Bp3 ocHoBa Ha unen 27 cras (1) ox 3akoHOT 3a 31paBcTBeHaTa 3amtuTa (,,CiyxoeH
BecHHK Ha Penybnuka Makenonuja‘“ 6poj 43/12, 145/12 u 87/13), MUHHCTEPOT 3a 3IpaBCTBO
JI0HECe

YOATCTBO

3A ITIPAKTUKYBAIBE HA MEJIMIITUHA 3ACHOBAHA HA IOKA3H ITPHU
ITPUMAPHATA BUJIMJAPHA ITUPO3A

Yien 1

Co oBa ymarcTBO ce MpONMHUIIYBAa HPUOAOT KOH JHMjarHo3ara M TepandjaTa Ha
npuMapHaTa OuiiMjapHa 1upo3a.

Yiien 2

HauunoTr Ha nujarHos3a W TepamMja Ha NMpUMapHaTa OWiIMjapHa IHMpO3a € JaJeH BO
HIPUJIOT, KOj € COCTAaBEH JIeJI Ha OBA yIaTCTBO.

Yiaen 3

3npaBcTBEHUTE PAaOOTHUIM M 3PABCTBEHUTE COPAOOTHHIM ja BpIIAT 3/paBCTBEHATA
JIEJHOCT Ha JIMJarHOCTHIIMpame W Tepandja Ha TMpuUMapHaTa OwWiIMjapHa IMpo3a BO
racTPOCHTEPOXENaToIOrHjaTa Mo MPaBUIIO COTTIACHO OBA YIATCTBO.

[To uckiaydok on craB 1 Ha OBOj WieH, BO MOEIWHEYHM CIIydyaud IO OILIEHKA Ha
JOKTOPOT MOXE J1a c€ OTCTAalM O] OJPEAOUTE Ha OBa YIMATCTBO, CO COOJBETHO MHCMEHO
oOpa3ioxeHue 3a MPUUUHUTE U MoTpedara 3a OTCTaIllyBamke U CO MPOIEHKA 32 HATAMOIIHUOT
TEK Ha TpUMapHara OWiMjapHa UPO3a, IPH IITO O] CTpaHa Ha JOKTOPOT TOA COOJIBETHO Ce
JOKYMEHTHpPa BO MUCMeHa (popmMa BO MEAUIIMHCKOTO JIOCHE Ha MAI[UEHTOT.

Yien 4

OBa ynaTcTBO BJIETYBa BO CHJIAa HApEIHUOT JEH OJ JIEHOT Ha 00jaByBameTO BO
,,Cly>)xkOeH BecHUK Ha PemmyOinka Makenonuja®.
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OCHOBHH IpaBUJIa
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JlabopaTopucky Haoau

Jlujaranosa
Tepanwmja

IIporHosa
TloBp3anu U3BOpHU

OCHOBHMU ITPABUJIA

XPpOHUYHO XOJECTATCKO 3a00iyBamke OJf HETMO3HATa CTHOJIOTHja KO€ C€ KapaKTepusupa co
BOCHAJICHUE IITO TH OIITETYBA MATUTE KOIYHH KaHAJIH.

Bo MoOMEHTOT Ha jaujarHo3a, MAIMEHTUTE Y€CTO UMaaT caMo MajKy CHMITOMH. McrmuTyBamara
3aloYHyBaaT MOpajy 3roJIeMEHH KOHIICHTPAIlMU Ha ankaiHaTta gocdaraza (AD).

T'onemo nokadyBame Ha KOHILIEHTPAllMjaTa Ha OMIMpYOUHOT € 3HAK 32 aKTHBHA 0O0JIECT.

ENMUIEMHAUOJIOT'UJA

Wununennara e 0.2-5.8 nosu ciyuan/100 000 sxurenu, a npesajiennara 10-50/100 000 sxureny.
90% on marmeHTuTe ce )KeHHU.
Bospacr Ha mounyBame Ha 6onecta e (20-) 40-60(-70) roaunu.

CUMIITOMMU U 3HAII1M

TuUNUYeH MalueHT € CpeJOBEYHA JKeHa 0e3 MM CO MHOTY MAaJIKy CHMIITOMH.
CrrygajHo ce oTKpuBa abHOpMaltHa KoHIleHTparja Ha AD.
MoyKHHUTE CHMIITOMH BKITy4yBaar jaaex, MOXKOJITyBamkbe U XeIaTOMETalHja.

0 ['enepamu3mpaH jamex, Ha TOYETOK CaMO HOKE, OOMYIHO € TIPUCYTEH CHMITTOM. JajeXoT MOXKe
Jla ce TOojaBM 3a BpeMe Ha ynoTpeda Ha eCTPOreHW WJIM JICKOBH IITO TPEAU3BUKYBaaT
X0JIeCTa3a, a MOHEKOTalll € aCOLUPaH CO OPEeMEHOCT.

0 Xontumara e npucyreH cumntoM kaj 10 % o marueHTure.

XermaToMeraiyja ce OTKpHBa Ha MO4eTOKOT BO 50% o1 manueHTure.

Bo oapenen 6poj citydau npBu 3HaIM Ce CIUICHOMETANIMja, KCAHTEIa3MH, WK [IUPO3a Ha LPHUOT
po0.

Hecnenuduunu cumnromu ce 3amMop, 3rJI00HH CHMIITOMHU U CyBa YCTa U OYH.

OcTeomopo3aTa € 4ecta BO HampeHara 00ecT.

JIABOPATOPUCKHU HAOAHN

CepymMckara ankaiHa gocgaraza (AD) e yecto 3HaUajHO MTOKAYCHA.
JlecHO MokavyeHu TpaHCaMUHAa3H.

MUTOXOHJIpHjATHUTE aHTUTENA Ce OTKpUBAar kaj 95% ox manueHTuTe.
[Mokauenu BpemHOCcTH Ha cepymcku IgM kaj 80% o manmeHTHTe
ITokayena SE.



CepyMCKHOT X0JIeCTepOIl M )KOJYHHUTE KUCEIUHU ce TIOKaYeHH BO Telika (hopma Ha Oomecra.
CepyMCKHOT OMIHPYOHH € TIOKadYeH caMO BO HampeaHara 0oJiecT.

JANJATHO3A

Axo ce oTkpue nokaueHa AD Bo cepyMoT (HCTO Taka KOHLIEHTpalyjaTa Ha aMHHOTpaHchepasnuTe
MOKe J1a Ouzie JIECHO MoKaueHa), Tpeda a ce NCKIY4H XO0JIeCTaTcKa 00JIecT.

MuHMMYM [IOTOJIHUTEIHHU HCIUTYyBama ce abJOMUHAJICH YATPa3BYK, CEpPyMCKa rama-TIIyTaMui
TpaHcdepasa, (mokayeHa ako 3rojeMyBameTo Ha AD pesynrupa ox upHoapodHa 6omnecr), IgM Bo
CEepyMOT U AaHTUMHUTOXOHJPH]jaTHN aHTHUTEIIA.

[To3uTHBHYN aHTUMUTOXOHIPHjaTHH aHTUTeNA U TokadyeHa AD Bo cepyMOT cyrepupaar npuMapHa
OwinjapHa I1po3a.

3a 1ga ce MOTBpAM AMjarHO3aTa W CTENEHOT Ha LPHOAPOOHA OIITEeTa, YECTO Ce H3BELyBa
LPHOAPOOHA OHoTICH]a.

TEPAIINJA

Hewma ek k0] cO CHTYpHOCT TO yCIopyBa TE€KOT Ha Oosecta. Yp3oaeokcuxonHa kucenuHa (13-
15mg/nen), ako ce majze BO paH CTaauyM Ha OojecTa, TM IOJOOpyBa J1abOPaTOPHCKHUTE
napaMeTpy M, BEpOjaTHO, TO OJUI0KYBa Pa3B0joT HA MUPO3a M MOoTpedaTa oJ] TpaHCIUTAHTAIM]a Ha
IPHUOT P00, HO HEMa JOBOJHO JO0KA3H 3a HETOBHOT e(eKT BO TOJAropoyHara nporuosa. (HHa-C)
Bbynenosun (6-9mg/neH), KOMOHHHUPAH CO YPCOACOKCHXOIHA KHMCEJIMHA, TIOHEKOrall moMara Bo
npoOjaeMaTHYHN ciiydad (JIOM TEepalruCKH OJTOBOP HAa YPCOMCOKCHXOJHA KHCEIWHA, OWTHH
BOCHAIIUTEITHU IPOMEHH BO XUCTOJIOTHjaTa, HO 0€3 IUPOTUYHA OIITEeTa Ha IPHUOT APOO).
JamexoT MoKe Ja ce JIeKyBa CO aHTUXUCTaAMUHUITY, PUGAMIUIIMH WIH X0JIECTEpaMUH, KOj € UCTO
Taka 0Ji KOPHCT 3a IPUAPYKHATA XUTIEPXOJIECTEPOIICMH]a.
Kanmuym u Butamus J{ Tpeba aa ce 3emaar BO TOBOJIHH KOJUYHHU 32 /1a C€ TIPEBEHUpA OIITEeTa Ha
KOCKHTE.

Ocreonopo3aTta MOXKe Ja ce JeKyBa co ondochoHaTH WIN TPAHCICPMATHHI €CTPOTCHCKH JICTICHKH.
TpaHciutanTaigja Ha LpPH Opo0 HajuecTo ce M3BeayBa Ha Bo3pacT ox 60 mo 65 roawHu, a
WHAWKAIMA C€ OTKaXyBamke Ha LPHHUOT Jpo0, BapWKO3HM KpBaBEHa WM JPYTH CIHYHHU
KOMIUTHKAIIMH, KaKO ¥ HEMOTHOCIIUB CBPal.

TepanujaTta U clieIEHETO Ce U3BEyBaaT Ha CIEIHjaTUCTHIKO HUBO.
UecroraTa Ha KOHTPOJIHUTE MPETIICIN 3aBUCH O] TEXKHHATA Ha IIPHOAPOOHATA OOJIECT.

0 ODOyHKIWOHATHH NMPHOAPOOHU TECTOBH HA cekom 3 1o 12 meceru.

O VYirpa3ByK Ha HPHHUOT Ipo0 cekou 1 70 3 TOAMHH.

IIPOI'HO3A

Texor Ha Oomecrta mOAOOPO c€ TPEABUAYBa, OTKOJKY Kaj IIOBEKETO JApPYyrd IMPO3H.
XurnepommpyOrnHeMHja € JOIT IPOrHOCTUIKY 3HAK.

Bo cumnTomarckaTa ¢aza 04eKyBaHHOT >KHBOTEH BEK 0€3 TpaHCIDIaHTaIlfja Ha IPHUOT Ipod ¢ 5-
10 roguHU.

NNOBP3AHU N3BOPU

KoxpanoBu npernenu
Hpyru pe3umea Ha 10Ka3u
Jpyru uHTEpHET U3BOPU
Jluteparypa



KOXPAHOBM ITPEIVIEAN

e D-penicillamine me ro mamamymBa MopraaureToT Kaj marmenTn co IIBII, a ja 3rojzemysa
(dpekBeHIMjaTa Ha HecakauuTe eexru. (HHa-B)

e MerTOoTpeKcaToT He € 0J] KOPHCT Kaj MallMeHTH CO MpuMapHa OmnnjapHa 1upo3a. (HHa-C)

e  A3aTHONPHHOT He € ehrKaceH Kaj MalMeHTH CO IIPUMapHa OurMjapana nupo3a. (HHI-B)

e [IUKIOCHIOPMHOT HE JelyBa Ha MOPTAIMTETOT, TPAHCIUIAHTAlWjaTa Ha IPHUOT Apo0, WM HA
nporpecujaTa Ha IpuMapHarta OuirjapHa nuposa. (HHA-B)

JAPYI'U PE3UMEA HA JOKA3U

e KpamureroT Ha XHMBOT ce MomoOpyBa IO IPHOApOOHATA TpaHCIUIaHTardja. [IpumoOuBKuTE Ce
HajroeMu BO (pu3MUKaTa cocToj0a Ha marueHToT. (HHI-B)

APYT'N HHTEPHET U3BOPU

e Primary biliary cirrhosis. Orphanet ORPHA 186"
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