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U3UCKBAHUA HA H3OK NPU U3OABAHE HA MPOTOKOJIN 3A NMPOBEXAAHE HA NEYEHUE NPU
HACNEOACTBEHA TPAHCTUPETUHOBA AMUITOUAO3A C HEBPOIMNATUA U KAPOUOMUONATUA U
TPAHCTUPETUHOBA AMUITOUOHA KAPOUOMUOMATUA (ANB TUM)

lMpoTokonuTe ce n3gaeat oT cneuuanu3mpaHn KOMMCUKU B Ne4e6HU 3aBeAeHUs 3a 60NTHUYHA NOMOLY, Cb34aeHN CbC
3anoBef Ha AupekTopa 1 cknrouunu gorosop ¢ H30K.

CneumanusupaHarta kommcus B YMBAJT ,AnekcangpoBscka” — rp. Cocusi BkntoyBa cneumasnvcTyt ¢ Kog Ha cneumanHocTt
10 — HepBHM Gonectn u 08 — kapauonorusa 3a u3gaBaHe Ha MPOTOKOMM MPU NeYeHUe Ha MauueHTU C HacneacTBeHa
TpaHCTUPETNHOBA amMuUnonao3a C HeBponaTusi U kapaMoMuonaTusl.

CneuvanuaupaHute komucum B YMBAT ,CB. MBaH Punckn” - rp. Cocous, YMBAT "Llapuua MoanHa — UCYIT" - rp.
Cocpus, YMBAJ ,CeeTtu Meopru* EAL - rp. Mnoeaue n YMBAIJ1 "Cseta MapuHa" EAL - rp. BapHa BkntoyBaTt cneuuanucty ¢ kog
Ha creuunanHocTt 08 — kapAUONoruA 3a n3gaBaHe Ha NPOTOKOMM NPU feYeHNe Ha NaLMEHTU C TPaHCTUPETMHOBA amuonaosa ¢
KapavomvonaTus AuB TUn.

1. PE[ 3A 3ABEPABAHE HA NPOTOKOJTIUTE

|-|p0TOKOJ'II/I 3a 3ano4yBaHe Ha ne4vyeHue

*  MeguumHCcKa OOKYMEHTaLUs, NOTBbPXKAABALLA KpUTepunTe No npurnoxenuve 1 u
BCUYKN HEOBXOAMMM U3creaBaHusl, Cbo6pa3HO NpunoxeHue 2
CMEUUATIU3UPAHA = PeweHue Ha cneunanusvpaHa KOMUCUSA C sicCHA MeAMUMHCKA MOTMBaUMS 3a
KOMUCUA 3anoyBaHe Ha TepanusaTa, 3a4bIPKUTENHO ce oTbensAsBa nunca Ha W3KNoYBaLm
KpuTEpUU
= “MpoTokon 3a npegnuceBaHe Ha nekapcTtea, 3annawadn ot H30OK/P3OK” — obp.
M3-H30K
Komucusa no un. 78, 1. 2 3aBepka Ha npoTokona
oT 330 B LY Ha H30K B P30OK

MpoToKkonu 3a NnpoAbImKaBaHe Ha neyeHne

*  MeauumHcka JOKYMeHTauusl, NOTBbpXAABalla KputepunTe no npunoxeHue 1 n
BCUYKM HEOOXOAMMM U3crneaBaHnsl, Cbobpa3HO NpunoxeHue 2

CMELIMANU3NPAHA = PeweHue Ha cneuunanusvpaHa KOMUCUSA C siCHA MeaMUMHCKa MOTMBaUMsi 3a

KOMUCUS npogbikaBaHe Ha TepanusiTa, 3adbiKUTENHO ce oTbensisBa nunca Ha
N3KINOYBaLLY KpUTEPUM

= “MpoTokon 3a npegnuceaHe Ha nekapcTtea, 3annawaHn ot H30OK/P3OK” — obp.

M3-H30K
Komucusa no un. 78, 1. 2 3aBepka Ha npoTokona
oT 330 B LY Ha H30K B P30OK

1l. OBLUN NONOXEHUA

1. E-npoTokon ce usaaBa OT YNeHOBE Ha crneunanu3vpaHu KOMMCUK B nNeyeGHU 3aBeAeHUs1, oka3Baluy 60NMHMYHa MeaULIMHCKa NoMoLLy
(N3BIM) Ha ocHoBaHue ,PelieHne Ha cneunanuavpana komvcus“ no AMp Ne 38 ,OnpepgensiHe Ha MnaH Ha NedvyeHne W npocneasiBaHe Ha
TepaneBTUYHWSI OTFOBOP NPW NALMEHTU, NonyyYaBally CKbNOCTPYBaLLM NIeKapCTBEHW NPOoAyKTU Mo pefa Ha yn. 78, 1. 2 330" B cboTBETCTBUE C
HacTosilwmTe Nancksanus Ha H3OK, kaTo mbpBUAT 1 BCEKM CrieaBall, MPOTOKOM ce u3gasaT 3a nepuog Ao 180 gHu.

2. 3011 ynoctoBepsiBa ¢ nognuca cu B ,PelleHne Ha cneumanuavpana komucus“ no Alllp Ne 38: cnegHoTo: ,)Kenas aa mu 6bae onobpeHo
IleyeHve C nekapcTBEHWsI NPOAYKT, KaTo Aeknapupam, Ye CbM YBEAOMEH 3a AEWCTBMETO Ha HasHayeHaTa nekapcTBeHa Tepanvsi U AaBam
nHbopmmpaHo cbrnacue cblarta Aa Mu 6bae npunaraHa®; ,CbrnaceH/a cbm 3a U3Non3BaHe Ha MMYHUTE MU AaHHK 3a LienuTe Ha ekcnepTusara’;
~Kenas na 6baa yBegomeH/a 3a pesyntarta ot ekcneptusarta ot P3OK no eavH ot cnegHuTe HaumHu: no e-mail, TenedgoH unu Ha mscro B P30K*;
4PaspeliaBam 4OCTbN [0 €NEKTPOHHOTO MU 34PaBHO AOCKE".

3. Jo nonyvyaBaHe Ha MHdoOpMauusa 3a 3anoyYyBaHe UMM NpoabilkaBaHe Ha 3asBeHOTo neveHue, 30J1 npoabmkaBa TepanusTa C
nekapcTBeH/U NPoAyKT/u, C KOUTO e NpoBexAan e4YeHNneTo A0 MOMEHTa.

4. MNpegw cTapTupaHe Ha npoueca no nsgaeaHe Ha E-npotokon Ha 30J1, cneumanu3npaHaTa KOMUCUSA NpaBu cripaBka No enekTpoHEeH NbT 3a
n3napeHy Ha 30J1 npeaxogHW NpoTokonW, MO Cblmsi nNpocun Ha 3abonssaHe. MpouechbT No m3gaBaHe Ha E-npoTokon ce peanusupa B
MeanuMHCKn codTyep. B HacTosAwMTe U3MCKBaHUA ca NOCOYeHN Heo6xoaMMMTe IOKYMEHTH 3a u3gaBaHe Ha E-npoTtokon Ha 30/1.

5. [lokymeHTUTE (amBynaTopHUTEe NMCTOBE, ENVKPU3W, M3cneaBaHust), kouto cblyecTByBaT B H3VIC/uHdopmaumoHHaTta cuctema Ha H3OK, ce
Aeknapwvpat B E-npoTokona ¢ TexHuTe yHukanHu Homepa (HPH).

WHdopmaumsTa, oTHoCHMa KbM n3gaBaHe Ha E-npoTokona, KosaTo € B JOKYMEHT, KOWTO HIMa enekTpoHeH bopMart u He ce cbabpxa B H3UC,
ce nofaaa: kaTo ce nonbsBa B PelleHneTo Ha cneumanu3vpaHa KoOMUCUsi — OCHOBaHWe 3a u3aaBaHe Ha E-npoTokona nnu 4oKyMeHTbT ce ckaHupa
1 npukayva kbm E-npotokona.

6. MNpu n3naBaHe Ha E-npotokon no pefa Ha ekcnepTmaata no 4n.78, 1.2 ot 330, oTnaga HeobxoaMMoOCTTa Aia ce NpeaoCTaBsiT U CbXxpaHsaBaT
npunoxeHne Ne1 n npunoxenune Ne3 ot HacToawmTe ,M3uncksanusa Ha H3OK", npu cnegHute ycnosus:

- 3a npunoxexue Ne1, nognucaHo oT cneumanuavpaHaTa KOMUCHKs], MPU HANUYMETOo Ha TEKCT B ,PelleHre Ha creumanuaupaHa komucus“ no Allp
Ne 38: ,JlunceaT n3kntoyBaLLy KpUTepun 3a 3anoysaHe/npoabiikaBaHe Ha redvenune ¢ JM“;

- 3a npunoxeHune Ne3, nognucaro ot 30J1, Nnpu HanuuneTo Ha TekcT B ,Peluenne Ha cneumnanusnpara kommens“ no Alp Ne 38: ,)XKenas aa mu
6bae ogobpeHo neyeHve ¢ nekapcTBeHUsi NPOAYKT, KaTo Aeknapvpam, Ye CbM yBeJOMeH 3a AeiCTBMETO Ha HasHavyeHaTa nekapcTBeHa Tepanus
1 AaBam MHopMMpaHo cbrnacue cbliarta Aa Mu 6bae npunaraHa.

N3NCKBAHUA HA H30K 3A NPOBEXAAHE HA NEYEHWE MPU HACNEACTBEHA TPAHCTUPETUHOBA AMUNONOO3A C HEBPOMATUA N
KAPOVOMUONATUA U TPAHCTUPETUHOBA AMUNOWAOHA KAPOVUOMUONATUA B MU3BBHBONMHNYHATA NMOMOLL




NPUNOXEHUE 1A

NnUCT 3A ONPERENAHE HA KPUTEPUUTE MPU 3ANOYBAHE HA NNEYEHME HA HACIIEACTBEHA
TPAHCTUPETUHOBA AMUNOMNOO3A C HEBPONATUA B NbPBU CTAOUMN

A. KPUTEPUU 3A 3ANMOYBAHE HA MbPBU KYPC C INN TAFAMIDIS 20 mr 3, INOTERSEN 4, EPLONTERSEN 4,
PATISIRAN 4, VUTRISIRAN * (SAOBIDKUTENHU CA BCUYKU KPUTEPUWN)

MKB E85.1

1 | CurypHa gnarHosa, NoTBbLpAEHa Ypes3 reHeTUYHo uscneasade ' 2

OueHka no PND (polyneuropathy disability), oueHka Ha ctagusi Ha xepeguTtapHaTta TTPA, NIS (neuropathy impairment
score) 2

3 | EHI (enekTpoHeBporpadus), CUMMaTUKOB KOXEH OTroBOp, M3cneasaHe Ha cygoMoTopHaTa dyHkums (SUDOSCAN) 12

4 | KoHcynTtaums c kapavonor — EKI, exokapauorpacus 12

5 | KoHcynTauus ¢ ractpoeHTeporior 12

6 | Nlunca Ha uaknoYBaLm KpuTepun no Touka b 2

1 pelueHme Ha cneunanuanpaHa KOMUCHUSA C OTPA3EHN aHAMHECTUYHM AaHHM, KNUHUYHATA CUMATOMATMKA U @BOMIOTUBHIA X0/ Ha 3a60NnsBaHeTo

2 MeaMUMHCKa AOKyMeHTaUs, NOTBbPXAABALLA KPUTEPUUTE NO NpuIoxeHue 1 1 BCUUKM HeoBXOAMMI U3CeaBaHms, CboBpasHo NpunoxeHue 2
(CeHeTVYHO U3cnenBaHe, foka3BalLlo 3a60NABaHETO Y BCUYKM MOCOYEHN U3CMEABAHUSA 1 KOHCYNTALWMW B NPUNOXEHWE 2 ca 3adbimkutenHu!)

3Mpu naumeHTn ¢ abHOPMHYM Pe3ynTaTi camo OT CUMMATUKOB TECT (CUMMNATUKOB KOXEH OTrOBOP), M3crneaBaHe Ha cyqoMoTopHaTa dyHkums (SUDOSCAN)
crenga aa ce 3anoure Tepanus ¢ TAFAMIDIS 20 mr

4 Mpu naumeHT! ¢ aBHOPMHN Pe3ynTaTh OT CUMMNATUKOB TECT (CUMNATMKOB KOXEH OTFOBOp), M3crieABaHe Ha cyaoMoTopHaTa dyHkums (SUDOSCAN) u
EHT cnepga aa ce 3anoure Tepanus ¢ INOTERSEN unu EPLONTERSEN unu PATISIRAN vnn VUTRISIRAN

B. U3KNKOYBALLN KPUTEPUU (NMPU 3AMNOYBAHE HA NEYEHUE)

1. CBpbX4yBCTBUTENHOCT KbM aKTUBHOTO BELLECTBO UIM KbM HSIKOE OT MOMOLLHUTE BeLlecTBa
2 MauneHTn ¢ peakn HacneacTBEHN NPobnemMu kaTto PPYKTO3HA HEMOHOCUMOCT

3. BpeMeHHOCT 1 KbpmeHe

4 MegnaTpuyHy naumeHTn (nuua nog 18-roguiiHa Bb3pacT)

B. KPUTEPUN 3A MNPOABLINKABAHE HA JIEYEHMETO C INN TAFAMIDIS 20 wmr, PATISIRAN, INOTERSEN,
EPLONTERSEN, VUTRISIRAN

(SAOBINKUTENHU CA BCUYKWU KPUTEPUW)

MKB E85.1

1 HesponoruyeH ctatyc, ouerka no PND (polyneuropathy disability), oueHka Ha cTtagua Ha xepeputapHata TTPA, NIS
(neuropathy impairment score) "2

2 Hanunune Ha EHI" npomenu n/unn Ha nporpecus ¢ yBenuyasaHe 9 Touku no ckanata Ha NIS npu neyeHuwe ¢ Tafamidis 20

mr 2

3 | Koncynraums ¢ kapguonor — EKI, exokapavorpadwus -2

4 | KoHcynTtaums c ractpoeHteporor 2

5 | Jlunca Ha M3knouBaLM KpuTepum no Touka I 12

' peweHue Ha cneunanmanpaHa KOMUCHA C OTpaseHa echeKTMBHOCT MO MOKA3aTenM OT NPUAaraHoTo neveHne
2 MenUMHCKa [JOKyMeHTaLms,, NOTBbpX/aaBalla KpUTepuiTe no NpunoxeHne 1 1 BCUUKA HEOBXOAMMM M3crieaBaHus, CboBpasHo MpUnoxeHue 2
Mpu nporpecus c neyeHue Ha Tafamidis 20 mg, ce npemnHaBa Ha neyeHue c Patisiran, Inotersen, Eplontersen, Vutrisiran.

T. VI3KJ1I0LIBAIJ.|VI KPUTEPUU (NPU NPOOBIXABAHE HA NEYEHUETO)

CBpbX4yBCTBUTENHOCT KbM aKTUBHOTO BELLECTBO UIM KbM HSIKOE OT NMOMOLLHUTE BeLLecTBa

HaBnu3aHe B cTaguii 2 Ha HEBPOMOrMYHOTO yBpeXAaHe (camo npu nedexune ¢ Tafamidis)

HaBnu3aHe B ctaguii 3 Ha HEBPOMOrMYHOTO yBpeXAaHe

Texko YepHoapoOHO yBpexaaHe — camo npu neyeHue ¢ Patisiran, Inotersen, Eplontersen n Vutrisiran
Texko 6bbpeyHo yBpexaaHe unm TepMmHanHa 6bbpeydHa HegocTaTbyHocT (€GFR < 30ml/min/1.73m2) —
camo npu nedvenue c Patisiran, Inotersen, Eplontersen u Vutrisiran

CboTHoLeHWe 6enTbk / kpeaTuHWH B ypuHaTa Hag 113 mg/mmol n/unn eGFR < 45 mi/min/1.73m2 — camo
npu nevexune c Inotersen u Eplontersen

Bpoin Ha Tpombouutute < 75 x 109/I — camo npwu nevexue c Inotersen

MeanaTpuyHy naumeHTn (nuua nog 18-roguiuHa Bb3PAcCT)

BpemeHHOCT 1 KbpmeHe
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NPUNOXEHUE 16

NUCT 3A ONPEAENSAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA NEYEHUE HA HACJIE[ICTBEHA
TPAHCTUPETUHOBA AMMITIOUOO3A C HEBPOINATUA BbB BTOPU CTAOUAN
(PATISIRAN, INOTERSEN, VUTRISIRAN, EPLONTERSEN)

3abenexka: anI nosiBa Ha CTpPaHU4YHU peakuuu OT rieYyeHMeTo UM npu usvyeprnBaHe Bb3IMOXHOCTUTE Ha eAMH OT NneKapcTBeHuTe
NPOAYKTU MOXe Aa ce NpeMunHe KbM Tepanua ¢ Apyrusa nekapcTtBeH NpoAayKT.

A. KPUTEPUU 3A 3ANOYBAHE HA MbPBU KYPC
- 3a Tepanus ¢ PATISIRAN un VUTRISIRAN ca 3agbmkutentu kputepumn 1, 2, 3,41 8
- 3a Tepanus ¢ INOTERSEN ca 3agbmkuTesniHu BCUYKKU KpuTepum
- 3a Tepanus ¢ EPLONTERSEN ca 3agbmkuTenHn BCUYKU KpUTEpUn

MKB E85.1

1 HesponoruyeH cratyc, oueHka no PND (polyneuropathy disability), oueHka Ha ctagmsa Ha xepegutapHata TTPA, NIS
(neuropathy impairment score) 2

EHT (enektpoHeBporpadms), CAMNaTMKOB KOXEH OTrOBOP, M3creaBaHe Ha cydoMoTopHaTta dyHKumus (SUDOSCAN) 12

KoHcynTauus ¢ kapamorior — EKI, exokapauorpadms -2

KoHcynTauus ¢ ractpoeHTepornor -2

KoHcyntauusi ¢ odpranmoror -2

eGFR Hag 45ml/min 12

CHOTHOLLIEHWe 6enTbK / KpeaTUHWUH B ypuHaTa nog 113 mg/mmol 12
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Jlunca Ha n3KnoYBalwm Kputepum no Touka b 2

1 pelueHne Ha cneynanuvpaHa KoMmcus C oTpaseHa ed)eKTVIBHOCT Mo nokasaTtenu oT NpunaraHoTo nevyeHne
2 MeaAWUUHCKa AOKyMeHTauns, NoTBbpXKaaBallia KputepumutTe no npunoxeHue 1 1 BCMYKM HeoBXoanMu nscneaBaHus, C'b06pa3HO npunoxexuve 2

B. U3KIKOYBALLU KPUTEPUU (NMPU 3ANOYBAHE HA NNIEYEHUETO)
1. CBpbX4YyBCTBUTENHOCT KbM aKTVBHOTO BELLECTBO UMN KbM HAKOE OT MOMOLLHWTE BelLecTBa
2. Texko YepHoapo6HO yBpexaaHe - npu nedenmne ¢ Patisiran, Inotersen, Eplontersen u Vutrisiran
3. Texxo 6b6peUHO yBpe)aaHe nnn TepMuHanHa 6b6pedHa HepocTaTbuHocT (€GFR < 30ml/min/1.73m?) - npu
neyeHue c Patisiran, Inotersen, Eplontersen u Vutrisiran
4. CwooTHoweHne 6enTbk / kpeaTuHUH B ypuHaTta Hag 113 mg/mmol n/unm eGFR < 45 ml/min/1.73m2 — eame npu
neyenue c Inotersen, Eplontersen
5. bBpoit Ha TpombBouuTuTe < 100 x 109/l — camo npu neyeHue c Inotersen
6. bBpemeHHOCT U KbpmeHe
7. TegmatpuyHu nauneHTn (nuua nog 18-roguiiHa Bb3pacT)
8. [MauweHTn cnep YepHoapobHa TpaHcnnaHTaums npu nevexune ¢ Eplontersen

B. KPUTEPUU 3A NMPOOABINKABAHE HA NEYEHUETO (BAOBINKUTENHU CA BCUYKU KPUTEPUMN)
- 3a Tepanus ¢ PATISIRAN n VUTRISIRAN ca 3agbmkutenyu kputepum 1,2, 3 u 6
- 3a Tepanus ¢ INOTERSEN ca 3agbmkuTenHn BCUYKN KpUTepum
- 3a Tepanus ¢ EPLONTERSEN ca 3agbmKUTEnHU BCUYKN KPUTEPUN

MKB E85.1

1 HeBpornornyeH cratyc, oueHka no PND (polyneuropathy disability), oueHka Ha ctapgusa Ha xepegutapHata TTPA, NIS
(neuropathy impairment score) 2

2 | KoncynTauus c kapgwmonor — EKI, exokapauorpadus '2

3 | KoHcynTtaums c ractpoeHteporor 2

4 | eGFR Hag 45ml/min 2

5 | CboTHoweHWe GenTbk/kpeaTuHUH B ypuHata nog 113 mg/mmol '2

6 | Jlunca Ha nskniouBawm KpuTepum no Touka I -2

1 peleHne Ha cneumanuaMpaHa KOMUCHA C OTPaseHa edheKTMBHOCT MO NOKa3aTenu OT NPUNAraHoTo fneveHne
2 MeMUMHCKa AOKyMEHTaLMs!, NOTBLPXAABALLA KPUTEPUUTE NO MPMAOoKeHUe 1 1 BCUUKM HeOBXOAUMM U3CNeaBaHus, CboGpasHO NpUoXeHne 2

. U3KINMIOYBALLUU KPUTEPUU (NPU NPOO BT KABAHE HA NNEYEHUETO)
1. CBpBbX4YyBCTBUTENHOCT KbM aKTUBHOTO BELLECTBO MMM KbM HSIKOE OT NMOMOLLHUTE BeLlecTBa
2. HaenusaHe B cTaguin 3 Ha HEBPOMOIMMYHOTO yBpeXaaHe
3. Texko YepHoapo6HO yBpexaaHe - Npu neyeHue ¢ Patisiran, Inotersen, Eplontersen u Vutrisiran
4. Texko 6bLOpeyHO yBpexaaHe unu TepmuHanHa 6bopeyHa HegocTaTbyHOCT (€GFR < 30ml/min/1.73m2) - npu
neyeHue c Patisiran, Inotersen, Eplontersen u Vutrisiran

5. CboTHOoweHWe 6enTbk / kpeaTUHUH B ypuHaTa Hag 113 mg/mmol n/unu eGFR < 45 ml/min/1.73m2 — eame npu
neyeHue c Inotersen, Eplontersen
6. Bpoit Ha TpomboumnTute < 75 x 10%1 — camo npu nedexue ¢ Inotersen
7. BpemeHHOCT u KbpMmeHe
8. TegmatpuyHu nauneHTn (Nuua nog 18-roguiiHa Bb3pacT)
'9 (=3 WN3NCKBAHWSA HA H30K 3A NMPOBEXOAHE HA NEYEHVE MPY HACNEACTBEHA TPAHCTUPETUHOBA AMUNOMAO3A C HEBPOMATUA U
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NPUNOXEHUE 1B

JINCT 3A ONPEAENAHE HA KPUTEPUUTE NPU NEYEHUE HA HACJNIEACTBEHA
TPAHCTUPETUHOBA AMUNOMAOO3A NPU NALUMEHTU C KAPOUOMUONATUA
(TAFAMIDIS 61 mr; VUTRISIRAN; ACORAMIDIS)

A. KPUTEPUUN 3A 3ANOYBAHE HA JIEYEHME (SAOBIDKUTENHU CA BCUYKUN KPUTEPUN)

MKB E85.8

1. | CurypHa anarHosa HacrneacteeHa ATTR, noTeBbpaeHa Ypes reHeTUYHo uacrneasaHe "2

2. | OueHka no PND (polyneuropathy disability), oueHka Ha cTagus Ha xepegutapHata ATTR, NIS (neuropathy impairment
score) 12

EHI (enektpoHeBporpadvs), CMMNaTUKOB TECT, U3cneaBaHe Ha cyaoMoTopHaTa yHkums (SUDOSCAN) 12

Exokapauorpadms - gebenvHa Ha cteHata Ha JIK212 mm n guacTtonHa gucdyHkums -2

KoctHa cumHTturpadus (nnaHapHa u SPECT) cbe cTeneH 2 unu 3 Ha HaTpynBaHe Ha paguodapMaLeBTvk B Muokapaa "2

CbpaeyHa HeoCTaTbYHOCT € (hyHKUMoHaneH knac no NYHA I-l11 12

EKI 1 cbpaeyHu 6rnomapkepu (BNP/NTproBNP) 2

KoHcynTtauus ¢ ractpoeHteponor "2

© ® N o o M w0

Jlunca Ha usknioYBalm KpUTepUn no Touka I 2

"peleHmne Ha cneuManuanpaHa KOMMCHUA C OTPA3EHN aHAMHECTUYHN AAHHM, KNTMHUYHATA CUMATOMATMKA M eBOMIOTUBHUSA XOA Ha 3a60NABaHETO
2 MeaMUMHCKA AOKYMEHTALIMSA, NOTBLPXAABALLA KpUTEpUUTE MO NpUNoXeHUe 1 1 BCUUKM HEOBXOAMMI U3CNeaBaHus, CbOBPa3HO NPUNoXeHne
2

(*IeHeTMYHO M3cneaBaHe, AOKa3BaLLo 3a60NABaHETO U BCUYKM NMOCOYEHN U3CNeBaHNUsl U KOHCYNTauuy B NpUIoXeHue 2 ca 3agbIikuTenHu!)

** Ckop 2 unu 3 Ha nornbLiaHe Ha pagMoMapkep B Muokapda npuv npoeexgaHe Ha 99mTc-PYP unu DPD, nnn HMDP kocTHa cumHTurpadus
npyv  nunca Ha MOHOKMOHanHa ramanatus (Al amunonaosa), oLeHeHa Ypes cepyMHM cBoGoaHM neku Bepurn (FLC) n umyHodrkcaums B cepym
M ypuHa.

*** MNoTBbpXKAABAHE HANMMYME Ha amunoua 1 TUNM3npaHe 3a TPAHCTUPETUH C UMYHOXUCTOXUMUSI UM Mac-CreKTPpoOMEeTpUS.)

B. KPUTEPUU 3A NPOABINKABAHE HA NEYEHUETO (SAOBINKUTENHU CA BCUYKU KPUTEPUN)

3abenexka: bonHute cnegBa Aa 6b4aT MOHUTOPUPAHM Ha BCekn 6 meceua

MKB E85.8

1. | HeBponoruyeH cratyc, oueHka no PND (polyneuropathy disability), oueHka Ha ctagua Ha xepegutapHata ATTR, NIS
(neuropathy impairment score) "2

EKT, exokapavorpadus, cbpaeyuHu 6romapkepu (BNP/NTproBNP) 2

KoHcynTtaums ¢ ractpoeHteponor 2

2
3. | CbpaeyHa HeOOCTaTBYHOCT C (pyHKLUMOHaneH knac no NYHA I-111 12
5
6

Jlunca Ha u3KnoYBaLLM KpUTEPUU No Touka B 12

"pelueHmne Ha cneuManuavpaHa KOMUCHSA C OTPA3eHU aHAMHECTUYHN AaHHN, KNMHMYHATA CUMITOMATUKA U €BOMIOTUBHMS XOf Ha 3abonsBaHeTo
2 MeanUMHCKa JOKyMeHTaLms!, NOTBbPXAaBalla KpUTepuiTe No NpunoXeHmne 1 1 BCUUKA HEOBXOAMMM M3CrieaBaHNs, CboBPasHoO MpUMoXeHue 2

B. USKNOYBALLU KPUTEPUU (MPU 3ANOYBAHE M NP NPOABIIKABAHE HA NNEYEHUETO)
1. MegunaTtpuyHm naumneHTn (Bb3pact nog 18r.)
2. CBPbX4YBCTBUTENHOCT KbM aKTUBHOTO BELLECTBO MM KbM HSIKOE OT MOMOLLHWTE BELLeCTBa.
3. Hannuue Ha nbpBUYHa NeKoBepWKHa amMmmnonaosa
4. CbpaeyHa HeJoCTaTbYHOCT C dbyHKUMOHaneH knac no NYHA — 4
5. OcTtpa gekomnpecupaHa cbpaeyHa HeoCcTaTbYHOCT (060CTpsiHe Ha XpoHnyHa CH, nposiBABaLla ce ¢ npu3Haum
1 CUMMNTOMM, KOUTO MOXeE Aia M3NCKBaH MHTPABEHO3HO NeYeHne) Ao OBnafsiBaHe Ha cMMNTomMaTukaTta
6. Texxa cTeneH Ha YepHOAPOOHO yBpexaaHe, bunuapHa Lmposa unm xonecrasa
7. YepHoapobHa/cbpaeyHa TpaHcnnaHTauust Unu UMNIaHTUpaHo MeXaHU4YHO NOMOLLHO YCTPOMCTBO
8. BpeMeHHOCT 1 nakTaums

r EI‘ M3NCKBAHNA HA H30K 3A MPOBEXAAHE HA NEYEHWE NPW HACNEACTBEHA TPAHCTUPETUHOBA AMUITOMAO3A C HEBPOMATUA N
N KAPOVOMWONATUA N TPAHCTUPETUHOBA AMUNOMOHA KAPOMOMMUOMATUA B U3BBHBEONMHNYHATA MOMOLL



NPUNOXEHWE 1

JINCT 3A ONPEAOENAHE HA KPUTEPUUTE NPU NEYEHUE HA TPAHCTUPETUHOBA AMUITOUO03A MNMPU
NAUUMEHTU C KAPOMOMUOMATUA (AUB TUM)
(TAFAMIDIS 61 mr; VUTRISIRAN; ACORAMIDIS)

A. KPUTEPUM 3A 3ANOYBAHE HA NEYEHUE (SAOBITKUTENHN CA BCUYKU KPUTEPUN)

MKB E85.8

1. Exokapavorpadus - aebenuHa Ha cteHata Ha JIK 212 mm v guactonHa aucdyHkuus 12

2. | KoctHa cumHturpadmsa (nnaHapHa u SPECT) cbc cteneH 2 wnu 3 Ha HatpynsaHe Ha 99mTc-PYP/DPD/HMDP

paanodapmaLeBTvK B Muokapaa 2

3. | Ilunca Ha MOHOKNOHaneH NPOTEUH MpU UMYHOMUKCALMS HA CEPYM U YpUHA 1 HOPMAriHO OTHOLLEeHWE Ha kana/naméaa

cBOOOOHM NEeKM Bepurn 3a n3kroysaHe Ha JieKkoBepu>XxHa amunonaosa 1.2

[eHeTWueH TecT 3a AnarHosa Ha HacneacTeeHa ATTR-KMM 12

CbpaeyHa HeoCTaTbYHOCT C PyHKUMoHaneH knac no NYHA I-111 12

4

5

6. | EKI n cbpaeunun 6ruomapkepy (BNP/NTproBNP) -2
7

Jlunca Ha nM3KnoYBalm KpMTepun no Touka B 12

1 pelweHue Ha cneLManMapaHa KOMUCHA C OTPa3eH aHAMHECTUYHM JaHHM, KITMHUYHATA CYMITOMATHKA W €BOMIOTUBHUS XOA Ha 3a60nsiBaHeTo

2 MeaMUMHCKa AOKyMEHTaLMS, NOTBbLPXAABALLA KpUTEPUMTE MO NPUMoXeHue 1 1 BCUUKM HeoBXoanMM nacneasaHmsl, CbobpasHo NpUnoxeHme 2

(* Crop 2 unu 3 Ha nornblyaHe Ha pagnomapkep B Mvokapaa npu nposexgaHe Ha 99mTc-PYP nnu DPD, unn HMDP kocTHa cumHTurpacus npu
nvMnca Ha MoHoknoHanHa ramanaTus (AJl ammnonaosa), oueHeHa Ypes cepyMHu csoboaHu neku sepur (FLC) n umyHodmkcaums B cepym u ypuHa.
** MNoTBbpXKAABaHE HaNMYne Ha ammnona u TUNU3NpaHe 3a TPAHCTUPETUH C UMYHOXUCTOXUMUSI UMM MaCc-CNEKTPOMETPUS.)

5. KPUTEPUM 3A NPOOABINKABAHE HA NNEYEHUETO (SAOBJIKUTENHU CA BCUYKU KPUTEPUN)
(TAFAMIDIS 61 mr; VUTRISIRAN; ACORAMIDIS)

3abenexka: bonHuTe cneaea Aa 6bAAT MOHUTOPUPAaHK Ha BCekn 6 mecela

MKB E85.8

1. | EKT, Exokapavorpacus, cbpaeynm 6uomapkepn (BNP/NTproBNP) 2

2, CbpaeyHa HegocTaTbyHOCT ¢ dhyHKUMoHaneH knac no NYHA I-111 1.2

3. | Nunca Ha w3kniouBaL KpUTEpUK Mo Touka B 12

1 pelwleHne Ha cneuyuanmampaHa KOMUMCUA C oTpaseH aHaMHEeCTUYHU aHHU, KMMHUYHaTa CUMNTOMaTuKa 1 eBONTIOTUBHNA X0 Ha 3abonaBaHeTo
2 MeOuUMHCKa LOKyMeHTauuns, NoTBbpXXAaBalla KputepunTte no npunoxeHuwe 1 1 Bcuuku HeobxoaumMu nacneaBaHus, C'b06pa3HO npunoxeHue 2

B. U3KNIOYBALLU KPUTEPUM (NMPU 3ANOYBAHE U NPU NPOOABIIXABAHE HA JIEYEHMETO)

Bb3pact nog 18 1.

Hanuuune Ha nbpBKYHaA NeKoBepUXHA aMunonagosa

CbpaeyHa HeloCcTaTbYHOCT ¢ PyHKUMOHaneH knac no NYHA — 4

OcTpa gekomnpecrpaHa cbpaeyHa HegocTaTbyHOCT (06ocTpeHa xpoHuyHa CH, nposiBsiBalla ce ¢ npusHaum u
CUMMTOMM, KOUTO MOXE Aa U3UCKBAT UHTPABEHO3HO NeYeHne) A0 OBMaasiBaHe Ha CUMNTOMaTukarta

Texka cTeneH Ha YepHoapobHo yBpexaaHe, GunuapHa uMpo3a unu xonecTasa

YepHoapobHa/cbpaieyHa TpaHCnnaHTaumst UM UMIAaHTUPaHO MeXaHUYHO NOMOLLHO YCTPOMCTBO
BpemeHHOCT 1 nakTauus

Ll A

Noon

N3NCKBAHUA HA H30K 3A NPOBEXOAHE HA NNEYEHWE NPW HACNEAOCTBEHA TPAHCTUPETUHOBA AMUITONOO3A C HEBPOMATUA U
KAPOVOMWONATNA U TPAHCTUPETVUHOBA AMUITOVAHA KAPOMOMWOMATUA B M3BBHBEONHUYHATA MOMOLL




1.

2.

NEYEBHO-OUWATHOCTUYEH ANNMTOPUTBM

NPUNOXEHUE 2

JIEKAPCTBEHW NMPOAOYKTW, BkntoyeHn B lMpunoxenuve 1 Ha MJIC, kouto H3OK 3annawa B CbOTBETCTBUE C

nevnctealumTe HOPpMaTUBHU OOKYMEHTU.

Ta6bnuua 1

INN

OO3A

TAFAMIDIS

e 20 mg nepoparsnHo - npenopbvynUTENHA AHEBHA f03a 3a MKB E85.1
e 61 mg nepopanHo - npenopvyUTENHa AHEeBHa fo3a 3a MKB E85.8

PATISIRAN e 0,3 mg/kg TenecHo Terno Ha BCekM 3 CeAMULIM KaTo MHTPaBEHO3Ha UHMY3Ns B
npoabmkeHne Ha 80 MuHyTn 3a MKB E85.1

INOTERSEN e 284 mg NoakoXHO — BeAHBbX ceagMuyHo 3a MKB E85.1

VUTRISIRAN e 25 mg NOAKOXHO - BefAHbX Ha Bceku 3 mecela 3a MKB E85.1 n E85.8

ACORAMIDIS e 1424 mg nepoparHo - npenopbyMTenHa gHesHa fo3a 3a MKb E85.8

EPLONTERSEN e 45 mg NOAKOXHO — BEAHBX MecevHo 3a MKB E85.1

NPOCNEAOABAHE:

Ta6bnuua 2

MokasaTenu u nscnegBaHua®

I'Ipe,qu 3ano4yBaHe Ha
le4yeHneTo

Ha Bceku 6 meceua

TenecHa maca

X

mBMI (BMI x cepymeH an6ymuH g/l)

06w 6enTbk

AnbymuH

MKK

CYE

CepyMHM eneKkTponuTH

KpbBHa 3axap

eraTMHVIH, NUKOYHa KUcenuHa, ypea

ACAT, ANIAT

InomepynHa duntpaums (€GFR) — sa Patisiran, Inotersen, #
Vutrisiran n Eplontersen

X X | X | X[ X[ X]| X]| X| X[ X

X | X | X| X[ X[ X]| X]| X| X| X[ X

CwoTHoweHne 6entsk / kpeatuHuH B ypuHata (UPCR) — camo
3a Inotersen n Eplontersen

x

x

EHI" (enekTpoHeBporpadusi)

KoncynTau.vm C HeBponor

KoHcynTauusi ¢ ractpoeHTeposior

KoHcynTauus ¢ kapauonor — EKI, ExoKI™

X[ X[ X[ X

KoHcynTauus ¢ odpranmonor — 3a Inotersen n Eplontersen

CuMNaTUKOB TeCT, W3CreABaHe Ha CyaoMoTopHaTta (YHKUMsS
(SUDOSCAN)

XX |[X]| X| X | X

EKI 1 cbpaeyHn 6uomapkepu (BNP/NTproBNP)

X

X

* MscnepBaHusiTa crieaBa da ca ¢ AaBHOCT 4o 1 Mecel, npeau kaHaugatcTBaHeTo. Mpy Hanuuve Ha XocnuTanusauusi € Heob6xoanmMo
enukpmsara ¢ Homep Ha N3 aa e ¢ gaBHocT Ao 1 Mecel Npean KaHAMAATCTBAHETO.

N3NCKBAHWA HA H30K 3A MPOBEXOAHE HA NEYEHWE NMPU HACNEOCTBEHA TPAHCTUPETUHOBA AMUNOMAO3A C HEBPOMATUA U
KAPOMOMWONATUA N TPAHCTUPETUHOBA AMUNONOHA KAPOVOMUONATUA B U3BBHBONHNYHATA NMOMOLL



Il. OBLLX UBUCKBAHUA

1. Bb3pacToBaTa rpaHuua ce U34ncnsia B HaBbPLUEHW FTOAUHM - T.€. BKNIOYUTENHO KbM AaTaTta Ha u3gaBaHe Ha NpoTokona ot
cneuyanuampaHaTta KoMUcusl.

2. [Mpu Ha3Ha4YaBaHe Ha Tepanus Mo NPOTOKON 3a4bIMKUTENHO ce CbobpassiBaT Bb3PacTOBUTE OrPaHMYEHUst CbINacHo KpaTkaTta
XapaKTepuCTMKa Ha CbOTBETHUSA NeKapCTBEH NPOAYKT, yTBbpAeHa no peaa Ha 3JMXM.

3. H3OK He 3annalua neyeHve U3BbLH ykazaHaTa Bb3pacToBa rpaHuLa B KpaTkata XxapakTepucTuka Ha npoaykra.

4. H30K He 3annalla nevyeHune ¢ 403U HaA MakCcUMariHoO pa3peLleHnTe Mo KpaTka XapakTepucTvka Ha NpoayKTa.

5. B cnyyan Ha HacTbnuna nofosvpaHa HexenaHa nekapcTeeHa peakuusi, nekapsat ysegomsasa WAJT no pega Ha un. 184 ot
3NMXM. Konve ot cbobLyieHneTo ce npunara/onucea KbMm/B MeauumHcKaTa AokymeHTaumsa Ha 3011 npu kaHamvpaTcTBaHe 3a
neveHve.

6. Bcekn e-npoTokon ce usaasa oOT cneuvanuampara komueus B JIBBIN Ha ocHoBaHue Allp Ne 38 ,OnpefensiHe Ha nnaH Ha
neveHve v NpocneasiBaHe Ha TepaneBTUYHUSI OTTOBOP MPW NaLMEHTH, NofyvaBally CKbNOCTpyBaLLW NeKkapCTBEHN NPOAYKTU MO
pena Ha un. 78, 1. 2 330"

Eksemnnsap Ha xapTtueH HocuTen ot Allp Ne 38 ,OnpefensiHe Ha nnaH Ha fie4eHne 1 npocneassaHe Ha TepaneBTUYHUA OTroBOP
npu nNauueHTn, nomnyvasalin CKbNOCTPYBalUM NeKapCTBEHW NMPOAYKTU No peda Ha un. 78, T. 2 330 KoWTo e ocHOoBaHWe 3a
u3gaBaHe Ha MPOTOKOM, MognucaH oT nekaps cneunanuavpana komucus n 30J1 (poguten, HacTOMHUK/MPUEMEH poauTen), ce
BOAM NO peA, onpefeneH ot nevyebHOTO 3aBefeHNe N ce CbXxpaHsiBa B kabuHeTa Ha nekaps/komucusaTa.

7. Mpu n3gaeaHe Ha E-npoTtokon no pega Ha ekcrnepTuaaTta no 4n.78, 1.2 ot 330, otnaga HeobxoaMmocTTa Aa ce npefocTaBsT
1 cbxpaHsBeaT npunoxeHune Ne1 n npunoxenve Ne3 ot HacTtoswmTe ,M3nckBaHusa Ha H3OK".

8. N3apaBaHeTo Ha E-npoTokon ce ocbLLecTBsiBa B CbOTBETCTBMNE CbC CbBMECTHU ,YKa3aHusi 3a paboTa ¢ nojajeH Nno enekTpoHeH
nbT npotokon IA/IB/IC (e-npoTtokon)®, mexay HauuoHanHaTta 3gpaBHOOCUMIypuTenHa Kaca U bbnrapcku nekapcku Cbio3 3a
npunaraHe Ha HaumoHanHusi pamkoB AOroBOP 3a MEAULIMHCKUTE AENHOCTU.

Hacmoswume u3uckeaHusi ca ymebpOeHu om ynpasumens Ha H3O0K cned Pewerue Ne P[-HC-04-23/19.03.2026 e. Ha
Had3zopHusi cbeem Ha H3OK u npedsapumersnHo cbenacysaHe ¢ bJ1C, Ha ocHogaHue 4.5, an.10 ewbe 8p. ¢ an.8 om NpasunHuka
3a ycmpoticmeomo u deliHocmma Ha HayuoHanHama 30pasHoocu2ypumernHa Kkaca. M3uckeaHusima enu3am & cusia om damama
Ha 0bHapodsaHemo um 8 ,dbpxxaseH 8eCmHUK" u ommeHsm delicmeaujume u3uckeaHusi, 8 cunia om 23.08.2024 2. Ha ocHogaHue
peweHue Ne P[]-HC-04-85/29.07.2024 a.

r 7:' N3NCKBAHUA HA H30OK 3A NPOBEXOAHE HA NEYEHWE NP HACNELACTBEHA TPAHCTUPETUHOBA AMUNOUAO3A C HEBPOMATUA
QR KAPOVOMWONATUA N TPAHCTUPETUHOBA AMUNTOMOHA KAPOMOMUOMATHA B N3BBbHBEONHNYHATA MOMOLL



NPUNOXEHUE 3

AOEKNAPALUA 3A UHOPOPMUPAHO CBITTACUE C USUCKBAHUATA 3A 3AMOYBAHE/ NPOOABINKABAHE
HA NEYEHUETO C JIEKAPCTBEHUA NPOAYKT

cned KaTo ce 3amo3Hax C udnata MW NpedocTaBeHa WHopmauusa M LenTa Ha JleYeHMeTo C  NeKapCTBeHUs
VO TTNIaT b U URRRTRRTRRTRTR 1 crepj kaTto nonyyux nyepnaresiHn OTroBopy Ha
NOCTaBEHUTE OT MEH BbMNPOCH, AeKnapupam ye:
1. Llle cnassam npenopbyaHaTa My CXema Ha neYeHne U NepuoanyHOCT Ha KOHTPOSHUTE Nperneau.
2. PepoBHO e ce siBSBaM Ha KOHTPOMHWU Mperneau U HsMa Aa MPOMEHsIM CaMOBOSIHO MNU MoA ApYro BHYyLUeHue
Ha3HayeHaTa MU Tepanusi.
3. [pu npeycTaHoBsiBaHe Ha NEYEHWETO MO MPUYMHU, HEMPOU3TMYALLM OT pelleHMeTo Ha KomucusTa 3a ekcnepTvan B
P3OK n/vnn Komucusta no un. 78, 1.2 ot 330, we yBeaoms He3abaBHO NIUYHMS CU Nekap.
4. Tlpv HecnaseaHe Ha NOCOYEHMUTE YCIIOBUSA NIEYEHUETO MU C YNOMEHATUsA JieKapCTBEH NPOAYKT e 6bae npekpaTeHo u
HAMa Aa uMam npeTteHumm kbm H30K.

"' ‘;"‘ N3NCKBAHUA HA H3OK 3A NPOBEXOAHE HA NNEYEHWE NMPU HACNELOCTBEHA TPAHCTUPETUHOBA AMUNOVAO3A C HEBPOIMATUA N

‘\ \ KAPOVOMUONATUA N TPAHCTUPETVHOBA AMUINIOVOHA KAPOVOMUONATUA B USBBHBEONTHNYHATA NMOMOLL
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