Bp3 ocHoBa Ha unen 27 ctaB (1) ox 3akoHOT 3a 3apaBcTBeHara 3amrtura (,,Cnyx0eH
BecHHK Ha Pemybnmuka Makenonuja™ opoj 43/12, 145/12, 87/13, 164/13, 39/14 u 43/14),
MUHHCTEPOT 32 3/IpaBCTBO JOHECE

YOATCTBO

3A IIPAKTUKYBAILE HA MEJIULIMHA 3ACHOBAHA HA JTOKA3HU ITPU
ITPUMAPEH CKJIEPO3AHTEH XOJTAHI'NTUC

Yien 1

Co oBa ynarcTBO ce NPONUIIYBAa TPETMAaHOT Ha MPUMAapeH CKIEPO3aHTEH
XOJIAaHTUTHC.

Yiien 2

Ha4ynHOT Ha TpeTMaH Ha MPUMAapEH CKJIEPO3aHTEH XOJIAHTHTHUC € JaJIeH BO MPHUIIOT,
KOj € COCTaBeH JIeJl Ha OBa YIaTCTBO.

Yiien 3

3apaBcTBEHUTE PAOOTHUIIM U 3JPABCTBEHUTE COPAOOTHHUIIM ja BPIIAT 3ApaBCTBEHATa
JICJHOCT Ha MIPUMAPEH CKIEPO3aHTEH XOJIAHTUTHUC, TIO TTPABUJIIO COTJIACHO OBa yIaTCTBO.

[To uckiy4ok ox crtaB | Ha OBOj WIEH, BO MOSAMHEYHH CIIydau MO OI[EHKa Ha JIOKTOPOT,
MOJK€ Jla c€ OTCTaIlU O] OJIpeI0OUTE Ha OBa yIaTCTBO, CO COOJIBETHO MUCMEHO 00pa3iioKeHne
3a NpUYMHUTE M ToTpedara 3a OTCTallyBake M CO MPOLIEHKA 32 HATaMOIIHUOT TEK Ha
TPETMAHOT, IPU IITO OJ CTpaHa Ha JOKTOPOT TOA COOABETHO C€ JOKYMEHTHpa BO MHCMEHa
¢dbopMa BO METUIIMHCKOTO JOCHE Ha MAllUEHTOT.

Yiien 4

OBa ynaTcTBO BJIETYBa BO CHJIa HAPEIHHUOT JI€H O]l ICHOT Ha HETOBOTO JOHECYBAME.
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OCHOBHH ITPABUJIA

CKJIEPO3aHTHUOT XOJIAHTUTHC € XPOHWYHA, (uOpo3uMpayka W CTEHO3Mpavka WH(pIamaiuja Ha
YKOJTYHUTE KaHAJM IITO HAmpeayBa 0aBHO W BOJHM JI0 XOJIECTATCKa PHOAPOOHA OIITEeTa, IIUPO3a,
a Kaj HEKOU TAIMCHTH, JI0 XOJaHTHOKAPIIMHOM.

[IpeBasennaTa Ha CKJIEPO3aHTHUOT XOJAHTUTUC € OCOOEHO BUCOKA BO HOPIUCKUTE 3€MjU H TOj €
HajuecTa MHAWKAITHja 32 TPAaHCIUIAaHTaIld]ja Ha IPHUOT APO0.

ENMMIEMHAUOJIOT'UJA

[IpeBanenmara e 5- 10/100 000 »xutenm.
Boiecta e modecTa kaj MaxuTe BO OJJHOC Ha SKCHHTE.
Ce jaByBa momery 25-45 roauHu, HO ce CpeKaBa U Kaj Jerara.

ETHOJIOTUJA

70-80% ox mammeHTHTE MMaaT NpuApyx)Ha uH(pIamaropHa 6omect Ha upeBoto (UBL]), ocobeHo

ynuepo3en konutuc. OOpaTHO, kaj 2-7% o1 NauMeHTHTE CO YILEPO3€H KOJHTUC Ce

JMjarHOCTHLIMPA CKJIEPO3aHTEH XOJaHT'HUTHUC.

Acouupanoct co XJIA, nopyru KOHKOMUTAaHTHM aBTOMMYHH O0OJe€CTM U IHUPKYJIUPAuKU

aBTOAHTHUTEJIA CyTepupaaT aBTOMMYHA €TUOJIOTH]a.

0 Hema cnemuduunn aproanturena (pANCA, aHTHHYKJICapHH WJIH aHTH-TIATKOMYCKYJHH
AHTUTENA).

CUMIITOMMU, 3HAIIK U TUJAT'HO3A

Hajronem nen ox manmMeHTHTE ce acHMOTOMAaTCKM BO MOMEHTOT Ha JWjarHo3a; aOHOpMaiiHH
IpHOIPOOHU TecTOBH (ankanHa ¢ocdaTaza) ce OTKpUBAAT CIYUajHO.
XOoNaHTUTHC CO TPeCKa, HaMaTyBambe Ha TEJeCHATA TSKWHA M YKOJITUIA CE CUMIITOMHU Ha JIOIHATA
¢aza.
Hujarnoszata ce 0a3upa Ha aOHOPMaJIHU HAOAM ITPH UCIUTYBamba Ha OMIIMjapHUOT TPAKT.
e 3a ckpuHHHT ce kopuctd MP xonanruorpaduja.
e Ennockoricka perporpanna xonanruorpaduja (EPLIT) e "smaren cranmapa’: moTBpaa Ha
JIMjarHo3aTa, UTOJIOMIKY IPUMEPOLU 0] OMIIMjapHOTO CTE0JI0, @ aKO € OTPEOHO, JUIaTaluja
U CTCHTHUPAE HA YKOIYHUTE KAHAH.



e IlpHompobOna OworicHja: BO CiIydaj Ha HecHeIUpUIHA XHCTOJIOTHja, BO mudepeHIrjamHa
JMjarHo3a Ha OOJIECTH Ha MaJIUTE JKONYHU KaHATYUEA WU JIpyrd GOpMU Ha XPOHUYCH
XENaTUTHUC, TPajalja Ha BOCIajJeHHeTo u (huopo3ara.

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

KOMIUVIMKAIINHN

CTpuKTYypH Ha OWJIHMjapHHUOT TPAKT.

3rojieMeH PHU3UK 3a XOJICIUTHja3a W KaHIEP Ha KOJIYHOTO Kece. JKOMYHO Kece MITO COAPIKHU
KaM4Huba UM Ma abHOpMaJsieH U3TIIe, TpeOa JIarapoCKOIICKH J1a Ce OTCTPaHH.
XonaHruokapiuHoM ce pa3BuBa Bo 10-15% on maunenTure.

Huposa ce pazBuBa Bo 3aBpiIHaTa (haza Ha OoecTa.

TEPAIIMJA

Hema nokasu 3a eukacHocT Ha koja Omio Tepanuja (HHa-D).

BooOuvaeHO ce KOPHCTH YpPCOJC30KCHXOJIHATA KHCEIMHA BO JHeBHa mo3a oxa 15-20mg/kg,
nojiesieHa Bo 2 Jo3W. AKO ce 3all04yHe HaBpeMe, ypCOJIe30KCHXOJHATa KHCEJIHHA T'o yCIopyBa
HalpeayBameTo Ha MHQIamManujaTa U BO OJIpeJeH 00eM I'M momnpaBa OMOXEMHCKHUTE TECTOBU
(HHA-A), HO TOKa3WTe 32 KIMHUYKUA OCHEQUT Ce CHPOMAIITHH.

MeTtponuaazonot (600-800mg/ neH) MoXke aa To YCIOPH HaIlpeayBameTo Ha Oosecra. JIekor ce
KOPHCTH aKO HEMa OJI'OBOP Ha YPCOJIE30KCUXOJIHATA KACEIINHA.

bunujapaute CTPUKTYpH MOXE Ja Ce AWIATHpaaT W Ja C€ CTEHTUPAaT 10 EHIOCKOIICKH mat
(EPLII).

TperMan Ha KOMIUTUKALIUH:

°  XOJaHTUTHUTE Ce JEeKyBaaT CO aHTUOMOTHULH (4ECTO CO (PIyOPOKHUHOJIOHN).

Tepammja Ha jamexoT, acoMpaH CO XOJecTa3aTa: AHTUXUCTAMUHHIM, pPU(DAMIHIUH,
XO0JIECTEpPaMHH.

Huposa: TpeTMaH Ha MOpTATHATA XUTIEPTEH3Uja U acluTeC, (BHIH IUPO3a).

CKJIIEpO3aHTHUOT XOJAHTHTHUC € HajyecTa WHAWKAIlMja 3a IPHOApPOOHA TpaHCIUIaHTAIMja BO
HOPAMCKHUTE 3eMju. MHIMKalMjaTa BKITy4yBa:

°  IlpekaHIepo3HH HAOaM, KaKO IOKaucHa KOHIIEHTpaluja Ha Tymopckute mapkepu (CA 19-9,
CEA) u coMHUTETHA TUTOJIOTH]a.

Panuana mporpecuja Ha cHUMOTOMHTE, aOHOPMaTHHM JIAOOPATOPHCKU TapaMeTpH HIIH
rpoMeHu, HajaeHu mpu EPLI.

PexypeHTHH eOPUITHN XONAHTUTHCH.

KomMmukaium Ha [pHOIPOOHATA IIUPO3a.

o

o

CJEJEILE

PenoBHOTO crieaeme ce U3BeLyBa BO CIELHjaTU3UPAHN YCTaHOBH.

© JlabopaTopHucku TecTOBH cexou 3 1o 6 Mecen (TECTOBH IUTO ja oApa3zyBaaT LPHOApPOOHATA
(hyHKIHja, TYMOPCKH MapKepH).

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

KoHTposiHa K0JI0HOCKOIHja ToAMIIHO Kaj mamueHTH co UBL] (pu3ukoT o npeBHa Auciuiasuja
€ MCTO TaKa 3Tr0JIEMEH).

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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