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M3NCKBAHUA HA H3OK NPU U3OABAHE HA NPOTOKONU 3A NMPOBEXOAHE NEYEHUE HA

PA3CTPOUCTBA HA OBMAHATA HA ME[ATA (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 Meopru CtpaHckn” — rp. MneseH, KnuHuka no Heeponorua MBAJT ,AnekcaHgpoBcka” — rp. Codus.

I. PE[l 3A 3ABEPABAHE HA NMPOTOKOJIUTE

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

CNMEUMANU3UPAHA
KOMUCHUA

= [MonbrHeHo 1 nognucaHo npunoxeHune 1A/1B — nucT 3a onpegensiHe Ha
KpuUTepumnte ¢ BCMYKN HEODX0auMN n3cneaBaHus.

* Enukpusa/EtanHa ennkpu3a, BKNioYBalla AaHHM OT aHaMHesaTa, ctatyca v
npeaxoxaallo nevyeHve

= EkcnepTHO cTaHOBMLIE C iCHAa MeAWLMHCKa MOTUBaLUS (3a4bIMKUTENHO ce
oTbensssa nunca Ha U3KNYBaLLW KpuTepun (nodnucaHo om 8CUYKU Y/1eHo8e Ha
crieyuanusupaHama KOMUcCUsl)

= “lNpoTokon 3a nNpegnuceaHe Ha nekapcTtea, 3annawaxdn ot H3OK/P30K” —
06p. M3-H3OK (nodnucaH om ecuyku YreHoge Ha crieyuasusupaHama KOMUCUS)

330 B LY Ha H30K

Komucusa no un. 78, 1. 2 ot 3aBepka Ha

—» npotokona B P30K

MpoTokonu 3a npoAbMkKaBaHe Ha TepanusaTa

CMEUMNANNU3NPAHA

Il. OBLLUU NMOJIOXKEHUA

1. 3301 nopasa noarorBeHuTe fokymeHTn B P30K, Ha TepuTopusiTa Ha KosiTo e HanpaBuno ns6op Ha OMJ1. [lokymeHTUTE

BKnKO4BaT:

KomMucus —P»

“NMpoTokon 3a npegnucBaHe Ha nekapcTea,

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

crieyuanusupaHama KOMUCUS)

1.1. 3aaBneHue go [Qupektopa Ha P30OK.

1.2. MonbnHeHo M nognucaHo npwunoxeHue 1. MNonbnBa ce MO CbOTBETHATa TOYKA M Ce npunara oTpa3eHaTta B LMdpPOB

WHAEKC MeMUMHCKa LOKYMEHTauusi, yooCTOBEpSIBaLLA BCEKM €AMH OT KpUTEPUUTE.
1.3. MbnHUAT Habop n3cneaBaHus (HPU3MKanNHW, MHCTPYMEHTANHW U NabopaTopHu), OTpaseH B NpUNoXeHue 2.
1.4.“MNMpoTokon 3a NnpeanuMcBaHe Ha nekapcTBa, 3annawaHu ot H3OK/P30OK” — o6p. M3-H3OK, nsganeH ot

cneunanuaunpaHa komucus. lNMpunara ce konve Ha NPOTOKOMa, a NpU KaHAWOATCTBaHe 3a NPOoAbikKaBaHe Ha TepanuaTta

ce npencrtaBa opuUrHan Ha npeaxoaHua NpoTOoKOoS1 € OTpa3eHU BCUYKM Ha3Ha4YeHua no Hero.
1.5 feknapauunsa 3a mHcpopmMmmupaHo cbrnacue no obpasew (npunoxeHue 3).

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

3. MbpBUAT NpoTOoKON ce uspaBa 3a nepuoa Ao 3 meceua /an HoBOoAMarHoCcTuumpaHo 3abonsBaHe/, a BCekn nopeneH -

no 6 meceua.

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

MeaONULUMNHCKN KpUuTepun.
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OPUNOXEHUE 1A

NUCT 3A ONPEQENSAHE HA KPUTEPUUTE NPU 3ANOYBAHE NIEYEHUE HA PASCTPOUCTBA HA OBMSAHATA HA
MEATA (BOJIECT HA WILSON) C D-PENICILLAMINE

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

3abenexka: meduyuHckama O00OKyMeHmauusi, ydocmosepsigauja 8Ceku om Kpumepuume e rocoyeHa C¢ yugpa 8 UHOEKC U 3a0bJ/DKUMEsSTHO
npudpyaea HacCmMosIW,0MOo MPUJIoKEHUE.

A. KPUTEPUU 3A 3AINMOYBAHE HA NMbPBU KYPC (SAOBIDKUTEITHUA CA BCUYKU KPUTEPUWN)

MKB E83.0

CurypHa gnarHo3sa (KOMnneKkcHa) — KNMHWYHa cuMnTomMaTuka, CTOMHOCTM Ha Liepynonna3MmHa, NpoBOKMpaHa
Kynpuypus, eBeHT. MpbcTeH Ha Kayser-Fleischer, daMunHoOCT n/munun reHeTuyeH TecT (MyTauus B ATP7B) '

2 | HuBo Ha cepymeH LepynonnasMuH — nog 20 mg % ’

3 | HuBo Ha NpoBOKMpaHa Kynpuypwsi ¢ NeHMuMnamMuH — Hag 30 mmol/l B 24 u. ypuna ' ¥

4 | HuBo Ha 6a3anHa Kynpuypus — Hag 1,6 mmol/l B 24 u. ypuHa ~

5 | Na6opaTtopHu uscnepBanus: MKK c OKK, ACAT, AJAT, I'TT, A®, xemokoarynaunoHHU nokasartenu d

6 | KoHcynTauus cbC cneuuanucT AeTCKU racTPOEHTEpPONor UMM racTpoeHTeponor — abaoMuHanHa exorpadus 2

KoHcynTauus cbc cneumanucT odTanMonor — G1OMUKPOCKONCKO uacrieaBaHe 2

Nunca Ha nsknovsawm kputepum no 1. 6

7
8 | KoHcynTauus cbc cneumanucT HeBponor 2
9
1

Heo6GXxoauMMUTe M3cneaBaHUs ca OTPa3eHU B Tabn 2 Ha NPUNoXeHUe 2 - 3a4bIMKUTENHO Ce NPEACTaBAT Ha opurMHanHa bnaHka ot
nabopartopusi Unv 3aBepeHo ¥ NoaNMcaHo Konve, Npy Hanuyve Ha XocnuTanusaumsi ce npunara envkpusa ¢ Homep M3 ¢ gaBHocT go 1 Mec. npeau
KaHOMOaTCTBaHETO;

2 amGynaTopHU NUCTOBE OT Nperneay Np1 cneLmanmeT

3 yaocToBepsiBa ce ¢ NOANMUCUTE HA YNEHOBETE Ha KOMUCUSITA B NPUOXeHNe 1 Ha HACTOSILLUTE U3UCKBaHMUS
* 3a geua

** 3a Bb3pacTHU

B. USKNIOYBALLUN KPUTEPUU (NMPU 3ANOYBAHE HA JIEYEHUETO)

1. CBpPBbX4YBCTBUTENHOCT KbM aKTMBHOTO MIN HAKOE OT NMOMOLLHUTE BellecTBa
2. BpeMmeHHOCT 1 KbpMeHe — Mo NpeLeHKa Ha NeKyBalus ekvn

OTroBaps Ha KpUTepuuTe 3a 3anoYBaHe Ha

....................................... B AHEeBHa Ao3a
rie4yeHmneTo ¢
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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 HaCMosIW,0MO MPUJIoKEHUE.

B. KPUTEPUM 3A NPOOABINKABAHE HA NEYEHUETO (SAOBIKUTENHN CA BCUYKU KPUTEPUN)

MKB E83.0

1 MoaabpxaHe Ha edheKTMBHM CTORHOCTM Ha Kynpuypuata '

Na6opatophu uscneasanus: MKK ¢ [KK; ACAT, ANAT, I'TT, AD, 6unupy6uH, KpeaTuHuH '

KoHCynTauus cbC cneumanmcT AeTCKM racTpOeHTePOorIor UNKM racTpoeHTepoor — abaoMuHanHa exorpadus 2

KoHcynTauus cbc cneumanuct Hespornor >

a|bh|W]|DN

Nunca Ha nsknouBawm Kputepum no T. I *

eTanHa enuUKpusa C oTpa3eHa CTeneH Ha NnoBlndaBaHe Ha NokasaTtenuTe crnej 3anoyBaHe Ha NnevyeHuneTo, HeobxooumnTe nscnenBaHus ca
OoTpaseHn B Tabn. 2 Ha npunoxexHune 2 - 3a4bIDKUTENHO ce npencTaBAT Ha opuUrMHanHa 6naHka ot naGopaTopvm nnn 3aBepeHo 1 noanncaHo Konue
2 aMsyﬂaTOPHM nucToBe OT nperneauv npu cneuynanucTt

yAoCcToBepsiBa ce C nognucuTe Ha YneHoBeTe Ha KOMUCUsTa B NpurnoxeHue 1 Ha HacTosILUTE U3UCKBaAHUA

r. U3KNIOYBALLU KPUTEPUU (MPU NMPOOBINKABAHE HA NEYEHUETO) - OTHOCUTEJTHU

1. CBpPbXYyBCTBUTEIIHOCT KbM aKTMBHOTO UMW HSIKOE OT MOMOLLHUTE BELLECTBa /anepruyHa peakumusi oT KbCeH
™n

3agbpkaHe Ha 3HauYMTesHa NPOTEMHYPUSITa B XO4a Ha JIeYEHNETo

TeXbK TOKCUYEH XenaTuT

MepcucTupalla arpaHynoumTosa 1 TpoMBoLMTONEHNS — MeQWKAMEHTO3HO NpeAn3BUKaHa U ¢ peayumpaHe
M3pa3eH MUacTEHNYEH CUHAPOM

BpeMeHHOCT 1 KbpMEHe — Npe3 MbPBOTO TPUMECEYME U N0 BPEME Ha KbpMeHe Ge3 NneHuuunamuH, Ao kpas Ha
GpeEMEHHOCTTa NeYeHne C LMHK

7. BkniouBaHe Ha 6OMHKUSA B KMUHWUYHO NpoyyBaHe™

o0k ®N

KomucusTa, kosiTo e HasHauyuMna nedyeHmeto u Habnwaaea 330J1, e AnbxHa He3abaBHO Aa yBegomu Komucusita 3a
ekcneptusu no un. 78 1. 2 B LIY Ha H3OK. Te3u 6onHu ce 3anucBaT B OTAENIEH PErMcTbp U He ryGAT NpaBOTO CU 3a
npoAabJKaBaHe Ha Nie4eHUeTo cried NPUKNoYBaHe Ha KITMHMYHOTO Npoy4YBaHe.

OTFOBapﬂ Ha KputepuuTe 3a npoabliKaBaHe

.................................... B AHEBHa Ao3a
Ha neyeHneTo C
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I. NEYEBHO-AUWATHOCTUYEH AJITTOPUTDBM

1.

NEKAPCTBEHU NPOOYKTH,

BkntoyeHn B [MunoxexHne 1 Ha [JIC,

[encTBalnTe HOpMaTUBHU AOKYMEHTH.

OPUNOXEHUE 2

konto H3OK 3annawa cboTBEeTCTBME C

INN

OO3A

D-PENICILLAMINE

* 250 - 500 mg HavanHa gHeBHa Oo3a

* 1000 -2 000 mg makcMmarHa [o3a, pasgeneHa Ha 4 npuema
* 750 -1 000 mg nogabpxala gosa, pasgeneHa Ha 2 npuema

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

2,

NMPOCNEANABAHE:

Mepuopn Ha neyeHue

N3cnepBaHun
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XEMATOJIO'NYHU

XemMornobuH

XEMaTOoKpUT

EepUTPOLINTH

JIeBKOLUUTU

TpomMGOoLUNTH

LIKK

ANERYRYRYRYAN

YRR

ANEYANENANEN

XEMOKOAI'YNAUUA

INR — no npeueHka

MpoTpoMBUHOBO BpeMe

N

AN

<\

BUOXUMUYHUN

ASAT

ALAT

T

Ao

anbymunH

KpeaTWHWH

OuUNNpy6buH — obLLY, 1 MHONPEKTEH

npoTenHypus

SEANARNAR

SEARRRRR

CepyMyH Liepynonna3muH

BasanHa kynpuypus

SENARARRRER

MpoBokupaHa Kynpuypus

<\

CEPOJIOIT'M4YHU

HBsAg

Anti HCV

AN

WHCTPYMEHTAJIIHU

abgomuHanHa exorpadms

[onnep exorpagus

MPT — no npeueHka

YepHoapobHa 6uoncusa — no npeLeHka

Bromukpockonus

OPYI'n

[eHeTnyeH aHanu3 ATP7B

* npocneasBaHe Npy NPoAbLIXaBaHe Ha NleYeHNeTo

Il. OB N3UCKBAHUA

1. Bwb3pactoBarta rpaHuLa ce N341CrsiBa B HaBbPLUEHW FOAMHY - T.€. BKITHOYMTENHO KbM AaTaTa Ha n3gaBaHe Ha
npoToKona OT cneumannampaHara KoMUcus.

2. Tlpu HasHavyaBaHe Ha Tepanus No NPOTOKOM 3a4bIMKUTENHO Ce CbobpassABaT Bb3PacTOBUTE OrpaHNYEHNs
CBITACHO KpaTKaTa xapaKkTepucTmka Ha CbOTBETHWUSA NleKapCTBEH NPOAYKT, yTBbpAeHa no peaa Ha 3MXM.

3. H3OK He 3annaiia neveHne ¢ 403N HAA MaKCHMarHO paspeLLleHUTe Mo KpaTka XapakTepucTika Ha NpoAyKTa.

4. HB3OK He 3annaiya neveHve M3BbH yKasaHaTa Bb3pacToBa rpaHuLa B KpaTkaTa XxapakrepucTvka Ha MpoayKTa.

5. KOMUCUATA, nsnana npotokona Ha 330J1, cbxpaHsiBa BTOPU €K3eMNNAp Ha NPOTOKOMAa U BCUYKN
Heo6XxoAMMU JOKYMEHTM 3a U3gaBaHeTo My.

Hacmoswume usuckeaHus ca paspabomeHu Ha ocHogaHue 4. 54 u 4n. 55, m. 2 om HP[ 3a meduyuHckume deliHocmu 2011
eo0uHa (06bH. 8 [B 6p. 3/11.01.2011 2.). u enusam e cuna om 1 anpun 2011 2., cbenacHo 4n. 10 Ha Hapedba Ne 10 om 24

mapm 2009 e. 3a ycnosusima u pela 3a 3annawaHe Ha JiekapcmeeHu rnpodykmu no 4n. 262, an. 4, m. 1 om 3akoHa 3a
JiekapcmeeHume npodykmu 8 XyMaHHama mMeduyuHa, Ha MeOUUUHCKU u3denusi U Ha OuemuyYHU XpaHu 3a crieyuanHu MeoOuyUuHCKU
uenu (o6H. B, 6p. 24 om 2009 e.).

”N g VIBUCKBAHUS HA H3OK MPU U3OABAHE HA MPOTOKOJIM 3A MPOBEXAAHE NEYEHWE HA PASCTPOMCTBA HA OBMAHATA HA ME[TA
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NPUNOXEHUE 3

OEKNAPALIUA 3A UHOOPMUPAHO CBIMMACUE C UBUCKBAHUATA 3A 3ANMOYBAHE/ MPOOBLIMKABAHE HA
JIEYEHUETO C JIEKAPCTBEHUA NMPOAYKT

cneg Kato ce 3ano3Hax C  udanata MU npeaoctaBeHa I/IH(*)OpMaLLVIFl n uenta Ha JedyeHMeTo C JieKkapCcTBeHUda
MPOOYKT R R LR L. . e ea e e e s N cnen kKato nonyyvyux msdvepnatesiHn OTroBopu Ha
noctaBeHUTe OT MEeH BbIMPOCKU, AeKnapnupam 4e:
1. Lle cnaseBam npenopbyaHaTa My cxema Ha fiedeHne U NepMoaNYHOCT Ha KOHTPOSIHMTE Nperneau.
2. PepoBHO Le ce SBIBaM Ha KOHTPOSHW Nperneam u HaMa ga NPOMeHsIM CaMOBOSTHO WKW NoA OPYro BHYLLEHWE
HasHayeHaTa Mu Tepanusi.
3. [llpy npeycTaHOBsIBaHE Ha Jie4YEHMETO MO MNPUYMHW, HemnpomsTuyawm OT pelweHneTto Ha KomucudAta 3a
ekcneptnsm B P30OK u/vnn Komucuata no un. 78, 1.2 ot 330, we yBegoms He3abaBHO NUYHUSA €U nekap U
P30K u we BbpHa B P3OK nocnegHms npoTokon, MO KOMTO CbM nofyvaBar/a nekapCcTBeHMs NPoayKT.
4. [pn HecnasBaHe Ha MOCOYEHWTE YCIOBUS JIEYEHMETO MW C YNOMEHaTWUsi nekapCcTBeH MpoAykT e Obae
npekpaTeHo U HAMa Aa umam npeTteHumm kbM H3O0K.

5. [putexxaBam/ He nputexasam akTyanHo TEJIK pelueHve BbB Bpb3ka CbC 3abonsBaHeTo.

IIH g WBVCKBAHWA HA H30OK MPU U3OABAHE HA MPOTOKONN 3A MPOBEXAAHE NEYEHVE HA PA3CTPOMCTBA HA OBMAHATA HA MEATA
/,l:f«
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	Ниво на провокирана куприурия с пенициламин – над 30 mmol/l в 24 ч. урина 1 *
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