MPOeKT

HAPEJBA Ne «.coovveeeeece ] eeeeeeeennne,

3a n3meHenue Ha Hapenoa Ne 16 or 21.11.2019 r. 3a npuemane Ha ¢papMaKo-TepaneBTHYHO
PBKOBOJICTBO N0 €HIAOKPUHOJIOTHS U 00J1ecTH HA 00MsiHaTa (06H. B /IB, 6p. 95 o1 2019 1.)

§1. B npuiioxeHueTo KbM WieH €AMHCTBEH, paszaen 19. ,3abonsBanus Ha mapamuroBuaaute xiesn (ITIK),
pa3CcTpolCcTBa B ceKpelusira u AelicTBrero Ha napatxopMmoHa (IITx), oOmsHata Ha gocdarute u Butamun D, T.
19.4.7 , XunogochaTreMuaHn paxuTH', C€ NMPABAT CIECAHUTE U3MEHEHUS U JOII'BIIHCHUSA

1. TekcTbT Ha U3pEUYEHUE TPETO ,,/Jodrcusomno npu eépodenume gopmu Ha 3abonseanemo. Ilpu mymop-

UHOYYUPAHA OCMeoManayus Moxce 0d Om38y4u cied OMCmpaHasane Ha mymopa.

o Jlekapcmeenu npodykmu, cvOwpocawu Heopeawuunu ¢ocamu 6 0oza I1-2 2 neopeanuyeH
docam onesno.

o Axmusnu I-anga xuopokcunupanu memadbonumu Ha eumamun /{

C€ U3MCH: TaKa.

*  Kanyumpuon 6 003a 0.5 — 2.0 mxe OHegHO
*  Anghakanyuoon 6 0osa 1-3 mke OHe8HO.

,,HpI/I BPOJACHUTE (l)OpMI/I PAaHHOTO 3all04YBaHC Ha JICUCHUCTO HOI[O6p$IBa IIpOruo3ara 10 OTHOIICHHUEC Ha

pacTeiKa, Pa3BUTUCTO W HOPMAJIHATA MHUHCpAIM3alMd Ha CKCEJICTA. HpI/I BPOJACHUTC (bOpMI/I Ha

3a00/I1BAaHETO JICUEHHUETO € JOXHBOTHO. HpI/I TYMOp-UHAYIHPaHa OCTCOMAJIallHA MOXKE a OT3BYYHU CIICH

OTKpHUBAHC U OTCTpPAHSABAHC Ha TYyMOpaA. HpI/I BCUYKH IMAaIUCHTU C XPOHHWYHA XI/IHO(I)OC(i)aTCMI/IH ce

npunarat hochar-chabpprKaim nepopaiau npemnapatu. [pu xunodocdaremus, 1bokaia ce Ha 1eQEeKT B
perynanusrta win npoaykiusata Ha FGF-23, ce mo6aBsT n akTHBHA MeTaOOIMTH Ha BUTAMUH /1.

o

o

JlexapcTBeHH NOPOAYKTH, ChIbpKallM HeopraHuyHu Qocdaru B go3a 1-2 1, psaako
noBeye, HeopranuueH Qocgar nHeBHO. [Ipunarar ce npu BCUYKM MALIMEHTH ¢ XPOHUYHA
xunogocharemus — Bcuuku BpoaeHu Gopmu u npu THUO. IIpu noBeueTo nmamueHTH ce
MOCTUTa 3HAYMMO IOKa4yBaHE Ha cepyMHHTe (ocdaru, MOHSIKOra 10 HOpPMAIM3HUpaHE.
BaxHo e 1a ce cienu HUBOTO Ha CEpYMHHU M ypUHHM Kaiaimid u ¢ocdaru. IIpu gact ot
NAIMEHTUTE BUCOKHUTE 103U TepopalHu (ocdaTu Morar Ja MpOBOKUPAT JUapusi, KOETO
Jla OrpaHUYM ONTHUMAJIHOTO JI03UpaHe.

= Phosphoneuros karnkwu, o 8 Mr HeoprauudeH gocdar B kanka. [Ipuara ce B Tpu-
YeTUpHU paslielHU IpueMa M odma no3a crnopen Hyxaute. He e HamuueH 3a
ynotpeba B brarapus.

* Reducto special Tabmerkn, mo 612.2 mr. HeopraHudeH Qocdar B TabieTKa.
[Ipunara ce B Tpu-4eTUpPHU pa3leHU IpueMa 1 ol1a g03a cnopen Hyxaute. He e
HaJIMYeH 3a ynorpeba B bbarapus.

AxktuBHU 1-anda xuapokcuianpanu MetaboauTu Ha ButamuH J[. 3ao0ukanar nedekra B
aKTHUBUpAHETO Ha BUTaMuH [ B pe3ynrar Ha BucokuTe HMBa Ha FGF-23. Ilpunarar ce
npu TUO u npu Bcuuku BpoaeHu ¢popMu Ha XxunodochaTreMUueH paxuT ¢ U3KIIOUYECHHE
Ha xunodocdareMuyeH paxuT ¢ xunepkainuueMus. llenn ce Hopmanu3upaHe Ha HUBOTO
Ha KaJIIUTPHUOI U MOATbpKAHE Ha HUCKO-HOPMaJIHU CEpYMHHU HUBA Ha Kaiuuil. Crneast
ce cepymMHH Kamumid u (Qocharn. 3aabDKUTETHO Cc€ CIAeAu ypUHHATa KajlueBa



eKCKpelus, Iopajn PUCK OT XUIMIEPKAIIMNYPUS U IPELUNUTHPAHE HAa HEPPOKATIIIMHO3A.

Kanmutpuon B go3a 0.5 — 2.0 MKrqHEBHO
Andakanumon B 103a 1-3 MKrIHEBHO.

o Jlpyru nekapcTBEHU MPOAYKTHU:

INN Burosumab (6ypo3yma0). IIpencraBisiBa MOHOKJIOHATHO aHTUTSUIO CPEILY
FGF-23. Iloka3an e 3a nedenue Ha XLH npu nena u ronomm. [Tpunoxenuero Ha
docdar-crappKamIy MpemapaTd ¥ aKTUBHA METa0OIUTH Ha BuTamMuH /[ TpsOBa
Jla ce MPeKpaTH MOHE eHa CeAMMUIA MIPEIH 3all0YBaHe Ha JeueHue ¢ Oypo3ymao,
nopajy puck ot xunepdocdaremMusi, XUNEPKATIUEMUs U €KTOMUYHU KaJl[MeBU
otnaranus. [Ipunara ce kaTo MOAKOKHA UHKEKIMS HA ABYCEAMHYEH UHTEPBAI B
no3a 0.8-2.0 mr/kr (mo 90 mr). Cepymuure docdaru ce ciaeasT Ha JBE U CIlIE[
ToBa yeTHpu cenmuuu. [Ipu Hykna no3ata ce KOpUrupa Ha MHTEPBAIM HE IO-
MaJKo oT detupu cenmui. [loctura HopManu3upane Ha cepyMHHTE docdaru,
yBenmn4yaBaHe Ha peabcopOmmsara Ha ¢ocdatn B ObOpeuHure TYOyIH W
mojoOpsiBaHe Ha KOCTHAaTa MHHEpanm3alusa. TekecTTa Ha paxura HamalsBa
3HAYUMO TIOBEYE, OTKOJIKOTO C KOHBEHIIMOHATHATa Tepanus ¢ docdaru u
akTUBHU MeTabonuTu Ha BuTaMuH /. [IpenopbuBa ce HaOMIOACHHE 3a TPU3HALIM
Y CUMIITOMH Ha HeQpOKaJIMHOo3a —exorpadus Ha ObOpenute, Mpy 3arouBaHe Ha
JICYEHHUETO, Ha BCEKM 6 Mecella mpe3 MbpBUTE 12 Mecema OT JIEYCHHETO U
exeronHo cien ToBa. HykxHO e na ce crnensaT cepymHH ankaiHa (ocdarasa,
kanmwmid, [ITX u kpeaTuHUH Ha BCeKU 6 Mecera (Ha BCEKH 3 Mecelna 3a Jena Ha
BB3pacT 1-2 romuHm), Kamuumid ¥ Qochar B ypuHaTa ce CIEOAT HA BCEKH 3
Mecena.

2. TexcrsT Ha 3abenexkara ,./leuenuemo ¢ HepaspewieHu 3a ynompeoba NeKapcmeeHu NpooyKmu ce
U36bpULBa NPU Yclo08uama u no peo, onpedenenu ¢ Hapeooa Ne 10 om 17 noemepu 2011 2. 3a ycnosuama
u peda 3a nevenue ¢ nepaspeuweHu 3a ynompeba 6 Penyonruxa bvaeapus nekapcmeenu npooykmu, Kakmo
U 3a ycroeusama u peoa 3a 8KN0YBAHe, NPOMEHU, USKII0Y8aHe U 00CABKA HA JIeKapCmeeHu npooyKmu
om cnucvka no un. 266a, an.2 om 3axona 3a nekapcmeenume npooyKmu 6 XyMaHHama meouyuna (0OH.
B 6p.95 om 2.12. 2011e., oon. /[B 6p.24 om 12.03.20132.) na munucmvpa Ha 30paseonaszsanemo* ce

3aJindyaBa.

3akiounTeIHA pa3nopeada

§2. Hapenbara e mnpuera c¢ Pemenume No ................... Ha HanuoHanHusi chbBET MO LEHU U
peuMOypcrpaHe Ha JICKapCTBEHUTE TPOIYKTH.

MMPEACEJATEJ

MMPO®. HUKOJIAW JAHYEB, IM



