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Ne Ha Ne BIJ

BucHoBok
YIOBHOBAKE€HOT'0 OPTaHy 3 JIePKABHOI OI[IHKM MeIMYHUX TEXHOJIOTii 3a
CKOPOY€HOI0 MPOLEeIYPOI0: eMinu3ymad

Hepowcasna oyinka MeOUUHUX MeEXHOL02IU 3a CKOPOUEHOI NPOYedypoI0 3a 36ePHEHHAM
MO3 Vkpainu npoeedena ynoeHOBANCEHUM OP2AHOM 3 0EPHCABHOI OYIHKU MeOUYHUX
mexHon02il 8iON08iOHO 00 eumoe Ilopsaoxy nposedents 0epiHcasHoOi OYIHKU MEOUYHUX
mexHono02il, 3ameepddicenoco nocmanoeoi Kabinemy Minicmpie Ykpainu 6io
23.12.2020 Nel300 ma ckiadaemvcsi 3 aHANIZY NOPIBHANLHOI  eheKmueHoCmi
(pe3yromamugHocmi), 6e3neku ma eniugy Ha 610Hcem NIKApCbKo2o 3aco0y HA OCHOBI
Oanux 3 GIOKpumux Odcepen iHGopmayii. Bucnoeok ynosHosadicenoco opeawy 3
0€epHCABHOT  OYIHKU MEOUHHUX MEeXHONO02IU 3d CKOPOYeHOl0 Npoyedypor Mae
pekomeroayiunuil xapakxmep. Ilpedcmasneni Oaui y UCHOBKY € AKMYaIbHUMU CIMAHOM
Ha 0amy 1020 ni020MmosKu.

1. Indopmanis npo AaTy NPOBEeJEHHHA JAEPKABHOI OLIHKH MeIUYHHMX
TeXHOJIOTIi 3asIBJIEHOT0 JIiKapchKoro 3acody: 06.10.2021, onosnenns 01.09.2022.

VY Bignosiae Ha et MO3 Vipainu Big 26.07.2022 Ne 25-01/16746/2-22 Tta Bin
08.08.2022 Ne25-01/17921/2-22 mono BHeceHHs iH(oOpMaIi Tpo JOIMLIBHICTH
YKJIaJJaHHSI JOTOBOPIB KEPOBAHOTO JOCTYIY YIMOBHOBa)XEHHWM OpPraHOM 3 JIEp>KaBHOI
OIIIHKM MEJIWYHHUX TEXHOJOTIM (7ami - YHNOBHOBa)XKEHMM OpraH) J0JIaTKOBO OYIIO
MIPOBEJICHO TIOIIYK IIiH Ha JIKapchkuit 3acid (mani - JI3) eminm3ymad y pedepeHTHrX
KpaiHax Ta kpaiHax CxigHoi €Bponu (TabauIls 5) Ta aHATII3 PeKOMEHAAIN OpTraHi3aIii
3 OLIHKKM MeIWYHUX TexHousorid (mami - OMT) iHmux kpain moxao JI3 eminnzymad
(Tabmuus 6).
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2. Ingopmanis npo 3asBJIeHHUH JiKapCbKUH 3aCi0

1) HalimenyBaHHs (mpi3BuIne, iM’sl, M0 0aTbKOBI) 3asiBHMKAa Ta Ha3Ba
BHPOOHHUKA JIKAPCHKOI0 3ac00y:

Cranom Ha 12.08.2022 p. B JlepkaBHOMY peecTpi IKapChKUX 3aC00iB: !

I'EMJIIBPA®, po3uun s i1 ekii mo 30 mr/1 mut; mo 1 M (30 mr) y driakoHi,
no 1 ¢nakoHy B KapTOHHII KOpoOl1i;

I'EMJIIBPA®, po3uun ains i ekiii mo 150 mr/1 mut; mo 0,4 ma (60 mr); mo 0,7 M
(105 mr); mo 1 ma (150 mr) y daakoHi, no 1 ¢paakoHy y KapTOHHINA KOpOOII.

Bupobuuk - ®.Xodpdpmanu-JIs Pomr Jlta (BumpoOyBaHHS KOHTPOIIO SIKOCTI,
BTOPUHHE TaKyBaHHs, Bunyck cepii), [lBeinapis Pom [iarHoctukc I'mM6X
(BumpoOyBaHHSI KOHTPOIIO sIKOCT1), HiMeuunna, Uyrait ®@apma anydextypunr Ko, JItn
(BHpOOHUIITBO HEpO3(acoBaHOi MPOMAYKIlii, MEPBUHHE IMaKyBaHHS, BUIPOOYBAaHHS
KOHTpPOJIIO sikocTl), SAnoniss, Pomr ®dapma Al (BunmpoOyBaHHS KOHTpPOJIIO SIKOCTI),
Himeuyunna, Camcynr bioJlomxuke Ko, JITn (BupoOHHIITBO HEpo3(acoBaHOT MPOIYKIIIi,
NIepBUHHE TIaKyBaHH, BUMPOOYBaHHS KOHTPOITIO sIKOCTi), Pecmybmika Kopest;

3asBuuk - ©.Xodpdmann-Jls Pour JITa, lseitnapis.

HepxasHa OMT npoBoauiiach 3a CKOPOYCHOIO MPOIEAYPOIO 3a 3BepHEHHsIM MO3
YkpaiHu.

2) ToproseJibHA HA3Ba JIKAPCHKOI0 3ac00y:

'EMJIIBPA®.

3) Mi’kHAPOJHA HENATEHTOBAHA HA3Ba 200 CHHOHIMiYHe HAIMEHYBaHHS:

Eminmmzyma6 / Emicizumab.

4) ckJ1a] JiKapCchbKOro 3aco0y (Air0o4i Ta 10MOMiXKHi peYOBHHH):

1 ¢nakon mictuth 30 Mr/1 M a6o 60 mr/0,4 mi, abo 105 mr/0,7 mi, ab6o 150 mr/1
MJI eMilu3ymaoy;

oonomidichi  pewoeunu: L-rictuauH, L-xucimora acmapariHoBa, L-apriuis,
nosiokcamep 188, Boga s 1H’ €KITIH.

5) popma Bunycky:

po3uuH 11 11 ekiii mo 30 mr/1 mu; mo 1 mut (30 mr) y ¢umakoni, mo 1 ¢iakony B
KapTOHHII KOpOOIIi;

po3unH 171 1H exiid mo 150 mr/1 mur; mo 0,4 mut (60 mr); o 0,7 ma (105 mr); mo 1
M (150 mr) y daakoni, mo 1 ¢nakoHy y KapTOHHIM KOPOOIIi.

6) cnocid 3acTocyBaHHs JIiIKAPCHKOIO0 3ac00Y:

BiamoBigHOo M0 IHCTPYKIii JUIi MEIUYHOTO 3aCTOCYBaHHS TPU3HAYCHUN IS
PYTUHHOI TIPO(ITAKTUKHA 3 METOI0 3amoOiraHHs a00 3MEHIICHHS YacTOTH eIi30[iB
KPOBOTEU y JOPOCIHX Ta JITEH, MOYMHAIOYN 3 HAPOKCHHS, XBOPUX Ha TeModiriro A
(Bpomxkenwuit nedinut VIII dhakTopa 3ropraHHs KpoBi) 3 yTBOpEHHSIM a00 0€3 yTBOPEHHS
iHTi0iTOpiB M0 (pakTopa VIII.

Tinbku 171 MIMKIPHOTO BBEACHHS.

! http://www.drlz.com.ua/ibp/ddsite.nsf/all/shlist?opendocument&sklad=%E4%E8 % EC %E5 % F2 % E8 %EB % ¥4 %F3 % EC %E0 %F0%E0%F2
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PekoMeH10BaHAa HaBaHTa)XXyBaJlbHa 1032 CTAaHOBUTHh 3 MI/KI MacH Tija, WIO
BBOJUTHCSA MIAMIKIDHO OAWH pa3 Ha THXACHb MPOTIAroM Nepmux 4 THXKHIB, B
MOJAJIBIIOMY — 13 3aCTOCYBaHHSM Y HIATPUMYIOUIN 031

. 1,5 MI/Kr Macu Tijia OJJMH pa3 Ha THXKJIEHb a00
. 3 MI/KT Macu Tija OJIMH pa3 Ha J[Ba THXKHI, a00
. 6 MI/KI MacH Tu1a OAWH pa3 Ha YOTUPH THUXKHI.

Bubip miaTpumyrouoi no3u Mae 0OazyBaTUCS Ha TOMY, YOMY BijJlae mepeBary
MEIUYHUI CHeliallicT, 13 YpaxyBaHHIM PEKUMIB, SIKI MOXKYTh CIPHUSATH MOKPAILIEHHIO
JOTPUMAHHS MALIEHTOM PEKUMY JIIKYBaHHS.

[IpodinakTuyHe 3acTOCYBaHHS MpENapaTiB IIYHTYHOUOI Jii CIiJ NPUIHHUTH 3a
JeHb 10 moyatky 3actocyBanHs npenapary ' EMJIIBPA® 3 npodinakTHuHOIO METOIO.

[Ipodinaktuune 3acrocyBanHs mnpenapariB ¢aktopa VIII (OVII) wmoxe
IIPOJIOBKYBATHUCS MPOTATOM MEPIIOro THXKHS 3acTocyBaHHs npenapary [ EMJIIBPA® 3
npo(dUTAKTUYHOIO METOIO.

7) indopManisi Npo HASIBHICTH AEP:KABHOI peecTpauil JiKapcbKoro 3aco0y B
Ykpaini:

I'EMJIIBPA®, peectpamiitne nociguenHs: NeUA/16914/01/01, tepmin aii PII 3
30.08.2018 mo 30.08.2023%;

I'EMJIIBPA®, peectpariiine nocBimueHus: NeUA/16914/01/02, tepmin nii PII 3
30.08.2018 1o 30.08.2023°,

8) d¢apmakosoriuna aig Jdikapcbkoro 3aco0y Ta KOX 3a AaHATOMO-
TepaneBTHYHO-XIMIYHOI0 KiIacudikanicro:

I'emocTaTuyni 3acobu s cuctemHoro 3acrocyBants. Kog ATX B02BX06.

9) noxa3aHHs 10 MEJAUYHOI0 32CTOCYBaHHS, 3a AIKUM IOJABAJIACH 3a9Ba:

HepxxaBHa OMT npoBoamniIacek 3a CKOPOUYEHOIO MPOLIEAYPOIO 3a 3BepHEHHSIM MO3
VYkpainu, 110 He nepeadayano noJaHHs 3asBU.

VY 3Bepuenni MO3 (nmuct Big 13.09.2021 Ne25-01/26852/2) emiumzymad ans
JIKyBaHHS IOPOCIMX TMAIi€HTIB 3 1HT101TOPHOIO hopMOr0 TeMOdiTii.

10) moka3aHHA 10 MeJIMYHOI0 3aCTOCYBAHHS BIAMOBIIHO 10 iHCTPYKIII 1/
MeIMYHOr0 3acTOCyBaHHS, 3arTBepaxeHoi MO3, 3a HasiBHOCTI Jep:KaBHOIL
peecTpauii JikapcbKkoro 3aco0y B YKpaiHi:

PytunHa npodinakTtuka 3 METOI0 3amobiranas a0 3MEHIIEHHS YaCTOTH €Ii30/1iB
KPOBOTEU y JOPOCIHX Ta JITEH, MOYMHAIOYN 3 HAPOHKCHHSI, XBOPUX HA TeModiito A
(Bpomxenwuit nedinut VIII dhakTopa 3ropraHHs KpoBi) 3 yTBOPEHHSIM a060 0€3 yTBOpEHHS
iHTi10iTOpiB A0 (pakTopa VIII.

11) indopmanis nmpo HASIBHICTHL NMOKAa3aHb /10 MEIMYHOr0 3aCTOCYBAHHS
JIKapCcbKOro 3ac00y 111 BUKOPUCTAHHA I/l 4aC HA/IaHHS MeUYHOI J0NIOMOTH NPH
CTAaHAX, 10 3a3HA4YeHi y NPIOPUTETHUX HANPAMAX PO3BUTKY cdepH 0XOpoHH
30pPOB’A:

2 http://www.drlz.com.ua/ibp/ddsite.nsf/all/shlz1 2opendocument&stype=998D5F3C78D15BACC225873C002D275B
3 http://www.drlz.com.ua/ibp/ddsite.nsf/all/shlz1 2opendocument&stype=27990ABEBB53BB72C225873C002D4A8B
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MO3 VYkpainu y BianoBias Ha aucT TOB «Pom Ykpaina» Big 06.09.2021 Ne 470
BU3HAYUB MIJICTaBU JJIA TpoBeAeHHs AepxkaBHOT OMT 3a CKOpOUEHOI0 MPOUETYpPOIO
JKapCchKOro 3aco0y eMminu3ymad, a came: BUSIBICHHS JliKapchKoro 3aco0y (JI3), sikuit €
OUTBIT €PEKTUBHUM, OE3MEYHUM, €KOHOMIYHO JOULIBHUM MOPIBHSIHO 3 JI3, BKIIIOUEHUM
70 BIAMOBIIHUX TEPENiKiB, CHHUCKIB, PEECTPIB 3 OJHAKOBUMH IOKAa3aHHSIMHU J0O
3aCTOCYBaHHSI.

3. BHCHOBOK YNOBHOBAaKCHOI0 OpPraHy IIOAO0 pe3yJbTaTiB NOPiBHAJBHOI
epexTuBHOCTI (pe3yJbTATHBHOCTI), Oe3nmexku, e(QeKTHBHOCTI BHUTPAT HAa
JIKapCHhKMH 3aCi0 Ta aHATI3Y BINIMBY HA TOKA3HMKH OIOKETy

1) nani HOA0 NPiOPUTETHOCTI 3aXBOPIOBAHHA (CTAHY)

3a BinkputuMu AaHumu, onyosikoBanumu 08.07.2019 wa odimifinomy caiiTi
HamionanbHoi akajgemii MeIMUHHMX HayK Ykpainw,* posmoBcromkenicts remModinii y
OUTBIIOCTI €BPONEHCHKUX KpaiH cTaHOBUTH 13-18 BumankiB Ha 100 THC. 40JIOBIYOTO
HaceneHHs, abo 3a manumu BOO3 ta BcecBitHboi ®enepartii ['emodinii 1:10 000
HOBOHAPOJIPKEHUX XJIOMYMKIB. Y BCbOMY CBITI HapaxoByeThcs 011 350 THc. XBOpUX Ha
remodinito. Cranom Ha 01 rpyaus 2013 p. B YkpaiHi Ha qucnaHcepHOMY OOJIIKY, 3a
JTAHUMH PerioHiB, epedyBano 2076 XBopHuX JOPOCIIOro BiKy Ha reMo(iIiio Ta XBOpoOy
Binnebpanna. Ha cwhoromni mpouIakTUYHOTO JIIKYBaHHS Y TMOCTIMHOMY pPEXHUMI
noTpeOyroTh 245 aitelt 3 remodiniero A, 36 aiteit 3 remodiniero B Ta 4 nuTuHU 3 TpETiM
TUTIOM XBopoOM Bimnebpanma. I3 Hux cranom Ha Oepe3enb 2014 poxy Ha
JMCIIaHCepHOMY criocTepekeHH1 y M. Kuesi nepedyBae 31 gutuHa 3 reMmodimiero, y
TOMY 4ucii 18 miTeit, mo MarTh BaXKy ¢opmy reModimii Tumy A.

Ha odimiiinomy caiiti BcecBiTHboi denepartii remodinii (World Federation of
Hemophilia, WFH) noctynmuuii 3BiT ganux BcecBITHBROTO peecTpy KoaryJomaTii
(World Bleeding Disorders Registry, WBDR) 3a 2020 pix°. B 3BiTi npencrasieni
CyKymHI Ta HeineHTudikoBaHi nani 7208 ocil, siKi OTpUMad MEIUYHY JOIIOMOTY y 86
IeHTpax JikyBaHHs remodirii y 33 kpainax cBity. JliarHo3 remodinist A BCTaHOBIICHO
84% namientam (3 HUX TsKKa hopma y 87% ), remodinis B - y 15% (3 Hux Tsxka popma
y 13%), 3 migpaxyHKy BUKIIOUEHI TAI[I€EHTH, UIsl SKUX HE OyJO 3a3HAY€HO THII
remodinii. CniBBIIHOIIEHHS AiTeH 10 Aopociux maimieHTiB 44% ta 56% BIAMOBIIHO.

Bceranosnenns piarno3y remodinii y 2020 pori - 136 nartienTis 3 7208 (2%), 3 Hux
TskKOT hopmu - 45 3 3812 (33%). o peecrparii y WBDR manu inri6itopni gpopmu
remodinii 393 3 6393 ocib (6%), 3 HUX marieHTH 3 TKKOI0 hopmoro - 313 3 3514 ocibd
(9%).

2) [ga”Hi 1WOA0 JAOCTOBIPHOCTI pe3yJbTaTiB NOPIBHAJBHOI KJIHIYHOL
epexTHBHOCTI Ta  Oe3mekM  3asiBJEHOr0 JiKapcbkoro 3acody. Ommuc
(mpencraB/ieHHA) 3a3HAYEHUX Pe3yJIbTATIB

3 MeTOI0 aHaii3y JaHWX TMOPIBHAJIBHOI KIIHIYHOT €(pEeKTUBHOCTI Ta Oe3MmeKu
eMiu3yMaly Mpu 3aCTOCYBaHHI JOPOCIMMHU NaIlieHTaMu 3 TeModiriero A (BpoKeHU

4 http://amnu.gov.ua/zagolovok-292/
3 https://www1.wth.org/publications/files/pdf-1971.pdf


http://amnu.gov.ua/zagolovok-292/
https://www1.wfh.org/publications/files/pdf-1971.pdf

Emiyuzyma6 ona pymunnoi npoginakmuxu 3 memoro 3anobicanta abo 3sMeHUEeHHs Yacmomu enizo0ié Kpogomey y 00POCIUX, X8OPUX HA
eemopinito A (8podoicenuti degpiyum VIII ghakmopa 3eopmanns kpogi) 3 ymeopenusam ineioimopis 0o gpakmopa VIII, 01.09.2022

ne¢piuut VIII gakropa 3ropTaHHs KpoBi) 3 YTBOPEHHSM 1HT10ITOpIB 10 (pakropa VIII
MPOBEJCHO MOILIYK TPETUHHUX, BTOPUHHUX Ta MEPBHHHUX JKEpen iHQopmarlii momo
JIOKa30BUX JAHUX Y PEECTPl MEAMKO-TEXHOJIOTIYHUX JOKYMEHTIB 31 CTaHAapTU3allil
MEJIUYHOI I0MTIOMOTH, Ha cailTaXx MI>KHapOIHUX MPOPILHUX OpraHizalilii, y 6a3ax 1aHux
PubMed, The Cochrane Library database, Trip Database.

B pe3ynbrari mpoBeIEHOrO NOILIYKY 3HAWJEHO HACTYNHY 1H(OpMAIO II0A0
TPETUHHUX JKEPEI:

1. I'any3eBi cTaHaapTH y cUCTEMi 0XOPOHM 3/10POB’ 1 YKpaiHM: 32 TaHUMHU
PEECTPY MEIMKO-TEXHONIOTIYHAX JOKYMEHTIB 31 CTAHAApTU3aLii MeJUu4HOT JonoMoru®
YHI(pIKOBaHUN KIIHIYHUNA MPOTOKOJ MEAMYHOI JOMOMOTU IJisi JIIKYBaHHS reModuiii
BIJICYTHIH.

2. Pexomenaauii BececBiTHbOI eaepanii remodiuiii momo aikyBaHHus remodiii
(WFH Guidelines for the Management of Hemophilia, 3rd edition, 2020)’.

BceecBiths  denepamist remodinii (World Federation of Hemophilia, WFH)
PEKOMEHJIy€ PETYJISApHO TMPOBOAUTH MPOPUIAKTUKY KpPOBOTE€U Yy TAIIEHTIB 3
1Hr101TOpHOIO OpMOIO TeMOoLTii.

Ha nopatok nmo mpemapatiB myHTyrouoi mii  (bypassing agents, BPA) napa3si
J0CTynH1 He(aKTOpHI 3aMICHI METOIM Tepamii (Hanpukias, eminuzymao). [lamientam 3
iHr10iTOpHOIO popMOIO reModuIii A peKOMEH/I0BAHO BUKOPUCTOBYBATH €MIM3ymMal
JUISL  peryjisipHOi MpOQUIAKTUKHU  emi3o/iB  KpoBoTed. (OCHOBHMMH Ie€peBaraMu
eMilu3ymMaly € Horo MiAMKIpHUN NUISAX BBEJACHHS, TPUBAIMM TIEPi0/1 HAIlIBBUBEICHHS,
BHCOKAa €(EKTUBHICTh y 3amo0iraHHi KpPOBOTEY Ta 3MEHIIEHHS YacTOTH eIi30/IiB
KpOBOTEY y marfieHTiB 3 iHTi01Topamu g0 FVIII abo 6e3 Hux.

[TamierTam 3 TsDKKOIO hopmoro remodiriero A ta 3 iHridiTopamu 1o FVII, WFH
pPEKOMEH/Iy€e HaJaBaTH IepeBary eMinu3yMaly MOpiBHIHO 3 IpenapaTaMy ITyHTYHYO1
T 711 3MEHIIICHHS e1Ti30/11B KPOBOTEY.

ITix wac miKkyBaHHS €Mi30/(iB TOCTPUX KPOBOTEY IIPU 3aCTOCYBaHHI eMIu3yMaldy
noTpiOHa O0OEPEKHICTh, OCKUIBKH Yy MAIlIEHTIB MOXE€ PO3BHHYTHCS a00 BEHO3HA
TpomboemOoisi, abo TpombOoTnuHa MikpoaHrionaTis (TMA) npu ogHOYaCHOMY
BBEJICHHI KOHIICHTPATy aKTUBOBAHOTO MpoTpoMOiHOBoro komruiekcy (aPCC).

Ockinbku eMiln3ymMad BUKOPUCTOBYETHCS JJIsl PO LTAKTUKH, a HE JIS JTIKyBaHHS,
rOCTpUX KpOBOTE€U Yy MaIli€HTiB 3 iHribiTopHOIO (opmoro remodinmii A, WFH
PEKOMEH/Iy€ 3aMiCHY Teparito (pakTopoM 3ropTaHHs KpOBi IMPU TOCTPUX KPOBOTEUAX.

Jlyist marieHTiB 3 1Hri0iTopHOIO0 hopMoro reModistii A, 10 TOTPEOYIOTh iKY 8aAHHS
2ocmpux kpogomeu abo xipypeiunoz2o empyuanns, WFH pekoMeH1ye BUKOPUCTOBYBATH
npernapaTtd NIYHTYo4ol 1ii, sSKi € eeKTUBHUMHU SIK g TpodimakTHKHA, Tak 1 IS
JKyBaHHS KPOBOTEY Yy MAII€HTIB 3 TeMO(DiTi€ero.

6 https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/
7 https://onlinelibrary.wiley.com/doi/10.1111/hae.14046


https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/
https://onlinelibrary.wiley.com/doi/10.1111/hae.14046

Emiyuzyma6 ona pymunnoi npoginakmuxu 3 memoro 3anobicanta abo 3sMeHUEeHHs Yacmomu enizo0ié Kpogomey y 00POCIUX, X8OPUX HA
eemopinito A (8podoicenuti degpiyum VIII ghakmopa 3eopmanns kpogi) 3 ymeopenusam ineioimopis 0o gpakmopa VIII, 01.09.2022

llpumimka: Jlo npenapamié wiyHmyw4oi O0ii GIOHOCAMbCA pPEKOMOIHAHMHULL
akmueosanuil  Gaxmop 3eopmanus kpoei VIla (rFVIla) abo komyenmpam
aKmueos8ano020 npompomobinoeoco komniexcy (aPCC).

3. HpakTn4Hi BKa3iBKHU HiMenbko-aBcTpilicbKO-IBEHIAPCHKOT0
TOBAPHUCTBA AOCHIIKeHb TPoM003y Ta remocrta3y (German, Austrian, Swiss Society
for Thrombosis and Haemostasis Research, GTH) moao 3acrocyBanHs
eminu3ymady y namieHrtiB 3 remoduiiero A (Practical Guidance of the GTH
Haemophilia Board on the Use of Emicizumab in Patients with Haemophilia A,
2020)3.

Eminmzymab OyB cxBaneHu# Juisi mpo(TaKTUKHU €Mi30/11B KPOBOTEY Y MallI€HTIB 3
remodiniero A 3 inridiTopamu g0 FVIII ab6o 6e3 Hux.

PimeHHs: mpo 3acToCyBaHHsS eMIU3yMaly B SKOCTI MPOQUIAKTUYHOIO MIAXOAY
CIiJl NpUWMATH IHAUBIAYaJbHO, BPAXOBYIOUM IHAMBIAYaJbHY CHUTYallll0 Nall€HTa
(HanmpuKIa, namienTu 13 cTiikumu iHriditopamu 10 FVIIL, Beno3uuii nocryn, GheHoTun
KpOBOTEU1) Ta (AKTOPHU PUBHKY.

[Ticns HaBaHTaXyBaJbHOI J03M eMilu3ymMaly 3 MI/KI/THXKIEHb MIAMKIPHO
OpOTATOM Tepiux 4 THXKHIB, MIATpUMYIOYa A03a - 1,5 MI/Kr/TixAeHb MIAIIKIpHO, 3
MT/KT MIJIIKIPHO pa3 Ha 2 THKHI @00 6 MI/KT MIAMIKIPHOTO BBEICHHS pa3 Ha 4 THXKHI.
Bubip pexxumy 103yBaHHS MOXKE IPYHTYBATHUCS Ha KIIHIYHUX KPUTEPIAX, YIOA0OAHHIX
naiieHTa ta po3Mipi ¢urakoHa.

4. Pexomenaauii MeauuHO-HAYKOBOI KOHCYJbTATUBHOI paan HanioHaabHOro
¢onny 6oporsom 3 remodiniero (MASAC - Medical and Scientific Advisory Council
of the National Hemophilia Foundation) mono 3actocyBaHHs Ta KOHTPOJIIO
nepediry 3axsoproBaHHs eMminusymaoom-kxwh (Hemlibra®) y mnaunientiB 3
remoginiero A 3 inriditopamu 1o FVIII a6o 6e3 nux (MASAC Document 258 -
Recommendation on the Use and Management of Emicizumab-kxwh (Hemlibra®)
for Hemophilia A with and without Inhibitors, 2020)°

Eminm3ymato €  peKOMOIHAHTHHM, T'yMaHI30BaHUM, oicnenudiyHIM
MOHOKJIOHATBHUM aHTUTUIOM G4, sKke 3amiHIOe dYacTUHY OQYHKIII KodakTopa
aktuBoBanoro ¢akropa VIII (FVIIla) musxom 3'eqnanns aktuBoBaHoro Qakropa IX
(FIXa) ta dakropa X (FX). Bin mpusHaueHuil qisi pyTUHHOT TPODUIAKTHKA IS
3ano0iraHHs a60 3MEHIIEHHS YacTOTH €ITi30/1iB KPOBOTEU y JIOPOCIIHX Ta JITEH Pi3HOTO
BiKy, XBOpuX Ha remodurito A 3 iHridiropamu g0 FVIII ta 6e3 nux. [Ipenapat BBOASATH
MIAMIKIPHO B HABAHTAXXYBAJIBHIN 1031 3 MI/KI/TUXKACHb MPOTATOM MEPIIUX 4 THKHIB,
ITICJISL 9OTO BBOJATH MIATPUMYIOUY J103y: a00 1,5 MI/Kr/TkaeHb, a00 3 MI/KT KOXHI 2
THXHI, a00 6 MI/Kr KOXHI 4 TWXHI. [CHye 3HAYHE 3MEHIICHHS KUTHKOCTI MOPIYHUX
KpOBOTEY Ha (hOHI BCIX TPHOX PEKUMIB Y BCIX BIKOBHX I'pyIax MAI€HTIB 3 TeMO(LITI€I0
A, 3 iribiTopamu go FVIII abo 6e3 Hux.

8 https://www.thieme-connect.de/products/ejournals/html/10.1055/a-1127-6476
% https://www.hemophilia.org/healthcare-professionals/guidelines-on-care/masac-documents/masac-document-258-recommendation-on-the-use-and-
management-of-emicizumab-kxwh-hemlibrar-for-hemophilia-a-with-and-without-inhibitors
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[lin wac mnpodUIAKTUYHOTO 3aCTOCYBaHHS eMilM3ymMady J1abopaTopHUA
MOHITOPUHT HE NOTPIOEH.

PexoMenanii o010 JiKyBaHHS FOCTPUX KPOBOTEY y MAILIEHTIB 3 reModiiiero A
ta iHridiropamu go FVIIL:

He3Bakatoun Ha BUCOKY €(EKTHBHICTH eMilU3ymMaldy y 3amoOiraHHi KpOBOTEY,
€mi30M KPOBOTEY BCE OJHO MOXYTh BHHUKATH, IO TOTPeOye OIHOYACHOTO
3aCTOCYBaHHS aJbTEPHATUBHOI FT€MOCTATUYHOI Tepartii.

[Noctpi kpoBOTEUI CITijl TIKYBaTH 3a tonomMoror pekombiHanTHoro FVIla (rFVIla)
y 1031 90-120 Mkr/kr sk moyaTkoBoi a03u. IlepeBakHy OUIBIIICTH KPOBOTEY CIIiJT
KOHTPOJIFOBATH 3a JIOTIOMOTor0 1-3 103, BBEJACHUX HE YaCTillle, HDK Yepe3 KOXKHI 2
TOJTUHHU.

Cnig ynukatu 3actocyBanHs aPCC myis mpopuBHOiI KpOBOTeUl y Malli€HTIB, K1
OTpUMYIOTh TIpodinakTUKy eminuzymadbom. rFVIla mae OyTu mepmmm BapiaHTOM
JIKYBaHHSI TOCTPUX KPOBOTEY, OCKUIbKM 3aCTOCYBAaHHs I1i€i KOMOIHAIlli HE 3MIHIOE
npodine 6e3nexu rFVIla. Skmo BukopucroByerbes aPCC, ioro ciii 3aCTOCOBYBaTH y
1031 He 6ubire Hixk 50 MO/Kr, 1110 BBOJIUTHCS SIK IOYATKOBA 7034, 1 HE TIEPEBUIITYBATH
100 MO/kr/no6y. Tpusanicts Teparii aPCC Takox ci1iJi 3BE€CTH 10 MIHIMYMY, OCKUTbKH
TpUBaJIe 3aCTOCYBaHHS MPOTAToM > 24 rogun B no3ax Buie 100 MO/kr/noby moxe
OyTu moB'si3a”e 3 TPOMO030M Ta po3BUTKOM TMA.

Buxonsuu 3 nmaHux KIHIYHUX JOCTIIHKEHb, MAIEHTH 3 1HTI0ITOPHOIO (HOPMOIO
remModiii A, 10 MarOTh CIOHTaHH1 200 TpaBMAaTHUYHI €M130/I1 KPOBOTEY, HE3aJIEIKHO B1JT
TaKTHKA 1X BBeAeHHs (emizoguuyHe abo mnpodiTakTUYHE BBEJCHHS IIpenapartiB
IIYHTYIOUOI Jii), IIBUIIE 32 BCE, OTPUMAIOTh 3HAYHY KOPHUCTh Bl MPOdITAKTUIHOTO
BBEJICHHS eMilu3ymaly, sSskuil ciaia po3risaaTd sk | mixiro teparmii. [y nmaiieHTiB, gKi
OTPUMYIOTh 3aCO0M HIYHTYHOYOI Jii 3 MPO(UIAKTUYHOIO METOI Ta MAaIOTh HEBEIUKY
KUIBKICTh ~ €MI30/1IB  KPOBOTEY, MOXKHA PO3MVISHYTH MOMJIMBICTh TEPEXOAy 3
npodiIaKTUKK 3aco0aMM MIYHTYHOUOi1 aii Ha mpodimakTuky eminmuzymabom. Jlanuii
nepexia 3yMOBJIEHUH JaHUMH €KOHOMIYHO1T €()eKTUBHOCTI Ta OUTBII MPOCTOTO BBEICHHS
JI3.

5. Pexomenganii bBpuTaHCBLKOr0 TOBAapHCTBA 3 TreMaTojorii 1010
3acTocyBaHHA npoditakTuunnx GakTopis AJ14 AiTeld Ta Jopocaux 3 remoduiico A
Ta B (Guidelines on the use of prophylactic factor replacement for children and
adults with Haemophilia A and B, 2020)'°.

Pexomennanii miarotosneHi bpuranchkuM ToBapucTBOM 3 rematoiorii (British
Society for Haematology, BSH).

Ineioimopua ¢opma eemoinii A y oopocaux. Eminmzymad, 10 BBOJHUTHCS
IMIOTHOKHSA Y 71031 1,5 MI/KT, acoOIifO€ThCS 3 MEHIIOK YacTOTOK PIYHUX EITi30/diB
kpoBoTeu (annualized bleeding rate, ABR) mopiBHsHO 3 podiTaKTHYHUM BBEJACHHIM
mpernapariB MIyHTYIOYOI Iii, 3MEHIIYIOYM YacTOTYy KPOBOTEY Yy MAIIEHTIB BiKoM >12

10 http://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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pokiB Ha 79% (P <0,001). ¥ oci6 3 iHridiropHorwo ¢gopMoro remoduiii, Kl paHiie
JIKyBaJIMCS 3a OTPeOOoI0, BUMAIKU KpoBOTeU 3MeHIuauch Ha 87% (P <0,001), ABR -
2,9 (95% CI 1,7-5,0). B oxpemomy BuIlpOOYyBaHHI, B SKOMY JOCIIIKYBaJIOCh
no3yBaHHs 6 Mr/kr koxH1 4 TrokH1 ABR cranoBus 2,4 (95% CI 1,4-4,3).

Pexomennamii:

° Eminmzyma0 mosxke OyTH 3alpolOHOBAaHUM MalliEHTaM BIKOM >2 POKIB 3
remMoui€ro A TSKKOT0 CTYNEHIO SIK ajJbTepHaThBa npoduiakruyHoMy BenenHo FVIIL

° Jnst nitel BikoM <2 poKHM 3 TsDKKOIO reModuiiero A 3 iHriditopamu 10
FVIII, tak 1 6e3 HUX, peKOMEHY€EThCSI OyTH 00EPEKHUM TPHU PO3TIIAIL EMIIU3yMaldy y
i BIKOBIH rpymi.

° [lepmr HDK 3MIHIOBAaTH CXEMY JIKyBaHHS, CIHiJl TNPOKOHCYJIbTYBaTH
nali€eHTa Ta 3BEpHYTH yBary Ha CIIOCIO HUTTS, OCOOJIMBO 110 CTOCYETHCS PiBHSI HOTO
AKTUBHOCTI.

° VY nartiieHTiB 3 TSHKKOIO (GOpMOI0 reModinii A Ta yTBOPEHHSIM 1HI101TOPiB
no FVIII B anamue3i ciig nepioguuno Beoautu FVIIIL niis miaTpuMku ToJ€paHTHOCTI.
° [Tpu3HayeHHs emilu3ymMady Ta MOHITOPUHT 32 CTAHOM MAIIIEHTIB 3 TSHKKOIO

remoduiriero A, SKI OTPUMYIOTH eMilu3ymad, CJiJg TMPOBOJUTU JOTPUMYIOUYHUCH
HaIlIOHAJLHUX KEPIBHUIITBA MPO BCl MOOIUHI peakiiii CiIijl moJaBaTH y HalllOHATIBHUN
peectp.

6. TumuacoBi pexomengaumii Po0o4oi rpynu Ta BHKOHABYOI0 KOMITETY
Hentpy remodinii BeaukoOpuranii (United Kingdom Haemophilia Centre
Doctors’ Organisation UKHCDO) moao JikyBaHHSl emi3oiB KpPoOBOTeY NpPH
remodurii A, yckiaaHeHol yrBopeHHsaM iHrioiTopiB 10 ¢gaxkropa VIII y namieHris,
siki orpumyBain eminusymad (Treatment of bleeding episodes in haemophilia A
complicated by a factor VIII inhibitor in patients receiving Emicizumab. Interim
guidance from UKHCDO Inhibitor Working Party and Executive Committee,
2018)1

[Io6 3BecTH DO MIHIMYMY PHU3UK PO3BHUTKY IMOOIYHUX €(EKTIB, MOB’SA3aHUX 13
3actocyBaHHsAM eminu3ymaly, Llentp remodinii Benukooputanii (UKHCDO) Bunae
JlaHe TIPOMIDKHE OHOBJICHHS CBOIX ITOTOYHHMX PEKOMEHAIIM MO0 JIKYBaHHS €Ii30/1iB
KpoBOTeu mpu remodinii A, yckiiagHeHUX HasiBHICTIO iHT161TOpiB 10 FVIII, Ha OCHOBI
00MEKEHOT KIJTbKOCTI OMyOTIKOBAaHUX JaHUX, JOCTYNHHUX Y JIToToMy 2018 poky.

[{i BKka3iBKM € KOHCEHCYCHOIO 3asBOIO 1 HANMCaHl 3 MEPCIEeKTHBUA OPUTAHCHKUX
JiKapiB Ta KIIHIIUCTIB.

OcHog6HI pekomeHnoauii:

o [lepen modaTKOM 3aCTOCYBaHHS eMIIU3ymMaly CIiJ BHUMIPSITH THTP
iaridiTopi FVIIL.

° [lepmia miHisS JTIKyBaHHS €Mi30/IB KPOBOTEY Mae OyTH MpOBEACHE 3a

normomoroto rFVIla. FVIII mroguam a6o pekomOinantHuii cBuHsuuii FVIII MoxyTh

http://www.ukhcdo.org/wp-content/uploads/2019/05/2018-Collins_et_al-2018-Haemophilia.pdf
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OyTH 3aCTOCOBaHi, SKIIO KPOBOTEYA HE 3HUKAE npu BBeAeHHI rFVIIa, a Tutp iHridiropin
HU3bKUM.

° Enizogu kposoteu He ciig jikyBatu aPCC, kpiM BUMNAAKy, KOJIU HEMAE
iHmmx BapiaHTiB. Ilpm BuxopucranHi aPCC mnouaTkoBa [03a HE IOBUHHA
nepeBuiyBatu 50 OJI/kr.

° Axmo mnotpidbHa gpyra npo3a aPCC, maiieHT TIOBUHEH OyTH
rOCIITaIi30BaHUM JIJIs1 CIOCTEPEKEHHS 1010 NOTEHUIHHOTO Po3BUTKY TMA.
° Kniniunuii remocra3 mijg yac omepaiii y Hali€eHTiB, SKI OTPUMYIOTh

eMinu3ymad, HemepenbadyBaHU, a JaHi ayke oOMexeHl. Benuke omnepatuBHe
BTpYYaHHS, K€ MOXe OyTH BiJkiaZeHe (He ypreHTHeE), CIi BIAKIACTH JO OTPUMAHHS
J0JIATKOBUX JaHUX.

° UYepe3 TpuBanuii mepioJl  HaMIBBUBEACHHS  eMilnM3ymaly  cIif
JOTPUMYBATUCS LMX PEKOMEHJALId II0J0 JIKyBaHHS MPOTATOM 6 MICSIIB MICIs
NpUIMHEHHS puiioMy 3a3HadeHoro JI3.

[Tomyk mepBHHHUX Ta BTOPUHHUX JKEPEIT JIOKa30BUX JIAHUX 100 MOPIBHSJIBHOT
KJIHIYHOT €()eKTUBHOCTI Ta Oe3leKku eMinu3ymaldy y MOPIBHSAHHI 3 €NTakorom-aibga
akTuBoBaHMM (pekoMOiHanTHUU (akTtop VIla, rFVIla) Ta antuinridiropaum
koarynssHTHUM KomiuiekcoMm (aPCC) y mopocnux maifieHTiB 3 1HT101TOpHOIO (hopMOIO
remodinii A npoBeneHo B 6azax nmanunx PubMed, The Cochrane Library database, Trip
Database.

KainiyHe mnuTaHHs: BU3HAYUTH €QEKTUBHICT, Ta O€3MEeKy 3acCTOCYyBaHHS
eMinu3ymMaly y MOpIBHSHHI 3 1HIIMMU JIKaPChKUMH 3aC00aMH y JTOPOCTUX TAIlI€HTIB 3
iHT101TOpHOIO hopMoto reModiii Tumy A.

HocaipkyBanuii jJikapcebkuii 3aci6 (JI3): eminmzymad (B02BX06).

JI3 nopiBusHHs: entakor-anbda axktuBoBanui (rFVIla) (B02BDO08) Ta
aHTUIHT10iTOpHUH KoarynsaTHuM komiuiekc (aPCC) (B02BDO03).

JocaipzkyBana momyJisimisi: J0pOCii TAalieHTH 3 1HTi0iTOpHOI (opMoro
remModiii Tuiy A.

OcHOBHI JocCaiIKyBaHi pe3yJbTaTH: YacTOTa €Ii30/1IB KPOBOTEY, CYIIIOOOBI
KpOBOTEUI Ta KPOBOTEUl y CyrJIoOu-MiteH1 (*miwenesuti cyenob — ye cyenob, 8 aKomy
oyno 3 i binbule CHORMAHHUX KPOBOMEY NOCAI008HO 3a 6-MicAuHUU Nepiod).

Crparerisi nomyky JaHUX: MONIYK JaHUX MpoBeAeHO y 0azax manux PubMed,
The Cochrane Library database, Trip Database. Poxu myOGmikamiit 3 2010 mo 2020.
[Tomyk mitepatypu OyB OOMEKEHWUN AHTIIOMOBHHMH CTATTSIMU Ta TTOBHOTEKCTOBHUMH
myOmiKaIisamMu.

KpuTepii BKJIIOYEHHSI: CHCTEMAaTUYHI OTJISIIU Ta METa-aHaJI3u PAaHIOMI30BaHHUX
KOHTposiboBaHUX gociuimkenb (PKJl), mnpocnekTuBHUX Ta  PETPOCHEKTUBHUX
oOcepBalliiHUX JOCTIIKEHb 3 BUBUYEHHS 3aCTOCYBAaHHS eMilM3yMaly y MOPIBHSHHI 3
rFVIla ta aPCC y gopocnux martieHTiB 3 1HTiI0ITOpHOIO (hopmoro remodurii Ty A,
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pPaHAOMI30BaH1 KOHTPOJIbOBaH1 JOCIIKEHHS, [0 OLIHIOIOTh €()EKTUBHICTh Ta OE3MEKY
PO UTAKTUYHOTO BBEJCHHS eMIlU3yMaly.

Kpurepii BUK/II0OUEHHS: JOCIIKEHHSI HA TBapUHAX, 3JI0POBUX JTOOPOBOJBIISX,
paHAOMI30BaHl Ta HepaHaoMizoBaHi nociaypkeHHs [ Tta Il ¢a3, BiacyTHICTh
MpeCTaBICHHS Pe3yJIbTATIB JOCTIIKEHHS.

KuawuoBi caoBa mnomyky: emicizumab, adults, hemophilia, haemophilia,
haemophilia A, hemophilia A with inhibitors, rFVIlla, aPCC. Ilin wac nomyky
iHpopMmarlii BukopuctaHo oneparopu «Boolean» (AND, OR, NOT) .

Y3arajibHeHHS] OTPUMAHUX JaHUX:

VY pe3ynabpTaTi IpOBEACHOTO MOIIYKY HE 3HAWEHO CHCTEMATHUHI OTJISAN Ta MeTa-
aHaJI3M, M0 Y3araJIbHIOIOTh JIaHl KJIIHIYHUX JTOCHII)KEeHb BUBUEHHS €()EKTUBHOCTI Ta
oesnekn eminuzymady y mnopiBHsHHI 3 rFVIla ta aPCC y mopociaux mnaiieHTiB 3
iHr10iTOpHOIO hopMOIO reModiii A.

[Ipsmux Ta/abo0 HempsMHUX JOKA30BUX JAHUX TMOPIBHSJIBHOI  KIIIHIYHO1
edexTuBHOCTI Ta Oe3neku eminu3ymaoy 3 rEFVIla ta aPCC ne 3HaiineHo.

EdextuBHicTh Ta 6€3neky emMiln3yMaly y MamieHTiB 3 reModiito A BUBYaIN y 4-
x kmiHiyHuX gocaimkeHasx: HAVEN 1 (NCT02622321), HAVEN 2 (NCT02795767),
HAVEN 3 (NCT02847637) a HAVEN 4 (NCT03020160). B nocnimkenni HAVEN 1
npuiiMalid yqacTb MiITKU (=12 pokiB) Ta 1opocii 3 Hri01TOpHOIO GOopMOI0 reMod il
A (N = 113). B nmocmimkenni HAVEN 2 npuitmanu ydacte aith (<12 pokiB) 3
iHTi6iTOopHOIO hopmoro remodinii A (N = 88). B nocnimkenni HAVEN 3 npuitmanu
ydacTh MIJJIITKH (>12 pokiB) Ta mopocii 3 remodimiero A 6e3 inriditopis (N = 152). B
nocmikeni HAVEN 4 npuiitmanu ygacts itk (>12 pokiB) Ta gopociti 3 reModiii
A 3 iari6iTopamu ta 6e3 (N = 48). Pesynpratu gocmimxenas HAVEN 4 BincyTtHi y
BIIKPUTOMY JOCTYIII.

Takum uYMHOM, B pamMKax MpoBeldeHHS AepxkaBHOi OMT 3a ckopodeHOrO
IPOIEAYPOI0 HIIKYE HABOASTHCS PE3YJIbTaTH BIAKPUTOro, 0araTOIIEHTPOBOTO,
panaomizoBaHoro ¢asu III kminiunoro gocmimkenass HAVEN 1 (Oldenburg et al.,
2017).12

Mertoro nociimkeHHs Oyna omiHka eeKTUBHOCTI, Oe3meku Ta (apMaKOKIHETHKA
eminu3yMaly, 110 BBOAWIM MIAMIKIPHO pa3 Ha TWXKIACHb MiajiTkaMm (=12 pokiB) Ta
JIOPOCIIUM TAIIEHTaM 3 1HT101TOpHOIO GopMOIo TeModiii A 3 MPoPLITAKTUYHOIO METOIO.

[NarienTn Oynu paHIOMi30BaH1 y TPYIIU:

° I'pynma A - mamieHTH, AKi OTPUMYBAJIM JO BKIIOUEHHS Yy JOCTIIKCHHS
emi30MYHe JIIKyBaHHS 3acobamu mryHTyrouoi mii (bypassing agents, BPA) Tta siki
orpumyBaiu npodinaktuky eminuzymabom y HAVEN 1 (N = 35).

° I'pyna B - mamienTn, ki OTpUMYBalud J0 BKIIOYEHHS Yy JOCIIKCHHS
enizoanyune nikyBanHs BPA 6e3 npoghinakmuxu emimmzymabom y HAVEN 1 (N = 18).

12 https://www.nejm.org/doi/full/10.1056/NEJMoal 703068 ?query=recirc_curatedRelated_article
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° I'pyna C - mamieHTH, fKI OO BKJIIOYEHHS Y JOCIUIKEHHS OTPUMYBAIU
npodutaktuky BPA ta orpumyBanu npodinaktuky eminuzymabom y HAVEN 1 (N =
49).

° I'pyna D - nauieHTH, sIKi OTpUMYBAIHM MPOPUIAKTUKY €MIU3yMaOoOM Y
HAVEN 1, ane e Oynu BKIIIOUEHI y TOCHKEHHA y rpynu A, B, C no opranizamiitHum
nutanHsiM (N = 7) (epyna D He sxnrouena 00 nomoyHo2o auanizy uepes KOpOmKull
nepioo CnocmepedCeHts Ha MOMeHmM 3pi3)y OAHUX).

VYyacuuku rpynu B Mornu otpumatu npoilakTUKy eMInu3yMaOoM MpUHaMHI
micis 24 TUXKHIB y4acTi y TOCTKeHH1 (1 3aMImuThCs y rpymi B).

Eminmzymab BBoamin y 1031 3,0 MI/KI/TUXKIEHB MPOTIToM 4 THKHIB, MOTIM 110 1,5
MT/KI/THKJIEHb. Y Cl1 YYaCHUKH, SIKI OTPUMYBAIH NMPOPUIAKTUKY eMIIU3yMaOOM, MOTJIH
OTPUMYBATH 3a HEOOXIIHICTIO emni3oauyHe JikyBaHHs BPA roctpoi kpoBoTeui.

IlepBuHHa KiHlIeBa TOYKA e(eKTHBHOCTI: PI3HUIIT y KUIBKOCTI MPOJIKOBAHUX
€mi30/[iB KpOBOTEY Yy MAIIEHTIB rpynud A, sKi OTpUMYBajlu MpUHANWMHI 24 THXKHI
npodiakTUKy eMinu3ymMaboMm, Ta TalleHTiB rpynu B, sKki He oTpuMyBaiu
npo(dUTAKTUKY eMIITU3yMaOOoM.

Bropunna kiHueBa kJiHiYHA ToOUKa: Juis rpyn A, B - yci enizoau kpoBoTtey (SIK
NpoJIiKoBaHi, Tak 1 He JikoBaHi BPA); mposikoBaHi emi30Au CIIOHTAHHUX KPOBOTEY;
IPOJIIKOBaH1 Cyriao00Bi KPOBOTEU1; MPOIIKOBAaHI KPOBOTEU1 y Cyrio0u-MilleHi (target-
joint bleeding); sKicTh XUTTS, MOB'13aHa 31 310poB'aM (health-related quality of life) Ta
CTaH 3710pOB'sl.

KinneBi Touxku 0e3mexm: 1mMoOIyHI peakilii, peakiii B MicIii iH'eKIIii, cephHo3Hi
no6iuHi peakilii, TpomOoTuyHa wMikpoanrionaris (TMA), 3miHa Js1abopaTOpHUX
MOKa3HUKIB, yTBOPEHHS aHTUTLI 110 JI3.

EdexTuBHicTB: pe3ynbTaTi KIHIYHOT €()eKTUBHOCTI MPEJCTABICHO Y Tabymii 1.

Tabmums 1. PesynpraTé KiIiHIYHOT €(EKTUBHOCTI, OTpHMaHi B JOCIIIKEHHI
HAVEN1

Kinuesi Touku I'pyna A, n=35 I'pyna B, n=18 I'pyna C, n=49
eMinu3yma6+enizoanyn 0e3 emMinu3ymao vs
e gikyBanus BPA 1o | eminm3ymaOy+enizonnun | mpoginakrtuka BPA
BKJIKYeHHs y PKJI e jgikyBanHst BPA no a0 BrJar4yeHHs: y PK/{

BKJIKOYeHHs y PKJI

Mepniana TpuBasocTi 29,29 (0,1-48,9) 24,14 (23,0-26,0) 19,14 (6,9-45,3)
nepioay JIiKyBaHHs,
THKHI

IpouaikoBani enizoan 2,9 (1,7-5,0) 23,3 (12,3-43,9) 5,1(2,28-11,2)
KpOBOTEY
(95% CI)

RR, P value 87% (0,13), P<0,0001 -
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VYci emizonn kpoBoTE4, n 5,5 (3,58; 8,6) 6,5 (3,43; 12;43)
(95% CI) 28,3 (16,79; 47,76)
RR, P value 80% (0,20), P<0,0001 -
IpouikoBaHi enizoman 1,3 (0,73; 2,19) 16,8 (9,94; 28,30) 3,1 (1,205 8,02)
CIIOHTAHHUX KPOBOTEY,
n
95% CI)

RR, P value 92% (0,08), P<0,0001 -

IIpoaikoBaui emizoan 0,8 (0,26; 2,20) 6,7 (1,99; 22,42) 0,6 (0,21; 1,48)
CYrJI000BHUX KPOBOTEY, N
95% CI)

RR, P value 89% (0,11), P=0,0050 -
IponikoBaHi enizoman 0,1(0,03; 0,58) 3,0 (0,96;9,13) 0,3 (0,10; 0,95)
KPOBOTEY y CyIJjoou-

MileHi, n
(95% CI)

RR, P value 95% (0,50), P=0,0002 -

ITanieHTH 3 HYJIHOBOIO 62,9 (44,9;78.5) 5,6 (0,1;27,3) 69,4 (54,6; 81,7)
K-TI0 KpoBOTeY, %
95% CI)

[IpodinakTrka eMinu3yMadoM Maja MmepeBard o0 SKOCT1 KUTTS, TOB'I3aHOT 31
310pOB'SIM Ta 3a CTAaHOM 3710poB'a 3a naHuMHu 1kaau Haem-A-QoL (P = 0,002), EQ-5D-
5L (P =0,02).

be3neka:

VY XOJIHOTO yYacHHUKa JOCIIIKEHHS He BUSBIEHO aHTUTLI 10 JI3, ogHak y ABOX
y4acHUKIB Oyiau (apMaKOKIHETHYHI XapaKTEPUCTUKU 31 3MEHIIEHHSIM €KCITO3HIli 10
eMinu3ymaly, 1o MOTEHIIHHO MOXKE CBIIYUTH Npo HasBHICTH aHTUTLI 10 JI3. ITicns 24
THXKHIB JIIKyBaHHS eminu3ymaboMm tutpu 1HTIOITOpiB g0 FVIII 3amumanucs
cTaOuThHUMH 200 Maju TEHJCHINI0 3HWKYBATHCh 3 YaCOM y OULIBIIOCTI YYaCHUKIB.
PesynbraTtul moa0 npodinto 6e3nexu npeacTaBieHo y Tabmii 2.

Tabmuns 2. [Ipodins 6e3nexu 3a pezynbraramu nocuimkeHHss HAVEN 1

IMo6iuni peakmii I'pyna A, n=35 I'pyna B, n=18 I'pyna C, n =49
3arajbHa KiIbKiCTh 85 16 93

Grade >3, n (%) 3(8,8) 1(7,7) 4(8,2)

IIP, nos'sa3aHi 3 13 (38,2) 1(7,7) 9(18,4)

JiKkyBaHHsAM), n (%)

Cepiio3ni nobiuni peaxuii, n (%)

TMA, n (%) 1(29) 0 1(2,0)
Hexkpo3 mikipu, n (%) 1(2,9) 0 0
Tpomooduiedit 1(29) 0 0

NMOBEepPXHEeBUX BeH, n (%)
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3anizonedinuTHa 12,9 0 0
a”eMisi, n (%)
I'emapTpos, n (%) 0 1(7,7) 0

TMA, Hekpo3 wmKipu Ta TPoMOO(1e0IT MOBEPXHEBUX BEH BUHUKAIN Y MAIIE€HTIB,
Akl orpumyBanu Kuibka 1H(PY31i aPCC Ha ¢oHI npodiTakTUKU eMiuu3yMadoM 110
HactanHs noxaili. O6uaBi noxii TMA munynu micis npunuHeHHs: jikyBaHHs aPCC.
JIBom mnamientam (1 3 TMA Ta 1 3 TpoM0030M) BITHOBUJIM BBEACHHS eMIlIM3yMaly.

[Ticnsa 3pi3y naHux nepBUHHOTO aHanizy, TMA po3BUHYJAcsS JOJATKOBO y 1
namieHTa 4epe3 S5 JHIB MICHs MONepeaHboi 103U eMilu3ymady Ta yepe3 4 JIH1 TOCMiIb
nikyBanHs aPCC pekTanpHOI KPOBOTEUi; peKTajdbHa KPOBOTEUA 3aKIHUMIIACS JIETATBHO.

3 104 yyacHUKIB, SIKI OTPUMYBAIM MPOPUIAKTUKY eMIU3yMaOdOM, ISl JIKyBaHHS
kpoBoTed 3actocoByBasin aPCC 28 marnientu (27%), rFVIla - 34 (33%) Ta oOunsa
3acobu mryHTyrovoi aii - 13 (12%).

Ilin wac mpoBeaenHs nepkaBHoi OMT 3a CKOPOYEHOH MPOIEAYPOIO
YIIOBHOBA)XEHUM OpraHoM 3 epkaBHOi OMT Oyiio mpoBeieHo OI[iHKY METOI0IOT9HO1
skocti myomikarii Oldenburg et al., 2017 3a amanToBanuMm smctoMm oIiHkH SIGN 50
(Methodology Checklist 2: Controlled Trials ), 3a sikoro myOmikailisi BiAIOBiTa€e
outeiiocti Kputepisim ok SIGN, ogHak BpaxoBYyHOYH, IO y JOCIIKEHHI OYyI0
BIIKPUTUM, METOJ| paHAOMi3allii HE YTOYHIOETHCS, HE TMOBIAOMIISIETBCS METO/I
PO3MOALTY NAIIEHTIB JI0 TPYII JIIKYBaHHsI, HE 3a3HAYAETHCS 1H(POPMAITIS UM YC1 YIaCHUKH
aHaJTI3yBIUCS B TUX TpyIax, 10 SKUX BOHU OyJIM PaHJAOMI30BaHi, JOCIHIIKEHHS Mae
NPUIHATHY METOJ0JIOTIYHY SKICTh.

3) naHi MO0 €KOHOMIYHOI JOUUIBHOCTI B YACTHHI e()eKTUBHOCTI BHTPAT
BUKOPUCTAHHA JIKAPCHKOr0 3aco0y BIANOBIAHO 10 PEKOMEHIO0BAHOI HIKAJIH
rPAHUYHUX 3HAYEHb IHKPEMEHTAJBHOI0 MOKA3HMKA e(eKTHBHOCTI BUTPAT B
Ykpaini

BignoBigno 1m0 mn.7 Tlopsnky mpoBeaeHHS JepKaBHOI OIIHKA MEIUYHHX
TEXHOJIOT1M, 3aTBepKeHoro noctanoBoro KMV Bin 23 rpyaus 2020 p. Ne 1300 (mauni -
[lopsamok), nep>kaBHA OIIHKA MEAMYHUX TEXHOJOTIH 32 CKOPOYEHOIO MPOIEAYPOI0 HE
nepenbavae  TPOBEJACHHS  aHali3dy €(EeKTHBHOCTI BUTpAT Ta  PO3PAXYHKY
iHKpeMeHTanbHOoro noka3zHuka epektuBHOCTI BUTpatT (ICER) B Ykpaini.

4) nani mWOA0 pPe3yJbTATIiB €KOHOMIYHOI JOWIJBHOCTI B YAaCTHHI aHAJI3y
BILIMBY HA NMOKA3HUKH OIOKETY

BignoBigno no mn.7 Ilopsnky naepkaBHa OIlIHKA MEIWYHHUX TEXHOJIOTIH 3a
CKOPOYEHOIO MPOLIEAYpOI0 Tependadae MPOBEACHHS aHaNi3y BIUIMBY Ha MOKa3HUKHU
OromkeTy B YKpaiHi.

Mera: OI[IHUTH BILTUB Ha OFOKET BKITIOUSHHS JIKApChKOTO 3ac00y eMiru3ymMad 10
HOMEHKJIATYpU 3aKymiBedb 3a HanpsiMoM “‘Jlikapchki 3acobu Juisi 3a0e3leyeHHs
Iopociux, XxBopux Ha remoduiiro tumiB A abo B abo xBopoOy BimneOpanna” mis
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PYTHUHHOT TPO(LIAKTUKUA 3 METOI0 3amoOiraHHs abo 3MEHILIEHHS YacTOTH €Mi307iB
KpOBOTEY y JAOPOCIUX, XBOpUX Ha remodimto A (Bpomxenuit nediuur VIII pakrtopa
3ropTaHHs KpOBi) 3 YTBOPEHHsIM 1HT101TOp1B 10 pakropa VIII.

Meron: aHaii3 BIUIMBY Ha OIOJKET 3 YaCOBMM TOPU30HTOM OJIMH piK. AHami3
MIPOBEJICHUI Ha MIACTaBI MPSIMHUX MEIUYHUX BUTPAT HA JIKAPCHK1 3aCO0M 3 IEPCIIEKTUBU
JIEp>KaBHOTO MJIATHUKA BIAMOBIIHO 0 JaHUX, HaJaHuX y 3BepHeHHI MO3 Ykpainu.

JlikapchKi 3aco0H, 110 OLIHIOIOTHCS:

1) eMilu3ymao;
2) AHTUIHT101ITOPHUHN KOATryJISTHTHUN KOMILIEKC;
3) enTakor-ajb(ha akTHBOBaHUH.

3a 1aHuMU, HaJaHUMU Y 1ojatky 2 1o gucta MO3 Ykpainu Ne25-01/24841/2-21
Big 13.09.2021 piuna 100% mnotpeba y JikapcbkoMy 3aco0l aHTHUIHTIOITOPHUI
KOAryJIsTHTHUM KOMIUIEKC JJIs JIIKYBaHHS XBOPUX 3 IHT101TOpHOIO (popMmoro remodurii
tuny A a6o B y rpomoBomy Bumipi craHoBUTH 198 967 640 rpH, a y JikapcbkoMy 3aco01
enTakor-ajabda aktuBoBaHuil (pekoMmOiHanTHuii ¢akrop VIla) - 41 108 000 rpH.
OcKUTbKM T03YBaHHS JTAaHUX JIIKAPCHKUX 3aCO01B BIIPIZHAETHCS, 3AJICKHO BiJl TSHKKOCTI
KpPOBOTEY Ta PEKMMY BUKOPUCTAHHS, OyJI0 MPOBEACHO BEpUPIKAIiIO JAHUX, CTOCOBHO
KUTBKOCTI MAII€EHTIB Ta KIIHIYHOI MPAKTUKHU JIKYBAaHHS MAIIEHTIB 3 I1HT10ITOPHOIO
dbopmoro remodinii TMIMy A 13 KIIHIYHHUMHU €KCIIepTaMH, 3a3HaueHUMH B jaucti MO3
Ne25-05/28648/2-21 Bin 30.09.2021.

3a naHuMH, OTpuMaHuMH 3 HarlioHanbHOTO peectpy HICJI OXMAT/AUT, cranom
Ha >)kOBTeHb 2021 piK KUTBKICTh JOPOCIUX MAIIEHTIB 3 1HT101TOpHOIO hopMoro TemModiii
TUITY A CTaHOBUTH 48 Malli€HTIB, 13 AKUX 14 TMali€HTIB OTPUMYIOTh NpOodiTaKTUYHE
JIKyBaHHS aHTHIHTIOITOPHUM KOAryJsSHTHUM KOMIUIEKCOM, 34 MaIi€eHTH OTPUMYIOTh
JiKyBaHHS “Ha BUMOTY’ aHTHIHTIOITOPHUM KOAryJISSHTHUM KoMIUIeKcoM. JlaHi 11010
JIKyBaHHS IMAIIEHTIB 3a JOMIOMOTOI0 eNTaKOTy-ajdb(a aKkTHBOBAHOTO BIICYTHI.

Bignogiguo mo nuctie MO3 Ykpainu Big 09.06.2022 Ne25-01/12931/2-22 ta Bin
20.06.2022 No25-01/13739/2-22 KUTBKICTh JOPOCIMX TAI[IEHTIB 3 1HTIOITOPHOIO
dbopmoro remodinii Tumy A - 49 3a ganumu 2022 poky. BinmosigHo no nanux MO3, nei
pPO3paxyHOK TPOBEACHO 3 BHUKIIOYCHHSM JyOdiB Ta IMApaxXyHKOM MAaIll€HTIB, SKi
orpumytoTh eMinmm3ymad, AKK Ta entakor anbda akTHBOBaHHIA.

AHaJi3 BIUIMBY Ha OFOHKET MPOBEICHO 3 BAKOPUCTAHHIM OCTaHHIX JTIOCTYITHUX IT1H
Ha JIKapChKi 3ac00M 3a pe3ynbraramu TOpTiB, nmpoBeaeHuX Il «Menuuni 3akymiBii
VYkpainny», 1Mo JOCTYMHI B €NEKTPOHHINA CHUCTeMI MyOJIYHMX 3aKyIiBeJIh HA MOMEHT
npoBeneHHs aepxkaBHoi OMT 3a CKOpOYEHOIO TPOIEAYPOIO0 T4 OHOBJICHHSI BUCHOBKY
Bix 06.10.2021, mo npeacraBieHo y Tadauii 3.

Ta6mmmsg 3. Bxigai gaHi 11t aHai3y BIUTMBY Ha OFOKET

ITapamerp Eminnzyma0 AHTHIHTIOITOpHMI Enrakor aabsgpa
KOAryIsHTHUH AKTHBOBAaHHUU
KOMILIEKC
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Cknan 1) 1 ¢makon wmictute 30 | 1) Ha 1 mnm po3umny: Oimok | 1) 1 dmakon mictuts 2 mr (100
NIFOUMX Mmr/1 mi1 eminmzymady wiazmu  groguan - 10-30 mr, | KMO) €NTaKory anbgha
2) 1 ¢muaxon mictutp 150 | akTHBHICTH IIyHTYyI04a | (aKTHBOBAHOI'O)

pe4OBUH ; S :
Mmr/1 mi1 eminmzymady iHTi0iTOpH JI0 @akropa | 2) 1 ¢makon mictute 5 mr (250
koarymsiii xposi moguau VIII | KMO) €NTaKory anbgha
25 Op. (aKTHBOBAHOTO)
2) Ha | M po3umHy: OLIOK
mia3mMu  oguan - 20-60  wr,
AKTHUBHICTh HIYHTYIOYa
iHTi0iTOpH JI0 daxTopa
Koaryysii kpoBi roguan VIII
50 On.
dopma 1) po3uuH mis iH €Kuiid mo | 1) MOPOIIOK Ta PO3YMHHMK Juisi | 1) mopomok JioginizoBaHuil st
BUITYCKY Ta 30 mr/1 M mo 1 mi (30 Mr) | po3unHy ans iH)Y3ii mo 500 r[p‘I/IFO’.I‘}/BaHHH pO3UMHY UL
[103yBaHHS y(l)nakogi, 1o 1 (pr'.IaKOHyB On., mopomok Yy (bgakongf; IH'eKuid 1o 2 mr (.10(). KMO), 1
KapTOHHIN KOpoO1Ii PO3YMHHUK (BOJa /ISl 1H'€KIiH) | CKISIHWE (U1akoH 3 JTiogisli30BaHUM
2) po3uuH s iH ekuiid mo | mo 20 mn y ¢uakoHax; nmo | | mopomkoM y KomIuiekti 3 1
150 mr/1 mut; mo 0,4 M1 (60 | gyakoHy 3  MOPOIMIKOM Y | TIOHEPETHBO 3aTIOBHCHUM
mr); o 0,7 mi1 (105 mr); mo | kommiekri 3 1 ¢QaakoHOM 3 | MWMPHUIIOM, SKUA MICTUTH 2 MII
1 mn (150 mr) y ¢aakoHi, | pO3YMHHHKOM Ta HAOOpPOM JUIs | PO3UYMHHHUKA (TICTUAMH, BOJA IS
no 1 ¢akoHy y KApTOHHIN | pO3YMHEHHS 1 BBEJCHHS Y | iH €KIiH),  IITOKOM  IOPIIHS,
KOpOOITi KOpoOITi MepeXiTHUKOM sl (lakoHA B
2) MOPOLIOK Ta PO3YMHHUK JUIs | IHAWBIAYaJIbHIN YIaKOBII y
po3unny mis iHdy3ii mo 1000 | kapToHHii KOpoOIi
Opn.; mopomok y ¢akoHax; | 2) mopouok JiodinizoBaHUN s
PO3YMHHUK (BOJA JUIS 1H'€KIii) | MPUrOTYBaHHSI  PO3YMHY  JUISt
no 20 mn y c¢uakonax; no 1 | in'ekuid mo 5 mr (250 KMO), 1
(makoHy 3 MOpOIMIKOM y | CKISHUI (iakoH 3 1iodisi3oBaHIM
KOMIUIeKTI 3 1 (¢akoHOM 3 | MOpOIIKOM Yy KoMIUiekTi 3 1
PO3UYMHHUKOM Ta HaOOpOM I | MOIEPERHBO 3aIIOBHEHUM
PO3UMHEHHS 1 BBEACHHS Y | LINPULIOM, SKHH MICTHUTH 5 MI
KopoO1i po34urHHMKA (TICTHAMH, BOAA VIS
iH €KI[iif), INTOKOM  TOpIIHS,
nepexiiHuKoM Juisi  (uakoHa B
IHAUBIAYyaIbHINA YIAKOBIT y
KapTOHHIH KOpoO1Ii
CxeMma 3 mr/kr 1 p./twoxnens | 100 OZI/kr a1 moMipHUX 270 MKI/Kr
3aCTOCYBaHHS | MPOTATOM 4 THXXKHIB, B KpOBOTEY
MO JJATBIIIOMY — 200 OJI/Kr mist TSHKKUX
HIATPUMYOYa J103a: KpOBOTEY
1,5 Mr/kr
1 p./TxaeHBL 00
3 mr/kr 1 p./2 TwkHi,
abo 6 mr/kr 1 p./4
THKHI
Ilina, rpu* 649,00 rpa/mr'? 20,18 rpu/OJ1* 0,35 rpu/OJ1"

133aKyniBesbHA IiHA 3 OCTAHHBOT'O 3aBEPIICHOr0 TEH/EPY 32 JaHUMH EICKTPOHHOI CHCTEMH ITyOIIiYHHX 3aKyIiBelb Prozorro - Z0rosip mpo 3aKyImiBIio
Big 06.07.2022: https://prozorro.gov.ua/tender/UA-2022-07-06-001607-a

l43aKymiBesbHA [[iHA 3 OCTAHHBOTO 3aBEPIICHOr0 TEHIEPY 33 JaHUMH EICKTPOHHOI CHCTEMH MyOIIYHHUX 3aKymiBenb Prozorro - JOroBip mpo 3aKymiBiio
Bix 23.11.2021: https://prozorro.gov.ua/tender/UA-2021-11-05-005039-b

153aKymiBesbHa IiHA 3 OCTAHHBOTO 3aBEPIICHOrO TEH/EPY 3a JAHUMH CJICKTPOHHOI CHCTEMH MyOIYHUX 3aKyMiBeib Prozorro - 1oroeip mpo 3akymiBio
Bix 07.06.2022: https://prozorro.gov.ua/tender/UA-2022-06-07-001379-a
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*¢i0nosiono 0o aucma MO3 6i0 09.06.2022 Ne25-01/12931/2-22 ons nposedents po3paxyHKie Oyio
BUKOPUCMAHO 3AKYNIGENbHY YIHY 3 OCMAHHbLO2O 306EPUIEHO20 MEHOepy 3ad OAHUMU eleKMPOHHOL
cucmemu nyoniuHux 3axynisenv Prozorro

Anani3 BIUIMBY Ha OIOXKET Y YaCTHHI PO3PAaXyHKY BUTpAT Ha JIKapChKHUM 3aci0
MPOBEJICHO Ha MIACTAaBl NPSIMUX MEIUYHUX BUTPAT Ha JIKAPChK1 3aCO0U 3 MEPCIIEKTUBU
TP KaBHOTO IJIATHUKA, IO MPEICTABICHO Y Tabuili 4.

BapricTb nikyBaHHA yciMa JIIKApCbKUMHU 3aC00aMU pO3pax0BaHO 3 MPUIYILIEHHSM,
0 Maca TuUla maiieHTta cTaHoBUTh 70 Kr. BaprTicTh JiKyBaHHS yciMa JIIKaApCHKUMU
3aco0aMu po3paxoBaHO 3 MATEMATHYHHUM OKPYTJIEHHSIM HEOOX1AHOT KUTbKOCTI (PJIaKOH1B
710 TIJIOTO uncia y 061K 30UIbIICHHS.

Tabnuus 4. Butpatu Ha pik JIKyBaHHS OJJHOTO MallieHTa

[Toka3Huk Pesynbratn

Tpusanictb Kypcy JIKyBaHHS
3asBneHuM JI3 ta
KOMITapaTopoM, B TOMY YHCIIi
OYiKyBaHa KUTbKICTh
MMOBTOPIOBAHUX KYPCIB
JIIKYBaHHS

Butpatu Ha ogHOTO MarfieHTa
3asBaeHoro JI3 (HoBoi
MPOTO3HILii), TPH

YacoBuii TOPU30HT TPUBAJIOCTI KypCy JIIKYBaHHS - 1 pik

Eminuzymad it mpoitakTHKH KPOBOTEY:

3 816 120,00 rpu

Eminuzyma6 (nmpodiraktuka KpoBOTEY )HIIKYBaHHS 3 €ITi30/1iB
KpOBOTEY ‘‘Ha BUMOTY’’ €MTaKOTOM-ajib(a aKTHBOBAHUM™:
4236 120,00 rpu

Butparu Ha ogHOTO MarieHTa i3
3aCTOCYBaHHSM KOMIIapaTopa,
I'pH

1) AHTHIHTIOITOPHUN KOAryJsSHTHHH KOMIUIEKC y 1031 100
OJl/kr - mis mpoUIAKTUKK KPOBOTEY ITICIISI HEBJAIOT IHTYKITiT
imyHHO1 TosiepanTHOCTI (ITI) a6o xoym ITI HE po3risnaeTses:
25779 950,00 rpa**

2) AHTHIHTIOITOPHMA KOAryJasSHTHHM KOMIUIEKC - IS
JIKyBaHHS 23 emi30/1iB KpOBOTEY “‘Ha BUMOTY

3248 980,00 rpH - y no3i 100 OJI/kr a1 moMipHUX KPOBOTEU
6 497 960,00 - y 1031 200 OI/Kr m1st THKKUX KPOBOTEY

3) Entakor-anbda akTHBOBaHUM - IJIs JTIKYBaHHA 23 emi30/liB
KpOBOTEY “‘Ha BUMOTY’ y 11031 270 MI/KT:
8 050 000,00 rpu

Pi3HuIA y npssAMUX BUTpaTax Ha
3asBJICHUI JTIKapChKUi 3acid Ta
KOMIapaTOpH Ha OJJHOTO
MaIieHTa, TpH

1) ExoHoMmis BHTpaT y THOpIBHSAHHI 3 MpOQLIAKTUKOIO
AHTUIHT10ITOPHUM KOAryJIsTHTHUM KOMILJIEKCOM:
21 963 830,00 rpu

2) ExoHoMist BUTpAT y HOPIBHIHHI 3 JIIKYBaHHIM ‘‘Ha BUMOTY”
AHTUIHT10ITOPHUM KOAryIsTHTHUM KOMILJICKCOM ISl JTIIKYBaHHS
TSOKKUX KPOBOTEY:

2 681 840,00 rpu
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JloaTKoOBI BUTpATH y MOPIBHSAHHI 3 JIIKYBaHHSIM “‘Ha BUMOTY
AHTUIHT10ITOPHUM KOAryJITHTHUM KOMILIEKCOM IS JIIKYBaHHS
HOMIPHUX KPOBOTEY:

567 140,00 rpu

3) ExoHomist BUTpaT y NOPIBHIHHI 3 JIIKYBaHHAM ‘Ha BUMOTY”
€NTaKoroM-aib(a aKTHBOBAHHM:

4 233 880,00 rpu

Ipumimka:

Bionosiono 0o pesynemamis Kiiniunozo oocnioncenns HAVEN-1 (Oldenburg et al., 2017)"° npu
npoQinaKmuyHOMy 3ACMOCYBAHHI eMiyu3zymMady y nayienmis 3 ineibimopHoro gopmoio cemoinii A
cnocmepieanocs 3 enizoou Kposomed Ha piK, AKi eumazanu JiKy6aHHs ‘“‘Ha eumoecy” 3acobamu
wynmyiouoi 0ii, ma 23 enizoou Kpogomeu y NAYIEHMIB, WO He OMPUMYBAIU NPOPDIIAKMUKY
emiyuzymabom.

*Bionogiono 0o pexomenoayiti Pobouoi epynu ma euxonasuozo komimemy ILlenmpy 2emodinii
Benuxobpumanii (UKHCDO)"” ons nixyeanns enizodie kposomeu y nayienmie, AKi ompumysanu
emiyuzymab, nikapcokum 3acobom “‘nepwioi ninii”’ € enmaxoz-anvgha akmusosanuii (rFVIla) y 0o3i 90
MK2/Ke, 36AnHCarOYU Ha BUCOKULL PUSUK PO3BUMK)Y MPOMOO3Y NPU 3ACTOCYBAHHT BUWUX 003.
**Baoicauso 3aznauumu, wo nio yac npoQinakmuku aHmuineioimopHuM KoazyissHmHUM KOMNIAEKCOM,
i0no6iono 00 pesyromamis Kuiniuno2o Oocnioocenns NCT00851721 (Antunes et al, 2013)'8,
yacmoma kpogomey cmanosuna 7,9 enizo0ie Ha pik, wo nompedysamume 000amKko8UX eUMpam Ha ix
JIKYBAHHS 3a 00NOMO2010 3AC00i8 wyHmyuoi 0ii ma 000amKo8o NiO8UWUMb GUMPAMU HA OAHULL
cyeHapiu.

JlonaTkoBi BUTpATH Ha MPODUIAKTHKY eMIIM3yMaboM BUHUKAIOTH JIUIIE y pasi
MOPIBHSHHS BapTOCTI MPOQDIIAKTUKA eMIIU3yMaOoM 3 JIKyBaHHSIM ‘‘Ha BUMOTY”
NMOMipHHUX KpOBOTEY AaHTHIHTIOITOPHUM KOATYJISHTHUM KOMIUIEKCOM. JlomaTKoBi
BUTPATH y pa3i MOPIBHAHHS TaKUX CIIEHAPiiB cTaHOBUTUMYTH 567 140,00 rpH HA OJTHOTO
nartienTta. JIjist Toro, mo0 ypiBHATH BapTOCTI IUX CIIEHAPIiB, BApTICTh eMilln3ymMady Mae
CTAaHOBUTHU 552,55 TpH/MT, TOOTO HEOOXITHUM € 3HWKEHHS IiHU Ha 14,9%.

BianoigHo no manux 3 ponatkiB o aucta MO3 Ykpaiau Big 09.06.2022 Ne25-
01/12931/2-22 KiNbKICTh AOPOCIUX MAIIEHTIB 3 1HT101TOPHOIO PopMOoto TeModiii TUITY
A, I SKHX TUIAHYETHCSA 3aKYINBIS JIKApChKOTO 3aco0y eminu3ymad Juis
Mpo(UTAKTUYHOTO BUKOPUCTAHHA HAa HACTYMHHUA 3BITHHH TEpioja, CTAaHOBUTH 34
MAII€EHTH, TOMY PO3PaXyHKH BUTPAT HA TOMYJIAIII0 MAIi€HTIB Oyinu mpoBeaeHi mis 34
JIOPOCIHX.

PesynbTaTé MOJeapHOTO aHami3y BIUIMBY Ha OIO/KET B YKpaiHi, MOKa3aiu IIO0
BUTpaTH Ha 3aKyIIBIIO eMilu3yMa0y Ha Kypc JIKyBaHHS OJHOTO TMaIlieHTa 3a
3aKyMiBEIHHOIO I[IHOIO 3 OCTAHHBOTO 3aBEPIICHOTO TEHAEPY 3a JaHUMHU EIEKTPOHHOI
CUCTEMU MyOJIYHUX 3aKymiBenb Prozorro (imentudikarop 3akymismi: UA-2022-07-06-
001607-a), mo crtanoButs 649,00 rpa/mr, ctanoBiATh 3 816 120,00 rpH A5 1OPOCIOTO

16 https://www.nejm.org/doi/full/10.1056/NEJMoal 703068 ?query=recirc_curatedRelated_article
17 http://www.ukhcdo.org/wp-content/uploads/2019/05/2018-Collins_et_al-2018-Haemophilia.pdf
18 https://pubmed.ncbi.nlm.nih.gov/23910578/
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NaliexTa, Uil JIKyBaHHS KOropTy naiieHTiB (34 nopocnux) cranoBusATh 129 748 080,00
IpH.

3MOJeNbOBaHUI BIUIMB Ha OmOKET eminu3ymMaldy Oyjo MOpIBHSHO 13
PEKOMEHI0BaHUMHU 3HAUYCHHSIMU IIIKAJIU BIUIMBY Ha OIO/KET B YKpaiHi, BIAMOBIIHO 10
aKTyaJli30BaHUX 3HAYEHb PEKOMEH/I0BAHO1 IIKAJIM OL[IHKH BIUIMBY Ha OIOJIKET B YKpaiHi
Ha TIACTaBl JaHMX JEpXKAaBHUX BUTPAT Ha JiKapchki 3acobu y 2021 poui, Ta
BCTAHOBJIEHO, 1[0 MPU 3aCTOCYBAaHHI eMilu3yMaly, BIUIMB Ha Oro/pkeT Ha 1 pik Oyzae
BeNUKuM (nepeuiyBatume 100 MIIH TpH), IPOTE HE MEPEBUIIYBATUME PEKOMEHI0BaHE
MOPOTOBE 3HAYEHHSI CTYIEHs (PIHAHCOBOI JOCTYIHOCTI, 1110 CTAHOBUTH 176 MJIIH TpH.

Takox, BinnmosigHo a0 aucta MO3 Ykpainu Big 08.08.2022 No25-01/17921/2-22,
YIIOBHOBAKEHUM OPraHoM OYJio JOJATKOBO MPOAHaII30BaHO MEPENiKU BiIIKOAYBaHb
pedepenTHUX KpaiH Ta KpaiH CxigHoi €Bponu 3 METOI0 NOLIYKY IIH (Ha piBHI
BUPOOHMKA) Ha 3asBJICHY MEeIUYHY TexHoJorito ctaHoM Ha 01.08.2022 (tabmuus 5).

Tabnuus 5. Linu Ha nikapchkuii 3aci6 eminu3zymad y pedepeHTHUX KpaiHax Ta KpaiHax
CxigHoi €Bponu

Kpaina Lina 3a gakon Hina 3a ¢akon B Hina 3a Mr B
eKBiBaJIeHTI* eKBiBaJIeHTI*

An6anis'’ iHopMarlis HeJOCTyIHA

Binopycs’ BifCyTHS

Bonrapis®! 7 588,29 nes 144 882,46 rpu 2 414,71 rpu
(150 mr/mi, 0,4 mo)
13 279,48 neB 253 543,78 rpu 2 414,70 rpH
(150 mr/mu, 0,7 mo)
18 970,69 nes 362 205,49 rpu 2 414,70 rpH
(150 mr/mu, 1 mur)
3 794,13 neB 72 440,94 rpa 2 414,70 rpu
(30 mr/mm, 1 mon)

BocHis 1 BIJICYTHS

FepHCFOBI/IHaZZ

I'perin® 4 636,32 eBpo 173 103,96 rpa 2 885,07 rpH
(150 mr/mu, 0,4 mo)
8 111,86 eBpo 302 868,46 rpH 2 884,46 rpH
(150 mr/mim, 0,7 M)
11 587,41 eBpo 432 633,33 rpH 2 884,22 rpH
(150 mr/mu, 1 mur)
2 319,19 eBpo 86 590,44 rpu 2 886,35 rpH
(30 mr/ma, 1 m)

Yhttps://fsdksh.gov.al/wp-content /vendim-2022-04-13-230.pdf

2Ohttps://www.rceth.by/Refbank/reestr_drurregprice/results

2Thttps://portal .ncpr.bg/registers/pages/register/view-medicament.xhtml

22 http://www.fmoh.gov.ba/index.php/preporucujemo/liste-lijekova
2https://www.moh.gov.gr/articles/times-farmakwn/deltia-timwn/10612-epikairopoihsh-deltioy-timwn-farmak wn-anthrwpinhs-xrhshs-me-enswmatwsh-
dioikhtikwn-metabolwn
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Ecronis?* BiICyTHS

JlaTBiiicbka BIZICYTHS
Pecry6nixa®
JIutpa® 4 572,00 eBpo 170 702,48 rpu 2 845,04 rpu
(150 mr/mi, 0,4 M)
8 001,00 eBpo 298 729,34 rpH 2 845,04 rpu
(150 mr/mm, 0,7 m)
11 430,00 eBpo 426 756,20 rpu 2 845,04 rpu
(150 mr/mo, 1 M)
2 286,00 eBpo 85 351,24 rpu 2 845,04 rpu
(30 mr/ma, 1 mi)
Mosmmosa®’ BifCYyTHS

I1liBHIuHA BIICYTHS
Makenonis>®
PecriyOnika BIJICYTHS
[onbma®
Pymynis* 22 539,52 pyMyHCBKUX JIeH 170 540,77 rpu 2 842,35 rpH
(150 mr/mi, 0,4 mi)
39 391,01 pyMyHCBHKHX i€l 298 044,20 rpa 2 838,52 rpH
(150 mr/mm, 0,7 mi)
56 242,50 pyMyHCBKHX JIeH 425 547,63 rpu 2 836,98 rpH
(150 mr/mu, 1 mur)
11 305,19 pymyHCBKUX Jiei 85 538,46 rpH 2 851,28 rpH
(30 mr/mm, 1 mo)

Cep6is’! BifCyTHS

CrnoBaipka BIJICYTHS
Pecry6mixa®?
Crnosenia™ 3 151,25 eBpo 117 656,65 rpa 1 960,94 rpu
(150 mr/m, 0,4 mo)
5 494,06 eBpo 205 128,97 rpu 1 953,61 rpn
(150 mr/mu, 0,7 mon)
7 836,88 eBpo 292 601,67 rpu 1 950,68 rpn
(150 mr/mu, 1 mur)
1 579,56 eBpo 58 975,24 rpH 1 965,84 rpu
(30 mr/ma, 1 o)
1 465 708,00 dpopuHTiB 135 081,11 rpu 2 251,35 rpu

24 https://www.ravimiregister.ee/en/publichomepage.aspx?pv=PublicDownloads

25 https://www.vmnvd.gov.lv/Iv/kompensejamo-zalu-saraksti?utm_source=https%3 A%2F%2Fwww.google.com.ua%2F
26https://ligoniukasa.lrv.1t/It/veiklos-sritys/gydymo-istaigoms-ir-partneriams/kompensuojamieji-vaistai-ir-medicinos-pagalbos-priemones-
2/kompensuojamuju-vaistu-ir-mpp-aktualijos

27 http://www.cnam.md/?page=157
28https://fzo-org-mk.translate.goog/sifrarnik-lekovi-pzz?_x_tr_sl=mk&_x_tr_tl=ru&_x_tr_hl=ru&_x_tr_pto=sc
2https://www.gov.pl/web/zdrowie/obwieszczenia-ministra-zdrowia-w-sprawie-wykazu-refundowanych-lekow-srodkow-spozywczych-specjalnego-
przeznaczenia-zywieniowego-oraz-wyrobow-medycznych-ktory-wejdzie-w-zycie-1-lipca-2022-r

3Ohttps://cnas.ro/lista-medicamente/

31 https://www.rfzo.rs/index.php/osiguranalica/lekovi-info/lekovi-actual

3https://www.health.gov.sk/Clanok?lieky202207

33 https://www.jazmp.si/humana-zdravila/cene-zdravil/seznam-ndc-in-ivdc/
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Yropuuna®* (150 mr/ma, 0,4 mn)
2 564 989,00 dhopunTis 236 391,95 rpu 2 251,35 rpH
(150 mr/mu, 0,7 M)
3 664 270,00 hopunris 337 702,79 rpu 2 251,35 rpH
(150 mr/mo, 1 M)
732 854,00 ¢popuHTIB 67 540,56 rpu 2 251,35 rpH
(30 mr/mu, 1 M)
Xopsaris® 32 103,36 kyn 159 418,87 rpu 2 656,98 rpu
(150 mr/mim, 0,4 M)
56 070,69 kyn 278 435,83 rpu 2 651,77 rpu
(150 mr/mu, 0,7 mo)
80 038,07 kyn 397 453,05 rpu 2 649,69 rpu
(150 mr/mn, 1 ma)
16 110,89 xyn 80 003,46 rpu 2 666,78 rpH
(30 mr/ma, 1 mi)
Yecbka 108 187,06 uecbka kpoHa 164 130,59 rpu 2 735,51 rpH
Pecry6mixa®s (150 mr/mi, 0,4 mo)
189 306,96 yecbka kpoHa 287 197,59 rpu 2 735,22 rpH
(150 mr/mi, 0,7 mi)
274 892,33 yecbka KpoHa 417 039,15 rpu 2 780,26 rpH
(150 mr/mm, 1 ma)
55 137,13 yecbka KpoHa 83 648,54 rpu 2 788,28 rpH
(30 mr/ma, 1 M)
Yopuoropis®” | 3 606,15 eBpo 134 641,02 rpu 2 244,02 rpu
(150 mr/mi, 0,4 mo)
6 300,23 eBpo 235 228,54 rpH 2 240,27 rpu
(150 mr/m, 0,7 mo)
8 992,04 eBpo 335 731,30 rpH 2 238,21 rpu
(150 mr/mu, 1 mur)
1 808,20 eBpo 67 511,86 rpa 2 250,40 rpu
(30 mr/ma, 1 mon)

*3q ogiyitinum xypcom HEY cmanom na 01.08.20228

Orxe, 1iHa eminu3ymaly 3a pesynbTaTamMu TOpriB mposeaeHux JIT «Memnuni
3aKymiBIl YKpaiHu», MO CTaHOBUTH 649 TpH/MT, € HIKYOIO 3a IIHM JOCIIKYBaHHX
KpaiH y TpuBHEBOMY eKBiBajeHTI. BignoBigHo no peectpy OBI] ctanom Ha 04.08.2022
IiHa eMinu3ymaoy, 1o 3ajekiaapopana Hakazom MO3 Big 25.02.2019 Ne470, cTaHOBUTH
2 096,47 rpu/mr. llina eminuzymaly 3 peecTpy ONTOBO-BIAMYCKHUX I[IH B YKpaiHi €
HUKYOIO0 32 IIHU JOCTIKYBaHUX KpaiH y TPUBHEBOMY €KBIBaJICHTI, MPOTE BUIIIO0, HIXK
mina B CiioBeHil.

3http://www.neak.gov.hu/felso_menu/szakmai_oldalak/gyogyszer_segedeszkoz_gyogyfurdo_tamogatas/egeszsegugyi_vallalkozasoknak/pu pha/Vegleg

es_ PUPHA html

3https://hzzo.hr/poslovni-subjekti/zdravstvena-zastita/lijekovi/objavljene-liste-lijekova

36 https://www.sukl.cz/sukl/seznam-leciv-a-pzlu-hrazenych-ze-zdrav-pojisteni

37 https://fzocg.me/ck finder/userfiles/files/folder _13/Lista%20ljekova%20decembar%202022_g.pdf
38 https://bank.gov.ua/ua/markets/exchangerates?date=01.07.2022 &period=daily
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Takox BignoBigHO 10 ntucta MO3 Ykpainu Bix 26.07.2022 Ne 25-01/16746/2-22

ta Big 08.08.2022 Ne25-01/17921/2-22 mono AOUUIBHOCTI YKJIaJaHHS JIOTOBOPIB
KEpPOBAaHOI'0 JIOCTYIY YHOBHOBAKEHHMM OpraHoM OyJo J0AAaTKOBO MPOAHATI30BAHO
pexomenaanii opranizamii 3 OMT iHmumx kpain mono JI3 eminuzymad (tabnuus 6).

Tabmuus 6. Pekomenpauii opranizauii 3 OMT B iHmmx kpainax monao JI3

eMilnu3ymad

OMT opranizanis

Pexomenpamia®

HauionaabHuid
iHCTHTYT OXOpOHH
310pOB’A i
JOCKOHAJIOCTI
MeIMYHOI T0NOMOTr' !
Benukoi bpuranii
(National Institute

for Health and Care
Excellence, NICE)*

Ormuinka y po3po0iii

Koncopuiym 3
JiKapChLKHUX 32c00iB
Iorananaii (Scottish
Medicines
Consortium, SMC)

Or1iHka He MPOBOMIIACH

HanionajabHuii
OpraH 3 NUTaHb
OXOPOHH 310POB'sl
®panuii (Haute
Autorité de santé or
French National
Authority for
Health, HAS),
20194

PimeHHss Ha KopHCTh BiAIIKOAYBAaHHA i1 NPO(]IIaKTHKH €Ii30/1iB
KpOBOTEYl y TAIlIEHTIB 3 TeMOQUIIE0 A, y SIKHX PO3BUHYBCS IHTIOITOP
(aktopa VIII, numie y BUNagKky CUIbHOTO THITY IHT101TOPIB.

Craska peimOypcaunii: 65%

®aktnuna uroga (SMR) - cyrreBa. ®aktuuna Buroga ['emmibpu €
CYTTEBOIO JUIsl MPOGUIAKTUKH €ITi30/1IB KPOBOTEY JIMIIE y TAIIEHTIB 13
BPO/DKEHOIO TeMOdiTiero A, y SKUX PO3BUHYBCS CHJIBHHH IHTIOiTOp
¢daktopa VIII. dakrnunux mnepeBar [‘emmiOpu HEAOCTAaTHBO IS
BIJIIIIKOTyBaHHS B IHITUX KIIHIYHUX CUTYAIIsAX.

[Tokpamenns paktuanoi Buroau (ASMR) - II (3HauHe), BpaxOBYIOYH T€,
110:

- MeauyHa mOTpeda IMOKPHUTA JIMIIE YaCTKOBO JUIS JIIKYBaHHS
MAI[IEHTIB 3 BPOJDKEHOI0 reModiliero A, y SKUX PO3BUHYIHCS
CWJIBHI 1HT10iTOPH,

- xminiuHi gocnimkenHs 1 ¢ha3u, npoBeneHi BUKIIOYHO 32 Y4aCTIO
MAI[IEHTIB, y SKUX PO3BUHYIHCS CUIIbHI IHTI0ITOPH 1 OUIBIIICTH 3
SKHUX CTPaXJal0Th Ha BaXKKY (hopMy remodinii,

- JaHl JEeMOHCTpPYITh eQeKTHBHICTh mpemnapaty [emmiOpa y
3aro6iraHHi KpoBOTeYaM y Ll Nomyssii, 0co0IuBO y JiTeH,

39 https://www.nice.org.uk/guidance/awaiting-development/gid-tal 1013
40 https://www.has-sante.fr/jcms/c_2868847/fr/hemlibra-emicizumab-hemostatique
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- JaHi cBiguaTh TNpPo OUTbIIy €(EeKTUBHICTh MPOQLIAKTHKH
eMinu3ymaboMm, HDK TPO(UIAKTHKH 3a JOMOMOTOI0 MperapaTiB
HIYHTYIOYOI [,

- OuiKyBaHa 3HAa4YHAa KOPHUCTb JUIsI TOKAa3HHUKIB SIKOCTI >KHUTTS
HOPIBHSHO 3 JIOCTYIIHUMH aJIbTePHATHBAMU,

- 1 He3BaXawYM Ha HEBU3HAUYCHICTh, TMOB’S3aHy 3 WOTO
JOBTOCTPOKOBUM 3aCTOCYBaHHSM B IOTOYHIN NpPaKTHUIli (BILTUB
Jikapchkoi B3aemonii 3 eii00r0 Ha MPOTHO3 TNAIi€HTIB, SKi
OTPUMYBAJIU JIIKYBaHHS 3 MPHUBOJY CEPHO3HUX IHTEPKYPEHTHUX
KpPOBOTEY, JIIKYBaHHS XIpypriyHUX BTPY4aHb, 3aCTOCYBaHHS Yy
HalicTapImIMX MAalli€HTIB, MNP KOPOHAapHUX abo  JIEerKux
KpOBOT€YAX, PHU3UK PO3BUTKY IHTIOYIOUHMX aAHTUTUT [0
emiu3ymaly, BIUIMB Ha NIE€BH1 TECTU KOAryJsiii),

Kowmirer BBaxkae, mo I'emniOpa 3abe3neuye 3Ha4YHE MOKpAIIECHHS
¢axtuynoi Buroau (ASMR I1) nopiBHSIHO 3 penapataMy MYHTYOYOT Aii
(Peiiba Ta HoBoceBeH) y 1ikyBaHH1 NAIIEHTIB 13 BPOHKEHOIO reMo(iTiero
A, y IKHX pO3BHHYBCS CHIIbHMH 1HT101TOp (pakTopa VIII.

Kowmiciero 3 exkoHOMIuHOI OmiHKH y cepi oxoponu 310poB’s (CEESP)
Oyn0 MPOBEEHO eKOHOMIuHy ormiHKy I'emni6pu*!. 3rimno 3 eTanonHnM
ananizoM, npuiiHatum CEESP, 3 ypaxyBaHHSIM 4acoBOTO TOpPU3OHTY 5
POKIB, €KOHOMIUHA JOLUIBHICTh e€MIU3ymMaldy PI3ZHUTHCS 3aJIEKHO BiJ
BIKY IOYATKY JIIKYBaHHS. 3T1IHO 3 MPUIYIIEHHSIMH Ta METOAO0JIOTTUHUMU
Bubopamu, mnpuiiHsTuMu CEESP, eminu3yma®b mopiBHsSHO 13
CTAaHJAPTHOIO TMPAKTUKOK  (MPEACTABICHOK MPOQUIAKTUKOI  Ta
JIKYBaHHSIM ‘‘Ha BUMOTY’ TIpenapaTamMu IIyHTYIUO1 Jii) € ZOMiHYI0YnM,
KOJIM HOro 3acTOCYBAaHHS PO3MOYMHAIOTH y Bili Bigx 0 1o 18 pokis:
emiiuzymad mae 100% HMOBIPHICTB TOTO, IO BiH Oy/ie peHTa0eIbHUM Y
niteit Bikom 110 12 pokiB 1 90% y aiteit Bikom Big 12 mo 17 pokis, mipu
rotoBHOCTI matutu 10 100 000 eBpo/QALY (3 733 650,00 rpa/QALY)
ta 200 000 eBpo/QALY (7 467 300,00 rpa/QALY) BignosigHo. [IpoTe,
3a YMOBHM 3HMKEHHS BapTOCTI NpenapartiB myHTyouoi aii Ha 10% ta 15%
MpU3BEIE 0 TOTO, IO Y MOMYJISIii MaieHTiB BikoM Bix 12 10 17 pokis
ICER nmns eminmuzymaOy cranoputume 75 885 eBpo/QALY (2 833 280,30
rpa/QALY) Ta 230 648 eBpo/QALY (8 611 589,05 rpH/QALY)
BIAIIOBITHO.

VY nopocnux y Bimi Big 18 pokie ICER eminnzymaly B mOpiBHSHHI i3
CTaHJAPTHOIO TPAKTUKOIO (JIIKyBaHHS ‘“‘Ha BHUMOTY’ MpenaparaMmu
HIYHTYIOUO1 Ail Ta mpo@iIaKTHKa KPOBOTEU MpenapaTaMu HIYyHTYHOUYOi
nii) cranoButh 189 860 eBpo/QALY (7 088 707,89 rpu/QALY).
HeoOxinmHo mpuifHATH TOpir roToBHOCTI miatutd He MeHme 400 000
eBpo/QALY (14 934 600,00 rpa/QALY), mo6 eminuzymad mas 70%
HMOBIpHICTB TOTO, IO BiH Oy/1e EKOHOMIYHO €(PEKTUBHUM JUTSI TOMYJISIIIi
nopocnux. LliHa eminn3ymaOy Mae BaKIMBHUH BIUIUB Ha DPE3yJbTaTH:
miclis 3HIDKEHHS WiHU Ha 5,6% eminu3ymad cTae JOMIHYIOUOIO
TEXHOJIOTI€10. Y BUNAJIKaX 3HW)KEHHS LIHU MTPerapariB IyHTY04o1 Aii Ha

41 https://www.has-sante.fr/upload/docs/application/pdf/2018-12/hemlibra_13122018_avis_efficience.pdf
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10% abo 15% uina eminu3ymaly moBuHHA 3HU3UTHCS HA 15% 1 20%
BIJIMOBITHO, 11100 CTaTH IOMIHYIOUOIO CTPATETIEIO.

3a 1iHYU, 3aABJICHOI BUPOOHUKOM, BILIUB HA OKINKET eMilu3ymady €
Bil'€eMHUM y TIOPIBHSIHHI 13 IpemapataMu IIYHTYIOUOi Jii 1 JO3BOJISE
3aomaauTy npubmm3Ho 47,5 mMiH €Bpo (1,77 Mupa rpH) MPOTATOM I'SITH
POKIB (KUIBKICTh MAII€EHTIB € KOH(INEHIIHHOI0), MO0 3YMOBIOETHCS
CKOpOUYEHHSIM BHTpAaT, IMOB'SI3aHUX 13 JIIKYBaHHSAM KpOBOTEY 32
JIOTIOMOTO10 TpemnapatiB myHtyrodoi aii (-106 muH €Bpo (-3,96 mupn
TpH)), JIIKyBaHHSAM HeOa)kKaHUX SBUMI Ta rocmitanizamii (-1,4 MiaH eBpo (-
52,277 MIH TpH)).

Komiter mnHarosomye, 10 HaBeJAeHI pe3yJIbTaTH HE BPaXOBYIOTh
PO3IIMPEHHS MOKa3aHb J0 3aCTOCYBaHHS eMilM3yMaly, 3aljlaHoOBaHe Ha
2019 pik, ans niKyBaHHS MalIEHTIB 06€3 IHr101TOPIB.

Kanaaceke
areHTCTBO
JiKapChLKHUX 32c00iB
Ta MeTHIHUX
texnouoriii (The
Canadian Agency
for Drugs &
Technologies in
Health, CADTH),
2019*

[IpoBoamiack oIfiHKa JUIIE 3a MOKa3aHHAM JIIKyBaHHs remodumii 6e3
yTBOpeHHS 1Hr101TopiB (hakropa VIII.

Kpim TOro, mnpoBoauiach €KOHOMIYHA OIlIHKa 3a TOKa3aHHSIM
iHri0iTopHOT popmu remodinii A. Y momynauii JOpocaux MAIIEHTIB 3
iHri0iTOopHOIO dopMoto remodinii A eMminuzymad € [IOMiHYIO4YO0I0
TeXHOJIOTI€I0 JIIKYBaHHSI TMOPIBHAHO 3 MPOQUIAKTUKOIO IpernapaTamu
UIYHTYIOUOi Aii, ajne, NOpIiBHAHO 3 JiKyBaHHAM “Ha Bumory”’, ICUR nmns
eminu3ymalOy craHoBuTh 1 442 642 noaapis CIHA/QALY (52 755
398,24 rpa/QALY), ToOTO HEOOXITHUM € 3HMKCHHS IIHA eMin3ymaly
Ha 42%, o0 TEXHOJIOTiA CTaja €KOHOMIYHO €()EKTHBHOIO 32 YMOBHO
MPUHHATOTO TOPOTY TOTOBHOCTI TUIATUTH, 110 ¢TaHOBUTH S0 000 monmapi
CIIA (1 828 430,00 rpn). IliHa ewminuzymaly, BHKOpPHCTaHa Yy
po3paxyHKax, € KOH(DIIEHIIHHOIO IIHOBOIO MPOIIO3HUIIIE€I0 BUPOOHHUKA.

3a ominkamu CADTH, BimmikomyBaHHS eMiu3ymMaOy uisl TOMYJSIil
narieHTiB 3 iHridiTopHOIO hopMoro reModinii A mpusBeAe 10 SKOHOMIT
KOIITIB, aJI¢ BIIIITKO{yBaHHS JJIs TOMYJIAIIT MAIlIEHTIB K 3 HT1OITOPHOIO
(dbopmoro, Tak 1 6e3 IHriOITOPIB MpHU3BeAe 10 30UIBIIICHHS BHUTPAT, IO
cranoButume 78 493 861 mosapis CILA (2 870 410 605,36 rpH) Ha TpeTiid
PIK JIIKyBaHHSI, SKIIIO BPaXOBYBATH JIUIIIE BUTPATH HA JIIKAPCHKi 3aCO0M.
AHaji3 crieHapito 3 MOYaTKOBUM BIKOM BiJl HAPOJPKECHHS, [0 BKIIFOYAE
neaiaTpuuHy MOMYJSIII0, TOKAa3ye, Mo eMilu3yMad J0MiHy€ TOPIBHSHO
13 MpodiaKTUKOIO MpenaparaMy MYHTYIOUOT Jii; OJJHAK, Yy TOPIBHIHHI 3
aikyBanHsaM ‘“Ha Bumory’, ICUR eminisymaly cranosu 1 348 371
noaapis CIIIA/QALY (49 308 039,75 rpu/QALY).

CADTH Bu3Hauuio KIOYOBE OOMEKEHHS MigXOoAy BUPOOHUKA -
BUKOPHCTAHHS MOJEJ JIMIIE 3 IBOMa CTaHaMH, sika HE J03BOJISE YITKO
MOJIEJIIOBATH KIIFOYOBI1 aCMeKTH nepediry remModinii um ii iikyBanHs. Le
YCKJIAHUIIO OI[IHKY BAJIITHOCTI MOJENi; TaKMM YHUHOM, DPE3ylbTaTu
e(eKTUBHOCTI BUTPAT CJIiJ] IHTEPIPETYBATH 3 00EPEXKHICTIO.

ABcTpasiiicbKuit
KOHCYJIbTATHBHUMI
KOMITeT 3

Po3rnsiHyBIIM CHITy HasBHUX JOKa3iB IIOJ0 MHOPIBHSUIBHOI Oe3neKkH,
KIIHIYHOT e(eKTUBHOCTI Ta E€KOHOMIYHOT JOILIUIBHOCTI,
KoHncynpratuBHMi KoMiTeT 3 MeanyHux nocayr Ascrpaiii (MSAC) He

“Zhttps://www.cadth.ca/hemlibra-emicizumab-economic-review-report
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(hapManeBTHYHHX
nepeBar
(Pharmaceutical
Benefits Advisory
Committee, PBAC),
2018%

PEeKOMEHAYBaB BIIUIKOJYBaHHS eMINU3ymMaly st TpoQiTakTHKU 3
METOI0 3amoOiraHHs KpoBOTed ab0 3MEHIICHHS 4YacTOTH EMi30[iB
KpPOBOTEY y MalieHTiB 3 remModiniero A Ta iHriditopamu akropa VIII.
MSAC Bu3HaB HasiBHICTh NMEPEKOHIMBHUX JOKa3iB TOTO, IO eMiln3ymad
CYyTTEBO 3HIDKYE YacTOTy emi30aiB KpoBoTed; onHak MSAC OyB
CTYpOOBaHMH THM, IO EKOHOMIYHE OOIPYHTYBaHHsS (hiHAHCYBaHHS
TPYHTYEThCSI Ha 3MEHIICHHI BUTPAT HA TMOTOYHY MPAKTHKY, VIS SIKOT
TaKoX He OyJ0 BCTAaHOBJCHO JIOBEIEHOI NPUHHATHOI €(PEeKTUBHOCTI
BUTpAT. 3aMicTb TOro, 10O KOHCOJIIYBaTH TIOTEHLIHHO BHUTPATO-
HeepekTuBHY npakTuky, MSAC 3BepHYBCS 3 NMPOXaHHSIM BU3HAYHTH
€KOHOMIYHY JOIUIBHICTh TOTOYHOI TIPAKTUKH JUISl  TOJAJIBIIIOTO
BU3HAUYEHHS €KOHOMIYHOI JOLUIBHOCTI eMili3ymady B 3alporoHOBaHil
MOMYJISALL.

MSAC 3a3HauuB, 10 eMil3ymMald OyB AIOMiHYIOUHMM B €KOHOMIYHOMY
aHaJi3i i3 3acTocyBaHHSIM KOHQiIeHUIHHOI LIHM SIK MOPIBHSIHO 13
MpoQIIaKTUKOIO TaK 1 13 JIIKYBaHHAM ‘‘Ha BUMOTY IpenaparaMu
IIYHTYIOUOi Jii. AHaJI3 YyTJIMBOCTI MOKa3aB, IO eMilizymad 30epir
JTOMIHYBaHHSI Maibke 3a BciMa crieHapismu. MSAC BBaxae, 1o 1€ HE
000B’A3KOBO O3HA4ae, MO0 eMmimi3ymMmad € EeKOHOMIYHO JIOUUIBHUM,
OCKUIbKH TpernapaTy MIYHTYI4Ooi Ail caMi o co0i He MPOUIUIN aHAI3Y
e(eKTUBHOCTI BUTPAT, a JIUILIE TOMIHYBaHHS HEAOCTATHBO JJIs1 IPUUHSTTS
pimieHb y 1poMmy KoHTEKCTi. MSAC Takox BBaxkae, 110 MOXe OyTu
HETIPaBIONOIOHUM TPHUITYIIIEHHS TIPO TE, IO MAaIlIEHTH MPOTATOM YChOTO
KUTTA NPUAMAOTh NPOUIAKTUKY TMpenapaTaMyd IMIYHTYHOUYOi Jii,
BpPaxOBYIOYH T€, IO TAI[IEHTH HE BIIJAIOTh NEepeBary Takomy miaxomay, i
TOMY II€ MOXe OyTH HEepeaTiCTUYHUM KOMITApATOPOM Y JIOBFOCTPOKOBIN
TIePCIIEKTUBI.

ATeHTCTBO
¢dapmaneBTHYHOTO
MEeHe/:KMEeHTY
Hosoi 3eqanaii
(Pharmaceutical
Management
Agency,
PHARMAC), 2020

JI3 BimmkomoByeThbesi 3a meBHUX yMoB. 3 1 rpyaas 2020 poky 1iiHa
BUpoOHKKa Ha JI3 BcTaHOBIIEHA HA PiBHI:

1) 30 mr/1 M = 3 570 HoBO3enanAChKUX noiapis (81 880,81 rpH)

2) 60 mr/0,4 mut = 7 138 HOBO3emanaAcbkux nonapis (163 715,74 rpH)

3) 105 mr/0,7 ma = 12 492 HOBO3emanACbkuX nonapis (286 514,01 rpH)
4) 150 mr/1 mn = 17 846 HoBO3emanachkux nonapis (409 312,29 rpH)
Kondinenmiitna 3HmkKKa Oyna 3acTOCOBaHa 1O BHIINE3a3HAYCHOI IIHU
I'emniOpa, 1110 3MEHIIKIIO 11 YKCTY IiHY [Tt 3aKkyniBenbHuka. [lo 1 rpynus
2023 poky I'emnibpa mae 3aXuCT Bi 3MiH I[iHH Ta 3MiH y (DiHaHCYBaHHI.
YmoBu BinmkoxyBanust Baprocri JI3:

Kpurepii moyaTkoBoro npus3Ha4e€HHs reMaToJIOToM (IicHE 6 MICSIIIB) -
yce 3 IePeiueHOro:

1) IMamienT Mae BaxKy BpoKeHY reMo(ditito A Ta KpOBOTEUy B aHaMHe31
Ta BUKOPHUCTAHHS NIYHTYIOUMX 3aC00IB MPOTATOM OCTaHHIX IIECTH
MICSIIIB; 1

2) Abo:

2.1) IIpoTsirom ocTaHHIX 6 MicsliB y mauieHTa O0yno 6 abo Ouiblie

“3http://www.msac.gov.au/internet/msac/publishing.nsf/Content/EA958 A977512234CCA258 1 AAOO1CAOF1/$File/1510%20 -

9%20Final%20PSD_redacted.pdf

“https://pharmac.govt.nz/news-and-resources/consultations-and-decisions/2020-11-11-decision-to-fund-emicizumab-for-patients-with-severe-
haemophilia-a-and-inhibitors-of-factor-viii/
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3aJOKyMEHTOBAaHHX Ta MPOJIKOBAHUX CIIOHTAHHUX KPOBOTEY, SIKIIO BiH
nepedyBaB Ha CXeMi JIIKyBaHHS “‘Ha BUMOTY”’; a00

2.2) IlporsroMm ocTtaHHIX 6 MicAliB y maimieHTa Oyno Ouibime 2
3aJOKyMEHTOBAaHMX 1 BWJIIKYBaHMX CIHOHTAaHHMX KpPOBOTEY, SKIIO BiH
nepeOyBaB Ha MPODUIAKTUIHOMY PEXKHUMI JTIKyBaHHS; 1

3) IMamienT mae Bucokwii TuTp iHriOiTOpa (hakropa VIII (6utbme abo
nopiBHIOE 5 oamHUIM beresnma Ha Mit), SIKHi 30€pira€Tbes MPOTATOM
IIECTH MICSI[IB 200 OlIbIie; 1

4) YV miaHax He nependavyaeThCs BEIUKOT Oneparii MpoTaroM HaCTYITHUX
12 micsiB; 1

5) Abo:

5.1) V nauienTa Oyna HeBnana IHAYKIIS iMyHHOI TonepanTHocTi (ITT)
IICJISI TOYaTKoBOro nepioAy 12 micsis; abo

5.2) I'pyna nikyBaHHsI reMO(diTii BBaXae, 10 Mall€HT HE € MPUIATHUM
kanguaaToM g ITI; 1

6) JlikyBaHHS IPOBOUTUMETHCSA B MAKCUMAJIBHIN 1031 3 MI/KT IIOTHXKHS
MPOTATOM 4 THIKHIB, a TIOTIM €KBIBAJICHTHO 1,5 MI/KT HIOTHKHSIL.
KpuTtepii moHOBIEHHS MPU3HAYEHHS IeMaTosoroM (AifcHe 6 MicAliB) -
yce 3 TIepeIiueHoro:

1) V nmamienTta 0yno He OUTbIIE IBOX CMIOHTAHHUX Ta KIHIYHO 3HAYYIIIAX
KpOBOTEY MICJIsI 3aKIHYEHHS Nepioy BBEICHHS HaBaHTa)KyBaJIbHOI /1031
(TOOTO michs mMepmMX YOTHPHOX TIDKHIB JIIKYBaHHS 1O KiHIS 24-
THKHEBOTO TEPIOAY JIIKYBaHHSA); 1

2) JIikyBaHHS 3aJTUIIAE€THCS BIIMOBITHUM, 1 TIAIIEHT OTPUMYE KOPHUCTh Bif
JIKYBaHHS.

IHcTUTyT IKOCTI I
epekTUBHOCTI Y
CHCTEeMi OXOPOHU

JlomatkoBa KOPUCTh HE JOBECHA Yepe3 BIACYTHICTh BIAMOBITHUX JaHUX
TIOCIIKEHb.
Kommnanis Bu3HauMia pidHI BUTPATH HA JIKYBaHHS E€MUIIU3yMaOOM Y

JiKapcbKHUX 32C00iB
(Agenzia Italiana del
Farmaco, AIFA),
2018

310POB’st po3mipi 520 020,65 eBpo (19 415 751,00 rpH) Ha mauienta. Bonu
Himeuunnu BIJMOBIIal0Th BapTOCTI JIIKAPCHKUX 3acO0IB 1 3ajexaTh Bif 0OpaHOro
(Institut fiir Qualitit | po3paxyHKy CIIO)KMBaHHSI.

und

Wirtschaftlichkeit

im

Gesundheitswesen,

IQWiG), 2018*

ITaniiicbke Jlikapcbkuit  3aci0 BIAIIKOJOBYETbCH 32 IIOKAa3aHHSAM PYTUHHOL
areHTCTBO 3 npo(UTakTUKK  emi30/liB  KPOBOTE€Y Yy TMAII€HTIB 13 BPOIKEHOIO

remodiniero A Ta inridiropamu daxropa VIII.

Kpim TOro, yToUHIOEThCS, 110 32 BKa3aHUM Noka3aHHsIM JI3 rapantoBaHO
noctyn 1o @ouay iHHOBaniHUX TikiB (3akoH Ne 232 Big 11.12.2016).
[Ipenapaty Oynu mpumnucaHi: moMipHa TeparneBTHYHA MOTpeda, BaXKIMBa
JOJIaTKOBa TepameBTHYHA IIHHICTh Ta HHU3bKa fAKICTH JOKa3iB. 3a
NOKa3aHHSIM JIKYBaHHS pPIAKICHOTO KIIHIYHOTO CTaHy Ipenapar
BU3HAHMI iHHOBaMiitHAM.

4 https://www.iqwig.de/en/projects/al8-20.html
46 https://www.aifa.gov.it/-/pubblicazione-schede-di-monitoraggio-registro-hemlibra
47 https://www.aifa.gov.it/sites/default/filess HEMLIBRA_v1.0.pdf
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[ina BupoOHuka, 6e3 [1/IB (knac BimmkomyBanus "A"):

1) 30 mr/1 mu=2 313,90 eBpo (86 392,93 rpH)

2) 60 mr/0,4 mn =4 627,80 eBpo (172 785,85 rpH)

3) 105 mr/0,7 ma =8 098,65 eBpo (302 375,25 rpH)

4) 150 mr/1 ma =11 569,50 eBpo (431 964,64 rpH)
OO60B'13K0BOIO € 3HIIKKA BT I[IHM BUPOOHMKA IS IEPKABHUX MEIMIHIX
YCTAaHOB, 30KpeMa INPUBATHUX MEAWYHHX 3aKJIaJiB, aKpPeAUTOBAHUX
HanioHanbHO0 CIIy’k0010 OXOPOHH 3/I0pOB's, Ha HOr0PKEHUX yMoBax.*s

ArenrcTBo 3 OMT
Ta Tapu@HOI
cucremu I[Moab i
(Agencja Oceny
Technologii
Medycznych,
AOTMIT), 2019¥

Pana 3 mpo3opocTi BBakae 3a Ao1iJibHe BKIKYUTH TIpernapat ['emmiopa
(eminm3ymMal) [uIst TiKyBaHHS MAIIEHTIB 3 TeModitiero A Ta iHTibiTOpaMu
¢akropa VII - y pamkax monyns 4 mporpamu MOJITHKA OXOPOHH
310poB's miJ HazBowo «HamioHanbHa mporpama JIIKyBaHHS XBOPHX Ha
reMo( 1110 Ta CyMyTHI reMopariudi 3axBoproBanHs Ha 2019-2023 poku»
3a YMOBH, IO IJTLOBA MOMYJIALIST 0OMEXKEHA MallieHTaMu 3 1Hri01TopamMu
¢akropa VIII, y skux crnpoOu BUKIMKATH IMYHOTOJIEPAHTHICTH 3a
JOTIOMOTOI0 CTaHJAPTHOTO JIIKYBaHHS HE MalMu Yycrixy abo Oynu
MIPOTUIIOKA3aHI.

MiHicTEpCTBO OXOpPOHH 3/IOPOB'St BU3HAYMIIO JOPOCIE Ta MiTITKOBE
HaceleHHd 3 reMoQuiieo A, YCKJIaTHEHOIO HasBHICTIO 1Hri0iTOpa
¢dakropa VIII, sk npiopurerHe. TakuM 4uHOM, OlliHKa Oylia oOMexeHa
BUKOPUCTAHHSIM eMillu3ymMaly B JIIKyBaHHI MMalli€eHTIB BIKOM Bix 12 pokiB
3 reModiiiero A, YCKJIaJHEHOIO HasBHICTIO 1HT10iTOpa (akrtopa VIII.
byB mnpoBeneHmii aHami3  «BUTPATH-KOPHUCHICTH»  3aCTOCYBaHHS
eminu3ymaby 3amictb AKK Ta rFVIla, mnpore indopmamia e
KoH(ineHIIitHOIO. B pamMkax BiacHUX pO3paxyHKIB ATEHTCTBA 3
ypaxyBanHsM cepenanboro crnokuBanHa AKK ta rFVIla na mamienrta y
2018 p. BUKOpHCTaHHA eMin3ymMaldy 3aMiCcTh MpemapaTiB MyHTYHOUOT i
€ JOpoX4YuM Ta Outbm edeKTMBHUM BapiaHToM. Pama BBaxae
(hiHaHCYBaHHS 3allPOIIOHOBAHOT TEXHOJIOTIT BUIIPABJaHUM 332 YMOBH, 1110
[[UThOBA TMOMYJIAIISA OOMEXeHa MallieHTaMHu, Yy SKUX HasBHI IHTi0iTOpH
(daktopa VIII, y sxkux cnpoOM BUKIMKATH IMYHOTOJICPAHTHICTh 3a
JOTIOMOTOK0 CTaHJAPTHOTO JIIKYBaHHS HE MaiM ycmixy abo Oymu
MPOTUIIOKA3AHI.

Hanionaanbaui
IHCTUTYT OXOPOHHU
3/10pOB'si
Higepaanais
(Zorginstituut
Nederland, ZIN),
20205

[IpoBoawiiack OIliHKaA JUINE 3a IMOKa3aHHSM JIiKyBaHHs remodinii 6e3
yTBOpeHHS iHri0iTopiB akropa VIIIL.

MiHICTepCTBO OXOPOHU 3/I0POB'S, COLIaILHOTO 3a0€3MEYEeHHS Ta CIOPTY
BUKIIOUMWIO TmpernapaT eminudymad (['emnibpa®) i3 rapaHTOBaHOTO
nakety ctpaxyBaHHs 20 Oepe3ns 2019 poky 3a moKa3aHHSIM «BaXkKa
¢dbopma remodunii A 0e3 yrBopeHHs iHribiTopiB dakropa VIIy». das
paHille 3apeecTPOBAHOrO NMOKa3aHHA «reModiaiss A 3 yTBOpeHHSIM
iHridiropis ¢pakropa VIID» eminnzymad Bike aBTOMATHYHO YBilllI0B
10 0a30BOr0 MaKery.
JUIs  MOHITOPUHIY  HAJIEXKHOTO

BUKOPDHCTAaHHS  eMilu3ymady y

48 https://www.aifa.gov.it/documents/20142/0/Determina_1846-2018_Hemlibra.pdf

49 https://bipold.aotm.gov.pl/index.php/zlecenia-mz-2019/908-materialy-2019/6148-141-2019-zlc
SOhttps://www.zorginstituutnederland.nl/publicaties/publicatie/2020/09/04/weesgeneesmiddelenarrangement -emicuzimab-hemlibra-bij-de-indicatie-
ernstige-hemofilie-a-met-en-zonder-remmers-tegen-factor-viii
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TOJUTAHJICBKIN JiKyBanbHIM mpakTuili y HemoNED Oyne 3ampomieHo
iHpopmMmarito 3 ['omtanacekoro peectpy remodinii. HemoNED miopiaao
3BITYBaTHMeE MO HAJIEKHE BUKOPUCTAHHS eMinu3ymady B Himepnanmax
Ha arperoBaHoMy piBHi.

Incruryt kiainivanx | [Ipodinakruka emimisymabom mpu3Bena A0 MEHIIOT KUTbKOCTI BUTIAJIKIB

Ta eKOHOMIYHHX KPOBOTEYI, OJTHAKOBUX POKIB XUTTs, miaBumieHHs QALY Ta HmK4MX
pocairkens CIIA BUTPAaT TOPIBHSAHO SIK 3 BIACYTHICTIO Mpo(QUIaKTUKK, Tak 1 3
(Institute for po(UTAKTHKOIO MpenaparaMu IIyHTY0401 aiil. g namienTiB BikoMm 12
Clinical and pPOKIB 1 crapmie Oyl0 OIlIHEHO, MmO MNpodiIaKTUKA eMilu3yMadomM
Economic Review, JI03BOJIMJIA YHUKHYTH 3arajioM 606 KpOBOTEY MPOTATOM KUTTSI IIOPIBHSHO
ICER), 2018°! 3 BigcyTHicTIO mpodinakTuku Ta 114 mMOpiBHAHO 3 MPOQLIAKTHKOIO

npenapaTamu HIyHTY04o1 Ail, Toal ik orpumani QALY cranosuiu 0,91
1 0,20 moOpiBHAHO 3 BIJACYTHICTIO NPO(MUIAKTUKUA Ta MPO(]PLIaKTUKOIO
npernapaTamMy LUIYHTYIOUOi Jii BiAMoBigHO. [y maiieHTiB BiKOM 0 12
POKIB OYIKyBaHE 3HMKEHHS KUIBKOCTI KpOBOTEY MPOTATOM JKUTTS
ctaHoBusio 1091 mopiBHSHO 3 BIACYTHICTIO NpodurakTuku Ta 217
MOPIBHSHO 3 NPOQUIAKTHKOI TpernaparamMu LIYHTyoouoi nii 3
BianoBigauM 30uTbImeHHESIM QALY Ha 2,391 0,38.

JlonaTkoBl BUTpaTH MPOTITOM YChOTO KHUTTA Ha MNPOQPUIAKTUKY
eMinu3ymMaboM Oymu MpuOIM3HO Ha 8,9 MiTbHOHA J0NapiB HIKYUMU
MOPIBHSIHO 3 BIJCYTHICTIO Npo(diIakTHKKU Ta Ha 71 MUIBHOH AoiapiB
HIOKYMMHU TIOPIBHSHO 3 MPO(UIAKTHKOIO IMpernapaTaMH IIYHTYHYOi Jii
JUTSI TIAIIE€HTIB BikoM 12 pokiB 1 ctapire. [l marieHTiB BikoM A0 12 pokiB
JOJATKOBI BUTPATH Ha eMIU3yMald MpOTATOM KUTTA Oymu Ha 10
MineiioHiB noiapie CILA (365,69 MiaH TpH) HMXKYUMHU TOPIBHSIHO 3
BiicyTHICTIO mpodinakTuky Ta Ha 78,5 mineiioHiB monapis CILIA (2,87
MJIpJ TPH) HUKYUMH UL eMIli3yMaly TOPIBHSHO 13 MPO(]IIaKTHKOIO
npenaparamMu IryHTYH4oi Jii.

Po3paxoBanuii mokazHuk ICER is 06a3oBoro crenapioo s
eMilizymady (SK TOpIBHAHO 13 BiACYTHICTIO TPOQUIAKTHKU, TaK 1
MOPIBHAHO 3 TPO(DUIAKTHKOIO MpernapaTaMd IIYHTYHOUOi 1ii) €
Bi/I’€eMHMM, 1110 BKa3y€ Ha T€, 110 eMIU3yMal, IK OYIKY€ThCS, 3a011aIUTh
KOIITH Ta 30UTBIIUTE KUTbKICTh QALY 3a paxyHOK 3MEHIIIEHHS KUThKOCTI
KpoBOTeY (0€3 BIUIMBY HA OTPUMAaHI POKHU YKUTTS, OCKUIBKH BUKOPUCTAHO
IPUITYILIEHHS PO OJHAKOBY CMEPTHICTh Ui KOKHOTO IIpernapary
NOPIBHAHHA B 0a30BOMY CIIEHApIi).

*0/151 NOPIBHIOBAHOCMI 8APMOCTI 8 2PH BKA3AHI 8 NEPEPAXYHKY 8i0N0GIOHO 00 oghiyitinoco Kypcy HBY
cmanom na 01.08.2022°2

5) mani momo kopekTHOCTi iHGopmaunii Mpo HasABHICTH a00 BIACYTHICTH
€KOHOMIYHMX Ta KJIHIYHUX TMepeBar 3acTOCYBAHHA JIKapCbKOro 3acody
NMOPIBHAHO 3 IHIIMM JIIKAPCHKHUM 32c000M 200 IHIIOK MeIUYHOK0 TEXHOJIOTIEH (200
iX BiICyTHOCTI), HaJaHi 3aIBHUKOM

3! https://icer.org/wp-content/uploads/2020/10/ICER_Hemophilia_Final_Evidence_Report_041618.pdf
32 https://bank.gov.ua/ua/markets/exchangerates
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Bianosigno no n.7 Iopsaky aep:kaHa OMT 3a ckopo4eHOIO MPOLIEAYPOIO HE
nepeadavyae MPOBEJICHHS €KCIIEPTU3U MOJAaHUX 3asBHUKOM 3asiBU 1 JOChE, HA MIACTaBi
AKUX MOYXHA 3pOOUTH BUCHOBOK IPO KOPEKTHICTh HA/IaHO1 1H(OopMaIii.

4. PexoMenaanii o0 BKJI4YeHHA (BUKJIKYEHHS) JIKAPCHKOro 3ac00y 10 (3)
HaunioHajibHOr0 nepeJsiky OCHOBHHX JIKAPCbKHUX 3aC00iB Ta (200) HOMEHKJIATYP
(mepeJaikiB, CHHMCKIB, peecTpiB), M0 3aKYNOBYKTBHCH 32 KOIUTH JAEP:KABHOIO
OI0/KeTy ISl BUKOHAHHS NMPOrpaM Ta 3JiliCHEeHHSI LEHTPAJII30BAHUX 3aXO0IiB 3
OXOPOHM 310POB’s1, Ta (200) peKOMeH1aIlil 1010 3aCTOCYBAHHSA ISl LLJIell 0XOPOHH
310pPOB’sl JIIKAPCHKOI0 3ac00y, OIUIaTa, 3aKyMiBJsA 200 BiAIIKOAYBAHHS BapTOCTI
SIKOT0 3AICHIOETHCS 3 METOK) BHKOHAHHS PEriOHAJIBHUX HUIbOBHX INpPOrpam 3
OXOPOHHM 310POB’sl, L0 MOBHICTIO Y¥ YACTKOBO (PiHAHCYIOTHCS 32 PAXyHOK KOIUTIB
MicueBHuX OIOIKeTiB, Ta (a00) pekoMeHaalil 010 YKJIAJeHHsI a00 MPOJA0BKEHHS
Ail (mpoJioHramii) 10roBopiB KepoBaHOro AocTymy Ta (a0o) iHmi pekomeHaamii y
pa3i HeoOXiTHOCTI yXBaJICeHHS pPillIeHb B CHCTEMIi OXOPOHH 310POB’ s

Bianogiguo no nakazy MO3 Ykpainu Big 07.10.2016 Ne 1050 “TIpo 3aTBepmkeHHS
[TonmoxxeHHst mpo 3AilCHEHHS BIAOOpPY JIKApPChKUX 3aco0iB JUIsi BHECEHHS [0
HarionanbHOro mepeniiky OCHOBHHUX JIIKapChbKUX 3ac001B” ExcriepTHUM KOMITETOM 3
BIIOOPY Ta BUKOPUCTAHHS OCHOBHUX JIIKAPChKUX 3aco0iB (mani-ExcnepTHuii KoMiTeT)
OyJl0 TIPOBEEHO OIlIHKY TOPIBHMAJIBHOT  e(EeKTUBHOCTI  (pe3yIbTaTUBHOCTI),
MOPIBHSJIBHOI O€3MEeKU Ta €KOHOMIYHOI JIOIIILHOCTI JIKapChKOTO 3ac0o0y eMinn3ymad
3a MOKa3aHHAM PYTHHHOTO MPO(IaKTUYHOTO JIIKYBaHHS, 3am00iranHs abo 3HMKEHHS
YaCTOTH €Mi30/11B KPOBOTEU Y JOPOCTUX 1 JiTel 3 reModitiero A (BpOKEeHUH AeIuT
daktopy VIII) 1 HasBHicTiO 1HTiIOITOpiB A0 (pakrtopy VIII. Bymo namano HacTymHi
BUCHOBKM Ta peKkoMeHnamii EkcmepTHOro KomiTeTy IIoAO0 JIIKapChKOTO 3acoly,
BKJIFOYAIOUM TEKCT MPOTMOHOBAHUX 3MiH 0 HalioHalbHOTO mepeniky, 3po0JIeHuX Ha
mizcTaBi po3risay 3asBu 3asBHUKA No7/3 Big 05.02.2018:

Jikapcokuu 3aci6 emniopa (emiyuzyma6)/HEMLIBRA® (emicizumab) modice
Oymu pexomeHOo8anull 015 8KoYeHHsa y HayionanvHuil nepenix 3a HACMynHUX yMo8:

- 3aKynieni maiomes Oymu peanizo8ani MmilbKu Ha YeHMPAIbHOMY PIBHI, 3 02150 HA
me, wo cmarnom Ha 2019 pix yenmpanvHi 3aKynieni € EOUHUM ICHYIOYUM MEXAHIZMOM,
wo 3abesneyye KOHMPOb HAO 00CALAMU 3AMOBIEHD.

-3HUJCEHHS YIHU Ha emiyuzymab npudbauzno Ha 51% 0o piens eapmocmi 1iKy8anHs;
npenapamom Deiiba Ha pedicumi NIKy8awHs “Ha eumocy”’ epaxosyiouu me, wo
oinbuwicmes dimett 0o 18 pokis (70%) 3uaxooumwvcs na pexcumi “Ha eumozy”, yetl
pedrcuM 88axcamu CmaHOapmuo0 NPaKmuKoio i anbmepHamugor 0jisi NOPIGHAHHA NpuU
BCMAHOBIEHHS] eKOHOMIYHO BUNPABOAHOT YiHU 015 eMiyusymao.

-nepegedents nayicumie 3 pexcumy npoghinakmuxu npenapamom Deiiba Ha
peostcum npoghinakmuxu 3 suKopucmannam npenapamy I emniopa.

-NPU3HaA4eHHs NpodiiaKmuKy 3 emiyuzymadom oimam 00 5 poKis, wo He MarOms
CUCMEMHUX YpadiceHb cy2nobie (32i0H0 3 peecmpy NAYi€HMi8 BI00LIEHH 2eMOCmas)y
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Oxmamoum cmanom Ha eepecensb 2018 poky nepesedenns Ha emiyuzymad noxkazamo s
12-20 dimeii 3 ineibimopHoro ghopmoro cemopinii A).

Bucnosexu ma pexomenoayii Excnepmmnozo Komimemy, 6KIOUAIOYU MEKCH
npononosarux 3min 0o Hayionanvnozeo nepenixy (3a nasaenocmi).: Konezianono, winsiaxom
eonocysanns, Ha sacioanni 21.11.2018 6yno nputinamo piwerHs Haoamu nO3UMueHy
oyinky Jaikapcoxomy 3acooy Iemniopa (emiyuzyma6)/HEMLIBRA® (emicizumab),
@aaxonu no 30 me/mn, 60 me/0,4 ma, 105 me/0,7 mn ma 150 me/mn 3 8paxysanHam
BUWE3A3HAYEHUX YMOB8 MA PEKOMEHOAYT.

Cranom Ha 06.10.2021 BignosinHo a0 3BepHeHHs MO3 Ykpainu Big 13.09.2021
Ne25-01/26852/2-21 ynoBHOBaXE€HUM OpraHoM OYJI0 MPOBEAEHO OLIHKY MEIMYHOl
TEXHOJIOT1i 3a CKOPOYCHOK TMPOIEAYypOI0 JIKAPCHKOTO 3aco0y eMinu3ymad s
PYTUHHOI NPO(UIAKTUKH 3 METOI 3amoOiraHHs a00 3MEHIICHHS YacTOTH eMi30/1B
KpPOBOTEY Yy JIOpOCIMX XBopux Ha reModutito A (Bpomxkenuin aedinut VIII pakrtopa
3ropTaHHs KpOBi) 3 YTBOPEHHsIM 1HT101TOp1B 10 pakropa VIII.

BigmosimHo 1o m. 22 Tlopsaky TpOBEACHHS JEpP)KaBHOI OIIHKM MEIUYHHX
TEXHOJIOT1H, 3aTBepkeHoi mocrtaHoBoro KMV Big 23 rpyans 2020 p. Ne 1300,
BHUCHOBOK YIIOBHOB2)KEHOT'O OpraHy Ma€e peKOMEH/IAIIMHUN XapaKTep.

3a pesyabTaTamMu aHaII3y JaHUX MOPIBHSUIBHOI KITHIYHOT €(pEeKTHBHOCTI Ta
Oe3neku eMinu3ymaldy Ijsi pyTHHHOI MPOQPUIAKTUKH 3 METOI0 3amobiranHs abo
3MEHIIIEHHS YacTOTH eIi30/[IB KPOBOTE€U Yy JOPOCIUX XBOpUX Ha remodimiro A
(Bpomxkennit nedimut VIII dakropa 3ropTraHHs KpoBi) 3 YTBOPEHHSM IHTIOITOPIB 110
¢dakropa VIII Ta momyky TpeTHHHUX JpKepen iHQopMmalii o0 AOKa30BUX JaHUX
BCTaHOBJICHO:

° 32  JaHUMU ~ PEECTPY  MEAMKO-TEXHOJIOTIYHMX  JIOKYMEHTIB 31
CTaHJapTH3aIlli MEIWYHOI JOTOMOTHM Hapas3l BIICYTHIM YyHI(GIKOBAHUM KIIHIYHUM
IIPOTOKOJI MEIMYHO1 JJOTIOMOTH JJIS JTIKYBaHHSI TeMO(LTIi.

° Jlns mamieHTiB 3 TSOKKOI0 dopmoro remodiriero A Ta 3 iHriditopamu 10
FVIII BeecBiThs ¢enepaunis remodinii (WFH) pekomennye HagaTu OibIry nepeBary
eMinu3ymMaly TMOpPIBHSAHO 3 TpernapaTamMd IIYHTYHOYOi Jii 11 3MEHIICHHS eIli30/liB
KkpoBoTeu. [[ns marieHTiB 3 iHTIOITOpHOIO (QopMor0 remModinii A, SKi OTPUMYIOTh
emiiuzymad, WFH pexomeHye peTenbHO MPOXOAUTH KIIHIYHHI MOHITOPHHT OO
PO3BHTKY TPOMOO03y, MOOIYHUX PEaKIlii Ta TPOMOOTHIHOT MIKpOAHT10MaTii.

o MeauyHo-HayKOBa KOHCYyJbTaTHBHA pana HamionaabHoro ¢onay
oopornom 3 remodiiicro (MASAC - Medical and Scientific Advisory Council of the
National Hemophilia Foundation) nagae pexomenmarii moa0 JiKyBaHHS TOCTPHUX
KpOBOTEUY y marlieHTiB 3 remodimicro A Ta iariditopamu go FVIIL: cmin yaukatu
3actocyBanHsi aPCC misg JiKkyBaHHS €MMi30y KpPOBOTEYl y MAIIEHTIB, SIKI OTPUMYIOTh
npodimaktuky eminmuzymadbom. rFVIla mae Oytu mepmmM BapiaHTOM JTIKyBaHHS
€mi30/[iB TOCTPUX KPOBOTEY, OCKUIBKM 3aCTOCYBaHHs IIi€l KOMOIHAIli HE 3MIHIO€
npodine 6e3nexu rFVIla. Sxmo BukopucroByerbest aPCC, #ioro cimim 3aCTOCOBYBaTH y
1031 He Oubie Hix 50 MO/Kr, 1110 BBOIUTBCS SIK IOYATKOBA 7034, 1 HE MEPEBULIYBATH
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100 MO/kr/no6y. Tpusanicts Teparii aPCC Takox ciiJi 3B€CTH 10 MIHIMYMY, OCKUTbKHU
TpHUBAJIE 3aCTOCYBAaHHA MPOTAroM > 24 roauH 3 go3amu Buuie 100 MO/kr/noby moxe
OyTu noB's13aHe 3 TPOMOO30M Ta PO3BUTKOM TPOMOOTHYHOT MiKpoaHrionaTii. Buxoasuu
3 aHUX KIHIYHUX JOCTIIKEHb, MaIllEHTH 3 1Hr101TOpHOIO0 (popMoro remodutii A, 110
MaloTh CHOHTaHHI a00 TpaBMaTUYHI €Mi301M KPOBOTEY, HE3AJIECKHO BiJ TAKTHKU iX
BBEJICHHS (emizoguuHe a0o MpodilaKTUYHE BBEICHHS IMpenapariB IIYHTYIOUOI Jii),
IIBUAIIE 32 BCE, OTPUMAIOTh 3HAYHY KOPHUCTh BIJ NPO(UIAKTUYHOIO BBEACHHS
eMinu3yMaly, IKUid citij po3risaaTy sk [ miHito Tepaii. J{Jis naiieHTis, K1 OTpPUMYIOTh
3aco0M IMIYHTYHOUO1 Aii 3 MpoUIAKTUYHOIO METOK Ta MalTh HEBEIUKY KUIbKICTbH
€mi30/[iB KPOBOTEY, MOXKHO PO3IJISIHYTH MOXKJIMBICTh Tepexoay 3 MNpodLIaKTUKU
3acobaMu IIyHTYHO4oi nii Ha mnpoduIakTUKy eMinudymaboMm. Jlanuit nepexifg
3yYMOBJIEHUI JaHMMH €KOHOMIYHO1 €(EeKTHBHOCTI Ta OuIbll IpocToro BBeaeHHs JI3.
ITig yac mpodIaKTUYHOTO 3aCTOCYBAaHHS eMIIIN3yMaly Ja00paTOpHUN MOHITOPUHT HE
noTpiOeH.

° HiMenbko-aBCcTpiliCbKO-IIBEHIIAPCbKE  TOBAPUCTBO  JOCJIiZKeHb
TpoM003y Ta remocrasy (German, Austrian, Swiss Society for Thrombosis and
Haemostasis Research, GTH) pexoMeH1ye iHIUBIAyalbHO MPUIAMATH PIIIICHHS 111010
npo(dTAKTUYHOTO 3aCTOCYBaHHS eMillu3yMaly, BpaXxoBYIOUH 1HAMBIAYaIbHY CUTYAIII0
naiieHTa (HampukJia, maieHTy 13 cTiikuMu iHrioitopamu g0 FVIII, Beno3Hwuit nocrtym,
¢dbeHoTuM KpoBoTeUi) Ta (PaKTOPHU PUBHUKY.

° Bpurancbke TOBapuUCTBO 3 reMaToJIOrii HaroJomye, MO0 MEpIl HIX
3MIHIOBATU CXEMY JIIKYBaHHS, CJI1JI MPOKOHCYIbTYBATH MAI[I€EHTA Ta 3BE€PHYTH yBary Ha
CIOC10 XKHUTTS, 0COOIMBO 110 CTOCYETHCS PIBHSI HOTO aKTUBHOCTI. Y TAII€HTIB 3 TSHKKOIO
dbopmoro remodinii A Ta yrBopeHHsM iHri61TopiB 1o FVIII B anamue31 cirijt mepioAU4IHO
Beoaut FVIII nns migrpumku TtonepantHocTi. [lpusHaueHHs eminu3zymaly Ta
MOHITOPMHT 3a CTaHOM TIAIIEHTIB 3 TSOKKOIO TemModilielo A, sAKi OTPUMYIOTh
eMinu3ymMal, Ciii MPOBOAUTH JOTPUMYIOUYHCH HAIIOHAIBHUX KEPIBHHIITBA IMPO BCi
moO19H1 peakiIlii ¢ilij] MoAaBaTH y HaIllOHAJIbHUM peecTp.

° PoGoua rpyma Ta BukoHaBuMii koMmirer IlenTpy remodiii
Beaukoopuranii (United Kingdom Haemophilia Centre Doctors’ Organisation
UKHCDO) B tTumyacoBux pekomenaaiisx 2018 poxy 3a3znadae, 1o nepen no4yaTkom
3acTocyBaHHS eMminu3ymMaly ciuin BuMipsata tutp iHriOiTopiB FVIIL. Ilepma ninis
JIKyBaHHS €Mi30/1iB KpoBoTed Mae OyTu mpoBenene 3a jgomnomoroto rFVIIa. FVIII
moauau abo pexomOinanTHuii cBuHsuui FVIII MoxyTe OyTm 3acTtocoBaHi, SIKIIIO
KpoBOTeua He 3HWKae mpu BBeneHHI rFVIla, a Turp iHriGIiTOpiB HU3BKHIA, €Mi30U
KpoBoTeui He ciix gikyBatu aPCC, kpiM BUnaaKy, KoM HEMae 1HIMUX BapiaHTiB. [Ipu
BukopuctanHi aPCC mouaTtkoBa mo03a He moBuHHA mnepeBuntyBatu 50 OJl/xr. Skmio
motpibHa apyra pgo3a aPCC, mnamieHT MOBHHEH OYTH TOCIITAI30BaHHH IS
CIIOCTEPEXKEHHS 1010 MOTEH1MHOr0 po3BUTKY TMA.

3a pe3yibTaTaMy MPOBEACHOIO MOUIYKY HE 3HAWIEHO CHUCTEeMAaTU4HI OTJISAN Ta
MeTa-aHalli3y, 110 Y3araJbHIOITh JIaH1 KIITHIYHUX JIOCTIKEHb BUBUEHHS €()eKTUBHOCTI
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Ta Oe3neku eminuzymMaly y nopiBHsHHI 3 rFVIIa ta aPCC y nopocnux maifi€HTiB 3
iHri0iTopHOIO PopMoro remodunii A. [lepBUHHUX IpsIMUX Ta/ab0 HEMPSAMUX TOKA30BUX
JaHUX TOPIBHSUIBHOI KIIIHIYHOI e(eKTHUBHOCTI Ta Oe3neku emiuu3ymaly 3 rFVIla ta
aPCC e 3HaiineHo. EQexTuBHiCTh Ta O€3MeKy eMilu3ymaldy y MaiieHTiB 3 TeModiIio
A BuBuamu y 4-x wiiHiuHMX gociipkeHHsax: HAVEN 1, HAVEN 2, HAVEN 3 ta
HAVEN 4.

B pamkax mpoBegenns aepxxaBHoi OMT 3a ckopodeHOI0 IPOLIeIYPOIO JIJIs aHATI3Y
Oynu B3sITI pe3yJbTaTH BIAKPUTOTO, 0araToneHTpoOBOTO, paHaomizoBaHoro (azu II1
kiiHiuHoro gociimkenHss HAVEN 1 3a ygacti mijmiTkiB (=12 pokiB) Ta JOpOCIUX 3
inri6iToproro Gpopmoro remodinii A (N = 113) (Oldenburg et al., 2017)% npuitnaraoi
METOO0JIOTTYHOT SIKOCTI.

[lopiBHIOIOUM pE3yNbTaTH MAIIEHTIB, SIKI OTPUMYBaJM JO BKIIOYEHHS Y
JOCHIPKEHHS eMI30JJuYHe JIKyBaHHS 3aco0aMM WIYHTYIOUOi Jii Ta K1 ompumyseaiu
npoghinaxkmuxy emiyuzymaobom y HAVEN 1 (rpyna A) 1 mamieHTiB, siki OTpUMYBAJIH J10
BKJIFOUEHHSI Yy JOCJIUDKCHHS emni3oauuHe JikyBaHHs BPA 6e3 npoginaxmuxu
eminmzymabom y HAVEN 1 (rpyma B) cmocrepiranach CTaTUCTHYHO JOCTOBIpHA
PI3HUI KUTBKOCT1 MPOJIiKoBaHUX KpoBored — 2,9 (95% CI 1,7-5,0) vs 23,3 (95% CI
12,3-43,9) (RR 0,13, P<0,0001) BiAmoBigHO; MO0 YCiX €mMi30iB KpoBoTeu (3/0e3
nikyBanus BPA) — 5,5 (95% CI 3,58; 8,6) vs 28,3 (95% CI 16,79; 47,76) (RR 0,203,
P<0,0001); momo mpoJiikoBaHUX €Mi30/1iB CIOHTaHHUX KpoBoTed — 1,3 (95% CI 0,73;
2,19) vs 16,8 (95% C19,94; 28,30) (RR 0,08, P<0,0001); o0 npoikoBaHUX €Ii30/11B
cyrinobosux kpooted — 0,8 (95% CI 0,26; 2,20) vs 6,7 (95% C1 1,99; 22,42) (RR 0,11,
P=0,0050); moa0 mposikoBaHUX emi304iB KpoBoTey y cyrioou-mimeni — 0,1 (95% CI
0,03; 0,58) vs 3,0 (95% CI 0,96; 9,13) (RR 0,50, P=0,0002). BigcoTok maIi€HTiB 3
HYJBOBOIO KUTBKICTIO KPOBOTEY CTAaHOBUB Y rpyIii A 62,9% (95% C144,9; 78,5) vs 5,6%
(95% C10,1; 27,3).

AHaJi3yroud JaHl MaIli€HTIB, SKi JO BKIIOYEHHS Y JOCHIIKECHHS OTPUMYBAIU
npodinaktuxy BPA ta otpumyBanu npodinaktuky eminuzymabom y HAVEN 1 (rpyma
C), BCTaHOBJICHO, 1110 KUTBKICTh IIPOJIiIKOBaHUX kpoBoTed — 5,1 (95% CI 2,28-11,2); Bci
emizonu kpoBoTed (3/0e3 mikyBanHs BPA) - 6,5 (95% CI 3,43; 12;43); nponikoBaHi
emi3ou CHoHTaHHUX KpoBoteu - 3,1 (95% CI 1,20; 8,02); mposikoBaHi €Mi30au
cyrnoboBux kposoted - 0,6 (95% CI 0,21; 1,48); mponikoBaHi KpOBOTEY1 Y Cyrio0Ou-
MimreHi - 0,3 (95% CI 0,10; 0,95). BincoTok naIii€HTiB 3 HYJIbOBOIO KUIBKICTIO KPOBOTEY
ctaHoBuB 69,4% (95% CI 54,6; 81,7).

VY JKOAHOTO yYacHHWKa JOCTKCHHS He BHsBiIcHO aHTUTiUT no0 JI3. BiacoTtok
MaIi€eHTIB, K1 Manu moOiuHi peakiii Grade >3, OyB MOpIBHSIHUN cepell TPhOX TPYII
JOCTipKeHHs. BicOTOK MOOYHWX peakiliii, MoB’sS3aHUX 3 JIKyBaHHSAM, y Tpymi A
ctanoBuB 38,2%, rpymi B - 7,7%, rpymi C - 18,4%.

33 https://www.nejm.org/doi/full/10.1056/NEJMoal 703068 ?query=recirc_curatedRelated_article
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Cepen cepiiozHux noO1uyHUX peakuiid cnocrepiranuch TMA y rpymi A - 1(2,9%),
rpyni C - 1 (2,0%), Hekpo3 mKipu, TpoMO0(Iie0IT TOBEPXHEBUX BEH, 3ai1i30Ae(pILNUTHA
anemis jaie y rpyni A 1 (2,9%), 1 (2,9%), 1 (2,9%), BinnoBiaHo.

TMA, Hekpo3 mKipu Ta TpoMO0(1edIT MOBEPXHEBUX BEH BUHUKAIM y MAIIEHTIB,
Akl oTpuMmyBanu Kuibka 1H(yY3i aPCC Ha ¢GoHI npodiakTUKU emMinu3yMadoM 10
HactanHs noAll. O6uasi noaii TMA munynu micist npunuHeHHs jdikyBanHs aPCC. 3
104 yuyacHuUKIB, SIKI OTPUMYBAJIM MNPOPILIAKTUKY €eMILU3ymMaOoM, JUIsl JIIKYBaHHS
kpoBoTeu 3actocoByBasin aPCC - 28 marientiB (27%), rFVIla - 34 (33%) Ta obunBa
3acobu mryHTyrovoi aii - 13 (12%).

Heo06xi1HO 3BepHYTH yBary, 10 B paMKax JOCIIKEHHS MpeACTaBiIeH] 00’ €IHaHi
naui o BPA, e po3auisitoun Ha 3actocyBanHs okpemo rFVII ta aPCC.

TakuM ynHOM, Hapa3i BIICYTHI NpsAM1 MOPIBHSUIbHI JOCHIIPKEHHS KIIHIYHOT
edexTuBHOCTI Ta 6e3neku eMinu3zymady 3 rFVII a6o aPCC (B pexxumi npod J1IaKTHYHOTO
BBEJICHHA Ta JIKyBaHHA ‘“‘Ha BuMmory”). KiiHiuHa edexkTuBHICTH Ta Oe3neka
eMilu3yMaly y JOpOCIHX MAaIl€HTIB 3 1Hr101TOpHOIO0 hopmMoro remodinii A BUBUYaAIACh
y kiiHiyHOMYy pociimkenHi HAVEN 1, sike € panaoMi3oBaHuM, ajne BIAKPUTHM, 3a
y4acTi HEBEJIMKOI KUIbKOCTI mamieHTiB (rpyma A - 35, rpyna B - 18, rpyna C - 49).
Meniana TpuBanocTi nepioAy JikyBaHHs B rpymi A — 29,29 tuxni (0,1-48,9), B rpyni B
- 24,14 (23,0-26,0), B rpymi C - 19,14 (6,9-45,3). Pesynbratu rpynu C npeacTaBiieHi
JUTS TIAIIEHTIB, SIK1 IO BKJIIOUEHHS y TOCIIKEHHS OTpuMyBaiiu npodinaktuky BPA 1y
JOCJJPKEHH]1 OTPUMYBJIH MPO(DITAKTUKY eMIITU3yMaOoM.

Jannii BUCHOBOK Bix 06.10.2021 Oys10 oHOBJIEHO TTiciiss oTpuMaHHs Jucta MO3
VYkpainu Bin 26.07.2022 Ne 25-01/16746/2-22 ta Big 08.08.2022 Ne25-01/17921/2-22 3
METOIO0 BpaxXyBaHHS MMOJI0KeHb noctanoBu Kabinety MinicTpiB Ykpainu Bin 22.07.2022
Ne 816 “IIpo BHecenns 3MiH 110 moctanoB Kabinety MinicTpiB Ykpainu Bin 23 rpynHs
2020 p. Ne 1300 1 Big 27 ciunsg 2021 p. Ne 61 npu niposeaenHi aepxkaBHoi OMT 3a
CKOPOYEHOIO TPOLIEYpPOI0 Ta BHECEHHS y BHUCHOBOK YIOBHOBAXEHOTO OpraHy 3
nepxkaBHoi OMT 3a cKOpoueHOIO MPOILEAYPOI0 JIIKAPCHKOTO 3aco0y eminu3zymad
iHbOopMaIlii Ipo AOUUIBHICTh YKIAJaHHS JOTOBOPIB KEPOBAHOTO JIOCTYITY.

VY Tlepenik dikapchbKUX 3ac00iB, MEIMYHUX BUPOOIB Ta JOMOMDKHHUX 3aCO0IB J10
HUX, 10 3aKYMOBYIOThCS Ha BUKOHAHHS BIAMOBIIHUX YroJ (JOTOBOPIB), YKIAJEHUX
0c00010, YIIOBHOBOKCHOIO Ha 3/1MCHEHHS 3aKyIiBellb Y chepi OXOPOHHU 370POB’ S IS
BUKOHAHHS MTPOTpaM Ta 3/IIMCHEHHS IIEHTPaJII30BaHUX 3aXO0/1B 3 OXOPOHH 3/I0POB’ s, 1110
3aTBepAkeHuil nocranoBoto Kabinety MinicTpiB Ykpainu Big 7 Oepe3nst 2022 p. Ne
216°* emizsu3ymab BKIIIOUEHUI 0.1 1iKy6anHs Oimetl 3 in2ibimopnoio popmoro 2emoinii
muny A abo B (30, 60, 105 Mr) Ta 04 1iKy8anHs 00OpOCAUX NAYIEHMIE 3 [H2IOIMOPHOIO
Gopmoro cemoghinii muny A y pescumi npogpinakmuxu (30, 60, 105, 150 mr).

Crnin Bim3HauwTH, 1O posnopsmpkeHHsM Kabinety MinicTpiB Ykpainu Bim 28
kBiTHS 2021 p. Ne 377-p Oyna cxBasiena Kosrmemniiisi po3BUTKY CHCTEMHU HaJaHHS

4 https://zakon.rada.gov.ua/laws/show/216-2022-%D0%BF#Text
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MEIUYHOI JIOMOMOTM MallleHTaM, SKI CTpaXJalThb Ha piaKicHI (opdaHH1)
3axBoproBanHs, Ha 2021-2026 poku>. 3 ypaxyBaHHAM IIOJIOXKeHb KoHmemmii
PEKOMEHJOBaHO MPOJOBXKUTH 3a0€3M€UEHHS MALIEHTIB, K1 CTPaXX1al0Th HA TeMOQ IO
A ta B cnienuiunum nikyBanHsaM. BignosigHo o nuctiB MO3 Ykpainu Bixg 09.06.2022
No25-01/12931/2-22 Tta Big 20.06.2022 Ne25-01/13739/2-22 kinbKicTh TAIlI€HTIB 3
1Hri0iTOpHOIO popMOto reModuii TUy A - 49 nopocnux 3a nanumu 2022 poky.

3a pe3yibTaTaMU aHajli3y BCTAHOBJICHO, 1110 BIUIMB Ha OIOXKET eMilu3yMaly s
nikyBaHHs 34 mnaiieHtiB Ha 1 pik crtaHoBuTh 129 748 080,00 rpH 1 € BeIUKUM
(mepeBumye 100 MiH TpH), ajle MEHIIMM 32 PEKOMEHIOBAaHE IMOPOTOBE 3HAYCHHS
CTyneHs (IHAHCOBOI JOCTYMHOCTI, IO CTaHOBUTb 176 MIH TpH, BIANOBIAHO [0
aKTyai30BaHUX 3HAYCHb PEKOMEHIOBAHO1 IITKAJIH OIlIHKH BIUTUBY Ha OIO/KET B YKpaiHi
Ha TIJCTaB1 JaHUX JIEPKABHUX BUTPAT Ha JIIKapchki 3acobu y 2021 porri.

JlolaTkoB1 BUTpAaTH Ha NPOMUIAKTUKY €MIIM3yMaOOM BHHHMKAIOTh JIUIIE Yy pasl
HNOPIBHSIHHS BAapTOCTI MPOQIIAKTUKH eMIIu3ymMaOoM 3 JIKyBaHHAM ‘“Ha BUMOTY”
NOMIPHUX KpPOBOTEY AHTHUIHTIOITOPHUM KOAryJIsIHTHUM KoMIuiekcoM. JlomaTkoBi
BUTPATH y pa3i NOPIBHIHHS TaKUX CleHapiiB cTaHOBUTUMYTH 567 140,00 rpH Ha 01HOTO
namieHTa Ha 1 pik. s Toro, moO ypiBHSATH BapTOCTI IIMX CIEHApIiB, BapTICTh
eMilnu3ymMaldy Mae CTaHOBUTH 552,55 rpH/MT, TOOTO HEOOXIIHUM € 3HM)KCHHS I[IHU Ha
14,9%.

[ina eminuzymady 3a pe3ysabraramu Topris npoBeaeHux JI1 «Meanuni 3akymiBii
VYkpaiau» cranom Ha nureHb 2022 poky, 10 CTaHOBUTH 649 TpH/MT, € HUKYOTO 32 IIHU
JOCIIJDKYBaHUX KpaiH y TPUBHEBOMY eKBiBasieHTI. BigmomimHo mo peectpy OBI]
ctanoM Ha 04.08.2022 mina eminu3zymaly, 1o 3ajaekiapoBaHa Hakazom MO3 Bix
25.02.2019 Ne470, cranoBuTth 2 096,47 rpu/mr. LliHa eminu3zymady 3 peecTpy ONTOBO-
BIJIMMYCKHUX I1IH B YKpaiHi € HUXKYOK 3a I[IHU JOCTIPKYBAaHUX KpaiH y TPUBHEBOMY
€KBIBaJICHTI, MPOTE BUIIOIO, HIX I1iHAa B CIIOBEHII.

3a pe3ynbTaTaMu aHallizy pekoMeHaaiii opranizaimiii 3 OMT iHIUX Kpaid 11010
JiKapchKOro 3aco0y eminu3ymad BHSIBICHO HACTYINHY 1H(pOpMAIliO: TO3UTHBHI
peKoMeHpaIii, NpoTe 3 ypaxyBaHHAM BiAmoBimHUX ymoB - HAS (®Dpanmis)
(ICER/QALY mopiBHSHO 13 CTaHAApTHOIO IPAKTUKOIO cTaHOBUTH 189 860 eBpo/QALY
st nopocnux mamienTiB), AOTMIT (Ilonsma), PHARMAC (Hosa 3enangis), AIFA
(Itamis); He pexomenmoBano - PBAC (ABcrtpamis) (eminu3ymad OyB JOMIHYIOUYOIO
TEXHOJIOTIEO 13 3aCTOCYBAaHHAM KOH(D1ICHITIIHOT I[IHU SIK TIOPIBHSIHO 13 TPO( LITAKTUKOIO
Tak 1 13 JTIKyBaHHSAM “‘Ha BUMOTY ’ MpenapaTramu IyHTY04o1 ii); orfiaka tpuBae - NICE
(Bemuka bpuranis); ominka He mpoBogmwiack -  SMC (Illotnammis); omiaka
npoBoauIiach, npote BiacyTHs pexomeHnamis - IQWIG (Himeuunna), ICER (CILIA)
(mokazuuk ICER mist eminisymaly K MOPIBHSHO 13 JIKYBaHHSM “‘Ha BUMOTY, Tak i
MOPIBHSAHO 3 TPO(DUIAKTUKOIO TMpernapaTaMy MIYHTYIO4YOi Mii € Bix €eMHHM, TOOTO
texHoyioriss € npominyrodor), CADTH (Kamama) (eminu3ymad € JOMIHYIOUOIO
TEXHOJIOTIEI0 JUISl JOPOCITUX TMAIli€HTIB MOPIBHSHO 3 NPOMUIAKTHKOK TpernmapaTaMu

33 https://zakon.rada.gov.ua/laws/show/377-202 1 -p#Text
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myHTtytoyoi aii, [CUR nns eminuzymady crtanoButh 1 442 642 nonapis CLIHA/QALY
MOPIBHSHO 3 JIKyBaHHAM “‘Ha Bumory”), ZIN (Hinepnanan).

BpaxoByroun pnomarkoBe 3BepHeHHd MO3 mono HagaHHs 1HGopMalii mHpo
JOIUIBHICT YKJIAJaHHS JOTOBOPIB KEPOBAHOTO JOCTYNYy 3BEPTAEMO yBary, MI0
nepkaBHa OMT 3a  ckopodeHOIO MpOUEAYpOl0 He Tnependayae MNpPOBEIACHHS
(hapMaKkOEKOHOMIYHOTO aHali3y 1 BUCHOBOK Ma€ TMEBHI OOMEXKEHHs, a came BiACYTHI
pe3yabTaTH PO3PAXOBAHOTO THKPEMEHTAIBHOTO NToKa3HuKa epexktuBHOCTI BuTpat [CER
(SIKIIO JOIIBLHO) Ta PEKOMEHIOBAHHUM B1ICOTOK 3HMXKKH, HEOOX1AHI JUIsl JTOCSTHEHHS
e(eKTUBHOCT1 BUTPAT 3T1JTHO PEKOMEHJ0BaHUX TpaHnyHuX 3HaueHb ICER B YkpaiHi.

3a pesynapTaTaMu 3aciiaHHs EKCHEepTHOro KOMITETY 3 OI[IHKM MEIMYHUX
TexHoJori  JlepkaBHOro  migmpueMcTBa  «JlepkaBHUU  €KCHEPTHUHA  LIGHTP
MinicTepcTBa 0XOpOHHU 3A0pOB's YKpainu», 1o BinOymnock 30.08.2022, 6yno HamaHO
HACTYIH1 peKOMEeHIalli.

BpaxoByroun HEBU3HAYEHICTh KUIBKOCTI TMAII€HTIB, SIKI MOTPeOyBaTUMYTh
3aCTOCYBaHHS 3asIBJICHOI MEIUYHOT TEXHOJIOTI], a TAKOXK BEJIIMKHIA BIUIMB Ha OIOKET
(mepeBunye 100 mMiH TpH), PEKOMEHJIOBAHO 3aCTOCYBAHHS MPOILIEAYPH JIOTOBOPIB
KEPOBAaHOTO JOCTYIy JIO JIKapChKOTO 3aco0y ewminu3ymad 3a IOKa3aHHSIM
poLIIAKTUKN KPOBOTEU Y JIOPOCIIMX MAIIEHTIB 3 1HT101TOpHOIO hopmoro remod i A.

[Topsim 3 TWM, mpu TOPIBHAHHI BapTOCTi NPOPIIAKTHKA eMIlu3yMadoM 3
JIKyBaHHSAM ‘“‘Ha BHUMOTY’ TIOMIPHUX KpPOBOTE€Y AHTHUIHTIOITOPHUM KOAryJISTHTHUM
KOMIUJIEKCOM BUHUKAIOThH JOJATKOBI BUTpaTH. {151 3piBHSHHSA BapTOCTI LUX CIIEHAPIiB
NOTPIOHO 3HU3UTH 1IHY Ha eminu3ymMal Ha 14,9%.

Jnst nocsirHeHHsT e€(EeKTUBHOCTI BHUTpPAT PEKOMEHJIOBAHO OI[IHUTH BIUIMB Ha
OI0/KET yCiX JIKapChKUX 3ac00iB, SKi 3aCTOCOBYIOThCSA B Teparrii remodinii A Ta
3aKyIOBYIOThCS IIeHTpaiizoBaHo. Hapa3i y Ilepenik nikapchkux 3aco0iB, MEIUYHHX
BUPOOIB Ta JOMOMIKHHUX 3ac00iB /10 HHX, IO 3aKyIMOBYIOTHCS HAa BHUKOHAHHS
BIJIMOBIIHUX YT0Jl (JOTOBOPIB), YKIAIEHUX 0CO000, YIIOBHOBAXEHOIO HA 3JIHCHEHHS
3aKyniBellb y cdepi OXOpOHW 3IOPOB’S JUIsl BUKOHAHHS TIporpaM Ta 3IIHCHEHHS
[EHTPAI30BaHUX 3aXOJIB 3 OXOPOHU 370POB’S, IO 3aTBEP/KEHUN TMOCTAHOBOIO
Kabinery MinictpiB Ykpainu Big 7.03.2022 p. Ne216, BKIIOYEHO aHTUIHTIOITOPHUN
KOAryJsSIHTHUN KOMILJIEKC, eMiln3yMab Ta enTakor ajib(a akTHBOBAHUM.

3a pe3ynbTaTaMy BUBUYEHHS iHGOpMAIIIl PO COIlialibHI, €TUYHI, OpraHi3alliifHi Ta
HIII acMeKTH, TOB'SI3aHl 13 BKIIOUEHHSIM (BUKIIFOUEHHSIM) BIJIMTOBITHOTO JIIKAPCHKOTO
3aco0y 1o (3) HamionansHoro nepeniky ta (a60) HomenknaTypu npencraBieHo, mo:

Eminmuzymab — iHHOBaIIWHMNA TIperapaTt, MOKa3aHuil A pyTHHHOT PO 1TaKTHKA
3 METOI0 3amno0iraHHd a0o0 3MEHIIEHHS YacTOTH €Mi30J[IB KPOBOTEY y XBOPUX Ha
remodiniro A.

3acTocyBaHHS eMilu3yMaOy Mae BEJIIMKWUA BIUIMB Ha OOJKET Ta HECE JIOJATKOBI
BUTpPATH TOPIBHAHO 13 JIKYBaHHSIM €MI30/JIB TOMIPHUX KPOBOTEY «HA BHUMOTY»
AHTUIHTIOITOPHUM KOAryJsSiHTHUM KOMIUIEKCOM. [lpu 1pbOoMy € HEBH3HAY€HOCTI Y
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KUIBKOCTI MAIIEHTIB, 5IK1 OyAyTh 3aCTOCOBYBATH €MIIM3YyMa0, a TAKOXK TUX, SIKI Oy1yTh
MaTH €301 KpoBOTeY Ta OyAyTh NOTpeOyBaTH J1KYBaHHS «HA BUMOTY».

3a pe3yabTaTamMud  MPOBEACHOI  OIIHKKM  MEIUYHOI  TEXHOJOTli  TakKoxXK
PEKOMEHI0BAHO:

- po3pobuTH YHIPIKOBAaHUHN KITHIYHUI TPOTOKOJI ISl JIIKYBaHHS TeMOd1Iii;

- BU3HAUYUTH YITKI KpUTEpIi A1 OpU3HAYEHHS eMInu3yMaly Juisl npoQiIakKTUKU
KpPOBOTEU y IOPOCIUX MAaLI€HTIB 3 IHT101TOpHOIO (GOpMOI0 reMod i A;

- IPOBOJUTH 301p peajabHUX JAHUX I10A0 €(PEKTUBHOCTI Ta O€3MEKH 3aCTOCYBaHHS
eMinu3yMaly AJisi KIITHIYHOT OI[IHKHM Mpenapary mpH JOBrOCTPOKOBOMY 3aCTOCYBAHHI 3
NOJIAJIBIIMM IX aHAJII30M 3 METOIO MOBTOPHOI OI[IHKM MEIWYHOI TEXHOJOTr1i Ha OCHOBI
OTPUMAHUX JIaHUX.

5. In¢gopmanis moA0 CTPOKY /il BUCHOBKY YIIOBHOBAKEHOI'0 OPraHy:

Bianosigno no m. 21 Tlopsaky BHUCHOBOK YIMOBHOBa)KEHOTO OpPraHy CTOCOBHO
BIJIMOB1IHOT MEIMYHOT TEXHOJIOT1i BBAXKAETHCS YUHHUM JIO MOMEHTY MTPOBEJICHHS HOBO1
JepP>KaBHOT OI[IHKU MEIUYHOT TEXHOJIOT 1.
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