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Pe3tome Ha EPAR 3a o6wecTtBeHO nosi3BaHe

Brineura
LlepnunoHasa anda

HacTtoawmaT AOKyMeHT npeacTasnsaBa pe3toMe Ha EBponencknsa nybnuueH oueHbyeH goknag (EPAR) 3a
Brineura. B Hero ce pa3scHsBa Kak AreHuusaTa € oueHuna N1eKapcTBOTO, 3a Aa Npenopbya paspellaBaHe
3a ynotpeba B EC n ycnoBus Ha ynotpeba. [JokyMeHTBLT HE e npeAHa3HavyeH Aa npeaocTaBs
npakTUYeckn CbBETUM OTHOCHO ynoTpebaTta Ha Brineura.

3a npakTnyecka MHCbOpMaLI,VIﬂ OTHOCHO YI'IOTDE6aTa Ha Brineura nauneHTUTe cneaBa Aa npoyertar
NNCTOBKATa WK aa nonutaTt CBOA NneKap Unun (bapMaU,EBT.

KakBo npeacrasnssa Brineura u 3a KakBO ce usnonssa?

Brineura e nekapcTBO 3a sie4eHNE Ha HEBPOHanHK LepomaHun nunodycumHosn tun 2 (CLN2 6onecr),
HacneacTBeHo 3abonaBaHe Npu Aeua, KOeTo BOAW A0 NPOrpecmMBHO yBpeXAaHe Ha MO3bKa.

Tbi kaTo 6posaT Ha nauneHTuTe ¢ CLN2 e manbk, 6onectra ce cumTta 3a ,psaaka" u Brineura e
onpeaeneH Karto ,JieKkapCcTBo cMpak" (JlekapCcTBO, M3MON3BaHO Npu peaku 6onectn) Ha 13 mapt 2013 r.

Brineura cbabpyxa akTMBHOTO BELLECTBO LepsiMnoHasa anda (cerliponase alfa).
Kak ce nanonssa Brineura?

Brineura ce BA1Ba ANPEKTHO B MO3bka. Mpean NbpBOTO BAMBAHE NaUMEHTLT TPS6Ba Aa NpeTbpnu
XUPYPruyHa UHTEPBEHLMSA 338 UMMAHTMPAHE Ha YCTPOICTBO, KOETO Ce MpokKapBa OT BbHLIHATA CTpaHa
Ha Yepena 40 MO3bYyHaTa KyXMHa C TEYHOCT, B KOATO Ce AOCTaBs 1eKapCTBOTO.

BnuBaHuaTa ce npunaraT BeAHbX Ha BCEeKU ABe ceaMULUMN OT MEAULIMHCKN CreumasnuncT, KOMTO uMa
MO3HaHMA 3a NpuiaraHe Ha fekapcTBa B MO3bKa. 3a [a ce HaMasiM pUCKbT OT peakumu, CBbp3aHu C
BJIMBAHETO, NAUMEHTUTE MOraT Aa nNpuemaT Apyrv neKkapcrea npeaun uian no BpeMe Ha JiIie4eHUNETOo C
Brineura nnm BPEMETO Ha BJZIMBAHETO MOXE Aa 6bae 3abaBeHo. JleyeHMeTo MOXe Aa npoAbJIXKn
AOTOoraBa, A0OKATO NAaUMEHTDBLT CE€ NoBandBa NOJIOXUTETHO.

30 Churchill Place e Canary Wharf e London E14 5EU e United Kingdom
Telephone +44 (0)20 3660 6000 Facsimile +44 (0)20 3660 5555
Send a question via our website www.ema.europa.eu/contact An agency of the European Union o

© European Medicines Agency, 2017. Reproduction is authorised provided the source is acknowledged.



Brineura ce oTnycka no nekapcko npeanucaHue. 3a noseye MHGOPMaLUUSA BUXKTE JIMCTOBKATA.

Kak pencrBa Brineura?

Mpn naumeHTuTe ¢ CLN2 nuncea eanH eH3nM, KOMTO e Heo6XoaMM 3@ HOPMasHOTO pa3BUTME Ha MO3bKa,
HapeuyeH Tpunentuann nentmaasa 1 (TPP1). AKTMBHOTO BelwecTBO B Brineura, uepnunnoHasa anda, e
Konue Ha TPP1 u ce n3non3ea 3a 3aMgHa Ha JMNCBALUUA EH3UM.

JlekapcTBOTO Cce BNvMBa AMPEKTHO B MO3bKa, 3a Aa 3a06u1Kon KPbBHO-MO3b4HaATa 6apV|epa, npeanasHa
6apV|epa, KOATO pasaend KpbBHUA NMOTOK OT MO3bKa U NMpeaoTeBpaTdABa HABJIM3aHETO HA BeELWeCcTBa OT
poAa Ha NneKapcTBa B MO3b4HATa TbKaH.

KakBu nonsu ot Brineura ca ycTaHOBEHM B Npoy4yBaHuATa?

B paHHM npoy4yBaHusa Brineura nokassa, Ye HamansiBa CKOpPOCTTa Ha BfolaBaHe Ha 3abonsBaHeTo,
M3MepeHa CbC cTaHAapTHa CKasa 3a oLeHKa.

B eqHo npoyuBaHe, B KoeTo 23 fgeua (Ha cpefHa Bb3pacT 4 roAvHN) ca nekysaHu € Brineura B
npoab/KeHne Ha 6nm3o rogmHa, 20 ot Tax (87%) He npeTbpnsABaT HaMassiBaHe C 2 TOYKU Ha
ABUraTeHUTE N €3MKOBUTE YMEHUS, KaKBOTO ce HabnogaBa OT uctopmyecka rnegHa Toyka npu nauueHTw,
KOWTO He nosiyvyaBart fieyeHume.

OueHkaTa e u3BbpLUEHa OT IeKapu, KOUTO AaBaT Ha NauMeHTUTe UHAMBUAYATHU OLEHKMW 3@ ABUraTesiHuTe
1 e3nkoBuTe yMeHuns (kbaeto 0 o3HayaBa Hal-sowa, a 3 e HopManHa oueHka). ObwaTa oueHKa Ha
nauueHTa e cbopbT Ha ABETE OLEHKW.

B enHo npocneassallo npoy4ysaHe nonsute oT Brineura npoAb/iXaBaT olle eaHa roanHa, KaTto
pesynTaTuTe NokassaT, ye 3abonABaHeTo MoXe Aa 6bae 3abaBeHo NMpu No-rofisMaTta YacT OT NauueHTUTe.
ToBa npoy4yBaHe BCe OLLEe Npoab/IXKaBa.

KakBu ca puckoBeTe, cCBbp3aHu ¢ Brineura?

Hali-uectnte HexxenaHu nekapcTBeHn peakumn npu Brineura (kouTo MoraT ga 3acerHat nosede oT 1 Ha
5 aywn) ca Tpecka, HUCKM HMBa Ha NpoTenH B MT (TeyHoCTTa B MO3bKa M rpbbHaka), aHoMmanum B EKIC
(npoBepka Ha CbpAeYHaTa AEMNHOCT), MoBpbLUaHe, MHPEKLMN HA TOPHUTE ANXATENHN NbTULa
(MHdeKUMM Ha HOCa M MbpJI0TO) M peakUuMn Ha CBPbXYYBCTBUTENHOCT (aNneprmyHn peakumm). 3a NbiHUSA
CNUCBK Ha BCUYKW HEXeslaHW leKapcTBeHN peakuumn, cbobuieHun npu Brineura, BUXTe NNCTOBKaTaA.

Brineura He Tpﬂ6Ba Aa ce npunara npu naunMeHTn, KONTo U3NnUTBaT XMNBOTO3acCTpallaBallh peakumn Ha
CBPBbX4yBCTBUTEJTHOCT (aneprvl;l) KbM Brineura, cCUMNTOMUTE Ha KOUTO Ce NOSIBABAT OTHOBO MNPV NOBTOPHO
npunaraHe Ha Brineura. OcBeH TOBa He Tp9|6Ba Aa ce npunara n npuy naunMeHTn, KOMTo MMaTt MMMJIaHTUpPaH
WBHT 3a ApeHMpaHe Ha U3ULLHA TEYHOCT OT Mo3bka. W Hakpas, Brineura He Tpf—l6Ba Aa ce npunara npu
NnaunMeHTn, KONTO MMaAT HAKaKBU I'IpO6J'I€MVI C yCTpOVICTBOTO, KaToO U3TUYaHE nUIn VIH('bEKLI,VIF!.

3awo Brineura e pa3pelweH 3a ynorpeba?

HannyHute gaHHM nokassaT, ye Brineura nomara 3a 3abaBsaHeTO Ha ABUraTe/IHUTE N €3MKOBUTE YMEHUS
npu naumeHtTn ¢ CLN2, 3abonsiBaHe, 3a KOETO HAAMa APYru nevyeHus.

[aHHuTe He noka3BaT HAKaKBW HEMPUEMIMBU NPUTECHEHMS NO OTHOWeHMe Ha 6e3onacHocTTa. KoMnuteTsT
Mo NeKapCTBEHUTE MPOAYKTM 3a XyMaHHa ynotpeba (CHMP) Ha AreHumsTa pelwin, 4ye nonsute oT Brineura
ca no-ronemu oT pUCKoBeTe, 1 npenopbya Brineura ga 6bae paspeweH 3a ynotpeba B EC.
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Brineura e pa3speweH 3a ynotpeba npu ,u3BbHpeaHu obcToaTencrea". ToBa ce AbXKU Ha dakTa, ve
nopaan psaKoTo pasnpocTpaHeHue Ha 6onectTa He e 610 Bb3MOXHO Aa Ce NOMyYn NbriHa
uHdopMaums 3a Brineura. Bcska rogmHa EBponeiickaTta areHuMs No fiekapcTBaTa Lie U3BbpLuBa
npernes Ha HoBaTa MHMOPMaLMA U HACTOSALOTO pe3tloMe CbOTBETHO e Ce aKTyanusnupa.

KakBa nHpopmMauma ce ouaksa 3a Brineura?

Tl kaTo Brineura e pa3pelleH 3a ynotpeba npu ,M3BbHpeaHU obcToaTencrea®, ¢pupmaTa, KOATO ro
npeanara Ha nasapa, LWe npegocTaBy AOMb/AHUTEHU AAHHKU OT Npoy4yBaHusaTa 3a 6e3onacHocTTa Ha
Brineura, BK/IIOUMTENTHO 3a pUCKa OT asieprmyHm peakuum npu abarocpoyHa ynotpeba v 3a HerosaTta
AbNrocpoyHa edekTMBHOCT 3a 3abaBsiHE UM CNMpPaHEe Ha BJIOIABaHETO Ha ABUraTE/THUTE N €3UKOBUTE
yMeHus. MNMpoyyBaHumaTa We BKAKYBAT Aela Ha Bb3pacT noj 2 rogMHu, 3a KOMTO MOHAcTosWweM nmnceat
OaHHW.

KakBu Mepku ce npeanpuemMar, 3a a ce rapaHTupa 6e3onacHaTta u
ecdekTBHa ynorpeba Ha Brineura?

dupmaTa, KOSATO Npeanara Ha nasapa Brineura, we rapaHTMpa, Ye Ha BCMYKN MEANLMHCKN
cneunanncTu, KOUTO ce 04YaKkBa Aa M3MoJs3BaT TOBa S1IeKapCcTBo, € npeaocTtaBeH obpa3oBaTesneH
MaTepuan 3a HauyMHa Ha U3MNoA3BaHeToO My M NpefoTBpaTsaBaHETO Ha NpobaeMn C yCTPOMCTBOTO OT poAa
Ha nHdekumn nnm bnoknpaHe.

MpenopbknTe U NpegnasHUTe Mepkun 3a 6esonacHaTa n edekTneHa ynotpeba Ha Brineura, konto aa ce
cnasBaT OT MeAMUMHCKUTE cneumanncTm 1 naumMeHTuTe, ca BK/OUYEHM B KpaTKaTa XapaKTepucTuKa Ha
npoaykKta U B TNCTOBKaTa.

OonbnHutenHa nHdopmauma 3a Brineura

MbnHUAT TekcT Ha EPAR 3a Brineura Moxe aa ce Hamepu Ha yebcanTa Ha AreHuusaTa:
ema.europa.eu/Find medicine/Human medicines/European public assessment reports. 3a noseye
MH@OpMaumMsa OTHOCHO fiedeHneTo € Brineura npoyeTtete nucrtoBkaTta (cblo 4Yact oT EPAR) unu
nonutarnTe Bawwna nekap nnu papmauesT.

Pe3toMe Ha cTaHOBMLLETO Ha KoMUTETa No JlekapcTBaTa cupauu 3a Brineura Moxe na ce HaMmepu Ha
yebcanTta Ha AreHumsaTa: ema.europa.eu/Find medicine/Human medicines/Rare disease designation.
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http://www.ema.europa.eu/ema/index.jsp?curl=/pages/medicines/human/medicines/004065/human_med_002111.jsp&mid=WC0b01ac058001d124
http://www.ema.europa.eu/ema/index.jsp?curl=pages/medicines/human/orphans/2013/04/human_orphan_001193.jsp&mid=WC0b01ac058001d12b

