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Livmarli (maralixibat chloride)
O6w nperneg Ha Livmarli n ocHoBaHuA 3a pa3pelwaBaHe B EC

KakBo npeacrasnsaBa Livmarli n 3a kakBo ce nsnonssa?

Livmarli e nekapcTBo, KOETO Ce M3MoJ3Ba 3a JIeYeHNE Ha NaLUMeHTU Ha Bb3pacT 2 Meceua W noseve c
XonecrtaTuyeH Npyputyc (MHTEH3UBEH Cbpbex, Ab/Kall Ce Ha HaTpymnBaHe Ha XJTb4YKa), MPUUYMHEH OT
cnHapoM Ha Alagille.

CuHapoMbT Ha Alagille e HacneacTBeHo 3abonsiBaHe, Npy KOETO XJTbyKaTa (TEYHOCT, Npou3BeEXAaHa B
yepHMa Apob, KOSTO MoMara 3a pasrpa)KaaHeTo Ha Ma3HMHUTE) He MOXe Aa Ce OTTMYa NPaBUIHO OT
yepHnsa Apob, KOeTo BOAM A0 HATpyNBaHEe Ha XIb4yHa KMCenuHa B YepHus apob un kpbeTa. EAMH oT
CMMMNTOMMTE Ha TOBa HaTpymnBaHe e X0osieCTaTUYeH NpypuUTyC.

A\

CuHapoMbT Ha Alagille ce cunTa 3a psako 3abonsaBaHe 1 Livmarli e onpegeneH kaTo ,/ieKkapcTBO CUpak
(nekapcTBo, M3MN0A3BaHO Npu peaku 3abonaBaHns) Ha 18 aekemepu 2013 r. JonbAHUTENHA
MHdOpMaUMs 3a NekapcTBaTa CMpaun MOXeTe Aa HaMepuTe TyK:
https://www.ema.europa.eu/en/medicines/human/orphan-designations/eu-3-13-1214.

Livmarli cbabp)xa akTMBHOTO BewecTBO Mapanukcnbar xnopua (maralixibat chloride).
Kak ce nanonssa Livmarli?

NeuenuneTo c Livmarli Tpsabsa ga 6bae 3anoyHaTo u ga ce Habnogasa OT siekap C ONUT B IEYEHUETO Ha
yepHoApobHK 3abonsiBaHus, HanpuMep cMHAPOM Ha Alagille. JlekapcTBeHMAT NPOAYKT ce oTnycKka no
JflekapcKko npeanvcaHue.

Livmarli ce npegnara noa ¢popmarta Ha pa3TBoOp 3a NpueM npes ycrarta. [lo3ata 3aBMCK OT TEJIECHOTO
Tersno Ha nauueHTa 1 ce npunara Be4HbX AHEBHO. JleueHneTo 3anoyBa C HUCKa A03a, KOSTO NeKapsT
e yBennun cnep eaHa ceamuua. B cnyyain ye nauneHTbLT pasBue onpeaesieHn HexXenaHu peakumm,
MOXe Aa Ce HaNoXW Aa ce HaManu Ao3aTa WM Aa ce NpekbCHe niedeHuneTo. JlekapaT Tpsibea Aa
obMnCIn anTepHaATMBHO Nle4YeHne Npu NauMeHTn, KOUTO He nokassaT nogobpeHuwe cnesn 3 Meceua.

3a noseye nHbopMaumsa OoTHOCHO ynoTpebaTta Ha Livmarli BuXXTe nnuctoBkaTa Uan ce CBbpXeTe C Bawus
nekap nnu gapmauesT.
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Kak pe#crBa Livmarli?

AKTMBHOTO BewecTBo B Livmarli, mapanukcnbaT xnopua, 61okmpa 4ENCTBMETO Ha NPOTENH, HApeyeH
anvkKasneH HaTpUeBO-3aBMCMM TPAHCMOPTEP Ha XNbYHW KMucennHu (ASBT), n3BecTeH owe KaTo uieasneH
TpaHCNopTep Ha XNb4YHU knucenuHun (IBAT), KOMTO NoMara 3a NMpeHoca Ha XNbYHU KMCENMHM OT YepBaTa
o6paTHO B KpbBTa M YyepHusa apob. Kato 6noknpa ASBT, nekapcTBOTO HaMansiBa KOJIMYECTBOTO Ha
XNbYHUTE KMCENMHUN, KOUTO Ce NMpeHacaT OT YyepBaTa B YepHusi 4pob. ToBa BOAM A0 OTCTpaHsiBaHe Ha
NnpeKoMepHaTa XNnb4YHa KNUCE/MNHa OT OpraHmM3Ma, Kato Nno To3M HaynH Ce HaMansaBa HATPYNBAHETO Ha
XNbYHa KNCENMHA U ce obnekvyaBaT CUMNTOMUTE Ha XOJSIeCTaTUYHUS NPYpPUTYC.

KakBu nonsu ot Livmarli ca yctaHOBeHU B NnpoyuyBaHusTa?

Mon3ute ot Livmarli ca oueHeHn B aBe OCHOBHM Npoy4yBaHusl. B nbpBOTO NpoyyBaHe 31 geua Ha
Bb3pacT oT 1 o 18 roanHu cbe cuHApPoM Ha Alagille ca nekyBaHu c Livmarli B npoabixeHune Ha 18
ceAMuLN, Cnep KOETOo Ce OLEeHABa Kak ca ce MOB/USAN OT JIeYEHUETO.

Ha 29-Te nauMeHTW, NpM KOMUTO € HACTBbNW/IO MOHMXKEHNE Ha HMBATa Ha >X/TbYHUTE KUCENIMHU B KpbBTa
Han-manko ¢ 50 % cnep NbpBOHAYanHOTO 18-ceAMMYHO sievyeHne C 1IeKapcTBOTO, BNOC/IEACTBUE €
onpegeneHo aa noayyat nnauebo (cnsano neyeHue) wam Livmarli B npoabnkeHue Ha 4 cegMmnun.
Pe3yntatute nokaseaT, 4ye Npu NaumeHTUTe, KOMUTO Ca NpoAb/IKMAM fiedeHmneTo ¢ Livmarli B
npoAb/KEHME Ha 4 ceaMMLM, BCe OLEe MMa HaMalleHNe Ha HUBOTO Ha X/IbYHUTE KUCENMHU, AOKATO Mpwu
nauneHTuTe, NpeMmnHann nevyeHne kbM nnauebo, uma 3HauMTenHo nosuweHne. Cneq To3m 4-cegMuyeH
nepuvoa BCMYKM NaumeHTn nosydyasaTt oTHOBO Livmarli. Korato nauneHtute, npnemawm nnauebo,
Bb306HOBAT NleyeHmeTo ¢ Livmarli, KpbBHUTE MM HMBA HaManaBaT A0 HMBaTa, HabnogaBaHM Npean ToBa
¢ Livmarli. B npoyuyBaHeTo ce noka3sBa Cbl0, Ye neyeHumeTo ¢ Livmarli nogobpsiea cumntoMmnTe Ha
cbpbexa, cBbp3aH CbC 3abossiBaHETO.

BbB BTOpOTO npoyyBaHe, ob6xBawalo 8 Aeua Ha Bb3pacT Mexay 2 Mecela v no-Manko oT 1 roamHa,
Livmarli He e cpaBHeH ¢ apyro nedenue unmn nnauebo. Pesyntatute oT NnpoyyYBaHeTO Nokasear, ye cnej
13-ceagMMYHO NedyeHne NaunmeHTUTe nMaTt cpeaHo nogobpeHne Ha CMMNTOMUTE Ha cbpbexa, CBbp3aH CbC
3abonsiBaHETO, U HaMansiBaT HMBATa Ha XbYHUTE KNCENMHN B KPbBTA.

KakBu ca puckoBeTte, cBbp3aHu ¢ Livmarli?

Han-4yectnte HexenaHu peakuum npu Livmarli (kouto Moxe aa 3acerHat noBedye oT 1 Ha 10 aywm) ca
avapua n abgomnHanHa 6onka (6onka B kopema).

3a NbJIHUA CMUCBK Ha HEXeaHuTe peakumm, cboblieHn npu Livmarli, BuxTe nucroskara.
3awo Livmarli e paspeweH 3a ynorpeba B EC?

Alagille e xuBoTo3acTpalwaBallo 3abonssaHe. KbM MOMEHTa Ha pa3pelwaBaHeTo Ha Livmarli He e nmano
Apyro ogobpeHo fiedeHme 3a ToBa 3abonasaHe. Tbih KaTo TOBa € MHOIo psaako 3abonsiBaHe,
npoy4YBaHusTa ca MaJku M C peauua orpaHMYeHunsl, HO e ycTaHoBeHO, Ye Livmarli e ecdbekTnBeH 3a
HaMansiBaHe Ha KOJIMYECTBOTO X/TbYHU KUCEIMHU B KPbBTA Ha NauMeHTU CbC 3ab0ssiBaHETO U 3a
nopobpsiBaHe Ha CMMMNTOMUTE, CBbP3aHM C TOBA, HaNpuMep MHTEH3UBEH Cbpbex. Bbnpekn ye gaHHUTe
3a 6e3onacHocTTa Ha Livmarli ca orpaHuyeHn n e Heobxoanmo aa ce cbbepaT AONBAHUTENHU LAHHM,
HeXenaHuTe peakuum, HabnwaaBaHM KbM AHELWHa AaTa, ce cymTaT 3a npueMnmen. MNMopaam ToBa
EBponelickaTa areHuus no fekapcreaTta peLwm, Ye nonsurte ot ynotpebata Ha Livmarli ca no-ronemu ot
pUCKOBETE M TO3M NPOAYKT MOXe Aa 6bae paspelueH 3a ynotpeba B EC.

Livmarli e pa3peweH 3a ynotpeba npu ,n3BbHpeaHn obctoatencrea”. MNpuumHaTa e, 4ye He e buno
Bb3MOXHO Aa Ce Mojy4un NbiHa nHpopmaums 3a Livmarli nopagm psakoTo pasnpocTpaHeHne Ha
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3abonasaHeTo. Bcska rogmHa EBponenckaTa areHumMs no nekapcreaTta LWe n3BbpluBa npernies Ha
HOBaTa MHqupMaLI,VIFI M HACTOoALWOTO pe3toMe CbOTBETHO LLE Ce aKTyanlnsunpa.

KakBa nHdopmMmauma ce ouaksa 3a Livmarli?

Tvn kaTo Livmarli e pa3peweH 3a ynotpeba npu ,n3BbHpeaHu obctostencrea®, dmpmarta, KoAaTo
npegnara Livmarli, we npeaoctaBs exerogHn akTyanmMsauum BbB Bpb3Ka C BCsikakBa HOBa MHbopMaums
OTHOCHO 6e3onacHocTTa n edukacHocTTa Ha Livmarli. OcBeH ToBa dupmaTa wWe nposeae U NpesocTasu
pe3synTtaTtuTe OT NMpOoyYBaHe 3a AOMbJIHUTENIHO XapakTepmusnpaHe Ha Ab/rocpoyHaTa 6e€30nacHOCT m
e(dunKaCcHOCT Ha 1eKapCTBOTO 3a JlIeYeHne Ha XosecTtaTUu4eH NpypuTyc.

KakBu Mepku ce npeanpuemMar, 3a Aa ce rapaHTupa 6e3sonacHata u
ecdexkTBHa ynorpeba Ha Livmarli?

MpenopbKkKTe U Npeana3HUTe MepkK 3a 6esonacHaTa u edekTMBHa yrnoTpeba Ha Livmarli, kouTo cneaga
[a ce cnassaT OT MeANLMHCKUTE CneunanncTi 1 nauneHTUTe, ca BKJIIOUYEHU B KpaTKaTa XapaKTepucTmKa
Ha NpoAyKTa 1 B INCTOBKATa.

KakTo npu BCUYKKN NeKapCTBa, AAHHUTE BbB Bpb3Ka C ynoTpebaTta Ha Livmarli HenpekbcHaTo ce
npocneassaTt. CbobLLIEHUTE HEXENAHM peakuunmn, cBbp3aHn ¢ ynotpebaTa Ha Livmarli, BHMMaTenHo ce
OLUEHABAT M ce npeanpueMaT BCUYKN HEO6X0AMMU MEPKM 33 3aLUMTa Ha NaLUEHTUTE.

AonbnHutenHa uHpopmauymsa 3a Livmarli:

JonbnHutenHa nHdopmMaumsa 3a Livmarli MoxeTe aa HamepuTe Ha yebcalTa Ha AreHumsaTa:
ema.europa.eu/medicines/human/EPAR/livmarli
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