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M3NCKBAHUA HA H30K
NMPU NEYHEHUE HA BPOOEHU KOATYJIOMNMATUN

B UBBBbHBOJIHWYHATA NMOMOLL,



W3NCKBAHWUSA HA H3OK MNPU U3OABAHE HA NMPOTOKONM 3A NPOBEXOAHE HA NEYEHWE HA
NMALUMEHTU C BPOOEHW KOATYNONATUU B U3BBHEONMHUYHATA NnomMoLy

lpoTokonsT ce U3faBa OT cneuwanu3upaHa KOMMUCMSI B neveGHU 3aBefieHus 3a DONMHWYHA NMOMOLL,
ckniomnm gorosop ¢ H30K. CneunanuzupaHute KOMUCUM Ce Cb3LABAT CLC 3anoses Ha fUpeKTopa Ha
ne4ebHO 3aBefeHWe 3a BOnMHMYHA NoMOoLL (N3bI) — knuHWKa/oTneneHue no Xemartonorusa/geTcka
Xemarornorus u oHkomnorus 8 cnegxute JI3BMIM: HCBAJIX3 — rp. Codous, YMBAN ,Llapuua Moanna-UCY "
- rp. Codms, YMBAI ,CeeTu Meopru” — rp. Mnoeaue, YMBAT , [-p l'eopru CtpaHcku” — rp. MneeeH, YMBAIT
,CBeTa MapuHa” — rp. Bapra, YMBAI "Mpow. g-p CTosH Kupkosud" — rp. Ctapa 3aropa, MEAIT ,Chpue u
Moswbk' EAL, rp. [Inesex ¢ koA Ha cneuuanHocT Ha nekapu — 24 3a BbL3pacT Hag 18 roguHu n 51 3a

Bb3pact nof 18 roguHu.

L. PE[ 3A 3ABEPABAHE HA NPOTOKOINUTE

HPOTOKOJ'IH 3a 3ano4YBaHe Ha nedeHue

CMNEUMATIU3UPAHA
KOMUCUA
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KPUTEPUUTE-C-BEULIKU- HEOBXOAUMU - U3CARABAHIS-

PeweHne Ha cneuuanuamMpaHa KOMWCUA C SICHA MEOULMHCKA MOTUBALUS
(3ad0bmkumenHo ce ombensassea nurca Ha UsKmoYsawu Kpumepuu)
MeanumHcKka AoKYMEHTaLKS!, NoTBbPKAaBaLLa KpUTEPUKUTE NO NpUnoxeHue 1
1 BCUYKN HEOBX0AMMM nacnearaHna, cbobpasHo npunoxeHue 2

PeleHue Ha cneuuanuampaHa KOMUCHUS C 9CHa MeULMHCKA MOTUBaLMS 33
3anouBaHe Ha TepanuaTa

" MNpoTtokon 3a npefnucBaHe Ha nekapcTra, sannawany ot H30K/P30K —

Komucus noun. 78, 1. 2 ot
330 & LlY Ha H30K

3aBepka Ha NpoTokona B
P30K

I'Ipomxonu 3a npoAvrikaBaHe Ha rie4YyeHue

CMNELUUATIUIUPAHA
KOMUCKA
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KpuTepuure
MeanumnHeKa A0KYMEHTALUSA, NOTBbPXAABALLE KPUTEPUUTE MO NPMIoXeHue 1

1 BCU4KN Heobxoanmm uacrnieaBaHus, cLoBpasHo npunoxerue 2
PeweHue Ha cneuuannsMpaHa KOMUCUS C ACHA MeJULMHCKA MOTUBALUUS 33
npoAbiKasaHe Ha Tepanuarta

'MWW%W%W—%}&&W

FabRuLaTa-3a-NPOCASANABAHE HA-RPUACKEeHHE 2

Komucua no un. 78, 1. 2 ot
330 B LIY Ha H30K

3aBepka Ha NpoToKona B
P30K

N3NCKBAHWS HA H30K MPW NEYEHWE HA BPOOEHW KOAMYIONATAN B U3BBHEOMHUYHATA NMOMOLLL




1. E-npoTtokon ce u3naBa oT YneHoBe Ha cneunann3MpaHlin KOMUcuM B rneveGHN 3aBeeHUs, OKa3Bauwm GONHNYHA MeOULIMHCKA
nomoly (N1I3BIM) Ha ocHosaHme ,PelueHue Ha cneynanusupaHa komucus® no Alp Ne 38  Onpesensve Ha nnaH Ha neveHue w
npocneansaHe Ha TepaneBTUYHUA OTTOBOP MPY NaUMEHTU, NONYYZBALLN CKBNOCTPYBALLWM NEeKapcTBEHN NPOAYKTY NO peaa Ha 4n. 78, 1. 2
330" B cbOTBETCTBHE ¢ HacTOAWMTE M3ncKBaHNs Ha H3OK, kaTo MbpeUsT 1 BCEKM CREARALL NPOTOKON C8 U3AaBAT 33 nepuog po 385
AHU.

2. 30paBHOOCUTYPEHOTO NULE YAOCTOBEPABa C NOAMNUCA CU B ,PelleHne Ha cneymnanusupana komucns® no Alp Ne 38: cneaHoTo:
~Kenaa ga mu Gbge 0foBPEHO NEYeHWe C NeKapCTBEHMSA MPOAYKT, KaTQ pAeknapupam, 4Ye CbM YBEAOMEH 3a felcTBMeTO Ha
HasHayeHaTa nekapcTBeHa Tepanus U AasaM MHGOPMWPAHO cbrnacue cwuiata Aa M Gbge npunaraHa“; ,CernaceH/a ceM 3a
U3NON3BaHe Ha NUYHUTE M faHHW 3a UenuTe Ha ekcnepTusara’; Kenas ga 6baa ysegoven/a 3a pesynrara ot excnepTusara ot P30K
MO €AMH OT CNeAHUTE HaynHu: no e-mail, TenedoH unn Ha mscto B P3OK, Paspewasam gocron AQ ENEKTPOHHOTO MW 3APaBHO
pocue".

3. Mpean cTapTupate Ha npoueca no nsgasade Ha E-npaTokon Ha 30J1, cneynanusnparaTa KOMUCUA CNEeJ NOMYYEHO paspeLeHne 3a
Aocten o7 30J1 40 eNekTPOHHOTO MY 3IPABHO AOCWE, MPaBW CNPaBka MO ENEKTPOHEH NbT 33 V3AaneHn NpeaxXoAHU MPOTOKOAW, no
Cblyus npochun Ha sabonseaHe. lNpoueckT no w3gaeaHe Ha E-npoTokon ce peanusupa 8 MELUUUHCKM cohTyep. B HacToswure
M3NCKBAHUA Ca NOCOYEHH HeOBXOAUMMUTE NOKYMEHTH 3a U30ABAHE Ha E-npoTtokon Ha 30]1.

4. Kem Beekn E-npoTokon, ¢ KoiiTo & HasHaueHa nekapcTBeHa Tepanusa, ce npuniarat HeobxoAuMWUTe LOKYMeHTU (amBynaTtopHute
TACTOBE, ENUKPU3M, NICNEABAHNS W AD.), CNeA KOSTO AOKYMEHTUTE Ce M3NPALLAT NO eNeKTPOHEH MbT KbM MHOPMaUMoHHaTa cucTema
Ha H3OK. [lokyMeHTUTE, KOWTO ChbLUECTBYBAT B H3UC/uHchopmayrorHHaTa cuctema Ha H30K, ce Aexknapupat B E-npotokona ¢ TexnuTe
yHukan#u Homepa (HPH).

WutopmauunaTa, oTHoCMMA KbM MagasaHe Ha E-npoTokona, kosito e B AOKYMEHT, KOWTO HAMA €feKTPOHEH POPMAT, C& NONbNBa B
PelueHueTo Ha cneynanuanpata KoMUCKS - OCHOBAHME 33 U34aBaHe Ha E-npoTokona, unu ce Npuriara KaTo ckaHMpaHo konwe

5. MNpu n3pasane Ha E-npoTokon no peaa Ha eKcnepTusata no 4n.78, 1.2 ot 330, oTnana Heo6XOQMMOCTTA @ Ce NMPefoCTaBAT U
ChXxpaHaBar npunoxenne Ne 1 u npunoxenune Ne 3 o1 HacTosimTe ManckeaHusTa Ha H30K®, Npu CNEegHUTE YCNoBKA:

- 3a npunoxenue Ne 1 - npu HanMUMETO Ha TEKCT B CLOTBETHMA YekBOKC B ,PelleHue Ha cneuuwanuaupasa komucua® no Allp Ne 38:
JIMNCBAT M3KMIOYBALLM KPUTEPUM 33 3aN0YBaHE/NPOALMKaBaHe Ha neverne ¢ M

- 33 npunoxeHue N¢ 3 - npu HanUYWETO Ha TeKCT B ,PelueHne Ha cneyunanusnpara komicna® no AMp Ne 38: Menas ga mu 6bae
0400peH0 NEYeHNe G NeKapcTBEHNS NPOAYKT, KATO AEXNapupam, Ye CbM YBEAOMEH 3a ASCTBMETO Ha HasHAueHaTa feKapcTBeHa
Tepanua 1 jaBam UHGOPMUPaHO ChINacue coilarta ga My 646 npunaraHa’,

NPUNOXEHUWE 1A

NACT 3A ONPEOENAHE HA KPUTEPUUTE MNMPU 3ANMOYBAHE HA NEYEHUETO HA MALMEHTU C BPOOEHW
KOATYINOMNATUU B U3BBBLHBEONMHUYHATA NMOMOLL
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Jabenexxa: MeOUYUHCKIMA JOKYMEHMAUUR, YEOCMOBEPASEWA BCEKY OM KDUMEPUUME € HOCOYENE C UUDPA 8 UHJKC U JACHMKUMEAHO NPUIBYXAGE HACMOALLOMO HPURONERE

A. KPUTEPWUW 3A 3ANOYBAHE HA NEYEHWE (SAOBMKUTEIHA CA BCUYKU KPUTEPU)

MKE D66, MKE D67, MKB D68.0, MKE D68.2, MKE D69.1

CurypHa guardosa - norebpfeHa Ha 6a3aTta Ha oBLWONPUETHUTE OUArHOCTUYHN kputepuu 123

2 |KnuHnyeH CTaTyc U U3cnenBaHus, HeoOxoOuMK 3a 3an04YBaHe HA NevYeHue 4

3 |Ilunca Ha M3KMOYMBALLM KpUTEpUK No Tovka B °

'pewenue Ha cneuranuaupana komucus no Allp Ne 38
2 MeLnUnHCKa AoKYMEeHTauusa, NOTBbRNAABALLE KPUTEPUUTE NO NPpUNOXKeHUe 1 u BCnuKK HeOﬁXOAHMH uscresiBasus, c1;06pa3Ho ApunoxeHue
2, kaTo 324 BMKUTENHO CE NMPEeacTaBAT

4ﬂmmw%pwmwammmwmpesynmm OT TecTOBe, AOKa3saln BpoAeHUs

XapakTep Ha 3a60nABaHeTo — HUBO Ha AedMUNUTHUSA (DaKTOpP Ha KPLBOCHCUPEA HEe-Ha-OpUrMHanHa-BAaHka - UiK-3aBepeHo KoRue:
Z3a MKB D69.1Wm%pmwmwmmmmmpeaymam OT TeCTOBE, AOKa3Baw K
BPOAEHUs XapakTep Ha 3a60NABaHeTo - KOMOUHALMS OT KOXHO-NUTABMYHO KLPBEHE, HOpPMariu no Bpoi U MOpPGoNorus TPOMBOLUTY,
Hopmaniu PT, aPTT, TT n puGpuHOreH 1 nNuncBalia Uiy HamarneHa TPOMGOUWTHA arperauus Uinnu UMNenaHcHa arperomeTpusi-Ha
npu BL3MOXKHOCT TROMGOLUMUTHO (hnoyuMTOMETPHUS, MOREKYSAPEH aHanu3 Ha reHn ITGA2B
u ITGB3)
*3a xuno- un acpuﬁpuuoreuemnnmmﬂ%m&mm&m-mm%weﬂ%mpeaymam oT
TecToBe, [oKazBalWn BPOAEHUA XapakTep Ha 3abonssaneTo - yabmkenu PT, aPTT, TT u nunceawma wnv HamaneHa akTMBHOCT Ha
thnGpuHoreH
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r B M3NCKBAHUA HA H3OK MPU NEYEHWE HA BPOAEHW KOATYNOMATWIM B U3BBHEONHUYHATA NOoMOLL
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B. N3KMIO4BALLM KPUTEPWM (MPU 3ANOYBAHE HA NNEYEHUETO)

Moy pervcTpuUpaHe Ha TEXKM anepruti 1 APy HEXEmNaHu IEKAPCTBEHN peaKLmm.

(1) INeyeHwue ,,npu HeobxogumocT”
(2) NpodwmnakTvka npu geua...................

ROAAMGHHA-HFICHOBETE HA-KOMUCUSTA:
NoSRKEA+ L E———————

NPUNOXEHUE 16

NACT 3A ONPELOENAHE HA KPUTEPUWTE NPU NMPOLbIMKABAHE HA NEYEHUETO HA MALUMEHTU C
BPOJEHW KOAMYJIOMATUM B U3BBHBONMHUYHATA NOMOLL,
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APHOPYHABA-HACIROAULOMO-FPUAOHEHUS

B. KPUTEPWUN 3A NPOOBIMKABAHE HA NIEYEHWETO (SAOBITMKUTENHU CA BCUYKK KPUTEPUW)

MKB D66; MKE D67; MKBE D68.0; MKB D68.2, MKE D69.1

1 |KnununyeH edexT OT NpoBeXgaHoTO 40 MOMEHTA fMedeHue |

2 |KnuHWYeH cTaTyc v uicnegBaHus, HeobXxoAMMM 3a npoaLIHKaBaHe Ha neveHue 2

3 [Nwnca Ha usknYBaWM Kputepuu no 1. I3

Tpeienue Ha cneunanuaupana KoMmucus no Allp Ne 38

2 MenuUMHCKa OKYMEHTALMS, NOTBbDXAABALA KpuTEpUUTE N0 NPUMOKeHUe 1 1t BCuku HeOBXOANMN U3CNBABAHIUS, CLOBPA3HO NPUITOXEeHUe
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I". USKIMIOYBALLIM KPUTEPUM (MPU NPOOBLIMKABAHE HA JIEMEHUETO)

[pu perncTpuUpaHe Ha TeXKU anepritiHi 1 APy HEXENaHI FIEKapCTBEHI peakuum

OTFoBaps-Ha KPUTEPUUTE 33 FPOALIKABAHE Ha:

an npomMmsaHa Ha TepanuATa — yBenu4eHve Ha 0o3a, pexum, npomsiHa Ha Tepanua 3abimMKUTEeNHO cregea ga ce
MOTHUBUPA Heob6xo0AMMOCTTa OT npoMAHaTa Kato ce NpedcTaBAT ChOTBETHUTE NOKYyMeHTU/uscneaBaHus.

(1) nedeHue ,npu HeobxoaumocTt”
(2) npodMnakTUKa NPYU Aela.......ccereeeeenn...

NPUNOXEHUE 2

. NEYEBHO-OUATHOCTUYEH ANTOPUTEM

1. NEKAPCTBEHM NPOAYKTH, erniouern s Mpunoxkenne 1 Ha MosuTUBHIS NEKapCTBEH CNnchK, 3a kouto H30K
3annaiia B ChOTBETCTBUE C HOPMATUBHUTE LOKYMEHTU.

Tabnuua Ne 1

MexayHapogHo
HenaTeHTHO HauMeHOoBaHue MKBb Neuenne npu HeoBxogumocT
/INN/
. 1.HeoBxognmaTta posa ce onpegens 4pes W3NOM3BaHe Ha chneaHara
Hum?:cﬁgf%“:a“on D66 thopmyna: M3NCKBAHUAT BPOi eanHULM = TenecHa maca (Kg) X XenaHoTo

nosulasaHe Ha chakrop VI (%) x 0,5.

WsuncnssaneTo Ha HeobxoanmaTta fosa Ha dakrop VIl ce npasu BbL3
OCHOBa Ha emnupuyHoTo npasuno, ve 1 U daktop VIl Ha kg
TenecHa maca noeullasa nnasmeHara akTuBHOCT Ha dakTop VI ¢ 2
|U/dl. Heobxopgumata nosarta ce onpenens no criegHarta dopmMyna:
Heobxogum Bpoit eauHuum (IU) = TenecHo Terno (kg) x »enaHoTo
noeuiaraHe Ha dakrop VI (%) x 0,5

Recombinant Coagulation
factor VIl (Octocog alfa,
Moroctocog alfa,
Turoctocog Alfa, L
Simoctocog Alfa,
Lonoctocog alfa)

W3UCKBAHWA HA H30K MPU NEYEHWE HA BPCOEHW KOATYNONATUW B U3BBLHEONMHNYHATA NnomMmoeLy
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Coagulation factor Vil ¢
YABLIMKEHO AercTBMe
(efmoroctocog alfa,

M3uncnasaHeTo Ha HeobxoaMmaTa 4033 PeKOMBUHAHTEH thakTop VIII
Fc ce ocHosasa Ha emnUpUYHOTO OTKpUTHE, ue 1 MexayHapoaHa
eaninua (IU) cakrop VIII Ha kunorpam TenecHo Terno noBuLLIARa

rurioctocog alfa pegol, D66 aKTuBHOCTTa Ha daktop VIII B nnasmara ¢ 2 U/, Heoﬁxo,qmmarg
damoctocog alfa pegol, ﬁ03a6 ce onpenens qp_e3 M3NOM3BaHeTo Ha crigfHata dopmyna:
turoctocog alfa pegol) eobxoanmKn efuHULKM = TenecHo Terno (kg) X ®enaHo noBuLLeHKUe
Ha thakrop VIII (%) (1U/dl) x 0,5 (1U/kg Ha 1U/dI)
coagulation factor, Factor Mpu nHxuBuTOPU
VIl inhibitor bypassing D66 50-100 1U/kr.T.m. ¢ MakcumanHa efiHokpaTHa gosa o 100 IU/kr.T.M. u
activity MakcuMManHa gHeeHa gosa o 200 [U/kr.T.m.
Heobxoaumara gosa ce onpefens 4pes W3Non3BaKe Ha criegHara chopmyna:
Coagulation factor IX D67 HeobXoauMn egnHUUM = TenecHa Maca (kg) X XEnaHoTO NOBUIIABAHE Ha
aKkTnBHocTTa Ha F IX (%) x 0,9.
N3uncnsisaveto Ha Heobxoaumata nosa pekomBunanTeH caktop IX Fc ce
OCHOBaBa Ha EMNMPUYHOTO OTKpWUTWE, Ye 1 MexayHapogHa eamHuua (1U)
thakrop IX Ha KMnorpam TenecHo Terno NoBWILABA AaKTUBHOCTTA Ha takTop IX
Coagulation factor IX- D67 B nnasMara ¢ 1% oT HopmanHata aktueHocT (IU/dl). HeoBxooumata nosa ce
(eftrenonacog alfa) onpefens 4pe3 W3NON3BAHETO Ha cneaMara opmyna: HeoBxogumm
eavHuyn = TenecHo Terno (kg) X kenaHo nosulleHne Ha dakTop IX (%)
(lu/dl) x {peumnpouHoTO Ha HabnAaBAHOTO BbLICTAHOBSBAHE (lU/kg Ha
1U/dD}
1.WzuncnssaHeTo Ha HeoGxogumara [o3a OT MOXEe Aa Ce OCHOBaBa
Coagulation factor IX Ha W3BECTHMA haKkT, 4e Cce o4vakea efHa eduHULA aKkTMBHOCT Ha
pPeKOMOMHaHTEH thaktop IX Ha kg TenecHo Terno fa NoBULLKM HWBOTO Ha hakTop 4 I1X B
KoarynauuoHeH cakrop IX D67 umpkynaunsTa cpeaHo ¢ 0,8 [U/dl (obxear ot 0,4 go 1.4 IU/dl) npu
(nonacog alfa, nauueHT = 12 roauHn /Bpol Heobxogumu IU daxTop |X= TenecHo
nonacog beta pegol ¢ Terno(B kg)X enano noeuwenne(%) wnu (IU/l) Ha cdaktop IX X
YyOBNXKEHO OeHCTBUR) PeuunpouHacToiiHOCT Ha HabnogaBaHoTe Bb3CTaHOBSBAHE/
2.nauneHTu Ha 12 1 noBeYe roguHu ¢ xemocpunng B
Coagulation factor VI, D66, |20-501U/kg w 50-801U/kg npu BB® Tun 3
Factor von Wiliebrand D68.0
npu MayueHTn ¢ BpodeHa xemodurua c uHxubutopu cpeluy
daktopute Ha kpbBOCckCupBaHe VI wnu IX > 5 BU (BeTtesga
4MHULM) U TpW NaUWeHTU ¢ BpoJeHa XeMOoMUnusa, npyu Kouto ce
D66 D7 | oHakea aHaMHec;)mqu OT\F/O”EI.Op € B$OK MHXT;?MTOP;DH TUTHLP K'T(M
: ; : | npunarade Ha dakTop unu dakrop - ug Ha kg
Eptacog alfa (activated) D|:?58921m ol e Mpw
' nauueHTy ¢ BpodeH meduuut Ha FVII -15 - 30 yg Ha kg TenecHo
TErno Ha BCeKK 4 - 6 yaca, J0oKaTo ce NOCTUrHEe XeMOoCTasa..
Mpu nauveHtn ¢ TpombacTeHns Ha [MaHUMaH - Npu HenoBnUsBaHe
OT TpoMBOoLUWTHU TpaHcy3um
Antithrombin Il D68.2 | npu BponeH AehuUUT Ha aHTUTPOMBIWH 3 30-50 IU/kr.T.m.

&

U3UCKBAHWSA HA H3OK MPU NEYEHWE HA BPOOEHMW KOATYIIOMNATUN B M3BBHEONHUYHATA nomoLy




npu BpCaeH aed. Ha BUT-K, ®-p 2 " 10
. M3um HaTa gosa B H
coagulation factor IX, I, VII cneHaTa g Cé OCHOBaBa Ha emnupuyHaTa Haxonka, 4e 1 U
: . koarynauuoHeH cpaktop VI, dakrop IX, caktop Il u taktop X ot
and X in combination u
h D68.2 | npoaykTa noBulLaBaT B Nnasmara CbOTBETHO Ha taktop VIl ¢ 0,019
Human Prothrombin
Complex IU/ml, Ha dhaktop IX ¢ 0,019 IU/mI, Ha dakTop Il ¢ 0,02 IU/ml u Ha
daktop X c 0,017 IU/ml.  EaguHuuHaTta Jos3a He TpabBa pna
Haasuwasa 3000 1U.
3 mg/kg BeAHBX CeAMMYHO 3a MbpBUTE 4 ceamuLM (HaToBapsalya
s < Q3a), nocnene nnn oT n
Enicizamab D66 [o3a), BaHa OoT nogabpxalla nosa 1,5 mg/kg BegHbX
ceamnyHo, 3 mg/kg Ha Bceku gBe ceamuuyn, unu 6 mg/kg Ha BCEKM
YeTupu ceamuLiin
lNpu Bpoderu xuno v abubpUHOreHemMus.
1. Mpu Bb3pacTiu v feua Ha 1 Hag 12 T.
Hosa (mg/kg TenecHo Terno) = TapreTHO HUBO - U3MEPEHO HUBO
T 0,018 (g/1 Ha mg/kg TenecHo Terno
Human fibrinogen D68.2 (@ ¥ )
2. peuago 12,
Oosa (mg/kg TenecHo Terno) = TapreTHO HUBO - U3MEPEHO HUBO
0,014 (g/1 na mgrkg TenacHo Terno)
[penopuuntenmmara iona e 35 11 kg rereeno terio (r.r.)
Catridecacog D682 | petrban Meceuro (11 neckn 28 Juit ¢ 2 i), HPILIOZKEH KATO
HHTPABCHO3HA Gt LIVC HHEWKCKL S
2 NPOCNEOABAHE:
Tabnuua Ne 2
U3xonHn
CTOMHOCTH
Mo e npu Ha BCEKU Ha BCEKM Ha BCEKU MO KMUHUYHN
4 3ano4yBaHe Ha 3 meceua 6 meceua 12 Meceua nokasaHusa *
neyeHuwe
1. TenecHa maca (kr) X X
2. PwcT (CMm) X X
3. Ouenka Ha cTaBeH cTaTyc b X X
4. [lokymMeHTUpaHo HUBO Ha fehNLMTHUA » % x
KoarynauwoHed dakrop™
5. Mscnepsare Ha uHxubuTopu (Bethesda) X X > X
6. MKK (xemornobuH, xeMaTokpuT, epuTpoLuUTH, s %
NeBKOLMTH, TpoMBoLUnUTH)
7. PT, aPTT, TT chubpuHoreH, X
8. ALAT, ASAT, cbeputun X X
9. AnTn-HCV anTutena, HBsAg, HIV X X
10. OBpasHu nscneaBanun (peHTred, KT, MPT, 3
exorpadua) Ha TapPreTHW 30HK
11. Kcepokonue oT AHEBHWKA Ha nauveHTa C
XEMOMUIMA C KOPEKTHO nonbhHeHw Bpoi ¥ 5
enM3oaN Ha KbPBEHE U KONMYECTBO dinakoHu 3a
0BNaAsiBaHe Ha BCEKW eNu3op,
12. GGT, ypea, kpeaTUHWH, MUKOUHA KUCENMHE, - s
obuKkHOBEHA YpUHa, x .
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13. Camo 3a Emicizumab no knuHw4HM

nokasaHusi

D - aumepn 1x roguLHo

AudbepnHuymanio 6poene - HaTpuBka - 2 x X 3%
TOAWIUHO 33 W3KMIOMBAHE HA MUKpOAHrMONaTUs

/wusoyunTu/.

®

13CNeNBaHUATA Ce M3BBLPLIBAT N0 KNMHUYHW NOKa3aHnA

Camo 3a NauueHTU Ha NpothunakTuka oo AocTurade Ha 50 EKCMNO3ULIMOHHU OHU

Camo 3a naLMeHTH Ha NPOGKUIAaKTUKA CreA AOCTUrHATYU 50 eKCMO3ULUOHHY OHU:

Camo 32 MaLMeHTH, NekyBaHu C NerenvpaHiy fekapcTBeHy NPoay KTy,

CamMo 3a NauMeHTUu Ha neveHune ,,Npu HeobXoAUMOCT” Ao AocTUraHe Ha 50 EKCMOo3UUMOHHW OHMW.

3a nauunenty ¢ amardosa D69.1 npu npoAbMxaBaHe Ha TepanusTa ce Npencraesa camo uHdopmauma no 1.1, 2, 6,7, 11 n 13.

3a nauueHTH ¢ XUNo U atPMBpPUHOreHeMUA npu NMPOALIKaBaHe Ha TepanuATa ce NpeAcTaBs camMo WHgpopMaumanoT. 1,2, 6,7, 9 n 11
Heobxogumure nokasatenu u uzcnensaHus cneasa Aaca Mmmwwmwwwmm
2aBEPSHI-M-ROARNGAHIKORIA) - APU-HARMIME —Ha XOCRUTEAU3aLMA ce-RpIASFS eRKpUsa-c-Homep-Ha-43 ¢ JaeHoCT Jo 1 Mecey npenu
KaHOWAATCTBaHETo 3a NneYyeHue.
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Il. OBLUN USNCKBAHUA

1. Bb3pacToBaTa rpaHMUa Ce W3UUCINBA B HABBLPLUEHW TOAMHM - T.e. BKIOUMTENHO KbM AaTATA HA MadasaHe Ha npoTokona or
cneuyanusupaHara KoMucus, :

2. Mpu HasHawaBaHe Ha Tepanus no MPOTOKON 3afBLIKUTENHO ce CchoGpasssar BB3pacTOBATE OrpaHMYEeHUs, CbrNacHo KkpatkaTa
XapaKkTepucTuka Ha CLOTBETHUR NEKAPCTBEH NPOAYKT, YTBBLPAESHA no peaa Ha 3MMXM.

3. H3OK He 3annawa neveHKe M3BLH YKa3aHaTa BL3PACTOBa rpaHnia B KPaTKaTa XapaKkTepucTuka Ha rnpoayKkTa.

4. H3OK He 3annaiya neveHue ¢ 4034 HaJ MakCUMANHO paspeLieHnTe no KpaTKa XapakTepucTtiika Ha NpoayKTa.

5. B cnyvyail Ha HacTBLNKUNA NOJO3MPEHA HEXENAHa NeKAPCTREHa peakuUs, NeKapsaT ysepomasa WA no pega Ha un. 184 ot 3NMNXM. Konue ot
CLOBLUEHMETO Ce NPUNara/onncea Kem/a MegMLMHCKaTa AokymeHnTauws Ha 30J] Npu KaHLMAATCTEAHE 33 NEYEHNE.

6. BCceku e-npoToKON Ce W30aBa B3 OCHOBA HA W3LAAEH ML ULMHCKNA AOKYMEHT: cneuuanusnpada komucua 8 N13BIN Ha ocHosaHue Alp Ne
38 .OnpepensHe Ha nnaH Ha NeYeHWe W NpocreassaHe Ha TEPaNeBTUYHIS OTTOBOP NpY NAUMEHTU, NCAYYaBALLM CKbNOCTPYBALLM NEKAPCTBEHN
NPOAYKTW No peaa Ha 4n. 78, 1. 2 330"

Eksemnnap Ha xapTueH Hocuten oT Allp Ne 38 ,OnpegensHe Ha nnaH Ha neveHune n npocnejsBsaHe Ha TepanesTUMHUA OTFOBOP NRW NALMEHTH,
nonydaeallu CKeNOCTPyBalM NeKkapcTBeHU NPOAYKTY No pena Ha un. 78, 7. 2 330", KoiiTo & OCHOBaHWe 33 n3gaBaHe Ha NpoToKoN, nognucax
OT cneunanuanpara komuckst n 30J1, ce Boan No pea, onpejeneH oT NeYeBHOTO 3aBEEHNE U Ce CLXPaHABa B KaBUHETA HA KOMUCUATA.

7. MNpu nagasare Ha E-npoTokon no pega Ha ekcnepTinaarta no un.78, 1.2 or 330, 0TNaja HeobxoaMMOCTTa & CE NPEJOCTABAT U ChXpPaHARaT
npunoxedne Ne1 v npunoxenue Neld ot HacToawuTe Mancksanus Ha HIOK,

8. MapasaHeTo Ha E-NpoTOKON Ce OCHIUECTBABA B CLOTBETCTBUE CLC CHEMECTHM ,YKaaaHus 3a pafoTa ¢ NoAafeH Mo enekTPoHeH NbT
npotokon IA/IB/IC (e-npoTokon)‘, mexay Hauuonanuata 3apaBHOOCUrypuTENHa kaca W bBbhrapckn nekapcks Cbl3 3a npunarade Ha
HaunoHanHns pamkoB A0roBop 3a MegULMHCKUTE AEAHOCTH.

Hacmoswume usuckeakus ca ymespdenu om yrpasumens Ha H30K cned Pewenue Ne PO-HC-04-....../..........20242. Ha Had3sopHusi cbeem
Ha H3O0K u npedsapumenuo cbenacysaHe ¢ BJIC, Ha ocHoeaHue un.51, an.10 ebs ep. ¢ an.8 om [lpasuriHuka 3a ycmpolcmeomo u
deliHocrmma Ha Hauuowanvema sdpasHoocuzypumenna kaca. Mauckeanusma enusam e cuma om damama Ha 0bHapodearHemo um 6
JAbpXKaseH 8eCmHUK" U ommensm Oelicrmsawyume USUCKSaHUs, € curma om 22.07.20222. Ha ocHoeaMue pewerHue Ne PA-HC-04-
71/01.07.2022e.
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N3UCKBAHUA HA H30K MPU NEYEHWE HA BPOQEHW KOATYNIONATUW B 3BBHEONHNYHATA nomoty
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NMPUNOXEHUE 3

AEKNAPALIMA 3A UHOGOPMUPAHO CBHITIACUE C U3UCKBAHUSITA 3A 3ANOYBAHE/ NMPOOBLIMKABAHE
HA JIEYEHUETO C NEKAPCTBEHWA NMPOOYKT
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Cnea Kato ce 3ano3Hax C Usnata MW NpejocTaBeHa WHGOPMauUMs W LenTa Ha NeYeHueTo G nekapcTBeHud
FROTIYIGERENRIE. . . v s e L s W crieq xaTo Nonyyux MsdepnartenHu oTroBopu Ha
NOCTaBEHWUTE OT MEH BBMPOCH, AeKnapupam Ye;
1. lle cnassam npenopbyaHaTa MU CXEMA Ha feyeHne U NepUOAMYHOCT Ha KOHTPONHUTE Npernean.
2. PeposHo Lie Ce SBSBAM Ha KOMTPOMHW NMpEFrfiean W Hama aa MPOMEHSM CaMOBOMHO WNW NOA OPYroc BHYLLEHWUE
HasHayeHaTa My Tepanms.
3- llpu mpeycTaHoBsiBaHe Ha MEYEHWETO NO MPUUUHK, HEMPOUSTUYALM OT pewenneTo Ha KomucusaTta 3a ekcrepTiaun B
P30K nmnn Komucusita no un. 78, 7.2 ot 330, we yBeAoMs HesabaBHO nuyHns cn nekap. u-PRP30K e prpHa &

4. Tlpu Hecnaseare Ha NOCOUEHUTE YCHOBUA NMEYEHNETO MW C YNIOMEHATUSA NeKapcTBEH NPOAyKT e Bb/e npekpaTeHo v

HAMa Aa UMamM npeTeHuun kbm H30K.
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