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OTHOCHO: cwrinacysane Ha akTyanusupadd u3uckBanus Ha H30K mo sabonsBanus 3a
NpPOBEX/JaHe Ha JOMAIIHO JIeYeHHe B JONBIHEHWE Ha nueMo ¢ Ham u3x. Ne 17-01-
63/22.05.2024r.

YBAJKAEMH JOKTOP MATKAPOB,

B wm3nenHeHuwe pasmopenbmte ma un. 61 or Hanwowaged paMKoB IOrOBOp  3a
MEIULMHCKATE NeHHOCTH Mexkay HammonanHata 31paBHOOCHTYpHTENHA Kaca W bearapcku
neKapcKku ¢pros 3a 2023-2025r. (o0u., B, 6p. 77 ot 08.09.2023 r.), npunoxeno Bu npencrasam
3a ChIIacyBaHe JOIBIHEHHE KBM H3TOTBEH MPOEKT HA ,,M3uckBanus na H3OK npu geuenue
HA BPOJCHH KOAryJIoNATHH B H3BBHOOJIHHYHATA NOMOII® C OTPa3seHH W3IMEHEHUSA M
OOIBIHEHHS 10 OTHOLIEHHE HA 00XBaTa Ha JeyeOHUTE 3aBeCHHUS 3a H3/IaBaHe Ha e-MPOTOKOIH
3a JIEYEHHE Ha BPOJIEHU KOAryJomaTiy ¢ Lel momodpasane gocTsia 10 neucHue Ha 30J1. xarto
TEKCT HA CTPAaHHIIA 2 OT TIPOEKTA Ce 3aMeHs, KAKTO ClleBa:

I IpOTOKONBT ce W3aBa 0T CHENHATH3INPAHA KOMHCHS B Jie4eOHH 3aBedeHHs 3a 00JHHYHA
nomom, ey gorosop ¢ H30K. Crennanusupanute KOMHCHN CC Ch3/14BAT Che 3aloBe]
Ha JUpeKTopa Ha nevyebHO 3aBeaenue 3a Oonmuuna nomorn (JI3BIT) ¢ xiuHHKA/OTHENeHUE 10



KITHHIYHA XeMaTOoJIOrHs/JETCKA XeMATONOTHs ¥ OHKOJIOTHS TPETO HHUBO HA KOMIIETEHTHOCT ¢ KO
Ha cneumaanocT 24 3a Bwp3pact Hax 18 rogmem m 51 3a Bw3pact moa 18 rommuum mim
HeJIHATPUYHM KIIMHAKH/OTAEIEHHS TPETO HUBO HA KOMIIETEHTHOCT € TIOHE JIBAMA CIEIHATUCTH C
kon 51 3a Be3pact nox 18 roguan.™

Mons 3a Bamero C'BFH&CYB&HG/’CT&HOBHUJ.G B OUTHMAJIHO KpPATKK CPOKOBEC C OrJIen
CTapTHPAaHE Ha IPAKTHYECKOTO NIPHUIAradie Ha periaMeHTHTE 3a JICKapPCTBECHH TEepartnH.

HpHHO}KGHHﬂ ChITIAaCHO TEKCTa, caMo 3a aJpecara.

1. Crpanuma 2 or mpoekt Ha ..M3uckpaumst wa H3OK mnpu jeueHwe Ha BpOIEHU
KOaryJIollaTHi B U3BbHOOTHHYHATA TMOMOII ™,

C yBaxenme: ot »
MPO®. MOMYMJI MABPOB/
BP. 1. I, YIIPABUTEJI HA.
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HALUUOHAJIHA 30PABHOOCUIYPUTENHA KACA
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MPOEKT!
YTBbPXXOABAM:

NPO®. MOMYUIN MABPOB
BP. U. 1. YTTIPABUTEN HA H30K

M3NCKBAHWA HA H30K
NPU NNEYEHUE HA BPOOEHU KOATYNOMATUN

B U3BbHBOJNTHNYHATA NMOMOLL,



M3NCKBAHWA HA H3OK NMPU U3ABAHE HA MPOTOKOINU 3A NPOBEXOAHE HA NEYEHUE HA
MALMEHTW C BPOOEHW KOATYJIOMATUM B U3BbHEONTHUYHATA nomouy

. - ~-p-Creat-Kupresni' —rp-—Crapa 3aropa—MBAR-Supus v Mozer—EAL-rp-Hoepai-¢
WWM&M%@WW*WWWMM

TIpOTOKOITBT Ce U3AaBa OT CneuManusyupana KOMUCHS B NeueGHM 3aBefieHWA 3a 6OMHUYHA NoMOowW, CKIOYKUKM aorosop ¢ H30K.
CrieunannanpaHite KOMUCHM Ce Cb3AaBaT ChbC 3anoses, Ha JupekTopa Ha neuefHO 3aBejeHWe 33 BONMHUYHA nomouy (N36F) -
mmum&afcmen&ume No KAUHNYHA xema‘ronorwﬂ!,u,ea'cua XeMaTonorua W OHKenorus TPETC HWMBO HAa KOMMETEHTHOCT C K04 Ha

CTIeUManHocT 24 3a BbLapacT Haj 18 roauHu u 51 3a BLapacT noa 18 roauHu 1 NeAUaTPULHA KNMHIKW OTAENEHUS TPETO HUBO Ha
KOMMETEHTHOCT C NOHe Asama crneuuanucTy ¢ kog 51 aa Bb3pacT nog 18 roauun.”

1. PE[ 3A 3ABEPABAHE HA NPOTOKONWTE

lMpoTokonu 3a 3anouBaHe Ha neYeHue

CMELUANU3UPAHA * PelleHne Ha cneuwanuampaHa KOMUCHS C ICHA MEAMLMHCKA MOTMBALMA

KOMWUCUA (3a0bmKUMENHO ce ombeA3ea NUNCca Ha U3KITIYsaLUU KpUMepuL)

*  MepuuuHcka AokyMeHTaums, NOTEbPXKAABALLA KDUTEPUUTE MO NpUnoxeHue 1
1 BCHYKN HeoBXoanMM scnenBaHns, cLoGpasHO NPUNoXeHUe 2

/ * PeweHue Ha cneunanuanpana KOMMCHA C AcHa MeIULMHCKA MOTUBALMS 3a

h 4

3anoyeaHe Ha TepanuATta
= " lMpovokon 3a npegnvceaHe Ha nekapcrsa, 3anfauaHy ot H30K/P30K" —

Komucusa no un. 78, 1. 2 ot .| 3aBepka Ha npoTokona B
330 B LY Ha H30K P30K

IMpoTokonu 3a npoawinKaBaHe Ha nevyexHue

*  MeanumHcka AOKYMEHTaLMS, NOTELPXAABALLA KPUTEPUUTE MO MPUMoKeHue 1
Egﬁﬁgﬁ];MBMPAHA » 1 BCUYKM HEOBX0AMMU M3CNEABAHVS, CbOBPA3HO NPUNOXKeHUe 2
= PeweHue Ha crieumanuavpaHa KOMUCMSA C ACHA MeANLIMHCKA MOTMBALMA 33

npoabmKaBaHe Ha TepanuaTa
/ -WMW%%%W

Komwcus no un. 78, 1. 2 ot | 3aBepka Ha NpoToKona B
330 e LIY Ha H30K P30K

h M W3UCKBAHWA HA H3OK MPU NIEYEHUE HA BPOLEHW KOATYNTIONATHM B USBBHBONMHWUYHATA nomouy



1. E-npoTokon ce u3gaBa OT YreHOBE Ha CNeuuannampalin KOMMCUM B nevebHU 3aBefeHns, OKa3Ball M GONHUYHA MEeAULMHCKA
nomouwl (N3BMN) Ha ocHoBaHWe ,PelleHue Ha cneunanusupana komucus” no Allp Ne 38 ,Onpegensse Ha nnaH Ha nedyeHue u
NpocnejABanHe Ha TepaneBTUYHWA OTrOBOP NPU NALUMEHTH, NONYYABALLM CKBNOCTPYEALLM nNekapcTBeHU NPOAYKTY NO peaa Ha un. 78, T. 2
330" B cvoTBETCTRUE C HacTOAWMTe Wsuckeanua Ha H3OK, kato MBPBUAT 1 BCRKU CneABall, NPOTOKON ce U3jaeaT 3a nepuog Ao 365
AHU.

2. 3ApaBHOOCUTYPEHOTO NULE YAOCTOREPSIBA C NOANWCA CU B .PelleHune Ha cneunanuanpaHa komucua® no AMp Ne 38: CNegHoTo:
~Kenaa ga mu Bnae opobpero neveHue C TIekapcTseHya NPOAYKT, KaTo AeKknapupam, Y4e CbM YBEAOMEH 33 AeHCTBMETO Ha
Ha3HayeHaTa nekapcTBEHa Tepanua U AaBaM MH(OPMUPAHO Cbrhacue Chljata ga mu Obje npunaraHa®; ,Cwrnacedn/a cbm 3a
U3NOMIBAHE HA NIMMHUTE MW A aHHW 3a LienvTe Ha ekcriepTusata’; JKenas Aa 6b4a yBeaomeH/a aa pesynTaTa oT ekcnieptuaara ot P30K
MO €AWH OT ChefHUTEe HauuHW: no e-mail, Tenedon unm Ha macTe B P3OKY .Paspelasam AOCTLI A0 ENEKTPOHHOTO MK 34paBHo
Aocue”.

3. [pean crapTupade Ha npoleca no W3gasaxe Ha E-npoTokon Ha 30J1, cneuvannaupaHaTa koMucus cneg nonyveHo paspellerne 3a
AocTen o 301 fo eneKTPOHHOTO My 3APABHO AOCUE, MPAEBM CAPABKA MO ENEKTPOHEH NbT 3a W3AaAEHU NPEAXOLHY MPOTOKONU, No
Chiupsa npodun Ha 3abonssaHe. [MpouechbT no u3gasaHe Ha E-npoTokon ce peanuaupa B MeAWUMHCKY codtyep. B HacToAwuTe
HBHMCKBAHWA Ca NOCOoYeHW HeOBXOAUMMMUTE NOKYMEHTH 3a u3naBaHe Ha E-nportokon Ha 30J1.

4. KbM Boekn E-NpoTokom, ¢ KOWTO € HasHaueHa nexapcTeeHa Tepanus, ce npunarar HeobxoaumuTe LOKyMEHTU (amBynaTopHute
JIACTOBE, ENUXPM3N, UICNERBAHNA U AD.), CNEA KOETO AOKYMEHTUTE C& M3NPaLaT No eNeKTPOHSH BT KbM NHOpMaLMOoHHaTa cucTema
Ha H30K. [okymenTuTe, kouTo chiyectsysat B H3UC/uHchopmMaLuMoHHaTa cucTema Ha H3OK, ce gexnapupat B E-npoTokona ¢ TexHuTe
yHukaniu Homepa (HPH).

MrdbopmayuaTa, oTHocuMa KbM M3faBaHe Ha E-npoTokona, KosTo e B AOKYMEHT, KOMTO HAMA EnekTpOHEH hOPMAT, Ce nonbhea B
PeluenneTo Ha cneuMann3MpaHa KOMUCHS - OCHOBAHME 33 N3LaBaHe Ha E-npoTokona, unu ce npunara kato ckaHUPaHO Konue.

5. Mpu uzpasare wa E-npoTokon no pesa Ha ekcnepTusata no un.78, T.2 oT 330, oTnaga HeoGXO0AMMOCTTa fa ce NpedocTaBaT W
CbXpansiBaT npunoxerue Ne 1 n npunoxenue Ne 3 ot HactoawuTe MsucksannaTa Ha H3OK", npu CrefHUTe yCrosus:

- 32 npunoxeHne Ne 1 - Npu HanNUUNETO Ha TEKCT B CLOTBETHUS YEKBOKC B PelleHne Ha cneuwanusnpada komucus® ne Alp Ne 38:
JTMNCBAT N3KNIOYBALLYM KPUTEPUIA 34 3arouBaHe/MpoAbIKaBaHe Ha NeveHne ¢ e

- 33 ApuUnoxeHme N2 3 - npu Hanu4MeTo Ha TekeT B ,PelleHue Ha cneuvanuavpada komucua“ no Allp Ne 38: >Kenaa ga mu 6upe
0p00peHo neveHne ¢ NeKapcTBEHWS NPOAYKT, KaTo ASKIapupam, Ye ChM yBELOMEH 3a [EWCTBMETO Ha HasHaueHaTa neKkapcTBeHa
Tepaniua v AaBam UHDOPMIUPAHO Chrhacke chuiata 4a Mi Gbae npunaraxa”,

NPUNOXEHUE 1A

JUCT 3A ONPEAENAHE HA KPUTEPUWTE MPU 3ANOYBAHE HA NEYEHWETO HA MALMEHTW C BPOOEHU
KOAIYNONATUW B U3BBHBOMHUYHATA NMOMOLL,

lew [ [ T T T TTTTT]

Jalienexwa: meduuuHCKama Jox) yea, yGos I BOEKY OIM e & MoGe € UUEBPa 6 UHOEKE & 3E0RAKUMENHD MPUOPYKEEE HACMOKILOMO NPUNOKEHUE

A. KPUTEPWW 3A 3AMOYBAHE HA NEYEHUE (SAOBITKUATENHN CA BCUYKU KPUTEPWUW)

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

Curypha auarHoza - noTBLpAeHa Ha 6a3aTa Ha oBLIONPUeTUTE ANArHOCTUYHM KpuTepun T 23

2 |KnuHMueH cTatyc U M3cnenBaHusa, HeoB6XoaMMK 3a 2anodBaHe Ha nevyeHue *

3 |Jlunca Ha u3knNYBaIWM KpUTEpHUK No Touka B °

pewenue Ha cneuuannanpaHa komucus no Allp Ne 38
2 MEAMLIMHCKA JOKYMEHTALMS, NOTEBPHAABALLE KDUTEPUHTE MO ApUAoXKeHUe 1 1 Bcuukn HeoBxoanMK H3CNEaBaHUA, ChoBPA3He NpUACKEeHMe
2, KaTo 3afbLMKUTENHO CE NPeAcTaBaT

*WWM%WMWWWWMWWWMMH OT TECTOBE, AOKa3Ballu BPOOEHMA

XapakTep Ha 3a60MnABaHeTO — HUBO Ha AePMLNTHUA aKTOP Ha KPLEOCHCUPBAHE-HA-GPUFMHARHA BAGHKA HAK-3aBLPEHO KORME;

Z3a MKB DGQ.1W%WHMWMWBWWWNHW OT TeCTOBe, JOKa3BaWu

BPOAEHNs XapakTep Ha 3abonsBaHeTo - KOMOMHALMSA OT KOXHO-NUTaBUYHO KbPBEHE, HOPMariHu no GPoii U MopPgONorua TpeMEoLUTH,

Hopmantu PT, aPTT, TT u dmbpuHoreH U nunceawa W1 HaManeHa TPoMBOLUUTHa arperauwsi WKUNW UMNeSanHcHa arperomeTpus-Ha
NPU BL3MOXHOCT TPOMBOUMTHO (hrioyLUTOMETPUS, MONEKYNAPeH aHanus Ha reu ITGA2B

1 ITGB3)

*3a xuno- u acbuﬁpMHoreHeMMRW%MWmWWpeaynTaTM oT

TecToBe, AoKaseawu BpoAeHUA XapakTtep Ha 3abonaABaHero - yabrxeHu PT, aPTT, TT u NUNceawa vnM HamarieHa akTMBHOGT Ha

hubpunoreH

M3NCKBAHUA HA H30K NMPY IEYEHWE HA BPOOEHWU KOATYNOMATWM B M3BBHEONHUYHATA NOMOLL
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B. U3KMIOYBALLIA KPUTEPUM (1NPU 3ANOUYBAHE HA TIEYEHUETO)
[Mpw permcTprpaKe Ha TEXKA anepriuHiA 1 APy HEXENaHW NekapcTBeHN peakumi.
OTFroBapA-Ha-KPUTEPUUTE 33-3aNOMBAHE HAL
HekapeTBeH-APOAYIT e s KOF L I
(1) Ne4enwe ,,npu HeobxoaumocT”
(2) MporNaKTUKA MPH OBLA......c..eeveeeeeeee e,
AOARMGU-Ha- HRACHOBETe Ha KOMUCUATE: e e
NPUNOXEHWE 16

TINCT 3A ONPERENAHE HA KPUTEPUWUTE NPU NPOOBIDKABAHE HA NEYEHUETO HA NALIMEHTW C
BPOOEHW KOATYJIOMATUM B M3BBHBONMHUYHATA MOMOLL,

[P Ee ] | T T T T T T T

M—MW%%%%@%&%W&MWW&WM@M G6-HUhPa 8 UHOBKE L-338LHUMEnHo
APUGPYHABA HACIIORLOMO-APUAOHOHEE

B. KPUTEPUU 3A NPOOBIMABAHE HA NEYEHUETO (BAOBIMKUTENHU CA BCUYKUA KPUTEPUM)

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

1 |KnuHuyeH edhexT OT NpoBEXQaHOTO A0 MOMEHTA NeyeHue |

2 |KnuHuyeH cTaTyc M M3crieasaHns, HeobXoauMK 3a NPOgbLIKABAHE Ha NeyeHUe 2

3 |Nunca Ha uzkmoyBawm kputepum no 1. 3

Ipewenne na cneumanusupaHa komucusa no Allp Ne 38

2 MeAVLIHCKa AOKYMEHTALWS, NOTEbDXAABALLA KpUTEPUIATE N0 MpUnoxeHue 1 1 BCYkn HeoBXOAUMNA UBCMELBAHIS, CLOBPAIHO NPUNOKEHNE
2

a-FPUADKEHNE SALAKATERHO-CE-ApeAcTaBAT-Ha
AR-GE-APUNAra-eRkpisa-c-HoMap-Ha- U3 ¢ gaBHocT a6

r"-", ¥ W3NCKBAHWA HA H30K NPW NIEYEHWE HA BPOJEHW KOATYNIOMNATUM B U3BBLHEOTHUYHATA NOoMOLL



I". UBKINHOYBALLIM KPUTEPWM (NPU NMPOOLIMKABAHE HA JIEYEHUETO)

Mpy perucTprpaHe Ha TEXKM aNepruyHu 1 apyTv HeskenaHu NEKapCTBEHN PeakLm

Mpy NpomsiHa Ha TepanusTa — yBeNUYeHUe Ha [103a, peXum, NPOMAHA Ha TepanuA 3afLIKUTENHO crneaBa ga ce
MOTMBMPa HEOGXOAMMOCTTa OT NPOMSIHATA KaTo Ce NPeACTABST CLOTBETHUTE OOKyMeHTU/uscneasaHms.

(1) neuenue ,,npu HeoBGxogumocT”
(2) npodmnakTuka NpU AeUA.......cccvrrevieenen,

NPUNOXEHWE 2

. NEYEBHO-OUAFHOCTUMEH ANTOPUTLM

1. NEKAPCTBEHMW NMPOAYKTU, exniovenn B MpunoxeHue 1 Ha MosuTUBHMS NeKapcTBeH CNUCHK, 3a kouTo H30K
3annaila B CbOTBETCTBME C HOPMATUBHUTE HOKYMEHTU.

Tabnuua Ne 1

MexayHapoaHo
HenaTeHTHO HaUMeHOBaHUe MKB INeyenue npu HeobBxogumocT
/INN/

1.HeobxogumaTa posa ce onpegensa upes W3nonasaHe Ha cnepHaTta
D66 chopmyna: M3UCKkBaHUAT Gpoil eguHuuM = TenecHa Maca (kg) X XenaHoTo
nosnwasaxe Ha thakrop VI (%) x 0,5.

Human coagulation
factor VHI

WsuucnseareTo Ha Heobxogumara [o3a Ha daktop VI ce npasu Bb3
OCHOBa Ha eMmnupuyHoTo npasuno, Ye 1 IU dpaktop VIII Ha kg
TenecHa mMaca noBuLlaea nnasmeHaTa akTMeHOCT Ha ¢hakTop VI ¢ 2
D66 IU/dl. HeoGxoanmata fosata ce onpejensi no crieaHata dopmyna:
Heobxoagum Gpoit eauruum (IU) = TenecHo Terno (kg) X KenaHoTo
nosullasaHe Ha dakrop VI (%) x 0,5

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

WBUCKBAHWA HA H30K NPU NEYEHME HA BPOOEHMW KOATYNOMATUM B U3BLHEONHUYUHATA NnoMolLL

G



Coagulation factor VIl ¢
YADbIMXKEeHO neCcTBUe
(efmoroctocog alfa,

WN3uncnasaneTo Ha Heobxoaumara 4033 pekombuHanTeH draktop VIl
FC ce ocHoBaRa Ha emMnMpM4YHOTO OTKpuTWe, 4Ye 1 MexayHapoaHa
eanHvua (IU) daktop VIl Ha kunorpam TenecHo Terno nosBWLaEa

rurioctocog alfa pegol, D66 aKkTuBHOCTTa Ha dhakrtop VI B nnasmata ¢ 2 U/ Heo6xo,qmmaTe_1
damoctocog alfa pegol, [o3a ce onpegens up_ea U3NOM3BaHETO Ha cnegHata dopmyna;
turoctocog alfa pegol) Heobxoanmu eauumnum = TenecHo Terno (kg) X enaHo noBuLLeHne
Ha dpaxtop VIII (%) (1U7dl) x 0,5 (IU/kg Ha 1U/dI)
coagulation factor, Factor Mpy MHXMBUTORK
Vil inhibitor bypassing D66 50-100 IU/kr.T.m. ¢ MakcumanHa egHokpaTHa Aosa 4o 100 1U/krT.M. v
activity MakcumarnHa gHeBHa gosa o 200 [U/kr.T.m.
Heobxoaumara fosa ce onpegens ypes nanonasaHe Ha cnegwara dopmyna:
Coagulation factor X D67 HeoOXxoaumMn eamHuLM = TenmecHa maca (Kg) X KenaHoTO NOBMILABAHE Ha
aktueHocTTa Ha F IX (%) x 0,9.
WMsuucnsaeaHeTo Ha Heobxogumarta Aos3a pexombuHaHTeH caktop IX Fc ce
OCHOBABA Ha eMIMMPUYHOTO OTKpuTWE, Ye 1 mewayHapogHa emnHuua (IU)
thakTop IX Ha Kunorpam TENecHo Terno NOBULLABA AKTUBHOCTTA Ha chakTop IX
Coagulation factor I1X- DG7 B nnasmara ¢ 1% oT Hopmanuata aktueHoct (IU/dl). HeoBxogumarta nosa ce
(eftrenonacog alfa) onpeflensa 4pes W3NON3BaHeTo Ha cnedHata dopmyna: HeobBxoawmu
eauHULUYM = TenecHo Terno (kg) x ernaHo nomuleHne Ha caktop IX (%)
(IU/dl) x {peuwnpouHoTo Ha HabBRIOAABAHOTO BL3CTAHOBABAHE (IU/kg Ha
1U/diy}
1.MsuncnaeaHeTo Ha HeoBxoaumaTta 4o3a OT MOXE 4@ CE OCHOBaRa
Coagulation factor IX Ha W3BECTHMA DaKT, Ye Ce Oo4akBa efHa eguHMLA akTMBHOCT Ha
pekombUHaHTeH takTop IX Ha kg TenecHo Terno ga noswwy HMBOTO Ha dakTop 4 1X B
KoarynauuoHeH cakrop IX UnpkynauuaTa cpeaHo ¢ 0,8 1U/dl (obxear ot 0,4 go 1.4 [U/dI) npu
D67 i :
(nonacog alfa, nayueHT 2 12 roguHu /Bpoit Heobxogumu IU caktop IX= TenecHo
nonacog beta pegol ¢ Terno(B kg)X XenaHo nosuiiexne(%) unu (IU/dl) Ha dakTop IX X
yAbIKeHO peicTeue) PeLnnpoyHacToifHOCT Ha HabnioAaBaHOTO BL3CTaHOBIBAHE/
2.nauneHTn Ha 12 1 NoBeYe roauHu ¢ xemocunus B
Coagulation factor VIII, D66, 20-501Wkg 1 50-801U/kg npu BB® Tun 3
Factor von Wiliebrand D68.0
Apy nNauueHTn c BpoAeHa xemodwins © WHXubWTopw cpelly
thakTopute Ha xkpbBOocbeupsade VIl wim IX > 5 BU (Berespa
eOMHULM) 1 NpW NauueHTy ¢ BpoAeHa Xemodunus, npu KouTo ce
D66. Da7. | O4akea aHaMHecchmqu m\rgﬁop c Big:OK MHXrI)?I/ITOpgeOH TUTBP m:\n
. : | npunarade Ha dhakTop nnu haxkTtop = Hg Ha Kg
Eptacog alfa (activated) Dggész ol Mpu
1 nauueHTn ¢ BpofeH peduumt Ha FVII -15 - 30 ug Ha kg TenmecHo
TErno Ha Bcekn 4 - 6 yaca, 4oKaTo Ce NoCTUrHe XemocTasa..
Mpu naumeHTn ¢ TpomBacTeHst Ha TNaHUMaH - NpU HenoBMUsBaHE
OT TpOMBOLUTHU TpaHcdyaum
Antithrombin I D68.2 |npu BpoAeH Ae®ULMT Ha aHTUTPOMBUH 3 30-50 1U/kr.T.™m.

W3UCKBAHWS HA H3OK MPY NEYEHWE HA BPOJEH KOATYNOMATUN B U3BBHEONHUYHATA oMoty




npu BpodeH ned. Ha BUT-K, d-p 2 ] 10
coagulation factor IX, II, VIl MsuncneHaTa no3a ce OCHOBaBa Ha eMnupuyHaTa Haxogka, ye 1 1U
: P koarynauuoHeH caktop VII, dakrop IX, dakrop Il n dakrop X o
and X in combination u
; D68.2 npoAyKra NoBMLIABAT B niasmaTta CbOTBeTHO Ha chaktop VII ¢ 0,019
Human Prothrombin
IlU/ml, Ha cbaktop IX ¢ 0,019 IU/ml, Ha cakTop Il ¢ 0,02 IU/ml u Ha
Complex
daktop X ¢ 0,017 1U/ml. EovHunyHata posa He Tpebea gaa
Hagsuwaea 3000 IU.
3 mg/kg BeAHBXK CeAMWYHO 3@ MbpBUTE 4 cegmuum (HaToBapsalla
o) 03a), nocnegeaHa wnu nopavpxawa gosa 1,5 m BEAHDXK
Enictimab Des | A03a), A OT nogAvpxalla A .5 mg/kg Ben
ceamuyHo, 3 mg/kg Ha BCcekw ABe ceamuumn, unw 6 mg/kg Ha Bceku
YyeTnpu cegmMmuLin
lMpun Bpoaexn xmno 1 agpmbpuHoreHemus.
1. T[lpwn Bb3pacTHU 1 aeua Ha u Hag 12 T.
Hosza (mg/kg Tenecro Terno) = TapretHo HUBO - M3MEPEHO HUBO
% 0,018 (g/1 Ha myglkg TenecHo Terno
Human fibrinogen D68.2 @ e )
2. peua o 12r.
Hoaa (mg/kg TenecHo Terno) = TapreTHo HUBO - M3MEPEHO HUBO
0,014 (g/1 Ha mg/kg TenecHo Terno)
Hpenopsunrennara joza e 35 1 kg 1eiecno Tersio (1.1.)
Catridecacog DB8.2 | peirnux mecedno (na Beeku 28 /i = 2 Jri ). HPHIOWKESH KATO
HHTPUBCHO3HG 5(1{} C BIDKCKRIWSA
2. MPOCIEOABAHE:
Tabnuua Ne 2
WNaxonoHu
CTOWHOCTH
MoKa3aTeny u M3cneaBanHus npu Ha BCEKU Ha BCEKM Ha BCEKM no KnHanH:l
3ano4yBaHe Ha 3 Mmeceua 6 meceua 12 meceua noKasaHuA
neyeHue
1. TenecHa maca (kr) X X
2. PecT (CM) X X
3. OueHKa Ha CTaBeH cTaTyc X X X
4. [lokyMeHTUpaHo HWMBO Ha feduunTHUS x " 5
KoarynawuunoHeH dakrop™
5. Uscneasare Ha uHxubutopu (Bethesda) X x** : i X
6. MKK (xemornobuH, XeMaToKpuT, epUTROLIUTH, - %
neskoumMTY, TROMBOLUTH)
7. PT, aPTT, TT chubpuHoreH, X
8. ALAT, ASAT, chepuTiH X X
9. AuTn-HCV antutena, HBsAg, HIV X X
10. ObpasHn nscneasanus (peHrtreH, KT, MPT, *
exorpacpus) Ha TapreTHNW 30HK
11. Kcepokonue oT AHeBHMKA Ha nauweHTa
XeMmodunns € KOPEKTHO nomnbiHeHn Bpoi 5 -
€NKU30AN Ha KbpPBEHE W KOMUYECTBO hnakoHn 3a
OBNaJIfBAHE HA BCEKU ENu3os
12. GGT, ypea, kpeaTUHUH, MMKOYHA KACENMHA, i e
obukHoBeHa ypuHa, x 5

K 7%
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13. Camo 3a Emicizumab no KIMHWYHK
-| nokasaHus
D - aumepu 1x roguiuHo
OndbepuHunanHo 6poeHe - HaTpuBka - 2 X * X
rMAUWHO 3a WU3KMK4YBaHe Ha MUKpoaHruonaTna
{lun3oumTi/.

* u3cnenBaHuATa ce M3BbLPLBAT NO KNMHNYHU NOKa3aHus

CaMo 3a nayueHTH Ha npodunakTuKa A0 AocTUraHe Ha 50 eKcrno3uLUOHHN OHW

Camo 3a nauMeHTH Ha NpodMnakTuKa cneg AOCTUIHATU 50 @KCMNO3NLIMOHHMN OHU;

Camo 3a NaLMeHTH, NekyBaHu ¢ NerenupaHu NeKapcTBeHM NPoayKTH;

CaMO 3a NauMeHTU Ha nevyeHne ,npu HeobxoauMocT” fo AocTuraHe Ha 50 eKCNO3ULMOHHN OHW.

3a nauuexTH ¢ guardosa D69.1 npu npogbMkaBaHe Ha TepanusaTa ce npeacTasa caMmo MHgopmauua noT. 1, 2,6,7,11 n 13.

3a NauMeHT ¢ XUNo 1 athuBPUHOreHeMHUs NPU NPoALITKABAHE Ha TepanusiTa ce npeacraBs camo uHdopmaumanoT.1,2, 6,7, 91 11
HeoGxogumuTe nokasaTenu U UacneaBaHUA crenBa Oa ca S6-RPEACTABAT B-TabAEA 2 Ha RPUAOKEHUE 2 U HA-OpuFMHaRHA-BAaHIM-(1AN
3ABOPeHAM-TIOARMCAHKORUA) PR HAF-HIE HA-XOCIUTAAVSaLUA-CoREUAGFa SRIKPU3A-CHOMED Ha-M3 ¢ pgaBHocT mo 1 Mecel, npegu

KaHOMOATCTBAHETO 33 NeveHue.

*%
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1.  OBLM NUBNCKBAHWNA

1. Bw3pacToBaTa rpaHuua Ce W3YMCHABA B HABBPWEHW TOAMHWM - T.€. BKMIOYUTENHO KbM AATaTa HA M3faBaHe Ha npoTokona ot
Crneunanm3npaHaTa KOMIUCKHs.

2. lpu HasHayaeaHe Ha Tepanus NO NPOTOKON 33AbIDKUTENHO Ce CbOBpassBaT BbL3PACTOBUTE OTpaHWYeHns, CbIMacHO KpaTkaTa
XapakTepucThKa Ha CbOTBETHUA NIEKapCTBEH NPOAYKT, YTEBPAEHa No peaa Ha 3JIMXM.

3. H3OK He sannawa neyeHue W3BbLH ykasaHata BL3pacToBa rPaHuLa B kpaTkaTa XapaKkTepucTika Ha npoayxTa.

4. H3OK He 3annaila neveHue ¢ 4031 HaZ MAKCUMATHO Pa3peLUEHUTE IO KpaTKa XapakTePUCTIKa Ha NPoAYKTa.

5. B cnyyai Ha HacTLNUNA NOA03MPAHA HeXeriaHa NekapcTReHa peakuus, nexapaT yaeaomasa WAS no pega Ha un. 184 ot 3AMXM. Konue ot
cbobLuleHreTo ce npunara/onucea KbM/B MELULMHCKATA AokyMeHTALMA Ha 30JT npy KaHAWAATCTEAHE 33 NeJeHre.

6. Bceku e-npoTOKON Ce U3AaBa Bb3 OCHOBA Ha U3AAMEH MEAULIMHCKY SOKYMEHT: cneunannanpana komucua s NI3EM Ha ocHoBaHWe Allp Ne
38 ,OnpefensHe Ha NNaH Ha NeYeHNe W NPOCNeAsiBaHE Ha TEPANEBTUHHUA OTTOBOP NPY NALWEHTM, NoMyYaBalll CKLNOCTPYEALUM NEKAPCTREHN
NPOLYKTW NO peaa Ha un. 78, 7. 2 330"

Exsemnnsip Ha xapTved Hocuten ot Alp Ne 38 ,OnpeaensiHe Ha NNaH Ha NEYEHVE U NPOCNEANBaHE Ha TEpaNesTUIHIA OTrOBOP NPW NaUNEHTH,
nonyyasaili CKenoCTPyBaLLK NEKapCTBEHM NPOAYKTH MO peda Ha un. 78, T. 2 330", kolTo e OCHOBaKWe 3a W3faBaHe Ha NPOTOKOM, NOANUCAH
OT cneyuanusupana komucus u 3051, ce Bogn no peg, onpeaeneH ot NevYsbHOTO 3aBEAEHUE 1 Ce ChXpaHsasa B kabnHeTa Ha KOMUCKATA.

7. Mpwn usaasare Ha E-npoTokon no peAa Ha ekcnepTuzaTta no 4n.78, 7.2 ot 330, oTnaga HeoBxogumocTTa fla Ce NpefoCTaBaAT U CbXxpaH\BaT
npunoxerue Ne1 1 npunoxenne Ne3 or HactoswmTe 3uckeaHua Ha H3OKY,

8. W3naeaHeTo Ha E-NpoTokon Ce OCLLIECTBABA B CLOTBETCTBUE ChC CHEMECTHN ,Yxa3aHus 3a paGoTa ¢ MogageH no ENEKTPOHEH NbT
npotokon IA/IB/IC (e-npoTokon)”, mexay HauvoHanHarta 34paBHOOCWUIYpUTENHA kaca n Bbarapcku Nexkapckn Cuio3 33 npunaraHe Ha
HauwoHanHus pamkoB J0OroBop 3a MefULMHCKATE [eiHocTu.

Hacmosawume usuckeaHus ca ymewspdeHu om ynpasumens Ha H3OK crned Pewerue Ne PO-HC-04-....... C—— 20242. Ha HadsopHusi cbeem
Ha H3OK u npedsapumenvo crenacysave ¢ BIIC, Ha ocHosanue ui.51, an.10 ebs ep. ¢ an.8 om [lpasunHuka 3a yempodcmeomo u
feilHocrmma Ha HauuoHanHama adpasHoocusypumenHa kaca. M3ucksaHusma enuszam e cuna om damama Ha obHapodeaHemo um &
Albpxaser secmruk” u ommenam Qelicmeaiwjume U3UCKeaHUs, 8 cuma om 22.07.2022z2. Ha OCHO8AHUE peweHue Ne P/-HC-04-
71/01.07.20222.

W3NCKBAHWA HA H30K MPW NEYEHWE HA BPOAEHW KOATYNOMATAW B U3BBHEONHWUYHATA nomoLL




NPUNOXEHUE 3

AEKINAPALMA 3A UHOOPMUPAHO CBITIACUE C UBUCKBAHUATA 3A 3ANOYBAHE/ MPOOBLIDKABAHE
HA NEYEHUWETO C NEKAPCTBEHUA NMPOOYKT

Criell Karo Ce 3ano3dax ¢ uanata Mu MpegocTaBeHa  WMHDOPMAauMa W LenTa Ha MeyYeHueTo ¢ NneKapcTBeHus
T et s S 3 AT o fns s s som et pnsppanes W Cref Kato nonyyux nadepnaTenHu oTroBopy Ha
NOCTABEHWUTE OT MeH BBLNPOCH, JeKnapupam ye:
1. e cnaseam npenopbyaHaTa M1 CXeMa Ha TEYSHUE N NEPUOANYHOCT Ha KOMTPOITHUTE nperneau.
2. PejoBHO Lie ce SBSBAM Ha KOHTPOSIHW MPErnedn 1 HAMa [a MPOMEHAM CaMOBOMHO WM MOA [PYro BHYLUEHUe
Ha3HaveHaTa MU TEpanus,
3: [lpu npeycraHosseaHe Ha NEYEHUETO MO MPUUUHM, HEMPOM3TUYALUM OT PELIeHVEeTo Ha KoMUCUsiTa 3a eKcrepTU3n B
P30OK wunu Komuciuata no un. 78, 7.2 ot 330, e yseaomsa He3abasHO MyHUS oy nekap. u-P30OK e BLpHA B

4, Hpﬂ HecnasBaHe Ha MoCOoYEeHUTE YCNOBUA NEYEHNETO MU C YNOMEHATUA NEeKapCcTBEeH NPoAyKT Lie 6bﬂe npekpareHo 1

HAMa da uMvam npeTeHuun kem H30K.
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