3ASIBA
HA NPOBEAEHHSA NEPKABHOI OLIHKH MeXHYHMUX TeXHOJIOTii

1. IHpopmauia npo 3asiBHUKA:

1) HaliMeHyBaHHs 3asBHMKa: HoBapTic ®apma Cepsices AT, [peACTaBHULTEO B YKpaiHi

2) Micue3HaxomxeHHs: MpocnekT C.BaHgepw, 28A, SP Hall BC, m.Kuis, 04073, YkpaiHa

3) Homep TenedoHy: +38 044 389 3930; +38 050 388 8488

4) appeca enekTpoHHOI nowTw: igor.rozkladka@novartis.com

2. laHi WoA0 3aABNEHOIO 1iIKapCbKOro 3aco6y

1) ToproBenbHa Ha3Ba NlikapcbKoro 3acoby:

AKAKABI (JAKAVI®)

2) MbkHapoAHa HenaTeHToBaHa HasBa: PyKCONiTUHI6 (ruxolitinib);

3) cknap, nikapcbkoro 3acoby (4ito4i Ta JONOMIXHI peuoBUHN):

Aitoya peyosuHa: ruxolitinib;

1 Tabnetka MicTUTL 5 Mr, 15 Mr a6o 20 Mr pykconiTUHIGY (y popmi pocdaty);

AOMOMiXHI PEYOBUHW: NIAKTO3V MOHOriAPaT, LeN0N103a MIKPOKPUCTaniuHa,  HaTpiio
KpOXManeraikonat (tun  A), riApoKCMNpPOMiNUentonosa, MosigoH, KpemHio  aiokcna
KOMIOIAHWA 6e3BOAHWIA, MarHito cTeapar.

4) ¢opma BMNYCKy, LIO MPOMOHYETLCA ANS BKKOYEHHS A0 HaljioHanbHOro nepeniky
OCHOBHWX /liKapCbkuX 3acobis Ta (a6o) HOMeHknaTyp (nepenikis, CrMcKiB, peecTpiB):
Tabnetkv no 15 mr Ne 56 (no 14 Ta6bnetok y 6aictepi; no 4 6nictepu y kopobLyi 3 KapToHy)

5) BigOMOCTi Npo AepXXaBHY peecTpawiio 3asBeHOro Nikapcbkoro 3acoby B YKpaiHi:
IOKAKABI 5 mr

PeectpauiiiHe nocsigveHHs: UA/13456/01/01

Hakaz MO3 Ne2970 Big 22.12.2020

TepmiH Aii peecTpauiiHoro noceigyeHHs: 3 16.08.2019 no 16.08.2024

3anBHWK: HoBapTic ®apma Arll, LLseliuapis

{DKAKABI 15 mr

PeectpauiiHe noceigueHHs: UA/13456/01/02

Hakaz MO3 Ne2970 Big 22.12.2020

TepmiH Ail peecTpauiiHoro nocsigyeHHs: 3 16.08.2019 no 16.08.2024

3anaBHUK: HosapTic ®apma Ar, LLBelilyapia

[DKAKABI 20 mr

PeecTpauiiHe nocsigueHHs: UA/13456/01/03

Haka3z MO3 Ne2970 Big 22.12.2020

TepMiH 4il peecTpauiitHoro noceigueHHs: 3 16.08.2019 no 16.08.2024

3asBHWK: HoBapTic ®apma Arl, LLeliuapis

6) papmakonoriuHa aia nikapcbkoro 3acoby: PyKconiTvHIG € cenekTUBHUM iHri6iTopom
AHyC-KiHa3 (JAKs) JAK1 i JAK2 (3HaueHHsi IC50 gns depmeHTiB JAKT i JAK2 BiANOBiAHO
CTaHOBAATE 3,3 HMO/b | 2,8 HMONb). LLi pepmeHTU € NocepegHVKamy B nepeaadi curHanis
PAAY LMTOKIHIB | paKTOpiB POCTY, LLIO € BaXANBIMU A/ KPOBOTBOPEHHS Ta iIMyHHOI CUCTEMMW.
Mienogibpoz (M®) Ta icTuHHa noniyutemis (M) € mienonponidgepatMBHUMMK
HOBOYTBOPEHHAMM, LLO, SIK BIJOMO, CYNPOBOAXYIOTLCA NOPYLLEHHAM peryasuii B nepeaadi
curHanie 3a yuactio JAK1 i JAK2. B OcHOBI NOpyLUeHHA perynsuii nexats BUCOKi piBHi
UMPKYNIOUNX LUTOKIHIB, fIKi aKTUBYHOTb WAsx JAK-STAT-myTauii, npm skux 6inkosuii
MPOAYKT eKcrnpecii MyTaHTHOro reHa HabyBae HOBUX | NaTONOriYHUX GYHKLN, TaKi siK MyTaLlis
JAK2V617F, a TakoxX Npu3BOAATL A0 BUKITHOYEHHS HeraTuBHUX pPerynaTopHuMx MexaHismis. Y



naujeHTiB 3 M® BiA3HaYaETECS NOPYLLEeHHS perynauii B nepejadi CUrHanis 3a yyactio JAK
He3aNeXxHo Bif CTaTycy Loao MyTauii JAK2VE17F. AktmBaliini MyTauii JAK2 (V617F abo ek3oH
12) crocrepiranTbea 6ibLie HxX Y 95 % nauieHTie 3 ITl. PykconituHIb iHribye nepedavy no
JAK-STAT-whsxy curHanie ta nponidepauiio KAITUH Y UATOKIH3aNeXHNX KAITUHHUX MOJeNsAX
reMaToONOrUHNX 3M0AKICHUX HOBOYTBOPEHb, @ TaKOX LIMTOKIH3anexXHux nposidepyrounx
KniTWH Ba/F3 wasxom ekcnipecii BMgo3miHeHoro 6inka JAK2Ve17F 3 1C50, W0 3HaX0ANTLCS B
AianasoHi 80~320 HMOAb.
7) dapmakoTepaneBTUUYHa rpyna JAikapcbKoro 3acofy Ta xoj 3a aHaTOMO-
TepaneBTUUHO-XIMIUHOK  kacudikauiero:  AHTMHEONAACTUYHI  3acobu.  IHribiTopw
npoteiHkiHa3zn. Kop ATX LOTXET8

8) ogHe noKasaHHA A0 MeAWYHOro 3acTOCYBaHHA, 38 AKWM NOJAETLCA 3aaABa:
Mienogi6po3. NikyeaHHA 3aXBOPIOBaHL, NOBA3aHWX 30 CNNEHOMErani€l, abo cUMMTOMIB
NepBUHHONC Mienogibpo3y (Takox BiJOMOrc AK XpOHIHHWA iaionaTnuHkin Mienodibpos) y
AOpOCAUX NaLjieHTie, Mienodibpoay BHacnifok icTuHHOI noniuuTemii abo Mienogibposy
BHaCN{A0K eCeHLianbHOT TpoMBoLUTEMII.
0} MoKa3aHHA 40 MeAMUYHOro 3acToCyBaHHA BiANOBIAHO A0 IHCTPYKUIT ANA MeAKrYHOro
3acTOCYyBaHHA, 3aTBepixeHoi MO3, 3a HasBHOCTI AepXaBHO! peecTpauii nikapcekoro
3acoby B YKpaiHi:
Mienogibpos
fliKyBaHHS 3aXBOPHOBaHb, NOB'A3aHWX 3i CrnieHoMeranielo, abo cMMITOMIB MEPBUHHOro
MIENOGIBPO3Y (TakoX BIAOMOr0 AK XPOHIYHWA igionaTuuHuin Mienodibpos) y A0POCINX
nauieHTis, micnodibpozy BHacnifok icTwHHOT noniguTeMii abo. Mienogibposy BHaCAIA0K
eceHUianbHOT TpoMbBoLUTEMI.
lcmuHHa nosidumenis
NlikyavHA icTMHHOT noniumTemil y AOPOCAMX MAUiEHTIB 3  PE3NCTeHTHICTIO  a6o
HEeMNepeHoCUMICTIO MapPOKCUCEHOBUHMN.
10) cnoci6 3actocyBanHA: [penaparT [xakasi Cnig 3acTOCOBYBaTU nepopasnbHo,
He3anexHo Bij NPUAoMy i.
PekoMeHAoBaHa MoYaTkoBa A03a npenapaty [xakasei npy mienodibposi ctTaHoBUTE 15 Mr!
Agivi Ha f06y AnA nauieHTiB 3 KinbKicTIO TpomGouwTiB B AianasoHi MiX 100000/MM3 |
200000/mm? | 20 MF ABIYI Ha A0BY AN1A NaLJEHTIB 3 KiNbKICTIO TpOMEOLMTIE > 200000/MM>,
TpuBanicTb NikyBaHHA: JlikyBaHHA npernapatoM Moxe 6yTvi MOAOBXEHO AO0TH, AOKA
CMiBBIAHOLIEHHA KOPUCTB-PU3MK 3aNMWAETLCA NOSUTUBHMM. [poTe nikyBaHHA HeobXigHO
NPUNUHWTIA Yepe3 6 MICALIB, AKLLO NICAS MNoYaTKy Tepanii He CNoCTepIraeTbCa 3MeHLIeHHs
po3MipiB cenesiHky abo NonerweHHsA CUMATOMIB.
11) HafABHICTL NOKa3aHb A0 MEBUUYHOro 3aCTOCYBAaHHA NiKapcbKoro 3acoby pnA
BVUKOPWCTaHHA Nig yac HagaHHA MeAWUYHOl AONOMOrM MPW CTaHaX, Lo 3a3HaYyeHi Y
npiopyUTETHMX HaNPsAMaxX PO3BUTKY chepm OXOpoHH 340POB'A. BiACYTHI

3. KopoTka nporno3uuin Woao nikapcbKoro 3acoby 3 onMcoM 3axXBoprOBaHHA (CTaHY),
UinboBOT KOFOpTU NALIEHTIB Ta poni AikapcbKoro 3acoby B npoueci NiKyBaHHA
Mienodibpoz (M®)- pigkicHe XWTTeBO-Hebe3nevyHe 3aXBOPHOBaHHA, WO CYNPOBOAXKYETLCA
NPOrpecMBHUM 3aMilLleHHAM KICTKOBOFO MO3KY ¢IiOGpO3HO TKAHWHOK | HaANMLLKOBUM
'YTBOPEHHSAM LUWTOKIHIB, WO NPU3BOAVTL A0 MNOABW BUPAXEHUX CUMATOMIB MyXNWHHOI
IHTOKCUKALLT (KOHCTUTYLOHAABHI cMMTOMK) | cnnesomeranii. MatoreHes M® nos'A3aHniA 3
NOPYLUEHHAM peryiauil curHanbHoro waaxy JAK sHacnigok wyraudii, WO nopyliye
HOpManbHe YTBOPEHHs KJITWH KPOBi, NATONOMYHO MiABULUYE DIBEHb LWUTOKIHIB B KpOBI
BUK/IKSOUY CUCTEMHY 3ananbHy peakuito, possueae $ibpos KicTKoBOro Mo3sky. lNogansiue




NPOrpecyBaHHs 3axBOPOBaHHA MOXe NPU3BECTY A0 HE6E3NEUHNX AN XUTTA YCKNaAHEHD,
TaKuX K TPaHCHOPMaLList B rOCTPUiA Neliko3 | paHHi neTanbHi BUNagKu. PyKConiTuHi6 iHribye
unTokiHiHAyKoBaHe ¢docdopunioBaHHa STAT3 y WinbHIKE kpoBsi nauieHTis 3 M® Ta IM.
3acTocyBaHHA  PYKCONITUHIBY  MpWM3BOAWTL A0  MAaKCUMaibHOro NPUrHiYeHHs
docpopunioBaHHsa STAT3 yepes 2 roAMHM MiCNs 3aCTOCYBaHHS npenapary 3 NoBepHeHHAM
3Ha4eHb NOKa3HWUKIB GOCHOPUNIOBAHHSA L0 3HAUYEHb, BNU3LKIAX A0 BUXIAHOMO piBHS, Yepes
8 roAuH sk y 340p0BUX A06POBOLLIB, TaK i NauieHTiB 3 M®, Wwo BKa3y€ Ha BIACYTHICTb
HaKoMu4eHHs BUXiAHOro npenapaty abo akTUBHWUX MeTaboniTis. MiABULLEHI Ha BUXiAHOMY
PiBHi 3HaYEHHSI MapKepiB 3ananeHHs, Lo MOB'A3aHi 3 NOABOIO CUCTEMHUX CUMMTOMIB, TaKWX
fIK pakTop Hekpo3y NyxnuH a (PHMa), iHTepnelikiH-6 (1/1-6) Ta C-peakTuBHuiA 6inok (CPB) y
NauieHTiB 3 M®, 3HMXyBanUCA Nicis NikyBaHHA PYKCONITUHIEOM. 3 NIUHOM yacy y naujeHTis
3 M® o3Haku pedpakTepHOCTi 40 (PapMakoAUHAMIUHUX edeKTiB npu NikyBaHHi
PyKconiTuHi6oM He po3sumBanucs. Tak camo y nauieHTis 3 IM cnocrepiranocs NigBULLEHHS
BUXIAHWX 3HaYeHb MapKepiB 3ananeHHs, i Ui 3HauYeHHs 3HUXYBaAuUCs nicns NiKyBaHH$
PYKCONiTUHIGOM. [lpn peTenbHOMY BWBYEHHI BeAVYUHMU QT-iHTepBany y 3p0poBUMX
A06POBO/ILLIB HE 6YN0 BUSBMIEHO XOAHWUX 03HaK MOAOBKEHHS QT/QTc npw 3acToCyBaHHi
PyKCONiTUHIGY OAHOPa30BO B A03aX, LU0 MepeBwLLyBanu TepaneBTUYHiI (40 200 mr), wo
CBIAYUTE NPO T€, Lo PYKCONITUHIB HEe YAHUTB HISKOro BNAMBY Ha CcepueBy penonapusadito.
PYKCOANITWHIG - nepLunii | E4MHWIA HTIBITOP CMTrHANBHOTO LWASXY, CXBaNeHWi ANA NiKyBaHHSA
Mienodibposy B YkpaiHi. PykconiTuHi6 3HmXye 4Ba OCHOBHI KNiHi4Hi Nposieu Mienogibposy:
cnieHoMeranito i 3arasibHi CUMNTOMM.

OpHO4YacHO, PyKCONITUHI6 MaE XOPOLLY NepPeHOCUMICTb, BUSIBNEHI HeBaXaHi ABULLA Bynn
nepeBaxHO Nerkoro CTyneHsa Ta niggaBanncs Kopekui.

3a aaHnMU KaHuep-PeecTpy, KinbKicTb naLieHTiB 3 Mienodi6posom B YkpaiHi - 910
Motpeba y nikapcbkoMy 3aco6i JDKAKABI 15 Mr Ne 56 - 11 863 ynakoBku Ha piK

Nikapcbkuin 3aci6 JXKAKABI, Tabnetkm no 15 mr Ne 56, MPOMOHYETLCA BKAOUUTU A0
HomeHknatypu nikapcbkunx 3aco6is, MeANUYHMX BUPOGIB Ta AONOMIKHUX 3aC06iB8 A0 HKX, LWo
OyAyTb AOAATKOBO 3aKyrnoBYBaTUCb 3a HanpsiMoM «XimioTepanesTW4YHi npenapaTty,
pagiodapmnpenapari Ta npenapaTtii CyrnpoBOAY AN NiKyBaHHA OHKOOFUHMX XBOpUX», Y
TOMY YWCAI LUNSIXOM YKNAZAHHS AOroBOpIB KepPOBaHOro JOCTyny BiAMoBiAHO 40 Mopsaky
YKNaAaHHS, BWKOHaHHA, 3MiHW Ta MPWNWHEHHs JOrOBOPIB KepoBaHOro aocryny,
3aTBep/pkeHoro nocraHoBow KabiHeTty MiHicTpiB YkpaiHu Ne61 Big 27.01.2021

MyHktn 10 - 12 pocbe MicTATL iHPOPMaLiO LiHOBO] npono3nuii. flaHa iHdopmauia €
KOH®ifeHUilHO0.
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