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* LETA Ao cvotaon maboAoyou £yLve

£pY0OTNPLOKOC EAEYXOC

— AST: 120 1U/L (5-37)

— ALT: 142 |U/L (5-40)

— VGT: 342 |U/L (8-49)

— ALP: 254 |U/L (40-129)
— oAWkN XoAepuBpivn: 4.1 mg/dL (<1)

* QueEoN 3.08 (<0.3)
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AocBevnc pe eAkwoNn KoAttida Kot
LktEpO/YOANOOTOION

e urtoBaAAetaL oe MRCP




AocBevnc pe eAkwdn koAittda katL xohootoon

e [Moleg eTuMAEOV EETACELG ELVAL ATIOPALTNTEG;;
— Broyia nratog
— 18G4
— ANA, AMA, SMA

— [M0COTIKOC TPOCOLOPLOUOC AVOOOCHOLPLVWVY



ACG guidelines for PSC diagnhosis

Mpotwuatat n MRCP evavttl tng ERCP
H Broyia nratog AEN sival amapaitntn
Evdelen yia Broyia nratog oe small-duct PSC n

o€ cUVOpopO KAV NG HE auToVOON
nrotitida

AMA riiBavwc BonBouv otov amokAselopo PBC
Auénon IgM oto 50% Twv EPUTTWOEWV

EAeyyoc yia 1gG4 touAayLotov aroé

— vPnAgc 1gG4 mBavwce va oxetilovtol pe taxutepn
e&eAEn tnc vooou

Lindor KM et al. Am J Gastroenterol 2015



NzX - Stdyvwon voocou: BoPia

Mn S1ayvwoTikh) 010 50% Twv acBevwy (A OEIYMATOANTITIKO 1 KAI N

Table 2 Histological findings in various stages of primary sclerosing

cholangitis

PSC stages Histological findings

Stage 1 Degeneration of epithelial cells in the bile
ducts and inflammation of the portal triads
with mononuclear infiltration and piecemeal
necrosis

Stage 2 Fibrosis expanding into the parenchyma with
dilation of the portal triads

Stage 3 Bridging fibrosis

Stage 4 Cirrhosis

PSC, primary sclerosing cholangitis

Annals of Gastroenterology (2012) 25, 317-326




Bloyla Amartog

MAKPOSKOMIKH ESETAZH: MapeAi@en 10TKOG KUAIVEPOG, KaoTavopaing Xpoidg, prikoug 2,1 X,

MIKPOSKOMIKH ESETAZH: Napampeital Siatapaxr TG ApXITEKTOVIKAS TOU nTanxkouv
Trapeyxopareg, Adyw iviwong Twy TruAaiwy SlacTnHaTwy Kai OXNHATIoHOU aPKETU i
[o]le ] ariwy TTou cuvBéouv TTapakeipeva Truhaia diaotripara petagy Toug. Zra muhaia Saotipara
TTaparnpouvTal ATTEG £WG HETPIES XPOVIEG PAEYHOV C KUTTQPIKEG OINBNOEIG, AMOTEAOUHEVES
xuplwe aTré AeppokUTTapa kai IoTIoKUTTapa. Z€ apkeTd TruAaia SiaoTApara wapaTnpouvVTal
EKQUAIOTIKEG QAAOIWTEIS TWV XOANQOPWV TTEPWV, HE TTAPOUTIa KOl CUYKEVTPIK iv . ZE
SRiyapiBpa TTUAGIG DIGOTHHATA OEV aVaYVWPIGETal JE 10¢ XoAn@opog opog. Eamiaka
Traparnpeiral Ama xoAayyeioAikr} avridpaon. Zra AdBia aveuplokeral fma diaraon Twv KoATwdwy
1pixosidv. ¢ xpoeig PAS-diagracng, aipooidnpivng kal podavivng dev raparnpolval

STV avoooIoTOXNHIKI XPWon yia TNV Keparivn 7 maparnpeiral BenkoTnTA

raBoAoyikég evaTroBETEIS,
Of apKETG TEPITUAGia NITAToKUTTApPGA.

s YMIEPAIMA: lotoAoyikd euprjpata ouppard pe TPWTOTTABr) OKANPUVTIKY XoAQyyelTIda, HE HETPIA

|ivu.|ar|. . 2



AcBevnc pe eAkwdn KoAltdo Kalt
LkTEpO/YOAOOTOION

e 1gG4 40IU/mL (<100)

e ANA, AMA, SMA: apvnTKa

e [T0COTLKOC MPOGCSLOPLOUOC AVOCOOPaALPLVWV
—1gG 1450 (650-1500mg/dL)
— IgA 120 (75-390mg/dL)
—1gM 450 (40-340mg/dL)



Mpwtonadnc ZkAnpuvtikn XoAayystitida




EMNIAHMIOAOTIKA AEAOMENA

e H emnimtwon tn¢ vooou sival nepimou 1 nmepimtwon
avad 100.000 avBpwTtO-£TN. (Gastroenterology 2003;125:1364-1369)

e [MpooPalel KUPLWC VEOUC N LECNALKEC AVOpPEC.
— 010 80% IONE — eAkwdnc koAitda
— otouc aocBeveic pe IONE 1-5% €xouv M2X

e AmoOTEAEL TNV TILO CUYXVH ALTLOL NTTATLKAG
LETOMOOXEVONC otn ZKawvdvafia kot tnv 5n
ouxvotepn oTLC H.M.A. (amJ Gastro 2007;102:1677-1682)



«2EIPA» TH2 AIATNQ2H2

e Ta U0 voonuata pmopel va Stayvwobouv o€
OTIOLOONTIOTE XPOVLKO CNUELO TNG TTOPELOC TOUC

e JuvnOwc n IBD SlaylyvwoKeTAL APKETA XpOvia
vwpltepa amo tnv PSC

e H PSC pmopel va StayvwoBel akoun Kol LLETA Ao
koAektoun yia UC, evw n UC pmopet va StayvwaoBet

KOlL LETA O NMOTLKA METApooxevon yo PSC.
(Scand J Gastroenterol 1980;15:689-697, Am J Transplant 2006;6:1422-1429)



Oeparevutikn avtipetwriion PSC

ExeL vonua n xopnynon UDCA kot o€ ol
doooloyia;

1. NAI:13-15mg/Kg

2. OXI: 6& BeAtwwvel tn Bloxnueia ouTeE TNV
emBilwon
3. NAIl: 17-23mg/Kg
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ExeL vonua n xopnynon UDCA kot o€ ol
doooloyia;

1. NAI:13-15mg/Kg

2. OXI: 6& BeAtwwvel tn Bloxnueia ouTeE TNV
emBlwon
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PoAoc tou UDCA otnv PSC

Low dose 13-15
mg/kg/d

* I[mproves
biochemistries

* Nochange in
survival

Median dose 17-23
mag/kg/d

* Improves
biochemistries

* Trend towards
improved
survival

* Study
underpowered

(n=219)

High dose 25-30
mag/kg/d

* Increased
rates of
treatment
failure
compared to
placebo

Lindor KD MEIM 1997; Mitchell 5A et al. Gastroenterclogy 2001; Harnois et al, Am J Gastroenterod
2001, Qlsson K et al. Gastroenterology 200%; Lindor KD et al. Hepatology 2009




NzZX - QappokevTtikn Oepaneia

UDCA
o [BeATIWVEI TN BlOXNUEIO n
e OTAOEPOTIOIEI TN PAEYHOVN

o AUQPIBOAN BEATIWON CUUTTTWUATWY '7
KAl I0TOAOYIKNG EIKOVOC

AEN BeATiwvel TNV emiwon

AEN kaBuoTtepei Tnv avaykn yia MH —




1 €10C pETA TNV APXLKA dlayvwaon

e Emeloodlo yoAayyetitidag
e Epyaotnplakoc EAeyxocg
— AST: 245 |U/L
— ALT: 190 IU/L
—y-GT: 765 1U/L
— ALP: 348 IU/L
— XoAepuBpivn: 8.3 mg/dL = 12.8 mg/dL
— CRP: 45 (<5.0)



[Tolo To enopevo Pnua;

1. MRCP
2. ERCP
3. XElpoupyLKn eKTipnon yo iibavn

xoAayyetitida - yohAndoxoAlBioon
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e Alevepyela MRCP
e Alamiotwon otevwonc otov KHIM ~ 1cm
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d<15mm in CBD

" MEIZONA sTENQZH d<1mminthe RHD




Mellova oTEvwon: ToLa N
QVTLULETWTILON TNC

XELPOUPYLKN OVTLUETWTILON
ERCP kat 6LaoTtoAn pe punoaAovt
ERCP kat tomoBetnon petaAAkov stent

Tirota amno Ta mapoovw



Mellova oTEvwon: ToLa N
QVTLULETWTILON TNC

XELPOUPYLKN OVTLUETWTILON
ERCP kot Sta6TtoAn pe pmaAovi
ERCP kat tomoBetnon petaAAkov stent

Tirota amno Ta mapoovw



ERCP & SlaotoAn otévwonc
Bpayuyxpovia tomobetnon stent
Xopnynon avtPLloTikwyv

AvVayKn LaKPOXPOVLAC TIPOPUAAKTLKAC
xopnynonc avtBlotikwy oe vmtotpornalovta
emeLloodLa

Y€ OPLOMEVEC TTEPUTTWOELC uTtoTpOoTILAlOVTIOL
emtelocodLa yohayyetitidoc — evoelén yua
LETOUOOYEVON NTTATOC

Williamson et al, Br Med Bull 2015



www.medscape.com




Meilova otevwon XoAndopwv o€ aoBevelc
ue PSC

e Amnapaitnta Stepevivnon ylol ormoKAELOUO
xoAayyelokapkivwpotoc (CCA)

e Avarmntuén CCA oeg 10-15% aoBevwv pe PSC
e Amapaitntn KuTTapoAoylkn e€€Etaon aAAd omavia
Betkn

e Auénon CA 19-9 > 130: evaoOnoia 79% - eldkotnta
98% oe acBeveic pe vroyia CCA



Avamtuén XOAOYYVELOKOPKLVWHLOTOC OE
aoBeveic pe PSC

Avarmntuén oe edadoc Kippwonc

2UXVOA TIOAUECTLOLKO KOTA LLAKOC TOU XOAndOpou
devdpou

AvVTLUETWTILON LLE TOTtOBETNON stent,
aKkTlvoBepareia, cuoTNUATIKA XNUELOBEpaTELQ,
XElpoupyeio

Kakn mtpoyvwon
Etnowa emiBiwon <30%



MZX — d1apopikn didyvwon

ol -

Primary sclerosing cholangitis IgG4-related sclerosing cholangitis Recurrent pyogenic cholangitis
Ischemic cholangitis AIDS-related cholangitis Eosinophilic cholangitis

Korean J Radiol. 2016 Jan-Feb;17(1):25-38.



NZX - 1G4 xoAayyetitida
Swadopik Sttyvwon vOoou

ERC in IgG4-associated cholangitis & PSC

PSC IAC
Gender (MF) 1.5:1 7:1
Age of onset Young (< 40 yr) Older (> 50 vr)
Fresentation Cholestatic liver enzyowes Obstructive jaundice
Cholangiograim Beading, band-like strictures, peripheral proning Long smooth strictures, low CBD strichires
Cholangioscopy Drilated and tortuous veassels Scarring, poeudo diverticula
m— Raised serum [gG4 levels < 20% > 70%
Pancreatic involvement < % = BL%
—) Cholangiocarcinoma % Faie
Association with IBD a0% < 10%
Fesponse to steroids Rare (IgGd + ve P5C) 7%




Awadopetikoi pawvotunon NZX

~ PSC/IBD |
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~80% /
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\ disease |
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Awadopetikoi pawvoturmnot
IONENZX vs IONE

Multifocal bile duct
strictures and dilatations , 5

Cholangiocarcinoma

‘Backwash’
ileitis

Colonic
cancer

Pancolitiz with
right-sided
predominance



M2X IONE




AocBevnc pe eAkwon koAttida- MXK
nopokoAovBnon e KOAOVOOKOTINGN

1. Av n eAkwdnc KoAitida BpLOKETAL OE KALVLKN
Udeon ava 3-5 €1n

2. Ava 5-10€tn ocupdpwva pe TIc OLeBvelc
odnyleg

3. Ava €toc¢ Aoyw riiBavou veEoTTAAOUATOC
TTOLXEOC EVTEPOU

4. Movo otav o a.cBevnc mopoucLACEL KALVLKN
e€apon TNC KOALTLOQC
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4. Movo otav o a.cBevnc mopoucLACEL KALVLKN
e€apon TNC KOALTLOQC



Kivbuvoc avarmntuénc
VEOTIAQLGLOTOC TIAXEOC EVTEPOU

e O kivouvoc avéavetal kata 4-5X o€ cUyKpLON
ue IBD ywplc PSC

e MBavo opeloc amo xopnynon UDCA o¢
xapnAn docoloyia

e Etola KoOAOvooKOTINon o€ acBevelc pe
IBD/PSC



1’ve had
ENOUGH!






DApPUOAKEUTIKA NTTATOTOSIKOTNTA

Frequency 3.3% (95% CI: 2.7 — 3.9%)

1% per patient & year of treatment

Chronology First months after treatment (1.5 -5 m)

AZAOEIOMNPINH R/O other f:;}tl:&',es if delayed liver injury
Liver injury  Hypersensitivity
Idiosyncratic cholestatic reaction
Endothelial injury: NRH — SOS - Peliosis
AZAvs MP  Unknown if there is any difference

1°¢ uRvag Ava eBdopada
2°¢ - 4°¢ ynvag  Avd pnRva
L(e(elei (o) YolV[Cale)a M AkoAOUBWG..  Avd 3 prjveg

« O éAeyxOG TTPETTEI VA TTEPIACMPBAVEI VEVIKN AipMATOG,
TPAVOAMIVATES, AAKAAIKN Quo@aTaon & XoAepubpivn
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