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 M3MCKBAHMA HA H30K

'jj 3A FIPOBE)KﬂAHE HA NNEYEHWE NPU HACNEACTBEHA

B HSBBHEOHHM‘-IHATA nomolLy



M3NCKBAHUA HA H3OK NPU U3OABAHE HA NPOTOKOINW 3A NMPOBEXIOAHE HA NEYEHUE MNPU
HACNEACTBEHA ®AMUITHA AMUITOUAO3A C HEBPOMATHUA

MpoTokON®bT Ce M3nasa OT cneuuWanuaupaHa KOMUCUMA B nevyebHM 3aBeneHMA 3a OONMHMYHA NOMOLL, CKIMIOMUNK
aorosop ¢ H30K. CneunanusvpaHuTe KOMUCHUM Ce Cb3aasaTt cbC 3anoses Ha avpektopa Ha J13: KnuHuka no HeBponorvs
YMBAN ,AnekcanapoBcka’ — Cochusn.

l. PEQ 3& 3EPAIBAHE HA NMPOTOKOIUTE

anTOKOﬂM 3a 3anoyBaHe Ha nevyeHue

*  [lonbAHEHO W NOANUCAHO NPUNOXeHWe 1 — NUCT 3a onpeaensHe Ha KpUTepunTe
C BCWUYKU HeoBxoavmu uscnensaHus
*  MeaMuuHCKa AOKYMEHTALMA, BKMIOYBALLA OAHHW OT aHamHesaTa, cTaTtyca M

CNEUNANTUINPAHA & npeaxoxaallo neyeHve

KOMUCHUA =  PeweHwe Ha cneuuanu3npaHa KOMUCUA C ACHA MEAWLMHCKa MOTUBaUWA 3a
3anoyBaHe Ha TepanuaTa, 3aabMKUTENHO ce 0TOEenA3Ba NUMNCa Ha U3KNKYBaLLK
KpuTepum (nodnucano om ecuyKu YeHose Ha crieyuanuaupaHama KOMUCUS)

=  ‘TpoTokon 3a npeanuceaHe Ha nekapcTea, 3annawaxdu ot H30K/P30K” — o6p.

M3-H30K

Komucusi noun. 78, 1. 2 3aBepkKa Ha NpoToKona

or 330 B LlY Ha H30K » B P30K

anTOKOHH 3a npoaobmKaBaHe Ha neYyeHue

G h : " MonbnHeHo M NoagNMCcaHo NnpunoxeHue 1 — NUCT 32 onpeaensiHe Ha KpUTepuuTe
dne " MeaumuuHcka AOKyMeHTauMA, BKNIOYBALLA BCUYKW M3cneaBaHus no tabnuuara

CNEUMANUIUPAHA 3a npocneasBaHe Ha NpUNoXeHue 2 (npunazam ce U Ha OpuzauHanHu 6naHku
KOMUCUS BEERN unu 3asepeHu Konus)
* PeweHue Ha cneumanuanpaHa KOMUCUA C ACHA MegUUMHCKA MOTUBauMA 3a

3anoyeaHe Ha TepanuaTa, 3aAbMKUTENHO ce oTBena3Ba NUNCca Ha W3KNIYBaLLK

Bl KpUTEepUn (MOONUCAHO OM BCUYKU YIIeHO8E Ha creyuanu3supaHama KoOMUcUs)
= ‘“[lpoTokon 3a npeanuceaHe Ha nekapctea, 3annawaxHn ot H3OK/P30K” — obp.
M3-H30K
Komucus no un. 78, 1. 2 ; 3aBepka Ha npoTtokona
ot 330 B LIY Ha H30K | BP30K

Il. OBLUX NONOXEHUA

1. 300 nogaBa noaroTBeHUTE noxymemu B P30K no Hacromuas cu agpec. [lokyMeHTUTe BKNIOYBAT:

1.1. 3aaBnenue Jo [upekrtopa Ha P30OK. .

1.2. onbnHeHo 1 nognucaHo NpunoxeHue 1. r“lon'bnaa ce Mo ChOTBETHATa TOYKa W Ce NpUnara OTpaseHaTa B uucpos nHAEKC
MeJvLMHCKa AOKYMEHTaLUWSA, YAOCTOBEpPABAaLLa BCEKW eIMH OT KpUTEpUUTE.

1.3. MbnHvAT Habop uacneasaHuA ((DU3NMKANHW, UHCTPYMEHTaNHN 1 nabopaTopHW), OTpaseH B NPUMOXKEHUE 2.

1.4. "Npotokon 3a npeanucBaHe Ha nekapcTea, sannawanu ot H30K/P30K” — o6p. M3-H30K, n3gageH ot cneuvwanuct ot
cneuuanuaupaHa komucus. Mpunara ce opurMHan Ha NpoToKona, a Npu KaHAWAATCTBAHE 3a NPoAbLMXKaBaHe Ha TepanuAaTa ce
npeacTaBs OPUTMHAN Ha NPEAXOAHWA NPOTOKON.

1.5. Pewenve Ha cneunanusvmpaHa komucus oT neuebHO 3aBedeHwe — w3nbnHuTen Ha AmbBynatopHa npouegypa Ne 38
-OnpegensHe Ha NNaH Ha neyeHve W NPOCAEAABAHE HA TEPANEBTWYHWS OTFOBOP MPW NauMEHTH, NoMny4aBaliy CKbNOCTPYBaLLy
neKkapcTBeHW NpoAaykTWU nNo peaa Ha un. 78, an. 2 330" - 6n. M3-H30K Ne 13.

1.6. leknapauusn 3a uHdopMupaHo cbranacue no obpasey (npunoxeHune 3).

2. P30K nprema nokymeHTUTE No Touka 1 cnep cnpaBka OTHOCHO 3ApaBHOOCUrypUTEnHUA cratyc Ha 30/,

3. MupBHUAT K BCeku cnegBaly NPOTOKON Ce M3gasa 3a cpok Ao 180 awvwm.

. M3NCKBAHNA HA H30K 3A MPOBEXOAHE HA NEYEHWE NPW HACNELCTBEHA @AMUNIHA AMUNIOUA03A C HEBPOMATUA
B U3BbHBEONHUYHATA NOMOLL



NPUNOXEHWE 1A

NUCT 3A ONPEAOENAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA NNEMEHWE HA HACNEACTBEHA ®AMUINHA
AMWNOUOO3A C HEBPOIMNATUA B NbPBU CTAOUN

(TAGAMUOUC)
WUwme: ErH
3abene AuyuHcKama OokymeHmayus, yoocmosepseallia 6cexu Om KpUmepuume e ocoyYeHa ¢ yughpa 8 uHOBKC U 3a0BIKUMEnHO
npudp : cmomuomo nApunoxeHue.

ambynatopeH/u nucT/u or. nperne.n!u ﬂpu cneuuanucr NPV HanWuMe Ha XOoCNUTAnW3auws ce npunara enukpusa ¢ Homep W3 ¢ paeHoct Ao 1
gaeceu npeau xaﬁamamraaﬂero
yAOCTOBepABa ce ¢ nonnucme Ha ‘-U'IEHOBQ?G na KOMHCIISITH B NpyUnoxexHuwe 1 Ha HaCTORWMUTE UIHCKBAHUA

3 usxmquAmn prrepm (TP JAMIOHBAHE HA HE'-IEI-!HETO} e

MauverTn ¢ pep.lm ﬂacnencrseau ﬂpoﬁnsmu Kato cbpyxmana Henonocmocr
BpemeHHOCT it ICbDMeHe

O =

OTtroBaps Ha KpUTEPUWUTE 3a 3anNovBaHe Ha

BEMENRENEOG. . e e e

B AHEBHa Ao3a

M3NCKBAHWA HA H30K 3A NPOBEXIAHE HA NNEMEHWE MNPW HACNEACTBEHA ®PAMUITHA AMUNOWAO3A C HEBPONATUA
B U3BBLHBEONHUYHATA NMOMOLL,




NPUNOXEHWUE 1A

NUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU NPOOBIMKABAHE HA NEYEHMETO HA HACNEAQCTBEHA
SAMUNHA AMMUITOUAO3A C HEBPONATHWA B NbPBU CTAQUN

(TASAMUOWNC)
Ume: ErH
3abene xMeduyuHcKkama GokymeHmauus, ydocmosepsisalla eceku om Kpumepuume e rocodeHa ¢ yuhpa 8 uHOeKC U 3a0BmKUMEnHo
npudpy: MOAULOMO NPUMOXEHUE.

PUU 3A NPOOBIMKABAHE HA NEYEHWETO (SAABIMKUTENHU CA BCUMKU KPUTEPWUA

| MKB E85.1

H c‘raTyc oueHka no PND (polyneuropathy disability), OoueHka Ha CcTaaus Ha xepeauTapHaTta TTPA, NIS

Lus ¢ kapauorior — EKT, exokapauorpadus *

LS ¢ racTpoeHTepornor

Ha M3kn4YBawm kputepum no 1. I -

anamnec'rmw AGHHK, KNUHUMHATA CUMNTOMAETUKE U eBQmOTMBHMﬂ X04 ce onmcaa’r B pewexueto no Allp.Ne38. Wcm AOKYMEHTauua
C OTpaseHa CTeNeH Ha NOBNMABAHE Ha NOKA3aTenuTe Clej 3anc4BaHe Ha NeYeHUeTq; HeOBXOAMMUTE M3CNeABaHUA Ca OTPa3eHn B Tabnuua 2 Ha
npunomenuezas'n:saammmenno ce NpeACcTaBaT Ha opmrmHanualu GnaHka/v o1 naﬁopampﬂﬁ WK 3aBepeHo/n u no.qnncamln:wonuem

2 Haanusaue B c*ra,qm 2 {nnu cnefBall) Ha HeBPONOIMYHOTO yBpeEXaaHe
3. BpemMeHHOCT ¥ KbpMeHe

OTroBaps Ha KpuTepuu'na 3a nponbmxaaaue _ L
_Ha nevyeHuerto ¢ i L e e

MOANMCY HA YNEHOBETE HA KOMUCHATA: ........oooiinivniinieiatieseniiins

M M3NCKBAHMA HA H30K 3A MPOBEX/AHE HA NEYEHWE NPW HACNEQCTBEHA ®AMUITHA AMUNIOWAO3A C HEBPONATUA
B M3BBHBEONHUYHATA NOMOLL




NPUNOXEHUE 1B

NNCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA NEYEHWUE HA HACNEACTBEHA ®AMUIHA
AMUNONAO3A C HEBPOMNATUA BbB BTOPU CTAAUU
(DATUCUPAH, MUHOTEPCEH)

Ume: ErH

6 | eGFR h

7 Cbow@e%ué'ﬁenmxlupeamwn B ypuHata nog 113mg/mmol :

8 | Nunca Ha naknoyBawm XpHTepuU O T B*

) auamuemnnm Aauun mnuuqﬂa‘ra cmmmamxa M eBONITMBHWA X0f4 ce onuceaT B peweHweTo no Allp.Ne38. HeoBxoaumure
uscnenaanm €a orpazenu B Tabnuua 2 Ha NpUnoKeHWe 2 W 3a4LMKUTENHO Ce NPEACTABAT Ha OpUriHanHK Bnaxkw or naGopatopusa wnu
3aBepeHn W mgnuaaﬁu KOAKA, npu Haﬁw-me Ha XOCMUTanu3auus Ce npunara enukpusa ¢ Homep VI3 C AaBHOCT Ao 1 meceu npeau
xammarm&se‘m

B. U3KMIOY BAmw-KPﬁ?E?Hﬂi_(nPu.aAnbi-lBAHE HA NEYEHMETO)

CapbquBCTBwrenHOCT KbM aKTUBHOTO seu.zemo uwnu ich HAKOE OT nomou.l,ere BelecTea

Texko 4epHOAPODBHO yBpeXjaHe

Texxko Gb6peyHO yBpexaaHe Unu TepMuHania Gbﬁpeuﬂa HEJJOCTaTbHHOCT (eGFR<30ml/min/1.73m )
CroTHoweHue 6enTur/KpeaTuHUH B ypuHara Hag 113mg/mmol — camo nNpu NeYeHne ¢ NHOTEpCeH
Bpoit Ha TpomBouunTuTe < 100 X 10°1 — camo nNpy NeYeHne C UHOTepCeH

BpemeHHOCT 1 KbpMmeHe

MNeanaTpuyHu naumenTn (Nvua nog 18 roguliHa Bb3pacT)

0 O ety 1D =

OtroBaps Ha KpuTepuuTe 3a 3ano4yBaHe Ha

SRR MmN e e B AHOBHA AOTE

by W3NCKBAHWA HA H30K 3A NPOBEXIAHE HA NNEYEHWE NPU HACNEOQCTBEHA ®PAMWUNHA AMUNOWAO3A C HEBPOMATUSA
B M3BBbHBONHUYHATA NOMOLLY




NPUNOXEHUE 1B

NACT 3A ONPEAENAHE HA KPUTEPUUTE NPW NPOOABIMKABAHE HA NNEYEHUETO HA HACNEACTBEHA
SAMUNHA AMUNOWOO3A C HEBPOMNATUA BBB BTOPU CTAOUU
(MATUCUPAH, NHOTEPCEH)

WUme: EMH

MeduyuHckama OoKyMeHmauyusi, y3oCcmosepasaLua 6CeKU Om Kpumepuume e 1ocoyeHa ¢ Uugpa 6 uHOeKC u 3adb/mKumento
ICMOALLOMO NMPUOXEHUE.

WTEPUM 3A NPOIBIKABAHE HA NEYEHWETO (3ALBIDKUTENHN CA BCUYKU KPUTEPUM
EPAMWUA C NATUCUPAH CA 3AIBIKUTENHN KPUTEPUM 1,2, 3 U 6
'EPANUSA C MHOTEPCEH CA 3AQBIMKUTENHN BCUYKUA KPUTEPUM

5 Cbofi-log'jéune GenTLK/KpeaTuHrH B ypuHata nog 113mg/mmol ?

6 ﬂuncaf.nﬁ:u:xmoqsamn-Kpmepuu nor.ln*

: anawemme AQHHW, KIMHWAUHATA CHMNTOMATUKA U @BONKTUBHUA XO4 CE ONUCBAT B pewenueto no Alp.Ne3s. Meanqnue&a AOKYMEHTALMA C
OTpaseHa CTeNeH Ha NOBNWABAHE HA NOKA3aTeNuTe Cnej 3anoyBaHe Ha NeyeHneTo; HeoGXOAUMUTE UICNeABANNA Ca OTpasenm B Tabnuua 2 Ha
npunoxeHue Z_M 3aABMKUTENHO Ce NPeACTaBAT Ha OpuriHanHa/u 6nanka/v ot naGopaTopus UNu 3aBepeHo/u 1 nonnmcamfn &ci’lmelﬂ
ambBynaTopeH/n nicT/u ot npernea/u NPy CHELMAnACT; NPU HaNuuMe Ha XOCNUTaNU3auuA ce Npunara enukpuaa ¢ Homep W3 ¢ aaBHocT A0 1
Mecel, NPeAit KAHAUABTCTBAHETO .
npep,craa;ﬂ {of OPHI'HHHDHE ﬁnaHKa HHH 3 aepeﬂo W NOANWCAHO Konue

yAocToBepasa ce ¢ noanucuTe Ha q;nmoaere HA KOMMCHATA B NpUNoxXeHve 1 Ha HAaCTOAWNTE UINCKBAHKUA

Texko uepaonpoﬁHo yapemaue -

TexKko GBOPEUHD YBPEXAAHE UMW TEPMUHANHA Ebﬁpeqna HEOOCTATBYHOCT (eGFR<30mIIm|nI1 73m?)
CboTHOWeHMe BenThbk/KpeaTHHuH B ypuHata Hag 113mg/mmol — camo npu fieueHne ¢ NHoTepceH
Bpoit Ha TpomGouuTuTe < 75 X 1091| = camo npu neqeﬂue c MHOTepCEH

BpemeHHOCT 1 KbpMeHe .

MeanaTpuuHn NnauneHTr (nma no.q 18 ro,am.uua Bb&pacr)

DN O B oo o

OTroaaps Ha KpUTEPUUTE 32 NpoAbNXaBaHe

Ha ne4yeHueTo c B AHeBHa Ao3a

: N3NCKBAHWA HA H3OK 3A NPOBEXAAHE HA NEMEHWE NPW HACNEACTBEHA ®AMUNTHA AMUNOWAOS3A C HEBPOMNATUA
B U3BBHBEONMHUYHATA NOMOLL




NPUNOXEHWE 2

l NEYEBHO-AUMATHOCTUYEH ANMOPUTHEM

1. NEKAPCTBEHW NMPOAYKTWU, sknoveHn B lMpunoxeHve 1 Ha MNJIC, kouto H3OK 3annawa B CLOTBETCTBUE C
JencTealmTe HOPMaTUBHU AOKYMEHTH.

Tabnuua 1

INN OO3A

e 20 mg nepoparnHo - NnpenopLYATENHA AHEBHA A03a

e 0,3 mg/kg TenecHo Terno Ha BCcekn 3 CeaMULIM KaTo MHTpaBeHOo3Ha MHY3uA B
npoabnxeHne Ha 80 MUHYTH

e 284 mg NOAKOKHO — BEOHBXK CEAMUMHO

2.
Ta :
' aTenu U ucneaBaHUA Mpeau 3anousaHe Ha Ha Bceku 6 meceua
..... nevyeHuero

: uaca ; 5 X X

I'x cepymeH an6ymun g/l) o X X

X X

X X

X X

X \:_X

: X X

ACA? MIAT _ K :5:!:

I'nampynna dunrpaums(eGFR) - sa Patisiran u Inotersen X X
Cbm‘ﬂomeﬂue BenTur/kpeatuiu B ypunata(UPCR) ~ camo 3a X S
Inotersen
EHI X x
Kcucyn’rauuncneaponor ; : X 'Z-:‘x_ :
YNTaUus © racrpneHTeppnor . X 3
Koncymauus € kapauonor — BT, EonF X X

KoHeynTaumsa ¢ ocb‘ranmonor—._zauo_.aa Ingtersen X

Hscnmanuma ce npe,nctaam Ha opuruHanHu GnaHkn wnu 3aBepeHn KonuA C noAnMC K meyaTt Ha J13 (Npu Hanuuue Ha
xocnw‘ranmauuﬂ c naauocr Ao 1 mecel| NpeaM KaHAMAaTCTBaHeTO ce npunara 3aBepeHo Konwue oT anmcpusa ¢ Homep U3).

II. OBLLYA Msmxmmnﬂ

1. Bb3pacroBaTa: rpauuua ce maumcnﬂaa B HABLPLIEHWN rOAMHU - T.€. BKIHOYUTEINHO KbM ga*ra‘ra ua masane Ha nNpoToKona oT
cneuvanu3vpaHata komucus. o -

2. py Ha3HauyaBaHe Ha Tepanun no npOToxon SaﬂthMTSHHO ce C’boﬁpaaﬁaa*r Bbapacmmﬂe orpaHmeHMﬂ cbrnacHo Kparkara
XapaKTepucTMKa Ha CLOTBETHUS: nexachBeH NPoAyKT, yTebpaeHa no peaa Ha 3NMXM. s

3. H3OK He 3annaiya neyexne n3sbH yKasaHaTta Bb3pacToBa paHuLa B KpaTkaTta xapakTepucTika Ha npoaykTa.

4. H30K He 3annawa neveHwe ¢ Ao3n Hag Maxcmanuo paapeusauwre no kpaﬂca XapakTepucTvuKa Ha NpoayKTa.

nNaH Ha fedYeHVe W NpocnedsBaHe Ha TepaneBTUYHUS orroaop npu nauueHTn, nonydyasaiiu cxbnocrpyaau.q,u nekapcTeeHu
npoaykTu no peaa Ha 4n.78, 1.2 330 Ha ocHoeaHue 4n.53, an.1, 1.3 n 4n.309 ot HALUMOHANEH PAMKOB IOrFOBOP Ne PO-HC-
01-4 ot 23 pexkemepwn 2019r. 32 MEQWUMHCKMTE OEWHOCTW Mexay HauwoHanHaTta 3gpaBHoocUryputenHa kaca u brbnrapckus
nekapcku cbilo3 3a 2020 — 2022r. (06H., OB, 6p.7 oT 24.1.2020r.) u npepoctaBeHa ot 30J/1 MeAULMHCKA AOKYMEHTaLWA.
CneunanuaupaHaTta KOMUCHA CbXpaHsBa eawH eksemnnap oT PeweHueto. Mpu nagaeave Ha npoTtokon Ha 30J1, cbxpaHsaBa
BTOPM EK3EMNNAP Ha NPOTOKONA, BCWYKM HeobXxoaMMN JOKYMEHTU 33 U3AaBaHeTo My U KONue OT NPUoXeHue 1 Ha HacToRAWMUTe
M3UCKBaHMA, NOMbIHEHO MO CbOTBETHATA TOYKA W NOANMCAHO OT YNEHOBETE Ha CneLuanuanpaHaTa KOMUCHA.

Hacmosawume usuckeaHus ca ymsbpdeHu om ynpasumens Ha H30K cned Pewenue Ne PI]-HC-04-26/09.03.20222. Ha
HadzopHus cbeem Ha H30K u npedsapumento cvanacyeare ¢ BIIC, Ha ocHosaHue Yn.52, an.8 eve ep. ¢ an.6 om lpasunHuxa
3a yempoiicmeomo u deliHocmma Ha HauyuoHansama 30pagHoocu2ypumenHa kaca. M3uckeaHusima enusam e cuna om damama
Ha obHapodeanemo um &  JupxxaseH secmHuk.” U ommeHam delicmealume usuckeanus, 8 cuna om 02.07.20212. Ha OcHO8aHUe
peweHue Ne Pf]-HC-04.-69/11.06.20212. u 06H., B, 6p.55 om 02.07.20212.

- W3NCKBAHWUA HA H3OK 3A NPOBEXJAHE HA NEYEHWE NPU HACNEOCTBEHA ®AMWNHA AMUNOWUAO3A C HEBPOMATUA
@ B U3BBbHBONMHUYHATA NOMOLLL



NPUNOXEHUE 3

OEKNAPALUA 3A UHOOPMUPAHO CBHIMMACUE C UBUCKBAHUATA 3A 3ANOYBAHE/ NTPOABLIMKABAHE HA
NEYEHMETO C NEKAPCTBEHWA NPOAYKT

':fr.asnosuax C usnata MW npedocTaBeHa WHGOPMaUUs WM LEenTa Ha neYeHWeTo C JieKapCTBEeHWs
criEa e e e e W CNeS KaTo nonyuyux wadyepnaTernHu OTrOBOPU Ha

I Meﬂ BBbMPOCY, Aeknapvpam 4e:

1 ' BaM NpenopbYaHaTa Mi CXeMa Ha NeYEHNe W NEPUOANMHOCT Ha KOHTPONHUTE Nperneaun.
2. ;_o me Ce fABABAM Ha KOHTPOMHM Nperneau v HAMa A3 MPOMEHSIM CaMOBOMHO UMM MOA APYro BHylLeHue
: Hara My Tepanun
3 peycrauoaﬂaaHe Ha NEeYeHneTo No _t}pﬂquﬂm HENpPOM3TUYALLM OT peLLeHneTo Ha KOMMCHHTa 3a excneptuau B P30K
KOMMCMHTa no un. 78, 1.2 ot 330 e ysesoms He3abaBHo nuuHua cv nekap u P30K un we BbpHa B P3OK
e.D,HMFI NPOTOKOA, MO KOWTO CbM NOMy4aBar/a nekapcTBeHUs NPOMYKT.
4,

" HeCnassaHe Ha MOCOYEHUTE YCNOBUS NEYEHUETO MM C YNOMEHaTUS NeKapCTBeH NPoaykT e 61=.qe NpeKkpaTeHo U
‘mue Aa umam npeTteHuum kbM H30K.
5. nnmmeamf He puTexasam akTyanHo TEﬂK peulenne BLe praua cbC 3860HHBaHeTO

JeKNapaToP:.........icciv et e i

- W3NCKBAHWA HA H3OK 3A MPOBEXIAHE HA NEYEHWUE NPW HACNEACTBEHA ®AMUIHA AMWUIOWAO3A C HEBPONATUA
B M3BBHBONHUYHATA NOMOLL



