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Pyrukynd (mitapivat)

06w nperneg Ha Pyrukynd v ocHoBaHuS 3a pa3pelwaBaHe B EC

KakBo npeacrasnssa Pyrukynd um 3a kakBoO ce usnonssa?

Pyrukynd e nekapcTBo, KOETO Ce U3Mo3Ba 3a JiedeHMe Ha Bb3pacTHM C aeduunT Ha NMpyBaT KMHa3a
(NK pedunumnt) — HacneacTBeHo 3abonisiBaHe, KOETO NMpUYMHSABA NO-6bP30 pasrpa)kaaHe Ha YepBeHUTe
KPbBHW KIETKWN, OTKOJIKOTO € HOpMaJiHo.

MK nedbnumTbT Ce cunTa 3a psako 3abonseaHe n Pyrukynd e onpegeneH kaTto ,JiekapCTBO cmpak"
(nekapcTBO, U3N0A3BaAHO NpuU peakun 3abonasanuma) Ha 22 anpun 2020 r. JonbaHuTenHa nHdopmaums
3a flekapcTBaTa CcMpaunm MoXeTe Aa HaMepuTe TyK:
https://www.ema.europa.eu/en/medicines/human/orphan-designations/eu-3-20-2270.

Pyrukynd cbabpxa akTMBHOTO BellecTBO MuTanueaT (mitapivat).
Kak ce nanonssa Pyrukynd?

Pyrukynd ce oTnycka no nekapcko npeanucaHue. Mpeanara ce noa ¢opmata Ha TabneTku 3a npuem
npes ycraTa. lMpenopbuyMTenHaTa HavanHa Ao3a e eaHa TabneTtka oT 5 mg, npMemMaHa ABa MbTU AHEBHO.
[o3aTa Moxe Aa ce yBenvMyaBa Ha BCEKW YETUPU CEAMMUUM Bb3 OCHOBA Ha HMBaTa Ha xeMornobuHa
(NPOTEUHBT B YEPBEHUTE KPBbBHU KINETKW, KOMTO MpeHacs KMUcnopoaa B opraHvaMa) v HyxaaTa oT
KpbBOMpenuBaHe npes nocineaHuTe 8 ceaMmumM. MakcuManHaTta npenopbunTenHa fosa Pyrukynd e

50 mg ABa NbTW AHEBHO.

AKO ce Hanara ne4yeHMeTo Aa Ce NPeKbCHE UAN NpeyCcTaHOoBKU Hanb/HO, Ao3aTta Pyrukynd Tpa6ea
nocTeneHHo Ja ce HaManu 3a nepuod ot 1 Ao 2 ceamuum.

3a noeeye nMHdoOpMaLMs OTHOCHO yrnoTpebaTa Ha Pyrukynd BuTe NMCTOBKAaTa UM Ce CBbPXKETE C
BaluMAa nekap unu dpapmauesT.

Kak pencrBa Pyrukynd?

MNaumeHTuTe c MK gednunT nMaT MyTMpana dopMa Ha NMpyBaT KMHa3aTa — NPOTEUH B YEpPBEHUTE
KPbBHU KJIETKWN, KOWTO NpeobpasyBa rnko3ata B eHeprus. B pe3yntaT Ha ToBa TEXHUTE YepBEHMU
KPbBHU KJIETKN He MoraT Aa Npou3BexaaT AoCTaTb4YyHO eHeprus, 3a Aa 3agbpxaTt dopMaTa cu, KOeTo v
Kapa Aa ce pasrpafsT, Npeau OpraHnsMbT Aa MMa BPeMe [a MM 3aMeHn. ToBa NpeKoMepHo
paspyllaBaHe Ha YepBEHUTE KPbBHU KETKU € U3BECTHO KaTo XEMOIUTUYHA aHEMUS.
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AKTMBHOTO BeLllecTBO B Pyrukynd, MMTanmBaT, ce CBbp3Ba W aKTUBMpa NMPyBaT KMHa3aTa, KOETo A Kapa
[a feicTBa no-eheKTUBHO U MO TO3M HauuH NpefoTBpaTsBa NpekaneHo 6bP30To pasrpaXaaHe Ha
YepBEHUTE KPbBHU K/IETKM Ha Te3M NaLMeHTU.

Kakeu nonsu ot Pyrukynd ca yctaHOBeHM B NpoyuBaHuATa?

Mon3ute oT Pyrukynd ca oueHeHn B ABE OCHOBHM Npoy4YBaHus. B mbpBoTO npoyuBaHe, o6xBawawo 80
nauneHTn ¢ MK gedununt, KOMTO He ca Nony4vyaBanun peaoBHO KpbBonpenmeaHe, Pyrukynd e cpaBHeH c
nnauebo (cnsno neyernue). B ToBa npoyuBaHe npu 40 % OT naumeHTUTE, NekyBaHu ¢ Pyrukynd, nma
yBenMyeHne Ha HMBaTa Ha xeMmornobuH ot 1,5 g/dl, koeTo ce nogabpxa Npu 2 UM NoBevYe KOHTPOJTHU
nocewenus cneg 16, 20 1 24 ceaMnuUM Ha nevyeHune, B CpaBHEHME C HATO €4WH OT NauueHTuTe,
nekyBaHu c nnauebo.

BbB BTOpOTO NpoyyBaHe, obxBawalo 27 nauMeHTn, Ha KOMTO pefoBHO Ce npwuiara KpbBonpenmeBaHe,
Pyrukynd He e cpaBHeH c nnauebo unm ¢ agpyru nekapcrea. B ToBa npoyusaHe 06eMbT Ha YepBeHUTE
KPBbBHU KNETKKU, MOSyYEHU NPU KPbBOMpPEnUBaHUS, € HaMmaneH c noseyve oT egHa Tpeta npu 37 % oT
nauneHTuTe.

KakBu ca puckoBeTte, cBbp3aHu ¢ Pyrukynd?

Han-uectute HexenaHun peakuuu npu Pyrukynd (konTo Moxe aa 3acerHaT nosede ot 1 Ha 10 aywwu) ca
6e3cbHMe (HapyLeHMs Ha CbHA), rageHe (NO3MBM 3a NOBPbBLUAHE) M HAMa/lEHN HMBA Ha XOPMOHa
€CTpOoH, HabngaBaHN NpU KPbBHU U3CNeABaHUSA NPU NALUUEHTU OT MbXKW Mo,

3a NbJIHUSA CMUCBK Ha HEXENaHUTe peakuun, cboblieHn npu Pyrukynd, BUXTe NMCTOBKaTa.

3awo Pyrukynd e pa3pelweH 3a ynorpeba B EC?

Bb3MOXHOCTUTE 3a sledeHne Ha nauneHTu ¢ MK aeduunT ca orpaHUyYeHu, Tbil KaTo JIEYEHMETO Ha
3ab0/1sIBaHETO € OrpaHMyeHo A0 NoaabpXXalluun JIeYeHus, 3a ga ce noaobpsaT CUMNTOMUTE U
YCNOXHEHUSTa, CBbP3aHM C XeMONUTUYHATa aHeMUS. Bbnpeku Ye nMa HAKOU OrpaHUYEHMs, CBbp3aHu C
OCHOBHUTE MPOYyYBaHusl, € AoKasaHo, Ye Pyrukynd ocurypsiBa KIMHUYHO 3HAUMMK MON3M 3@ HAKOU
naunenTn c MK gednumT, KaTo yBENMYaBa HMBaTa Ha XeMoriobrHa 1 HaMansBa Heo6xoAnMMoCTTa OT
KpbBOnpenueaHus. Mopaan ToBa ce cuuTa, ye Pyrukynd oTroBapsi Ha HeyOBNETBOPEHU MEANLMHCKM
HY>XAM NPU TE3UN MaLMEHTU.

OcBeH TOBa Ce CcyuTa, Ye HexenaHuTe peakumm npm Pyrukynd mMoraT aa ce osnagesT. Nopaau ToBa
EBponeiickaTa areHuusa no nekapcrearta peLuum, 4Ye nonsute ot ynotpebarta Ha Pyrukynd ca no-ronemm
OT PUCKOBETE M TO3M NPOAYKT MOXe Aa 6bae pa3pelleH 3a ynotpeba B EC.

KakBu mepku ce npeanpuemMart, 3a Aa ce rapaHTupa 6e3onacHata u
ecdekTnBHa ynorpeba Ha Pyrukynd?

MpenopbkuTe U NpegnasHUTe Mepku 3a 6esonacHaTa n edpekTnBHa ynotpeba Ha Pyrukynd, kounto
cnepnBa Aa ce cnasBaT OT MeAMUMHCKUTE Creumannctm u nauneHTnTe, ca BKAKOYEHW B KpaTkaTa
XapaKkTepucTuka Ha NpoAyKTa U B IMCTOBKaTa.

KakTo npu BCUYKKU NeKkapcTBa, AaHHUTE BbB Bpb3Ka C yrnoTpebaTta Ha Pyrukynd HenpekbcHaTo ce
npocneassaTt. CbobLLIEHUTE HEXENAHM peakuuun, cBbp3aHn ¢ yrnotpebaTa Ha Pyrukynd, BHMMaTenHo ce
OLUEHABAT M Cce npeanpueMaT BCUYKN HEO6XOAMMU MEPKM 33 3aLUMUTa Ha NaLUEHTUTE.
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AonbnHutenHa nHpopmauyua 3a Pyrukynd:

JonbnHutenHa nHgopmauus 3a Pyrukynd moxeTte aa HamepuTe Ha yebcalTa Ha AreHuusTa:
ema.europa.eu/medicines/human/EPAR/pyrukynd
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