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Palynziq (pegvaliase)

O6uw, npernea Ha Palynziq v 3awwo e pa3peweH 3a ynotpeba B EC

KakBo npeacraBsnasa Palynziq n 3a kakBo ce nsnonssa?

Palynzig e nekapcTBo, KOETO Ce U3MoJ3Ba 3a JieueHne Ha peHnnkeToHypus (PKY) npu Bb3pacTHU U
IOHOLUWM Ha Bb3pacT Hag 16 roaunHu.

MNpwn NauMeHTUTe C ToBa reHeTUYHO 3abonaBaHe aMUHOKUCENNHATa heHUanaHmH OT NPOTEUHUTE B
XpaHaTa He Moxe Aa ce o6paboTBa B OpraH13Ma M BCIEACTBME Ha TOBa TS Ce HaTpynBea B KpbBTa A0
abHOPMHO BMCOKM HWBA, KOETO NMpUUMHSBA NpobneMun B HepBHaTa cucteMa. Palynziq ce npunara npwm
nauueHTn, Npyn KOUTO HMBATA Ha EHMUIANAHMH B KpbBTa HE Ce KOHTPO/INPAT B 3a0BOJINTENIHA CTEMNeH
C ApYrX neyeHus.

Palynziq e onpegeneH kaTo ,1ekapcTBO cupak" (1ekapcTBO, U3MONA3BaHO Npu peakn 3abonssaHusa) Ha
28 aHyapu 2010 r. JonbnHuTenHa nHdopmauns 3a ,1ekapcTea cmpaun™ MOXeTe Aa Hamepute
TyK: ema.europa.eu/medicines/human/orphan-designations/eu309708.

Palynziq cbabp>xa akTMBHOTO BELLECTBO nersanuvasa (pegvaliase).
Kak ce nanonssa Palynziq?

JlekapCTBEHMAT NPOAYKT Ce OTMyCKa Mo JIEKapCKo npeanucaHune 1 fedyeHuneto Tpsibea aAa 6bae
3ano4yHaTo 1 HabnwgaBaHo OT nekap ¢ onuT B siedeHneTo Ha OKY. MNMpeamn 3anoyBaHe Ha neveHue
TpsibBa fa ce onpenenaT HMBaTa Ha deHmnanaHuH B KpbeTa. MNpenopbyBa ce U3MepPBAHE HAa HMBOTO Ha
deHnnanaHuH B KpbBTa BEAHBX MECeYHO Mo BpeMe Ha NieyeHuneTo. Palynziq e npeaHa3HaueH 3a
npoab/mXuTEeNnHa ynortpeba.

Palynzig ce npeanara noa ¢opMaTa Ha NpeABapUTENHO HaMmb/IHEHW CNpUHLUOBKK (2,5, 10 1 20 mg) 3a
NOAKOXHO npunoxeHue. MNpenopbynTenHaTa Ao3a e 2,5 mg BeAHbX CeAMUYHO B NPOAb/XKEHME Ha

4 ceamnumn. Cnep ToBa Ao3aTa W YecToTaTa Ha MHXEKTUPaHe MOCTENEHHO ce yBenuyaBsaT (40
MaKcuManHa fo3a oT 60 mg BeAHbX AHEBHO) 3@ MOCTUraHe Ha AOCTaTbyeH KOHTPOJ BbPXY HMBaTa Ha
beHnnanaHunH B KpbBTa. MpunaraHeTo Ha Palynziq Tps6ea Aa 6bAe CbNPOBOAEHO OT CTPOMM MEPKU 33
ynpaefeHne Ha eBeHTyaslHU CEPMO3HU aNepruyHm peakuumn, ocobeHo Npes NbpBUTE HAKOIKO Mecela.

3a noseye MHbOpPMaLMa OTHOCHO yrnoTpe6aTa Ha Palynziq BuUXTe NMCTOBKATa UM Ce CBbPXETe C Ballus
nekap wnu cdapmaLesT.
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Kak peuncrBa Palynziq?

AKTUBHOTO BeLllecTBO B Palynziq nersanuvasa e 6akTepuaneH eH3nMM, KOMTO MOXe Aa pasrpaxaa
¢eHMnanaHuH, a ToBa NpeaoTBpaTsABa HaTPyNBaHETO My B OpraHu3Ma v nomara 3a obsiekyaBaHe Ha
CUMNTOMUTE Ha hEHWUIKETOHYpUSA. EH3UMBT B neresanunasara e ,nerunmpan” (CBbp3aH C XMMMKan,
HapeueH PEG), KoeTo My M03BO/IBA Aa OCTaHe B OpraHu3Ma v Aa AencTBa no-AbAro.

Kakeu nonsu ot Palynziq ca yctaHOBeHM B npoy4yBaHusTa?

OCHOBHOTO Npoy4BaHe, B KOeTo e nacneaBaH Palynziq npm naumneHTun c MKY, ce cbCTOM OT HAKOKO
yacTtu. Mo BpeMe Ha Npoy4YBaHeTO NMauneHTuTe TpsbBa Aa NoAAbPXKAT NOCTOSHHO HMBO Ha MPUEM Ha
NpPOTEMHW C XpaHaTa, 3a Aa € CUr'YpPHO, Ye NPOMEHUTE B HMBATa Ha heHuNanaHMH B KpbBTa ce AbJKaT
Ha NlIeYeHneTo, a He Ha NPoMsIHa B MPUEMA Ha NPOTENHM.

B nbpBaTa yacT BCMYKKM MaumeHTH nonydyasaT Aosa oT 20 mg unm 40 mg Palynziq B npoabikeHue Ha
MakcuMyM 13 ceammuum. OcemaeceT v WeCT NauMeHTU, KOUTO Ce MOBUSIBAT OT JleYeHneTo (T.e. Npu
KOWTO HMBaTa Ha peHunanaHvH B KpbBTa HaMansBaT Hali-Mmanko ¢ 20 %), npoab/xasaT Aa npuemar
cbliaTa Aosa Palynziq unu nonyyasat nnauebo (cnsno neveHune). Cnen 8-ceAMUYHO NeYeHUeE HMBATa Ha
beHMNnanaHvH B KpbBTa OCTaBaT NMoA KOHTPOJ Mpu nauueHTn, npuemawm Palynzig, Ho Npy NaumMeHTV Ha
nnauebo ce Bb3CTaHOBSABAT HMBAaTa OT MNpPeaun NevyeHneTo, KOeTo nokasea, ye Palynziq e no-ecdekTuBeH
oT nnauebo 3a HaMansiBaHe Ha HMBaTa Ha peHnnanaHvH B KpbBTa M MNOAABPXKAHETO UM B NMPUEMIIUBM
rpaHuum.

B npoab/XeHMETO Ha NeyeHMeTo NaumMeHTUuTe NosydyasaT MHAMBUAYANHA ONTUMM3KpaHa Ao3a Palynziq.
YCTaHOBEHO €, Ye Mpwu Nno-rosisiMaTa 4YacT OT NauMEeHTUTE IeYEHNETO NMPOAB/IKUTENTHOTO NleYeHue ¢
Palynziq B npoabmkeHne Ha 18 Meceua e edheKTMBHO 3a KOHTPOSIMPpaHe Ha HMBaTa Ha eHuNanaHuH B
KpbBTa (nog 600 MMKpOMONa Ha INTLP).

KakBu ca puckoBeTte, cBbp3aHu c Palynziq?

Hali-uectnte HexenaHu peakumun npu Palynzig (konTo Moxe fa 3acerHat noseve oT 7 Ha 10 aywmn) ca
peakumn Ha MSACTOTO Ha MHXeKTUpaHe, 60o/Ka B CTaBUTE M anepruyHn peakuum. Han-sHaummumTte
anepruyHn peakumm BKIKOYBAT OCTpa CUCTEMHA aneprmyHa peakumns, aHrmoeneM (MoAKOXHO noayBaHe
B o6nacTu, KaTo MLETO, MPOTO, PbLETE UM KpakaTa) n cepyMHa 6onecT (aneprnyHa peakums,
npeavsBMKaHa OT XXMBOTUHCKM MNPOTEMHU WU CEPYM). 3@ MbJHWUSA CNUCBbK Ha HeXenaHuTe peakuum npu
Palynziq BumxTe nucroBkaTa.

Palynzig He Tpsi6Ba Aa ce npwunara Npu NauneHTu, KOMTO Ca MManu anepruyHa peakums KbM
nereanunasa, KbM HAKOSA OT ApYruTe CbCTaBKM Ha Palynzig unm kbM Apyro neruaMpaHo fekapcrso.

3auwo Palynziq e pa3speweH 3a ynorpeba B EC?

MNMokasaHo e, ye Palynziq e edekTnBEH 3a HaMansaBaHe Ha HMBaTa Ha deHuNanaHnH B KpbBTa U
KOHTponupaHeTo uM. Cunta ce, ye 6esonacHocTTa Ha Palynziq e npnemnuBa, a BaXXHW HexenaHu
peakuum ca ynpaBnasieMn Npu AOMbAHUTENHN CTPOrM Mepku (BX. no-aony). Nopaau ToBa EBponelickaTa
areHumMsa No siekapcreaTa pewn, Yye nonsute ot Palynzig ca no-rosiemMmn oT pUCKOBETE M TO3WU NPOAYKT
MoXe aa 6bae paspelleH 3a ynotpeba B EC.
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KakBu Mepku ce npeanpuvemMar, 3a Aa ce rapaHTupa 6esonacHaTa u
ecdexkTnBHa ynorpeba Ha Palynziq?

dupmMarta, KoaTo npeanara Palynziq we npegoctaBn MHGPOPMAUMOHHN MaTepuann 3a 1eKapuTe 1 3a
naumMeHTUTe 1M xopaTa, nonaraly rpuxn 3a TIX, OTHOCHO pMCKa OT anepruyHu peakumu npwu Palynziq,
BKJTIOUMTESNIHO 3a TOBa Kak Te3u peakuuu aa 6baaT pasno3HaTu 6bp30 M KakBo Aa ce npeanpueMe npwm
nosieata uM.

MpenopbknTe K Npeana3HUTe MepKK 3a 6e3onacHaTa u ecdekTMBHA ynoTpeba Ha Palynzig, kouTo cneasa
[a ce cnassaT OT MeANLMHCKUTE CneunanncTn 1 nauneHTUTe, ca BKJIIOYEHM N B KpaTkaTa
XapaKTepucTuKa Ha NpoAayKTa U B IMCTOBKaTa.

KakTo npu BCUYKKU NeKkapcTBa, AAHHUTE BbB Bpb3ka C yrnoTpebaTta Ha Palynziq HenpekbcHaTo ce
npocneasBat. CbobLieHNTe HeXenaHu peakumm, CBbp3aHu ¢ ynotpebaTa Ha Palynziq, BHMMaTenNHo ce
OLEHSBAT M Ce npeanpuveMaT BCUYKU HEOBXOAMMU MEPKM 3@ 3aluMTa Ha NauneHTUTe.

AonbnHutenHa nHdopmauyua 3a Palynziq:

JonbnHutenHa nHdopmMauus 3a Palynzig moxeTte aa HamepuTe Ha yebcainTa Ha
AreHumsaTa: ema.europa.eu/medicines/human/EPAR/Palynziqg.
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