CITPABKA
3a OTpa3sBaHe Ha CTAHOBHUILATA, TOJYUYEHHU CJIe/] OOIIECTBEHO 0OCHKIaHEe Ha
npoekT Ha Hapenba 3a usmenenue u nonbinenue Ha Hapen6a Ne 16 ot 21.11.2019 r. 3a npuemane Ha papMako-TepaneBTUYHO
PBKOBOJCTBO 1O €HJOKPUHOJIOTHS U 00JIeCTH HAa OOMsIHATa

Y4acTHHK B Ipuema/
00111eCTBEHOTO Ipennoxenne/Muenue He nmpuemMa MoruBu
o0chbiKIaHe NpeJI0KeHHeTOo

IIpensio:xxenus 3a NI3MEHEHUS .

B pazgen 19. 3ABOJIIBAHUA HA TTAPAIIUTOBUIHUTE JXJIE31
(TTLIK), PA3CTPOMCTBA B CEKPELIMSITA U IOEWCTBUETO HA
[MNAPATXOPMOHA (IITX), OBMSHATA HA ®OCDOATUTE WU
BUTAMHUH D, touka 194.7. (Usm. — JIB, 6p. 66 or 2020 r.) BIJIIOYCHH B

Xunodocharemuuen paxur, noarouxa ,Jlpyru nekapctsern mpoaykri, | TEKCTa B T. 19.4.7.
CBIIECTBYBAIIHS TEKCT Jia O'bJIe 3aMEHEH C:

Swixx BioPharma

[Ipuemar ce
IPEUIOKECHUATA —

,»* INN Burosumab (6ypo3yma0) npencTaBiisiBa peKOMOMHAHTHO YOBEIIKO
MOHOKJIOHaJTHO aHTUTs10 cpemy FGF-23. TTocpeactBoM nHXUOUpaHeTo Ha
FGF23 Oypo3ymab moBumaBa TyOymHaTa peabcopOuust Ha Qocdara ot
ObOpeniTe ¥ yBenMuYaBa CcepyMHaTa KOHIeHTpauus H©Ha 1,25
TUXAIPOKCUBUTAMUH D.

[Toxa3zan e 3a eueHne Ha X-cBbp3ana xunopopdaremus (XLH) npu gema
U IOHOIIM Ha BBb3pacT 1-17 roauHu ¢ peHTreHorpadcku JaHHHU 32 KOCTHO
3a0oisiBaHe W npU Bh3pacTHH. [Ipunoxenunero Ha ¢ocdar-chabpikamm
npenapaTH U aKTUBHH MeTaboInTH Ha BUTaMuH /| TpsaOBa 1a ce mpekpatu
IIOHE €/lHa CeaMMIAa IPeay 3alouBaHe Ha JedeHue ¢ Oypo3ymald mopaau
pucK OT xunepdochareMus, XUNepKaAILIUEMUS U EKTONUYHU KaJIlMEeBU
otnaranus. [Ipuara ce KaTo MOAKOKHA MHKEKIUS B MUIIIHUALIATA, KOPEMa,
CelaIMIIETO UK OeIpoTo.

[IpenopbunTenHaTa HayaaHa 103a 3a JIela ¥ IOHOLIM Ha Bb3pacT oT 1 1o 17
romuan e 0,8 mg/kg TenmecHO Teryiio, Ha BCEKH [JBE CEIMHUIU. AKO
cepyMHUAT (ocdar Ha IIagHO € MOJ JOJHATAa IPaHHLA Ha peepeHTHUs
JIMarna3oH 3a ChbOTBETHATAa BH3pAcT, Jl03aTa MOXe Ja ObJe MOBHUIIEHA Ha




crbnku 1o 0,4 mg/kg no makcumanna ao3a 2,0 mg/kg (MakcumaiHa 1032
90 mg). [lo3aTta 6ypo3ymab He TpsiOBa J1a ce KOPUTHPA IMO-YECTO OT BEAHBK
Ha Bceku 4 ceamuim. Cepymuute gocdaru Ha riIagHo ce CIesIT Ha JBe
CEeIMUIIM TIpe3 IIbPBHsI MECELl OT JICUEHHETO, MPe3 CIe/IBAIUTE Ba Mecela
— Ha BCEKHU YETHPH CEAMHUIM U KAKTO € TOAXOIIO CIIe]] TOBA.

Jlena u roHomM Ha BB3pact ot 1 1o 17 ronunu Tpa6Ba na ObIAT JEKyBaHH,
KaTo ce M3MOoJI3BaT JAJICHUTE TO-rope HacoKW 3a mpuiarane. Ha 18-
TOJIMIITHA BB3PAcT NAlMEHTHT TPsOBa 1a MpEeMHUHE Ha /103aTa 32 Bb3PACTHU
U J1aJIeHaTa Mo-A0JIy CXeMa Ha IpujiaraHe.

Ho3uposka npu Bb3pactiu ¢ XLH - npenoppunTenHaTa HayanHa 103a Npu
BB3pacTHH € 1,0 mg/kg TenecHo Tersio, 3akpbIiaeHo KbM Hai-O0mu3kute 10
mg, 10 MakcuMmaiHa ao3a 90 mg, npusiaraHa Ha BCEKU 4 CeMUIIH.

Cren 3armouBaHe Ha JJeUCHHETO ¢ Oypo3ymad cepyMHUSAT GocdaT Ha IIIagHO
TpsiOBa /Ja ce M3MepBa Ha BCEKM 2 CEIMHIM IIpe3 IbPBUS Mecell OT
JICUCHHETO, HA BCEKH 4 CEJMUIM Tpe3 CIeIBaIIUuTe 2 Mecela U KakTo €
nojaxonsamo cuen ToBa. CepymHHAT ¢ocdaT Ha TaagHO TpsAOBa Oa ce
u3MepBa 2 CEeaAMHIM ClIe]] IPEAX0HaTa 103a O0ypo3ymMad. AKO CEpyMHUST
docdar e B paMkuTe Ha peepeHTHHS AUAINA30H, TPAOBA Ja Ce MPOIBIKU
ChC ChIATa J03a.

ITpu npenmarpuunu mnanueHTd ¢ XLH nekapcTBeHOTO JleyeHHe ¢
Oypo3ymMab mocTura HOpMalM3UpaHe Ha cepymMHHUTEe (QocdaTi,
yBenuuaBaHe Ha peaOcopOuusta Ha (ocdartu B 0bOpeuHure TyOynu u
nojo0psiBaHe Ha KOCTHAaTa MHUHepanu3anus. TexecTra Ha paxura
HaMajsiBa 3HAYMMO IOBEYE, OTKOJKOTO C KOHBEHIIMOHAJHATA TEparus
docharu 1 aKTUBHU META0OIUTH HA BUTAMHH J1.

IIpu BB3pacTHu mammentu ¢ XLH Tepammsta ¢ Oypo3ymald Boau 10
NOBHUIICHUE Ha cepyMHUTE (ocdaTu Haja JONHATA TPaHUIA HA HOpMATa
(LLN) 1 mpu noBeve marueHTH, CIpsMo iane0o, BOIU 10 U3JIeKyBaHe Ha
¢paktypu u mnpenodpaktypu. Bypozymald moBiusiBa MOJOKHUTEITHO
JIOKJIaIBAHUTE OT NMalMeHTUTe 00Jka, pusnuecka (PyHKIMS U CKOBAHOCT.
[lperopbuBa ce HaOMIOACHWE 3a TPU3HAIM M CHUMITOMH Ha
HepoKaluHo3a - exorpadus Ha ObOpenuTe, NpH 3armoyBaHe Ha
JICYEHUETO, HAa BCEKU 6 Mecela Npe3 MbpBUTe 12 Mecena OT JIEUYEHUETO U
exeroaHo cies ToBa. HyxkHo e 1a ce crnenar cepyMHHM ankaiHa Gocdarasa,
kanumid, [ITX 1 kpeaTnHrH Ha Bceku 6 Mecenia (Ha BCeKu 3 Mecerla 3a Jera
Ha Bb3pacT 1 - 2 ronunn), Kaauii u gocat B ypuHaTa ce cleasT Ha BCEKH
3 mecena.

Kpumepuu 3a oyenxa na eqpexma om neuenuemo:




Hopmanusupane na cepymuume ¢pocpamu, nodovpoicane Ha HOPMATHU
CepyMHU KAIyues8u HUBA U KAIYUYpus, u3yezeane Ha KIUHUYHAMA
cumnmomamuxa. Jleuenuemo na 3a60.1316anemo e 00HCUBOMHO.
MOTHBBT 32 HANPABEHOTO MPEAJIOKCHUE € JOMBJIBAaHE Ha ChHIIECTBYBAIIATA
uHpopmanus 3a JekapcTBeHus mpoaykT Crysvita® (burosumab) B
CHOTBETCTBH C Pa3pelICHUETO 32 yrnoTpeda, u3aaeHo ot EBponeiicka areHIust
10 JICKapCTBaTA.

Pfizer Europe MA EEIG IpenJio:keHus 3a JONbJIHEHHUSI [Ipuemar ce

B touka 4. ,XUIIOIIATYUTAPU3BM (MKB E23.0), momrouxa 4.3. | IPCAIOKCHUATA —
»XHIOMUTYUTAPU3bM —JIeUeHre, B dacrra ,,JOBENIKH pPEKOMOHHAHTEH BKJIIOYCHH B
pacTexeH XOpMOH“I TekcTa B T. 4.3.
Cren tekcra ,, MUHMMaIHATa IPOABKUTEIHOCT Ha TEPAMATA 32 pa3rpbLIaHe
Ha meHUS epekT Ha PX e 2 roguHm, KaTo npu Jumnca Ha eeKT OT JICUYCHUETO
MOJKe /1a c€ 00CHIU MPEYCTAaHOBSIBAHETO MY.* ce J00aBs:

Somatrogon

,»S0matrogon e rokasaH 3a JIeueHHe Ha Jiella U IOHOIIY Ha Bb3pacT Ha U Haj 3
TOJIMHU C HapylleHUs B pacTexa Iopagd HeJoCTaThyHa CeKpelus Ha
pacTexeH XOpMOH. Somatrogon € TJHKONPOTEHH, CBCTOSII CE OT
aMUHOKHCEIMHHATA TI0CIEeI0BATETHOCT Ha YOBEIIKHUS pacTeKeH

XOPMOH, cBbp3aHa ¢ eaHo komue Ha C- tepmunannaus nentug (CTP) ot Geta
BEpUraTa Ha YOBELIKUSI XOPHOHTOHAIOTPONuUH mpu N- Kpas U IB€ KOIUs Ha
CTP B C-kpas. Somatrogon ce cBbp3Ba ¢ peLENTOpa 3a pacTEKEH XOPMOH U
MOBUIIIaBa CepyMHaTa KoHIeHTpanus Ha IGF-1.

[Ipenopruntennara no3a e 0,66 mg/kg TemecHo Teryno, mpuiiaraHa BEIHBK
CEIMUYHO Ype3 MOJIKOKHA MHKEKIIMS, KaTO 3all0YBAHETO U MOHUTOPHUPAHETO
Ha TeparusaTa Cje/Ba JIa C€ OChUIECTBSIBA OT JIETCKH €HJAOKPUHOJIOT C OIHT B
JICYEHUETO Ha XUTIOCOMATOTPOIIH3BM.

Somatrogon He e mokaszaH Ipu Jena chC 3aTBOPEHU eNU(H3U U Bb3PacTHU

HanueHTu.

..... 05.2024 r.

IF'AJIMHA CTOEBA:
I'nasen cexpemap na HCL{PJIIT



