[image: image1.jpg]HAUWOHAIHA 3PABHOOCUIYPUTEJTHA KACA

Cogun 1407, yn. “Kpuuum™ No 1 www.nhif.bg men: mea: +359 2 9659121
EHOOEN
T 0N
YTBBbPXXAABAM: &) L\

G
YNPABUTEN HA H30K: /n/é‘:’ ? ?\n\
A-P PYMSIHA TO[IOPOBA | < % 2
'A\O
\Z3 ]

P |
BAPHO: N4
AVPEKTOP AMPEKLIMA
AQYCOR:

MWUXAUN FAUOAPXKUEB

W3NCKBAHWUA HA H30K
3A NPEANUCBAHE HA MEOAULWHCKU U3OENUA
NPWU BYJNIO3HA ENMUOEPMOJTU3A

B UBBHHBEOJNTHUYHATA NMOMOLL



[image: image2.jpg]U3NCKBAHWUA HA H30K
MPU U3OABAHE HA NPOTOKONN 3A NMPEANUCBAHE HA MEAWULWHCKU U3OENWUA 3A NIEYEHUE HA
BYNO3HA EMUAEPMOJIU3A B U3BBHBEONTHUYHATA NMOMOLL

MpoToKONbT Ce u3gaBa OT CNEeLUManucTM C KOoA Ha cneuuanHoct 04 — KOXHM UM BeHepuuecku Gonectu, paGorewm B
neyebHu 3aBepeHus 3a GonHuuHa nomow, ckniouunu gorosop ¢ H3OK, ekcnepTHOTO cTaHoBMWe ce u3pasa oT
cneuvanuaupaHa KoMucusi B nevebHu saseaeHus 3a 6onHUYHa nomow, cknouunu gorosop ¢ H30K. Cneunannaupanure
KOMMCMM Ce Cb3aasaT cbC 3anoses Ha avpektopa B cneanute 13: YMBAN [-p Meopru Ctpatckn® EA rp. Mnesex, YMBAI
JMpod. a-p Crosn Kupkosuy* EAL] rp. Crapa 3aropa, YMBAI ,Ce. Mapuna®“ EA] rp. Bapxa, YMBAJ1 ,Anekcanaposcka“ EALL

I. PEQ} 3A 3ABEPSIBAHE HA NPOTOKOJIUTE 3A MEAULIMHCKU U3AENUSA NPU BYNO3HA ENUAEPMOIU3A

MpoTokonu 3a 3anoysaHe

= MonbnHeHo n noagnucaro Mpunoxenne 1A — NUCT 3a onpegensHe Ha KputepuuTe

C BCUYKM HEOBXOAUMU n3cneaBaHns
CNELMATNNINPAHA = Enukpu3a / etanHa enukpusa ot J13 3a 60MHNYHA NOMOLY C NPUNOXKEHN BCUYKN
Kkomucus > HeoBxoanuMuW nokasatenu u nacneasasus no Mpunoxexue 1

= EKCNepTHO CTaHOBMILE C SiCHAa MEAULIMHCKA MOTUBaLMS (3aAbikuTenHo ce otbensssa
NUNCa Ha U3KMIoYBALUN KpUTEPUM)
(nodnucaHo om 6CuYKU 4YNIeHO8e Ha creyuanuaupaHama KOMUCUs)
/ = ‘[poTokon 3a npegnuceaHe Ha nekapcrea, 3annawaniu ot H30K/P30K" — obp.
M3-H3O0K (rodnucaq om ecuyKu 4neHoee Ha crieyuanuaupaHama KoMucusl)

Komucus no un.78, 1.2 ot 3agepka Ha npoTokona B
330 B LY Ha H30K — | P30K

MpoTokonu 3a npoaLMKaBaHe

= “lpoTokon 3a npeanuceaHe Ha nekapcrea,
CNELMANTU3UPAHA sannawanu ot H30K/P30K” — 06p. M3-H30K 3aBepka Ha npoTtokorna B
Komucus | (nodnucan om  ecuuku uneHose Ha P30K

cneyuanuaupaHama KoMucusi)

Il. OBLLUM NONOXEHUA

1. 30/ nogaea nogroTBeHuTe AOKYMeHTH B P30K, Ha TepuTopusita Ha KOSITO € Hanpasuno usbop Ha ONJL. lokymeHTute
BKNYBarT:

1.1 3asiBnenue Ao [vpektopa Ha P3OK.

1.2 MonbnHeHo M nognucaHo mpunoxenue 1. lNonbnBa ce No ChOTBETHATA TOMKa M Ce npunara oTpaseHaTta B UNGpos
MHAEKC MEeAULIMHCKA AOKYMEHTaLUsA, yAOCTOBEpsiBaLLa BCEKN €AuH OT KputepuuTe.

1.3 “Mpotokon 3a npeanucBaHe Ha nekapcTea, 3annawanu or H3OK/P3OK' — obp. M3-H3OK, uspapen ot nekaps
cneuunanucr. MpoToKoNbT 3aAbIKUTENHO Ce NOANUCBA OT BCUYKM YNEHOBE Ha cneuvanvanpaHaTa KoMucns,

1.4 [leknapaumsi 3a UHpOPMMPaHO cbriacue no obpasel (npunoxexue 3).

2. P30K npuema AokyMeHTUTe no T. 1 criea cnpaBka OTHOCHO 3paBHOOCUTYpUTeNHMA cTatyc Ha 301,

3. MbLPBMAT NPOTOKON Ce U3AaBa 3aALIMKUTENHO OT cneuuanuaupana komucus Ha YMBAN ,[-p Meopru Ctpanckn” EALQl
rp. Mnesex 3a cpok Ao 3 meceua. Bcekn criegBaly NpoToKon ce M3pasa 3a nepuoa Ao 6 meceua OT cneuuanuampaxa
Komucusi ot nocodenuTe J13 3a GonHuyHa nomow. Mpu 3aBepka Ha Bceku nopeaeH npotokon B P30K 30J1 npeacrasn u
npeaxofHUs MPOTOKOMN, OT KOWTO Ja € BWAHO NPOBEXAAHOTO NEe4YeHWe W aKTyarnHO eKCNepTHO CTaHoBuwe OoT
cneuuanuaupaHara KoMUcUs.
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NUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU NPEANUCBAHE HA MEAULMHCKU U3AENNA 3A NEYEHUE HA
BYNO3HA ENMWAEPMOITU3A

Mwe: 3 O 9

3abenexka: MeduyuHckama doKymeHmayusi, ydocmoeepsieawia 6Cexu om Kpumepuume e nocoveHa ¢ Yughpa 8 UHOEKC U 3a0bIXUMEINHO
npudpyxaea HaCMOSALIOMO MPUNOKEHUE.

Bynoszna enupepmonu3a - TepmuHbT Epidermolysis bullosa (EB) onucea rpyna aBTO30MHO-peLiECUBHO W aBTO30MHO-
AOMMHAHTHO yHacneasBal ce, psAKO Cpelualyn ce, BpoAeHU KOXHW 3abonssaHus xapaktepuavpailyy ce ¢ u3paseHa koxHa u
nuraesuyHa PaKMHOCT.

ObeauHsiBaly knuHudeH Gener Ha YeTupute OCHOBHWM Tuna EB e CKnoHHOCTTa Koxarta u nuraBuuuTe y 3acerHatute
MHAMBMAW Aa pearupat c ofpasyBaHe Ha Mexypu B OTFOBOP Ha MWHUManHWTE eXeaHEeBHW TPaBMW W TpueHe (Hanpumep npw
pasxoaka, obnuyaHe, mMueHe Ha 3nbute, xpaHeHwe W ap). Yetupute Tuna EB ce noapaspensT Ha MHoxectso cybTunose,
XapaKkTepuaupalLm ce CbC cneumduyHa KMHYHa n3siBa, obycrioBeHa OT A0Ka3aH KOHKpeTeH reHeTuyeH AedexT.

B 3aBMCUMOCT OT NMNOLLTA Ha 3acerHaTa koxHa NoBbPXHOCT, cneuuanto B rpynute Ha EB simplex (EBS) n EB dystrophica
(EBD) cbrnacHo nocneaHusi koHceHcyc 3a EB 2008 r., ce o6ocobseat cy6Tunose Ha sabonssaHeTo.

Texectra Ha EB Bapupa ot nokanuaupaHo obpasyeaHe Ha Mexypu NPeAUMHO BbpXy AnaHuTe, CTbhanara u Ha mecrara
Ha npuUCTsrawuTe nactuuu Ha 6enboTo W enemeHTn Ha apexurte, ocoGEeHO MpU Mo-BUCOKa TemnepaTtypa Ha OKonHata cpeaa
(Hanpumep npu EBS nokanuavpana ¢opma), 10 CMbPT B PaHHOTO AETCTBO Ab/DKAlla Ce Ha reHepanuanpaHo obpasysaHe Ha
MeXypy W paHu, CPWB BbB (PUSMYECKOTO pa3BuTMe B KOMBMHALIMA C NapuHreanto sacsraHe u cencuc (Hanpumep EBJ — Herlitz, s.
EBJ letalis). MHanenauTte ¢ Texku peuecvsHin hopmmu Ha EBD, ocBeH peLmanBMpaLioTo reHepanmanpato obpasysaqe Ha Mexypu
W epoavu, pasBMBaT KaTo YCNOXHEHWe KOHTPaKTYpu, MUKPOCTOMUS W e3ochareanHu CTPUKTYpU, BCNeaCTBUe Ha aTpouyHOTO
umkaTpuanpaHe. Te NposiBsBaT CKNOHHOCT KbM Pa3BUTME Ha XPOHWYHW TPYAHO 3a3apaBsBaly (C Meceum) paHu, Abmkalm ce Ha
KOHKpEeTeH reHeH aechekT. Teau paHn ca NpeanocTaBka 3a MOBTApsilLM Ce KOXHW MHpekuwmn, exeaHesHa Gonka, Tpasma u
MHOTOKPaTHO NOBULIEH PUCK 3a Pa3BUTHE Ha arpecuBHU hOPMU Ha CNUHOLIENYNAPEH KapLMHOM Ha koxaTa BbB Bb3pacTTa Ao 40 1.

Beuuko ToBa onpeaensi HeobxoAMMOCTTa OT eXeAHeBHO NneveHne Ha naumeHTute ¢ EB BbB BCUUKM HeliHn dopmu, ©
MeANLMHCKW W3aenus (CneuvanHn Hesanensawyu KbM paHeBaTa MoBbPXHOCT MPEBPb3aKM U hUKCUpaLW M BbPXY pasnuyHuTe
4acTu Ha TANOTO eNnacTuyHn TyGynapHu GUHTOBE) OT paXkAaHeTo A0 Kpas Ha XMBOTa UM,

A. KPUTEPUU 3A 3ANOYBAHE HA NEYEHUE (Heo6x0AnMMO e Hanuyne Ha BCUYKN KpUTepum)

MKE Q81.0, Q 81.1 u Q 81.2 cubc cBOMTE KNUHUYHO M3siBeHn cybTunose /chopmu/

CurypHa auarHosa — notebpaeHa Ha 6asa KnuHWYeH npernea U koxHa Guoncus, obeneasaHa upes mertoaute Ha
TPaHCMUCHOHHA ENeKTPOHHa MUKPOCKONUS W/ MHAMPeKTHa uMyHocbnyopecueHums (Antigen mapping). Wscneaganusta Ha

1
KoxHaTa 6uoncus cneasa Aa Gbaar u3BbplieHn B cepTuduunpann nabopatopuu no EnNeKTpoHHa MUKpockonus w/wnu
Antigen mapping B Bbnrapus, Espona unu CALL y

2 ®opma (Texect) Ha Gonectra — ONpeAeneHa CbrnacHo NOCNeAHUs MEeXAyHApOAeH KOHCEHCYC 3a AuarHocTuka v

knacudukaums Ha GynosHa enupepmonuaa (EB) (2008 r.) ¢

3 | MMKpOBMONOrMYHO M3CIeABaHE OT PaHEBM CEKPET C aHTMBMOrpama

4 | Nunca Ha u3knioYBawm kpuTepum no . B &

! Npeacrass ce opuruHanHa GnaHka UMK 3aBEPEHO KOMWE OT NOTBLPAUTENHO NAGOPATOPHOTO M3CTIEABAHE (ENEKTPOHHA MUKPOCKOMWMS Wi
MMYHOChNYOpecUeHTHo uacneasane Antigen mapping Ha naTonoruyHa koxa), He3aBucMMo OT AaBHOCTTA Ha M3CrneABaHeTo.

£io8 kopose MKE Q81.0 n Q81.2 chopmara (Texectra) Ha bonecrra ce onpeaesns kaTto eaHa ot cnepHuTe:

- EB simplex (EBS) nokanuaupaxa gopma — cbe 3acsrade 40 30 % OT KoxHaTa NoBbLPXHOCT;

- EB simplex (EBS) reHepanuaupana hopma — sacsiraHe Ha 260% OT koXHaTa NoBbPXHOCT;

- EB dystrophica (EBD) nokanuaupana copma - 3acsirade 40 30 % OT KoxHaTa noBbPXHOCT;

- EB dystrophica (EBD) revepanuaupana opma - 3acsrase Ha 260% OT KOXHaTa nosBbpXHOCT.

Mpunarat ce enuKpUaM OT NPEAXOAHW XOCMUTANU3auuu Wunu etanHa enukpuaa oT HaGnioAaBalius AepmaTonor, yAocTosepsBaly dopmara
(pecnekTuBHO TexecTTa) Ha EB.

3 MUKpoB1ONOrHOTO H3CNeABAHE OT PaHeBM CEKpeT C aHTUBHOrpama (KySITypa M YyBCTBUTENHOCT) € 0BEKTUBHO AOKA3aTENCTBO 3a BL3HUKHANA
paHeBa MH(DEKUUA 1 € 3aALIKUTENeH KPUTEpHiA NpU NPeANMCBAHETO B NPOTOKONA Ha NPeBPBL3KM CbC ChAbpXaHue Ha cpebpo (Ag). MNpeactass ce
opuruHanHa GnaHka C NOANKUC M NEeYaT Ha CNeuvanicTa, UIBLPLUKN U3CNEABAHETO C nevaT Ha nevyeGHOTO 3aBeaeHue, KbAETO e W3BbPLIEHO
M3CNeABaHEeTO C AaBHOCT Ha pesynTata 4o 1 Mecel| Npeau KaHAUAaTCTBaHETo.

* Wakniousaly KpuTepuii @ CBPLXUYBCTBUTENHOCT KbM MEAWUMHCKMTE W3AenWs. 3afbLMKWTENHo Ce YAOCTOBEPABA C MOAMMC W nevar Ha
cneuuanicTa AepMartosnor, KOATo HacouBa NauneHTa KbM CbOTBETHATa KOMUCHS.

OTroBaps Ha KPUTEPUUTE 3@ NEYEHNETO C  .....ocoooiiiiiiiiiiiiiiienaaanians
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Mwe: i b e b ohal o)

3abenexka: meduyuHckama 0oKymeHmayusi, ydocmosepsieausa 6ceku om Kpumepuume e nocoyeHa ¢ yugpa 8 UHOEKC U 3a0b/KUMeTHO
npudpyxaea HaCMOSIYOMO MPUTIOKEHUE.

B. KPUTEPUU 3A NPOABIMKABAHE HA NEYEHMETO (Heo6x0aAMMO e Hanuume Ha BCUYKN KpUTEpUm):

MKB Q81.0, Q 81.1 u Q 81.2 cbC cBOMTE KNUHWUYHO U3siBeHn cybTunose /chopmu/

1 | MUKpoBMONOrM4HO MacnenBaHe oT paHeBM CekpeT ¢ aHTuBbMorpama '

2 | Nlunca Ha u3knYBawm kputepun no 1. B ¢

! MUKpO6UONOrMYHOTO 3CNEeaBaHE OT paHeBy CekpeT C aHTuBrorpama (kyNTypa 1 YyBCTBUTENHOCT) € 0BEKTUBHO A0Ka3aTencTeo
3a Bb3HMKHaNa paHeBa MHHEKLMA 1 € 3aAbIKUTENEH KpUTEPUI NPU NPeANUCBAHETO B NPOTOKONa Ha NPEeBPbL3KM CbC ChAbpkKaHue
Ha cpebpo (Ag). MpeacTass ce opuriHanHa 6naHka ¢ NOANUC U Nevat Ha CneuuanvcTa, U3BbLPLUMN M3CNeaBaHeTo C nevar Ha
neuebHOTO 3aBefeHne, KbAeTo e U3BbPLIEHO U3CNeBaHeTo C AABHOCT Ha pedynTarta 4o 1 Mecel npeavn kaHauaaTCTBaHeTo.

¢ WakniouBally KpUTEPUIA € CBPBbXYYBCTBUTENHOCT KbM MEAULMHCKUTE n3aenus. 3aabnxuTenHo ce yaoctoBepsiBa C NOAMUC U
neyar Ha cneuuanucTa 4epMartornor, KOMTO HacouyBa NaLveHTa KbM CboTBeTHaTa KOMUCHS.

B. U3KNIOYBALLIN KPUTEPUMU (npu 3anoyBaHe 1 Npu NpoAbIkaBaHe Ha NeYeHueTo)

1. CBpBbXUYBCTBUTENHOCT KbM MEAULIMHCKUTE U3AENNs.
2. BknioysaHe Ha 30J1 B knuHU4HO npoyusaHe.*

3abenexka: nuncara Ha M3KMIOYBALLM KpUTEpUM Ce YAOCTOBepsiBa C MOANUC Ha CneuuanucTute B HaCTOAL|OTO
NpUNOXeHNe.

* Komucusima, Kosimo e HasHayuna seyeHuemo u Habmodaea 30Jl, e OnbxHa HesabaeHo Oa yeedomu Komucusma 3a
ekcriepmuau no 4n. 78, m.2 om 330 e L|Y Ha H30K. Te3u 6onHu ce 3anuceam e omaoeneH peaucmbp u He 2ybsm npasomo cu 3a
npodbrixaeaHe Ha NeYeHUemo cned MpuKoYeaHe Ha KIUHUYHOMO NpoyyeaHe cned akmyanHa oyeHka om creyuanuiupaHama
KOMucusi.

OTroBapsi Ha KPUTEPUMUTE 3a NIEYEHMETO € ..oooovvrerieieerieiiriisiieins
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1. H30K 3annawa cnegHuTe BUAOBe NpeBPBL3KK 3a nevenue Ha EB

* TpaHccepupawm npespbkv

* AGcopbupawm npeBpbL3KU

« Jlekonnact cke Safetac /unu nogo6en/ cnon
« Ty6ynaphu 6uHTOBE

Il. OBLUU USUCKBAHUA

1. Bb3pactoBara rpaHMua ce U3UUCMNsBa B HaBbPLUEHU MOANHN - T.e. BKIIOYUTENHO KbM JataTta Ha u3gasaHe Ha npoTokona ot
cneuunanuanpasara KOMUCHs.

2. H30K 3annauia 3a onpeaenexns NMMIT Ha AvarHocTuumupaHara gopma Ha sabonsisaHeto. Pasnuunute hopmu Ha EB He morat
Aa NpemMuHaBar oT eAHa B Apyra.

3. KOMUCUATA, uspnana npotokona Ha 30J1, CbXpaHsiBa BTOPU €K3eMNNAP Ha NPOTOKONa WM BCUYKM HeoGxoaumu
AOKYMEHTH 3a N3aaBaHeTo My.

Hacmoswume u3uckeaHus ca paspabomeHu Ha ocHoeaHue 4.56 om HayuoHaneH pamkos 002080p 3a MeQUYUHcKume delHocmu
3a 2014 200uHa (06H., 4B, 6p. 3 om 10.01.2014 2.) u enusam & cuna om 1 tonu 2014 2., cbenacHo yn. 10 Ha Haped6a Ne 10 om
24 mapm 2009 2. 3a ycnogusma u peda 3a 3annauwjaHe Ha nekapcmeHu Apodykmu no yn. 262, an. 6, m. 1 om 3axoHa 3a
nekapcmeeHume npodykmu & XymaHHama MeouyuHa, Ha MeOUYUHCKU u3denusi U OQUemUYHU XpaHu 3a creyuanHu MeouyuHCKuU
yenu (o6H., 4B, 6p. 31 om 2007 2.).
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DEKNAPALMA 3A UHOOPMUPAHO CbITIACUE C UBUCKBAHUATA 3A 3AMNOYBAHE / NPOABINKABAHE HA
NEYEHUETO HA BYNO3HATA ENUOEPMONU3A C MEQUUWHCKN U3OENUA

cnep KaTo ce 3ano3Hax ¢ Lsnarta Mi NpeaocTaBeHa MH(OPMaLMA | LieNTa Ha fIeYeHNeTo C MeANLMHCKOTO U3aenve /npespbaka/
W crnea Kato nonyynx uM3yepnatenHu OTroBOpW  Ha

nocTaBeHUTe OT MEH BBNPOCH, ieknapupam ye:

1. Lle cnaseam npenopbyaHaTta M1 CXeMa Ha NeyeHne n NepUoANYHOCT Ha KOHTPOSTHWTE nperneaun.

2. PepoBHO LWe ce siBABAM Ha KOHTPOMIHW Nperneav v HaAmMa Aa NPOMEeHsM CaMOBOSIHO WNW MOA ApYro
BHYLUEHWE Ha3HayeHaTa My Tepanus.

3. [pu npeycraHoBsBaHe Ha NEYEHWETO N0 MPUHMHKM, HENPOM3TUYALM OT peleHneTo Ha KomucusTa 3a
ekcneptvan B P3OK n/mnn Komucusita no un. 78, 1.2 ot 330, Lie yBeaoms HesabaBHO NUUHWA cu nekap 1
P30K u we supHa B P3OK nocnegHusi npoTokon, no KOWTo CbM nonydyasan/a MeAUUNHCKOTO uazenve
/npeBpbakal.

4. [pn HecnassaHe Ha MOCOYEHUTE YCMOBUSI FEYEHMETO MU C YNOMEHAaToTO MEeAULMHCKO wn3aenve
Inpespuakal Wwe 6bae npekpaTeHo 1 HaMa Aa uMam npeTeHumn kem H30K.

{ [eknapatop:.
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