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YTBBbPXOABAM:

O-P HEJNIU HELLEBA
YNPABUTEI HA H30K

N3NCKBAHUA HA H3OK
3A JIEYEHUE PASCTPOUCTBA HA OEMSAHATA HA MEATA

B N3SBbHBOJIHUYHATA NMOMOLY,


http://www.nhif.bg/

U3NCKBAHUA HA H3OK NMPU U3AABAHE HA NMPOTOKOJIN 3A NMPOBEXAAHE JIEHEHUE HA
PA3CTPOUCTBA HA OBMAHATA HA MEATA (BOJIECT HA WILSON) C D-PENICILLAMINE

[MpoTokonbT ce u3gasa oT cneuuManuavpaHa KOMMCUA B nevYebHM 3aBeAeHUA 3a GONMHUYHA NOMOLL, CKMIOYUNM AOrOBOp C
H3OK. CneunanuampaHute KOMUCUM ce Cb3aasat cbe 3anosen Ha aupektopa Ha J13: KnuHuka no ractpoeHTteponorua CBAITAB
— rp. Codmsa, KnuHuka no ractpoeHteponorns MBAJ ,Cs. MeBaH Punckn” — rp. Codmsa, KnnHuka no ractpoeHteponorns MBAI
,CB. MapuHa” — rp. BapHa, KnuHuka no ractpoeHteponorns MBAJT ,Cs. eoprn” — rp. lNnoeame, KnuHmka no racTpoeHTepornorus
MBAI ,o-p Mleopru CtpaHckn” — rp. MNMneseH, KnuHuka no Hesponorusa MBAJT ,AnekcaHgpoBcka” — rp. Codousi

I. PE[l 3A 3ABEPABAHE HA NMPOTOKOJIUTE

[MpoTokonu 3a 3anoyBaHe Ha TepanusaTa
npOTOKOJ'IVI 3a NpoMsiHa Ha TepanusaTa — yBeJliIM4eHne Ha oo3a

MonbnHeHo 1 nognucaHo npunoxeHue 1A/1B — nucT 3a onpegensaHe Ha KpuTepunTe
C BCUYKM HEOOXOAMMU U3CNeABaHUS.

CMNELUWATNU3UPAHA Enukpusa/ETanHa envkpu3a, BKMoYBalla JaHHW OT aHamHe3arta, cratyca u
KoMmucusa ——J»| NpeaxoxaaLlo neveHne

EkcnepTHO cTaHOBMLIE C iCHA MeAMLMHCKAa MOTMBaLUWS (3aAbIMKUTENHO ce
oTbensssa nunca Ha U3KNYBaLLW KpuTepun (nodnucaHo om 8CUYKU Y/1eHo8e Ha
crieyuanusupaHama KOMUcCUsl)

“MpoTokon 3a npeanuceaHe Ha nekapcTaa, 3annawann ot H30K/P30K” —

06p. M3-H3OK (nodnucaH om ecuyku YreHoge Ha crieyuasusupaHama KOMUCUS)

Komucusa no un. 78, 1. 2 ot 3aBepka Ha
330 B LY Ha H30K —> npoTtokona B P30K

MpoTokonu 3a npoAbMkKaBaHe Ha TepanusaTa

“NMpoTokon 3a npegnucBaHe Ha nekapcTea,

CMNMEUMATTUSNPAHA 3annatuaHu ot H3OK/P3OK” — 06p. M3- 3aBepka Ha npoToKkona B
KOMUCUA —> H3OK (nodnucaH om scuyku 4reHose Ha —> P30K

crieyuanusupaHama KOMUCUS)

Il. OBLLU NMONOXXEHUA
1. 3301 nopasa noarorBeHuTe fokymeHTn B P30K, Ha TepuTopusiTa Ha KosiTo e Hanpasuno ns6op Ha OMJ1. [lokymeHTUTE
BKNIOYBaT:

1.1. 3aaBneHue go [Qupektopa Ha P3OK.

1.2. MonbnHeHo M nognucaHo npunoxeHue 1. MNonbnBa ce MO CbOTBETHATa TOYKA M Ce npunara oTpa3eHarta B LMdpPOB

WHAEKC MeMUMHCKa LOKYMEHTaUusi, yooCTOBEpSBaLLA BCEKM €AMH OT KpUTEPUUTE.

1.3. MbnHUAT Habop n3cneaBaHus (HPU3MKanNHW, MHCTPYMEHTANHM U NabopaTopHu), OTpaseH B NpUNoXeHue 2.

1.4.“MNMpoTokon 3a NnpeanuMcBaHe Ha nekapcTBa, 3annawanu ot H3OK/P30OK” — o6p. M3-H3OK, nsganeH ot
cneunanuavpaHa komucus. MNpunara ce opurHan Ha NPoTOKOMa, a NPy KaHauAaTCcTBaHe 3a NpoAbikaBaHe Ha TepanusTa
ce npeacTaBs opurMHan Ha NpeaxoaHus NPOTOKON C OTPa3eHU BCUYKM HA3HaYeHWs No Hero.

1.5 Oeknapauus 3a uHPopMUpaHo cbrinacue no obpasey (npunoxeHue 3)

2. P30OK npuema nokymeHTUTE no T. 1 cnep cnpaBka OTHOCHO 34paBHOOCUTypuTenHusa ctatyc Ha 330]1.

3. MbpBUAT NpoTOKON ce usgasa 3a nepuop Ao 3 meceua /MpuM HOBOAMArHOCTULMPAHO 3abonsiBaHe/, a BCeKU nopeneH -
no 6 meceua.

4. NMopaau ncrtopuyeckn 3anoxeHus 6roaxet, H30K 3annawa cbwmte 06emMu B CbOTBETCTBUE C YTBBLPAEHUTE
MeONLMHCKU KpUTEepUU.

—g MBNCKBAHUA HA H3OK MPN U3JABAHE HA NMPOTOKOIN 3A MPOBEXAAHE NNEYEHME HA PA3CTPOVICTBA HA OBMAHATA HA MEOTA
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OPUNOXEHUE 1A

NUCT 3A ONPERENSAHE HA KPUTEPUUTE NPU 3AMNOYBAHE NNIEYEHUE HA PASCTPOUCTBA HA OBMSAHATA HA
MEOTA (BOJIECT HA WILSON) C D-PENICILLAMINE

Uwe: [ern] [ | [ I [ [ [ [ |

3abenexka: meduyuHckama AokyMeHmauusi, ydocmosepsisauja 8CeKku Om Kpumepuume e focodeHa ¢ yugpa 8 UHOEKC U 3a0bIHKUMeNnHo
npudpyxaea HaCMOSsIU,OMO MPUITIOKEHUE.

A. KPUTEPUMN 3A 3ANOYBAHE HA MbPBU KYPC (SAOBIDKUTENHU CA BCUYKU KPUTEPUN)

MKB E83.0

CurypHa guMarHosa — KrnvHU4Ha CMMnTomMaTtuka, CTOMHOCTM Ha LepynonnasmMmuHa, MpoBoKMpaHa Kynpuypus, €BeHT.
MpbcTeH Ha Kayser-Fleischer, dhaMUnHOCT u/unin reHeTudeH TecT (MyTauusi 8 ATP7B)

2 | HuBo Ha cepymeH uepynonnasMuH —noa 20 mg %'

3 | HuBO Ha NpoBOKMpaHa KyNpUypuUs C NeHMuMnNaMuH — Hag 30 mmol/l B 24 4. ypuHa '

4 | NNabopaTopHu uscnepBanua: MKK c KK, ACAT, AJNAT, I'TT, A®, xemokoarynaunoHHW nokasatenu {
5 | KoHcynTaums cbC cneumanucT racTpoeHTeponor — abooMuHanHa exorpadus 2

6 | KoHcynTaums cbc cneumanucT ocTanmonor — 61OMUKPOCKONCKO n3crieasaHe

7 | KoHcynTaums cbc cneunanmct Hesponor 2

8 | Nvnca Ha usknouBawm kputepun no 1. 6 °

7

Heo6XxoaMMUTe uscneaBaHUsA ca OoTpa3eHn B Tabn 2 Ha npunoxeHue 2 - 3a4bIMKUTENHO Ce NPeACcTaBAT Ha OpuUrMHanHa 6naHka ot

naGopaTtopusi Unu 3aBepeHo M NOANMUCAHO KOMWe, MPU HaNMuMe Ha XOCmuTanu3aums ce npunara envkpusa c Homep U3 ¢ gaBHocTt fo 1 mec. npeam
KaHaMOATCTBAHETO;

2
3

OTroBaps Ha KpuTepuuTe 3a 3anoyBaHe

aMGyﬂaTOpHVI JNINCTOBE OT nperneav npu cneynanucT
yAoCTOoBepsiBa ce C noanMcuTe Ha YrieHoBeTe Ha KOMUCUATA B NpUNoXxeHue 1 Ha HacTofILUNTE U3UCKBaHUA

B. USKNIOYBALLUN KPUTEPUU (NMPU 3ANOYBAHE HA JIEYEHUETO)

1. CBpbX4yBCTBUTEMHOCT KbM aKTUBHOTO MITM HAKOE OT NMOMOLLHUTE BeLlecTBa
2. bpemMeHHOCT 1 KbpMeHe

Ha ne4yeHneTo C

”m —g MBNCKBAHUA HA H3OK MPN U3JABAHE HA NMPOTOKOIN 3A MPOBEXAAHE NNEYEHME HA PA3CTPOVICTBA HA OBMAHATA HA MEOTA
':T(‘\ (BONECT HA WILSON) C D-PENICILLAMINE
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OPUNOXEHUE 16

NUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU NPOOBLINKABAHE NNEYEHUETO HA PASCTPOUCTBA HA
OBMAHATA HA MEATA (BONECT HA WILSON) C D-PENICILLAMINE

Mwe: jern] [ | [ T [ [ [ | |

3abenexka: meduyuHckama OoKymeHmauyusi, ydocmosepsisauia 8CEKU Om Kpumepuume e focoyeHa € yugpa 8 UHOEeKC U 3a0bIDKUMESTHO
npudpyaea HacCMosIW,0MO MPUJIoKEHUE.

B. KPUTEPUM 3A NPOOABINKABAHE HA NEYEHUETO (SAOBINKUTENHN CA BCUYKKU KPUTEPUN)

MKB E83.0

1 | NopabpxaHe Ha HOPManHU CTOWHOCTK Ha KynpuypuaTta

Na6opatophu nacneasanms: MKK ¢ OKK; ACAT, ANAT, I'TT, A®, 6unmpy6uH, KpeatnHuH '

KoHcynTauus cbC cneumanucT geTCKu racTpoeHTEePOosIor UM racTpoeHTeponor — abaoMuHanHa exorpacus 2

2
3
4 | KoHcynTaums cbC cneuuanucT HeBpornor 2
5

Jlunca Ha uskniouBawm Kputepum no 1. I3

1 eTanHa enukKpusa c oTpa3eHa CTeneH Ha NoBNuaBaHe Ha nokasaTenuTe cref 3anovYsaHe Ha Nie4YeHneTo, HeobxoauMuTe uscneaBaHns ca

OTpaseHn B Tabn. 2 Ha npunoXxeHue 2 - 3agbIMKUTENHO ce NPeAcTaBsAT Ha OpuUrMHarnHa 6naHka ot na6opaTopV|ﬂ nnu 3aBepeHo n nognmcaHo Kkonue
2 aM6ynaTopHV| nincroBe OT nperneauv npu cneunanucTt

3 yAoCTOBepsiBa ce C noAnMcuTe Ha YrieHoBeTe Ha KOMUCUATA B NpunoxeHue 1 Ha HacTosILNTE U3MCKBaHUA

r. U3KINMIOYBALLU KPUTEPUU (MPU NPOOABIIKABAHE HA JIEYEHUETO)

1.  CBpbX4yBCTBUTEMHOCT KbM aKTUBHOTO WM HSIKOE OT MOMOLLHUTE BELUECTBA /aneprnyHa peakumsi oT KbCeH
™n

3agbpxaHe Ha NpoTeMHypusTa B Xoaa Ha NeYyeHneTo

TokcuyeH xenaTut

Mepcuctmpalla arpaHynoumTosa u TpomMooLuToNneHUst

MuacTteHnyeH cMHapoM

BpemeHHOCT 1 KbpMeHe — Npe3 MbpPBOTO TPMMECeYne 1 No BpeMe Ha KbpMeHe 6e3 neHnumnaMmmH, 4o Kpasi Ha
OpeMeHHOCTTa fneYeHne ¢ UMHK

7. BknioyBaHe Ha GOMHMSA B KNMHWYHO Mpoy4BaHe™

o0k wN

KomMmucusita, KoaTo e HasHauuna neyeHneto n Habnwaasa 330J1, e AnbxHa He3abaBHO Aa yBeaomu Komucusara 3a
ekcriepTusu no un. 78 1. 2 B LIY Ha H3OK. Te3u 6onHu ce 3anucBaT B OTAENEH PErMCTbP MU He TyGAT NpaBOTO CU 3a
npoabiikaBaHe Ha fieYeHUeTo cnea NpPUKIYBaHe Ha KNMMHUYHOTO NpoyYBaHe.

OT1roBaps Ha KpuTepuuTe 3a
npoablikaBaHe Ha NevyeHMeTo ¢

V3VCKBAHWSA HA H30K MPW N3OABAHE HA MPOTOKOJIM 3A MPOBEXOAHE NEYEHWE HA PA3CTPOVCTBA HA OBMSAHATA HA MEOTA
(BONECT HA WILSON) C D-PENICILLAMINE




OPUNOXEHUE 2
I. NEYEBHO-AUWATHOCTUYEH AJITTOPUTDBM

1. NEKAPCTBEHWU NPOQOYKTW, BkntoyeHn B [unoxeHne 1 Ha MJIC, kouto H3OK 3annawja cboTBETCTBUE C
AeNCTBaLUMTE HOPMATUBHU JOKYMEHTW.

INN OO3A

* 20 mg/kg Terno/24 h pasgeneHa Ha 2 npvema npwv geua, He no—manko ot 500 mg/ 24 h

D-PENICILLAMINE ® 250 - 500 mg HavanHa gHeBHO Ao3a

* 1000 -2 000 mg makcumarHa osa, pasgeneHa Ha 4 npuema

* 750 -1 000 mg nogabpxallia gos3a, pasgeneHa Ha 2 npuema

2. NMPOCINEOABAHE:

lMepuop Ha nevyeHue
[ 1m. | 2m. [ 3m [ 4m | 5m JoM*

U3cnepBaHun
XEMATONOI’M4Hu
XEeMOornobuH

XEeMaToKpUT

epuTpoumnTH

NEeBKOLNTH

TpoMGoLUNTH

JOKK

XEMOKOAIYNALUUA

INR — no npeLeHka
[MpoTpombuHOBO Bpeme
BUOXUMUYHU

ASAT

ALAT

T

Ad

anbymuH

KpeaTuHUH

OUNMpYOGUH — 06LL N MHOMPEKTEH
NpoTENHYPUSI

CepyMyH LepynonnasMmuH
U3xoagHa Kynpuypums
MpoBokupaHa Kynpuypus
CEPOJIOr'M4YHU

HBsAg

Anti HCV
WHCTPYMEHTAJTHU
abgomuHanHa exorpadms
[onnep exorpadus

MPT — no npeugeHka
YepHopgpobHa buoncusa — no npeueHka
Bromukpockonus

OPYITU

[eHeTnyeH aHanua ATP7B

=
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* npocrnegsiBaHe npu npoabinKaBaHe Ha nevYeHueTo

Il. OB UBNCKBAHUA

1. Bb3pacToBaTa rpaHuua ce U3yncnsisa B HaBbPLUEHW FOAMHU - T.€. BKIYUTENHO KbM AaTaTa Ha u3aBaHe Ha NpoTokona oT
cneuvanusmpaHata KOMUCUSI.

2. Mpu Ha3Ha4yaBaHe Ha Tepanus No NPOTOKON 3a4bIKUTENHO ce cbobpa3siBaT Bb3pacTOBUTE OrpaHUYEHNst CbIMaCcHO KpaTkaTa
XapaKkTepucTuka Ha CbOTBETHUS NEeKapCcTBEH NPOAYKT, yTBbpAeHa no peaa Ha 3J1MXM.

3. H3OK He 3annaiya neyeHune ¢ 403n Ha4 MakCMarnHo paspeLleHnTe no KpaTka XapakTepucTuka Ha npoaykra.

4. H30K He 3annalia neyeHve U3BbH yka3aHaTa Bb3pacToBa rpaHuLa B KpaTkaTa XxapakTepucTuka Ha NpoaykTa.

5. KOMUCUATA, nspana npotokona Ha 330J1, cbxpaHsiBa BTOPU €K3eMMJIsp Ha NPOTOKOSIa U BCUYKN Heobxoaumu
AOKYMEHTU 3a u3sgaBaHeTo My.

Hacmoswume usuckeaHusi ca paspabomeHu Ha ocHogaHue 4. 54 u 4n. 55, m. 2 om HPL 3a meduyuHckume deliHocmu 2011
200uHa (06H. 8 [B 6p. 3/11.01.2011 2.). u enusam & cuna om 1 mapm 2011 2., cenacHo 4n. 10 Ha Hapedba Ne 10 om 24
mapm 2009 e. 3a ycrnosusima u pela 3a 3annawjaHe Ha siekapcmeeHu npodykmu no 4i. 262, an. 4, m. 1 om 3BakoHa 3a
nekapcmeeHume npodykmu 8 XxymaHHama meduyuHa, Ha MeOUUUHCKU u3denusi u Ha QuemuyHU XpaHu 3a crieyuanHu MeoOuyuHCKU
uenu (06H. [IB, 6p. 24 om 2009 e.).

”m —g MBNCKBAHUA HA H3OK MPN U3JABAHE HA NMPOTOKOIN 3A MPOBEXAAHE NNEYEHME HA PA3CTPOVICTBA HA OBMAHATA HA MEOTA
L 7¢; (BONECT HA WILSON) C D-PENICILLAMINE



NPUNOXEHUE 3

OEKNAPALUA 3A UHOPOPMUPAHO CBIMACUE C UBUCKBAHUATA 3A 3ANOYBAHE/
NPOABINKABAHE HA NEYEHUETO C NEKAPCTBEHUA NMPOAYKT

cnea Kato ce 3ano3Hax C  udanata MU npegoctaBeHa VIH(bOpMaLI,Wr'l M uenta Ha nedYeHneTo C JieKapCTBeHUA
(RTOTOTIATIIRE - U UUR U UOTRRRPURRRRRY W cref KaTo nomny4ymx msdyepnaternHu OTroBOpU Ha
nocTtaBeHUTEe OT MEeH BBbIMPOCU, AeKnapnpam 4e:
1. Lle cnaseam npenopbyaHata MU cxema Ha fiedeHne 1 NEPUOLMYHOCT Ha KOHTPOSHWUTE Nperneau.
2. PepoBHO Le ce siBSIBaM Ha KOHTPOJSIHW Nperfean U HaMa a NpoOMeHsIM CaMOBOJIHO MUK Nog APYro BHyLUEHWe
HasHayeHaTa My Tepanusi.
3. Tpu npeycTaHoOBsIBAaHE Ha FEYEHUETO MO MPUYMHKU, HEnpousTMyalm OT pelleHneTo Ha Komwucusita 3a
ekcneptnsn B P3OK u/unu Komncnara no yun. 78, 1.2 ot 330, we yBegoms He3abaBHO NUYHUS CU fiekap U
P30OK 1 we BbpHa B P3OK nocnegHunsi NpoTokor, No KOMTO CbM NofnyyaBan/a nekapCTBEHNS MPOAYKT.
4. Tlpyn HecnasBaHe Ha MOCOYEHWUTE YCIOBUSI NEYEHMETO MM C YNOMEeHaTuUsi feKkapCTBeH MpPOAyKT e O6bae
NpekpaTeHo 1 HaMa ga umam npeteHuumn kbm H30K.

5. TputexaBaM/ He npuTexasam aktyanHo TEJIK pelueHve BbB Bpb3ka CbC 3a60nsBaHETO.

“H —g MBNCKBAHUA HA H3OK MPN U3JABAHE HA NMPOTOKOIN 3A MPOBEXAAHE NNEYEHME HA PA3CTPOVICTBA HA OBMAHATA HA MEOTA
':f(‘ (BONECT HA WILSON) C D-PENICILLAMINE
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