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Symkevi (tezacaftor / ivacaftor)
O6bw npernen Ha Symkevi u ocHoBaHUSA 3a pa3pelwlaBaHe B EC

KakBo npeacraBnasa Symkevi n 3a kakBo ce nsnonssa?

Symkevi e nekapcTBO, KOETO Ce U3M0JI3Ba 3a JIeYeHMe Ha KMCTo3Ha hrbposa npu naumeHTn Ha Bb3pacT
6 1 noBeve roamHu. KuctosHata ¢pmbposa e HacneacTBeHO 3abonsiBaHe, KOETO MMa TEXKU edeKTn
Bbpxy 6enute apoboBe, xpaHOCMUNaTenHata cucrtema u apyru opraHun. KncrosHata ¢mbposa 3acsara
KNIeTKMUTE, KOUTO NPOU3BEXAAT CNY3 U XPaHOCMUIATENHM COKoBe. B pe3ynTaT Ha ToBa cekpeTuTe cTaBaT
MCTU M MPUYMHSABAT 3anylwBaHe. HaTpynBaHeTo Ha NAbTHU M fleNKaBn cekpeTn B bennte apobose
npean3BuKkea Bb3MnaseHNE U NpoABb/IKUTENTHA VIHCbeKLI,VIﬂ. B yepBaTa 3anyWwBaHETO Ha KaHan4yeTaTa Ha
naHkpeaca 3abaBsa CMMIaHETO Ha XxpaHaTa M BoaM A0 3abaBsiHE Ha pacTexa.

Symkevi ce nsnonsea nNpu naumMeHTn, KOUTO MMaT MyTaumsa (NpoMsiHa), HapeyeHa F508del, B reHa 3a
NMPOTENH, Hape4YeH ,TpaHCcMeMbpaHeH perynaTtop Ha NpoBOAMMOCTTa Npu kKnctosHa dumbposa™ (CFTR).

Symkevi ce nsnonsea nNpu naumMeHTU, KOUTO Ca yHacneamnu mytauusta F508del oT gBamaTa poauTenn m
cnefoBaTesIHO NpuTexasaT MyTaumsaTa U B ABeTe konus Ha CFTR reHa. JlekapCTBOTO Ce M3Mo3Ba CbLUO
npuv NauMeHTH, KOUTO ca yHacneamnu mytaumsata F508del oT eauHus poamTen n OCBEH ToBa MMaT efHa
oT cnefgHuTte mytaummn B CFTR: P67L, R117C, L206W, R352Q, A455E, D579G, 711+3A—G, S945L,
S977F, R1070W, D1152H, 2789+5G—A, 3272 26A—G vwnn 3849+10kbC—T.

Symkevi cbabpXa akTMBHUTe BellecTBa TesakadTop (tezacaftor) n neakadtop (ivacaftor).

KncrtosHaTa ¢pmbposa ce cunta 3a paako 3abonssaHe n Symkevi e onpeaeneH kaTto ,/iekapcTBo cnpak™
(nekapcTBO, U3N0A3BaHO Npu peakn 3abonasanHusa) Ha 27 despyapu 2017 r. JonbaHUTENHA
MHdOopMaUMsa 3a nekapcTeaTa cMpauu MoxeTe Aa HaMepuTe TyK:
ema.europa.eu/en/medicines/human/orphan-designations/eu3171828.

Kak ce nanonssa Symkevi?

Symkevi TpsabBa aa ce npeanucea caMo OT JleKap C ONUT B JIEYEHNETO Ha KUCTO3Ha ¢pubposa n camo
npu NauMeHTH, 3a KOUTO € YCTAaHOBEHO, Ye MMaT ropernocoyeHnTe MyTaummu.

Symkevi ce npegnara noa gopmaTta Ha TabneTku. JleyeHneTo ce KOMBMHMPaA CbC CaMOCTOSATENIEH NpPUEM
Ha Tabnetka, cbabpXxawa meakadTop.

Symkevi TpsbBa aa ce npveMa CyTpuH, a uBakacdTop — Beyep, okosio 12 yaca no-kbcHo. [o3aTa
3aBMCU OT Bb3pacTTa M TErJ0To Ha NauneHTa.
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Moxe aa ce Hanoxu fosute Ha Symkevi 1 nBakadTop Aa 6bAAT KOPUTMPaHU, aKo NAUMEHTLT NpuemMa
CbLLO /IeKapCTBO, HApeyeHo ,yMepeH Uan cuneH nuxmbutop Ha CYP3A", HanpuMep onpegeneHmn
aHTMOMOTULKM MK NeKapcTBa 3a MOUYHM nHdekunn. MNpn NauneHTn ¢ HamaneHa 6vbpeyHa PyHKUMSA
MOXe Aa Ce HaNoXW KopurmpaHe Ha 4O3UTeE.

3a noBeye MHpOpMaLMs OTHOCHO ynoTpebaTta Ha Symkevi BMXTe NNCTOBKATa WM Ce CBbpXeTe C Ballns
nekap wnn dapmauesT.

Kak pencrBa Symkevi?

KunctosHaTta ¢unbposa ce npuumHasa oT MyTaummn B CFTR reHa. To3u reH otroBaps 3a CFTR npoTeuHa,
KOWTO AelcTBa NO NOBLPXHOCTTA Ha KNETKMUTe, KaTo perysmpa npoM3BoACTBOTO Ha Cy3 U
XpaHoCMuiaTenHu cokose. MytaunmmTe noHmxasaT KonvectBoTo Ha CFTR npoTeuHn BbpXxy
MOBBPXHOCTTA Ha KNeTKaTa Uu BAUSASAT BbpXYy Ha4yMHa Ha QYHKUMOHUPAHETO UM.

EQHOTO OT akTMBHUTE BewecTBa B Symkevi, TesakadTop, noBuwaBa Koam4ectsoto Ha CFTR
NpOTEMHUTE Ha KNeTbYHaTa NOBBLPXHOCT, @ APYroTo, nBakadTop, NOBMLLABA aKTUBHOCTTa Ha AedeKTHUS
CFTR npoTeunH. Te3n 4eNCTBMS Bb3CTaHOBSABAT akTUBHOCTTa Ha CFTR nNpoTeMHUTe 1 NpaBaT cny3Ta U
XpaHoCMMNaTeHUTE COKOBE MO-Masiko NMabTHM, obnekyaBalikm nNo TO3M HaYMH CUMNTOMUTE Ha
3abonsBaHeTo.

KakBu nonsmn ot Symkevi ca ycraHoBeHM B npoyyBaHusTa?

B Tp® OCHOBHM Npoy4YBaHUS NMpU NaUMEHTU C KMCTO3Ha dMbpo3a Ha Bb3pacT 6 rOAMHU U NoBeYye e
rnokasaHo, 4ye Symkevi, npnemMaH 3aegHo c nsakadTop, e edekTnseH 3a nogobpsisaHe Ha 6enogpobHaTa
dyHKUMS.

B nbpBUTE 2 Npoy4YBaHUsl OCHOBHaTa Msipka 3a epeKTUBHOCT € noaobpeHuneTo BbB OEO; Ha
nauveHtute. ®EO; e MakcUManHuUsST 06eM Bb3yX, KOWTO YOBEK MOXe Aa U3aula 3a efHa CeKyHaa, u e
MsipKa 3a ToBa Konko nobpe dyHkunoHupat 6enute gpobose.

MbpBOTO NpoyyBaHe ob6xBawa 510 nauneHTN Ha Bb3pacT 12 roagmMHM UM Noseye C KMCTo3Ha pmbposa,
KOUTO Cca Hacneawnu mytaumsaTta F508del ot aBamaTa poautenu. Symkevi, npyemaH c uBakadrop, e
CcpaBHeH ¢ nnauebo (cnsno nedenmne). Cnea 24 ceaMUUN Ha NedeHMe nauneHTuTe, npuemManm
nekapcTBaTa, MMaT cpefHo nosuweHne Ha ®EO; ¢ 3,4 NpoLEHTHM NMyHKTa B CPaBHEHWE C HaManeHue ¢
0,6 NPOLEHTHM MyHKTa Npu NauneHTuTe Ha naauebo.

BTopoTo npoyyBaHe o6xBalla 248 nauneHTN Ha Bb3pacT 12 rogmMHu uam noseye C KMCTo3Ha pmbposa,
KOUTO Ca Hacneawnm mytaumsaTta F508del ot eanHus poauten n umat cbwo apyra CFTR myTtaums.
Symkevi B KOM6MHauus ¢ nBakadTop € CpaBHEH CbC CaMOCTOSTENIEH NpMeM Ha nBakadTop n ¢ niauebo.
dyHKUMaTa Ha 6enns apob e namepeHa cnep 4 n cnea 8 ceaMMUM Ha fedeHune. MNauneHTuTe, NnpuemManm
Symkevi n nusakadTop, nmat cpegHo nosuweHne Ha ®EO; oT 6,5 NpoOUEHTHU NMyHKTa B CpaBHEHME C
noBuweHne oT 4,4 NPOLEHTHW NYHKTa NpyW NauMeHTUTe, NpMeMann camo neakadTop, U HamaneHume c
0,3 NpouUEeHTHM NyHKTa Npu NauMeHTUTE Ha nnauebo.

EdekTrBHOCTTA Ha Symkevi npu cpaBHMMa rpyna Aeua C KUCTO3Ha ¢pmnbpo3a Ha Bb3pacT 6 go 11
roAvHM e NoAKpeneHa oT npoy4dsaHe npu 54 aeua Ha Bb3pacT 6 40 11 roamHu. B Hero e pasrneaaH
edekTbT OoT Symkevi Bbpxy nHaekca Ha 6enoapobHusa knmpbHC (LCI>.5), KOWTO NOKa3Ba Kak ce
BeHTUNupat 6ennte apobose. MoHuxeHne B LCI, 5 € npu3Hak 3a nogobpeHmne. B Ha4yanoTo Ha
npoyuBaHeTo LCI, 5 Ha naumeHTUTe e cpegHo 9,56. Cnep 8 ceaMumumM Ha NnedyeHne cbe Symkevi n
neakadTop LCI, s ce noHuxasa c 0,51. EdekTnBHOCTTa Ha Symkevi npu geua Ha Bb3pacT Mexay 6 n 11
roAvHW e nogKperneHa Cblo OT AOKa3aTesiCTBa, Ye IeKapCTBOTO Ce Bb3npuema oT opraHusma no Cblms
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Ha4uH, KaKTo Npu No-Bb3pacTHM nNauneHTn. CblueBpeMeHHO Ao3aTa TpﬂGBa Aa ce Kopurupa B
3aBUCUMOCT OT TEINOTO U Bb3pacTTa Ha NauneHTa.

KakBu ca puckoBeTe, CBbp3aHM cbC Symkevi?

Han-4yectnte HexenaHu peakuum npm Symkevi (konto Moxe aa 3acerHart noseye oT 1 Ha 10 gywwm) ca
rnasobonne n HazodpapnHMUT (Bb3NasieHNe Ha HOCa W MbPIOTO).

3a NbAHUA CMUCBK Ha HeXenaHuTte peakunm n orpaHnN4eHnATa, CbobLeHM npu Symkevi, BUXTE
TNCTOBKaTa.

3awo Symkevi e paspeweH 3a ynorpeba B EC?

Symkevi e eheKTUBHO NeyeHme 3a NaumMeHTn ¢ KuctosHa hdunbposa, KOMTO ca HacIeanaIn MyTaumuaTa
F508del oT nBamaTta poanTenu, nnu 3a NaumeHT, KOMTo uMaT MyTaumnaTa F508del ot eauHua poauTten u
onpeaeneHun Apyrn Mmytaumu. 3a nbpeaTa rpyna Symkevi moxe ga 6bae no-cneunasHo Bb3MOXHOCT 3a
neyeHue 3a NauneHTUTe, KOUTO He MoraT Aa npuemaTt KoOMOMHaums oT ueakadTop U nymakadTop (apyro
NeKapcTBO 3a KUCTO3Ha pmnbpo3a) nopaan HexenaHn peakuum Uan B3auMoOAENCTBUSA C Apyrn
nekapcTBa, KOUTO npuveMaT. 3a nocneaHaTa rpyna avnceaTt oa06peHun nedeHus. Mo oTHOWEHME Ha
6e30nmacHOCTTa HeXenaHuTe peakumm npu Symkevi ce cumTtaT 3a npueMmnmeu. 3aTtoBa EBponeiickaTta
areHuMsa No fiekapcreaTa pewn, Yye nonsuTe ot ynotpebata Ha Symkevi ca no-ronemMm ot puckoseTe 1
TO3M NPOAYKT MoXe aa 6bae paspelueH 3a ynotpeba B EC.

KakBu mepku ce npeanpuemMart, 3a Aa ce rapaHTupa 6e3onacHata u
ecdexkTnBHa ynorpeba Ha Symkevi?

MpenopbkuTe U Npeana3HUTe Mepku 3a HesonacHaTa n ecdekTMBHa ynoTpeba Ha Symkevi, Kouto
cneaBa Aa ce crnasBaT OT MeAMUMHCKUTE CNeumanmcT U NauMeHTuTe, ca BKIOYEHM B KpaTkaTa
XapaKTepucTMka Ha NpoayKTa v B INCTOBKaTa.

KakTo npu BCUYKKN NeKApCTBa, AAHHUTE BbB Bpb3Ka C ynoTtpebaTta Ha Symkevi HenpekbcHaTo ce
npocneaseat. CbobLeHUTe HeXenaHu peakumm, CBbp3aHu ¢ ynotpebaTta Ha Symkevi, BHUMaTENHO ce
oLEeHsABaT M ce npeanpueMaT BCUUKM Heo6X0AUMN MEPKM 3@ 3allMTa Ha NauMeHTuTe.

AonbnHutenHa mHdpopmaumsa 3a Symkevi:

Symkevi nonyyaBa pa3spellieHune 3a ynotpeba, sanmaHo B EC, Ha 31 okTtomBpu 2018 r.

JonbnHutenHa nHdopmaumns 3a Symkevi moxeTe Aa HamepuTe Ha yebcaliTa Ha AreHuusTa:
ema.europa.eu/medicines/human/EPAR/symkeuvi.

[aTta Ha nocneaHo akTyanusmpaHe Ha Tekcrta 10-2020.
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