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npOTOKOITbT ce uM3gaesa OT cneuyumanusanpaHa KoMucusa B nevyebGHU 3aBefeHust 3a OONMHUYHA nomouy, CKnw4Yunu

AoroBop ¢ H3OK. CneunanusupaHute KOMUCUM Ce Cb3[aBaT CbC 3anoBes Ha AMPEKTOPA Ha CredHWUTe YHUBEpPCUTETCKM
neuebHun 3aseaeHus: YMBAJT “AnekcaHaposcka” - rp. Codmsi, CBANIB - rp. Codus

I. PEQl 3A 3ABEPABAHE HA NMPOTOKOIUTE

lMpoTokonu 3a 3ano4BaHe Ha neveHue

* [lonbnHeHo n noanucaHo npunoxeHune 1A — nUCT 3a onpeaensHe Ha
KpuTepuuTe (Mo Todka A) C BCUUKU HEOOXOAUMU U3cneaBaHus
* MeauumHCKa AOKYMeHTaums, BKNIOYBALLA [JaHHW OT aHaMHesaTa, craTtyca u
CMNELMANU3UPAHA npeaxoxaaulo nevyeHue
KOMUCHUS » " PeweHune Ha cneumnanuanpaHa KOMUCUSA C ACHA MeAULMHCKA MOTMBAUVWS 3a
3anoyBaHe Ha TepanuaTa  (nodnucaHO oM  8CUYKU  YfleHo8e  Ha
crneyuanu3aupaHama KOMUCUS1)
= “lpoTokon 3a npeanuceBaHe Ha nekapcTsa, 3annawadHu ot H30K/P30OK” —
/ 06p. M3-H30K
Komucusi no un. 78, 7. 2 B 3aBepka Ha npoTokona
ot 330 B LY Ha H30K B P30K

MpoTtokonu 3a npoabLrpKaBaHe Ha nevyexHue

= [lonbnHeHo u noanucaHo npunoxenue 1B — nucT 3a onpeaensiHe Ha
Kputepuute (no Touka B)
* MeauumHcka AOKyMeHTaUuMs, BKNIOYBALLA [aHHW OT aHamHesara, cTaTyca u

CI'IELIVIAJ'IVI3V|PAHA | e(beKT OT NPOBEeXAaHOTOo Nne4vyeHune
KOMUCUS - PeweHune Ha cneunanu3vpaHa KOMMCUA C ACHa MeguLMHCcKa MoTuBauus 3a
3anoyBaHe Ha TepanuaTa (no@nucaHo om 8cu4yKu YyrieHose Ha

crieyuanuaupaHama KOMUCUS)
* “Mportokon 3a npeagnuceBaHe Ha nekapcrsa, 3annawanun ot H3OK/P30OK” —

06p. M3-H30K
Komwucus no un. 78, 7. 2 3aBepka Ha npoTokona
ot 330 B LY Ha H30K B P30OK

Il. OBLLM NONOXEHUA

1. 3011 nopasa noaroTeeHnTe AokymeHTU B P30K, Ha TepUTOpUSATa Ha KOSITO € Hanpasuno nsbop Ha OMNJ1. lokymeHTUTe
BKITIOYBAT:
1.1. 3asBnenve go [upektopa Ha P30OK.
1.2. MNonbnHeHo n nognucaHo npusioxexue 1. MonbnBa ce No CLOTBETHATA TOYKA 1 ce npunara oTpaseHara B ungpos
VHAEKC MeauLHCKa AOKYMEeHTaUus, ya0oCTOBepsaBalla BCeKM e4AUH OT KpuTtepuuTe.
1.3. MbenHuaT Habop uscneasaHus (hU3nKamnHW, UHCTPYMEHTanNH! 1 NabopaTopHu), OTpaseH B NPUNOXEHNe 2.
1.4.“MNpoTokon 3a npeanucBaHe Ha nekapcTea, 3annawanv ot H30K/P30K” — 06p. M3-H3OK, nuspganeH ot cneunanuanpaxa
komucus. MNpunara ce opurHan Ha NPoToKona, a Npu KaHAMAATCTBaHE 3a NPOALMKABAHE HA TEpanusTa ce npeacraes
opurMHan Ha npeaxoAHusi NPOTOKON C OTPA3EHN BCUYKM HA3HAYEHUS MO HEro.
1.5. PeweHne Ha cneuuanuavpaHa komucusi OT nedyebHO 3aBefeHUe — W3NbIHUTEN Ha AmbynaTtopHa npoueaypa Ne 38
,OnpesensiHe Ha nnaH Ha neyeHWe W MpocrneasBaHe Ha TepaneBTUYHUS OTroBOp MNpU NauMeHTW, nonyyasalym
CKbMNOCTpyBaLLK nekapCTBEHU NPOAYKTU No peaa Ha yn. 78, an. 2 330 - 6n. M3-H30K Ne 13
1.6. [leknapauus 3a nHdopmmupaHo cbrnacve no obpasew (Npunoxeue 3)

2. P30OK npuema fOKYMEHTUTE MO To4ka 1 crie cnpaBka OTHOCHO 3apaBHOOCUTrypUTEnHus ctatyc Ha 30/1.
3. MbpBUAT U BCeku crieaBaly NPOTOKON Ce U3aasar 3a nepuoa Ao 180 aHu.
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NUCT 3A ONPEQENAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA NEYEHUE C EH3UM-3AMECTBALLA TEPAMUA
HA COUHIONUNUAO3U — BONECT HA ®ABPU

Nme: I ErH l l l | ' | I I I l

3abenexka: MmeduyuHckama GokymeHmauusi, ydocmoeepsisaya 6CeKu Om Kpumepuume e rocoyeHa C uugpa 6 UHOEKC U 3adbiKUMenHo
npudpyxaea HacCmMosIW,0Mo MPUSIoKEHUe.

A. KPUTEPUM 3A 3AMOYBAHE HA MbPBWU KYPC (SAOBIMKUTENHU CA BCUYKU KPUTEPUN)

MKB E75.2

1
1 | CurypHa gnarHosa Ha 6a3a pe3ynTaTt OT eH3UMHa aKTUBHOCT (Mbxe), Lyso-Gb3 (KEeHW) N reHeTUYHO n3cnensaHe

2 | Bu6peyHa Guoncus sk eneKTPoHHa Mukpockonus '

3 | Koncynrauus ¢ Hespornor "2

4 KOHéymauMn ¢ kapavornor - EKT", exokapavorpacus 52

5 KOHcyﬂTauMﬂ CbC cneuunanuct o4Hn 6onecTy — nacneaBaHe Ha OYHU AbHa .2

6 | Koncynrtaums c ractpoentepornor " 2

7 | KoHcynTauusi CbC CNeUmManmcT KoxHU 1 BeHepuyecku Gonectn 2

8 | llunca Ha uaknIOYBaLM KPUTEPUM NO TouKa B °

! Heo6xoAuMUTE U3CNeABaHUA Ca OTPa3eHn B Tabnuua 2 Ha NPUNOXeHUe 2 - 3aAbIKUTENHO ce nNpeacTaBAT Ha OpurMHanHa
Gnatka oT nabopaTtopus UK 3aBEPEHO U MOAMMCAHO KOMWe, NPY HaNMYNe Ha XOCNUTanNM3auus ce npunara enukpusa c Homep U3
C AaBHOCT A0 1 Mecel Npeav KaHAWAATCTBAHETO; 3a[bIKUTENHO Ce NPeACTaBST AAHHW OT reHETUHYHW TEeCTOoBe, Aokassaium
3abonsiBaHeTO Ha OpUrMHanHa noanucaka u noanevarasa 6naxka. Mpunara ce nonbnHeHa Tabnuua 2 ot npunoxexue 2.
ambynaTopHK NIUCTOBE OT Nperneau Npu cneuuanmucT
yAoCTOBEpPSiBa ce C MOANUC Ha YNeHOBeTe Ha KOMUCUATA

B. U3KINIOYBALLU KPUTEPUU (NMPU 3ANMOYBAHE HA NNEYEHMUE)

1. Heua noa 8 roauiuna Bb3pacT 3a Agalsidase beta u geua nog 6 roauiuHa Bb3pacT 3a Agalsidase alfa

2. BpeMeHHOCT U KbpMeHe

3. CBpbXx4yBCTBUTENHOCT KbM aKTUBHOTO BELLECTBO UMK KbM HSKOE OT NOMOLLIHMTE BeLlecTBa C NposiBM Ha
aHapUNaKTUYeH WoK ' -

OTtroBaps Ha KpUTepuUTe 3a 3aNoYBaHe Ha
MIBMOHUOTO C e e
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JINCT 3A ONPEOENAHE HA KPUTEPUUTE NPU NPOABIMKABAHE HA NEYEHUETO C EH3UM-3AMECTBALLIA
TEPANMUA HA COUHIONUNUAO3UN — BONECT HA ®ABPU

Wwe: lern| [ [ [ [ [ T [ [ T ]

3abenexka: MeduyuHckama OOKyMeHmMayusi, ydocmosepsieawa 6CeKu om Kpumepuume e rocoyeHa ¢ yugpa 8 UHOEKC U 3a0bIDKUMESTHO
npudpyxaea HaCMoAW,0MO NPUITOXKEHUE.

B. KPUTEPUU 3A NPOABIMKABAHE HA NEYEHUETO (3AABIMKUTENHU CA BCUYKU KPUTEPWUW)

MKB E75.2

1 KOHcynTaQMn C Hedponor u pesynTart oT nabopaTopHu uscneasaHus (?lgn. KpeaTuHWH, KpeaTUHUHOB KNUpbHC (M),
244. NPOTEUHYPUSI, CbOTHOLLEHWUE NPOTENH/KPEATUHIUH B NPSICHA YPUHa) *

2 | AbpomuHanHa exorpadusi C HacoueHoCT 6bLOPeYHO nacneasaHe t

3 | KoHcynTaums ¢ HeBposor 2

4 | KoHcynTauus ¢ kapavornor 2

5 | N'unca Ha M3KNIOYBALLM KPUTEPUM MO TouKa [

' meauumHcka AOKYMEHTauusi C oTpaseHa CTeMeH Ha MOBNusiBaHE Ha MOKasaTenuTe Crie] 3arouyBaHe Ha IeYeHWeTo:
HeobxoauMUTE u3crneaBaHus ca oTpaseHu B Tabnuua 2 Ha NpuUnNoxeHue 2 — NPeACcTaBAT ce Ha opuruHanHa 6naHka oT
121a6opaTopm unu saBepeHo u noanucaHo konue. MNpunara ce nonbnHeHa Tabnuua 2 oT NPUNoXeHue 2.

amMbynaTopHM NTUCTOBE OT Nperneaun Npu cneuuanucT

yAoCTOoBEpsiBa Ce C NOAMNUC Ha YrieHOBEeTe Ha KOMUCUATA

I". USKINIOYBALLKX KPUTEPUU (NMPU NMPOABIMKABAHE HA NEYEHUETO)

1. AHadunaktuyeH Lok
2. BpemMeHHOCT U KbpMeHe

OTrosaps Ha KpuTepuuTe 3a NpoabIHKaBaHe
HA FIEYEHUETO C e
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NPUNOXEHWE 2

1. JIEKAPCTBEHW MPOAYKTW, Bknioyenn B lMpunoxenne 1 Ha MJIC, kouto H3OK 3annawa B CbOTBETCTBME C

AeiCTBaLLMTE HOPMATUBHUN AOKYMEHTU.

Ta6nuua 1
INN OO3A

B 0,2 mg/kg TenecHo Terno ABa NbT MECEYHO KaToO MHTPaBEHO3HA MHMY3US 32 HAYanHO 1 3a
AGRALSIDASE ) nombgmgmo neyexve A P &

ALFA P
: lNpunara ce kaTo MHTPaBEHO3HA UH(Y3US B TedeHUe Ha 40 MUHYTH.

« ,, e 1 mg/kg TenecHo Terno Asa MbTU MECEYHO KaTO MHTPaBEHO3Ha UH(Y3NS 3a HAYarHoO NeyeHne
AGALSIDASE ¢ 0,3-1 mg/kg TenecHo Terno Asa NbTV MECEYHO KATO MHTPaBEHO3Ha MHADY3NSA 33 NOAABLPXKALLO
BETA neyeHve :

b MHuumanHa uHgysus - ckopocT He noseve oT 15 mg/yac, a nopegHuTe — 3a BpemMeTpaeHe He no-mMarnko

i ; oT 4 yaca.

B

g

2.“nPoannﬂBAHE

Tashuua 2

MNepuopg Ha neyeHue

MokazaTtenu u nscnensaHus

U3XoaHu

6 mecey

+ 12 meceua*

+ 36 meceua*

TenecHa maca

X

X

+ 6 meceua*
: X

X

X

PwscT

X

X

X

X

X

ApTepuanHo KpbBHO HansiraHe

X

X

X

X

MKK (xemMornobuH, XeMaTokpuT, epuTpoLmTH,
nNeBKOLUTU, TPOMBOLUTY )

x

x

x

x

x

O6w 6enTbk

AnGyMuH

ASAT

ALAT

T

AnkanHa ¢pocaTtasa

CepyMHO xensso

XCK

CepymeH Kanunﬁ

docaTu

06w, xonecrepon

Tpurnuuepuam

KpbBHa 3axap

KpeaTuHuH, nnkouHa kucenuHa u ypes

KpeaTuHuHoB knupbHC (Md)

XX X IX [ X [X X [X [X |X|[X[X|X|{X]|X

XX [X|IX [ XX XX [X|[X|[X|[X]|X|[X|X

XX X [X | X [ X [X X [X[X[X[X|[X]|[X]|Xx

U3cnensaHe Ha ypuHa - 0610 1 CEAUMEHT U
CbOTHOLLEHUE NPOTEUH/KPEaTUHNH :

XK OIX X XX [ X [X[IX[X[X|X|[X|[X]|X]|[X]|X

X O IX X X IX X [ X IX X [X[X|X|[X|X|[X]|X

x

x

x

MpoTenHypus

x

x

x

x

x

ABaomuHanHa exorpadus

x

x

x

Bb6peyHa 6uoncus BK. eneKTpoHHa
MUKpOCKonus, (No npeueHka BTopa) (bes
6uoncus npu npotusonokasanHns — X63-4-5
CTeneH, xeMoparuyHa guaresa,
Bb3nanuTeneH Npouec Ha oTaenuTenHa c-ma)

AMP (no npeueHka oT kapavonor)

KoHcynTauus ¢ Hedponor

KoHcynTauus ¢ Hesponor

KoHcynTauums ¢ kapavonor - EKT,
exokapauorpacus
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- OYHU AbHa

KoHcynTauwms c ractpoeHTepornor X X X
KoHcynTauusi cbC cneumanucTt KOXHU 1 x

BeHepuyecku bonectu

+ 6 M.* - 3BLPWBAT ce Ha BCekn 6 meceua; + 12 m.* - M3BLPLWBAT Ce Ha Bcekn 12 meceua; + 36 M.* - U3BBLPWBAT ce Ha BCekMn 36
Meceua; U3cneaBaHusTa ce NPeACTaBAT Ha OPUrMHamnHW GnaHKM UNU 3aBEpPeHn KOMWA C MOANMC W neyaT Ha JI3 (Mpu Hanuuve Ha
xocnuTanusauus ¢ AaBHOCT A0 1 Mecel Npeau KaHAWAATCTBAHETO Ce Npunara 3aBepeHo konue oT envkpuaa ¢ Homep U3).

Il. OBLLX UBUCKBAHUA

1. Bb3pactoBaTa rpaHuua ce U3YUCrsiBa B HABbPLLEHN FOANHU - T.€. BKITIOMUTENHO KbM AartaTta Ha usgaBaHe Ha npoTokona oT
crneuuanuaMpaHara KoMucus. , :

2. lNpu HasHa4aBaHe Ha Tepanusi No NPOTOKON 3aAbMKUTENHO ce CbOBpa3sBaT Bb3PACTOBUTE OrPAHUYEHWUSI CbINACHO KpaTkaTa
XapaKkTepUCTUka Ha CbOTBETHUA NeKapCTBEH NPoAyKT, yTBbpAaeHa no peaa Ha 3JIMXM.

3. H30K He 3annalya neyenne U3BbH ykasaHaTa Bb3pacToBa rpaHuLa B kpaTkaTa XapakTepucTuka Ha npoayKTa.

4. H30K He 3annaliia neyeHune ¢ 403n HaJ MaKCUMAnHO paspeLLeHUTe no KpaTka XxapakrepucTvuka Ha npoaykTa.

5. B cnyhiéﬁ Ha HacTbnuna noAo3uMpaHa HexenaHa rfekapcTBeHa peakuws, nekapsiT ysegomsisa VAJ1 no pepga Ha un. 184 or
3NNXM. Konue ot cbobuieHneTo ce npunara kbM MeauumuHekaTta gokymeHTtauusa Ha 30J1 npu kaHAuaaTCcTBaHe 3a neyeHue.

6. CNELMATIUSUPAHATA KOMUCHUA n3nasa Pewenue cnea nposeaeHa AMGynaTtopHa npoueaypa Ne 38 ,OnpegensiHe Ha
nnaH Ha neveHve n npocrneassaHe Ha TepaneBTUYHWSA OTroBOP NpU MauWeHTU, MOfyvaBaly CKbMOCTPYBALM NEKapCTBEHM
NPOAYKTHA MO pedad Ha un. 78, T. 2 330 Ha ocHOBaHue un. 53 u un. 303 oT HauuoHaneH paMKoB AOroBop 3a MeAWULMHCKUTE
AelHoCTM Mexay HauuoHanHata sgpaBHOOCHIYpUTENHa Kaca u Bvnrapcku nekapcku cbios 3a 2018r. (06H., OB, 6p. 28 ot
29.03.2018 r.) u npepoctaBeHa ot 30J1 meauuUMHCKa AokyMeHTauusi. CrnieunmanusanpaHata KOMMCUSI CbxpaHsBa eauH
eksemnnsap ot Pewenuneto. Mpu usnaBaHe Ha npotokonm Ha 3OJ1, CbXpaHsiBa BTOPU EK3EeMNNsp Ha NpOTOKONa, BCUYKM
HeobXoAMMU NOKYMEHTU 3a W3AABaHETO My W KOMME OT NpUriokeHUe 1 Ha HACTOSIUMTE M3UCKBAHWS, MOMBIHEHO MO
CBHOTBETHAaTa TOYKa M MOANNCaHO OT YNIeHOBETE Ha cneunanuanpaHaTa KOMUCHS.

Hacmoswume usuckearnusi ca paspa6omeHu Ha oOcHoeaHue yn. 58 om HauuowaneH pamkoe 0o2o80p 3a MeOuyuHcKume
OeliHocmu mexdy HayuoHanHama 3dpasHoocuzypumesnHa kaca u bwbnzapcku nekapcku cbio3 3a 2018z. (06H., [B, 6p. 28 om
29.03.2018 e, enusam e cuna om 15 okmomepu 20182. Ha OcHoeaHue peweHue Ne PL-HC-04-57/27.09.2018z. u ommeHsm
Oelicmeawjume u3uckeaHusi, ymebpdeHu ¢ peweHue Ne PL-HC-04-28/03.05.2018z.
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AEKNAPALUA 3A UHOOPMUPAHO CBIMACUE C UBUCKBAHUATA 3A 3ANOYBAHE/ MPOABLIMKABAHE HA
JNIEMYEHUETO C NNEKAPCTBEHUA NPOAOYKT

cnea Karto ce 3anos3Hax ¢ uanata My npejoctaBeHa  UHgopmauus U uenta Ha nevYeHUeTo C nekapcTBeHus
nNpoAYKT...... TS W Crnea Karto nonyyux us4vyepnarteniHM OTroBopu Ha
NoCTaBeHUTE OT MEH BLMPOCK, AeKrapupam Ye:

1. Ule cnassam npenopbyaHaTa MM CXeMa Ha NieyeHne 1 NePUOAUYHOCT Ha KOHTPOMHUTE Mperneav.

2. PepoBHO e ce ABABaM Ha KOHTPOMHU NPEerneau 1 HaMa Aa NPOMEHSIM CaMOBOMHO UMW MoA APYro BHYLLEHUE
HasHa4YeHaTa Mu Tepanus.

3. [lpu npeyctaHoBsBaHe Ha NEYEHUETO MO MPUYMHK, HEMPOM3TUYALLM OT pelleHueTo Ha Komucusita 3a
ekcneptusun B PBOK w/mnu Komucuara no un. 78, 1.2 ot 330, we yBegoMs He3abaBHO NMUYHUS CU nekap v
P30OK v we sbpHa B P3OK nocneaHns IpoToKos, N0 KOWTO CbM nonyyasan/a nekapcTBeHWUst NPOAYKT.

4. Tlpu HecnassaHe Ha NOCOYEHUTE YCIOBUSI NMEYEHUETO MW C YNOMEHaTWUsi NeKapCTBEH NPOAyKT We 6Gbae
npekpaTeHo u HaMa Aa umam npeTteHuun kbm H30K.

5. MMputexasam/ He npuTexasam aktyanHo TEJIK pelueHve BbB Bpb3ka CbC 3a60MnsiBaHETO.
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