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Idefirix (imlifidase)
O6bw nperneg Ha ldefirix 1 ocHOBaHUSA 3a pa3pellaBaHe B EC

KakBo npeacrasnaBa ldefirix n 3a kakBo ce u3nosssa?

Idefirix e nekapcTBO 3a NpeAoTBpaTsABaHE Ha OTXBbPJISHE Ha HOBOTpPaHCMAaHTMpaH 6bbpek oT
opraHusma.

Idefirix ce n3nonsBa npeau TpaHCNAaHTaUMs Npu Bb3pacTHU, KOMTO MMAT aHTUTeNa cpelly 6bbpeumnTte
Ha AOHOp M Ce cuymTaT 3a ,,CUJIHO CeHCubunmnampaHun®™ Bb3 OCHOBA Ha nMosioXxuTenHa npoba 3a KpbCTOCaHa
peakTUBHOCT (KpocMay peakums). Ton TpsibBa Aa ce npunara npu nauyMeHTu, 3a KOUTO € Manko
BEPOSITHO Aa 6bAaT TpaHCNIaHTUPaHW B CbOTBETCTBME C HalIMYHaTa CUCTEMa 3a pa3npenesieHne Ha
6b6peum.

OTXBbp/ISHE Ha NpUCafEH opraH crea TpaHcnaaHTaumMs Ha CoInAeH opraH ce Habnwaasa psaKo u
Idefirix e onpeaeneH kaTo ,flekapcTBo cMpak" (1ekapcTBO, U3MNoa3BaHo Npu peaku 3abonsasaHus) Ha 12
AHyapu 2017 r. JonbaHuTeNHa nHdopMauns 3a iekapcTeaTta CMpaun MoOXeTe Aa HamepuTe TyK:
https://www.ema.europa.eu/en/medicines/human/orphan-designations/eu3161826.

Idefirix cbabpxa akTUBHOTO BewecTso umMnuduaasa (imlifidase).

Kak ce manonsea ldefirix?

Idefirix e npegHa3HayeH eaMHCTBEHO 3a 60/1HMYHa ynoTpeba n ce oTnycka Mo nekapcko npeanucaHme.
NeueHuneTo c Idefirix TpsibBa aa ce npeanuceBa M nNpocneasisa caMo OT Jiekap € onuT B ynoTtpebaTa Ha
MMYHOCYMNpeCcuUBHM nekapcTea (N1lekapcTBa, KOMTO HaMansaBaT aKTMBHOCTTA Ha MMyHHaTa CUCTEMa,
eCcTecTBeHaTa 3allunTa Ha OpraHmM3aMa) U B JIEYEHUETO Ha CeHCMbunumsnpaHm nauneHTn ¢ 6bbpeyHa
TpaHcnaaHTaums.

Idefirix ce npunara 4pe3 nHdysunsa (BAnBaHe) BbLB BeHa. JlIekapCTBOTO ce npuiara KaTto eqHOKpaTHa
[03a B paMKkuTe Ha 24 4aca npeau TpaHcnaaHtauuaTa. Npu Heo6xoANMMOCT B paMkuTe Ha 24 Meceua
cnej nbpBaTa A03a MOXe [a Cce NpuioXu BTopa [03a, HO .

MaumeHTnTe, nexkysaHu c ldefirix, ce Hy>XAaaT CbLWO U OT CTaHAapPTHO MMYHOCYNPECUBHO NleyeHue cnes
6b6peyHa TpaHCcnIaHTaums.

3a noseve nHboOpMaumsa oTHOCHO ynoTpebaTa Ha ldefirix BMXTe NMCTOBKaTa Win ce CBbpXXeTe C Ballms
nekap nnm dapMauesT.
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Kak pe#ncrBa ldefirix?

CunHo ceHcMbunusnpaHmTe NauneHTM nMaT BUCOKM HUBA Ha aHTUTena (NpoTenHU B KPbBTa, KOUTO Ce
60paT € MHbDEKUMUTE N APYTU YyXXAW KeTKN) cpelly TbKaHTa Ha AOHOpa, BKAYUTENHO MMYHOrN106ynmH
G (1gG) aHTUTena. Nopaau ToBa MMa no-rosisMa BEpOSATHOCT TEXHMAT OPraHn3bM Aa OTXBbP/IN OpraHa
Ha AOHOpa. AKTMBHOTO BewecTBo B ldefirix, uMmnuduaasa, e eH3nm (NpoTenH), KOMTO pasrpaxaa IgG
aHTUTena, v Nno To3M HauynH HamasnsiBa BepOATHOCTTa OpraHu3MbT Aa OTXBbpan 6bbpeka Ha goHopa.

KakBu nonsum ot ldefirix ca yctTaHOBeHM B nNpoy4YBaHuATa?

Idefirix e uscneasaH B e4HO OCHOBHO NMpoy4BaHe npu 19 nauneHTn ¢ 6bL6peyHo 3abonsaBaHe B KpaeH
CTaAuni, KOUTO Ca CUTHO CeHcmbunmnsmpanu kbM 6bbpeka Ha AOHOpPa Bb3 OCHOBA Ha NOJMIOXUTENHa
npoba 3a KpbCTOCaHa peakTUBHOCT. B pamMkuTe Ha 24 yaca cnef npuvema Ha ldefirix, 17 oT naumeHTute
uMmaT oTpuuaTtenHa npoba 3a KpbCTOCAHA PEaKTMBHOCT, @ €4ANH € C FPaHUYHN CTOMHOCTU Ha MO3UTUBHMU
CTOMHOCTW Ha NoNoXuTesiHaTa npoba 3a KpbCTOCaHa PeaKTUBHOCT, C KOETO BpoAT Ha maumeHTuTe,
noaxoaswm 3a 6bbpeyHa TpaHcnnaHTaums, ctasa 18. O6wo 16 nauneHTn ca uManm PyHKLUMOHUpaLL
6B6pek 6 Meceua cnea TpaHCcNaHTauuaTa.

[MonyyeHun ca AONMbAHUTENHW AaHHM 3a non3uTe oT ldefirix oT Tpu noaabpXxalwm NpoyyBaHums.
AHanuanTe Ha faHHUTE OT YeTUpuTe NMpoy4YBaHMs NokassaT, ye 43 oT 0610 46 nauneHTn nMmat
dyHKUMOHUpaL, 6b6pek 6 Mecela cnel TpaHCMaHTaUmMs.

KakBu ca puckoBerte, cBbp3aHm c ldefirix?

Han-yectute HexenaHu peakuunu npu ldefirix (KouTo MoXe Aa 3acerHaT nosedve oT 1 Ha 10 aywu) ca
MHdEeKUMU, BKIOYUTENHO NHEBMOHMS (6enoapobHa nHdekums), MHpeKUMs Ha NMMKOYHUTE MbTULLA U
cencuc (oTpaBsHe Ha KpPbBTa). [Ipyrn 4ecTn HexenaHu iekapcTBeHn peakumm (KOUTO MOXe Aa 3acerHatr
He nosBeye oT 1 Ha 10 aywu) ca 60s1Ka U peakuMn OKosI0 MACTOTO Ha MHDY3NATa, NOBULLEHN KPBBHU
HMBa Ha HSKOM YepHoApPO6HM eH3nMK, MycKynHa 6onka, rnasobosve n 3avyepBsiBaHe.

Han-uectute HexenaHu peakuunu npu ldefirix (KouTo MoXe Aa 3acerHaT He noseye OT 1 Ha 10 Aaywwn) ca
NMHEBMOHUS U Cercuc.

Idefirix He TpsabBa Aa ce npunara Npy xopa CbC CEPUO3HA UHDEKLMSA AN TPOMEOTUYHA
TpoM6ouuToneHnYHa nypnypa.

3a NbAHUSA CMUCBK Ha HeXenaHUTe peakunn N orpaHUYeHusaTa BUXTE NNCTOBKAaTa.

3awo Idefirix e paspeweH 3a ynorpeba B EC?

EBponerickaTa areHumMs no fiekapcrearta pelm, 4Ye nonsurte ot ynotpebarta Ha ldefirix ca no-ronemu ot
pUCKOBETE 1 TO3M NPOAYKT MoXe aa 6bvae pa3peweH 3a ynotpeba B EC.

AHTUTENaTa cpely npucajgkarta oT JO0HOpa ca OCHOBHA Mpeyka 3a ycrnewHaTta TpaHcnaaHTaumsa npum
naumeHTn ¢ 6bbpeyHa HegocTaTbyYHOCT. Mopaan ToBa NauMeHTUTe, KOUTO Ca CUJTHO CEHCMbunmanpatm,
0b6MKHOBEHO OCTaBaT Ha Auanu3a Npu no-KpaTka NpoAb/IHKUTENHOCT Ha XWUBOTa W BJIOWEHO KavyeCcTBO Ha
XXMBOT. B pe3yntaT Ha Ta3n HeyaoBNeTBOpeHa MeaMLUMHCKa NoTpebHOCT n Bbnpekn HeobxoamMMocTTa OT
OOMBb/HUTENHW AaHHWN, AreHumsaTa cumTa, Ye HaMYHuTe gaHHuM npegnonarat, ve ldefirix e edpekTmBeH
3a HamassiBaHe Ha HMBAaTa Ha aHTUTesna Npu CUJIHO CEHCMBUIN3MPAHM Bb3PacTHN, MO3BONSABANKN UM Aa
ce noanoxat Ha 6bbpedHa TpaHcnnaHTaumsa. NMpodunbT Ha 6e3onacHocT Ha ldefirix ce cumTa 3a
rnpueMsuB.

Idefirix e pa3pewieH 3a ynotpeba no T.Hap. cxema ,paspeluasaHe noj ycnosue". ToBa o3HayaBa, 4ye ce
OYaKBaT AOMbHUTENHM AaHHW 3a JIEKAapCTBOTO, KOUTO dhmpMaTa ce 3aab/kasa Aa npeaoctaBu. Beska
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roanHa AreHumsaTa Lie U3BbpLLBa Npernes Ha HoBaTa MHGOPMaLMUSA U HACTOALLOTO PE3OME CbOTBETHO
e ce akTyanusupa.

KakBa nHpopmMmaumsa ce ouyakBa 3a ldefirix?

Tobn kaTo ldefirix e pa3peweH 3a ynotpeba no T.Hap. cxeMa ,pas3pellaBaHe nog ycnosune®, duvpmaTa,
KosTo npeanara ldefirix, Wwe npegoctaBn AOMbAHUTENHW AAHHW OT TEKYLLO NpoyyYBaHe OTHOCHO
ObNroTpaHOTO PYHKUMOHUPAHE Ha npucagbKa v NpexuBaemMocTTa npu naumMeHTn, KouTo ca bunm
noanoxeHu Ha 6vbpeyHa TpaHcnnaHTauus cnied nedeHune ¢ ldefirix. dupmaTta Wwe npeaocTasun CbLLO
[aHHM OT HOBO MpOYyYBaHe 3a NOTBbpPXAAaBaHe Ha AbArocpoyHaTa edeKTUBHOCT 1 6e30NacHOCT Ha
Idefirix.

KakBu mepku ce npeanpueMart, 3a Aa Ce rapaHTupa 6e3onacHarta m
edexkTnBHa ynorpeba Ha ldefirix?

®dupmaTa, KoaTo npegnara ldefirix, we npeaocrasn pesyntatute OT AbJIFOCPOYHO MPOyYBaAHE Ha
Idefirix, 3a ga ce noTBbLpAN edeKTUBHOCTTA MY.

MpenopbKKUTe U NpeanasHUTE Mepku 3a BesonacHaTa u edekTMBHa yrnoTpeba Ha ldefirix, KouTo cneaga
[a ce cnassaT OT MeANLMHCKUTE CNeLnanncTi 1 NauneHTUTe, ca BK/IOYEHM CbLLO B KpaTKaTa
XapaKTepucTMKa Ha NpoayKTa v B INCTOBKATA.

KakTo npu BCMYKM nekapcTBa, AaHHUTE BbB Bpb3ka € ynoTtpebaTa Ha ldefirix HenpekbcHaTo ce
npocneassaT. CbobleHnTe HexXenaHn peakumn, CBbp3aHn ¢ ynoTpebaTa Ha ldefirix, BHuMMaTenHo ce
oLeHsBaT M ce NpeanpuemMaT BCUMYKM Heob6XoANMMN MEPKM 3a 3aluuTa Ha nauueHTuTe.

AonbnHutenHa nHdpopmauuma 3a ldefirix:

JonbnHutenHa nHgopmauus 3a ldefirix MoxeTe aa HaMepuTe Ha yebcanTa Ha AreHuusaTa:
ema.europa.eu/medicines/human/EPAR/idefirix.
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