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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 M3Mofi3Ba 3a JlIeYeHMe Ha NauMeHTU Ha Bb3pacT 2 Mecela M noBeye C
X0JIeCTaTMUeH NpypuTyc (MHTEH3UBEH Cbpbex, Ab/XKall Ce Ha HaTpynBaHe Ha X/b4kKa), MPUUMHEH OT
cuHapoM Ha Alagille. M3non3ea ce Cbllo 3a NevyeHre Ha NaumMeHTM Ha Bb3pacT 3 Mecela 1 rnoseue C
nporpecuBHa daMuiHa MHTpaxenaTasHa xofecrasa.

CuHapoMbT Ha Alagille n nporpecvBHaTta daMunHa MHTpaxenaTasHa Xofecrasa ca HacneACTBEHM
3abonsABaHMA, NPU KOUTO XTbYKaTa (TEYHOCT, Npou3sBexaaHa B YepHus Apo6, KOATO NoMara 3a
pasrpaxaaHeTo Ha MasHMHUTE) He MOXe [a Ce OTTMYa MO MOAXOASAL, HAUMH OT YepHUsa Apo6, KOeTo
BOAM [0 HATpyMNBaHe Ha X/bUHa KUcennHa B YyepHusa Apob 1 KpbBTa. EANH OT cMMNTOMUTE Ha ToBa
HaTpynBaHe e XoJiecTaTnuyeH NpypuTtyc. MHTpaxenatanHaTa Xo/siectasa ce CBbpP3Ba C NPOrpecuBHO
yepHOApPO6HO yBpeXAaHe M MoXe Aa AoBede A0 LMpo3a U YepHoApOo6HO yBpexaaHe B KpaeH CTaauii.

Te3n 3abonsBaHMsa ce cumTart 3a peaku u Livmarli e onpegeneH kaTto ,1ekapcTBo cupak” (nekapcTtso,
M3nona3BaHo npu peaku 3abonsasaHus). JonbaHUTENHA MH(OPMaLMSA 3a NeKkapcTBaTa cMpaun MoxeTe Aa
HamepuTe Ha yebcanTta Ha EMA (cuHapom Ha Alagille; nporpecrBHa damMuaHa MHTpaxenaTtasaHa
Xxonecrasa).

Livmarli cbabpxa akTMBHOTO BewecTBo Mapanukcnbatos xnopua (maralixibat chloride).

Kak ce manon3ea Livmarli?

NeuenuneTo c Livmarli Tpsabea ga 6bae 3anoyHaTto n HabnogaBaHoO OT leKap C ONUT B JIEYEHMETO Ha
yepHOApO6HM 3abonaBaHus, KaTo cMHAPOM Ha Alagille u nporpecruBHa damMunHa MHTpaxenaTtanHa
xonecrasa. JlekapCTBEHUAT MPOAYKT Ce OTMyCcKa Mo JIeKapcKo npeanvcaHume.

Livmarli ce npegnara noa ¢popmarta Ha pa3TBoOp 3a NMpueM npes ycraTa. [lo3ata 3aBuUcK OT
3abonaBaHeTo, KOETO Ce nekyBa. B cnydai ye naumMeHTLT pa3Bue onpeaeeHn HexXenaHn peakuum,
MOXe [Aa Ce HanoXwu Aa ce Hamanu gosaTa Wau Aa ce NpeKkbCHe nevyeHneTto. JlekapaT Tpsbea aa
obMnCcnn anTepHaATMBHO /le4YeHne Npu NauMeHTn, KOUTO He nokassaT nogobpeHuwe cneg 3 Meceua.

3a noBeye MHpoOpMaLMsa OTHOCHO ynoTpebarta Ha Livmarli Bu>xTe nucTtoBkata Uan ce CBbpXKeTe C Balius
nekap wnn dapmauesT.
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Kak pe#crBa Livmarli?

AKTMBHOTO BewecTtBo B Livmarli, mapannkcnbatos xnopua, 610knpa AerCTBUETO Ha NPOTENH, HAapeYeH
anvkaneH HaTpUeBO-3aBMCMM TPAHCMOPTEP Ha XNbyHa kncenuHa (ASBT), nsBecTeH owe KaTo uneasneH
TpaHCNopTep Ha Xnb4yHa kncenuHa (IBAT), KOMTO NnoMara 3a NpeHoca Ha XNbYHU KMCEIMHM OT YepBaTa
o6paTHO B KpbBTa M YyepHusa apob. Kato 6nokmnpa ASBT, nekapcTBOTO HaMansiBa KOJIMYECTBOTO Ha
XNbYHUTE KMCENMMHUN, KOUTO Ce NMpeHacaT OT YyepBaTa B YepHusi Apob. ToBa BOAM A0 OTCTpaHsiBaHe Ha
NnpeKoMepHaTa Xnb4YHa KNUCE/INHa OT OpraHmM3Ma, Kato Nno To3M HaynH Ce HaMansaBa HATPYNBAHETO Ha
XNbYHa KNCENMHA U ce obnek4yaBaT CUMNTOMUTE Ha XOSIeCTaTUYHUS NPYPUTYC.

KakBu nonsu ot Livmarli ca yctaHOBeHU B NnpoyuyBaHusTa?
CuHapoM Ha Alagille

Mon3ute ot Livmarli ca oueHeHn B aBe OCHOBHM Npoy4yBaHusl. B nbpBOTO NpoyyBaHe 31 geua Ha
Bb3pacT oT 1 Ao 18 roauHu cbc cnHapoMm Ha Alagille ca nekyBaHu c Livmarli B npoabnxkeHue Ha 18
ceaMUUN, Crel KOETO Ce OLEeHsIBa Kak ca Ce MOBAUAN OT JlIeueHneTo.

Ha 29-Te nauMeHTW, Npu KOMUTO € HACTBbMNW/IO MOHMXEHNE Ha HMBATa Ha X/b4yHaTa KMCennHa B KpbBTa
Hari-mManko ¢ 50 % cnea nbpBOHa4YanHOTO 18-ceAMUYHO NeyeHue C eKapcTBOTO, BNOCNEACTBUNE €
onpeaeneHo ga nonyyat nnauebo (cnano neyeHue) unum Livmarli B npoabixeHne Ha 4 ceaMmuum.
Pe3yntatuTe nokassaT, 4ye Npu NaumeHTUTe, KOMTO Ca NpoAb/IKMAM fiedeHmneTo ¢ Livmarli B
NpoAb/IXeHNE Ha 4 ceaAMULN, BCE OLLE MMa HaMasleHNe Ha HUBOTO Ha XJTbYHUTE KUCENNHU, AOKATO Nnpwu
nauveHTuTe, NpeMmHanu KbM nnauebo, e Hanuue 3HaunTenHo nosuweHne. Cnea To3m 4-ceaMUYeEH
nepuvoa BCMYKM nauMeHTn nosydyasaTt oTHOBO Livmarli. Korato nauneHtute, npmemawm nnauebo,
Bb306HOBAT neyeHueTo ¢ Livmarli, kpbBHUTE MM HMBa HamMansaBaT 4O HMBaTa, HabnogaBaHu npeau ToBa
¢ Livmarli. B npoyuBaHeTO ce nokasBsa CblUo, Ye nedeHuneTo ¢ Livmarli nogobpsisa cumMnTomMmTe Ha
cbpbexa, cBbp3aH CbC 3abonsiBaHeToO.

BbB BTOpPOTO NpoyyBaHe, 06xBallallo 8 Aeua Ha Bb3pacT Mexay 2 Meceua M no-mManko oT 1 roauHa,
Livmarli He e cpaBHeH c Apyro fiedyeHre uam nnauebo. Pesyntatute oT Npoy4YBaHETO NMoKasBaT, Ye crej
13-ceaMWYHO JleyeHue naumMeHTuTe uMaT CpeaHo nodobpeHmne Ha CUMNTOMUTE Ha Cbpbexa, CBbp3aH CbC
3abonaBaHeTo, U HaMansBaT HMBATA Ha XTbYHUTE KUCENNHN B KPbBTA.

MNporpecmBHa chaMunHa MHTpaxenaTasiHa Xonecrasa

Mons3ute ot Livmarli ca oueHeHn B OCHOBHO npoyuysaHe npu 93 geua Ha Bb3pacT oT 1 go 15 rogmHu ¢
nporpecmsHa daMuiHa MHTpaxenaTtanHa xonecrasa. MNauneHTuTe nonyyasat Livmarli unm nnauebo B
npoAb/HKEHWE Ha 26 ceaMuum, cnej KOeTo Ce OUeHsBa TAXHOTO MOBUSBaHE OT SIeYeHUETO.
Pe3synTtatuTe nokasBsaT, Ye npu naumeHTuTe, npveMawm Livmarli, MMa HamaneHue Ha HMBOTO Ha
XNbYHaTa KMCennHa B KpbBTa, AOKaTO NpU NauneHTUTe, npmeMawm nnauebo, HMBaTa Ha XJIb4yHaTa
KNCeNMHa He ce NpoMeHAT. MHTeH3MBHOCTTa Ha cbpbexa, HabngaBaH Npu NauneHTUTe, Cblyo
HaMmasnsiBa noeeye nNpu nauMeHTuTe, Nnpuemalwm Livmarli, B cpaBHeHne ¢ nnauebo.

KakBu ca puckoBeTte, cBbp3aHu ¢ Livmarli?

3a MbAHWUSA CNUCBK Ha HexenaHuTe peakuun u orpaHndeHusaTta npu Livmarli BuxTe nucroskara.

Mpu naumeHTH cbC cmHApoM Ha Alagille Hai-uecTuTe HexenaHw peakuunum npum Livmarli (konto Moxe aa
3acerHat noseye ot 1 Ha 5 aywu) BknouBaTt aMapusa u abaommHanHa 6onka (6onka B kopema). lMpu
nauueHTn ¢ NnporpecuBHa damuiHa MHTpaxenaTtasHa XoJsiectasa Auapusi MoXe Aa Cce NOosiBU Mpu noseye
oT 1 Ha 5 aywun, a kopeMHa 60onka MOXe Aa Bb3HMKHE Npu He noBeye oT 1 Ha 10 ayww.
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3awo Livmarli e paspeweH 3a ynorpeba B EC?

CuHapoMbT Ha Alagille n nporpecneHata pammnHa nHTpaxenaTasiHa Xosiectasa ca
XXMBOTO3acTpaluaBalin 3abonsiBaHMs C OrpaHMYeHN Bb3MOXHOCTHM 3a sieyeHune. Tbil KaTo 1 ABeTe
3abonaBaHnsa ca MHOrO peaKu, Npoy4YBaHUATA Ca Masikn U NoasexaT Ha OrpaHMYeHUs, HO € AoKa3aHo,
ye Livmarli e edhekTBEH 3a HaMansBaHe Ha KOIMYECTBOTO XJ/TbYHA KMUCEJIMHA B KPbBTA Ha NaUMEHTU C
nporpecmBHa daMuiHa MHTpaxenaTtasHa Xxofecrtasa u nogobpsieaHe Ha CUMNTOMUTE, HaNpumep
MHTEH3MBEH Cbpbex, Npu NauneHTn c e4Ho oT ABeTe 3abonsiBaHUsA. Bbnpeku ye gaHHUTe 3a
6e3onacHocTTa Ha Livmarli ca orpaHmnyeHn n e Heobxoammo aa ce cbbepaT AOMbAHUTENHN AAHHU,
HeXenaHuTe peakuun, HabnwaaBaHM KbM AHELWHa AaTa, ce cymTaT 3a npuemnmsu. MNMopaam ToBa
EBponeiickaTa areHumMs no siekapcTeaTa peLm, Ye nonsumrte oT ynoTpebaTta Ha Livmarli ca no-ronemu ot
PUCKOBETE M TO3M NPOAYKT Moxe Aa 6bae paspelweH 3a ynotpeba B EC.

Livmarli e paspeweH 3a ynotpeba npu ,u3BbHpeaHn obcroaTtencrea®. MNpuunHaTta e, ye He e 6uno
Bb3MOXHO Aa Ce Mojy4un nNbiHa nHpopmaums 3a Livmarli nopagm psakoTo pasnpocTpaHeHmne Ha
3abonasaHeTo. Bcsaka rogmHa EBponenckaTa areHumMs no nekapcreaTta LWe M3BbpluBa npernes Ha
HOoBaTa MHMOPMaLUUSa 1 HAaCTOALOTO pe3toMe CbOTBETHO LUE Ce aKTyanusnpa.

KakBa nHdopmMmauma ce ouaksa 3a Livmarli?

Twi kaTo Livmarli e pa3peweH 3a ynotpeba npu ,M3BbHpeaHn obctoaTencrea®, dpupmaTa, KOSTO
npeanara Livmarli, we npegocraBa exerogHW akTyanusauuu BbB Bpb3Ka C BCsika HoBa MHMOpMaLms
OTHOCHO 6e3omnacHocTTa 1 eeKTMBHOCTTA Ha Livmarli. B gonbnHeHue dpupmaTa e nposeae v
npeacTaBu pe3yaTaTtuTe OT NpoydBaHe 3a AOMb/HUTENHO XapaKTepM3MpaHe Ha Ab/rocpoyHaTa
6e30nacHoOCT n eeKTUBHOCT Ha N1eKapCTBOTO 3a JlIeYeHMe Ha XonecTaTuyeH NpypuTyc npu naumeHTu
CbC cnMHApoM Ha Alagille n nporpecmBHa pamunHa nHTpaxenaTasHa xonecrasa.

KakBu mepku ce npeanpuemMart, 3a Aa ce rapaHTupa 6e3sonacHaTta u
ecdexkTBHa ynorpeba Ha Livmarli?

dupmata, KoATo npeanara Livmarli, we npegoctaBu Ha fekapuTe MaTtepuanu, 3a Aa UM NOMOrHe Ja
passiCHABAT Ha NauMeHTUTe C nporpecMBHa daMuiHa MHTpaxenaTaiHa XosiecTasa Kora u Kak aa
npueMaT ToBa /1IeKapCTBO M KaKBO KOIMYECTBO TpsibBa Aa npuemar.

MpenopbkKTe U NpeanasHUTe MepkK 3a 6esonacHaTa u edekTMBHa yrnoTpeba Ha Livmarli, kouTo cneaga
[a ce cnassaT OT MeANLMHCKUTE CneunannucTu 1 nauneHTUTe, ca BKJIIOYEHM CblLO B KpaTKaTa
XapaKTepucTMKa Ha NpoayKTa v B INCTOBKATA.

KakTo npu BCUYKKU NeKapcTBa, AAHHUTE BbB Bpb3ka C ynoTpebaTta Ha Livmarli HenpekbcHaTo ce
npocneasBat. CbobLEHNTE HEeXeNaHu peakumm, CBbp3aHu ¢ ynotpebaTa Ha Livmarli, BHMMaTenHo ce
OLIEHsIBAT M ce npeanpueMaT BCUYKM HEO6X0AMMM MEPKM 3a 3aluMTa Ha NauueHTuTe.

AonbnHutenHa uHpopmauymsa 3a Livmarli:

Livmarli nonyyaBa pa3spelwweHue 3a ynotpeba npu nssbHpeaHun obctossTencrea, BanngHo B EC, Ha 9
nekemepun 2022 r.

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

[aTta Ha nocnefHO akTyanusmMpaHe Ha TekcTta 07-2024.
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