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Ne Ha Ne BIJ

BucHoBok
YIIOBHOBAKE€HOT'0 OPraHy 3 JIeP:KABHOI OHIHKH MeIMYHUX TEXHOJIOTIH 3a
CKOPOY€HOK NMPOLEIYPOI0: AHTHIHTIOITOPHUI KOATYJISIHTHHI KOMILJIEKC

epowcasna oyinka mMeOuuHUX MEXHONO02IU 3a CKOPOUEHOI0 NPoyedypor0 3a 36ePHEHHIM
MO3 Vkpainu nposedena ynoHOBANCEHUM OP2AHOM 3 OEPHCABHOI OYIHKU MeOUYHUX
MexHoN02il 8i0N0BIOHO 00 8umoe Ilopsoky npoeedenHs 0epiHCa8HOI OYIHKU MeOUUHUX
mexHono2il, 3ameepodicenoco nocmanosoro Kabinemy Minicmpie Yxpainu 6i0
23.12.2020 Nel300 ma cknadaemocs 3 auaunizy NOPIGHAIbHOI edeKmueHoCmi
(pe3yromamugHocmi), besneku ma nau8y Ha 0rw0dHcem NiKapcbKo20 3ac00y HA OCHOBI
Oanux 3 GiOKpumux odxcepel iHgopmayii. Buchosokx ynoeuogasicenozo opeamny 3
0epHCABHOT  OYIHKU MEeOUYHUX MEXHONO02IL 3d CKOPOYEHOI Npoyedypor Mdae
pekomenoayiunui xapakmep. Ilpeocmaesneni Oani y 6UCHOBKY € aKmyaibHUMU CMAHOM
Ha damy 11020 Ni020MOBKU.

1. Indopmanis mnpo gaTy nNpoBeleHHS [EP:KABHOI OHIHKM MeIMYHHUX
TEXHOJIOT I 3asIBJIEHOT0 JIiKapchKoro 3acody: 01.09.2022.

Hepxkaua OMT 3a CKOPOUCHOI  MPOIEAYPOIO  JIKAPCHKOrO  3acoly
AHTUIHTIOITOPHUN KOAryJIsSHTHHM KOMIUIEKC 3a TMOKAa3aHHSM JIKyBaHHS TMAIIEHTIB 3
iHTi0iTOpHOIO hopMmoto remodinii A Ta B 6yna nposeaena 3a 3BepaeHHsM MO3 Ykpainu
Ha BHKOHAHHS MIANYHKTY 3 myHKTY 4 moctaHoBu KabGinety MinicTpiB Ykpainu Bif
23.12.2020 Ne 1300, a Takox mignyHkTy 5 myHKTY 8 (iuct MO3 Vkpainu Big 09.06.2022
Ne 25-01/12931/2-22 Ta Bim 20.06.2022 No25-01/13739/2-22) Ta miaAnyHKTY 7 MyHKTY &
[lopsinky mpoBeAeHHS ACp>KaBHOI OI[IHKM MEJIWYHUX TEXHOJOTIH, 3aTBEpPKEHOTO
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noctanoBoro Kabinery MinictpiB Ykpainu Big 23.12.2020 Ne 1300 (muct MO3 Ykpainu
Bix 26.07.2022 Ne 25-01/16746/2-22 ta Bix 08.08.2022 Ne25-01/17921/2-22).

2. Ingopmanis npo 3asBJIeHUH JiKapCbKU 3acCi0

1) naiimenyBaHHs (mpi3Bumie, iM’sl, M0 0aTbKOBi) 3asBHHKAa Ta Ha3Ba
BHPOOHHUKA JIIKAPCHKOr0 32C00y:

Cranom Ha 12.08.2021 p. B Jlep:KaBHOMY peecTpi TIKapChKUX 3ac00iB:!

®EMBA, nopoIok Ta po34MHHUK Ul PO3YHHY JUIs iHDYs3iit mo 500 Ox, 1000 Op,
2500 On, mopouIoK y (iakoHax Ta pO3YMHHUK (BoJia 1Jisl iH ek1iil) mo 20 M y (akoHax;
no 1 ¢rakoHy 3 MOPOIMIKOM Yy KOMIUIEKTI 3 | (akoHOM 3 PO3UMHHUKOM Ta 3
npuctocyBanHsaM it po3BenienHs BAXJECT I Xaii ®noy ta Habopom u1st BBeaeHHs (1
OJTHOpa30BUH mIpHIl, | 0JJHOpa30Ba royika, | rojka-MeTennK) y Kopooii.

Bupo6nuxk - bakcrep Al', Actpis 3irgpia Xamensn I'M6X, HimeuunHa.

3asBuuK - bakctep Al', ABcTpis.

2) ToproBeJibHA HA3Ba JIKAPCHKOI0 3ac00Yy:

®ENBA

3) MIZKHApO/JHA HENMATEHTOBAHA Ha3Ba a00 CHHOHIMIYHEe HAMEHYBAHHS:

Factor VIII inhibitor bypassing activity

4) ckJ1a] JIKapChKOro 3aco0y (1Air04i Ta 10MOMiXKHI pe4YOBHHH):

1 ¢akoH MICTHUTB:

outok miazMu JoauHu - 200-600 Mr 3 aKTHUBHICTIO, IIYHTYIOUYOIO IHTIOITOPH 10
dakTopa koarysaiii kposi rogunau VIII - 500 Opx;

outok mnasmu roauHu - 400-1200 Mr 3 aKTHUBHICTIO, ITYHTYIOYOIO 1HT101TOPH 10
dakTopa koarysaiii kposi rogunau VIII - 1000 Op;

outok maszmu roauHu - 1000-3000 Mr 3 aKTHBHICTIO, IIYHTYIOUOIO IHTIOITOPH 0
dakTopa koarymsiii kposi oaunau VIII - 2500 Op;

JOTIOMIKHI PEYOBHMHM: HATPIO XJIOPUZ, HATPIIO LUTPAT, AWUTIApaT; (QIakoH 3
PO3YMHHUKOM MICTUTh BOAY JUIS 1H €KITiH.

5) popma Bunycky:

MOPOIIIOK Ta POSYMHHUK ISl pO3UUHY IS 1HDY31i

6) cnocid 3acTocyBaHHs JIiIKAPCHKOI0 3ac00Y:

Jlo3a Ta TpUBANICTH JIIKYBaHHS 3aJCKHUTh BiJ TSHKKOCTI MOPYLIEHHS TeMOCTa3y,
JIOKaJIi3aIii 1 CHJId KpOBOTEU1, a TAKOXK KIIIHIYHOTO CTaHy XBOPOTO.

[Ipu BuHOOpPI 103M Ta YACTOTHM BBEJACHHSA NOTPIOHO KEPYBATUCH KIIHIYHOIO
€(EKTHBHICTIO Y KO)KHOMY KOHKPETHOMY BUTIQJIKy 1HIUBITYyaJbHO.

3arajoMm peKoMeHAyeTbes BBomuTh mpemnapar deiiba y go3i 50-100 Ox/kr. Ilpu
[IbOMY HE CIIiJ] IepeBUIITYBaTH pa3oBy n03y 100 Ox/kr 1 MmakcumansHy 1000BY 103y 200
Opn/xr, OKpiM BUTIAAKY, KOJH TSKKICTH KPOBOTEUI BHUIPABIOBYE BUKOPUCTAHHS BUIIUX
103.

! 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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Hitu. JlocBin 3acTocyBaHHs IpenapaTy AITSM BIKOM 10 6 poKiB OOMEKEHUH, TO XK
pPEXHUM JO3yBaHHS, SK 1 JJIA JOPOCIUX, MOTPIOHO ajanTyBaTH N0 KIIHIYHOTO CTaHy
TUTHHH.

7) inpopmanisi PO HAABHICTH AEP:KABHOI peecTpamii JiIKapcbKOro 3acody B
Ykpaini:

®EWBA, peecrpaniiine nocsinuenns: NeUA/16800/01/01, NeUA/16800/01/02,
tepmid aii PI13 15.06.2018 no 01.04.2023;

®EWBA, peecrpauiitne nocimuenns: NeUA/16954/01/01, NeUA/16954/01/02,
NeUA/16954/01/03, Tepmin aii PII 3 20.09.2018 no 20.09.2023.

8) dapmakomnoriuna fgig JiKapcbKOro 3aco0y Ta KOA 32 aHATOMO-
TepaneBTUYHO-XIMIYHOI0 KiIacHpikanicro:

@dakTopu 3ropTaHHs KpoBi. BUIKM 3 aKTHBHICTIO, HIYHTYIOYOIO IHT10ITOpH [0
¢dakropa VIII. Kon ATX B02B D03.

9) noka3aHHs 10 MeJUYHOI0 3aCTOCYBAHHS, 32 AKMM M101aBaJIacH 3a5Ba:

Hepxxaaa OMT npoBoauiack 3a CKOPOUYECHOIO MPOLETYpOIo 3a 3BepHeHHSIM MO3
VYkpainu, mo He nepeadaydano noganus 3as8u. Y 3sepHeHHi MO3 (Bix 09.06.2022 No 25-
01/12931/2-22 Ta Big 20.06.2022 Ne25-01/13739/2-22) BkazaHe OJHE TOKa3aHHS 0
MEJMYHOIO 3aCTOCYBaHHS: JIIKyBaHHS MAIEHTIB 3 1HTIOITOpHOIO (PopMoi0 remodimii
tuny A abo B.

10) moka3aHHsl 10 MEIUYHOI0 3aCTOCYBAHHA BIANMOBIAHO A0 iHCTPYKUII A/
MeJIUYHOI0 3aCTOCYBaHHS, 3aTBep:keH0i M O3, 3a HASIBHOCTI JepKaBHOI peecTpanii
JIKapcbKOro 3aco0y B YKpaiHi:

Peectpartiitne nocsiguenns NeUA/16954/01/

JlikyBaHHS KpOBOTEU y MAII€HTIB 3 1HT101ITOpHUMH hopMamMu reModiii A.

JlikyBaHHSI KpOBOTEY Yy TMAII€EHTIB 3 1HTIOITOpHUMHU (Gopmamu remodirii B 3a
BIJICYTHOCTI IHIIIOTO CIIeM(pIYHOTO JIIKyBaHHSI.

JlikyBaHHSI KpOBOTEY Yy TIAIIEHTIB HE XBOpUX Ha TeMOUIiI0 3 HaOyTHMHU
iHri6iTopamu 10 dakropa VIII.

[IpodinakTrika KpoBOTEU y MAIli€EHTIB 3 1HTIOITOPHOIO (opmoro remodurii A, sKi
MEPEKUITN 3HAYHY KPOBOTEUY a00 MalOTh BUCOKHI PU3UK 3HAYHOT KPOBOTEYI.

Ak 3a3Haueno 8 IHCmpyKyii 011 MeOUuyH020 3aCMOoCy8anHs 000 NPOPIIAKMUUHO2O0
3aCmMoCy8amnts JIKAPCbKo2o 3acody nayieumam 3 eemopinieto B 3  Hassnicmio
iHeibimopis, mo uepe3 piOKiCMb 3AX80PIOBAHHS ICHYIOMb JiUle 0OMedCeHl KIIHIUHI OaHi
w000 3acmocysanns npenapamy PEUFA ons npoginaxmuxu kposomeui y nayienmis,
X80pux Ha eemoinito (KMiHIuHI 6UNAOKU, OnUcawni y rimepamypi (n=7), i KIiHiuHI OaHI,
ompumani y x00i docniodcenv 090701 3 eusuenHs npo@iiakmuyHo2o 3ACmMoCYB8aAHHS
npenapamy (n=1)).

Peectpartiitne nocsiguenns NeUA/16800/01/

V 3arBepmxeniit Hakazom MO3 Ykpaiau IHCTPYKIIiT 111 METUYHOTO 3aCTOCYBAaHHS
y pO311Ti, AKWM TPU3HAYCHHH JIJI1 MEIMYHUX MTPAIliBHUKIB, 3a3HAYCHUN PEKUM BBEICHHS
JKapChKOro 3aco0y MpU CHOHTAHHUX KPOBOTEUax (IIpU KPOBOBWIIMBAX B CYrjI00u, M's13U
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1 M'sIK1 TKAHUHHU, IPU KPOBOTEUAX 31 CIM30BUX O0OJOHOK Ta IHIIUX TSKKUX KPOBOTEUAX );
IpU XIPYpriyHUX BTPYUYAHHAX; B KOCTI NPO(QUIAKTUKHN y MALIEHTIB, 3 reModuIiero A Ta
iHriditopamu (a camMe B SIKOCTI MPO(PUIAKTUKH KPOBOTEY Yy TMALIE€HTIB 3 BUCOKUMH
TUTpPaMH 1HTIOITOPIB 1 YacTMMHU KPOBOTEUAMHU IMICIAS HEBJAAJOi I1HAYKLIT 1IMYHHOI
tosepanTHocTi (Aam - IIT) abo konu IIT He posrasaaeTbes; B SIKOCTI NMPOQLIAKTUKI
KpOBOTEY y MAlI€HTIB 3 BUCOKMMHU TUTpPaMH IHTIOITOPIB MiJ yac IHAYKIIT IMyHHOT
tonepanTHocTi (IIT)); 3actrocyBanHa mnpenapary Peiiba 0coOJMBUM KaTeropisiM
TMAIlIE€HTIB.

1l]o0o nixysanns nayienmiea 3 cemoghinicro B 3 nassnicmio ineibimopis 0o gpaxmopa
IX, mo o0ocsi0 3acmocysanHsi y maxux nNayicHmie ooOMedceHull uepe3 pioKicmb
3axeoprosanus. Il'ame nayienmis 3 ecemoinicro ma ineibimopamu 0o ¢axkmopa IX
ompumanu nikysanns npenapamom PEUBA y x00i nposedens KniniuHux 0ociiodlcens y
pa3zi HeobXiOHOCMI, 3 Memor npoitakmuxy abo y pasi XipypeivHux 6mpy4aub.

11) indopmanis npo HAABHICTH NOKA3aHb A0 MEIMYHOI0 3aCTOCYBAHHS
JiKapchbKoOro 3aco0y JJisi BAKOPHCTAHHS MiJl Yac HATAHHA MeINYHOI J0TOMOrY MPH
CTaHaX, [0 3a3HA4YeHi y MPiOPUTETHHX HAMPSIMAX PO3BUTKY cdepH OXOpPOHH
310pPOB’S:

VY nucti 3BepHenni MO3 (Big 09.06.2022 No 25-01/12931/2-22) 3a3HayeHo, IO
nep>kaBHa OMT 3a  CKOpoueHOIO TPOLEAYPOI IIOAO  JIKAPCHKOTO  3aco0y
aHTUiHT10iTOpHUN KoaryiasHTHuN komiuiekc (MHH Factor VIII inhibitor bypassing
activity) mae OyTH TpoBeJeHa 3a IOKa3aHHSAM JIIKYBaHHsS TAIli€EHTIB 3 1HTI0ITOPHOIO
dbopmoro remodinii Tumy A a6o B.

CnankoBa HenocTaTHICTh (hakTopa VIII, remodimis A Ta cmaakoBa HETOCTATHICTh
daktopa IX, remodunis B BkiItodeHi 10 nepeniky piakicHuX (op¢aHHUX) 3aXBOPIOBAHb,
3arBepkeHoro HakazomMm MO3 Vkpaiaum Bim 27.10.2014 Ne 778, 3apeecTpoBaHOTO B
MinictepcTsi toctuilii Ykpainu 13 mucromnana 2014 p. 3a Ne 1439/26216.

3. BUCHOBOK YNOBHOBAK€HOI0 OpPraHy HIOA0 Pe3yJbTATiB NOPIBHAJBLHOL
eexTUBHOCTI (Pe3yJbTATUBHOCTI), 0e3nekH, epeKTUBHOCTI BUTPAT HA JIKAPCHKHU
3aci0 Ta aHAJI3y BIUIMBY HA MOKA3HUKH O0I0/KETY

1) naHi MO0 NPiOPUTETHOCTI 32aXBOPIOBAHHA (CTAHY)

I'emodinis — 1me pigKicHE CMagKoBe MOPYIICHHS 3rOPTaHHS KpPOBi, MOB’S3aHE 3
MyTarjiero B X-xpomocomi. ['emodiniss A oOymosnena nedimurom (akTopa Koarymsiii
VIII (FVIII), remodiniss B — nedinurom daxropa IX (FIX).

«lHribiTopamu» mpu remodurii Ha3UBaOTh aHTUTLIA Kiacy IgG 1o ex30reHHOoro
dakropa 3ropranas kposi VIII (FVIID) a6o dakrtopa IX (FIX), siki HeWTpami3yoTh
(GyHKITiF0 BBEJICHUX KOHIIGHTPATIB (paKTOpa 3rOpTaHHs KPOBi. [HTi0iTOpH BUMIPIOIOTHCS
3a momomororo aHamizy beresma abo anamizy beresma y momudikamii Hiimerena. 3a
BU3HAYCHHIM, TO3UTUBHUN aHaJi3 HA 1HTi0iTOp — 11e TUTp >0,6 ommumIb betezna (OB)
mist FVIIL ta >0,3 Ob mns FIX. Husbkuii TUTp/HU3BKOpEaryouuil iHTiOITOp — 11e
1Hr161TOp 3 TUTpOM <5,0 OB, 2@ BUCOKMI TUTP/BUCOKOPEATYIOUH 1HT10ITOp — IHTIOITOP
3 TutpoM=>5,0 Ob .
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[HribiTtopu pO3BUBAIOTHCS 13 KyMYJISTUBHOIO 4acTOTOIO npubiusHo 30% y panimie
HEJIIKOBAaHUX MALIEHTIB 3 TeModiniero A, 3 skux 79% BUHHUKAIOTh NPOTITroM nepiux 20
ekcro3uiid, a pemrta (21%) mnporsarom mnepmux 75 excno3uiid (*excnosuyis
BUSHAYAEMbCS K  OVOb-aKull 24-200unHUll  nepiod, NPOMsASOM SKO20 B6800UMbBCS
npenapam, wo micmums axkmop rxoacyaayii FVIII abo FIX). ®opmyBaHHs 1HT101TOpPIB
y MaiieHTiB 3 remoduiieto B Bi1OyBaeThCss HEYACTO, 3 KyMYJISTUBHOIO YAaCTOTOO 110 5%.
BusiBnenns inrioiTopis npu remModinii B monidHe 10 iIXHHOrO BUSBIEHHS MPU reMo@ il
A, npu4oMy OUIBIIICTH IHTIOITOPIB YTBOPIOETHCS MICIS MEIIAHHOTO 3HadyeHHs y 9—11
eKCIIO3UILiH Ta 10 20 eKCIO3MIIiM, i AK MpaBuIIo, 10 2 PoKis.>

[ari6itopu go FVIII a6o FIX mow’s3aHi 3 MiABUILEHUM TATapeM 3aXBOPIOBAHHS,
BKJIIOUAIOYH MIIBUIICHUN PU3UK YCKIAJIHEHb 3 OOKY ONMOPHO-PYXOBOTO anaparty, 00to,
¢13uuHUX OOMEXKEeHb Ta MpOoOJeM 13 JIIKYBaHHSM, SIKI MOXYTh BIUIMBAaTH Ha (I3UYHE
(yHKIIOHYBaHHS TAallleHTa, 3AATHICTh 10 (PI3UYHUX HABAHTAXKEHb Ta SIKICTh KUTTA.
PoszBuTok iHri6itopy 1o FIX BBakaeTbcst HaliCepHO3HIIIUM YCKIIATHEHHSM Y MAIlI€HTIB 3
remodiniero B, He TUIpKkH Yepe3 BTpaTy BIAMOBiAlI HAa 3aMmicHy Tepamiio FIX, ane i
NOB’sI3aH1 3 I[MM PU3UKH PO3BUTKY aHA(PUIAKTUYHUX peaklii Ta HeppoTHUHOrO
CUH/IPOMY.

CyuacHi cTpaTerii MEHEP)KMEHTY 1HT101TOPIB MOJATAIOTh Y TPUETAITHOMY ITiIXO/I1:

° epanukallisi  iHrioitopa: skHaWmBuiame BukopuctanHsa T  micns
JIarHOCTUKHU 1HT101TOpA;

° npodilakTHKa KPOBOTEU: 3aMo0iraHHs emni3ojaM kpoBoTeu ympoaosx 11T,
a60 komu IIT HeedekTBHA/HEJOCTYITHA TAIIIEHTY;

° JIKyBaHHS TpernapaTtaMy 13 MIYHTYIOUHMM MEXaHI3MOM Jii: 3aCTOCYBaHHS
IpenapariB 13 MIYHTYIOYMM MEXaHI13MOM i1 3 METOIO JIIKyBaHHS Y pa3l TOCTPUX €MI30/1B
KpOBOTEY 200 MPU XipypridyHUX BTPyYaHHAX .

HaliTouHimii OIIHKK MOMUPEHOCTI TeModiIii, SKi IPYHTYIOThCS Ha JOCTOBIPHHX
JTAaHWX HAI[IOHAIBHUX PEECTPIB MAIIEHTIB Ta MIOPIYHUX MDKHAPOIHUX 3BITIB BcecBiTHROT
denepamii remodinii (World Federation of Hemophilia, WFH) cBiguats, 110
PO3paxyHKOBa KUTBKICTh YOJIOBIKIB 13 TeMO(]1iIi€r0 B yChOMY CBiTi cTaHOBHUTH 1 125 000
oci0, y OUIBIIOCTI 3 SKHUX JIarHO3 HE BCTAHOBJICHUH, MpH oMy Omm3bko 418 000
YOJIOBIKIB MalOTh TeMOMLTII0 THKKOT (hOpMHU.

I'emodinis A 3ycTpidaeTbcs Habararo uactimie, HbK remodinis B. 3a ominkamuy,
gacTka remodinii A cranoButh 80—85% ycix BumaakiB remodinii; Ha remodirito B
npunamae 15-20% ycix BumankiB. 3a OIIHKaMH, MOMIUPEHICTh reModimii A ycix
CTYTICHIB TSHKKOCTI cTaHOBUTH 17,1 BumaakiB Ha 100 000 4onoBidoro HaceneHHs (3 HUX
6,0 BUnaaKiB TSHKKOT reModinii A), a MOMMPEHICTh YCiX CTYMEHIB TSHKKOCTI remodirii B
ckinanae 3,8 punaakiB Ha 100 000 gomoBiworo HaceneHHs (3 HUX 1,1 BHIMaAKIB TSHKKOI
remodimii B). Tlommupenicte rtemodimii A yciX CTymeHIB TSXKKOCTI cepes

2 https://www1.wth.org/publications/files/pdf-1922.pdf
3 https://www.umj.com.ua/article/198028/algoritm-vedennya-patsiyenta-z-ingibitornoyu-formoyu-gemofiliyi
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HOBOHAPOIPKEHUX JIITEH OIIHIOIOTH Ha piBHI 24,6 Bunmaakis Ha 100 000 xjmom4ukiB (3 HUX
9,5 BunaakiB TAXKKOI remModuii A), momMUpeHicTb remModuili B ycix CTyneHIB TSKKOCTI
— 5,0 BunmazkiB Ha 100 000 xmomuukiB (3 HUX 1,5 Bumaaku Tsxkoi remodunii B).

3a BigkpuTtuMu aaHnumu, omyoOmikoBaHuMu 08.07.2019 wna odiuiiiHOMy caiiTi
HanioHanpHOi akameMii MEIMYHUX HAyK YKpaiHu,* pO3IOBCIOIKEHICTh TeMoQimii y
OUTBIIOCT1 €BpOMENCHKUX KpaiH cTaHOBUTH 13-18 BumankiB Ha 100 THC. 4OJIOBIUOTO
HaceneHHs, a6o 3a ganumu BOO3 ta BceecBitHhoi Denepanii 'emodinii 1:10 000
HOBOHAPO/)KEHHUX XJIOMUYHUKIB. Y BCbOMY CBIT1 HapaxoByeThcs Oust 350 THC. XBOpUX Ha
remodinito. Ctanom Ha 01 rpynus 2013 p. B Ykpaini Ha aucnancepHomy oOJIKy, 3a
JTAHUMH PET10HIB, nepedyBano 2076 XBOPUX JOPOCIIOro BiKy Ha TeModiIito Ta XBOpoOy
Bimne6panga. Ha naty myOGmikamii iHdopmaiii 245 giteit 3 remodinieo A moTpeOyrTh
npo(dUTAKTUYHOTO JIIKYBaHHA Yy TOCTIMHOMY pexkuMi, 36 miteit 3 remoduaiero B ta 4
JTUTUHU 3 TPETIM TUTIOM XBopoOu BimeOpanna.

Bignosiguno g0 muctiB MO3 Ykpaiau Big 09.06.2022 Ne25-01/12931/2-22 Ta Bin
20.06.2022 No25-01/13739/2-22 KinbKiCTh NALIEHTIB 3 IHT101TOPHOIO OopMOIO TeModimii
tuny B ctanoBuTh 2 nopocnux ta 3 girei, a 3 iHridiTopHoro ¢popmoro reMod i Ty A
- 49 nopocnux ta 103 mireit 3a qanumu 2022 poky.

I'emodinis A ta B BxoauTh 10 mepeniky piakicHux (opdaHHHX) 3aXBOPIOBAHb,
3arBepkeHoro Hakazom MO3 Vkpainu Bim 27.10.2014 Ne 778, 3apeecTpoBaHOro B
MinictepcTsi toctuiiii Ykpainu 13 nucronana 2014 p. 3a Ne 1439/26216.

Crin BiA3HAUUTH, 1110 po3nopskeHHsM Kabinety MinicTpiB Ykpainu Bix 28 KBITHS
2021 p. Ne 377-p Oyna cxBanmena KoHuemniliss po3BUTKY CHUCTEMHU HaJaHHS MEIMYHOI
JIOTIOMOTH TaIliEHTaM, SIKi CTpaXKJ1atoTh Ha pinkicH1 (opdaHnHi) 3axBoproBaHHs, Ha 2021-
2026 poxu® (naini - Konmenmis). Mera KoHuenmii - 3MEHIINTH CMEPTHICTH Bif pilKicCHAX
(ophanHMX) 3aXBOPIOBaHb, MIABUIIUTH SKICTh KUTTS MAIIEHTIB, K1 CTpakJAalOTh Ha
piakicHi (opdaHH1) 3aXBOPIOBaHHS, IUISIXOM 3a0€3MeUYeHHS CIIPABEIJIMBOTO Ta PIBHOTO
JOCTYITYy JO SKICHOI MEIWYHOI JIOTIOMOTHM TaKWM TalliEHTaM, 30KpeMa JI0 SKICHHX,
e(heKTUBHUX Ta OE3IMEeYHUX JIKAPChKUX 3aC00IB IS JIKyBaHHS piaKicHUX (opdaHHUX)
3aXBOPIOBaHb, JO MEAUYHUX BHUPOOIB Ta NPOIYKTIB CIEHIAIBHOTO JIIKYBaJIHHOTO
XapuyBaHHS, a TAaKOXK IICUXOJIOTTYHOro cynpoBoay. Binmorigno no Konnenmii Ykpaina
B3sj1a Ha ceOe 3000B’s3aHHS 3a0€3MEUNTH TAIlIEHTaM, SKi CTPaKAaloTh Ha PIAKICHI
(opdanHi) 3aXBOpIOBaHHS, 3aX0AU 3 MPO(UIAKTUKHA TaKUX 3aXBOPIOBaHb, OpraHi3alliio
HaJIaHHS MEIUYHOI JOIOMOTH, Oe3MepepBHUI Ta O€30IIATHUM JTOCTYI J0 HEOOXITHHUX
JIKapChKUX 3ac0o0iB, MEIUYHUX BHPOOIB Ta BIAMOBITHUX Xap4OBUX IPOMYKTIB IS
CHEIIATFHOTO JIIKYBAJIBHOTO XapuyBaHHSI.

2) pmaHi OO0 [JOCTOBIPHOCTI PpPe3yJbTATIiB MOPIBHAJIBHOI  KJIHIYHOI
eekTHBHOCTI Ta 0e3MeKH 3aIBJIEHOI0 JIIKAaPpCHhKOro 3aco0y. Onmuc (nmpeacraBJjieHHS)
3a3HAYEHMX Pe3yJIbTATIB

4 http://amnu.gov.ua/zagolovok-292/
3 https://zakon.rada.gov.ua/laws/show/377-2021-p#Text
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3 METOW TMOIIyKYy peKOMEHAAIlid W00 3aCTOCYBAaHHS AaHTHIHTIOITOPHOIO
KoaryJsiHTHOro komiuiekcy (mam - AKK) mis jikyBaHHS DAmI€eHTIB 3 1HTIOITOPHOIO
dopmoro remoduii Tuny A abo B mpoBeneHo Mouyk TPETMHHUX JpKepen 1H(opmaii
1010 JOKAa30BHUX JAaHUX Yy Taly3eBUX CTaHAAapTax y cdepi OXOPOHHU 370pOB' YKpaiHu,
Ha caillTax MDKHapoAHUX MNpoduIbHUX opraHizamii, y 06a3zax nanux PubMed, Trip
Database.

I'any3eBi crangapTu y cepi oxopoHu 310poB'si YKpaiHu:

Yunuuii Bunyck JdepxxkaBaoro ¢gopmyasipa JikapcbKHX 3ac00iB 3aTBepAKeHHU I
nakazom MO3 Ykpainn Bix 13.06.2022 Ne 10116 - sxnrouenuii.

3a JaHUMU PEECTPY MEAUKO-TEXHOJOTIUHUX JOKYMEHTIB 31 CTaHJaapTu3arlii
MEIMYHOI JOIMOMOTH’ BiICYTHIM CTAaHAAPT MEIUYHOI JONOMOTH, KIiHIYHMN MPOTOKOI
JUIst JIIKyBaHHs reModutii A ta B.

MiskHApOaHI KJIiHIYHI HACTAHOBH TA HACTAHOBU HAYKOBUX TOBAPHUCTB IHIIUX
KpaiH:

1. Pexomennanii MeaAn4HO-HAYKOBOI KOHCYJIbTATHBHOI paau HamioHaabHOrO
donay 6oporsou 3 remodiiiero, CILIA (MASAC - Medical and Scientific Advisory
Council of the National Hemophilia Foundation) moxo npenapariB, CXBaJIeHUX 1151
JiKyBaHHS reMoQiii Ta iHmux posaaniB 3ropranis KpoBi (MASAC Document 272
- MASAC Recommendations Concerning Products Licensed for the Treatment of
Hemophilia and Other Bleeding Disorders, 2022)3

JlikyBaHHsI mamieHTiB 31 cnmaakoBow remodiiiero A ado B Ta iHriditopamu
¢akropa VIII ado ¢pakropa IX

MaroTh mokaszaHHs IS JIIKyBaHHS Ta/a00 Mpo(UIAKTUKU €mi30/1iB KpPOBOTEUl Y
MaIi€HTIB 13 1HT101TOpaMu KIbKa JTIKapChKHUX 3ac001B, SIK1 HE € B3aeMo3aMiHHUMU. Bubip
JTIKapChKOTO 3aco0y 3ajekuTh Bi 0aratbox (HakTOpiB, BKIIOYAKOYM THUIT 1HTi0iTOpa
(HU3BKOpEaryI4Hil/BUCOKOPEAarylounii 1HT101TOp), MOTOYHUN THTp iHTIOITOpa, MicIe
KpOBOTEYi, MOTEPEJHIO PEeaKIlifo Ha JIKApChKi 3acO0M, HASBHICTh JaHMX KITHIYHHUX
JOCIJDKEHb, IO IMITBEP/KYIOTh 3aCTOCYBAaHHS JIIKAPChKUX 3ac00iB, 1 JOCTYITHICTh
He(aKTOPHUX JIIKApChKUX 3ac00iB (Hampukiaa, eminuzymad). Ilpu BHCOKMX THUTpax
iarioiTopie IIT € mHalikpamuM BapiaHTOM BEJICHHS TakKux TmamieHTiB. HacTtiiiHo
PEKOMEHY€ThCS TPOKOHCYIIBTYBATHUCS 3 Jikapsimu LlenTpy iikyBanHS reModurii 11010
BUOOPY JIIKapChKOTO 3aC00Y /I BE/ICHHS MAIlI€HTIB 13 1HT101TOpHOIO popMOto TemModimii
A abo B.

JHlo mnpemapariB mryHtyrouoi nii (bypassing agents, BPA) nns nikyBaHHS
inriditopuoi ¢opmu remodinii A a6o B Bimnocats AKK (FEIBA®) i konuentpar
pexom6inanTHOrO aktBoBaHoro (akropa VII (emraxor amsda (NovoSeven RT!'?) Ta

6 https://www.dec.gov.ua/materials/chinnij-vipusk-derzhavnogo-formulyara-likarskih-zasobiv/

7 https://www.dec.gov.ua/mtd/gemofiliya/
8https://www.hemophilia.org/healthcare-professionals/guidelines-on-care/masac-documents/masac-document-272-masac-recommendations-concerning-
products-licensed-for-the-treatment-of-hemophilia-and-other-bleeding-disorders

° https://www.fda.gov/vaccines-blood-biologics/approved-blood-products/feiba-nf-anti-inhibitor-coagulant-complex

10 https://www.fda.gov/vaccines-blood-biologics/approved-blood-products/novosevenrt
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entakor 6era (SEVENFACT!!)). Eminuzyma6-kxwh (Hemlibra'?) — ne rymanizosane,
pekoMOiHaHTHe, OlocnendiyHe MOHOKJIOHAJIBHE aHTUTUIO, K€ 3aMIHIOIOUM YACTUHY
¢ynxuii kodakropa FVIII 3B’ a3yetbes 3 FIX/FIXa 1 FX/FXa, 3anob6irae abo 3meHmye
KpOBOTEU1 y IOPOCIUX, MIJIITKIB, IIT€H 1 HEMOBJIAT 3 TeMouli€to A Ta 1HT10ITOpaMHU.

Pusuk TpoMOGoeMOoIii: Mpu 3aCTOCYBaHHI MpernapariB IIYHTYIOUOi Jii 1CHYIOTh
PU3UKH TPOMOOYTBOPEHHS, TOMY Ba)JIMBO, 100 JIIKapi Ta MAL[lEHTH HE TEPEBUILYBaIN
pexkomeHgoBaH1 A03u. [lamieHTaM, XTO 3acTOCOBYe eMilu3ymad 3 mpodLIaKTUYHOIO
METOI0, CI1J] YHUKATu cynmyTHboro 3actocyBanHsa AKK mix yac 1 10 mecTu MicsIiB micis
3aCTOCYBaHHS eMili3ymMady, OCKUIbKM 3aJIMIIKOBI PIBHI eMili3ymady MOXYTb
30epiraTucs B TUIa3Mi.

JlikyBaHHsI XBOpHX HA HA0yTy remo@diiiro A 3 iHridiropamu

3a MeBHUX yMOB Y 0ci0, SIKi HE HapOJUIIUCS 3 TeMO(UIIE€I0, MOXKYTh BUPOOJIATHUCS
aHTUTLIA a0o0 1Hr10ITOPH, K1 BUKIUKAIOTh pyiHyBaHHs (akTopa VIII, mo npusBoauTth
710 KJIIHIYHOT KPOBOTEY1 4Yepe3 MyKe HU3BKUU PIBEHb I[HOTO (paKTOpa 3rOpTaHHS KPOBI.
Taki  1HriOiTOpM MOXKYTh  yTBOPIOBAaTHCh Yy  TMAlll€HTIB 3  OHKOJIOTTYHUMH
3aXBOPIOBAHHSMH, CHCTEMHHUM 4YEPBOHHM BOBYAaKOM Ta IHIIMMH ayTOIMyHHUMH
3aXBOPIOBAHHSMH, OJHAK YacTO HE BJAETHCS BUSBUTH CYITyTHI 3axBoproBaHHs. Ocobu 3
Ha0yTO reMouTiero A TOBUHHI JIIKYBaTHUCS T€MaTOJIOTaMHU, SIKI MAlOTh JIOCB1]] BEJICHHS
TakuX mnarieHTiB. Taki mamieHTH MOXYTh JiKyBaTucs entakorom aibda, AKK,
00i3ypom'® (cxBaneHmit YnpaBliHHSAM 3 NUTaHb XaPYOBUX IPOAYKTIB 1 JKAPCHKUX
3aco0iB CIILA (U.S. Food and Drug Administration, FDA) nis BukopuctanHs Juiie npu
HaOyTii remodirii A).

2. Pexomenaanii MeIu4HO-HAYKOBOI KOHCYJIbTATUBHOI paau HanioHajabHOTrO
dbonay O6oporrdu 3 remodiiiero, CIHIA (MASAC) mono BBeJeHHSI B JOMAIIHIX
YMOBAX NpenapariB HIYHTYIOUOI il mnamieHTaMm i3 remodiiiero Ta 3 inridiropamu 10
¢akropiB 3ropranna (MASAC Document 271 - Recommendation on
Administration of Inhibitor Bypassing Agents in the Home for Patients with
Hemophilia and Inhibitors, 2022)!

JlixyBaHHsT KpoBOTeul TmpemapatamMu ImyHTyrodoi nii, a came AKK a6o
pexom6OinanTHUM FVIla (rFVIla) Mmoxe OyTr mokaszane y pas3i rocTpoi TpaBMH, KPOBOTEUi
Ta MpU HEOOXIMHOCTI XipypriuHoro BTpyd4aHHs. Lli mikapceki 3aco0M TakoX MOXKHA
BUKOPUCTOBYBATH JIJIs MPOQPLUIAKTUKHA OKpeMo abo mipu nposeaeHHi [1T.

Jlist mpodUTaKTUKK KPOBOTEU1 Y MAIIEHTIB 13 IHT101TOpHUMEU hopMamu reMod i A
3aCTOCOBYIOThH €MINM3YyMa0, AKUI HEe TTOKa3aHUMU TS JIIKYBaHHS TOCTPUX KPOBOTEY.

[ToBimOMJISITTIOCE TIPO  BHHWKHEHHS TPOMOOTHYHUX SIBUI] 1 TPOMOOTHYHOI
MIKpOaHTIOonartii y maimieHTiB 3 iHri0iTopHOIO dopmoro remodinii A Ha ¢oHI Teparii
eminmuzymadbom ta BeeneHass AKK y no3i monan 100 On/kr/no0y npotsrom 24 roaux abo

11 https://www.fda.gov/vaccines-blood-biologics/sevenfact

12 https://www.fda.gov/drugs/drug-approvals-and-databases/fda-approves-emicizumab-kxwh-hemophilia-or-without-factor-viii-inhibitors

13 https://www.fda.gov/vaccines-blood-biologics/approved-blood-products/obizur
https://www.hemophilia.org/healthcare-professionals/guidelines-on-care/masac-documents/masac-document-27 1 -recommendation-on-administration-of-
inhibitor-bypassing-agents-in-the-home-for-patients-with-hemophilia-and-inhibitors
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oube. IloBimoMisocs TakoX MNpo BUNAAKKA TPOMOOYTBOPEHHS Mij Yac 3aCTOCYBAHHI
AKK (0e3 eminmuzymaly) y Bucokux pgoszax (200 OJ/I/kr/menn) Ta/abo y maii€eHTIB 13
dbakTOopaMu pu3NKy TpoMOO03Y; PO CEPMO3HI apTepilasibHI Ta BEHO3H1 TPOMOOTHUYHI MOI1T
IICTISl 3aCTOCYBAHHSI enTakory anbga (6e3 0JJHOYaCHOTO 3aCTOCYBaHHS eMilnu3ymMaldy) Ta
TICTISl BBEJICHHS €NTaKoTy Oerta.

MASAC pekoMeH1y€e nauieHTaM 3 iHri0iTopHuMU popMaMu reModitii mpu3HayaTH
BIJIMOBIJHI NpenapaTyd HIYHTYIOYOI i JJisi BBEAEHHS BIOMa 3 METOIO JIKYBaHHs a0o
3ano0iraHHs KpoBOTeUl, BIANOBIAHO 10 IEPCOHANII30BAHOIO TUIaHY JIIKYBaHHS KPOBOTEYI.
[Tpo Oyab-sKy MOOIUHY peakilio, 1110 BUHUKIIA ITi] 4ac 3aCTOCYBaHHS JIIKAPCHKUX 3aC001B
cmja mnoBimomisaTd LleHTp JnikyBaHHS remoduiii, ¢dapManeBTUYHY KOMIAHIIO Ta
VYrpaBiiHHS 3 IUTaHb XapyOBUX MPOAYKTIB 1 1iKapchkux 3aco6iB CIIA (FDA).

3. MixkHapoaHi y3roakeHi pekoMeHAalil 010 JIiKyBaHHsA 0Ci0 3 remoduiico B
2022 poky (International consensus recommendations on the management of people
with haemophilia B, 2022)'5

MixHapoHa rpymna Oysa ckiukana B aunHi 2020 poky, 10 ckiany axoi yBidnum 15
yieHiB 3 12 kpain (ABctpanis, Benuka bpuranisa, benbris, @paniis, Himeuunna, Icnanis
ta [lIBemis, Anonisa, bpasumis, Konym6is, Kanana, Criomydeni [lltatu), Ta BKItouana y
CKJIaJ] T€MaTOoJIOTIB 3 JIOCBIJIOM JIIKYBaHHS JITEH 1 Jopociux 3 remodinieto B, ekcnepTis
3 MOJIEKYJISIpHO1 010J10T1i Ta 610METUYHUX HaYK.

J11st marieHTiB 13 iHr161TOpHOIO PopMoto reModiii B, ski MatoTh TOCTPY KPOBOTEUY,
TpaBMYy a00 OTPeOYIOTh XIPypriyHOTO BTPYYaHHs JOCTYITHI JBa JTiKapchki 3acoou: AKK
a6o rFVIla. rFVIla mae 6yru mepuum Bubopom, AKK moxke OyTu TepaneBTUYHUM
BapiaHTOM, OjHaK BiH MIcTUTh FIX 1 Moxe cnpuunHHTH ab0 TOCHUIUTH aJeprivuHy
peaxIliro.

IIT MoXxke BUKOPUCTOCYBATUCH IIPH BEJEHHI MAaIli€EHTIB 13 1HTi0iTOpHOIO (POpMOIO
remodinii B, ogHak moTpiOHO 3Ba)KyBaTH Ha CITIBBITHOIIEHHS PU3MKIB Ta KOPUCTI Ta
IIPOBOJIUTHCH TT1JT HATJIAIOM KOMaHJIH JIIKapiB 3 JOCBIIOM BEJCHHS TAKWX MAIlI€EHTIB Y
criemiangizoBaHoMy 1eHTpi. HeoOxigHO MNPOBOAWTH TMOCTIMHUNH MOHITOPHHT CTaHY
HalieHTa II0J0 MOXJIMBOTO PO3BUTKY HE(OPOTHYHOTO CHHIAPOMY Ta/ab0 TKKUX
ANePriYHUX PEaKIIii.

4. OHOBJIEHHI KOHCEHCYCHOI 3asaBH mneaiatpuuHoi Po0Gouoi rpymnm Ta
BUKOHaB40ro komirery Ilentpy remoduiii BeauxoOpuranii (United Kingdom
Haemophilia Centre Doctors’ Organisation UKHCDO) moxo inaykuii iMmyHHOL
TOJIEPAHTHOCTI NPHU TseKKid remoginii A (Immune tolerance induction in severe
haemophilia A: A UKHCDO inhibitor and paediatric working party consensus
update, 2021)1¢

HenTp remodinii Benukoopuranii (UKHCDO) BBakae, 1110 70BroTpuBaia iHIyKITis
TosiepanTHOCTI 10 pakTopa VIII Ta 1oBrocTpokoBa miATpUMKA 3aJIUIIAIOTHCS BAXKIUBOIO
METOIO JIIKYBaHHS HEIIOJABHO MIATBEP/KEHHUX IHTI0ITOPIB y MAIIEHTIB 3 MIHIMAJIBHUM

15 https://journals.sagepub.com/doi/full/10.1177/20406207221085202# _i7
16 https://onlinelibrary.wiley.com/doi/epdf/10.1111/hae.14381
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KypcoM JiKyBaHHA<150 ekcmno3umii i, omxke, IIT 3anuiaeTscs pEeKOMEHIOBAHUM Y
BenukoOpuranii craHgapTOM JIIKyBaHHS Yy I rpymi mnamiedtiB. [{o cxBaneHHs
eminuzymady UKHCDO npu nposeaensi [IT pekomenayBaiv 3aCTOCOBYBaTH MOMIPHI1
(100 Ogp/xr) 1 Bucoki (200 Op/kr) m03M, BHUCOKOYACTOTHE (IIIOJCHHE) BBEIACHHS
koHuentpaty FVIIL. Hapasi, npu 3acTocyBaHH1 eMilln3ymMa0y siK JIIKapChbKOTo 3aco0y J1s
npodutaktuku kpoBoted, Po6oua rpyna UKHCDO nepersisiHyia KOHCEHCYCHY 3asBY Ta
MIpeICTaBIIsA€ PEKOMEHAIIT 1010 3aCTOCYBAHHS /103 Ta YACTOTU BBEJICHHS KOHIICHTPATY
FVIII mpu IIT.

[T cnig nponoHyBaTH AITSAM 3 TSKKOIO reModutieto A ta iHridiropom dakropa VIII
>0,6 Ob 3a pesynapratamu ananmizy beresma y monudikamii Hivimerena. IIT cnin
NOYMHATH, SIK TUIbKM Oy/ie MIATBEPAKEHO HASIBHICTh 1HT101TOPY, HE3AIEXKHO BiJ TUTPY,
0e3 nepepuBaHHs JIIKyBaHHS y BUMIAJKY MAIIEHTIB, IK1 OTpUMYIOTh nnpodinaktuky FVIIL.

VY sxocti nepuioi diHii g nposeneHHs IIT cnig BUKOpUCTOBYBAaTH KOHIIEHTpAT
pekombinanTHoro FVIII. 3a BiACYyTHOCTI TMOTOYHUX BHUCOKOSIKICHUX JaHUX, IO
JTEMOHCTPYIOTh TlepeBary Oylb-sIKOro OKpemoro mpenaparty, 3a3suvail [IT mpoBoasTh
TUM JIIKAPCHKUM 3aco00M, SKHH BHUKOPHUCTOBYE MAI[I€HT TiJ Yac IarHOCTYBaHHS
yYTBOPEHHS 1HT101TOpA.

Tutp inridiTopa < 2 Ob: KO HOBOHAPOKEHOMY a00 AUTHHI BBOJASITH Y SKOCTI
nepioi JiHiT kKoHueHtpar FVIIL 3 mertoro mpodinakTvku KpoBOTedi, TOAI HEOOXITHO
posmnovatu IIT, miasummusmu 103y FVIII 1o 50 MO/kr depe3 neHb. SIKIIO MKOBUM TUTP
saymmaetbest < 2 Ob 1 y maiieHTa HE BUHUKAIOTH €IM130J1M KPOBOTEUl, MpoQiIaKTHKa
eMinu3ymMabomM He TOTpiOHA. SIKIIO BUHMKAIOTH CYIJIO00BI a00 KIIHIYHO 3HAYYII
KPOBOBWJIMBH y M’SIKI TKaHMHH, 10 MOTpedye JiKyBaHHsS KoHleHTparoM FVIII, crmixg
pO3I0YaTH BBOJUTH eMIIT3yMad 3 MeTO0 MpodIaAKTUKY MaHOyTHIX KpOBOTEY.

Tutp inridiropa 2-5 Ob: ctaprosa no3a ITI - 50 MO/kr uepe3 nenb. st BupieHHs
HEOOXITHOCT1 BBEJICHHS eMiln3ymMady He0OXiIHO BpaxoByBaTH ()EHOTHUIT KPOBOTEHl Ta
TEHJICHIIIF0 YTBOPEHHS 1HT10ITOpA.

Tutp inridiropa > 5-200 Ob: craproBa mo3a ITI - 50 MO/kr dyepe3 IeHb.
OpHouacHO  pO3MOYHITE  MPOPUIAKTUKY  eMinu3ymadboM.  30UIBIIUTH  J03Y
pexom6inanTHOoro FVIII no 100 MO/kr/no0y, sikmo Ha ¢oni mporo pexumy T tutp
iriditopa > 200 OBb.

Tutp iuriditopa > 200 Ob: craptoBa mo3a ITI - 100 MO/kr/no6y. OgHouacHo
PO3MOYHITH MPOPLIAKTUKY EMIU3yMaOOM.

He cnin nepepuBatu Ta 3minoBat 1031 FVIII, ockibKU 116 MOXKE TTOCTAaBUTH TTiJT
3arposy ycmix IIT.

UKHCDO Ta HamionansHa 6a3a gaaux reModiii mpoJoBXKyOTh 30MpaTu JaHi Mpo
pesynbratu [T Ta mani mpo HECTIPUATIMBI MO
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S. Pexomenaauii BeecBiTHBOI (penepanii reMo@iiii moao JiKyBaHHsA reMogiii
(World Federation of Hemophilia (WFH) Guidelines for the Management of
Hemophilia, 3rd edition, 2020)"".

Pexomenpanii aas1 mamieHTiB 3 IHri0iTopHoro ¢opmorw remodinii A st
JiKyBaHHS TOCTPUX KPOBOTEY:

° Bceecsitas deneparis remodinii (BOI') pekoMeniye npoBoAUTH JiKYBaHHS
3 ypaxyBaHHSM THUITY 1HT101TOpPY:

-HU3bKOpearymooui - konuentpat FVII;

-BUCOKOpearyroul - npenapatu myHTyrouoi 1aii (AKK, rFVIIa).

° Jist TuX, XTO0 OoTpuUMye npoduiakTuky eminuzymaoom, BOI' pekomennye
3aMiCHY Tepamnito (akTopoM 3ropTaHHs KpOB1 Ta, y BUMAJKY NMpU3HAYEHHS Ipernaparib
HIYHTYIOYOi i, peKoOMeH1ye HajnaBatu nepeBary BukopuctanHio rFVIla nan AKK nns
YHUKHEHHSI pU3UKY TPOMOOTHYHOI MIKPOAHT10MAaTIi.

Pexomenpanii mono nposeaeHns II'T y nmaumienTiB 3 iHriditopuoro ¢gopmoro
remodijiii A: pu CTiiiKMX HU3bKOpearyro4ux iHridiropax, BOI' npononye po3risHytu
noruteHICTB IIT. Tlamientam 3 remodinieto A ta ctiikumu iHrid6iTopamu, y skux T He
Oyna ycmimHoo, abo ki Hikoan He npoxoauin 1T, BOI' pekomennye npodiiakTuky
eMIU3yMa0oM MOPIBHSAHO 3 MpOo(dUTaKTHKOIO npenapatamu myHTtytouoi Aii (rFVIla a6o
aPCC), ockinbku eminu3ymad € Outblll e(peKTUBHUM Yy NpOUIAKTHIIl KPOBOTEU Ta
IPOCTIIINM y BBEACHHI 3aBJISKHU MiAMIKIPHOMY BBEJIEHHIO pa3 Ha TUKICHb.

Pexomenganii ajas maunieHTiB 3 iHrioiropHow dopmorw remodinii A, saki
rOTYIOThCS /10 XipypPrivHoro BTpy4aHHsi a00 iHBa3MBHOI MpPoOUeaypH:

° Ipy HHU3bKopearywouux iHrioiTopax - BOI' mpormonye BUKOpPHCTOBYBATH
OUThII BUCOKI J03W Ta yacTimie BBeAeHHs FVIII, Takox BHU3HAE K MOXIIMBUNA BapiaHT
OesnepepBHy 1HGY31t0 3 kKopuryBaHHsM go3u FVIIL. Skmo mnamieHT oTpuMyBaB
eMinu3ymal - peKOMEeHIye HajaBaTu nepepary BukopuctanHio rFVIla nag AKK;

° Ipyu BHCOKOpearyrwouux iHriditopax - B®I' pekomenaye Tteparito
npenapatamu myHrytouoi aii (AKK, rFVIla na poscyn mikaps). Skmio Teparist oHUM
npenapaToM IIYHTYHOYOi Aii HE CHpalboBYeE, IHIIUM TEPANEBTUYHUM IIIXOJ0M €
yepryBanHs rFVIIa 3 AKK. [lns mnamieHTiB, sSKi OTpUMYIOTH eminuzymad, BOI
pexomenaye konneHtpaT FVIII abo HM3bK0/1030BY 3aMicHY Teparriio dakTopom, ado ii
BIJICYTHICTH (y BUIIJIKy HE3HAUHOI omepallii a0o iHBa3MBHOI IPOLIETYPH).

Pexomennanii nysi nmamieHTiB 3 iHrioitopHorw ¢opmorw remodinii B s
JIKYBaHHA TOCTPUX KPOBOTEY:

B®I" pexomenmye mpoBOAUTH JIIKYBaHHS 3 ypaxyBaHHSIM THUITY 1HT101TOPY:

-HU3bKOpEaryrodi - mpernapar, mo MicTuTh FIX, Ko BiacyTHI anepriudi peakiii
Ha FIX;

-Bucokopearytwoul - BOI' nanae nepesary rFVIla nmepen AKK, ockinbku AKK
MictuTh FIX 1 MOXe cripuauHATH a00 MTOCHIIUTH aJIepTidyHy PEaKIIifo.

17 https://onlinelibrary.wiley.com/doi/10.1111/hae. 14046
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Pexomenpanii moao nposeaeHns II'T y mamienTiB 3 iHridoiropuorw d¢gopmoro
remogiiii B: BOI' He moxe Hanatu pexkomenaauii mono Bukopuctanus 11T, ockinbku
nocsin 3actocyBannd IIT npu remodunii B € oOMexxeHnM.

Pexomenpanii ays mamieHTiB 3 IHrioiTtopHorw ¢gopmor remodinii B, ski
rOTYKOTBHCH 10 XipypPrivyHoro BTpy4aHHs a00 iHBa3MBHOI IpoLeypu:

° npu HU3bKopearyrouux iHrioiropax, B®I' He Hagae nepeBard TUIY
npenapariB FIX, ane pekoMeHaye 4acTilli BBEICHHS.

° B®I" pekomennye rFVIla, a ne AKK, ockineku AKK mictute FIX 1 Mmoxe
CIIPUYMHUTH 200 MOCHIUTH AJIEPTiYHY PEaKIito.

° JUiist manieHTiB, AK1 MaroTh ajepriuny peakiito Ha FIX, BOI nanae nepesary
rFVIla nepen AKK, ockinbku AKK mictute FIX 1 Moxke crippuyuHUTH a00 MOCUIIUTH
aJIepriuyHy peaxiliro.

6. Pexomenaauii Meau4Ho-HAyKOBOI KOHCY/IbTaTUBHOI paau HauionaabHoro
¢ponay OoporsOm 3 remodidicro (MASAC) momo 3acTOCyBaHHSI Ta KOHTPOJIIO
nepediry 3axBoproBaHHsa eminusymabom-kxwh (Hemlibra®) y mnaunientiB 3
remoginiero A 3 inriditopamu go FVIII ado 6e3 nux (MASAC Document 258 -
Recommendation on the Use and Management of Emicizumab-kxwh (Hemlibra®)
for Hemophilia A with and without Inhibitors, 2020)

Pexomenaanii moao JikyBaHHSI TOCTPUX KPOBOTeY Yy NMAIIEHTIB 3 reMmodinicio
A Ta inrioitopamu no FVIII, siki orpumyBanu eminuzymad. HezBakaroun Ha BUCOKY
e(heKTUBHICTh eMilu3ymMady y 3amo0iraHHi KpPOBOTEY, €Mi30/IM KPOBOTEY BCE OJIHO
MOXXYTh BHMHHMKATH, WI0 TMOTpeOye OJHOYACHOTO 3aCTOCYBaHHS aJbTEPHATUBHOI
reMOCTaTUYHO1 Teparii.

INoctpi kpoBOTEU il JTIKYBaTH 3a AomnoMoror pekombinantHoro FVIla (rFVIia)
y 1031 90-120 MKI/Kr sSK TO4YaTKoOBOi 103W. IlepeBakHy OUIBMIICTH KPOBOTEU CIIiJI
KOHTPOJIFOBAaTH 3a JIONIOMOTOI0 1-3 103, BBEIGHMX HE YaCTIIIe, HDK 4yepe3 KOXKHI 2
roguan. Crmin yHukaTtu 3acrocyBanHs AKK st jikyBaHHS €Mi3o[iB KPOBOTEYi, SIKi
BUHHUKAIOTH Ha (hoH1 podimakTuku eminuzymadom. rFVIla mae 6ytu nepium BapiaHTOM
JIKyBaHHS TOCTPHUX KPOBOTEY, OCKUIbKH 3aCTOCYBaHHs Ii€i KoMmOiHaIii He 3MiHIOE
npodine 6e3nexu rFVIla. fkmo BukopucroByerhesi AKK, #ioro cmim 3acTocoByBatd y
1031 He 6unbme Hk 50 MO/Kr, 1m0 BBOAUTHCS SK IMOYATKOBA /103a, 1 HE TIEPEBUIILYBATH
100 MO/kr/no6y. Tpusanicte Tepamnii AKK Takox ciin 3BecT 70 MIHIMyMY, OCKLTBKH
TpHUBAJIC 3aCTOCYBaHHS MPOTIToM > 24 roaud y go3ax Buiie 100 MO/kr/no0y moxke 6yTu
MOB'sI3aHE 3 TPOMOO30M Ta PO3BUTKOM TPOMOOTHYHOI MIKPOAHTI0MATI].

7. TumuacoBi pekomenaauii Po6o4oi rpynu ta BukoHaBuoro komirery Llentpy
remoginii BenauxkoOpuranii (United Kingdom Haemophilia Centre Doctors’
Organisation UKHCDO) mono JiikyBaHHA emi3oiB KpoBoTe4 npu remodimii A,
YCKJIAIHEHOI YTBOPeHHsIM iHri0oiTopiB a0 ¢akropa VIII y namientiB, sKi
orpumyBaiu eminusymad (Treatment of bleeding episodes in haemophilia A

Bhttps://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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complicated by a factor VIII inhibitor in patients receiving Emicizumab. Interim
guidance from UKHCDO Inhibitor Working Party and Executive Committee,
2018)"

[Ilo6 3BecTM OO MIHIMYMY PH3UK PO3BUTKY MOOIYHMX €(EKTIB, MOB’SA3aHUX 13
3acTocyBaHHsIM eMinu3yMaly, llentp remodunii BenukoOpurtanii (UKHCDO) Bunae
JlaHE MPOMI)KHE OHOBJIEHHS CBOIX MOTOYHUX PEKOMEHAAIIN MO0 JIKYBaHHS €Mi30/1B
KpoBOTeY Tpu reModuii A, yckiagHeHuX HasBHICTIO iHri0itopiB g0 FVIII, Ha ocHOBI
00OMEKEHOT KIIBKOCTI OIMyOJIIKOBaHUX AaHUX, AOCTymHUX y jtoromy 2018 poxy. L
BKA31BKH € KOHCEHCYCHOIO 3asiBOIO 1 HalMCaH1 3 NEePCHeKTUBU OPUTAHCHKHX JIKapiB Ta
KJIIHIIUCTIB.

OcHogHi pekomeHnoauii:

° [lepen modyaTKOM 3acCTOCYBaHHA €MILM3ymMady CIil BUMIPSITH THUTP
iHriditopis FVIIL.

° [lepmia JniHis JiKyBaHHS €MI30J[IB KPOBOTEU Mae OyTHM TMpOBEIcHA 3a

nonomoroto rFVIla. FVIII monunu abo pekomOinanTHuii cBunsiunii FVII moxyTs 6yt
3aCTOCOBAaHI, SIKIIO KpoBOTeua He 3HUKae mpu BBeaeHH1 rFVIla, a tutp iHridiTopis
HU3bKHM.

° Enizogn kpoBoteu He cmig mikyBatu AKK, kpiM BUMajKy, KOJIW HEMae
iHmx Bapiantie. Ilpu BukopucTanai AKK mouarkoBa g03a He TOBUHHA TIEPEBUIITYBATH
50 Oll/xr. Sxmo notpidHa apyra mo3a AKK, marieHT moBuHEH OyTH TOCHITaII30BaHHU I
JUTSL CITIOCTEPEXKEHHS 11010 MOTEHIIMHOTO PO3BUTKY TPOMOOTHYHOT MiKpOAHT10TIaATI].

° Uepez TpuBanuii  mepioJg  HAMIBBUBEACHHS  eMinu3ymaldy  CIija
JOTPUMYBATUCS IIMX PEKOMEHJAI M0A0 JIKyBaHHS NPOTITOM 6 MICSIIIB ITiCIIS
NPUITMHEHHS IPUITOMY 3a3HAYEHOTO J1KapChKOro 3aco0y.

Y mucrax MO3 Bixg 09.06.2022 No25-01/12931/2-22 Tta Bim 20.06.2022 No25-
01/13739/2-22) Oyno BU3HAaYEHE MOKAa3aHHA JJISI MEJUYHOTO 3aCTOCYBAHHS - JIIKyBaHHS
NaIieHTiB 3 iHri6iTOpHOIO hopmoro reModimi Tuny A abo B Tta kommaparopu 1o AKK -
pekoMmOiHaHTHUN (dakTop 3ropTaHHs KpoBi VIla (enrakor anbha aKTHBOBaHHI),
eMiIu3yMa0, Teparis IHAYKII1 IMyHHOI TOJIEPaHTHOCTI.

IIT - e okpema cTparteris BeJCHHs MAIIEHTIB 13 1HT101TOpHOIO PopmMoto remodiii,
MeTa sIKO1 epaJuKallis iHrioiTopa, Ta nepeadavac yacte BBEACHHS JIFOIMHI 3 1HT10iTOpamMu
1103 (hakTOpa 3ropTaHHS KPOB1 MPOTATOM KUIBKOX MICSIIIB, a 1HO/I1 1 POKIB, 100 TPUBYUTH
OpraHi3M NpuUMaTH JIKapChbKUK 3acid, He TpurHidyyro4yn Horo. JlaHa cTparteris He
HaIllJIeHa Ha JIKYyBaHHS TOCTPUX KPOBOTEU Yy TMAIIEHTIB 3 1HTIOITOpPHOIO (hopMOIO
reModiTii, TOMy Mpu MPOBEACHHI MONTYKY TaHUX MOpiBHUTBHOI ehexTuBHOCTI AKK mist
JKyBaHHS MAIi€HTIB 3 1HT101TOpHOIO hopmoro remodirii IIT y sxocTi kommapaTopa He
pO3TIIsA1aIach.

http://www.ukhcdo.org/wp-content/uploads/2019/05/2018-Collins_et_al-2018-Haemophilia.pdf
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HacTynHoo cTpareri€lo MEHEeIKMEHTY IHTIOITOpIB y HAII€HTIB 13 IHrIOITOPHOIO
dopmoro remodunii € mpoduIakTHKa KpoBOTEU (3amoOiraHHsl €mi3ojlaM KpOBOTEY
yaponosx IIT, a6o xomu IIT HeedekTnBHA/HEeHOCTyNHA MalieHTy). BinmoBigHo 10
IHCTPYKIT AJii MEIWYHOrO 3aCTOCYBaHHS eMilu3ymady JaHWil JiKapcbkui 3acid
MOKa3aHUuM JJIsl PYyTUHHOI PO 1IaKTUKH 3 METOIO 3an1001raHHs ab0 3MEHIIEHHS YaCTOTH
emi30/1iB KPOBOTEY y JAOPOCIMX Ta MiT€l, MOYMHAIOYM 3 HAPOIKEHHS, XBOPUX Ha
remodunito A (Bpomxenuit nediuut VIII dakropa 3ropraHHs KpoBi) 3 YTBOPEHHSIM a00
0e3 yrBopeHHs 1Hri0iTopiB 10 (akTopa VIII. Takum unHOM, eMinu3yMal sl MALI€HTIB
(mopociux Ta gited) 3 iHri0itopHoro Qopmoro remodumii A TOKazaHUU IS
npo(UTaKTUKH, a HE JIKYBaHHS €Mi30/11B KPOBOTEY, TOMY IIPH MPOBEACHH1 MOIIYKY JaHUX
nopiBHsUIbHOT edekTuBHOCTI AKK ass nikyBaHHSI mami€eHTIB 3 1Hr1061TOpHOIO GOpPMOIO
remodinii eMinu3ymad y SKOCTI KomIapaTopa He posrisiaaBcs. [Hdopmaris momo
MOPIBHSUIBHOT KJIIHIYHOI €(EeKTUBHOCTI Ta O€3MeKH MpenapaTiB IIYHTYIOUOK Jii Ta
eminm3ymalOy HaBeJeHa y BHCHOBKY 3 JEp’KaBHOI OI[IHKM MEIWYHHX TEXHOJOTIH 3a
CKOPOYEHOI0 mponeayporo (eminusymad) Bix 06.10.20212%°,

JlomaTkoBO HEOOXITHO 3ayBaKWTH IOJIO JIIKYBAaHHS TNAIlIEHTIB 3 IHT10ITOPHOIO
dopmoro remodinii B. 3a ganumu BceecBiTHROT (epepariii remoduiii y mMamieHTiB 3
remodiniero B Ta Bucokopearyrouumu inrioiropamu o FIX nepeBara nanaerscst rFVIla
nepen AKK; marientam 3 remoduniero B ta Huzbkopearyrounmu inrioitopamu g0 FIX
JUTS JTIKYBaHHS TOCTPHUX KpPOBOTE€UY PEKOMEHJIOBAHO BHKOPHCTOBYBATH Ipemapar, IIo
mictuth FIX, skumo BigcyTHi anepriudi peakmii Ha FIX. YV Bunaaky aneprigxoi
peakuii/anadinakcii Ha BBeaeHHs FIX, mis mikyBaHHS roctpux KpoBoTed BcecBiTHs
denepartis remodinii pexomeHnaye BukopuctoByBaTh rFVIla, ame Buctymae mportu
Bukopuctanis AKK, ockinbku BiH mictuTh FIX 1 Moxe cnipuymHUTH ab0 MOCHIUTU
aJIeprivyHy peaxiliro.

Jlns marmientiB 3 iHTiOiTOpHOIO (hopMmoro remodirii B BcecBitHs denepartis
remModiii HE MOXKe HaJaTH peKoMeHpalii moao Bukopuctanus teparii 11T, ockinbku
noceif 3actocyBanHs II'T npu remodinii B € oOmexxeHuM.

BignoBigno mo iHCTpyKIi mas MeamuHoro 3actocyBaHHs (PII NeUA/16954/01/)
@eitba mokazaHa Uil JIIKYBaHHS KPOBOTEY y MAIIEHTIB 3 iHTIOITOpHUMHU (dopMamMu
remodinii B 3a BigcyTHOCTI iHImoro cnerudivnoro gikyBanus. Illogo 3acTocyBanHs y
MaIieHTiB 3 1HridiropHoto popmoro remodinii B, To, sk 3a3HAYEHO B IHCTPYKIN IS
MEIUYHOTO 3aCTOCYBAHHS MIOJI0 MPO(UTAKTUYHOTO 3aCTOCYBAaHHS JIIKAPCHKOTO 3aco0y
narieHTam 3 remodiniero B 3 HasgBHICTIO 1HTIOITOPIB, Yepe3 PiIKICTh 3aXBOPIOBAHHS
iCHYIOTB JHIIE 06MEXeHi KIiHiuHI NaHi momo 3acTocyBanHs mpenapaty ®EMBA s
npoUTaKTUKKA KPOBOTEUl y TAIIEHTIB, XBOpUX Ha reMo(dinito (KIiHIYHI BHITaJIKH,
ommcani y miteparypi (n=7), 1 KIiHIYHI gaHi, oTpuMani y xoai gociuimkers 090701 3
BUBYCHHS MPOQITAKTUYHOTO 3aCTOCYBaHHS mpemnapary (n=1)).

20 https://www.dec.gov.ua/wp-content/uploads/2021/10/dodatok_emiczyzumab_vysnovok.pdf
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TakuM 4MHOM, [JI1 MOJANBIIOrO MpoBeneHHs AepkaBHOI OMT 3a ckopoueHo1o
npoieaypoto Jikapcbkoro 3aco0y AKK 6yno chopMynboBaHe HACTYITHE AOCTiIKYBaHe
KJiHIYHEe NHUTAHHA: BHU3HAUUTH €(QEKTUBHICT Ta O€3MeKy 3acCTOCYBAHHS
AHTUIHTI0ITOPHOTO KOAryJssHTHOIO KOMIUJIEKCY Yy TIOpPIBHSHHI 3 pPEeKOMOIHaHTHUM
¢akropom Vlla (enrakor anbda) Ajid JIKYBaHHS TOCTPUX KPOBOTEU y MAIIEHTIB Oy.b-
KO0 BIKY 3 1HT10ITOpHOIO (popMmoro remodiii A.

HocaimkyBanuii jgikapebkuil 3acid (JI3): aHTUIHTIOITOpHUM KOATyISTHTHUM
komruiekc (AKK) (B02BDO03).

JI3 nmopiBusinHs: pekoMOinanTHUi (pakTop VIla (enrakor ansda) (BO2BDOS).

JocaigkyBaHa monmyJasimisi: NanieHTH OyAb-IKOTO BIKY 3 1HTOITOPHOIO (OPMOIO
remoduii Tumy A.

OCHOBHI J0CTiAKyBaHi pe3yIbTaTH: 4Yac IPUIIMHEHHS €130y TOCTPOi KPOBOTEY,
KUTBKICTh MAIlIEHTIB, SIK1 MOTPEeOYIOTh JOAATKOBOI 103U YM alibTepHaTUBHOTO JI3.

Crpareris NouIyKy JaHMX: TONIYK JJAHUX TIpoBeeHO Y O6a3ax nanux PubMed, The
Cochrane Library database, PROSPERO. Poku nouryky 2010-2022. Ilomryk miteparypu
OyB OOMEXEHHI aHTJIOMOBHUMHU CTATTSAMH Ta MOBHOTEKCTOBUMU ITYOTIKAI[ISIMH.

Kpurepii BK/II0OYeHHSI: CHCTEMaTHYHI OTJISIIM Ta METa-aHalli3W PaHIOMi30BaHHUX
KOHTPOJIbOBAaHUX JOCITI/KEHb, MPOCIEKTHBHUX Ta PETPOCTICKTUBHUX OOCepBaIliitHIX
nocnimkenb 3 BuBYeHHs 3actocyBaHHsS AKK y mopiBusanni 3 rFVIla nns mikyBaHHS
TrOCTPUX KPOBOTEY Yy MAIIE€HTIB 3 1HT10ITOpHOIO (hopMoro reModitii Thmy A.

Kpurepii BUKJIIOYeHHSI: paHIOMI3OBaHI  KOHTPOJbOBAaHI  JOCIiIKCHHS;
JIOCHIDKEHHS] Ha TBapUHAX, 370POBUX JOOPOBOJBIAX; BIACYTHICTh MPEICTABICHHSA
PEe3YIbTATIB AOCIIKEHHS.

Kurwuosi caoBa momyky: hemophilia A, FVIII inhibitors, bypassing agents,
recombinant activated factor VIla, rFVIla, eptacog alfa, activated prothrombin complex
concentrate, aPCC, prothrombin complex concentrate. I[ling yac momyky iHdopmartii
BUKopuctano omneparopu «Boolean» (AND, OR). 3acrocoByBanmucs ¢inbTpu: Meta-
Analysis, Systematic Review, full-text, English.

¥Y3arajibHeHHsI OTPMMAHMX JaHUX: 3 IAHUMU JIBOX 0a3 Oy BusABIIeH1 33 1uTaTu
o0 BTOpUHHUX JKepen iHdopmarii. [licns BukiIrOdeHHS AyONIKaTiB, BUYUTKH
3aroJIoBKiB Ta aOCTPaKTiB, MEpeBIpKU MyOJiKaimiii Ha BiAMOBIMHICTP BU3HAYCHOMY
KIIIHIYHOMY TUTAHHIO JIJIS TTOJIAJIBIIOTO aHami3y OyB BiAiOpaHUN CHCTEMAaTHUYHUM OTJIST
Matino et al., 20152'.

MeToro CHCTEeMAaTHYHOTO OIIsiAy pe3ynbrariB  panaomizoBanux (PKJ) Ta
KBa3ipaH/JIOMI30BaHMX KOHTPOJIBOBAHMX KIIHIYHUX JIOCTIIPKCHb OYyJI0 BHBYCHHS
KITiHIYHOT edexTuBHOCTI pekomOiHanTHOTO ¢akropy VIla (rFVIla) mopiBHsSHO 3
HEAKTHUBOBAHUM AHTHIHTIOITOPHUM KOArynsiHTHUM KomIuiekcoMm (Prothrombin complex
concentrates, PCC) a6o AKK (activated prothrombin complex concentrates) mis
JKyBaHHS €MMi30/1iB TOCTPOi KPOBOTEU1 y MAIIEHTIB 3 1HT10iTOpHOIO (hopmoto remodimii.

21 https://www.cochranelibrary.com/cdsr/doi/10.1002/14651858.CD004449 .pub4/full#CD004449 -sec-0054
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IlepBuHHI pe3yJbTATH KJIIHIYHOI eeKTHBHOCTI

PanHg 3ynuHKa KpOBOTEUI:

1) mo BU3HAYAETHCS 3a 3MIHAMU OY/b-1KO1 Cy0'€eKTUBHOI a00 00'€KTUBHOI OI[IHKU
3a IIKajJow OO0JII0 1 PYXJIHMBOCTI (egpexmusHy peakyito OYI0 BUSHAYEHO ULIAXOM
CMBOPEHHS. OUXOMOMIL eqheKmuUBHOI ma YacmrKo8o egheKmueHoi 8ionoGioi NOPIGHAHO 3
ManoegekmusHow ma HeeqphekmueHolo peaxkyicio, 3acmoco8youu Memoo 2SPAHUYHUX
umosipnocmeti (marginal probabilities method));

2) 110 BU3HAYAETHCA 32 00’€MOM I'€éMaTOMH, 1110 PEHTIEHOJIOTIYHO OI[IHIOBABCS B
Oy/b-SIKHii MOMEHT TIPOTATOM TEPIIUX 48 TOAMH.

BropunHi pe3yabTaTH KIIHIYHOI e()EeKTHMBHOCTI: KUIBKICTh YYaCHHUKIB, SIKi
noTpedyIOTh T0AATKOBOTO ab0 albTEPHATUBHOIO JIIKYBAHHS; KUIBKICTh YYacCHUKIB 3
noOiyHuMU edekTamu (TpoMOO03H1, alnepridHi peakilii); pe3yabTaTH JIabOpaTOPHUX TECTIB
reMocTasy.

[Tomryx PKJI Ta kBa3ipangomizoBanux kiaiHiuHuX gociimxkens rFVIla ta PCC, AKK
JUIsL JIIKYBaHHS JITe Ta JOpociaux 3 reModiniero OyAb-SKOTO CTYMEHS TSKKOCTI 3
niarnoctoBanuM 3HMxKeHHsM piBHS FVIII a6o FIX y kpoBi Ta HasiBHOCTI 1HT101TOPIB 110
FVIII a6o FIX 6yas-sikoro Tutpy 0yB npoBenenuii y Peectpi BunpoOyBaHb KoaryaonaTii
I'pynu wmyxkoBiciuao3dy Tta reHetuyHux posnaaiB (Group's Coagulopathies Trials
Register) Ta KokpeHIBCbKOMY HEHTPaJIbHOMY PEECTPI KOHTPOIBLOBAHHMX JOCTIIKEHB
(Cochrane Central Register of Controlled Trials, CENTRAL), 6a31 nanux MEDLINE Ta
BUKOPHUCTOBYIOUHM PYYHUHN MOITYK B kypHali “Haemophilia”.

3 15 mocnimkeHs, 3HAHIEHUX Yy pe3yabTari nomyky, 2 PKJ] Oynu BrItoueHi s
IPOBEACHHS CHUCTEMAaTUYHOTO oAy (mami - gochimkeHHs Astermark, 2007 Ta
nocmipkeHHss  Young, 2008). OOuaBa IOCHIKEHHS TMOPIBHSAJIBHOI — KIITHIYHOT
edextuBHOCTI TFVIla Ta AKK Oynu 0araTtonieHTpOBHUMH IEPEXPECHUMHU BIIKPUTHUMU
PKI.

ABTOpaMu TyOJTiKaIii MpoBEIEeHA OIlIHKA SIKOCTI BKIIOYCHHUX JOCIIKCHbB, IO
nepeadayvana oIiHKy METOAY paHa0MI3allii, 3aCIIIJICHHS, 3aCTOCYBaHHS aHaJi3y HaMipy
nikyBaTu (intention-to-treat analyses), OIllHKa KIIbKOCTI BTPAauC€HHMX YYaCHHUKIB JJIS
CIIOCTEPE)KEHHSI a00 3Tr0JI0M BHKIIOYCHO 3 JOCIIIKEHHS. 3arajoM oOWJiBa BKIIFOYCHI
KIIHIYHI JOCITIDKCHHS MMOKa3aJld METOJIOJOTIUHI HEJOIIKH, a caMe ICHYBalld CEpHO3HI
mpoOIeMHu IIOJI0 TOTO, SIK Oy po3pobsieHI 00uaBa JOCTIIKEHHS, CTOCOBHO TOTO, JI0
AKOT TPYNW JIKyBaHHS BXOJWJIa KOXHA ocoba (AK 10 TOoYaTKy, TaK 1 i dYac
BUTNIPOOYBaHHS), a TAKOX 11010 TOTO, SIK 00POOIISITUCS BIICYTHI pe3yabTaTH.

Jocmmkenass Astermark, 2007 Bkmroyano 66 malieHTIB (JOpOCIUX Ta JITCH) 3
iHri0iTOpHOIO (hopmoro remodinii A, mamientam BBoamwau AKK y mo3i Big 75 mo 100
MO/xr ta rFVIla y no3i Big 90 10 120 MKr/Kr (32 HEOOXiTHOCTI 103y TOBTOPIOBAIIHA Yepe3
2 TOAVWHM), 3 IEPEXPECHUM BapIaHTOM IIPHU HACTYITHOMY €I1130/11 KPOBOTEYI.

VY nocmimxenus Young, 2008 Oyiio BkIIFOYeHO 42 marfieHTa (JIOPOCIHUX Ta JIITEeH) 3
1Hr101TOpHOIO hopmoto remodiii A Ta B (He 3a3HaU€HO TOYHOI KUIBKOCTI MAI[IEHTIB 3
remodutiero A ta remodutiero B). st nikyBaHHSI rOCTPOi KpOBOTEU1 HaI[l€EHTaM BBOIUAIIN
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rFVIIa 90 mkr/kr y rogunu 0, 3, 6 (maini - rpyna rFVIIa 90 mkr/kr) ado rFVIla 270 mxr/kr
(mami - rpyna rFVIIa 270 MKI/KT) y BUIJISA1 OJTHOPA30BOT0 BHYTPIITHBOBEHHOTO OOIIOCY
(3 HacTynmHuUM JBoMa 1H(DY31siMu iaie6o), abo AKK 75 MO/kr.

B 006ox nocnimkeHHsX, 4epe3 OCOOJMBOCTI KIIHIYHOTO CTaHy, IO OI[IHIOBaBCH,
pe3yabTatu Oynu cy0’€eKTUBHUMHU (€(EKTHUBHICTh JIIKYBaHHS MAIlIEHTH OI[IHIOBAIU Yy
BUIJISI/II 3arajbHOi OLIIHKHM, NMPUIUHEHHS OO0, MOKpAIIeHHS PYXJIUBOCTI, MOTpedl y
J0JIaTKOBOMY JiKyBaHH1). JKoeH 13 BUKOPUCTaHUX MOKAa3HUKIB HE OYB 3arajlbHUM IS
000x pocnimkeHb. [lepBUHHMI 1 BTOPMHHMIA pPE3yNbTaTH KIIHIYHOTO AOCTIIKEHHS
Young, 2008 BiamoBigaayd BH3HAYCHUM TICPBHHHHM Ta BTOPHMHHHM KIiHIIEBUM TOYKaM
CUCTEMaTHYHOrO orJisay. Ominka npod o 6€3MmeKu JOCTIIKYBaHUX JTIKapChKUX 3aC001B
IPOBOJIUIIACH JIMIIIE Y AociiKeHH] Young, 2008. ABTopamu my0stikailii 3a3Ha4€Ho, 1110
OCKUIbKU J[Ba KJIIHIYHUX JOCHIKEHHS HE Malld 3arajJbHUX pe3yibTaTiB €(heKTUBHOCTI,
K1 MOkHa OyJsi0 6 00’ €JHAaTH, METa-aHaJIi3 IPOBEICHUN HE OYB.

Pe3yabTaT 32 BUBHAYEHUMH Y CHCTEMATHYHOMY OIJIsIIi KIHIEBUMH TOYKAMM:

1. PaHHS 3ynMHKA KPOBOTEUI:

1.1. 3MiHU OyIb-5KOi Cy0’€KTUBHOI a00 00’ €KTUBHOI OLIIHKHM 32 LIKaJoK OO0 Ta
PYXJIHMBOCTI

Pesynbratn  gocnimkenns Astermark, 2007 Oynau mnpoaHamizoBaHi METOI0M
IpaHUYHUX HWMOBipHOCTEH. ['eMocTtaTnyHMii edekTr Ha 2 TOAMHY Ta Ha 6 TOJHUHY
criocTepexeHHs y marieHriB, ki orpumyBanu AKK (75 - 100 MO/kr), ta rFVIIa (90 -
120 mkr/kr x 2 no3u) OyB nopiBHAHMM (BigHOmEeHHs 1manciB OR 1,96, 95% CI Bix 0,83
10 4,64 Ta OR 1,14 95% CI Bix 0,42 no 3,11 BinmosiaHO).

OriHKa TpaHUYHOI UMOBIPHOCTI OyJia MPOBECHA MJIs PE3YIbTATIB JOCIIIKEHHSI
Young, 2008 okpemo I pyXJIUBOCTI Ta OOJIIO I OLiHOK uepe3 1, 3, 6 19 roauH:

- pe3yabTaT OIIHKHM PyXJHUBOCTI y mamieHTiB rpynu rFVIla 270 mxr/kr ta rpynu
AKK, npoBenenoi Ha 6 Ta 9 roauHy gociimkeHHs, 6yB nmopisHoBanuM (OR 2,08, 95%
CI Bixg 0,51 mo 8,51 Ta OR 1,00 95% CI Bix 0,24 1o 4,10 BiAOBIAHO);

- pe3yabTaT OLIHKU pyXauBOCTI y martieHTiB rpymu rFVIIa 90 mxr/kr Ta rpymu AKK,
npoBeaeHoi Ha 6 Ta 9 TonuHy nocaipkeHHs, 0y nopisHoBaHuM (OR 1,00, 95% CI Bix
0,28 10 3,58 Ta OR 0,52 95% CI Bix 0,15 10 1,81 BiamoBigHO);

- pe3ynbTaT OIIHKK 00JIH0BOTO CHHAPOMY y mamienTiB rpynu rEVIIa 270 mxr/kr ta
rpynu AKK, mposenenoi Ha 1, 3, 6 Ta 9 roguamn gociimkenHs, OyB nmopisHioBaHuM (OR
1,00, 95% CI Bin 0,19 mo 5,19; OR 0,61 95% CI Bix 0,05 mo 6,96; OR 1,36, 95% CI Bix
0,35 10 5,27; OR 0,73 95% CI Big 0,18 10 2,86 BiamOBIAHO);

- pe3ynbTaT OMIHKKA OOJHOBOTO CHHIApOMY y mamieHTiB Tpynu rFVIIa 90 Mxr/kr ta
rpynu AKK, mposenenoi Ha 1, 3, 6 Ta 9 roguamn gociimkenHs, OyB nmopisHioBaHuM (OR
0,61, 95% CI Bin 0,05 no 6,96; OR 1,00 95% CI Bin 0,11 mo 8,98; OR 0,73, 95% CI Bin
0,25 10 2,09; OR 0,54 95% CI Big 0,16 g0 1,78 BiaAmoBiAHO);

- KUTBKICTh yYaCHUKIB, $Ki moTpeOyBanu 3HEOONIOIOYUX JIIKAPCHKUX 3aco0iB,
ICTOTHO He BiJpi3Hsutacs y rpynax JikyBaHHs (rFVIla 270 mkr/kr vs AKK - OR 0,33 95%
CI Bix 0,08 mo 1,48; rFVIIa 90 mxr/kr vs AKK - OR 0,26 95% CI Bix 0,04 no 1,67).
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1.2. 3miHM 00’€eMy reMaTOMH, IO OI[IHIOBABCS PEHTTECHOJIOTIYHO Yy OyIb-sKUN
MOMEHT NpOTITOM Mepmux 48 TOAUH - pe3ylbTaT HE OIIHIOBABCSA Yy J>KOAHOMY 3
BKJIFOUEHHX JOCIIKEHb.

2. KinbkiCTh y4yacHUKIB, SIKI MOTpPEOYIOTh OAATKOBOrO a0 ajbTEPHATHUBHOIO
JKYBaHHS

3a panumu Astermark, 2007 4yac BBeIEHHsS JOJATKOBUX J103 3MIHIOBaBCA Yy
nocnimpkeHHl. HeBenuky KunbKicTh (1B1) 103U OyJ0 BBEIEHO MPOTATOM MEPIIMX IIECTH
TOJWH TMICHS TOYaTKy JIIKYBaHHSA, 1HIII OpOTAroM 48-rOJMHHOIO Mepiony
CTIOCTEPEIKEHHSI.

3a nanumu Y oung, 2008 3aranom BiciM enizo/iB kpoBoreul y nanieHTiB rpynu AKK,
nBa y rpymi rFVIla 270 mxr/kr 1 aBa y rpyni rFVIla 90 Mkr/kr Bumaranu 101aTKOBOTO
nikyBaHHs. PisHuus B edextuBHoCcTi MK rpymnoto rFVIIa 270 mkr/kr 1 AKK Oyna
cratuctuuHo 3Hauymow (P = 0,032), onHak pi3HULS B €PEKTUBHOCTI MIDX TPYIOIO
nikyBanHs AKK 1 rFVIIa 90 MKr/kr He pocsiriia CTaTUCTUYHO 3Hauyloi pizHuil (P =
0,069).

3. KinbKiCTh y4acHUKIB 3 MOOIYHUMH eexTaMu (TpoMOO3H, aJleprivyHi peakiii)

VY nocmimxenni Astermark, 2007 He nmoBimoMIIsiu 1po OyAb-gKi MOOIYHI ePeKTH,
OB’ s13aH1 3 JIOCIIKYBaHUM JIIKApChKUM 3ac000M. Y mociikeHHi Young, 2008 He OyI0
MOBIJIOMJICHO MPO TPOMOOTHYHI, JIeTaldbH1 a00 KIHIYHI, JTa0opaTopHi MOOIYH1 edeKTH;
onHak Oyno 3adikcoBano 32 moOiuH1 eekTH, OB’ A3aH1 3 JIKYBaHHAM, y 14 yJacHUKIB.
Tpoe 3 aHux 6ynu B rpyni rFVIla 270 mxr/kr, m’stepo 6ynu y rpyni rFVIla 90 Mxr/kr i
mricte Oymu y rpyni AKK. JKomen He BBakaBcs MOB’SI3aHUM 13 JOCIIKYBAaHUM
JTIKapChKUM 3aCO00M.

4. Pe3ynbratu 1a00paTOPHUX TECTIB T€MOCTA3y: L€ pe3yibTaT HE OLIHIOBABCS Y
KOJHOMY JOCIIKEHHI. ABTOPH CHUCTEMAaTHYHOI'O OTJISAY 3a3HAYar0Th, IO HE ICHYE
3arajlbHOJIOCTYITHOTO TECTY JUISI MOHITOPUHTY e(eKTy mpemapariB MIYHTYIOUOl aii (K
AKK, tak 1 rFVIla).

3a BHCHOBKaMH aBTOpIB MyOJjikaiii Ha OCHOBI aHali3y JABOX JIOCTYIHHX
paHIOMI30BaHUX JOCIIKeHb O0yso BctaHoBieHo, mo rFVIla ta AKK marote nmoniOHy
e(eKTUBHICTh 1 HU3bKUN PU3UK TPOMOOEMOOIIYHUX YCKIIaTHEHb.

Ilim dwac mnpoBemeHHs aepxkaBHoi OMT 3a CKOPOYECHOI TMPOLEIYPOO
YIOBHOB)XEHUM OpraHoM 3 jaepxkaBHoi OMT Oyrno npoBeneHo OIiHKY METOAO0IOTIYHO 1
saKocTi myOmiikamii Matino et al.,, 2015 3a amanroBanmm nucroM omiaka SIGN 50
(Methodology Checklist 1: Systematic Reviews and Meta-analyses??), 3a SKoO
myOmikarmiss BimmoBigae OutbmocTi KputepisiMm orinku SIGN, BCTaHOBICHO BHUCOKY
METOOJIOTIYHY SKICTh.

3) na”Hi MO0 €KOHOMIYHOI JOUITBLHOCTI B YacTHHI e(eKTHBHOCTI BHTpAT
BUKOPHMCTAHHSAl JIKapCbKOro 3aco0y BiINOBIIHO 10 PEeKOMEHJA0BAHOI HIKAJHN

22 https://www.sign.ac.uk/what-we-do/methodology/checklists/
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rPAaHUYHUX 3HAYEHb IHKPEMEHTAJBLHOI0 NOKa3HMKA e(eKTUBHOCTI BHUTPAT B
Ykpaini

BianoBigno no 1.7 Ilopsaky mNpoBeneHHS JEpKaBHOI OIIHKA MEIMYHUX
TEXHOJIOT1i, 3aTBepAkeHoro nocranoBoro KMV Big 23 rpyans 2020 p. Ne 1300 (gami -
[Topsinok), nep>kaBHa OLIHKA MEIUYHUX TEXHOJIOTIH 3a CKOPOYEHOIO MPOIEAYpPOI0 HE
nependavae  MNPOBEJAEHHS  aHami3y  €(QEeKTUBHOCTI  BHUTPAT Ta  PO3PAXyHKY
IHKpeMeHTanbHOro nokasznuka epexktuBHocTi BUTpat (ICER) B Ykpaini.

4) naHi 010 pe3yJIbTATIB eKOHOMIYHOI JOUIILHOCTI B YaCTHHI aHATI3Yy BIUIMBY
HA NMOKA3HUKHU OIOKETY

BignoBigno mo n.7 Ilopsaky, nepkaBHa OMT 3a CKOpOUEHOI MPOLETYPOIO
nependavyae MPOBEACHHS aHAI3y BIUIMBY Ha IMOKa3HUKU OIOKETY B YKpaiHi.

Bianosiguno g0 nuctiB MO3 Ykpainu Big 09.06.2022 Ne25-01/12931/2-22 Ta Bin
20.06.2022 No25-01/13739/2-22 KiNbKICTh NALIEHTIB 3 IHT101TOPHOIO (GOpMOIO reModimii
tuny B ctanoBuTh 2 nopociux ta 3 airei, a 3 iHridiTopHow Gopmoro remModutii Tuy A
- 49 nopocnux ta 103 miteit 3a manumu 2022 poky. BinmosigHo mno manux MO3, uei
PO3paxyHOK TPOBEJACHO 3 BUKIIOYEHHSM OyOIIB Ta MiAPaXyHKOM TAIl€HTIB, SKi
orpumytoTh eMinu3ymad, AKK ta entakor ajibda akTHBOBaHUH.

BignoBigno o smucra MO3 VYkpainum Big 20.06.2022 No25-01/13739/2-22
MEIUYHUMH TEXHOJOTISIMA TMOpIBHAHHA it JI3 aHTHIHTIOITOpHUIM KOaryJsHTHUN
KOMIUIEKC € eminu3ymad, pekoMmOiHaHTHUM (akTtop 3ropranHs kKpoBi VIla (emrakor
anbda AaKTUBOBAaHMM) Ta Tepamisg IHAYKIIT IMyHHOI TosjepaHTHocTi. Hapasi
AQHTUIHTIOITOPDHUN  KOAryJsSHTHUM KOMIUJIEKC, eMinu3ymMad Ta emnrTakor anbda
aKTUBOBAaHUM BKIOYeHO Yy Ilepemik Jikapchbkux 3aco0iB, MEIUYHHUX BHpPOOIB Ta
JOTIOMDKHHUX 3aco0iB /10 HHMX, IO 3aKYIIOBYIOThCS Ha BUKOHAHHS BIATMOBIIHUX YTOJ
(moroBopiB), YKJIQJIEHUX 0COOO0I0, YITOBHOBAYKEHOIO HAa 31MCHEHHs 3aKyIiBeib y cdepi
OXOPOHHM 3JIOPOB’S JIJIT BUKOHAHHS MPOTrpaM Ta 3IHCHEHHS IIEHTPAII30BaHUX 3aXO0/IiB 3
OXOPOHHM 37I0POB’ S, 110 3aTBEepKeHUI ocTaHOoBOIO0 Kabinery MinicTpiB Ykpainu Big 7
6epesns 2022 p. Ne 216, To6to nani JI3 3a0e3neuyroTbes 3a Jep>KaBHUM KOIIT MallieHTaM
B YKpaiHi.

Sx Oyno 3a3HavyeHo y m.2 gaHoro BHCHOBKY, crpateris IIT ne nHarminena Ha
JKyBaHHS TOCTPUX KPOBOTEY Y TMAIIEHTIB 3 1HT101TOpHOIO hopMOIo TeMod i, TOMY MTpU
PO3paxyHKy BapTOCTI JIIKyBaHHS MAIli€HTIB 3 iHri0iTopHOIO (hopmoro remodinii IIT y
SKOCT1 KOMITApaTOpa HE PO3TIIAIaIach.

Eminmuzymab 11 mamieHTiB (IOpociauX Ta AiTel) 3 iHriditopHO0 hopmoro remodimii
A mokazaHmid I TPOITAKTUKH, a HE JIKyBaHHS €Mi30J(iB KPOBOTEY, TOMY IPHU
pPO3paxyHKy BapTOCTi JIIKyYBaHHS TMAaIli€HTIB 3 1HTiIOITOpHOIO (opmoro remodimii A
eMilu3yMald y SIKOCTI KOMIIapaTopa HE pO3IsiAaBcs. BiamoBigHO 10 MIKXHAPOIHUX
pEKOMEHAIlii y BUIMAKy BUHUKHEHHS €Mi30/ly KPOBOTEUl y MAIlIEHTIB 3 1HT101TOPHOIO
dopmoro remodinii A, sSKi OTpUMyBaIu MPOPUIAKTUKY eMIMu3ymMadboM, TMepIIuM
BapiaHTOM ix JikyBaHHs Mae Oytu rFVIla, a y Bunaaky 3acrocyBannst AKK, To oro ciia
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BBOJIUTH y 7031 He Outbie Hixk 50 MO/kr (mouatkoBa /103a) 1 He mepeBuinyBaTa 100
MO/kr/no0y Ta 3BeCTH TPUBAJIICTh TEPAIi] 10 MIHIMYMY.

VY 3B'I3Ky 13 BHILE3a3HAYEHUM, a TAKOX BPaXxOBYIOUM HEMOXKJIUBICTh BU3HAUEHHS
MOTEHIIMHOT KUTBKOCTI MAII€HTIB, SIKI MAaTUMYTh €130/ KPOBOTEU1 MPOTITOM POKY Ta
notpebyBaTtumMyTh 3actocyBaHnHs AKK Tta enrakory anbda s iX JIKyBaHHS,
YIOBHOBaKEHUM OpraHoMm 3 fiepxkaBHoi OMT Oyso npoBeneHO po3paxyHOK BUTpaAT Ha
OJIHE BBEJIEHHs Ta Ha piyHUH Kypc 3actocyBaHHsl AKK Ta enrakory anbha akTHUBOBaHOTO
Ha OJJHOTO MAaIlIEHTA.

Kpim Toro, 3Bepraemo yBary, 1o 3riIHO 3 MDKHApOJHUMU PEKOMEHAALISIMU JUIs
nikyBaHHs 1Hri10iTopHOi opmu remodunii B mepeBara nanmaersca rFVIla (emrakory
anbda aktuBoBaHomy), ajpke AKK mictute FIX 1 Moxe cnpuyuHUTH ab0 MOCUIUTH
aJepriuHy peakxiliro, a 3TiHO 3 IHCTPYKLIEW is MeaudHoro 3actocyBaHHs AKK
3aCTOCOBYETbCS JJIsl JIIKYBAaHHS KpOBOTEY Y TMAIlI€HTIB 3 1HTIOITOpHUMHU (dopMamMu
remodinii B nuiie 3a BiicyTHOCTI 1HIIOTO CEM(pIYHOrO JiKyBaHHA. 3BaXKaroyu Ha Te,
10 JOCIIHPKYBaHUM JIiIKapchbkuM 3aco0om € came AKK, sikuii He € mpenapaToM nepuioro
BUOOpY NJIsl JTIKyBaHHs 1HT101TOpHOT popmu remodurii Tuny B, aHami3 BUTpar Ha ojaHe
BBEJICHHS Ta Ha KypC 3aCTOCYBaHHS JJIA OJHOIO Mali€HTa OyJI0 MPOBENCHO JIMIIE 3a
MOKAa3aHHSM JIIKYBaHHSI MALIE€HTIB 13 IHT101TOpHOIO hopMOoro reModinii Tumy A (Tabauis
D).

Po3paxynku Oyno mpoBeIeHO BIAIOBIIHO 10 PEKOMEHIOBaHUX /103, 3a3HAYCHUX B
IHCTPYKIIAX AJ MEIUYHOro 3actocyBaHHs JI3, 3 ypaxyBaHHsAM, L0 CEpelHs Bara
J0POCIIOro maiieHTa cTaHoBUTh 70 Kr, Bara IuTHHU — 30 Kr. BapTicTh JikyBaHHS ycima
JIKapChbKUMHU 3ac00aMM PO3PaxOBaHO 3 MAaTEMaTHMYHUM OKPYTJIEHHSIM HEOOXIJHOI
KUTBKOCT1 (hJIAKOHIB JI0 IJIOTO Ynciia y 01K 301IbIICHHS.

Tabmumst 1. Anami3 BUTpaT Ha OJHE BBEACHHS Ta Ha KypC 3acTOCYBAaHHS
AQHTUIHT10ITOPHOTO KOATyJSHTHOTO KOMIUIEKCY Ta €NTaKory anb(da aKTUBOBAHOTO JJIS
JIKyBaHHS IMAIIEHTIB 13 IHT10ITOPHOIO (hopMOro reModiii Thmy A

ITapametp

AHTHIHTIOITOpHUT
KOATYJISIHTHU I KOMILJIEKC

Enrakor anbda akTUBOBaAHUH

Ckian
TIIOYNX
PEYOBUH

1) Ha 1 M po3unHy: 610K ma3mMu aroauHu 10-
30 Mr, aKTHUBHICTP IIYHTYIOYa iHTiOiTOpH IO
®axTopa xoarymawii kposi moauan VI 25 Og.
2) Ha 1 M1 po3unHy: 010K TIa3Mu mroauau 20-
60 MT, aKTUBHICTp IIYHTYIOYa iHTiOiTOpH IO
daxTopa xoarymii kpoi moauan VI 50 O,

1) 1 pmakon mictuts 2 mr (100 KMO) enrakory
anbda (aKTHBOBaHOT0)
2) 1 ¢makon mictuts 5 mr (250 KMO) enrakory
anbda (aKTHBOBaHOT0)

dopma
BUIIYCKY Ta
JNO3YBaHHS

1) NOpoIIOK Ta PO3UYMHHUK [UISl PO3UUHY IS
iHQY31H mo 500 Op., mOpomIoK y QakoHax;
po3uMHHHK (Boma s iH'ekmii) mo 20 M y
(makoHax; mo 1 (uakoHy 3 TIOPOIIKOM ¥
KOMIUTEKTi 3 1 (hIakoHOM 3 PO3YMHHHUKOM Ta
Ha0OpOM JIJIs1 PO3UMHEHHS 1 BBEACHHS y KOpOOIT
2) TOpOIIOK Ta PO3YMHHUK JUIS PO3UMHY JUIA
iHQy3iit mo 1000 On.; mopomok y ¢urakoHax;
po3uMHHHK (Boma s iH'ekmii) mo 20 Mi y
(makoHax; mo 1 (uakoHy 3 TOpPONIKOM ¥

1) mopormmok miodinizoBaHui AT MPUTOTYBAHHS
posumHy mis iH'ekniid mo 2 mr (100 KMO), 1
CKISTHAN (pIIaKOH 3 JTi0(iTi30BaHIM TOPOIIKOM
y KOMIUIGKTI 3 | momepeaHpO 3allOBHEHUM
MITPHUIIOM, SKAA MICTUTh 2 MJI PO3YHMHHHUKA
(rictuouH, BOma YIS iH €KITiH), INTOKOM
MOPIITHS, TepexXigHUKOM s (IakoHa B
IHMBIAya bHIN YTaKOBII y KAPTOHHIHM KOpoO1i
2) nmopouIok Jiodisli30BaHMH U1 IPUTOTYBAHHS
po3umHy 1 iH'ekniid mo 5 mr (250 KMO), 1
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KOMIUTEKTI 3 1 (pr1akoHOM 3 pO3YMHHHKOM Ta
Ha0OpOM /U151 pO3UYMHEHHS 1 BBEZIEHHS Y KOpOOIIi

CKJISTHUH (pJIaKoH 3 JH0Q1s1i30BaHIM TTOPOIIKOM
y KOMIUIEKTI 3 1 momepenHbo 3aloBHEHUM
IITIPULIOM, SIKAM MICTHTB 5 MJI pO3YMHHHKA

(rictuanH, BOmAa IS iH €KMWiH), IITOKOM
MOPIIHS, TepeXiTHUKOM Uil (IakoHa B
iH/IMBiAyaJIbHIN YIIaKOBII Y KAPTOHHIHM KopoOi
Cxema 100 Ol/xr nnst momMipHHUX 270 MKr/KT
3aCTOCYBaHHS KpOBOTEY
200 OJI/kr nast TAAKKAX KPOBOTEY
Kpatnictb 29 29
BBCJICHHS B
piK (K-CTb
€Mi30/1iB
KpoBoTeY)*
Mina3a 1 O/, 20,18% 0,35%
rpH**
Jopocni imu Hopocni Himu
KinbkicTh 7 pnakoniB nmo | 3 ¢nakonu no | 4 ¢guakonu no | 2 ¢paaKkoHH 1Mo 5
¢dbakoHIB Ha 1000 OJT a6o | 1000 O/ a6o 6 5 mr a6o 10 Mr abo 5
JikyBaHHA 1 14 ¢pnakoHis ¢dnakoHiB mo | (yakoHiB o 2 | QakoHiB MO 2
BUMAIKY o 500 O/] - 500 O[f - MT MT
KpOBOTEY1*** OMIpHI MOMIpHI
KpOBOTEY1 KpOBOTEY1
14 pmakoniB | 6 (yakoHIB 1O
o 1000 O | 1000 O/ a6o 12
a6o 28 (bI1aKoHIB 1O
dnaxoniB mo | 500 OJf - Tsxki
500 OJf - KpOBOTEY1
TSKKI
KpOBOTEY1
Butpatu Ha 141 260,00 rpu | 60 540,00 rpu - | 350 000,00 rpu | 175 000,00 rpu
JikyBaHHA 1 - IOMIipHi MOMIpHI
BUIMAJIKY KpOBOTEU1 KpOBOTEUI
KpOBOTEUI, 282 520,00 rpu | 121 080,00 rpu
TPH - TSDKKI - TSDKKI
KpOBOTEUI KpOBOTEUI
ButpaTtu Ha 4 096 540,00 1 755 660,00 10 150 000,00 | 5 075 000,00
narieHTa Ha 1 | TpH - MOMIpHI | TPH - TOMIpHI TpH I'pH
piK, TpH KpOBOTEUI KpOBOTEUI

233aKymiBesbHA [[iHA 3 OCTAHHBOI'O 3aBEPIICHOrO TEHAEPY 3a JAHUMH CIEKTPOHHOI CHCTEMH MyOIIiYHIX 3aKyIiBeIb Prozorro - 1oroeip mpo 3akymiBiio Bix
23.11.2021: https://prozorro.gov.ua/tender/UA-2021-11-05-005039-b
243aKyIiBesbHA [[iHA 3 OCTAHHBOI'0 3aBEPIICHOrO TEHAEPY 33 JAHUMH EJICKTPOHHOI CHCTEMH IMyOIiYHUX 3aKyIiBesb Prozorro - 10roeip npo 3akymiBiio Bix
07.06.2022: https://prozorro.gov.ua/tender/UA-2022-06-07-001379-a
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8 193 080,00 3511 320,00
TPH - TSKKI TPH - TSKKI
KpOBOTEYI1 KpOBOTEYI

*gi0no6iono 00 pezynomamis Kuiniunozco Oocnioncenns NCT00851721 (Antunes et al., 2014)% y
nayienmis 3 ineioimopHor ¢opmoro cemoghinii A, wo ompumyeanru nikyeanus ‘“na eumoey” AKK,
cnocmepieanoce 29 enizodis kposomey Ha pik. [ yHiikayii po3paxymKis, YNOBHOBANCEHUM OP2AHOM
0y10 3p0ONIeHO NPUNYyWenHs, Wo KilbKiCmb enizodie Kpogomey HA PIiK Npu 3acCMOCy8AHHI enmaxoey
anvha akmueoearoeo y pexcumi niKyeanus “na sumozy’ maxodic 6yoe 29

**gionoeiono 0o aucma MO3 gio 09.06.2022 No25-01/12931/2-22 ons nposedenHsi po3paxyHkie 6yno
BUKOPUCMAHO 3AKVNIGENIbHY YIHY 3 OCMAHHLO20 3A8EPUIEH020 MeHOepy 3a OaHUMU eleKmMpOHHOL
cucmemu nybaiunux 3axynieenv Prozorro

**Xpo3paxynku 610 npoeedeHo 3 YPaxy8aHHaM, W0 cepedHsl 6aza 00pPoCio2o nayicHma cmanosums 70
ke, 6aza oumunu — 30 ke

Pesynpratu aHamizy BUTpaT Ha OJHE BBEJICHHS Ta Ha PIYHUI Kypc JKyBaHHS B
Yxpaini noka3anu, mo BuTpatu Ha 3akymiBiaro AKK Ha piuHuit Kypc JiKyBaHHS OJTHOTO
nalfieHTa 3a 3aKyMiBeJIbHOIO IIHOIO 3 OCTaHHHOTO 3aBEPIICHOTO TEHIEPY 3a JaHUMHU
€JIEKTPOHHOT cUcTeMH MyOIIYHKUX 3aKymiBenb Prozorro (inentudikarop 3akymiii: UA-
2021-11-05-005039-b), mo cranoButs 20,18 rpa/OJl, cranoBuars 4 096 540,00 rpH y
BUTIAJKY ToMipHuX KpoBoTed 1 8 193 080,00 rpH y BUNAAKY TSHKKHX KPOBOTEY IS
nopocioro ta 1 755 660,00 rpH y Bumnanky nmoMmipaux kpooted 1 3 511 320,00 rpH y
BUMAJKY TSDKKUX KPOBOTEY JJIS TUTHUHHU.

[IpoBenenuii aHami3 BUTpAT HA 3aCTOCYBaHHS JIKAPCHKUX 3aCO01B JUIs JIKYBaHHS
“Ha BuMory’’ iHT161TOpHOIT hopmu remodiiii A Ha OJHOTO MAIlIEHTA CBIIYUTH MPO TE, 110
3actocyBaHHsi AKK € MeHIII BUTpaTHOIO OMITIETO JIIKYBaHHS MOPIBHSAHO 13 3aCTOCYBAHHIM
enTakory ajib(a aKTHBOBAHOTO.

Takox, BignmoBimHo 10 ymcta MO3 Ykpainu Big 09.06.2022 No25-01/12931/2-22,
YIOBHOBKEHUM OpraHOM OYJIO JOJIAaTKOBO MPOAHAI30BaHO MEPENTIKA BiIIMIKOTYBaHb
pedepenTHUX KpaiH Ta Kpain CximHoi €Bpomu 3 METOI MOIIYKY IiH (Ha piBHI
BUPOOHMKA) HA 3asBJICHY MEIMUHY TexHoJorito ctanoM Ha 01.08.2022 (Tabmuis 2).

Tabmuns 2. L{inn Ha nikapchKuil 3aci0 aHTUIHTIOITOPHUM KOAryJsSHTHUA KOMILJIEKC Y
pedepeHTHHX KpaiHax Ta kpaiHax CximHoi €Bponu

Kpaina Lina 3a ¢puiakon Hina 3a ¢paakon | Iina3za O/ B
B €KBiBaJICHTI* eKBiBaAJIEHTI*
AnbGanis?® iHpopMarlis HexOCTyIHA
Binopycs?’ BigCyTHS

25 https://pubmed.ncbi.nlm.nih.gov/23910578/
26 https://fsdksh.gov.al/wp-content/uploads/2022/04/vendim-2022-04-13-230.pdf

27 https://www.rceth.by/Refbank/reestr_drurregprice/results
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Bonrapis® 617,14 GonrapchKux JIeB 11 782,99 rpu 23,57 rpu
(500 OJ1/20 )

bocHis 1| BIACYTHA

I'epuerosuna®’

I'penis 678,81 eBpo 25 344,39 rpu 25,34 rpu
(1000 O11/20 mm)

Ecronis?! BinCyTHS

JlaTBiiicbka 398,80 eBpo (500 OJI) 14 889,80 rpu 29,78 rpH

Pecny6mika®?
797,59 eBpo (1000 OJI) 29 779,22 rpu 29,78 rpH

JIurea® 766,91 eBpo 28 633,74 rpu 28,63 rpu
(1000 O11/20 mn)

Monmosa** BiCyTHS

[liBHiuHa BIJICYTHSI

MaxkenoHis>

Pecny6utika BIJICYTHSI

[Monprma®

Pymynis®’ 1 712,53 pymyHchkux aei | 12 957,52 rpu 25,92 rpu
(500 OJ1/20 wn)
3 450,89 pymyHcbkux nei | 26 110,47 rpu 26,11 rpu
(1000 O71/20 i)

Cep6is® 49 786,40 nunapis 15 842,03 rpu 31,68 rpu
(500 OJ1/20 mn)

CrnoBalibka 615,29 eBpo 22 972,778 rpH 22,97 rpu

Pecny6mika™® (1000 Ox/20 mu)

Cnosenis® 422,50 eBpo 15 774,67 rpu 31,55 rpH
(500 OJ1/20 M)

28 https://portal.ncpr.bg/registers/pages/register/list-medicament.xhtml

29 http://www.fmoh.gov.ba/index.php/preporucujemo/liste-lijekova

3Ohttps://www.moh.gov.gr/articles/times-farmakwn/deltia-timwn/106 12-epikairopoihsh-deltioy-timwn-farmak wn-anthrwpinhs-xrhshs-me-enswmatwsh-
dioikhtikwn-metabolwn

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

32 https://www.vmnvd.gov.lv/Iv/kompensejamo-zalu-saraksti
3https://ligoniukasa.lrv.1t/It/veiklos-sritys/gydymo-istaigoms-ir-partneriams/kompensuojamieji-vaistai-ir-medicinos-pagalbos-priemones-
2/kompensuojamuju-vaistu-ir-mpp-aktualijos/aktualijos-4

34 http://www.cnam.md/?page=157&

35 https://fzo-org-mk.translate.goog/sifrarnik-lekovi-pzz?_x_tr_sl=mk&_x_tr_tl=ru&_x_tr_hl=ru&_x_tr_pto=sc

36 https://www.gov.pl/web/zdrowie/leki-refundowane

37 https://cnas.ro/lista-medicamente/

38 http://rfzo.rs/index.php/osiguranalica/lekovi-info/lekovi-actual

39 https://www.health.gov.sk/?zoznam-kategorizovanych-liekov

40 https://www.jazmp.si/humana-zdravila/cene-zdravil/seznam-ndc-in-ivde/

23



AHmMuUineiOimopHull KOA2yIAHMHUUL KOMIJIEKC OJ18 IIKY8AHHA NAYIEHMIE 3 IH2IOIMOPHOI0 PopMoro eemo@inii muny
A abo B, 01.09.2022

Yropuuaa®! 202 824,00 ¢popunTiB 18 692,46 rpu 18,69 rpu
(1000 O/1/20 mu)

Xopaarisg*? BiCyTHs

Yecpka 16 857,9 yecpkux KpoH 25 575,12 rpu 25,58 tpH

Pecny6ika® (1000 OJ1/20 mu1)

Yopuoropis* BiCyTHS

*3a ogiyitinum xypcom HBY cmanom na 01.08.2022%

OTxe, 11IHA aHTUIHT1I01ITOPHOTO KOAryJIIHTHOI'O KOMILJIEKCY 32 pe3ybTaTaMu TOPTiB
nposenenux Il «Menuuni 3akymiBii Ykpaibnu», mo cranoButh 20,18 rpa 3a 1 O/, €
HIKYOIO 32 I[IHM JOCIIKYBAaHUX KpaiH Yy TPMBHEBOMY €KBIBAJICHTI, ajieé BUIIOI, HIXK
I[iHa B YTOPIIHHI.

Takox BigmosinHo g0 nucta MO3 Ykpainu Big 26.07.2022 Ne 25-01/16746/2-22 ta
Bim 08.08.2022 Ne25-01/17921/2-22 miono AOUUIBHOCTI YKIIaJaHHS JOTOBOPIB
KEpOBAHOTO JIOCTYIy YIOBHOBR)XEHUM OpraHoM OyJo JI0AaTKOBO MPOaHai30BaHO
pekomenaarii opranizamii 3 OMT 1Hmux xkpain momo JI3  aHTHIHTIOITOpHMIA
KOAryJISHTHUN KOMIUIEKC (Ta0muis 3).

Tabmums 3. Pexomenpanii opranizamii 3 OMT B iHmmx kpaiHax momno JI3
AQHTUIHT10ITOPHUN KOATYIISTHTHUM KOMIIIEKC

OMT opramni3anis Pexomenpanis*
Hauionaabunii OriHka He POBOIUIIACH
IHCTUTYT OXOPOHH
310pOB’A i
JOCKOHAJIOCTI
MeJIMYHOl J0IOMOI'H
Beauxoi bpuranii
(National Institute for
Health and Care
Excellence, NICE)
Kouncopuiym 3 Or1iHKa HE MPOBOIMIIACH
JIiKapChKHX 32C00iB
IMoTaanaii (Scottish
Medicines
Consortium, SMC)

“Ihttp://www.neak.gov.hu/felso_menu/szakmai_oldalak/gyogyszer_segedeszkoz_gyogyfurdo_tamogatas/ege szsegugyi_vallalkozasoknak/pupha/Vegleges
_PUPHA html

42 https://hzzo.hr/zdravstvena-zastita/lijekovi/objavljene-liste-lijekova

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

4 https://fzocg.me/ckfinder/userfiles/files/folder_13/Lista%20ljekova%?20decembar%202022_g.pdf

4 https://bank.gov.ua/ua/markets/exchangerates?date=01.07.2022&period=daily
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HauionanbHuii opran
3 MUTAHb OXOPOHH
310poB'sa @paHuii
(Haute Autorité de
santé or French
National Authority for
Health, HAS), 20014,
200547,2018%

BucHOBOK Ha KOPHCTH BKJIIYEHHSI [0 TMEpeliKy
JIKapChKUX 3aco0iB, JO3BOJICHHX JUIsl 3aCTOCYBaHHS B
CTal[lOHapl 3a BCIMa IOKA3aHHSIMHU Ta JIO3YBaHHAMH B
Peectpaniitnomy nocBigueHHi. @aktuuna Burona deiidu €
3HAYHOIO.

BuCHOBOK Ha KOPHMCTH BKJIOYEHHSI JI0 TNEPENiKy
JIKapChKUX 3aco0iB, JO3BOJEHUX [JIs BHUKOPUCTAHHS
rpoMaJiHaMd Ta PI3HUMH JIEPKABHUMH CIIy:)KOaMu JJis
JIKyBaHHS KpOBOTEY Ta y pa3l XIpypriyHUX BTPYYaHb Y
namieHTiB 3 remodiniero ta iHriditopamu 10 ¢dakropa VIII
(posmupeHHs mokaszaHHs). dDeiiba He 3a0e3euye KOTHOTO
NoKpalleHHd (akTUYHOI BUroJM MOpiBHAHO 3 HoBoceBeH
(ASMR V). ®eiiba € 101aTKOBUM TEPATIEBTUYHUM 3aCO00M,
OPU3HAYEHHS SKOTO MOXKE PO3TISJATUCA SK JIIKYBaHHS
nepioi JiHii abo sk anprepHaTuBa HoBoCeBeH.

3asBKa Ha peectpailito ABoX no3yBaHb 500 OJI/10 mu Ta
2500 O/1/50 mMn Ha HOMATOK JO BXKE JOCTYIMHUX J03yBaHb
500 OJ1/20 mu Ta 1000 O/1/20 M.

®daktuuna Buroya (SMR) - cyrreBa. PeanbHa KOpUCTh Bijl
HOBUX JIO3yBaHb € CYTTEBOIO JIJIS TAHOTO TIOKa3aHHS.
[Tokpamenns ¢paktuanoi Buroau (ASMR) - V (BigcyTHe)
HoBi n03yBaHHS € JOMOBHEHHSAM [I0 YK€ ICHYHOUYHX
JI03yBaHb, TOOTO HE 3a0e3MEUYyIOTh JKOJHOTO MOKPAICHHSI
daktuynoi Burog (ASMR V) mnopiBHSHO 3 IHIIMMU
JTI03YBaHHIMU.

ExoHomiuHa oliHKA He NPOBOWIACD.

Kanajacobke areHTCTBO
JIKaApCHhKHX 3aCc00iB Ta
MeINYHHUX TeXHOJIO0rii
(The Canadian Agency
for Drugs &
Technologies in
Health, CADTH)

Or1iHKa HE TPOBOAMIIACH

ABcTpaiicbKuil
KOHCYJIbTATUBHUI
KOMiTeT 3

OuiHka HE MPOBOANIIACH

4Shttps://www.has-sante.fr/jcms/c_398933/fr/feiba-500-u/20-ml-poudre-et-solvant-pour-solution-injectable-feiba-1000-u/20-ml-poudre-et-solvant-pour-

solution-injectable-boite-de-1

“Thttps://www.has-sante.fr/jcms/c_400783/fr/feiba-facteur-de-coagulation-ayant-une-activite-court-circuitant-l-inhibiteu
“Shttps://www.has-sante.fr/jcms/pprd_2983172/fr/feiba-facteur-de-coagulation-ayant-une-activite-court-circuitant-l-inhibiteu
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(papmaneBTHYHUX

nepesar

(Pharmaceutical

Benefits Advisory

Committee, PBAC)

ATEeHTCTBO Hns xBopux Ha remodunrito AKK Bimmaerncsi mepeBara
¢hapmaneBTHYHOIO nepen rFVIIa nns mporHo3oBaHoro BHKOpUCTaHHs >14
MeHemkMeHTy HoBoi | 1HiB. JlocTynom 10 piHaHCYBaHHS AaHOTO JIKYBaHHS KEPYeE
3emanaii I'pyna nikyBanHsa remodurii cniibHO 3 HarioHaasHOMO
(Pharmaceutical IPYIOIO JIKyBaHHS reMoQuIii.

Management Agency, | I{ina 3a ¢dnakon 500 OJ[ = 1315,00 HOBO3eIaHIACHKUX
PHARMAC), 2019% | nonapis (30 160,58 rpH)

Mina 3a ¢aakon 1000 OJ] = 2630,00 HOBO3ENAHICHKUX
nonapis (60 321,15 rpH)

Mina 3a d¢maakon 2500 OJ] = 6575,00 HOBO3ENAHICHKUX
nonapis (150 802,89 rpn)>°

Kondinenmiiina 3amxka Oyna 3actocoBaHa jno JI3 deiida,
10 3MEHIIMJIO 1 YUCTY IIHY JJIsl 3aKYIiBEJIbHUKA.

IncTuTyT SIKOCTI M
eeKTUBHOCTI Y
CHCTEMi OXOPOHH
3n0poB’ss Himeuunnu
(Institut fiir Qualitit
und Wirtschaftlichkeit
im Gesundheitswesen,
IQWiG)

Or1iHKa HE MPOBOAMIIACH

ITanilicbke areHTCTBO
3 JJiKapChbKMX 32C00iB
(Agenzia Italiana del
Farmaco, AIFA)

Or1iHKa HE TPOBOAMIIACH

ArenrcTBo 3 OMT Ta
Tapu(pHOI CUCTEeMH
Hoabi (Agencja
Oceny Technologii
Medycznych,
AOTMIT)

Orrinka HEe MPOBOIUIIACH

Hauionanbunid
IHCTUTYT 0XOPOHH
3nopoB'sa HinepaanaiB

Orrinka HE MPOBOIUIIACH

49 https://pharmac.govt.nz/news-and-resources/consultations-and-decisions/proposal-for-changes-to-funded-haemophilia-treatments/
30 https://schedule.pharmac.govt.nz/ScheduleOnline. php?edition=&o0sg=bypassing
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(Zorginstituut

Nederland, ZIN)

IHeTUTyT KIIHIYHHX Ouinka AKK He npoBoauiace.

Ta eKOHOMIYHHX [Ipore y 3Biti “EMinmu3ymad juis JiKyBaHHS 1HT1O1TOPHOI
nociimkens CIIA dopmu remodinii A: epexruBHicTs i minnicTs” 2018 poky?!,

(Institute for Clinical | Oyio mpoBefeHO PO3paxyHOK BHUTpAT ISl JIIKYBaHHS ‘‘Ha
and Economic Review, | Bumory” onniei kpoBoteui AKK ta rFVIla. 3a pesynbratamu
ICER) IPOBEJIEHUX pO3paxyHKiB Oyno BctaHoBieHo, mo AKK e
MEeHII BUTPATHOIO ONII€EI0 JIIKyBaHHs. BapTicTh JiKkyBaHHS
OJIHOTO €Mi30/ly KPOBOTEYl JJIA MaIlileHTa Barorw 75 Kr 3a
nonomoroto AKK cranosuna 19 122 ngomapis CIIA (699
264,77 rpu), a rFVlla - 44 413 nonapis CIIA (1 624 121,23
rpH) 3a inu 1,94 nonap CILIA/O/L (70,94 rpu/O/1) ninst AKK
ta 2,00 nonapu CIIA/mkr (73,14 rpu/mkr) nos tFVIa.

*0n5 nopieHI08aAHOCMI 8APMOCMI 8 2PH 8KA3AHI 8 NEPEePAxXyHKY 8i0N08IOHO 00 oghiyitinoeo kypcy HBY
cmanom na 01.08.2022°.

VY 3BI3Ky 3 BiACyTHICTIO pexkoMeHnaiiii OMT opranizamiii iHIIMX KpaiH 1010
edexkTuBHOCTI BUTPAT JI3 aHTUIHT1OITOPHUM KOATYISIHTHUN KOMIUIEKC, YTIOBHOBAKEHUM
opraHoM OyJI0 JOJaTKOBO MPOaHaIi30BaHO MyOITiKaIlii, y SIKUX OILIHIOBAJIACh EKOHOMIYHA
JOIUTBHICTh B 4YacTWHI edekTuBHOCTI BuUTpaT BukopucTaHHs AKK nmns mikyBaHHS
KpOBOTEY ““Ha BUMOTY .

V ny6nikanii Hay JW et al., 2011%, mo sBase co0or cHCTEMaTHYHHWHA OIS
JiTepaTypu 1010 €(EeKTUBHOCTI BUTPAT JIIKYBAaHHS JIETKUX Ta MOMIPHUX KPOBOTEU 3a
nonomororo AKK nopiBasiHo 3 rFVIla, Oyno npoananizoBano BiciM myOJiKaIlii, y ssKux
IIPOBOJIMBCS aHaII3 MiHIMI3allil BUTpAT 1 oJHa IMyOJTiKallisl, y SKid IPOBOJMBCS aHATI3
BapTicTh-epekTuBHICT. CepemaHs BapTicTh JiKyBaHHS emizongy KpoBoTedui AKK
cranoBuna 11 485 momapis CILIA (419 990,37 rpu*), a cepeaHst BapTiCTh JIKyBaHHSA
rFVIla cranosuna 25 490 gonmapie CIIA (932 133,61 rpu*). AKK O6yB nomiHnyro4or0
CTpaTeri€io y OUTBIIOCTI YaCOBUX MPOMIKKIB, KOJIM €()EKTHUBHICTD, PO AKY MOBIIOMIISITN
MAII€HTH, 1 3yIMHKA KPOBOTEU1 OyiH OLIHIOBaHUMH TIOKa3HUKamMu edextuBHOCTI. Komun
3MEHIIICHHS OOJII0 BUKOPUCTOBYBAJIOCS K MOKa3HUK epektuBHOCTI, [CER konmBaBcs Bij
-8 732 nomapis CIIIA (-319 317,02 rpe*) no 135 569 nonapis CILIA (4 957 568,53 rpu*)
3aJIe)KHO BiJ] OI[IHFOBAHUX YaCOBHUX MPOMIKKIB. Y Cl JOCTIKEHHS TPOBOIMINCS 3 TOUKU
30py CTOPOHHIX IUIATHHKIB. YC1 JOCHIIPKEHHS OyJIM CIIOHCOPOBaHI JBOMA
KoHKypyrounmu Bupoornkamu rFVIla (cim mocmimkens) 1 AKK (n1Ba gocmimkenns). 3a
OJTHUM BHHITKOM, OITyOJIIKOBaHI €KOHOMIYHI JOCTIPKEHHS, SIK IPaBHIIO, HAJIAlOTh
nepesary JI3 cBoro crnoHcopa, TOJOBHUM YHHOM, MPHUITYCKAIOYU BUITY €(PEKTUBHICTH 1

3! https://icer.org/wp-content/uploads/2020/10/ICER_Hemophilia_Final_Evidence_Report_041618.pdf
32 https://bank.gov.ua/ua/markets/exchangerates
33 https://www.tandfonline.com/doi/pdf/10.3111/13696998.2011.595462 need Access=true
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HIDKYE JI03yBaHHS IS CrIOHCOpoBaHOTO JI3, HaBiThH AKIIO JBa HAsBHI MPAMI KI1HIYHI
JOCJIIJIPKEHHSI HE MIATBEP/KYIOTh BUIOT €(heKTUBHOCTI 115 xoaHoro JI3.

V ny6nikauii Jedrzejczak et al., 2016°* 6yno BcTaHOBIIEHO, IO JTIKYBaHHSA KPOBOTEY
“na Bumory” rFVIla e nemeBmumM, Hix nikyBanHs “Ha Bumory” AKK. Pi3Huns y BaprocTi
JIKYBaHHSI OJTHOTO €Mi30/1y KpOBOTEY1 ISl MAalll€HTa 3 CepeaHbOI0 Baroto 72,51 kr ta 3a
I[IHOI0, BU3HAUYCHOIO Ha OCHOBI JaHWX HallioHaapHOTO LIEHTPY KPOB1 Ta JAaHUX TEHIEPIB,
oroyomienux JlemapramentoM aepxaBHux 3akymiBesb MO3 Tlonbmi (2,84 310TUX/MKT
(22,38 rpa/mxr*) nns rFVIla ta 3,79 3notux/OJ] (29,87 rpu/O1*) nist AKK), ctaHOBUTB
o6mm3bko 10 000 3motux (78 820,00 rpa*).

*0ns nopisH08anocmi 6apmocmi 8 2pH 6KA3AHI 8 NEPePaxyHKy 8i0N08i0HO 00 oghiyitinoeo kypcy HBY
cmanom na 01.08.2022%

ToOTo, 3 orasay Ha MKHAPO/AHI aH1 Ta BULIE PeICcTaBIeHO1 MyOiKallii, a TaKoX
3 oryiAy Ha mnopiBHIoBaHy KiiHIUHY edektuBHICT AKK Ta rFVIla anga nikyBanHs
KpOBOTEY ‘“Ha BUMOTY’, MOXHa 3pOOMTH BHUCHOBOK, IO MiAXiA MIHIMI3allli BUTpAT €
HANUOUIBII JOUUTBHUM METOAOM (PapMaKOEKOHOMIUHOTO aHANI3y Y JaHOMY BUIIAJIKY.

5) mani moxo kopekTHOCcTi iHGopManii Mpo HasiBHICTH a00 BIACYTHICTH
€KOHOMIYHMX Ta KJIHIYHUX MepeBar 3aCTOCYBaHHS JIIKAPCbKOI0 3ac00y NMOPiBHAHO
3 iHIOMM JIIKAPCBKHUM 3ac000M a00 iHIIOK MeIUYHOK TexXHoJorielw (ado ix
BiZICYTHOCTI), Ha/IaHi 3asIBHUKOM

Bignosigno mo mn.7 Ilopsaky nepxkaBHa OMT 3a CkOpoueHOI TPOIEAYpPOIO HE
nependavyae MPOBEICHHS €KCIEPTU3U MOJAaHUX 3assBHUKOM 3asBH 1 JOChE, Ha MiJCTaBl
SIKUX MOKHa 3pOOUTH BUCHOBOK ITPO KOPEKTHICTh HalaHO1 1HGOpMaITii.

4. PexomeHnaaumii moa0 BKJIYEHHsS] (BUKJIKYEHHS) JiKapCcbKOro 3acody a0 (3)
HaunioHajJibHOr0 mepeJiiky OCHOBHMX JIIKAPCHKHX 3aC00iB Ta (200) HOMEHKJIATYP
(mepeJiikiB, CHHUCKIB, pPeeCTpPiB), M0 3aKyYNOBYIOTHCH 32 KOWITH JAeP:KABHOIO
O0I0/KeTy JIsi BUKOHAHHS MPOrpaM Ta 3/iliCHEHHSI LHEHTPAJi30BaHMX 3aXO0diB 3
O0XOPOHM 3/10pPOB’sl, Ta (200) peKoMeHIANil 11010 3aCTOCYBAHHSA JIJIAl Lijieil 0XOPOHHU
310POB’Sl JIKAPChKOro 3aco0y, omjara, 3aKyniBjisi a00 BiIlIKOJAYBaHHS BapTOCTIi
SIKOT0 3JIMCHIOETHCH 3 METO BHKOHAHHSI PEriOHAJbHUX HiIBLOBHX HpoOrpam 3
OXOPOHM 310POB’S, 110 MOBHICTIO YU YACTKOBO (QiHAHCYIOTHCH 32 PAXYHOK KOIITIB
MicueBMX 010/1:KeTiB, Ta (2a00) pekoMeHAaNil 11010 YKJIAJAeHHS 200 NPOJOBKEeHHS il
(mpoJsioHranii) J0roBopiB KEPOBaHOro A0cTyny Ta (a060) iHmi pekoMeHnaamii y pasi
HeOoOXiTHOCTi yXBaJIeHHs pPillleHb B CHCTEMI O0XOPOHH 310POB’ s

Cranom na 01.09.2022 BignmoBigHo a0 3BepHenHs MO3 VYkpainu Big 09.06.2022
Ne25-01/12931/2-22 ta nucta yrouHeHHds MO3 Vkpainu Bim 20.06.2022 No25-
01/13739/2-22 ynoBHOBaXXEHUM OPTaHOM OYJI0 TPOBEICHO OIIHKY MEIMYHOT TEXHOJIOT11
32 CKOPOYCHOKO IPOIECAYPOIO JIKAPCHKOrO 3ac0o0y aHTHIHTIOITOpHHMA KOaryJISHTHUN
KOMITJIEKC JUIsl JIIKYBaHHS TAI€HTIB 3 1HTiIOITOpHOIO (opmoro Tremodurii A Ta B.

4 https://www.jhpor.com/article/1873-treatment-and-prevention-of-bleeding-in-adult-hemophilia-a-patients-with-inhibitor---economic-analysis
33 https://bank.gov.ua/ua/markets/exchangerates
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Bianosiguo no n. 22 Ilopsiaky mpoBeneHHs AEP>KaBHOT OLIIHKY MEIUYHUX TEXHOJIOTIH,
3arBep/ukeHoro mnoctaHoBoro KMV Big 23 rpyaus 2020 p. Ne 1300, BHCHOBOK
YIOBHOBa)XEHOI'0 OpPraHy Ma€e peKOMEHIallIHUNA XapaKTep.

Hepxxaua OMT 3a CKOpPOUEHOIO  TMPOIEAYPOIO  JIKAPCHKOTO  3acoly
AHTUIHTIOITOPHUIN KOAryJssHTHUM KOMIUIEKC 3a IOKa3aHHSAM JIIKYBaHHS MALI€HTIB 3
iHri0iTopHOIO hopmoto reModinii A Ta B Oyna nposeaena 3a 3sepHeHHssM MO3 Ykpainu
BIJIMOBIAHO 10 MIANYHKTY 3 myHKTY 4 mocrtanoBu KabGinety MinicTpiB YkpaiHu Bin
23.12.2020 Ne 1300, a Takox MHIANYHKTY S5 Ta MmAOYHKTY 7 myHKTy 8 Ilopsiaky
NPOBEACHHS JIEPKABHOI OI[IHKA MEIUYHHX TEXHOJIOTiH, 3aTBEPIKEHOTO MOCTAHOBOIO
Kabinery MinictpiB Ykpainu Bix 23.12.2020 Ne 1300.

3a MaHUMU PEECTPYy MEIAUKO-TEXHOJOTIYHUX JOKYMEHTIB 31 CTaHJapTu3ailii
MEJUYHOI JOTMOMOTH Hapasi BIICYTHIA YHI(pIKOBAHUN KITHIYHUN MPOTOKOJI MEIUYHOL
JOTIOMOTH 711 JTIKYBaHHS TeMOpuii.

Bynu npoananizoBaHi MDKHAPOAHI KJIIHIYHI HAaCTAaHOBM Ta HACTAHOBM HAayKOBHX
TOBApUCTB IHINIUX KpaiH, a came MeauYHO-HayKOBOi KOHCYJIBTaTUBHOI paju
HarionansHoro gouay 6opotsdu 3 remodimieto CILIA 2022 ta 2020 pokis, MixHapoaH1
y3roJPKeH1 peKoMeHAaIlli o0 JikyBaHHs oci0 3 remodimiero B 2022 poky, Po6ouoi
rpynu Ta BUKoHaB4oro komitety Llentpy remodunii Benuko6putanii 2021 ta 2018 poxis,
BcecBitHboi deneparii remodimii momo JikyBaHHa remodimii 2020 poky. 3a
pe3ynbTaTaMi aHajdi3y BCTAHOBJIEHO, IO JEKUIbKAa JIKApChKUX 3aco0iB MaroTh
MOKa3aHHs JJIsl JIKyBaHHS Ta/a00 MpoQUIaKTUKHA €Mi30/1iB KPOBOTEYl y IMAIIE€HTIB 13
reModiTier0 Ta 1HTIOITOpaMH, SKi HE € B3aeMo3aMiHHMMH. BuOip Jikapchkoro 3aco0y
3QICKHUTh BiJ Oaratpox dakTopis, BKJIFOYAIOUU THII iHT161TOpA
(HU3BKOpEaryIO4Hil/BUCOKOPEArytounii 1HT101TOp), MOTOYHUN THUTp IHTIOITOpa, MicIe
KpOBOTEYi, MOMEPEJHIO PEeaKIlifo Ha JIKapChKi 3aCO00M, HASBHICTh JTAaHMX KITHIYHHUX
JOCITIJDKEHb, IO IMITBEP/KYIOTh 3aCTOCYBAHHS JIIKApPCHKUX 3ac00iB, 1 JOCTYITHICTH
He()aKTOPHUX JIIKAPChKUX 3aCc001B (HAIIPUKIIAI, eMIIu3yMao).

JlikyBaHHSI KpOBOTEYl y TMAIli€HTIB 13 1HTIOITOpHOIO Qopmoro remodumii A
npenapatamu myHTyro4oi aii, a came AKK ab6o rFVIla moxe Oyrm mokaszane y pasi
rocTpoi TpaBMHU, KPOBOTEUI Ta MPU HEOOXITHOCTI Xipypriunoro BTpydanns. Li pikapceki
3acO0M TaKOX MOKHA BUKOPHUCTOBYBATH 7151 MPOPLIAKTUKH OKpeMO abo Mpu MPOBEACHH1
IT.

PexomennoBano BukopuctanHs konmentpary FVIII nns mamieHTiB, SIKi MaroTh
HU3bKOpearyroui iHrioitopu (tutp <5,0 OB), Ta npenapatu mynryrouoi aii (rFVIla a6o
AKK) nns marieHTiB 3 remodimiero A Ta BHCOKOpearyr4nMH iHTi0iTopamu. Ko
Tepamiss OJHWM TMpenaparoM IIYHTYIO4Oi [ii HE CHparboBY€E, PEKOMEHJOBAHO iX
gyepryBaHHs. SIKIO TOCTpi KPOBOTEUI BUHUKIM Yy TAIIEHTa TPU 3aCTOCYyBaHHI
eminmuzymaly, To rFVIla mae 6yTtu mepmuM BapiaHTOM JIIKyBaHHS TOCTPUX KPOBOTEU y
marieHTiB 13 remodinmiero A, a y Bunaaky 3acrocyBanus AKK, #ioro ciig BBoauTH y 1031
He Outbiie HIX 50 MO/kr (mouatkoBa n103a) 1 He nepeBuinyBatu 100 MO/kr/no0y ta
3BECTU TPUBAIICTH TEpaIii 10 MIHIMyMY.
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o crocyerses T npu iHrioiTopHii popmi remodinii A, to 3a ganumu UKHCDO
(2021) y nireit npu Tsxkid reMoginii [IT pekomeHn10BaHO MOYKMHATH IKOMOTA IIBU/ILIE,
HE3aJIEXKHO B1JI TUTPY 1HTIOITOpA.

[lomo mikyBaHHS TOCTPUX KpPOBOTEY Yy TMALIEHTIB 3 IHTIOITOpHOIO (HOpPMOIO
remodunii B, To mpu Bucokopearywouux iHrioitopax ao FIX BcecBitHa ¢enepauis
remodinii Hanae nepesary rFVIla nepen AKK; npu Hu3zbkopearyrouux iHridiropax o
FIX nng nmikyBaHHS rOCTpUX KPOBOTE€Y PEKOMEHAYE BUKOPUCTOBYBATH Mpemnapar, 110
Mmictuth FIX, skmo BigcyTHi anepriyni peakuii Ha FIX. YV Bunagky aneprigyHoi
peakuii/anaginakcii Ha BBeneHHa FIX, nis mikyBaHHS TOCTPUX KpPOBOTEY PEKOMEHIYE
BukopuctoByBatu rFVIla, ame Buctymae mpotu BukopuctanHs AKK, ockinbku BiH
Mmictuth FIX 1 MOke CipuuMHUTH a00 TOCUJIUTH aJIEPTIdHY PEaAKIIito.

Jns maunieHTiB 3 1HriOiTOpHOIO Qopmoro remodinii B BceecBiTHs deneparis
reMouIii HE MOXe HaJaTh peKoMeHjauli oo BukopuctanHs tepanii [IT, ockinbku
nocein 3actocyBanHs IIT nmpu remodunii B € oOMexenum, onHak y MibKHApOIHUX
y3rOJDKCHUX PEKOMEHJAIlIAX IIO0JA0 JiKyBaHHS oci0 3 remodumiero B 2022 poky
3a3HaveHo, 1o IIT mMoxke BUKOpHUCTOCYBAaTUCH NIPHU BEACHHI MAIIEHTIB 13 1HT10ITOPHOIO
dopmoro remodinii B, ogHak moTpiOHO 3Ba)KyBaTH Ha CIHIBBIJHOIICHHS PHU3MKIB Ta
kopucti Ta IIT Mae mpoBOAUTHCH MM HATJIAIOM KOMaH/IM JIIKApiB 3 JOCBIJIOM BEIACHHS
TaKHUX IMAIIEHTIB Yy CIEeliali30BaHOMY IIEHTPI.

Jlani 1100 TMOPIBHsUTBHOT KJiHIYHOT edekTuBHOCTI Ta Oe3nmekun AKK Ta
pexkombinanTHOTO daktopy VlIla (rFVIla) mns nikyBaHHS €Mi30/1iB TOCTPOi KpOBOTEUl y
NaIie€HTiB 3 1HTiI0ITOpHOIO (hopMoro remModurii mpoaHalli3oBaHO Ta MPEACTABICHO 3a
pe3yibTaTaMi CUCTeMaTUYHOTO orsay Matino et al., 2015 (Bucoka MeTOHOJIOTTYHA
AKICTh). ByB mpoBeneHui cucTeMaTUYHUU OIS Pe3yJbTaTiB JBOX PaHAOMI30BaHUX
KIHIYHEX JociipkeHb (Astermark, 2007, B ske Oyino BKIOYEHO 66 TAaIli€HTIB 3
iHTi0iTOpHOIO (popMoro Temodimii A Ta Young, 2008 3a ydacti 42 mari€eHTiB 3
iHTi61TOpHOIO hopmoto remodinii A Ta B).

I'emocTaTnynuii ehekT Ha 2 TOMUHY Ta Ha 6 TOJAWHY CIIOCTEPEIKCHHS Y TAIlI€HTIB,
axi otpumyBanu AKK (75 - 100 MO/kr), ta rFVIla (90 - 120 Mkr/kr x 2 no3u) OyB
nopiBusaui (OR 1,96, 95% CI Bix 0,83 mo 4,64 Ta OR 1,14 95% CI Binx 0,42 mo 3,11
BinmoBigHO) (Astermark, 2007). Pe3ynpTaT OIiHKM 100 PYyXJIHBOCTI (Ha 6 Ta 9 TOAUHY
nocinimkerss ) 0yB nmopiBHtoBanuM st rpynu rEVIIa 90 mxr/kr vs rpyma AKK (OR 1,00,
95% CI Bix 0,28 mo 3,58 Ta OR 0,52 95% CI Bix 0,15 mo 1,81 BiAmoBigHO) Ta TPyNH
rFVIla 270 mxr/kr vs rpyma AKK (OR 2,08, 95% CI Bixg 0,51 g0 8,51 Ta OR 1,00 95%
CI Bix 0,24 nmo 4,10 BiamoBiaHO); MO0 OMiHKK 0071K0BOTO cHHApoMY (Ha 1, 3, 6 Ta 9
TOJIMHU NOCHiKeHHs) OyB mopiBHIOBaHUM Jutst Tpynu rFVIIa 90 mkr/kr vs rpyma AKK
(OR 0,61, 95% CI Bix 0,05 10 6,96; OR 1,00 95% CI Bix 0,11 g0 8,98; OR 0,73, 95% CI
Bix 0,25 o 2,09; OR 0,54 95% CI Bix 0,16 mo 1,78 BinmosigHo) Ta rpymm rFVIIa 270
MKr/kT vs Tpyra AKK (OR 1,00, 95% CI Bix 0,19 10 5,19; OR 0,61 95% CI Bix 0,05 mo
6,96; OR 1,36, 95% CI Bix 0,35 no 5,27; OR 0,73 95% CI Bin 0,18 no 2,86 BianOBIAHO)
(Young, 2008).
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KinbKiCTh y4acHHKIB, IK1 IOTpEOyBaId 3HE0OTIOIOUHX JIIKAPCHKUX 3aC001B, ICTOTHO
He Bipi3Hsnaca y rpynax jikyBanHs rFVIIa 90 mxr/kr vs AKK (OR 0,26 95% CI Bin
0,04 no 1,67) (Young, 2008). Pi3Huinst B edekTUBHOCTI (KUIBKICTh YYaCHHKIB, SIKI
NoTpeOyIOTh JA0JATKOBOTO a00 aJbTEPHATHUBHOTO JIIKYBAHHS) MK T'PYIOIO JIKYBaHHS
AKK 1 rFVIla 90 mxr/kr He gocsiria ctaTucTudHo 3Hauyiioi pizuuii (P = 0,069), ognak
Oyna ctaTtuctuyHO 3Hauymoro Mix rpymoto rFVIla 270 mxr/kr 1 AKK (P = 0,032)
(Young, 2008).

VY nocnimxenni Young, 2008 He Oyi10 MOBIOMIIEHO ITPO TPOMOOTHYHI, JIeTadbH1 00
KJIHIYHI, JJabopaTtopHi noOiuHi edexTu; ogHak Oyio 3adikcoBaHo 32 moOIyH1 edeKTH,
NOB’sI3aH1 3 JIIKYBaHHsM, y 14 yyacHukiB. Tpoe 3 Hux Oymnu y rpyni rFVIla 270 mxr/kr,
n’sitepo Oynu y rpymi rFVIIa 90 mxr/kr 1 micts 6ynu y rpyni AKK. )Koaen He BBaxaBcs
OB’ SI3aHUM 13 IOC1I>KYBaHUM JIIKAPCHKUM 3aCO00M.

Takum 94WHOM, Ha OCHOBI aHaJi3y JBOX JOCTYITHUX PaHIOMI30BaHUX JIOCIHIKCHb
Oyno BctanosieHo, 1o rFVIla ra AKK marors noaioHy e(peKkTUBHICT 1 HU3BKUM PU3UK
TPOMOOEMOOTIYHUX YCKIaIHEHbD.

Pesynpratu ananmizy BUTpaT Ha OJHE BBEJCHHS Ta HA PIYHHMNA Kypc JIKyBaHHS B
VYxpaini noka3zanu, mo BuTpaty Ha 3akymiBiaro AKK Ha piuHuil Kypc JiKyBaHHS OJJHOTO
narfieHTa 3a 3aKyHiBeJIbHOIO IIHOIO 3 OCTaHHBOTO 3aBEPIICHOTO TEHIEPY 3a JaHUMHU
€JIEKTPOHHOT cucTeMH MyOIIYHMX 3aKymiBesb Prozorro (inentudikarop 3akymiii: UA-
2021-11-05-005039-b), mo cranoButs 20,18 rpa/OJl, cranoBusats 4 096 540,00 rpH y
BUMAIKy ToMipHUX KpoBoTed 1 8 193 080,00 rpH y BUMAAKY TSKKUX KpPOBOTEU ISt
nopocioro ta 1 755 660,00 rpH y Bumnanky moMmipaux kpooted 1 3 511 320,00 rpH y
BUMAJKY TSDKKUX KPOBOTEY JJIS TUTHUHHU.

[TpoBenenuii MOPIBHIIBHUI aHAII3 BUTpPAT HA 3aCTOCYBAHHS JIIKAPCHKUX 3aC001B
JUIS JIIKyBaHHS ‘“‘Ha BUMOTY  1HTi0iTOpHOT opmu reModisiii A Ha OJHOTO TAaIll€HTa
CBIIUUTh Tpo Te, mo 3actocyBaHHiA AKK € MeHII BHUTpaTHOIO OMIIIEI0 JIIKYBaHHS
MOPIBHSHO 13 3aCTOCYBAHHAM EITAKOTY ajb(a aKTUBOBAHOTO.

Orxe, 3a pesynpratamu jaepxkaBHoi OMT 3a ckopodeHOO MpoOIEnTYyPOIO
BCTAHOBJICHO, 0 Temodiais A Ta B BXoauTh 10 mepenmiky piakicHuX (opdhaHHUX)
3aXBOpIOBaHb, 3aTBepikeHoro Hakazom MO3 Vkpainum Big 27.10.2014 Ne 778,
3apeectpoBaHoro B MiHictepcTBl toctullli Ykpainu 13 nucromaga 2014 p. 3a Ne
1439/26216. Ciix Big3zHaYuTH, 10 po3nopskeHHsM Kabinety MiHicTpiB YKpainu Bix
28 xaitHs 2021 p. Ne 377-p Oyna cxBasiena KoHreniiisi po3BUTKY CHUCTEMHU HaJaHHS
MEIUYHOI JOTIOMOTH TaIli€EHTaM, SIK1 CTPaKIar0Th HA PiAKiCHI (opdhaHH1) 3aXBOPIOBAHHS,
Ha 2021-2026 poxwu®. 3 ypaxyBaHHAM mONOXKeHb KOHIENIii pPEKOMEHIOBaHO
MPOJOBKUTH 3a0€3MEeUeHHs TMAIli€HTIB, SKI CTpaxmaroTh Ha remodirito A Ta B
cnerugivauM JikyBaHHsIM. Biamosimao no auctiB MO3 Vkpainu Bix 09.06.2022 Ne25-
01/12931/2-22 Ta Big 20.06.2022 Ne25-01/13739/2-22 KIIBKICTH MAaI[IEHTIB 3
iHri0iTOpHOIO dopMoro remodinii Tumy B cranoBuTh 2 mopocnux Ta 3 miTed, a 3

36 https://zakon.rada.gov.ua/laws/show/377-2021-p#Text
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iHri0iTopHOIO (hopmoro remoduiii Tuny A - 49 nopocaux ta 103 giteit 3a ganumu 2022
POKY.

AHTHIHTIOITOpHUM KoarynstHTHUN KoMiuieke (500 MO, 1000 MO) BkitoueHuit y
[lepenik mikapchbKuX 3ac001B, MEIUYHUX BUPOOIB Ta AOMOMDKHHUX 3aC00IB 10 HUX, IIO
3aKyMOBYIOThCSI Ha BHUKOHAHHS BIAMOBIZHUX yroja (IOTOBOPIB), YKIAAEHHX 0CO00I0,
YIIOBHOBa)XEHOIO Ha 3/IIHCHEHHS 3aKyMiBenb y chepi OXOPOHU 310pOB’ S JJIs BAKOHAHHS
nporpaM Ta 3/IMCHEHHS LEHTPalTI30BaHUX 3aXOJlIB 3 OXOPOHHU 3A0POB’s, IO
3aTBEpKeHHH ocTanoBoro Kabinery Minicrpis Ykpainu in 7 6epesus 2022 p. Ne 2167
3a TOKA3aHHSM JIKYBAHHS NAYIEHMIB (00POCAUX) 3 iH2IOIMOPHOI popmoro cemoinii
muny B ma cemoinii muny A 3 nomipuumu xposomeuamu y pedxcumi NiKy8auHs ‘Ha
sumo2cy’’ ma niKysauus dimei 3 iH2iOimopHoio hopmoro ecemoinii muny A abo B.

3asBieHUN JIKApCbKUM 3acid aHTUIHTIOITOPHUM KOAryJIsiHTHUM KOMIUIEKC €
IHHOBAI[IHHUM, BUCOKOBAPTICHUM, OJIHOJ)KEPEILHUM Ha PUHKY YKpaiHU Ta B CBITI.

[{ina aHTUIHTIOITOPHOTO KOAryJsSIHTHOTO KOMIUIEKCY 3a pe3yJbTaTaMu TOPTiB
nposenenux Il «Menuuni 3akynieii Ykpaiiu» cranoMm Ha nucronaza 2021 poky, 1o
ctaHoBuTh 20,18 rpH 3a 1 O/l, € HIXKUOIO 32 LIHU JOCIIKYBAaHUX KpaiH Yy TPUBHEBOMY
€KBIBAJICHTI, aJie BUIIIO0, HIX I[iHA B Y TOPIIUHI.

3a pe3ynbTaTaMu aHAII3y peKoMeHjalii opranizamii 3 OMT iHmUX KpaiH 1mo/0
JKapChKOro 3aco0y aHTUIHTIOITOPHUN KOAryJsSHTHUN KOMILJIEKC BUSIBICHO HACTYIIHY
iHbopMailiro: mo3utuBHI pekoMeHaarii - HAS (®panmis), PHARMAC (Hoga 3enanis),
3a BIAMOBIAHUX YMOB; olliHKka He mpoBoamiack - NICE (Bemuka bpuranis), SMC
(IHotmanxis), CADTH (Kananma), IQWIG (Himewyunna), AIFA (Iramis), ZIN
(Hinepmanan), PBAC (ABctpanis), AOTMiT (ITonpma), ICER (CIIA).

VY 3BI3Ky 3 BiACyTHICTIO pexkoMeHnamiii OMT opranizamiii iHIIMX KpaiH M1010
edextuBHOCTI BUTpAT JI3 aHTUIHTIOITOPHUI KOATYISTHTHUN KOMIUIEKC, YIIOBHOBaKEHHUM
opraHoM OyJ10 JOJaTKOBO MPOaHaIi30BaHO IMyOITiKaIlii, y SIKUX OILIHIOBAJIACh EKOHOMIYHA
JOIUTBHICTh B 4YacTWHI edeKkTuBHOCTI BUTpaT BukopuctanHs AKK nms mikyBaHHS
KpOBOTEU ““Ha BUMOTY . 3a pe3yJibTaTaMy aHalli3y MDKHAPOIHUX MyOITiKalliid, a TaKoX 3
orjsily Ha TopiBHIOBaHY KiiHIYHY edektuBHicTh AKK Ta rFVIla gns nikyBanHs
KpOBOTEUY “Ha BUMOTY’, MOXXHA 3pOOWTH BHCHOBOK, IO MiAXiA MIHIMIi3aIlli BUTpAT €
HAWOUIBIII 3aCTOCOBYBAaHMM METOJOM (hapMaKOEKOHOMIYHOTO aHami3y y JaHOMY
BUIIAJIKY.

BpaxoByroun ponmatkoBe 3BepHeHHs MO3 momo HagaHHs iHQopMalii 11010
JOIUTBHOCTI YKJIaJaHHs JOTOBOPIB KEPOBAHOTO JIOCTYIy 3BEPTAEMO YyBary, IO
nepxaBHa OMT 3a cKOpoueHOIO NpoLENypOor0 He Imependadae MNPOBEIACHHS
(dbapMaKOEKOHOMIYHOTO aHalli3y 1 BUCHOBOK Ma€ TMEBHI OOMEXKEHHS, a caMme BiJCYTHI
pe3yJIbTaTH PO3PaXxOBAHOTO THKPEMEHTaIbHOIO Moka3Huka edexktuBHOCTI BUTpaT ICER
(SKIIO JOIIJIBHO) Ta PEKOMEHIOBAHUM BiJICOTOK 3HMIKKH, HCOOXITHUM SIS JOCSITHCHHS
e(eKTHBHOCTI BUTpAT 3TiMHO pexkoMeHaoBaHuX rpanndHux 3HadeHb ICER B Ykpaini.

37 https://zakon.rada.gov.ua/laws/show/216-2022-%D0%BF#Text
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Pe3ynpTaTi MOpIBHSAIBHOTO aHaNI3y BUTpAT HA 3aCTOCYBaHHS JIIKAPCHKUX 3aC001B IS
JIKyBaHH “‘Ha BUMOTY  1HT101TOpHOI (popmu remodiiii A Ha OAHOIO MalieHTa B YKpaiHi
cBII4YaTh mpo Te, 1o 3actocyBaHHs AKK € MeHIm BHUTpaTHOIO ONUIEIO0 JIIKyBaHHS
MOPIBHSHO 13 3aCTOCYBAHHSIM €MTAKOT'y ajib(pa aKTUBOBAHOTO BIMOBIHO 10 PO3PAXYHKIB
3 BUKOPHUCTaHHSM OCTaHHIX JOCTYMHHX I[IH Ha JIIKApChbKI 3aco0M 3a pe3ysibTaTaMu
Topris, npoeaenux Il «Meauuni 3akymiBii YKpaiHu», U0 JTOCTYIMHI B €J1€KTPOHHIN
cUCTeM]1 MyOJIYHMX 3aKyIliBellb Ha MOMEHT IMpoBeJeHHs aepxkaBHoi OMT 3a
CKOPOUYEHOIO IIPOLIENYPOIO.

3a pesynbTaTamMu 3acijaHHs EKcrepTHOro KOMITETy 3 OILHKA MEIUYHUX
TexHoJjorii /lepxaBHoro nianpueMcTBa «Jlep:xaBHui ekcriepTHUH 11eHTp MiHicTepcTBa
OXOPOHM 3J0poB's YkpaiHu», mo BigOymock 30.08.2022, Oyno HaxaHO HACTYIIHI
peKoMeHarlli.

BpaxoByroun HEBH3HAYEHOCTI II0JI0 KITBKOCTI MAI[IEHTIB 3 IHT10ITOPHOIO (POPMOIO
remodinii, siki OyAyTh 3aCTOCYBaTH 3asBJICHY MEIMYHY TEXHOJIOTIIO, a TaKOX Te, IO
aHTUIHT101TOpHUHN KoaryasHTHUN kKoMmIuieke (AKK) He € mikapchkuM 3aco00M MEpIioro
BUOOpY HJis JTIKyBaHHS 1HT101TOpHOT popMu remodunii Tuy B, 3Bakaroun Ha BETUKUN
BB mipemapaty AKK Ha Oropker, peKOMEHIIOBAaHO 3acTOCYBaHHS IPOIETYpH
JIOTOBOPIB KEPOBAHOTO JIOCTYITY 10 JiKapchkoro 3aco0y AKK 3a moka3aHHSM JIiIKyBaHHS
NaIie€HTIB 3 1HT101TOpHOIO hopMoro remodinii Tuiy A.

3 orysy Ha MOPIBHIOBAHY KJIIHIYHY €()eKTHUBHICTh Ta MeHIy BuTpaTHicTh AKK y
MOPIBHSHHI 3 €NTaKOroM ayib()a aKTUBOBAHHUM Y JIIKyBaHHI «HAa BUMOT'Y» 1HT101TOPHO1
dopmu remodinii A, pEeKOMEHIOBAHO TMPHU IIEHTPATI30BaHIN 3aKyIliBJIl HaJIaBaTH
nepeary AKK.

Jlns nocsarHeHHS €peKTUBHOCTI BUTPAT PEKOMEHIOBAHO OIIHUTH BIUIMB Ha OFOHKET
yCiX JIIKAPChKUX 3aC001B, SIKI 3aCTOCOBYIOThCS B Teparii reModirii A Ta 3aKymoBYIOThCS
neHnTpamizoBaHo. Hapa3i y Ilepemik mikapchkux 3aco0iB, MEIWYHUX BHpPOOIB Ta
JOTIOMDKHUX 3ac00iB 10 HHMX, IO 3aKyIMOBYIOTHCSA HAa BHUKOHAHHS BIAMOBITHUX YO
(moroBopiB), YKJIQJIEHUX 0COO0I0, YITOBHOBAKEHOIO HA 31MCHEHHS 3aKyIiBeib y cdepi
OXOPOHHU 3JI0POB’sI JUIsl BUKOHAHHSA TPOTPaM Ta 3/1HCHEHHS IIEHTPai30BaHUX 3aXO0/IiB 3
OXOPOHU 3JI0POB’sl, IO 3aTBEp/KeHUH moctaHoBoro Kabinety MinicTpiB Ykpainu Bif
7.03.2022 p. Ne216, BKIIIOUE€HO aHTUIHT10ITOPHUN KOATYJISTHTHUN KOMILIEKC, eMilln3yMad
Ta €NTaKOT aab(ha aKTHBOBAHUH.

3a pe3ynbTaTaMu BUBYCHHS 1HGOpMAIIil PO coIliaibHI, €TUYHI, OpTraHi3alliiHi Ta
HII acCMeKTH, TMOB'S3aHI 13 BKIIOYEHHSM (BUKIIOYCHHSIM) BIAMOBIIHOTO JIIKApPCHKOTO
3aco0y 1o (3) HamionansHoro nepeniky ta (a60) HomeHnknaTypu npencraBieHo, mo:

AKK — iHHOBamiitHu#i, BUCOKOBaPTICHHUM, OJHO/KEPEIbHUI MpenapaT Ha PUHKY
VYkpainu Ta cBiTYy /Ui JiKyBaHHS PiAKICHOTO (op(haHHOTO) 3aXBOPIOBAHHSA IHTIOITOPHOT
dbopmu remodimii. [Topsix 3 TiiM, BinmoBimHO A0 KOoHIENIii po3BUTKY CHCTEMH HaJIaHHS
MEJIMYHOI JOTIOMOTM MaIlIEHTaM, SIKI CTPaXJaloTh Ha piAKiCHI (opdaHH1) 3aXBOPIOBAHHS,
Ha 2021-2026 poxku, 3atBepkeHOi po3nopsykeHHs: Kabinery MinicTpiB YKpainu Bin
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AHmMuUineiOimopHull KOA2yIAHMHUUL KOMIJIEKC OJ18 IIKY8AHHA NAYIEHMIE 3 IH2IOIMOPHOI0 PopMoro eemo@inii muny
A abo B, 01.09.2022

28.04.2021 p. Ne377-p, Ykpaina B3siia Ha cebe 3000B’s13aHHS 3a0€3MEUUTH MaI[IEHTaM,
K1 CTPaXXJAar0Th Ha PiAKiCHI (opdaHH1) 3aXBOPIOBAHHS, 3aX0AU 3 MPOPUIAKTUKU TaKUX
3aXBOPIOBAaHb, OPraHI3ALIl0 HAJAHHS MEIWYHOI JONOMOTH, Oe3lnepepBHUN Ta
0€30IUIaTHUN JOCTYN [0 HEOOXITHUX JIKApPChbKUX 3ac00iB, MEAMYHUX BUPOOIB Ta
BIJIMOBIJHUX XAapYOBUX MPOAYKTIB JIs CHELIAJIbHOTO JIIKYBAJIBHOIO XapyyBaHHS. 3
OrJISiAy Ha BHILE3a3HAYEHE, JJIs pallloHaji3alii JIKyBaHHS Ta OIOKETHUX BHUTpAT 3a
pe3yiabTaTaMy MPOBEACHOT OLIIHKA MEIMYHOI TEXHOJIOT1i pEKOMEHJOBAHO:

- po3pobuTH YHIPIKOBAHUM KITHIYHUI TPOTOKOJ JJIs JIIKYBaHHS reMO(LIii;

- BU3HAUUTHU YITKI KpuUTepii Juisi Npu3HadyeHHs Jikapcbkoro 3acody AKK s
JIKYBaHHS NAIIEHTIB 3 IHT101TOPHOIO (popMoro remodurii TUNY A, 3 ypaxyBaHHSIM B T.4.
TUIY 1HT101TOpA.

5. In¢gopmanis 040 CTPOKY /il BACHOBKY YIIOBHOBAKEHOI'0 OPraHy:

BignoBigno mo m. 21 Tlopsiky BHCHOBOK YIOBHOBaXEHOTO OpraHy CTOCOBHO
BIJIMOBIIHOT MEIUYHOT TEXHOJIOT1i BBOXKAETHCS YNHHUM JI0 MOMEHTY MPOBEACHHS HOBOT
JIepP>KaBHOT OI[IHKK MEUYHOT TEXHOJIOT 1.
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