta
JOTIOBHEHHSIMH, B SIKIi mepenbayeHo HampsiM 3akyniBenb «Jlikapcbki 3acoOu Juist
3a0e3ne4eHHs ITel Ta JOPOCIIUX, XBOPUX Ha remoduiito TUIiB A a6o B uu xBopoOy
BinneOpanna». 3a0e3nedeHHs [OCTYINy MALIEHTIB, SKI CTPaXIalOTh Ha PIAKICHI
(opanni) 3axBOpIOBaHHSA, J0 JIKAPCHKUX 3ac001B, MEIUYHUX BUPOOIB Ta MPOJYKTIB
CHEI1aJIbHOTO JIIKYBaJIbHOTO XapuyBaHHs € OJHI€IO 13 cKiIa0BuX «[Imany 3axoaiB 1010
peamnizarii Konneniiii po3BUTKY CHCTEMHU HaJlaHHS MEIUYIHO1 JOTIOMOTH TaIliEHTaM, K1
CTpaXJal0Th HA PiAKicHI (opdaHHi) 3axBoproBaHHA, Ha 2021-2026 pokm».

Jlikapcekuii 3aci0 eminu3ymad BKIOYeHHH 10 24 Buiycky basoBoro mepemniky
OCHOBHHX Jikapchkux 3aco0iB BOO3, 2025 poxy (WHO Model List of Essential
Medicines) Ta no 10 Bunycky ba3zoBoro mnepeniky OCHOBHHMX JIKapChKHX 3aCO0IB IS
niteit BOO3, 2025 poxy (WHO Model List of Essential Medicines for Children).

Bianosinno 1o 3Bity 25-ro Komirery ekcnieptiB BOO3 3 Bi100opy Ta BUKOPUCTAaHHS
OCHOBHMX JIIKapChbKUX 3aco0iB, KoMiTeT eKcrepTiB pEeKOMEHJyBaB BKIIIOUECHHS
eMinn3yMaly A0 BUIIE3a3HAYCHHX MEPENIKIB 32 MOKa3aHHAM NpOo(UIaKTHYHE JIIKYBaHHS
remodinii A 3 iHridiTopamu a0 daxkropa VIII ta 6e3 Hux.

Enioemionociuni  noxkasHuku wo0o 0OKpemoco 3ax680pH8AaHHS: NOUUPEHOCMI,
3axX60pPIOBAHOCMI MA CMEPMHOCMI 8 YKpaiHi

Cranom Ha 2025 pik B YKpaiHi 3apeecTpoBaHo 649 maiiieHTiB 13 TSKKOI0 (HopmMoro
remodinii A 6e3 inridiTopiB 10 daktopy VIII. 3a pesynbraramMmu mpoBeeHNX 3asIBHUKOM
PO3paxyHKIB, KITBKICTh MAIliEHTIB cTapiie 12 pokiB 3 remodiniero A 6e3 iHT101TOPIB A0
¢akropa VIII Ta 3 yTpyAHEHMM BEHO3HMM JOCTYIOM, $IKI TOTpeOyBaTUMYTb
3aCTOCYBAaHHS 3asIBJICHOTO JIIKApChKOTo 3aco0y, Oyne crtanoButu Big 208 ocid y 2025
POIIl 3 MPOrHO30BaHUM 3pOCTaHHsIM /10 227 oci0 y 2029.
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BonHouac BifCyTHI JaHi IIOJ0 KUTBKOCTI MAIlI€HTIB, SKI MalOTh YTPYJAHEHUU
BEHO3HMI focTyn (mpu nboMy 3a ganumu ¢axisuiB HACI “Oxmaraut”, TpyaHoi 3
BEHO3HUM JIOCTYIIOM CIIOCTEPIraloThesl MpUOIN3HO y 36,7 % maiieHTiB 13 reMo]ii€ro).

CoyianvHi, emuyni, opeanizayitini ma iHuili acnekmu

3rigHo 3 YHi(pIKOBaHUM KIIIHIYHUM MPOTOKOJIOM MEPBUHHOI Ta CHEIiai30BaHOT
MeaugHoi moromoru «I'emodimis A» (Hakaz MO3 Ykpainu Big 26 6epesns 2025 poky
Ne 537), po3pobnennmM i3 ypaxyBanHsMm pekomernamin WFH, npodinaktuana Teparris
€ CTaHJAPTOM JIIKYBaHHS MaIll€HTIB 13 THKKOIO (hopmoro remodiii A (mpu BiACYyTHOCTI
MOBHOIIIHHOTO TTPO(1JIaKTUYHOTO JIIKYBaHHS 3 MOMEHTY BUSIBJICHHS JI1arHO3Y MaIli€eHTH
TSDKKO 1HBaMAM3YIOThCS 1e 10 18-Tu pokiB). IlopiBHsHO 3 nikyBaHHsM FVIII «na
BUMOTY», NMPO(DUIAKTHYHE 3aCTOCYBaHHS eMIIM3yMal0y J03BOJII€ YHUKHYTH PHU3HUKIB,
MOB’SI3aHUX 13 PETYJISIPHUM BHYTPIITHHOBEHHUM BBEJEHHSM, 30KpeMa TPOMOOTHUHUX
noJiiid, 1H(IKyBaHHs, MCUXOJOTTYHOrO0 Ta (I3MUYHOTO HABAHTAKEHHsI, MOB’S3aHOTO 31
CKJIQJHUM BEHO3HHUM JOCTYIIOM, a TaKOX 3HI)KYE€ TOTpe0y Yy BCTAHOBJICHHI
[IEHTPAJILHOTO BEHO3HOI'O KaTeTepa.

JUist maiieHTiB 13 TSODKKUM (peHoTurnoM remodinii A Ta yTpyJHEHUM BEHO3HUM
JOCTYIIOM, ONTHMAJIBHOIO CTPATEri€l0 MPOQPIIAKTUKH € 3aCTOCYBaHHS JIKaPChKHUX
3ac0o0iB 13 MIAWIKIPHUM IUIIXOM BBEJACHHS a00 BCTAaHOBJIEHHSA IMOCTIHOTO
neHtpanbHoro BeHo3Horo karerepa (ITLBK). Takuii miaxix copsMOBaHHWT Ha
MONEPEKEHHS FTeMAPTPO31B, IHIIKUX CIIOHTAHHUX Ta IPOPUBHUX KPOBOTEY, 30€pEKEHHS
3I0POB’Sl OOPHO-PYXOBOIO anapaTy Ta MOKPAIIECHHS SKOCT1 JKUTTS.

JIJisi mamieHTiB 13 YTPYAHEHMM BEHO3HMM JOCTYNOM (i1 SIKMX pEeryJispHa
BHYTPIIIHBOBEHHA MPOQPIIAKTUKA € YCKIAJHEHOI0 a00 HEMOXKJIUBOIO) MIIIIKIPHE
BBCACHHS eMilu3ymMady GakTHYHO € €IUHOI0 OII€0, [0 BHUPINIYE MTHTaHHS
30€peKCHHS SKOCTI KUTTS Talli€eHTa 1 3amobiraHHs abo 3HIWKCHHS 1HBaIiIu3aIlii B
MaiOyTHbOMY.

3a pesyiapTaTaMM 3acijaHHd EKCHepTHOro KOMITETy 3 OIIIHKM MEIMYHHUX
TeXHOJIOT1i JlepxkaBHOTO mianpuemMcTBa “‘/lepkaBHuil ekcriepTHH 1IeHTp MiHicTepcTBa
OXOpOHM 3/10poB's Ykpainu”, mo Bigoysnochk 04.12.2025 p., Oyjio HagaHO HACTYIHI
pEeKOMEHIaIlli:

BpaxoByroun pe3yiapTaTd OIIIHKM KJIIHIYHOT €(QEeKTHUBHOCTI, O€3MeKku, sKi
0a3yloThCsl Ha JIOKA30BHX JIaHMX, €MIJAEMIOJIOTIYHI JaHl MO0 MOIIUPEHOCTI TSHKKO1
dopmu remodinmii A 6e3 HassBHOCTI 1HT101TOp1B A0 pakropa VIII (y marienTiB crapue 12
POKIB 3 YTPYJAHEHUM BEHO3HUM JOCTYNOM) PEKOMEHIOBAHO BKJIIOUUTH JIIKAPCHKUI
3aci0 emimmsyma6 (TH TEMJIIBPA®) s pyTuHHOI OpOQIiIakTHKH 3 METOK
3ano0iraHHs a00 3MEHIIICHHS YaCTOTH €Mi30/11B KPOBOTEU Yy MaIli€HTIB cTapiie 12 pokiB
3 TsDKKOIO (opmoro reModunii A 6e3 HasBHOCTI 1HTIOITOpiB 10 (akTtopa VIII Ta
YTPYAHEHUM BEHO3HUM JIOCTYIOM JI0 TIEPEITIKiB JIIKAPCHKUX 3aCO0IB PEKOMEHOBAaHUX
1010 YKJIAJIEHHS TOTOBOPIB KEPOBAHOTO JOCTYILY.

Bromtountn HanexHy iHQoOpMaIliio Moo JiKapchbkoro 3acoly eminuzymad (TH
T'EMJIIBPA®) no JlepsxaBHOro GpopMysispa JiKapchbKHUX 3aC00iB.
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5. Indopmanisi 11010 CTPOKY Ail BACHOBKY YIIOBHOBAKE€HOI'0 OPraHy.

Bignosigno mo m. 21 Ilopsaky BHCHOBOK YMOBHOBa)KEHOT'O OpPraHy CTOCOBHO
BIJIMTOBITHOT MEIMYHO1T TEXHOJIOT11 BBAKAETHCS YMHHUM JI0 MOMEHTY TIPOBEICHHS HOBOT
JIep>KaBHOI OIIHKY MEIMYHOT TEXHOJIOT1.
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