Bp3 ocHoBa Ha unen 27 craB (1) on 3akoHOT 3a 31paBcTBeHaTa 3amTuTa (,,CiyxOeH
BecHMK Ha PenyOmmka Makenonuja““ 6poj 43/12, 145/12, 87/13, 164/13, 39/14, 43/14,
132/14, 188/14 u 10/15), MUHHCTEPOT 3a 3[PaBCTBO JJOHECE

YOATCTBO

3A MEJUIIUHCKOTO 3I'PHKYBAIGE ITPU IIPUMAPEH CKJIEPO3AHTEH
XOJIAHI'UTUC

Yien 1

Co oBa ymarcTBO ce€ YTBpAyBa MEAMIMHCKOTO 3TPIXKYBambe IMpU IMPUMapeH
CKJIEPO3aHTEH XOJAHTUTHC.

Yiien 2

HauynHOT Ha MEIMUIMHCKOTO 3TpUKYBambe MIPHU MPUMAPEH CKIEPO3aHTEH XOJaHTUTHUC €
JaJIeH BO MPUJIOT, KOj € COCTaBEH JIe] Ha OBa yIaTCTBO.

Yien 3

31paBcTBEHUTE PAaOOTHUIM M 3PABCTBEHUTE COPAOOTHHIM ja BpIIAT 3/paBCTBEHATA
JEJHOCT Ha MEIUIMHCKOTO 3TPIKYBamke NpPU NPUMAPEH CKIEPO3aHTEH XOJAHTUTHC II0
MIPAaBUJIO COTJIACHO OBA YIATCTBO.

ITo uckmydok ox craB 1 Ha OBOj 4ieH, BO TMOEAWMHEYHH CJIy4dau IO OIlEHKAa Ha
JOKTOPOT MOXE J1a c€ OTCTAalM O] OJPEAOUTE Ha OBa YIMATCTBO, CO COOJBETHO MHCMEHO
o0pasnokeHue 3a TPUUYUHATE U TTOTpedaTa 3a OTCTAyBamke U CO MPOIEHKA 32 HATAMOITHUOT
TEK Ha 3rPUKYBAKHETO, IPH IITO UCTOTO OJ] CTPaHA HA JOKTOPOT COOJIBETHO CE JOKYMEHTHpA
BO ITMCMEHa (popMa BO MEAUITMHCKOTO JIOCHE Ha TAIUEHTOT.

Yiien 4

OBa ymarcTBO BJIETYBa BO CHJIa HApEIHHOT JCH OJl JCHOT Ha 00jaByBameTO BO
,,Cyx0eH BecHUK Ha PeryOnmka Makenonuja®.
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OCHOBHH TIpaBUJjIa
Emmpemuonoruja

Etuonoruja

CuMITTOMH, 3HAIM U J1]arHo3a
Kommmkarium

Tepanwmja
TloBp3anu U3BOpHU

OCHOBHH ITPABUJIA

CKJIEPO3aHTHUOT XOJIAHTUTHC € XPOHWYHA, (uOpo3uMpayka W CTEHO3Mpavka WH(pIamaiuja Ha
YKOJTYHUTE KaHAJM IITO HAmpeayBa 0aBHO U BOJHM JIO XOJIECTATCKa PHOAPOOHA OIITeTa, IIMPO3a,
a Kaj HeKOU TAIMECHTH, JI0 XOJaHTHOKAPIIMHOM.

[IpeBanennaTa Ha CKJIEPO3aHTHHOT XOJAHTUTUC € OCOOEHO BHCOKA BO HOPIUCKUTE 3€MjU H TOj €
HajuecTa MHANKAITHja 32 TPAHCIUIAaHTAaIl]ja Ha IPHUOT APO0.

ENMMIEMHAUOJIOT'UJA

IpeBanenmara e 5- 10/100 000 xurenm.
Boiecta e modecTa kaj MaKuTe BO OJTHOC Ha SKCHHTE.
Ce jaByBa momery 25-45 roauHu, HO c€ CpeKaBa U Kaj Jerara.

ETHOJIOTHJA

70-80% ox mammeHTHTE MMaaT NpuApyxHa uH(pIamaropHa 6omect Ha upesoto (UBLI), ocobeHo

ynuepo3en koiutuc. OOpaTHO, kaj 2-7% o0J DauMeHTUTE CO YILEPO3€H KOJHUTUC Ce

JMjarHOCTHLIMPA CKJIEPO3aHTEH XOJaHT'HUTHUC.

Acouupanoct co XJIA, nopyru KOHKOMUTAaHTHM AaBTOMMYHH O0OJe€CTM U IHMPKYJIUPAuKU

aBTOAHTUTEJIA CyTepupaaT aBTOMMYHA €TUOJIOTH]a.

0 Hema cnemuduunn aproanturena (pANCA, aHTHHYKJICapHH WIH aHTH-TIaTKOMYCKYJIHH
AHTUTENA).

CUMIITOMMU, 3HAIIK U TUJAT'HO3A

Hajronem nen op mammeHTHTE ce acHMOTOMAaTCKM BO MOMEHTOT Ha JAWjarHo3a; aOHOpMaiHH
IpHOIPOOHU TecTOBH (ankaiHa ¢ocdaTaza) ce OTKpUBAAT CIYUajHO.
XONaHTUTHC CO TPECKa, HAMATyBamke Ha TEJECHATA TSKWHA | YKOJITHIA Ce CUMIITOMH Ha JIOIHATA
¢aza.
Hujarnoszata ce 0a3upa Ha aOHOPMAJIHU HAOAM ITPH UCIUTYBamba Ha OHIIMjapHUOT TPAKT.
e 3a ckpuHHHT ce kopuctd MP xonanruorpaduja.
e Ennockorncka perporpanHa xonanruorpaduja (EPLIIT) e "smaren cranmapa’: moTBpaa Ha
JIMjarHo3aTa, UTOJIOMIKY IPUMEPOLU 0] OMIIMjapHOTO CTE0JI0, @ aKO € TOTPEOHO, JUIaTaluja
U CTCHTHPAE HA YKOIYHUTE KAHAH.



e IlpHompoOHa OuoICHja: BO Cily4aj Ha Hecrnelnu(puIHA XHUCTOJOTHja, BO TU(EpPEHIHjaHa
JMjarHo3a Ha OOJIECTH Ha MallUTe JKONYHM KaHATYUbAa WK JIpyrd (opMH Ha XPOHHYCH
XENaTUTHUC, TPajalja Ha BOCIajJeHHeTo u (huopo3ara.

Kaj cute manueHTH € MHAUIUPaHA KOJIOHOCKOTM]ja, 3a ACTECKIIMja HAa HeM OOJIMK Ha KOJIMTHUC.

KOMIUVIMKAIINHN

CTpuKTYypH Ha OWIHjapHHUOT TPAKT.

3rojieMeH PH3UK 3a XOJICIUTHja3a W KaHLEP Ha KOJIYHOTO Kece. JKOMYHO Kece MITO COAPIKHU
KaMYHuba WM NMa aOHOpMaJieH H3TIIe]], TpeOa JTarapoCKOIICKH J1a Ce OTCTPaHH.
XomnaHrnokapIuHoM ce pa3susa Bo 10-15% on mauuenTure.

ITupo3sa ce pa3BuBa BO 3aBpIIHaTa (haza Ha OomecTa.

TEPAIINJA

Hema nmokasu 3a epukacHocT Ha koja Owmio Tepanuja (HHA-D).

BooOuuaeHO ce KOPHCTH YpPCOAE30KCHXOJIHATA KHUCEIMHA BO JHEBHa mo3a ox 15-20mg/kg,
nojiesieHa Bo 2 Jo3u. AKO ce 3allo4yHe HaBpeMe, ypCOJIEe30KCHXONHATa KUCEJIHHA T'0 yCIopyBa
HalpenyBameTo Ha MHGIamMauujaTa ¥ BO OIpedeH 00eM TI'M MompaBa OMOXEMHCKHTE TECTOBH
(nHA-A), HO TOKa3WTe 32 KIMHUYKA OCHEPUT Ce CHPOMAIITHH.

MeTtponuaasonot (600-800mg/ meH) MoXke aa IO YCIOPH HaIlpelyBameTo Ha Oosecra. JIekor ce
KOPHUCTH aKO HEMa OJI'OBOP Ha YPCOJE30KCUXOJIHATA KUCEITUHA.

bunujapuute CTPUKTYpH MOXE Ja Ce AWIATHPAaT W Ja C€ CTEHTUPaaT IO EHJOCKOIICKM mat
(EPLLIT).

TpermaH Ha KOMIUTMKALUH:

©  XOJaHTUTHUTE Ce JEeKyBaaT CO aHTUOMOTHULH (4E€CTO CO (PIyOPOKHUHOJIOHN).

Tepanuja Ha jagekoT, acoIMpaH CO XOJecTa3aTa: AaHTUXUCTAMUHHULM, pUaMIULHH,
XO0JIECTEpaMHH.

Hupo3sa: TpeTMaH Ha MOpTATHATA XUTIEPTEH3Uja U aclUTeC, (BHIU INPO3a).

CKJIIEpO3aHTHUOT XOJAHTHTHUC € HajuecTa WHAMKAIlMja 3a IPHOApPOOHA TpaHCIUIAHTAIMja BO
HOPAMCKHUTE 3eMju. MHaMKalyjaTa BKITy4yBa:

° IlpekaHIiepo3HH HAOAM, KaKO IOKaucHa KOHIIEHTpaluja Ha Tymopckute mapkepu (CA 19-9,
CEA) u coMHUTETHA IUTOJIOTH]a.

Panmnna mnporpecuja Ha CHMOTOMHTE, AaOHOPMAJIHM JIAOOPAaTOPHCKH MapaMeTpH WM
npomeHH, Hajaenn npu EPLI.

PexypeHTHH eOpHITHU XOMAHTUTHCH.

KoMmukaluu Ha [pHOIPOOHATA IIUPO3a.

o

o

CJEJEILE

PenoBHOTO crieaeme ce u3BeLyBa BO CIELHjATU3UPAHN YCTaHOBH.

© JlabopaTopHuCKH TecTOBH cekod 3 1o 6 Mecen (TECTOBH IITO ja oApa3yBaaT LPHOApPOOHATA
(hyHKIHja, TYMOPCKH MapKepH).

Imaging ucriutyBama BO 3aBUCHOCT o1 coctojoara (MPU, EPLII, KT).

KoHTposHa KoJI0HOCKOIHja ToAMIIHO Kaj mamueHTd co MBI (pu3ukoT o npeBHa auciuiasuja
€ MCTO TaKa 3TrOoJIEMEH).

IHOBP3AHHU JOKA3H

HNuTtepHer usBopu
Primary sclerosing cholangitis. Orphanet ORPHAL171 1
Cholangiocarcinoma. Orphanet ORPHA70567 2


http://www.orpha.net/consor/cgi-bin/Disease_Search.php?lng=EN&data_id=783&Disease_Disease_Search_diseaseGroup=Primary-sclerosing-cholangitis&Disease_Disease_Search_diseaseType=Pat&Disease(s)%20concerned=Primary-sclerosing-cholangitis&title=Primary-sclerosin
http://www.orpha.net/consor/cgi-bin/Disease_Search.php?lng=EN&data_id=10951&Disease_Disease_Search_diseaseGroup=Cholangiocarcinoma&Disease_Disease_Search_diseaseType=Pat&Disease(s)%20concerned=Cholangiocarcinoma&title=Cholangiocarcinoma&search=Disease_Searc
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