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M3NCKBAHUA HA H3OK
NP U3OABAHE HA NMPOTOKOJIN 3A NNEYEHUE HA BOJIHN C TEXKA rEHEPAJNIM3UPAHA
MYASTHENIA GRAVIS B U3BBbHBONHUYHATA NMOMOLL

[MpoTokonbT ce M3gaBa OT cneunanuavpaHa KOMuUcusi B rnevye6HM 3aBegeHUs 3a GoNMHUYHaA nomoll, cknuunu goroeop ¢ H30K.
CneuuvanusmpaHuTe KOMUCUU Ce Cb3faBaT CcbC 3anoBef Ha aupektopa Ha cnegnute J13: MBAI ,AnekcangpoBcka” — rp. Codowmsi, MBAJTHI
,Cs.Haym” — rp. Cocpus.

I. PEQ 3A 3ABEPABAHE HA NMPOTOKOJINTE

[MpoTokonu 3a 3ano4BaHe Ha fnevyeHne

= MeguumHCcKa OOKyMeEHTauusl, NoTBbpXAaBalla KpuTepuite no npunoxeHve 1 u
BCUYKM HeobXxoaMmmn uscneaBaHns, cbobpasHo npunoxeHue 2

= PeweHune Ha cneumManuaMpaHa KOMMUCUSA C siCHA MeWLMHCKA MOTUBauus 3a
3anoYBaHe Ha TepanuaTta, 3aAbIDKUTENHO ce oTbenssBa nunca Ha W3KMoYBaLLm
KpuTepun

= “fIpoTokon 3a npeanucBaHe Ha nekapcTtea, 3annawaHn ot H30OK/P3OK” — obp. M3-

/ H30K

3aBepka B P30K

cneunanmnsnpaHa
KOMUCHUA

A 4

Komucusa no un. 78, 1. 2
ot 330 B LIY Ha H30OK

A 4

[MpoTokonu 3a npoAbMKaBaHe Ha fIe4EHNETO

= MeauuMHCcKa [OOKyMeHTauusl, NoTBbpXAdaBalla Kputepuute no npunoxeHue 1 u
BCUYKM HeoOXxoamMmmn uscneaBaHuns, CbobpasHo npunoxeHuve 2

cneumanuampaHa = PeweHune Ha cneumManuaMpaHa KOMMUCUA C siCHA MeAuLMHCKA MOTUBauus 3a
KOMMUCUSA npoabxaBaHe Ha TepanusiTa, 3adbIPKUTENHO ce OTOensi3Ba nunca Ha M3KIoYBaLLm
KpuTepun

= “fIpoTokon 3a npeanucBaHe Ha nekapcTtea, 3annawaHn ot H30OK/P3OK” — obp. M3-

/ H30K

3aBepka B P30K

Y

Komucusa noun. 78, 1. 2
oT 330 B LY Ha H30K

A 4

Il. OBLLUM NONOXEHUA
1. E-npoTtokon ce n3gaBa OT YeHOBE Ha chneunanu3vpaHn KOMUCUM B nevyeGHM 3aBeAeHUs, OKa3Baln GONHMYHA MeAMLMHCKA NMOMOLY
(N3BM) Ha ocHoBaHwe ,PelieHve Ha cneuvanuavpaHa komucusa® no Alp Ne 38 ,OnpegensiHe Ha NnaH Ha neyeHWe W npocregsiBaHe Ha
TepaneBTUYHUS OTrOBOP MPW NauMEHTK, NoryyYaBalliy CKbMOCTPYBALUM NeKapCTBEHW NpoAdykTu nmo peda Ha 4ym. 78, 7. 2 330“ B cboTBETCTBUE C
HacTosiwmuTe Nancksanus Ha H3OK, kaTo NbpBUAT #-BEekk-cReaBat NPOTOKON ce n3gasat 3a nepvof go 180 oHu (3a oyeHka Ha MbpeoHaYyasIHus
mepanesmu4eH om2080p), a BCEKU criefBall NpPoToKon (npodb/ikaeaHe Ha Jie4eHUemo) ce upasa 3a nepuon Ao 365 AHWM npu Aoka3aHa
TepaneBTUYHa ehUKaCHOCT.
2. 3ppaBHOOCUIYpPEeHOTO NuLe yAoCToBepsiBa C noanuca cu B ,PelleHne Ha cneumanuavpaHa komucus® no Alp Ne 38: cnegHoTo: ,XKenas na
MK 6be 0gobpeHo neYeHne ¢ nekapCcTBEHNA NPOAYKT, KaTo AeKnapupam, Ye CbM yYBeAOMEH 3a AeViCTBMETO Ha HasHayeHaTa nekapcTBeHa Tepanus
1N AaBaM MHAOPMMPaAHO cbrracve cbluata ga My 6bae npunaraHa“; ,CbrmaceH/a CbM 3a M3MNON3BaHe Ha NMUYHWTE MW OAHHW 3a LenuTe Ha
ekcneptusarta“; ,Kenas ga 6baa yBegomeH/a 3a pesynrtara ot ekcrnieptu3arta oT P3OK no eguH ot cnegHuTe HauvHu: no e-mail, TenedoH nnm Ha
msicto B P3OK®; ,Pa3speluaBam JOCTBN A0 €NEKTPOHHOTO MU 34paBHO gocue”.
3. Mpepwn cTapTnpaHe Ha npoueca no nsgasaHe Ha E-npotokon Ha 30J1, cneunanuanpaHaTa KOMUCUS creq MoyvyeHo paspeLleHne 3a JOCTbM OT
30J1 fo eneKkTPOHHOTO My 3[4paBHO AoOCWe, MpaBu CrpaBka MO eNeKTPOHEH MbT 3a WU3JaAeHW NPeaxodHW NPOTOKONW, MO CbLuMst Npodun Ha
3abonsBaHe. [lMpouecbT Mo u3gaBaHe Ha E-npoTokon ce peanusupa B MeauuMHCKM codTyep. B HacTosimTe M3MCKBaHUS ca MOCOYEHM
Heo6xoAMMUTE AOKYMEHTH 3a usaaBaHe Ha E-npotokon Ha 30J1.
4. Kbm Bceku E-npoTokon, ¢ KOWTO e HasHayeHa nekapcTBeHa Tepanws, ce npunaraT Heobxoaumute OOKYMEHTU (ambynaTopHuTe nucTose,
envikpusu, uscnefBaHus W Ap.), cref KOeTo [OOKYMEHTUTe ce M3npaliaT Mo enekTpoHeH NbT KbM MHdOpMmauuoHHaTta cuctema Ha H3OK.
HokymeHTuTe, konTo cblyectByBaT B H3VC/uHdopmauuoHHaTa cuctema Ha H3O0K, ce geknapupat B E-npoTokona ¢ TEXHUTE YHUKaNHW HoMepa
(HPH).
WHdopmaumsTa, oTHOCHMa KbM M3faBaHe Ha E-npoTokona, KoAaTo e B JOKYMEHT, KOWTO HAMa enekTpoHeH chopmar, ce nonbriBa B PelueHneTo Ha
creumanuampaHa KOMUcus - OCHoBaHWe 3a n3fgaBaHe Ha E-npoTokona, unv JoKyMeHTa ce npurara Kato CKaHMpaHo Konwue.
5. MNpu n3paBaHe Ha E-npoTokon no peaa Ha ekcnepTtuaaTa no 4n.78, 1.2 ot 330, oTnaga Heob6xoaMMoOCTTa Aa ce NPeAOCTaBAT U CbXpaHABaT
npunoxeHue Ne 1 u npunoxeHnue Ne 3 ot HacTosiwmTe M3ucksanHusita Ha H3OK", npu cnegHuTe ycnosus:
- 3a npunoxeHue Ne 1 - Mpu HanMuMeTo Ha TEKCT B CbOTBETHWUA 4Yekbokc B ,PelieHve Ha cneumanusmpaHa komwmcusa“ no Allp Ne 38:
LJIMNCBAT N3KMHYBaLLY KpUTEPUU 3a 3anoyBaHe/npoabkaBaHe Ha nevexue c M,
- 3a npunoxeHue Ne 3 - npu HannuneTo Ha TekcT B ,PelieHne Ha cneumanuanpaHa komucusa” no Allp Ne 38: Kenas ga mu 6bae ogobpeHo
NleyeHVe C NeKkapCTBEHMS MpOAyKT, KaTo AeknapvpaM, Ye CbM YBeAOMEH 3a AeVCTBMEeTO Ha Ha3HayeHaTa rfekapcTBeHa Tepanus U [AaBam
nHopmuMpaHo cbrnacue cbliaTta ga Mu 6bae npunaraHa“.
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b MN3NCKBAHUA HA H3OK MPU NNEYEHUE HA TEXKA TEHEPAJTM3VNPAHA MYASTHENIA GRAVIS B M3BBbHBEOJTHUYHATA NMOMOLL



NPUNOXEHUE 1A

NUCT 3A ONPEAENAHE HA KPUTEPUUTE 3A JIEMEHUE HA BOJIHU C TEXKA /BUCOKO AKTUBHA/
FEHEPAJIN3UPAHA MYASTHENIA GRAVIS B U3BBbHBOJIHUYHATA NMOMOLL C INN EFGARTIGIMOD ALFA

A. KPUTEPUU 3A 3ANOYBAHE HA JIEMEHUE (3agbmkuTenHo e HanuwyimMeTo Ha 1, 2 m 6 n noHe eguH oT 2; 3, 4 unun 5

KpUTEpPUN)

1

KnuHunyHo curypHa amnarHosa 3a BUCOKo akTMBHa Myasthenia gravis c: '2

- 2 MGFA Il 6 w/vnn noHe ABe TeXKW BriowaBaHUA/MUACTEHHU KPWU3W, 6—RPWAGKEHH# M3UCKBALLM Tepanus C
WHTPaABEHO3HM MMYHOrNobynuHu unu adpepesa, B paMkuTe Ha 3a efHa roguMHa cnepj noctaBsHe Ha AuarHosaTta,
BbMNPEeKU #-ApuAaraHa aekBaTtHa CUMNTOMaTUYHa, KOPTUKOCTEPOUAHA U “MYHOSYRPEecHBHa MMYyHOCYyNpecupaila
Tepanus

nnu

-2 MGFA Il a v nepcuctMpaliM 3HaYuMM 3a €XEOHEBHWOTO (PYHKUMOHUpPaAHE CUMNTOMUM U TEXKO
BrolwlaBaHe/MMacTeHHa Kpu3a B paMKuTe Ha APe3 nocnefHaTa KaneHgapHa rogvHa, w—hRpufarada BbNpeku
afiekBaTHa CUMMNTOMAaTUYHa, KOPTUKOCTEPOUOHA U HMYHOSYRPEEUBHa MMYHOCYyNpecupalla Tepanuvs

unu

- 2 MGFA Il a n nepcuctupalimM 3Ha4YMMW 3a EXELOHEBHKOTO (PYHKLMOHMPAHE CUMMMTOMU, OOPUM U NpwU
nekalymepeHa dopma Ha 3abonsiBaHeTO, Ape3 3a NoBeYye OT ABe 2 rOAVHU, #-ApuAaFaHa BLNPEKN afekBaTHa
CMMMNTOMAaTMYHa, KOPTUKOCTEPOMAHA N wMYyHOSYRPpecHBHa MMyHOCynpecupalia Tepanums

2 | AntuTena cpelly AChR -2

3 | HexenaHu peakuyy Unu NPOTMBOMOKA3aHMUs 3a CTaHaapTHa Tepanust ' 2

4 | HeoBX0AMMOCT OT BUCOKM 031 KOPTUKOCTEPOMAN KaTo NoAAbpxalla Tepanus (> 10 mg prednisolone) ' 2
5 | MmyHocynpecuBHa Tepanus 3a noeeye oT 10 roguHy '2

6 | Nunca Ha nskniouBawwy KpUTEpPUK No Touka B ' 2

7
2

pelueHune Ha cneunanuampaHa kommucus no Allp Ne 38

MeaUUMHCKa OOKYMEeHTauuA, NoTBbpXaaBalla Kputepunte no npunoxeHue 1 1 BCUYKM HEOBXOAUMYM N3CNEABaHNUS, C'bOﬁpaSHO npunoxeHue 2

B. KPUTEPUU 3A NPOOBLINKABAHE HA IEMEHUETO (3agbnXuTenHo e Hanu4inmeTo Ha BCUYKU KpUTepum)

OHeHIEHaKRBHHATa-CUMPTOMaTHa-

1 | Joka3aHa TepaneBTU4YHA etheKTUBHOCT, U3pa3eHa Yype3 noaobpsieaHe (HamansABaHe) Ha o6wmnA c6op TOYKU No
ckanata MG-ADL c 2 2 moy4ku crnpsiMo usxo8Hume Huga rnpedu 3ano4yeaHe Ha sieyeHuemo "2
2 | Jlunca Ha cTpaHU4YHM ePeKTM U U3KMI0YBALLM KPpUTEPMM No Touka B ' 2

1 pewieHMe Ha cneuyunanmsnpaHa KOMMCuUs C oTpaseHa ereKTVIBHOCT MNO nokasartenu OoT npunaraHoTo JiedeHne

2 MeanUMHCKa OKYMEeHTaunAa, NoTBbpXAaBalla Kputepumute no npunoxeHue 1 1 BCUYKM HEOBXOAMMU U3CreaBaHus, C'bO6pa3HO npunoxeHue 2

B. WM3KIMIOYBALLK KPUTEPUU TMPU 3AMOYBAHE WKW NPOOABINKABAHE HA JIEYEHMETO C C

EFGARTIGIMOD ALFA:

MauneHTn noa 18 rogmiuHa Bb3pacT

OTpuvuaTtenHu pesyntaTv OT CEPOSIOrMYHM TECTOBE 3a HanM4uMe Ha aHTuTena cpelly AChR

Hwuea Ha cepymeH IgG < 6 g/l npeau 3ano4yBaHe Ha NbLPBUA NieYebeH LKbII

eHepanuanpana Myasthenia gravis knac V cnopeg MGFA knacudukaumata

MpoeexaaHa nnasmMadepesa Unm NHTPaBEHO3HW MMYHOINOBYNMHM B pamMkuTe Ha 1 Mmecey npeau nedexHve
MpunaraHo neyeHne ¢ MOHOKITOHAMHU @aHTUTENA B paMKuTe Ha 6 MeceLa Nnpeau 3anoyBaHe Ha NeYeHNeTo
Hanunune Ha xenaTut B nHdekums, ceponosntnBHu 3a xenatut C nnu guarHoctuuyupanm csc CIrNnNH
Hanuune Ha 6akTepuanHa, BupycHa unu rebuyHa cucteMHa nHdekums

CnunpaHe Ha neYeHneTo Npu Hanu4ne Ha GpeMeHHOCT

SOONIORWON =~

ne4yeHneTo
[lian

—B
Ks
u N3NCKBAHNA HA H3OK MPU NEYEHME HA TEXKA TEHEPANTM3NPAHA MYASTHENIA GRAVIS B MU3BBbHBEOJTHNUYHATA NMOMOLL,

0. CnupaHe Ha NeYeHMETO NPK HanMyme Ha CEepPUO3HM CTPaHUYHM peakumMm UM CEPUO3HU MHMEKLUN NO BpeMe Ha



NPUNOXEHUE 16

NnUCT 3A ONPEAENAHE HA KPUTEPUUTE 3A JIEYEHUE HA BOJIHU C TEXKA /BUCOKO AKTUBHA/
FEHEPAJNIM3UPAHA MYASTHENIA GRAVIS B U3BBbHBEOJTHUYHATA NMOMOLL, C INN ROZANOLIXIZUMAB

A. KPUTEPUU 3A 3ANMOYBAHE HA JIEMEHUE (3agbmkuTenHo e HanuymMeTo Ha 1, 2 u 6 n noHe eguH oT 2; 3, 4 unun 5
KpUTEPUN)

1 KnuHnyHo curypHa gnarHosa 3a BUCOKo akTuBHa Myasthenia gravis c: ' 2

- 2 MGFA Il 6 u/vnn noHe ABe TEXKW BriowaBaHUA/MUACTEHHU KPU3W, 6—RPUAGHKEHW M3UCKBALLM Tepanus c
WHTPaABEHO3HM MMYHOrNobynuHu unu adpepesa, B paMkuTe Ha 3a efHa roguHa cnepj noctaBsHe Ha AuarHosaTta,
BbMNpPeKu u-ApuAarata agekBaTtHa CUMNTOMaTUYHa, KOPTUKOCTEPOUAHA U UMYHOEYRPEecHBHa MMYyHOCYnpecupaila
Tepanus

unm

-2 MGFA Il a v nepcuctMpaliM 3HaYuMM 3a €XEOHEBHWOTO (PYHKUMOHMpPaAHE CUMNTOMUM U  TEXKKO
BrnowiaBaHe/MMacTeHHa Kpu3a B paMKuTe Ha Ape3 nocrnefHaTa KaneHgapHa roguHa, w—hRpuRaradHa BbNpeku
aZiekBaTHa CMMNTOMaTMYHa, KOPTUKOCTEPOUHA U KMYHOSYRPEcHBHa MMYHOCYyNpecupalla Tepanuvs

unu

- 2 MGFA Il a n nepcuctMpaliM 3Ha4YMMW 3a EXEeLOHEBHKOTO (PYHKLMOHMPAHE CUMMTOMU, OOpU U NpwU
nekalymepeHa dopma Ha 3abonsiBaHeTO, Ape3 3a NoBeYye OT ABe 2 rOAVHU, #-ApuAaFaHa BLNPEKN afekBaTHa
CMMNTOMaTMYyHa, KOPTUKOCTEPOMAHA U MMYHOSYRPEecHBHa MMyHOCynpecupalla Tepanus

AHTuTEna cpetly AChR unm cpety MuSK ' 2

HexenaHu peakumm nnn NpoTMBONOKa3aHUs 3a cTaHgapTHa Tepanus 1,2

Heo6xoQnmocT OT BUCOKM 403U KOPTUKOCTEPOMAM KaTo nogabpkatia tepanus (> 10 mg prednisolone) ' 2

al bl WD

NmyHocynpecueHa Tepanus 3a noeede ot 10 roguum 12

6 | Nunca Ha U3kNOYBaLWM KPUTEPUK MO TouKa B 12

' peweHue Ha cneumanuaupaHa komucusi no Allp Ne 38
2 MegMuMHCKa JOKYMEHTaUus, NOTBbPXKAABALLA KpUTEPUUTE MO NPUROXEHUe 1 1 BCUYKM HEOBXOAMMU n3creaBaHus, CboBpasHO NpunoxeHue 2

5. KPUTEPUU 3A NPOOBLINKABAHE HA JIEYEHUETO (3agbiXuTenHo e Hanu4inmeTo Ha BCUYKU KpUTepum)

OuLeHKa Ha KAUHUUHATa-CUMATOMaTUKE 2
1 | Noka3aHa TepaneBTMYHa echeKTMBHOCT, U3pa3eHa Ype3 nogobpsBaHe (HamansiBaHe) Ha o6LMA cOOP TOUKM NO
ckanata MG-ADL c 2 2 moy4ku crnpsiMo usxo8Hume Huga rnpedu 3arno4yeaHe Ha sieyeHuemo -2

2 | Ilunca Ha cTpaHU4YHU eheKTN U U3KIOYBALUM KPpUTEpUM no Touka B 2

1 pewieHMe Ha cneuyunanmsnpaHa KOMMCuUs C oTpaseHa ereKTVIBHOCT NO nokasartesnu OoT npunaraHoTo JievdeHne
2 MeanUMHCKa OKYMEeHTaunAa, NoTBbpXaaBalla Kputepmmute no npunoxeHue 1 1 BCUYKM HEOBXOAMMYU U3CneaBaHus, C'bO6pa3HO npunoxeHue 2

B. W3KMNIOYBAWWX KPUTEPUU TIPU 3AMOYBAHE WNU TMPOOBLINKABAHE HA JIEMEHUETO C INN
ROZANOLIXIZUMAB:

1. MauuweHTtn nog 18 roguiuHa Bb3pacT

2. OrtpuuaTtenHu pesyntatv OT CEPONIOrMYHN TECTOBE 3a Hannuue Ha antutena cpely AChR vnnum cpewy MuSK
3. Huga Ha cepymeH IgG < 6 g/l npeau 3ano4BaHe Ha NbPBUA NevyebeH UKL

4. Terno nog 35 kg

5. TeHepanuaupaHa Myasthenia gravis knac V cnopeg MGFA knacudukaumsta

6. [MpoBexgaHa nnasmadepesa UM NHTPABEHO3HM UMYHOIIOOYNMHM B paMKknTe Ha 1 MeceL, npeau nevyeHue
7. TMpunaraHo neyeHVe ¢ MOHOKMOHAMNHN aHTUTENa B pamMKnTe Ha 6 MeceLa Npeam 3ano4BaHe Ha NeYeHNeTo
8. Hanuune Ha xenatuT B uHdekums, cepono3uTtnBHmM 3a xenatut C nnu guarHoctuuuparnu csc CIMNH

9. Hanuuyve Ha bakTtepuanHa, BUpyCcHa unm rebmyHa cuctemHa nHdekuus

10. CnupaHe Ha nevyeHneTo Npu HanMyne Ha GpemMeHHOCT

11. CnupaHe Ha NeYeHNeTo NPU HanMyne Ha CEPUO3HM CTPAHUYHU Peakuun UM CEPUO3HU MHMEKLMM MO BPEME Ha

ne4vyeHneTo
[lian

b MN3NCKBAHUA HA H3OK MPU NNEYEHUE HA TEXKA TEHEPAJTM3VNPAHA MYASTHENIA GRAVIS B M3BBbHBEOJTHUYHATA NMOMOLL




NPUNOXEHWUE 1B

NnUCT 3A ONPEAENAHE HA KPUTEPUUTE 3A JIEYEHUE HA BOJIHU C TEXKA /BUCOKO AKTUBHA/

FEHEPAJIM3AUPAHA MYASTHENIA GRAVIS B U3BBbHBOTHUYHATA NOMOLL, C INN ZILUCOPLAN

A. KPUTEPUU 3A 3ANOYBAHE HA NEYEHUE (3apbmkutenHo e HanuyveTo Ha 1, 2, 6 n 7 1 noHe eauH oT 2; 3, 4 unn

5 kpuTepun)
1 KnuHnyHo curypHa gnarHosa 3a BUCOKo akTuBHa Myasthenia gravis c: ' 2
- 2 MGFA Il 6 w/vnn noHe ABe TeXKW BriowaBaHUMA/MUACTEHHU KPWU3W, 6—RPWASKEHH# M3UCKBALLM Tepanus c
WHTPaABEHO3HM MMYHOrNobynuHu unu adpepesa, B paMkuTe Ha 3a efHa roguHa cnepj noctaBsHe Ha AuarHosaTta,
BbMNpPeKu u-ApuAarata agekBaTtHa CUMNTOMaTUYHa, KOPTUKOCTEPOUAHA U UMYHOEYRPEecHBHa MMYyHOCYnpecupaila
Tepanus
unm
-2 MGFA Il a v nepcuctMpaliM 3HaYuMM 3a €XEOHEBHWOTO (PYHKUMOHMpPaAHE CUMNTOMUM U  TEXKKO
BrnowiaBaHe/MMacTeHHa Kpu3a B paMKuTe Ha Ape3 nocrnefHaTa KaneHgapHa roguHa, w—hRpuRaradHa BbNpeku
aZiekBaTHa CMMNTOMaTMYHa, KOPTUKOCTEPOUHA U KMYHOSYRPEcHBHa MMYHOCYyNpecupalla Tepanuvs
unu
- 2 MGFA Il a n nepcuctMpaliM 3Ha4YMMM 3a E€XEeLOHEBHKOTO (PYHKLMOHMPAHE CUMMTOMU, OOpU U NpwU
nekalymepeHa dopma Ha 3abonsiBaHeTO, Ape3 3a NoBeYye OT ABe 2 rOAVHU, #-ApuAaFaHa BLNPEKN adekBaTHa
CMMNTOMaTMYyHa, KOPTUKOCTEPOMAHA U MMYHOSYRPEecHBHa MMyHOCynpecupalla Tepanus
2 | AntuTena cpelly AChR -2
3 | HexenaHu peakumn 1nu NpOTUBOMNOKA3aHWSA 33 CTaHAapTHa Tepanus 12
4 Heo6xoQnmocCT OT BUCOKM 03U KOPTUKOCTEpOMAM kaTo nogabpikatia tepanus (> 10 mg prednisolone) ' 2
5 | MmyHocynpecusHa Tepanus 3a noeede oT 10 roauHyn 2
6 | JokymeHTupaHa BakcuHauus cpelly Neisseria meningitidis -2
7 | Nvnca Ha M3KNOYBALLM KPUTEPUK MO TouKa B 12

" pewieHue Ha cneynanuampaHa kommcus no Allp Ne 38

2 MeaUUMHCKa OOKYMeHTauuA, NoTBbpXaaBalla Kputepunte no npurnoxeHue 1 1 BCUYKM HEOBXOAMMU U3cneaBaHus, C'b06pa3HO npunoxexHue 2

5. KPUTEPUU 3A NPOOBLINKABAHE HA JIEMEHUETO (3agbiXuTenHo e Hanu4inmeTo Ha BCUYKU KpUTepum)

Ql:l—(-}+-H(a—Ha—K—FlM-I-|P‘f‘-I-I-la—'Fa—GH-MFFFGMa:FM-Ka—q'_2

1 | Doka3aHa TepaneBTU4YHa eheKTUBHOCT, U3pa3eHa Ype3 nogobpsiBaHe (HaMansiBaHe) Ha o6LwuMsa c60p TOYKM No
ckanata MG-ADL c 2 2 moy4ku crnpsiMo usxo8Hume Huga rnpedu 3ano4yeaHe Ha sjieyeHuemo -2
2 | Ilunca Ha cTpaHU4YHU eheKTU U M3KNIOYBALUM KPUTEpUM No Touka B '2

1 pelueHue Ha cneyuanu3MpaHa KOMUCUA C OTpa3eHa e(PEeKTUBHOCT MO NokasaTenu OoT NPUIaraHoTo NieYeHne

2 MeanUMHCKa OKYMEeHTaunA, NoTBbpXaaBalla Kputepmmute no npunoxeHue 1 1 BCUYKM HEOBXOAMMYU U3CreaBaHUs, C'bO6pa3HO npunoxeHue 2

B. USKINMIOYBALLU KPUTEPUU NMPU 3AMNOYBAHE 1IN NPOOBINKABAHE HA NNEYEHUETO C INN ZILUCOPLAN:

MauneHTn noa 18 rogmuHa Bb3pacT

OTpuuartenHu pesyntatu OT CEPONONMYHN TECTOBE 3a Hanmume Ha aHtuTena cpewy AChR

eHepanuanpana Myasthenia gravis knac V cnopeg MGFA knacudukaumata

MpoBexaaHa nna3madepesa U NMHTPaBEHO3HM UMYHOrNOOYNMHM B pamknTe Ha 1 mecew, npeaun nevyexuve
MpunaraHo neyeHne ¢ MOHOKIIOHANHU @aHTUTENA B paMKuTe Ha 6 MeceLa Npeaun 3anoyBaHe Ha NIeYeHNeTo
Hanuuve Ha xenatut B uHdekums, cepono3ntneHu 3a xenatnt C unu anardoctmumpanm cec CMNMH
AHamHe3a 3a MEeHWHroKokoBa MHeKUNs

Hanuune Ha 6akTepuanHa, BUpycHa unu rebuyHa cucteMHa nHgekLms

CnvpaHe Ha neYyeHneTo Npu Hannyne Ha GpemeHHoCT

SOONOIORON -

ne4yeHneTo

—B
Ks
u N3NCKBAHNA HA H3OK MPU NEYEHME HA TEXKA TEHEPANTM3NPAHA MYASTHENIA GRAVIS B MU3BBbHBEOJTHNUYHATA NMOMOLL,

0. CnupaHe Ha NEeYeHMETO NPU HanMyme Ha CEepPUO3HM CTPAHUYHM peakumMm UM CEPUO3HU MHMEKLUN NO BpeMe Ha



NPUNOXEHWUE 1I"

NUCT 3A ONPEOENAHE HA KPUTEPUUTE 3A NNEYEHUE HA BOJTHU C TEXXKA /BUCOKO AKTUBHA/

FEHEPANIM3UPAHA MYASTHENIA GRAVIS B U3BBBbHBEOJIHUYHATA NMOMOLL, C INN RAVULIZUMAB

A. KPUTEPUU 3A 3AMNOYBAHE HA NIEYEHUE (3apgbmkutenHo e HanuuMetoHa 1,2, 6 u 7 n noHe eguH ot 3,4 unn 5

KpUTEpUn)

1

KnuHnyHo curypHa anarHosa 3a BUCOKO akTuBHa Myasthenia gravis c: -2

-2 MGFA Il 6 w/vnn noHe ABe TEXKN BOLIABAHUS/MMACTEHHU KPU3W, W3NCKBALLM Tepanus C WHTPaABEHO3HM
MMYHOINOBYNMHM nnn adpepesa, B paMkuTe Ha edHa rogvHa cnep noctaBsHe Ha AnarHosarta, BbNpekn ageksaTHa
CMMMATOMATUYHa, KOPTUKOCTEPOMAHA N UMYHOCYMpecupaLla Tepanms

nnu

-2 MGFA Il a v nepcuctupaliym 3HAYMMKU 33  €XeOHEBHOTO (YHKLUMOHMPAHE CUMATOMU U TEXKO
BMOLIABaHe/MMacTeHHa Kpu3a B paMKUTE Ha MOcnefHaTta KaneHgapHa roAvHa, BbMpekn afeksBaTHa
cMMnTOMaTnU4yHa, KOPTUKOCTEPOMAHA N MMYHOCYNpecupallya Tepanus

nnu

- 2 MGFA Il a n nepcucTupallm 3Ha4yMmMmn 3a eXXeAHEBHOTO (PYHKLUMOHUPaHEe CUMMTOMU, JOPU U Mpu neka/ymepeHa
dopma Ha 3abonsBaHeTO 3a NoBeye OT 2 rOAMHW, BBNPEKM agekBaTHa CUMMTOMATU4Ha, KOPTUKOCTepouaHa u
MMyHOCynpecupaLya Tepanvs

2 | AutuTena cpelly AChR -2

3 HexenaHu peakumu Unm NnpoTUBONOKasaHNsa 3a cTaHgapTHa Tepanusa ' 2

4 Heo6x0anMmMOoCT OT BUCOKY L0314 KOPTUKOCTEPOMaM KaTo noaabpkaiia tepanus (> 10 mg prednisolone) ' 2
5 | MmyHocynpecuBHa Tepanus 3a noeeye oT 10 roguHm -2

6 | DokymenTupaHa BakcuHaums cpely Neisseria meningitidis -2

7

Nunca Ha usknouBawm kputepum no Touka I ' 2

" pelseHune Ha cneymnanuanpaHa kommcus no Allp Ne 38

2 MeauUMHCKa AOKYMEHTaUus, MOTBbpKaaBalla KpUTepunte no npunoxenue 1 1 BCUYKM HEOBXOAMMU U3CTEABaHMS, CbOBPasHO NpUnoXeHue 2

5. KPUTEPUU 3A NPOAOABINKABAHE HA NIEYEHUETO (3agbiiXuTernHo € HaliM4MeTo Ha BCUYKU KpUTepum)

[oka3aHa TepaneBTUYHa e(PpeKTUBHOCT, U3pa3eHa 4ype3 nogobpsiBaHe (HaMmansiBaHe) Ha o6wWmsA c60p TOUKMU Mo

1
ckanata MG-ADL c 2 2 moyku cnpsiMo usxodHume Huea npedu 3ano4yeaHe Ha ie4eHuemo -2
2 | Jlunca Ha cTpaHU4YHM ePeKTM N U3KNIYBaLLM KpUTepUM no Toyka B 2
1 pewieHMe Ha cneuyunanmsvpaHa KOMMUCUsA C OoTpaseHa e(beKTVIBHOCT MNo rnokasartesnu OT npunaraHoTo fievYeHne
2

MeanUMHCKa OOKYMEeHTaunA, NoTBbpXaaBalla KputepmunutTe rno npunoxeHue 1 1 BCUYKM HEOOXOAMMU U3CrEABaAHNS, c1>o6paaHo npunoxeHue 2

B. U3KIMIOYBALLU KPUTEPUU NMPU 3ATNTOYBAHE U NPOOBINKABAHE HA JIEYEHUETO C INN RAVULIZUMAB:

MaumenTn nog 18 roguiiHa Bb3pacT

MaumenTn ¢ Terno nog 40 kg

OTpuuarenHu pesyntat OT CEPOSIONMYHN TECTOBE 3a Hanuyme Ha aHtuTena cpewy AChR
eHepanuampaHa Myasthenia gravis knac V cnopeg MGFA knacudukaunaTa

MaumeHTn c HenekyBaHa nHdekumns ¢ Neisseria meningitidis B Ha4anoTo Ha NnevyeHneTo

Hanunune Ha xenatut B nHdekums, cepono3ntneHmn 3a xenatnt C unu anarHoctmumpanm csc CrH
AHamHe3a 3a MEHUHIOKOKOBa MHEKLNS

Hanuuve Ha 6akTepmanHa, BUPyCHa Ui reOMYHa cucteMHa MHgekunst

CnupaHe Ha neYeHneTo Npu Hanu4ne Ha GpeMeHHoCT

SONIORAWN =

le4yeHneTo
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0. CnvlpaHe Ha ne4vyeHneTo npun Hanm4yme Ha Cepuo3HnN CTpaHN4YHU peakunn nnm cepunosHn I/IH(*)eKLLI/II/I no BpemMe Ha



NPUNOXEHUE 2

. JNEYEBHO-OANWATHOCTUYEH ANMTOPUTHBM

1. NEKAPCTBEHU NMPOAOYKTWU, BknioyeHu B MNpunoxenune 1 Ha MIC, konto H3O0K 3annawa B cboTBeTCTBME C
AelcTBalmMTe HOPMaTUBHU OOKYMEHTH.

Tabnuua 1
INN MKB OrPAHUYEHUA
EFGARTIGIMOD ALFA G70.0 =  nuua Hag 18 roguHn
ROZANOLIXIZUMAB G70.0 =  nuua Hag 18 roavHn
ZILUCOPLAN G70.0 =  nuua Hag 18 roavHn
RAVULIZUMAB G70.0 *  nuua Hag 18 rogmHn
2. MPOCNEAOABAHE
Tabnuua 2
U3CNEOBAHUA n KOHCYNTALUN* n3xoaHu | HA-6-MECEHA | HA BCEKU 6
MECELA
MKK ¢ OKK** v P v
CRP* v “_ v
CepyMHM TpaHcamuHasm ** v R v
Bunupyoun** v R v
Ypea™ v A v
KpeatuHuH** v P v
Enektponutn** v RVAN v
CepymeH IgG v R A v
HBsAg, Anti HCV, HIV*** v R v
AHTuTena cpelly AChR (aueTUIIXONMHOBUS PELIENTOP) *X* 1 v = a
AnTutena cpelyy MuSK (Hanpe4yHoHabpa3geHuTe MycKyHU BriakHa) === ! v v— VA
EMI *** " 7| vl
KT Ha npegeH MeauactuHym *** v R A
: : VA R PV
Ckana-Ha-Osserman OueHka no MGFA *** v < v
KoHcynTtauus — odpranmoror *** 4 < a
KoHcynTaums — kapavonor *** v 2 v
MG-ADL v v v

*

W3cnepBaHusiTa cneaBa Aga ca ¢ gaBHocT Ao 1 Mecel, npeav KaHauaaTCTBaHETO

** iscneqBaHusaTa ca 3agbipKUTENHN Npean Bcekn nocneasay unkbn npu nevexune ¢ INN Efgartigimod alfa u INN Rozanolixizumab v nocneagaiio
neyenue ¢ INN Zilucoplan 1 INN Ravulizumab

*** YisacnegBaHusTa ca Heobxoaumy camo Npeau 3anovBaHe Ha reveHune, a Npy nocrneasallo NevYeHne ca no NpeLeHka Ha NekyBaLus ekun

! lNMpu3HaBa ce eQHOKPATHO MpeACcTaBeHO AoKa3aTesyiCTBO 3a NO3UTUBEH pe3ynTaTr, OpuUrnHaneH nabopartopeH pesyntar UM enukpusa,
He3aBUCMMO OT AaraTa Ha HEroBOTO M3BBLPLUBAHE, TbW KaTo CLLIUAT CIYXWA 3a onpeaensHe Ha MMYHONOrn4yHus deHoTun Ha
3abonsiBaHeToO

Il. OBLLUN UBNCKBAHUA

1. Bb3pacTtoBata rpaHuua Ce M34uCnsiBa B HaBbPLUEHW FOOMHM - T.e. BKMHOYMTENHO KbM JaTata Ha u3gaBaHe Ha npoTokona oT
crneymanuanpaHaTa KOMUcKus.

2. Mpun Ha3Ha4yaBaHe Ha Tepanusl No NPOTOKON 3aAbINKUTENHO Ce Cbobpa3ssBaT Bb3pacTOBUTE OrpaHWYeHUs], CbITacHO KpaTkaTa XapakTepuctuka
Ha CbOTBETHMWSA NeKapCTBEH NPOAYKT, yTBbpAeHa no peaa Ha 3JMXM.

3. H3OK He 3annawya nevyeHne U3BbLH yKka3aHaTa Bb3pacToBa rpaHuLa B KpaTtkaTa XxapakTepucTuka Ha npoaykra.

4. H3OK He 3annaiia nevyeHue ¢ 403u Hag MakcUMarlHo paspeLLeHUTe Mo KpaTka XapaKTepUcTuka Ha NpoaykTa.

5. B cniyyan Ha HacTbnuna nofosvpaHa HexernaHa nekapcTBeHa peakuus, nekapat ysegomssa WAJ no pega Ha un. 184 ot 3JIMXM. Konve ot
cbobLLEeHneTo ce npunara/onucea KbM/B MeauLMHCKaTa AokymeHTaums Ha 30J1 npu kaHguaaTcTBaHe 3a nieyYeHune.

6. Bceku e-npoTokon ce uzgaBa Bb3 OCHOBA Ha M3gafeH MeaUUMHCKU JOKYMEHT: cneuuanusmpana komucus B J1I3BIM Ha ocHoBaHue Allp Ne 38
,OnpeaensiHe Ha NNaH Ha nevyeHVe W NpocrnefsBaHe Ha TepaneBTUYHMSA OTrOBOP MPU MauMeHTW, MoryvaBally CKbMOCTPYBALUM JEeKapCTBEHU
npoaykTu no peaa Ha un. 78, 1. 2 330"

Eksemnnsap Ha xapTveH Hocuten ot Allp Ne 38 ,OnpenensiHe Ha NnaH Ha feYeHne u npocriegsBaHe Ha TepaneBTUYHUSI OTFOBOP NPU NaLUEHTH,
norny4aBally CKbMOCTPyBaLLM NeKapCTBEHW NMPOAYKTU Mo peaa Ha un. 78, 1. 2 330, KOWTO e OCHOBaHWe 3a u3faBaHe Ha MPOTOKON, MOANMCaH OT
cneunanuanpara komucus n 30J1, ce BoamM No pen, onpeaerneH oT 1e4ebHOTO 3aBefieHNe U Ce CbXpaHsiBa B kabuHeTa Ha koMucusaTa.

7. Npu n3pgasaHe Ha E-npoTtokon no pega Ha ekcnepTtusata no 4un.78, 1.2 ot 330, oTnaga HeobxoAMMOCTTa Aa ce NpedoCTaBsT U CbXxpaHsBaT
npunoxexue Ne1 n npunoxenne Ne3 ot HacTosiwmTe M3aucksaHusa Ha H3OK".

8. M3paBaHeTo Ha E-npoTokon ce ocbLlecTBsiBa B CbOTBETCTBME CbC CbBMECTHU ,YKa3aHus 3a paboTa ¢ NnofageH no enekTpoHeH MbT NMPOTOKOM
IA/IB/IC (e-npoTokon)‘, mexay HauuoHanHaTa 3gpaBHoocuUryputenHa kaca u bbnrapcku nekapcku cbio3 3a npunaraHe Ha HaumoHanHus pamkos
[OroBOp 3a MeANLIMHCKUTE AENHOCTU.
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Hacmoswume u3ucksarusi ca ymebpdeHu om ynpasumernsi Ha H30K cned PeweHue Ne P[J-HC-04-..../............. 2025 e. Ha Had3opHus cbeem Ha
H30K u npedsapumernHo cbenacysaHe ¢ bBJIC, Ha ocHosaHue un.51, an.10 ebe ep. ¢ an.8 om lNpasunHuka 3a ycmpoticmeomo u ellHocmma Ha
HayuoHanHama 30pasHoocuzypumerHa Kaca. M3uckeaHusima enusam & cuna om 0amama Ha obHapodgaHemo um 8 ,[bpxxageH eeCcmHuUK".

MN3NCKBAHUA HA H3OK MPU NNEYEHUE HA TEXKA TEHEPAJTM3VNPAHA MYASTHENIA GRAVIS B M3BBbHBEOJTHUYHATA NMOMOLL



NPUNOXEHWE 3

OEKNAPALINA 3A UHOOPMUPAHO CbITIACUE C USUCKBAHUATA 3A 3AMNOYBAHE/ MPOOABINKABAHE HA
JIEYEHUETO C NEKAPCTBEHUA NMPOAOYKT

A3 fjonynoanucaHuaT/aTa

cneg Kato ce 3ano3Hax C  udanata My npegocTaBeHa WMHGoOpMaumMss M LenTa Ha JIeYeHUEeTo C  JIeKapCTBEHUS
TP O Y KT ... et ee oot e eeteerereteesrerassenesasenessneessseeeassnessseeessnsse Bl M crnepg Kato nonyymx mavepnarteriHu OTroBOpW Ha
NnocTaBeHWUTE OT MEH BLMPOCH, AeKnapupam Ye:
1. Llle cna3seam npenopbyaHaTa MU CXEMa Ha fevyeHne 1 NEPUOANYHOCT Ha KOHTPOIHUTE Nperneau.
2. PepoBHO Le ce sBIBAM Ha KOHTPOMHW Mpernegy M Hama Aa MPOMEHSM CaMOBOSIHO WNU NoA APYro BHYLUEHWE
HasHadeHaTa My Tepanusi.
3. lpw npeycTtaHoBsiBaHe Ha NeYeHMeTOo No NPUYMHKU, HENMPOM3TUYALLM OT pelueHneTo Ha KomuncnaTa 3a ekcnepTtnaun B P3OK
n/vnn Komucusarta no un. 78, 1.2 ot 330, we yBegoms HeaabaBHO NNUYHKSA CU fekap.
4. Tlpu HecnasBaHe Ha NOCOYEHUTE YCIOBUSI NEYEHNETO MU C YNOMEHATUS NeKapcTBEH MPOAYKT Lie 6bae npekpaTteHo u

HAMa aa umam npeteHumn kbM H30K.

b MN3NCKBAHUA HA H3OK MPU NNEYEHUE HA TEXKA TEHEPAJTM3VNPAHA MYASTHENIA GRAVIS B M3BBbHBEOJTHUYHATA NMOMOLL



