Boguu 3a 3gpaBcTBeHu paboTHuum

Hemlibra (emicizumab)
CynkyTaHa UHjeKuuja

Boavy HameHeT 3a 3gpaBcTBeHu paboTHuUM® 3a Aa ce obe3bean Oes3begHa
ynotpeba Ha Hemlibra Bo TpeTmaH Ha xemodunuja A

e EpfykaTMBHWTE maTepwjanu 3a HamanyBawe Ha PU3WK NpU TPEeTMaH co
Hemlibra (emicizumab) ce npernegaHn oa cTtpaHa Ha AreHuuwjata 3a
nekosu u meguuuHcku cpeactaea (MAJIMEL).

e OBuve matepujanu gasaaT npenopaku 3a HamanyeBakwe U npeBeHuunja Ha
BaXKHW pU3ULIM NPeau3BUKaHU Of NEKOT.

e Bupete Bo 36upHMOT M3BelTa] 3a 0cobuHuTe Ha nekot Hemlibra 3a
AOMOSTHUTENHN  MHOpPMaLMK  OKONY MOXHM HecakaHu edektn of
Hemlibra.

CENEKTUPAHW BAXXHU BE3SBEOQHOCHU WH®OPMALIUA

3abenewka: Bo cnyvyaj ga e wHguumpaHa ynotpeba Ha nekoBu 3a
NpemocTyBak€ Kaj nauueHT Koj npuma Hemlibra 3a npodunaxca, sugere nogony
BO BOOMYOT 3a Ao3vpate 3a ynotpeba Ha NeKoBM 3a NPpeMOoCTyBarke

Tpom6oTuyHa MUKpoaHruonaruja noepsaHa co Hemlibra u aPCC
e Cny4an Ha TpomboTuyHa mukpoaHruonatuja (TMA) 6une npujaseHu BO
KNUHWYKa CTyamja Kaj nauneHTy kou npumane npodunakca co Hemlibra n
Oune agMUHUCTPUPaHW BUCOKW KyMynaTUMBHW [03M Of akTuBupaH
KOHLEHTpAaT Ha npoTpomMbuHckn komnneke (aPCC)
e [laumeHTnTe KoM npumaat npodunakca co Hemlibra Tpeba pa ce cnepar
3a pasBoj Ha TMA kora ce agmuHucTpupa aPCC

Tpomb6oembonuszam noep3aH co Hemlibra u aPCC
e Tpomboembonu4yHu HacTanu (TE) 6Gune npujaBeHn BO KNuMHUYKA CTyauja
Kaj nauyueHTM Kou npumane npodwunakca co Hemlibra un 6une
aQMUHUCTPUPAHU BUCOKK KyMyrnaTuBHM Jo3u Ha aPCC
e [laumeHTute kou npumat npodunakca co Hemlibra Tpeba ga ce cnepar
3a pasBoj Ha Tpomboembonusam kora ce agmuHucTpupa aPCC

UHTepdepeHLnu co nabopaTopuckuTe KoarynaumoHu TeCTOBU
e Hemlibra BnvMjae Ha eceuTe 3a aKTMBMpPaAHO  napuujanHo
TpombonnacTtuHcko Bpeme (aPTT) v Ha cuTe eces8asupanun Ha aPTT,
Kako LITO € eaHo-(hasHa akTUBHOCT Ha cbax‘rquvn‘i E%g
e 3atoa, eceute Ha aPTT-GasupaHu Koﬁﬁnaﬂm,@gm )
TECTOBW Kaj nauMeHTuTe Kou bune Ha npocb@;aké‘g“—gg' H ilibra He Tpeba
Aa ce kopucTaT BO MpoueHka Ha akTWgyocta Ha/Hemlibra, npw
oapeayBate Ha [403aTa Ha 3aMecTuTeneH dhakiop wIRAHTu-koarynauvja
Uy NpyY MepeHe Ha TUTapOoT Ha UHXMBUTOPU Ha op VIl

abopaTtopuckm
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VYOBoj nek nognexu Ha pononHutenHo cregewe. Co oBa ce 0OBO3MOXyBa ©Op3o
OTKpuBake Ha HoBM WHpopmaumn 3a besbegHocTta Ha nekotr. Of 34paBCTBEHUTE
paboTHuumM ce HGapa Aa npujasaT cekakBa COMHUTENHA HeCaKaHa peakuuja of 0BOj ex.
Bugete Ha nocrnegHaTta cTpaHuLa 3a nocTankarta 3a NpujaByBame.

*OBOj eqykaTUBEH MaTepuvjan e 3aformKUTENEeH Kako YCroB MnpW CTaBawe Ha nek BO
NpoMeT 3a cyrnkyTaHaTa ¢opmMmynauvja Ha Hemlibra Bo TpeTmMaH Ha nauuWeHTW co
xemocpunuja co uHxmbutopu Ha cpaktop VIl co uen gononHutTenHo ga ce Hamanart
BaXXHUTE CENEeKTUPaHN pUsnLm.

Be monume BHMMaTenHo npoqu'rajTe rm ogue umbopmauuu npeg ga ro
npenuwieTe NeKoT.

KapTuyka 3a npepynpegyBake Ha nauuMeHTM u Boauy 3a naumeHTw/
HeryBartenu

Ha cute naumeHTn kou npumaat Hemlibra, HuBHUTE 3gpaBcTBEHU pabOTHULUM
Tpeba ga wm papat Kaptuuka 3a npegynpenysarbe Ha nauveHTu u Boauy 3a
nayvmeHTu/nuua kou ce rpwxat 3a HuB. KapTuukaTta 3a npepynpenyBake Ha
nauneHTu Tpeba pga ja HocaT nauuweHTute co cebe BO cekoe Bpeme. Oue
mMaTepujanu ce HaMeHeTW 3a eaykauuja Ha NnauuMeHTUTe U nuuaTa Kou ce rpuxar
3a HMB 3a BaXKHUTE pU3NLW, Kako Aa ce ybnaxart uctute, n notpebara segHall
Aa ce npujasaT 3HauM M CUMMNTOMM Ha MOTEHUWjanHW HecakaHuW HacTaHW Ha
HUBHWTE Nnekapu.

Nekapute Tpeba aa ru copeTyBaaT NnauueHTUTE NOCTOjaHO CO HUB Aa ja vyBaat
KapTuukata 3a npegynpedyBake Ha MNauvMeHTW W [a ja MNoKaxaT Ha CeKoj
3gpaBcTBeH paboTHUK Kkoj ru nekyBa. Osa 20 eknyyysa 6USIO KOj nekap,
chapmaueem, nabopamopucku rnepcoHan, MeduuyuHcka cecmpa  UAU
cmomamorsioe Koj Ke eo rnocemam — He caMo crieyujanucmom Koj 20 npenuwysa
nekom Hemlibra.

3a ga ce obesbepar konum o KapTuykata 3a npegynpenyearwe Ha NauueHTH 1
on, BoovyoT 3a naumeHTu/nuua Kou ce rpuxat 3a HuB, Be monume KoHTakTupajte
ro Oggenot Ha POLL 3a meguumHcKkun nHcgopmaumn
(macedonia.medinfo@roche.com, 02 3103 500) unu npeesemete ro oa Beb
cTpaHaTta https://malmed.gov.mk/.

lWTo e Hemlibra?

MeagmuvHckM nponsson

e Emicizumab e xymanuaupaHo, umyHornodynuH G4 (IgG4), bucneundpuyHo
MOHOKIIOHANHO aHTUTENO nNpou3BegeHo co pekoMbuHaHTHa [OHK
TexHonoruja co ynotpeba Ha jajue kneTku Ha kKuHecku xpdak (Chinese




e OapmakoTepanesTcka rpyna:; aHTuxemoparuk, ATC koa: B02BX06

MexaHu3am Ha gejcTBo

e Emicizumab rn nosp3yea aktusmpaHuot dakrop IX u daktopoT X 3a aga ja
BpaTh dyHKUMjaTa 3a aktueupanmnoT caktop VIII koj HegocTacyea, a Koj €
Heonxo4eH 3a ecnkacHa xemocTasa.

e Emicizumab Hema cCTpyKTypHa nOBpP3aHOCT W HEMa CEKBEHLMOHA
xoMorsorHocT co dpaktopoT VI, n kako TakoB He MHAyUMpa HUTY NaK ro
noaApXyBa pa3BojoT Ha AUPEKTHU UHXUBUTOpU KOH chakTopoT VIII.

dapmMakogMHaMuKa

e [lpodwmnaktuuyHmotr TpetmaH co Hemlibra ro ckpatysa aPTT u ja
3ronemysa akTuBHocTa Ha dakTopoT VIl (co ynotpeba Ha xpomoreH ecej
CO XyMaHu KoarynauuoHu cpaktopu). OBue pgBa apmakoguHaMCKK
Mapkepu He ro pediektupaaTt BUCTUHCKMOT XEMOCTaTCKM eekT Ha
emicizumab in vivo (aPTT e npemHory ckpaTeH W akTMBHOCTa Ha
daktopot VIII moxe aa buge npeueHeTta), HO OBO3MOXyBa penaTUBHa
WHOUKaLMja Ha npokoarynaHTHMOT edekT Ha emicizumab.

TepaneBTCku MHAUKALIAW

e JlekoT Hemlibra e nHguuupaH 3a pyTMHCKa npocdhunakca Ha enu3oan Ha
KpBapewe Kaj nviua co
° xemodunuja A (KoHreHuTaneH pecuumt Ha daktop VII) co
UHXMbUTOPU Ha daktopot VIII.
° Tewka xemodunuja A (koHreHuTaneH pecpuumt Ha dhakTop VIl
FVIII < 1%) 6e3 nuxubutopu Ha caktopoT VIII.
e Hemlibra moxe ga ce ynotpebyBa kaj cuTe BO3pacHu rpynu.

MeToa Ha agMuH mcrpagwia

e Be monume Bugete Bo genot 4.2 og 36MPHUOT M3BELLTA] 32 0CODUHUTE
Ha NeKoT 3a AOMONHUTENHU UHOPMaUUK U ceondaTHN UHCTPYKLIMM.
Hemlibra e HameHeTa camo 3a cynkyTaHa ynotpeba.

Hemlibra Ttpeba pa ce agmwuHuctpupa co ynoTpeba Ha coopseTHa
acenTuUyHa TEXHMKA.

e Be monume Buagete Bo 36MpHMOT U3BELUTAj 32 OCOBUHUTE HA NEKOT 3a
[OMNONHUTENHN MHOPMaLMK U ceondaTHU UHCTPYKLMK.

BaxHu naeHTUdUKyBaHU pu3uumu noBp3aHu og ynotpebara Ha Hemlibra u
Kako ga ce yonaxar:

TpomboTuyHa MUKpOoaHruonaTuja noep3aHa co Hemli
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Cnyvyan Ha TpomboTuyHa MukpoaHruonaTtuja (TMA) Gune npujaBeHn BO
KNMWHWYKKW CTYOUW Kaj nauueHTu Kou npumane npodwmnakca co Hemlibra m
kora ©una agMUHMACTPUMpaHa MpoceYHa  KymynaTuBHa  f[o3a  BO
konuyecteo >100 U/kg/24 waca akTMBMpaH KOHLUEHTpPaT Ha NPOTPOMOWHCKM
komnnekc (aPCC) 3a 24 yaca nnu kora Buno agMWHUCTPUPAHO MNOronemo
konunyecteo [,BAXXHO: Bugete Bo 30MpHMOT u3BewTaj 3a ocobuHUTE Ha
nekot’]

MauneHTuTe KoM npumaat npodunakca co Hemlibra Tpeba pa ce cnepat 3a
pa3soj Ha TMA kora ce agMmuHucTpupa aPCC

Tpomboembonuszam noBp3aH co Hemlibra u aPCC

TpomMBOoTUYHM HacTaHu Gea npujaBeHn BO KINUHWUYKA CTYAUU Kaj NALMEHTU KOU
npumane npodunakca co Hemlibra u kora Guna agMUHUCTpUpaHa npocevHa
KymynatmeHa konuuduHa >100 U/kg/24 vaca aktuBMpaH KOHUEHTpaT Ha
npotpombuHcku komnnekc (aPCC) 3a 24 yaca unu 6uno agmMMHUCTPUPAHO
noeeke [,BAXXHO: Bugere Bo 36MpHUOT n3BeLLTaj 3a 0COBUHNTE Ha NeKkoT' ).
MauueHTTE KOM NpumaaTt npodunakca co Hemlibra Tpeba ga ce cnepar 3a
pa3Boj Ha Tpomboembonunaam kora ce agMmuHucTpupa aPCC

Boguu 3a ynoTpeGa Ha nekoBU 3a NpPeMOCTyBawe Kaj nauuMeHTU KoM

npumaar npodunakca Ha Hemlibra

L]

MpodunakTn4HMOT TpeTMaH co nekoBW 3a npemoctyBawe Tpeba fga ce
NpPeKuHe Ha AEHOT Npej NoYeToK Ha TpeTMaHoT co Hemlibra.

lNexapute Tpeba ga pasroBapaaTt cO CUTE NaUMEHTU W/unu co nuuaTa Kou ce
rpwkaT 3a HMB 3a TOYHaTa [osa W pacrnopefoT Ha nekoBuTe 3a
npemMocTyBare, AOKONKY ce notpebHu Jogeka ce kopuctn npodmnakca co
Hemlibra.

Hemlibra ro sronemyBa noTeHuujanoT 3a Koarynauuja kaj naumeHToT. OTTyKa,
notpebHaTa f03a Ha NIEKOBM 3a NPeMoCTyBakme MOXe aa buge noHwucka oa
oHaa 6e3 npodunakca co Hemlibra. [lJosara v BpemeTpaereTo Ha TPETMaHOoT
CO NEeKoBW 3a MpemMocTyBake Ke 3aBucCuM O nokauujata u CTENeHOT Ha
KpBapeHe, U 04 KNMHU4YKaTa coctojda Ha nauneHToT.

3a cute nekosm 3a koarynauuwja (aPCC, rFVlla, FVIIl uTtH.), Tpeba pa ce
NOTBPAN KpBapEHETO Npes NOBTOPHO A03Upae.

Tpeba pna ce usbernysa ynotpeba Ha aPCC, ocBeH ako Hema goctanHu
ApYrY TpeTMaHCKu1 onuuMu/antepHaTuBK.

° Axko aPCC e eguHcTBeHaTa onuuja 3a nexKyBawe Ha KpBapewe Kaj
nauMeHT Koj € Ha npodunakca co Hemlibra, nHuumnjanHata gosa He
Tpeba pa HagmuHe 50 U/kg mn ce npenopadyBa nabopaTopucko
crnepewe (BKIYYUTENHO HO HE OrpaHuyyBajkm ce Ha OybpexHo
criefemwe, TecTupake Ha TpoMboumMTn 1 eBanyaumja Ha Tpombosa).




nosa Ha aPCC He Tpeba ga HagmuHe 100 U/kg Bo npeute 24 4yaca of
TpeTMaHoT.

°  JlekapuTe mMoOpa BHUMAaTENHO Aa ro npoueHat pusnkot og TMA u
TpomBoembonuszam HacnpoTu pPUSUKOT Of KpBapewe Kora ce
pasmucnysa 3a TpeTMmaH co aPCC Hag makcumanHa gosa og 100 U/kg
BO npeuTe 24 yaca.

e besbegHocTa u edhukacHocTa Ha emicizumab popmanHo He Bune npoueHeTH
BO XMPYpPLUKM ycnosu. [JOKONKY nauyuMeHTuTe umaat notpeba op nexkosu 3a
NpemMocTyBake BO NepuonepaTtuBHU yCrioBW, Ce nNpenopadvysa AoKTopuTe aa
ro cnegart ropeHasegeHnoT aPCC soguy 3a gosvparme.

e Bo «KknuMHMYkM cTyouuM, He ce 3abenexaHu cnydyaum Ha TMA wunn
Tpomboembonusam npu ynotpeba Ha akTUBMpPaH XymaH pPeKOMOUHaHTEH
dakrop VIl (rFVlla) kaj nayneHtTn kon npumane npodunakca co Hemlibra,
cenak Tpeba pga ce npenuwe HajHUCKa O03a KOja ce o4vekyBa Aeka Ke
nocTurHe xemocrtasa. [Nlopagu gonrnoTt nonyxmeoT Ha Hemlibra, BoguyoT 3a
AO3Upae Ha NeKoBu 3a NpeMocTyBawe Tpeba fa ce cneaw HajMmanky 6
MeceLu no npekuH Ha npocunakcarta co Hemlibra.

e Be monume Bugete BO genot 4.4 on 30MpHUOT nagewTaj 3a ocobuHuTe Ha
NEKOT 3a AONOMHUTENHU UHhopMaLMK U ceondaTHU UHCTPYKLMK,

UutepdepeHuuu co nabopaTopucKkuTe KoarynayumoHu TeCTOBU

e Hemlibra BnMjae Ha  ecejoT 3a  aKTMBMpPaAHO  NapuujanHo
TpombonnactuHcko Bpeme (aPTT) u Ha cute ecen 6asvpaHu Ha aPTT,
Kako LUTO € aKTUBHOCTa Ha efHo-thaseH daktop VI (Bugete nogony so
Tabena 1).

e 3atoa, pesyntatute aPTT-0asupaHu KoarynauuoHu nadopaTopucku
TECTOBM Kaj naumeHTu kou bune TpetupaHu co npodunakca co Hemlibra
He Tpeba aa ce KopucTaT 3a MOHMTOpPUpPake Ha akTuBHocTa Ha Hemlibra,
3a onpegenyesake Ha [Jo3ata Ha 3aMecTuTeneH aktop Unu
aHTUKoarynauuvja unu npyv Mepewe Ha TUTapoT Ha MHXMOUTOpK Ha dakTop
VIl (engeTte nogony).

e Cenak, emicizumab He Bnujae Ha ecewTe CO NoeguHeYeH hakTop Kowu
KOpUCTAT XPOMOreHW Wnu umyHo-basupaHn MeToaum M MOXe pa ce
KOpPUCTaT 3a MOHWTOPWHI Ha KoarynauuoHuTe napamMeTpu BO TEK Ha
TPETMaHoOT, CO crneuuduyeH OCBPT KOH ECeuTe 3a aKTUBHOCT Ha
xpomoreHuoT FVIII.

e Ecente 3a akTMBHOCT Ha xpomoreHuoT aktop VIII koj cogpxu roBeacku
KoarynaumoHn aktopyu He Cce CEeH3UTUMBHW Ha emicizumab (Hema
n3mMepeHa akTUBHOCT) U MOXE Aa Ce KOPUCTU 3a Criefiewe Ha eHaoreHaTa
N MHpysmpaykara akTMBHOCT Ha daktop VI, nunu 3a mepere Ha HUBO
Ha anti-FVIII nHxnbutopu. Moxe ga ce kopuctn xpomoreH Bethesda ecej
Koj kopucTu rosencku 6GasuvpaH daktop VIII xpomoreH TecT koj e
HECEH3UTUBEH Ha emicizumab.

e JlaBopaTopucku TECTOBM Ha KOW Brvjae wUnu 4’{
npukaxkaHu so Tabena 1 nogony.
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o [lopagn ponrmot nonyxuBoT Ha Hemlibra, oBue edektn Bp3
KoarynauuoHUTe ecen MoXe pfa nepsuictupaat o 6 meceuu nocne
nocnegHata posa (Bugete Bo genot 5.2 op 30vpHWMOT uM3BewTaj 3a
0COBUHUTE Ha NEKOT).

Tab6ena 1 Pe3yntaTtu o4 KoarynauuoHU TeCTOBU Ha KOW BRiMjae UM He
Bnujae Hemlibra

Pe3aynTtaTu Ha Kou Bnujae Pe3ynTtaTu Ha KOM He Bnujae
Hemlibra Hemlibra
— AxTuBUpaHO napumjanHo - TpombuHcko Bpeme (TT)
TpombBonnactuHcko speme (aPTT) | - EpHo-thaseH, 6a3upaH Ha
— AKTMBMpaHO KoarynauuoHo Bpeme npoTpoMBUHCKO Bpeme,
(ACT) noeguHeyeH dakrop ecej
— EpaHo-aseH, aPTT-6asupaH, — XpowmoreH 6asunpaH ecej Ha
noeauHeyveH gaktop ecej noeanHeYeH oakTop, pasnuyeH og
~ aPTT-6a3aupaH akTmsupaH Fvill'
npoteuH C pesucteHteH (APC-R) | — WmyHo-6GasvpaH ecej (Ha np. ELISA,
- Bethesda ecej (basupaH Ha TYpOUMETPUCKN METOAN)
Koarynauuja) 3a Tutap Ha — Bethesda ecej (roBegcku xpomoreH)
nHXnbuTopn Ha FVIII 3a TUTap Ha uHxubutopu Ha FVIII
— TleHeTcku TecToBM 3a KoarynauuoHu
thakTopm (Ha np. dakTop V Leiden,
Prothrombin 2010)

'3a nHopmaumMn nNoepsaHun co ece] 3a FVIIl xpomoreHa akTMBHOCT, BUAETE BO
aenot 4.5 og 36MpHNOT n3BELLTAj 32 OCODUHNTE Ha NEKOT.

MoBuk 3a npujaByBake

e [lpouuTajTe ro 36MpHMOT MU3BELLTA] 3@ OCOBMHUTE Ha NEKOT npea Ada ro
npenuweTe, NOAroTBUTE U Aa ro agMUuHUcTpupare nekot Hemlibra.

e 3a uenocHa nucTa Ha CUTE MOXHU HecakaHu HacTaHu Be monume BugeTe ro
36MpHUOT n3BeLLTaj 3a 0OCOBUHUTE Ha NEKOT, KOj € JOCTaneH Ha MaKe4oHCKN
jasuk Ha Beb cTpaHaTa Ha https://lekovi.zdravstvo.gov.mk/drugsregister

e OBoj nek e npegMeT Ha gononHutTenHo cnegewe. OBa ke oBo3Moxu Bp3a
noeHTudukaumja Ha Hoeu BesbegHocHU mHgopmaunn. Of 3gpaBCcTBEHUTE
paboTHUUM ce Bapa aa npujaBaT cekakBa COMHUTENHA HecakaHa peakuuja
o[, OBOj Nnek.

e Bo cnyyaj Ha COMHeBambe Ha HecakaH HacTaH npujaseTe ro Ao:

Oppnen 3a 6e36eaHOCT Ha NEKOBU

POLW Makegonuja JOOEJ Ckonje

Agpeca: yn. Cs. Kupun n Metoawj 6p. 7 kat 2
Ten: 02 3103 500

il: macedonia.drugsafety@roche.com




AnTepHaTMBHO CEKOj COMHEX 3a HECaKaH HacTaH npwjaBeTe ro Jo:

HauwonaneH ueHTap 3a chapmakoBuriunaHua npu AreHuumjata 3a nekosu n
mMeanumnHekn cpegctea (MAJIME/L)

Agpeca: yn. Ce. Kupun n Metoguj 6p. 54 kaTt 1

Ten: 02 5112 394

No eneKkTpoHCKK nat npeky Bed cTpaHaTa Ha AreHuumjaTa
http://malmed.gov.mk/

e-mail: farmakovigilanca@malmed.gov.mk

e 3pgpaBcTBeHUTE paboTHULM KOW M NekyBaaT MauueHTUTe ce oxpabpysaar
Aa v npujasyeaat 3abenexaHuTe HecakaHu HactaHu Bo EUHASS (aHr.
European Haemophilia Safety Surveillance) Esponckuotr cuctem 3a
6e3begHOCHO crneaet-e Ha xemodunuja.

e lcro Taka, 3gpascTBeHUTe paboTHULM ce oxpabpysaaT aa ro uHdopmupaar
pakoBoauTenoT Ha nabopartopujaTta 3a Toa ko NabopaToOpPUCKN TECTOBU Ce
noA BrvjaHMe a KoM He ce oA cTpaHa Ha emicizumab. 3pgpaBcTBeHuTe
paboTHuumM Tpeba ga BugaT KOHTaKTUpaHU Of CTpaHa Ha pakoBOAUTENOT Ha
nabopatopujata 3a fAa M JAuckyTvpaaT abHopmanHuTe peaynTati of
TECTOBUTE.

3e MeauuUuHcku uHcpopmauum obpaTeTte ce Ao:
macedonia.medinfo@roche.com

wunn

MoceTe ja Be6 cTpaHarta
http://www.roche.mk/







