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OIEHKA HA 3IPABHUTE TEXHOJIOI'NA
Jakavi

tablet 5 mg x 56

Ruxolitinib

TepaHeBTI/I‘IHO IIOKa3aHue 3a jnedeHue Ha BB3paCTHU MAIUCHTU C NNOJULIUTEMUA BEpaA,
KOHUTO Ca PCE3UCTCHTHU WJIM HWMAT HCIOHOCUMOCT KbM
JICYCHUE C XUAPOKCUYpEs.

Havano — xpaii Ha npoueaypara | 09.07.2019 r. — 17.06.2020 r.

OKOH‘I&TCJ’IHO pCI.I_IeHI/IC HpHeMa JOKJIana, cw:mp;xam I/ISBT:pIJ_IeHa OIICHKA Ha
3I[paBHI/ITe TCXHOJIOTHUH 3a JIeKapCTBeHI/I}I HpOILYKT C INN
Ruxolitinib
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Pe3iome Ha JAOKJIAA OTHOCHO KIMHUYHA U (l)apMaKO-I/IKOHOMI/I'leCKa OIlCHKAa
Ha 3IpaBHAaTa TEXHOJIOIUA 3a JCKAPCTBCHUSA NMMPOAYKT Jakavi

3apaBeH npodiemM

[Momumuremust Bepa (PV) e XpoHHYHO MHEIOmpoandepaTuBHO 3a00isIBaHE, KOCTO CE
XapakTepu3upa ¢ XUMepIuia3usi Ha epuTpOUIHaTa, MUEJIOUIHATA U MEeraKapuoLUTHATa PeIUla B
KOCTHUSI MO3bK. [laToreHe3ata Ha NHONUIMTEMHs] Bepa € CBbp3aHa C JUCpEryJalusaTa Ha
JAK/STAT curHannusi mbT, KOHTO HWrpac OCHOBHA pOJIS B CHUTHAIHATA TPAHCIYKIUS Ipe3
UTOKWHOBHUTE PELENTOPH M B mpoiudepanusra U AudepeHnranusTa Ha XeMaTOMOCTHIHUTE
MPEKYPCOPHU KIIETKH.

[TanieHTUTE C TOMUIMTEMHUS Bepa OOMKHOBEHO WMMAT 3aBHIIEH Opol Ha 4YEpBEHHTE
KPBBHU KJIETKH (eputpountosa), Oemure kpbBHU Kietku (WBC) u tpomOorutu. Texkure
KIMHUYHA CHUMIITOMH (Hamp. yMopa, CbpOeK U TpecKa), CIUICHOMETalHsTa, CHAOBUTE U
TpOMOOEMOOJINYHN YCIOKHEHHsI, KAKTO W BJIOUICHOTO KAadyeCTBO Ha JXUBOT, CBBP3aHO ChC
3apaBero (HRQOL) ce nabmromaBar mpu rojsiMm Opoii maruenTtr. Okono 5% oT mamueHTHTe
pa3BUBAT EPUTPOMENANTHS, KOSITO CE MPOSABSIBA KaTO 3ayX, yCeIllaHe 3a MapeHe B KpalHUIIUTE,
MpoMsHA B I[BeTa Ha KOKaTa M B HIKOM Cllydyau UCXeMus W Hekposa. [lomuuuremusi Bepa
O0OMKHOBEHO TIporpecrpa 6aBHO M caMmo MPH MabK Opoil manueHTH 3a00JIIBaHETO MPEMHUHABA B
MO-HATpPEeHAIH CTaJNH, KaTo MUENoprOpo3a ciel MONUIUTEMHS Bepa WIA OCTpa MHUEIOHIHA
neBkemusi (AML). Beripeku ToBa MpOIBIDKUTEIHOCTTa HA JKMBOTA HA manueHTuTe ¢ PV e mo-
MajKa B CpaBHEHME C Ta3M Ha oOmara Momyjianus IOpagd YECTHTE TPOMOOTUYHU U
XEMOparuyHy YCI0KHEHHUS.

OcHOBHHMTE 1€MW Ha JICYCHHETO Ha TONUIUTEMHs Bepa ca HACOYEHH KbM
MPEeOTBPATABAHETO HA CHAOBUTE TPOMOOEMOONUYHHM YCIOXKHEHHS M pPEeIylHpaHETO Ha
CUMITOMHUTE U TMpOrpecusTa Ha 3abonsBaHeTo. JIeueHHETo Ha Te3U MAlUEHTUTE TPATUIIMOHHO €
nanuaTtuBHO. [onsiMa dact oOT mpenopbuBaHuTe Tepanuu (Hamp. xuapokcuypes, I[FNa,
busulphan; P*?) ie ca u3cieBaHu B paHIOMH3HPAHH, KOHTPOIMPAHH KIMHIYHH ITPOYIBAHHS.

Jakavi (ruxolitinib) e mepBata cneruduyHa 3a TOJUIUTEMHs] Bepa TEpamusi, KOSITO
3HAYUTEITHO TOJ00psSBa OCHOBHHTE NPOSBU HA 3a00JSBAHETO, KAaTO TOBUIICHUS XEMaTOKPHT,
HamansiBa Opost Ha TPOMOOIMTHTE W JICBKOIUTHTE W peAylupa cIuieHoMeranusrta. Jakavi
(ruxolitinib) momabp’ka MBIHATA XEMATOJOTMYHA PEeMUCHs Ha manueHTtuTe. [lanueHTuTe Ha
tepamusi ¢ Jakavi (ruxolitinib) nmemMoHCTpupar TroisiMO TOMOOpEHHE Ha CBBP3AHUTE ChHC
3a00JIIBAaHETO CUMIITOMU M KQ4eCTBO HA KUBOT.
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EnuaeMuooruuiy JaHHHA

[TonuuuTemMuss Bepa € PSIKO CpPEUIaHO XEeMAaTOJIOIMYHO 3JI0Ka4eCTBEHO 3a0oJIsiBaHe.
lNoaumnaTa yecToTa Ha HOBUTE ciiydaud Ha nonuiuTemus Bepa B EC Bapupa ot 0.4 1o 2.8 Ha 100
000 mymu 1 3aBUCH OT reorpadCKusi peruoH W/ WIM €eTHUYECKUS ChCTaB Ha MOMyJalusTa.

Jdannu 3a epukacHoOCT

TepaneBTuunata edukacHOCT W mpoduabT Ha Oe3omacHocT Ha ruxolitinib ca
aHAJM3UPAHU B YETUPH KIIMHUYHU [TPOYYBAHMSL.

Knuauuno npoyusane 256 e mHorouneHtpoBo, (aza II, oTBopeHO mHpoydBaHe, KOETO
u3cienBa KIMHWYHATA aKTUBHOCT Ha ruxolitinib mpu manueHTH ¢ HampeaHajga MOJTHIUTEMHS
Bepa (PV) mmu ecennmanna tpomoOouuremus (ET), pe3sUCTeHTHH WM C HEMOHOCHMOCT KbM
xunpokcuypes (HU). Ruxolitinib ocurypsiBa KIMHUYHO 3HAYUM M TPACH OTTOBOP IO OTHOILICHHE
HUBATa Ha XEMaTOKPUT M KPBHBHHUTE KIIETKH, HEOOXOIUMOCTTa OT (prieboToMUs, pasMepHuTe Ha
cie3kata M KoHTposia Ha cumnromute. Ot 34 ywyacTHunu B mpoyuBaHeto ¢ PV 33 (97%)
nocturar mejieH orroBop (CR) wmu  yactuyen orroBop (PR) ma 24-ta cemmmuma. Ruxolitinib
BOJIM J10 OBP30 M YCTOMUMBO HamalsiBaHEe Ha Oposi Ha TPOMOOLUTHUTE U JIEBKOLUTHUTE, 10 ObP30
HamajsiBaHe Ha MalnupyemMusi pa3Mep Ha cies3kara. Jlo 24-tara cenMuia HaMajleHUe Ha
IbJDKMHATa Ha cie3kata ¢ noHe 50% e mocturHaro ot 70% OT maumeHTHTE ¢ NaNNUpyema
CIUICHOMETAJIUSl U PETUCTPUPAHO U3MEpBaHe B HauanoTo. J[aHHuTe mokaspar, ue ruxolitinib Boau
70 KJIMHUYHO 3HAYUMO TOA00peHHe B ChpOexa, HOIIHOTO M3IOTSABAaHE W KOCTHATa OOJIKa, KaTo
IpH TO-TOJIIMaTa 4YacT OT YYaCTHHIWTE € HaOmogaBaHo MuHHMyM 50% HamaneHue Ha
cUMIITOMHTE ciief] ceamuia 4. Te3u pe3ynTaTtu ca yCTOWYHBH, KATO HAMAJICHHUATA CE MOIBPKAT
1o 144-tata cenmuIia.

Knuanuno npoyuBane RELIEF onensBa egukacHocTTa Ha ruxolitinib 3a HamansBaHe Ha
CUMIITOMHTE, CBbp3aHu ¢ PV. Pesynrarute OT mNpoyuBaHETO IOKa3BaT MOJOKUTEITHOTO
BB3/eiicTBUEe Ha ruxolitinib BbpXy HamaiasiBaHETO Ha CHMIITOMUTE, CBbp3aHu ¢ PV, mpu
ManueHTn, npeMuHanu oT crabunHa go3a HU. JlensT Ha manuentute, mocturHamu >50%
HaMaJIeHHe Ha pe3yaTaTHTe 3a CbpOeX U yMopa, € IO-ToJIsIM B paMoTo Ha ruxolitinib, OTKOJIKOTO
B pamoto Ha HU.

Knunnyno mnpoyuBane RESPONSE omnensiBa eduxacHocTTa M 0e30macHOCTTa Ha
ruxolitinib mpu mnamuentn ¢ PV, kouTo ca ¢ pPE3UCTEHTHOCT MM HEMOHOCHUMOCT KbM
xuapokcuypes (HU). Pesynararure or RESPONSE mnokasBar, ue ruxolitinib ocurypsisa
3HAYUTENHO M0-100Bp U MO-TPA€H KOHTPOJ HAa XEMaTOKPUTA U HAMAJIIBaHE HA CIUIEHOMETausTa
B CpaBHEHUE ¢ Hal-noOpa HanuyHa Tepanus (BAT). Ha ceqmuna 32 3HauMMo 1mo-rojisiMa 4act OT
nexkyBaHHUTe c ruxolitinib manueHTH MOCTUTraT KOHTPOJ Ha XeMaTokpuTa u >35% HamaseHue B
obema Ha cie3kara. CHTHU(UKAHTHO MTOBEYE MAIMEHTH B paMOTO Ha ruxolitinib mocTurar mejeH
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XemarosoruueH orropop. O0II0TO HaManeHue Ha obeMa Ha cie3kara OT M3XO0JHaTa CTOMHOCT €
TpaliHO MpH MAMEHTUTE, JeKyBaH! ¢ ruxolitinib, kouto mokaspar cpegHo Hamanenue ot 30,93%
no 48-marta cemmuna. Ruxolitinib ocurypsiBa mo-mo0po u MO-IBIATO MOAMBPKAHE Ha ITBIHA
XEMaToJIOrMYHa peMucus B cpaBHeHue ¢ BAT.

[IpoxsmwxuTenHoTo yedenue ¢ ruxolitinib mpemocTaBs TepaneBTUYHU MOJI3U KAKTO IMPH
nanueHTy ¢ PV, xouTo mocturat paHeH KOHTPOJ Ha 3a00JIIBaHETO, TaKa U MpPHU TE3H, KOUTO
MIOCTUTAT OTIOBOP MO-KbCHO B X0/ HA JICYCHHUETO.

Knunnuno npoyuBane RESPONSE-2 onensiBa eduxacHocTta M 0Oe3omacHOCTTa Ha
ruxolitinib npu manuentu ¢ PV, kouto He ca OWIM JOMYCTUMH 3a BKIIIOYBAHE B IMPOYYBAHETO
RESPONSE BBb3 ocHoBa Ha Hemammupyema cie3ka. RESPONSE-2 moctura mbpBuuHaTa cu
KpaiiHa Touka, kaTo ruxolitinib ocurypsiBa mo-moOBp KOHTPOJ HA XEMaTOKpHTa (JIUIca Ha
uHAuKanuu 3a ¢uedoromus) B cpaBuenue ¢ BAT. Ruxolitinib e ¢ mo-ronsima eduxacHocT 1o
OTHOIIIEHWE Ha I'bJIHATA M YacTUYHATa XemarosiornyHa pemucus B cpaBHeHue ¢ BAT. Ilpu
MAaIMeHTUTe, JIeKyBaHW ¢ ruxolitinib, ca HyXHH mMO-Manko (IeOOTOMUH, OTKOJIKOTO IPH
nanueHtute Ha BAT. Ruxolitinib € cBbp3aH ¢ moo0psiBaHe HUBATa HA XEMATOKPHTA.

Jlannm 3a 0e30macHOCT

Haif-yectro cpoOIIaBaHuTe HEXETaHM pPEAKIMH ca TPOMOOIUTONECHHUS U aHEMusl.
XeMaTOJIOTUYHUTE  HEeXeJlaHW  JIEKapCTBEHW  peakuuu  Bkiousar  aHemus  (82,4%),
Tpombonuronenus (69,8%) u neyrponenus (15,6%), kouTo ca 10303aBUCUMHU. TpuUTE HAW-YECTH
HEXEMAaTOJIOTMYHU HEeXeJIaH! JIEKapCTBEHHM PEakIMK ca nosiBa Ha cuHuHU (21,3%), 3amasHOCT
(15,0%) u rnaBo6omue (13,9%). Tpute Hali-ueCTH HEXEMATOJIOTHYHH Ja0OPATOPHU OTKJIOHEHUS
ca TIOBMIIaBaHE Ha aJaHMH aMHuHOTpaHcdepaszata (26,9%), mNoBUIIABaHE Ha acmapTar
amuHoTpaHcdepaszata (19,3%) u xunepxomnecreposemus (16,6%).

Z[aHHl/l 34 CPABHUTC/IHA AJITEPHATHBU

Jleuennero Ha manmentutre ¢ PV TpaguimonHO € maguaTUBHO. CBIVIACHO HACOKHUTE,
nyonukyBanu BbB OTP mo kiamHmvHa xemarosorus, Jakavi (ruxolitinib) e Ge3antepHatiBHa
TepaneBTHYHA BH3MOXKHOCT 32 JICYCHHE Ha TIOTUIIUTEMHUSI Bepa.

(I)apMaRO-I/IKOHOMI/I‘leCKI/I MnmoKa3sarTtejin
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I[Iy0iuKyBaHM OLEHKH HA 3PABHATA T€XHOJIOTHS, U3BbPIIEHU OT AbP:KABHH MHCTUTYLHHU
3a HeJIMTe HA IPYra HAllMOHAJIHA CUCTEeMAa Ha 3/paBeola3BaHe

Ruxolitinib e npenopruan 3a peumOypcupane or G-BA, I'epmanuss, pCODR, Kanana u
HAS, ®pannus.

IMpuioxen ananus

3a cpaBHHMTETHA OICHKA Ha 3[[paBHATa TexHoyorus ruxolitinib e u3bpan ananu3z pazxon-
nosiesHocT (CUA). 3apaBHHTE MOJM3HU 32 MAlMEHTUTE B MPUIIOKEHUS MOJIET ca U3MEPEeHH KaTo
cneuenenn roauHu kuBOT (LYG) u crmedeneHu TOOUHHM SKUBOT, ChOOpa3eHH C KayecTBO
(QALY). TlepcriexkTiBaTa Ha aHaIM3a ¢ Ta3d Ha 3arJiamianiata MHCTUTYIHsS - HanuoHaiHa
3npaBHoocuryputenHa kaca (H3O0K). BpemeBust xopu3zoHT e noxkuBoTeH - 40 roauHu.
3/1paBHUTE TIOJI3M M Pa3XOJUTE Ca JUCKOHTHPAHU C TOTUIICH IUCKOHTOB ¢aktop oT 3,5 %.
W3non3BaH € MoJieNl Ha MPEXKHUBIEMOCTTa, KOWTO BKJIIOYBA TPU 3JIPABHHU CHCTOSHHS — aKTHBHO
JieYeHre, MPEYCTaHOBSIBAaHE Ha JIEYEHHWE W CMBPT. 31paBHATa TEexXHOJOrHs ruxolitinib He e
CpaBHEHa C JPYro akTUBHO JedeHHe. OTYETEHO € EIWHCTBEHO BIIMSHUETO Ha MEIUKO-
nuarnoctuunute npouenypu, HJIP u ycnoxxnenusra B xoza Ha 3a00J5BaHETO BBPXY Pa3XOAUTE
Y TIONI3UTE B IBETE paMeHa Ha jedeHue (Ha ruxolitinib u na BAT (Haif-moOpa Hanu4Ha Tepanus)).
AHanmu3bpT TMOKa3Ba, d4e Tepamusra c ruxolitinib JeMoOHCTpupa MO-BHCOKAa CTOMHOCT Ha
OpUIOOMTH 3JpaBHM TOJ3M TPU TO-BUCOK JUPEKTEH pa3xoJ 3a MalueHT. Borpeku
JEMOHCTPUPAHOTO TEPANEBTUYHO IPEBB3XOJICTBO, TepamusAta ¢ ruxolitinib He e pazxoaHo-
epextuBHa anrepHaruBa, Thid kato ICER 3a 1 mompmaumrenno QALY HangsumiaBa mpara Ha
peHTaOuiaHOocT OT 3 mbTU OpyTHUS BbTpelieH NpoaykT Ha bovarapusa. [Iposenenu ca
BEPOSITHOCTEH U €HOTIOCOUYEH aHAIN3 Ha YYBCTBUTEIHOCTTA, KOUTO MOTBHPKAABAT PE3YITATUTE
OT OCHOBHHMS aHAJIU3.

AHAJN3H HA OATPYNH
[Toarpynu He ca 0OEKT Ha aHATHU3.
Pa3xoau 3a oneHsiBaHATA 3IpaBHA TEXHOJIOTHS

HpI/IJ'IO)KCHI/I Ca pasxoaun 3a JICYHCHUC C Jakavi, pa3sxoaur 3a NOAABbpIKAIIN T'PHUIKU, pa3Xoanu
3a KOHTPOJI Ha HCKCJIAHU JICKAPCTBCHU PCAKINU, Pa3XO0aA HaA MCIUIUHCKUTEC YCIIYTH, pa3xoau 3a
OBJIaIBAHC HA YCIIOXKHCHUA, CBbpP3aHH ChC 3a00JIIBaHETO.

AHAJIU3 HA OI0IKETHOTO BL3AeHCTBHE
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AHanu3bpT Ha OIOKETHOTO BB3JEHCTBUE € MPOBEACH OT IJIeJHA TOYKA Ha 3arllallamiara
uHctutyuuss - H30K. BpemeBust xopuzont e 5 rogunu. OdvakBaHUAT Opoil MalMEHTH 3a
mbppBata roauHa € 10, a 3a merata e 26. AHaIM3BT Ha OIOPKETHOTO BB3ACHCTBHE IOKa3Ba
nosuiiaBane Ha pasxoaure 3a H3OK 3a merroauineH mepuoj, Karo HE ca B3€TH INPEABH]
CIIOPa3yMEHHMs 3a CIOJEIISHE Ha PUCKA U CXEMHU 3a JOCTHII Ha MalUCHTUTE.

3aKja04YeHue

Jakavi (ruxolitinib) e nekapctBeH nmpoayKT, Oe3 HaM4eH (hapMaKOTeparieBTUUCH aHAJIOT,
KOWTO 3HAYHMTEIHO MOJ00psIBa OCHOBHUTE MPOSBH HAa MOJUIMTEMHs] BEpa, CBBP3AHUTE ChC
3a00JIIBaHETO CUMIITOMH M Ka4ecTBO Ha >KUBOT. Jakavi (ruxolitinib) nemoncrpupa TepaneBTiHuHO
[PEBH3XOJICTBO, U3PA3EHO B MOBEUE CIICUEIICHH TOJAWHH XHBOT C J0OpO KadecTBO. Bhipeku ue
He e pasxomHo-edekTuBHA antepHaTmBa, Jakavi (ruxolitinib) e emuHcTBeHa TepameBTHYHA
BBH3MOXKHOCT 3a MAIMEHTH C MOJUIIUTEMUS Bepa, pe3UCTEHTHU Ha hygroxyurea.



