0G4 XoAayYEITIO
IO VEO KAIVIK OoVvTOTNTO

OEEZAAONIKHE

[ToAucévn |. AyopaaoTou



lgG4 xoAayyeliTida (IAC)

« H ouvdualouevn pe IlgG4 xoAayyelitida (IAC) gival Evag
0po¢ TTou TTpoTadnke 1o 2007 atrd Toug Bjornsson Kai
OUV. YIO TNV NTTATOXOAIKK) EVTOTTION TNG CUCXETICOMEVNG
ME 1G4 ouoTNMATIKAG VOoou (ISD)



2XeTICOMEVN pE IgG4
ouUoTNMATIKN Voo o¢ (ISD)

H ISD gival n KAIVIK} OVTOTNTA TTOU XapaKTnPideTal ATTo

AU¢non Twyv emEdWYV TWV IgG4 oTOoV 0PO
AEPPOTTAOAOHATOKUTTAPIKNA OINONON OpYAVWV-OCTOXWV

Augnuéva TTAACHATOKUTTAPO TTOU EKPpalouv IgG4
OTOUG TTPOCRERBANUEVOUG ICTOUG

Ivwdn okAnpuvon



2XeTICOMEVN pE IgG4
ouUoTNMATIKN Voo o¢ (ISD)

H cuxvoTtepn evToTTiIoOn aopda TO TTAYKPENG. AuTodvoon
TTaykpeatitidoa (AlP)

EvroTriceig o TAnOwpa opyavwv

2TNV TTAEIOVOTNTA TWV TTEPITITWOEWYV CUMMETEXEI N
EVTOTTION OTO TTAYKPENG

H atroucia AIP degv atrokAegiel Tnv ISD



IgG4-related sclerosing disease

Inflammatory ;
pseudotumors i e Autoimmune

Other = pancreatitis
candidate '
diseases

oSclerosing
sialadenitis

and

dacryoadenitis bclg_roair“ﬁ
. cholangitis and

cholecystitis

.

Retroperitoneal
fibrosis




EmidnuioAoyia

AyvwoTn N ETITITWON OTO YEVIKO TTANOUCHO

2TTAVIO VOO OG TTOU aVaYyVWPEICETAI OAO KOl OUXVOTEPA
2NMUAVTIKA UTTEPOXNA TWV avOpwv

laTTwvia: 62-70%

Mayo Clinic: 85%

MEon nAiKia eKORAwoNG: 62+2 €Tn

83% TwV aoBevwy >50 eTwv



[MaBoyéveia

e AyvwoTn
 Autodvoon diatapaxn

e Th2 - aAAEPYIKOU TUTTOU OVOOGOAOYIKIN)
avTidopaon



A Symmetric homobivalent antibodies released from plasma cells

B Intra—heavy chain disulfide bond formation

Homobivalent antibody

Intrachain

D Asymmetric bispecific antibody formation
(Fab-arm exchange)
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€ Cellular Infiki
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cal Results

of affected organs or sites




O poAog Twy IgG4

O akpiIfig pOA0Gg oTnV TTaABOYEVEIA Eival AOAPNG
IgG4 gival n AiyoTepo cuyxvih uttoonada Twv IgG (3-6%)

Augnuévol TiTAol o€ AAAEPYIKES KATACTAOEIG KA
QUTOAVOO O VOO |HOTO

QaiveTal va pnv £Xouv TTaOoyeveTIKO poAo aAAa
augavovTal AOyw Xpoviag £€KBeong o€ pHiIKpoRiaka
avTIyova

Eival adleukpivioTo av a1roTeEAOUV TO AITIO 1) TO
QTTOTEAECHMA TG VOO OU



NMNaBoyéeveia IgG4 xoAayyeliTioag




KAIVIKEG EKONAWOEIG

H IgG4 YxoAayyelitida (IAC) e€ivalr n €vromion orTa
XOAN®opa HIOG CUCTNHATIKOTEPNG dlatapaxns Tng ISD
TNG OTroiag n ocuvnléotepn ekONAwonN gival n AlP

2Tn MEYOAUTEPN OEIPpA ME TEKMNPIWHMEVN |IAC TTOU EXEI
onpooieudei To 92% TWV aocBevwy gixav kai AlP

270 74-84% TwVv aocBevwyv pe AIP ouvutrapyel kai IAC

2UXVOG OUVOUNOMOG KOOI OTTOTEAEI XOAPOAKTNPIOTIKO TNG
vOOoou



KAIVIKEG EKONAWOEIG

‘IkTEPOG

ATTwAsg1a Bapoug
KolA1aKO aAyog
2TEATOPPOIA
Neoup@avi{opevog ZA

119
51%
28%
15%
8%

Ghazale , Gastroenterology , 2008



KAIVIKEG EKONAWOEIG

EkOnAwoeig atré aAAa épyava:

e Aldueon veppiTiOa

o OmiocOoTtrepITOVAIKE iVWON

o ZieAadeviTIOa

o [lveupoviTiOa

DAeypovwodng véoog evrépou gival omravia (6%)



EpyaoTnplioka eupiuoata

Etritreda ALP kKail XoAepuBpivng gival onUAVTIKA
upnAoTtepa atro Tnv PSC

AUZnon y-oceaipivwv

AU¢non Twyv emmmeédwy IgG4 (@.T. 8-140 mg/dl)
EvaioOnoia 75%, 10ikotnTa 92%

Emitreda >280mg/dl £xouv upnAn €101IKOTNTA



EpyaoTnplioka eupiuoata

o Au¢nuéva etriTreda IgG4 £xouv dlaTTIoTWOEI 0 aoBeveig
ME :
e Kapkivo TTayKpeaTog
o Ocecia n xpovia TTayKpeaTiTION
e PSC
o ATOTTIKN OEPUATITION
 AocOpua
[TapaCITIKEC VOOOUG



EpyaoTnplioka eupiuoata

e AvTIOWMATA TTOU avixveuovTal otnv IAC givai

v" ANA (+) 43-80%

v RF (+) 13-30%

v  ASMA

v Anti-dsDNA

v "EvavTi TNG AaKTOQEPPIVNG

v ‘EvavTti Tng CA 1|

e Cal19-9 au¢nuévo o ToocooTo 48-63% (>1001U/l 9-18%)
 CEA @uoioAoyikda eTTiTrEd



EpyaoTnpilakég Mean + SEM Quoioloyikég KaTavour
ECETAOEIG (range) TIMEG HN

Emimreoa 1G4 516 + 98 (6-2490) 8-140 >140 mg/dL: 74%
opou, mg/dL

>280 mg/dL: 50%
CA 19-9, IU/mL 91 + 30 (1-1005) >37 IU/mL: 48%

>100 IU/mL: 18%

XoAepuBpivn ,
mg/dL

75+1(0.3-19.1) 0.1-1.0 >5 mg/dL: 65%

ALP, U/L 512 + 64 (77-1556) 45-115 >115 U/L: 84%
>500 U/L: 34%

ALT, U/L 190 + 64 (18-2445) 9-29 >100 U/L: 62%

AST, U/L 08 + 17 (16-745) 12-31 >100 U/L: 32%

Ghazale et al, Gastroenterology 2008




ATTEIKOVIOTIKA EUPAMOATO

KaTtd Tov xoAayyeioypa@iko EAeyYo:

 AAAOIWOEIG EVOONTTATIKWY XOANPOPWYV TTOU HIMOUVTAI
PSC

 EEwnTraTikéG oTEVWOEIGC XOANOOXOU TTOPOU TTOU
MIMOUVTOI XOAQYYEIOKAPKIVWHO I KAPKIVO TTAYKPEATOG



ATTEIKOVIOTIKA EUPAMOATO

2TEVWOEIC OTNV EVOOTTAYKPEATIKN MOipa TOU XOANndOOXOU
mopou o010 70% TWV a0Bevwyv (Movadikeg BAABeg oTo
51%)

2TEVWOEIC OTO EYYUG E€EWNTTATIKO TUAMA o©T0 34%
(Movadikeg BAaBeg oTo 9%)

EvoontraTtikég BAGRec xoAn@opwv 1o 36% (MOVODIKES
EVTOTTIOEIC 0TO 8%)

32% TTOAUECTIOKNA EVTOTTION



SP with panc IP
(SP mass-forming type)

Bjornsson et al, Hepatology 2007




TYPE1 n=32 TYPE2Z n=13
b

—r

TYPE3 n=S8




ATTEIKOVIOTIKA EUPAMOATO

e HIAC ouvuTttapXEl ME AUTOAVOON TTAYKPEATITION O€E
mMoo00T0 90%

 O1BAGBEG TWV XOANPOPWYV CUVUTTAPXOUV ME CUMBaTA
ME AIP QTTEIKOVIOTIKA EUPAMATA TTOYKPEATOG



IgG4 xoAayyeliTida o€ acBev HE AUTOAVOOT TTOYKPEATITION



Presenter
Presentation Notes
Biliary involvement in a 66-year-old woman with autoimmune pancreatitis. (a) MRCP image shows multiple strictures in the intrahepatic bile duct and a single stricture in the proximal common hepatic duct. (b) Coronal contrast-enhanced T1-weighted MR image, obtained in the delayed phase, shows marked soft-tissue thickening and enhancement of the confluence of the hilar bile duct and the common hepatic duct (arrows). (c) Follow-up MRCP image obtained 2 years later, after steroid therapy, shows the biliary strictures and dilatation, which demonstrate marked improvement. (d) Coronal contrast-enhanced T1-weighted MR image shows dramatic reduction in the thickening of the bile duct wall.


IgG4 xoAayyeliTida o€ ao0eviy HE AUTOAVOOT TTOYKPEATITION
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Presentation Notes
Biliary involvement in a 66-year-old woman with autoimmune pancreatitis. (a) MRCP image shows multiple strictures in the intrahepatic bile duct and a single stricture in the proximal common hepatic duct. (b) Coronal contrast-enhanced T1-weighted MR image, obtained in the delayed phase, shows marked soft-tissue thickening and enhancement of the confluence of the hilar bile duct and the common hepatic duct (arrows). (c) Follow-up MRCP image obtained 2 years later, after steroid therapy, shows the biliary strictures and dilatation, which demonstrate marked improvement. (d) Coronal contrast-enhanced T1-weighted MR image shows dramatic reduction in the thickening of the bile duct wall.


IgG4 xoAayyeliTida o€ acBev HE AUTOAVOOT TTOYKPEATITION



Presenter
Presentation Notes
Biliary involvement in a 66-year-old woman with autoimmune pancreatitis. (a) MRCP image shows multiple strictures in the intrahepatic bile duct and a single stricture in the proximal common hepatic duct. (b) Coronal contrast-enhanced T1-weighted MR image, obtained in the delayed phase, shows marked soft-tissue thickening and enhancement of the confluence of the hilar bile duct and the common hepatic duct (arrows). (c) Follow-up MRCP image obtained 2 years later, after steroid therapy, shows the biliary strictures and dilatation, which demonstrate marked improvement. (d) Coronal contrast-enhanced T1-weighted MR image shows dramatic reduction in the thickening of the bile duct wall.


IgG4 xoAayyeliTida og aoBeviy ue autodvoon
TTOYKPEATITION



Presenter
Presentation Notes
Biliary involvement in a 66-year-old woman with autoimmune pancreatitis. (a) MRCP image shows multiple strictures in the intrahepatic bile duct and a single stricture in the proximal common hepatic duct. (b) Coronal contrast-enhanced T1-weighted MR image, obtained in the delayed phase, shows marked soft-tissue thickening and enhancement of the confluence of the hilar bile duct and the common hepatic duct (arrows). (c) Follow-up MRCP image obtained 2 years later, after steroid therapy, shows the biliary strictures and dilatation, which demonstrate marked improvement. (d) Coronal contrast-enhanced T1-weighted MR image shows dramatic reduction in the thickening of the bile duct wall.


IgG4 xoAayyeliTida o€ aoBevi e auTodvoon
TTAOYKPEATITION

§<



Presenter
Presentation Notes
Biliary involvement in a 56-year-old man with autoimmune pancreatitis. (a) Transverse US image shows concentric thickening of the left hepatic duct (arrows). (b) Sagittal US image shows diffuse thickening of the common bile duct (arrows).
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IgG4 xoAayyeliTida o€ aoOev



Presenter
Presentation Notes
Biliary involvement in a 56-year-old man with autoimmune pancreatitis. (a) Transverse US image shows concentric thickening of the left hepatic duct (arrows). (b) Sagittal US image shows diffuse thickening of the common bile duct (arrows).


2UMMETOXA TNG XO0ANOOXOU KUOTNG o€ acBev pe AIP kai IAC
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Presenter
Presentation Notes
Gallbladder involvement in an 83-year-old man. (a) Sagittal US image shows marked thickening of the gallbladder wall, which appears hypoechoic. (b) At T2-weighted MR imaging, the thickened gallbladder demonstrates diffuse hypointensity.


|gG4-oXeTICOHEVN XOAAYYEINTION HE OTEVWOEIG EVOONTTATIKWV
XOAayyEiwv







loTOAOYIKA EUPAMATO

MoKpOOKOTTIKA:

 AVWHAAN TTAXUVOT TOU TOIXWHMOTOG TWV XOAN@OPWYV HE
OTEVWON TOU QUAOU

MIKPOOKOTTIKAQ:

e Agp@otTAOOHATOKUTTOPIKEN OINONON

* [lukvi KOTA OCTPWOEIS iVWON YUPW ATTO TA XOANn@Opa
o ATTOQPOAKTIKIN PAERiTIOO

To £1mIONAIO TWV XOANPOPWYV TTAPAMEVEI AOIKTO
AugnuEVA aOVEUPICKOVTAI KAl TA NWOIVOQPIAQ



Koilvog xoAndoxog ropog o€ IAC




Mukvn d1INBNON a1Td TTAACHATOKUTTAPO
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loTOAOYIKA EUPAMATO

H xpwon yvia IgG4 gival XpRAOIMO EPpYaAEio

NMapouoia TTAAOHATOKUTTAPWY BeTIKWYV Yia IgG4>10/HPF
gival eVOEIKTIKI

AveupiokeTal o€ TToo00TO 88%
2€ UAIKO Biowiag Kal 0X1 O€ KUTTAPOAOYIKN €€ETaon



IgG4 xpwon




IgG4 nratotradeia

Mepimrulaia @Asypovi
35%

MuAadia ivwon
47%

NMuAaia okARpuvon
47%

AoB1d1ak} nrTaTiTiIda
29%

Ekoceonuaouévn
XOAOOTOON
24%

Umemura et al, Hepatology 2007


Presenter
Presentation Notes



Five histological patterns observed in liver biopsies of patients with AIP. (A) Portal inflammation pattern: portal tracts are heavily infiltrated with mononuclear cells containing plasma cells, and interface hepatitis is also evident. (B) Large bile duct damage pattern: there is ductular proliferation and portal fibrosis. (C) Portal sclerosis pattern: portal tract is sclerotic and inflammatory cell infiltration is scarce. (D) Lobular hepatitis pattern: there is focal necrosis in the liver parenchyma. (E) Cholestatic pattern: prominent cholestasis is evident in bile canaliculi. (hematoxylin and eosin staining; A, B, D, E, ×400; C, ×200).

© This slide is made available for non-commercial use only. Please note that permission may be required for re-use of images in which the copyright is owned by a third party.


BeATiwon TNG IGTOAOYIKIG EIKOVOS TOU ATTATOG META TV XOPHynon
KOPTIKOEIOWYV o€ aocBevi pe AIP kai IAC

Umemura et al, Hepatology 2007
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Histological liver biopsy findings of AIP patients before and after 4 weeks of glucocorticoid therapy. (A) Liver biopsy before glucocorticoid therapy shows periportal fibrosis with inflammatory cell infiltration. (B) Glucocorticoid therapy improves the histopathology. (C) Immunostaining of IgG4 shows that IgG4‐bearing plasma cells had infiltrated the portal tract before glucocorticoid therapy. (D) IgG4‐bearing plasma cells are visibly decreased after glucocorticoid therapy. (A: hematoxylin and eosin, ×400; B: hematoxylin and eosin, ×200; C, D; immunostaining of IgG4 with hematoxylin, ×400)

© This slide is made available for non-commercial use only. Please note that permission may be required for re-use of images in which the copyright is owned by a third party.


IgG4 xoAayyelTIOa-Bloyia ATTATOS

Webster et al, J Hepatol 2009



Characteristic histological features

1. Dense lymphoplasmacytic infiltrate

2. Fibrosis, usually storiform in character
3. Obliterative phlebitis

Cases with = 2 pathology = Cases with 1 pathology
features feature

Numbers of IgG4+ plasma cells (/hpf)
Meningus =10 >10
Lacrimal gland . =00
Salivary gland >100
Lymph node >50
Lung (surgical specimen) =>50
Lung (biopsy) >20
Pleura =50
Pancreas (surgical specimen) >50
Pancreas (biopsy) =>10
Bile duct (surgical specimen)
Bile duct (biopsy)
Liver (surgical specimen) >50
Liver (biopsy) =10
Kidney (surgical specimen) =30
Kidney (biopsy) =10
Aorta >50
Retroperitoneum =30
Skin >200 >200

1gG4+/1gG+ plasma cell ration >40% a mandatory for histological diagnosis of IgG4-RD

_ = Histologically highly suggestive of IgG4-RD

Orange boxes = Probable histological features of IgG4-RD




Ala@opikn dlayvwon

e 2TOUG TTEPIOOOTEPOUG 0oBeveig pe IAC n diayvwon
TEONKE IOTOAOYIKA HETA ATTO HEIfOVa XEIPOUPYIKNA
eméuPaon yia CCA 1 KOpPKIVO TTAYKPEATOG

* O KAIVIKOG 10TPOG O TTpETTElI VA AAMBAVEI UTTOWN TOU
QUTA TNV KAIVIKR OVTOTNTA TNV O10@OPIKA diayvwon:

v ATTO@PAKTIKOU IKTEPOU
v OTEVWOEWV TWV XOAN@POpwvV
v’ NTTATIKAG | TTOYKPEATIKAG HAL0G



Ala@opikn dlayvwon

o KAIVIKA utTOWIia TiBETOI:

v ATTOTOMNN EYPAVION ATTOPPAKTIKOU IKTEPOU

v Z& AvTpa NEYAANG NAIKiOg

v BAdBeg oTta xoAn@opa kKai BAGRES OTO TTAYKPENS
v’ ZUVUTTAPXEI CUMMETOXN Kol GAAWYV opydvwyv

v A0¢non lgG4 oTov op6

e H Tapouoia ATUTTWYV KUTTAPWY OTNV KUTTAPOAOYIKN

ECETAOT TWV XOANPOPWYV KaI TA TTOAU aUuEnMEVA ETTITTEOO
Ca 19-9 gival evavriov Tng d1ayvwong



Alagopikn diayvwon IAC/PSC

IAC PSC

EMIMNOAAAZMOS  AyvwoTog 9-14/100000

OYNO (1: 1) 1:8 1:2

HAIKIA
EKAHAQ>HZ

XOANOZTATIKA
ENZYMA

OPOAOQOT'IKOI
AEIKTEX




Alagopikn diayvwon IAC/PSC

IAC PSC

ATravrtnon ota
OTEPOEION

2uoxETion e IBD

2uoxerion ye CCA 72

2 UMMETOXN GAAWV
opyavwyv




Alapopikn diayvwon IAC/PSC

IgG4-related sclerosing cholangitis Primary sclerosing cholangitis




Paopa NG IlgG4-oXeTICOMEVNG
TTAYKPEATO-XOAQYYEIOTTABOEIOG KO
ol1a@opIKN Olayvwon

|gG4-OXETICOMEV TTAYKPEATO- Alagopiki AiIdyvwon
XoAayyelotrdosia

AuTtoavoan TTayKpPEeQTITION XWPIg

OUMMETOXA TWV XOANPOPWY Kapkivog TraykpeaTog
AuTtodvoon TraykpeaTiTida pe 1gG4 Kapkivog TTayKpeaTog N

XoAayyelTida XOAQYYEIOKAPKIVWHO
IgG4 xoAayyeliTida PSC

IgG4 xoAayyeliTida e OYKO aTnV TTUAN XoAayyeIoKapKivwua TTUANG ATTATOG




Type 1 Type 2

Differential diagnosis Pancreatic cancer Primary sclerosing cholangitis

Useful modalities

Bile duct cancer
Chronic pancreatitis

IDUS* (bile duct) Liver biopsy
EUS-FNA** (pancreas) Colonoscopy
Biopsy (bile duct) (R/O coexistence of IBD ***)

—

%

Bile duct cancer
Gallbladder cancer

EUS (bile duct, pancreas)
IDUS (bile duct)
Biopsy (bile duct)




HISORLt criteria

| EupAuaTa

loTOAOYIKG €uprjuarta

ATTEIKOVIOTIKA guprjuarta

OpoAoyika

2 UJMETOXA GAAWYV opyAvwWYV

AvTaTTOKPION OTA OTEPOEION

XapaKTNPIOTIKA TG VOOOU

NEUPOTTAQC UATOKUTTAPIKN
dInénon

[TUKV KATA OTPWOEIG VWO
yUpw atro 1a XoAn@eopa
ATTOQPOKTIKA PAERITIOO

2TEVWOEIG EVOONTTATIKA,
£CWNTTATIKA Kl
EVOOTTAYKPEATIKA

Augnuéva etritreda IgG4 oT1o
0po

[1aykpeag, oTTooOO0TTEPITOVAIKN
ivwaon, VeEQpPIKES BAGREC,
o1EAOYOVOI QDEVEC

OpaAoTroinon NTTATIKWY
evlUuwV N Auan Twv
OTEVWOEWV

Ghazale et al, Gastroenterology 2008



KAIvika d1ayvwoTiKa KpitApla IAC 2012

Diagnostc items

(1) Biliary trapt imaging revgals diffuse or segmental narowing of
the intrahepatic and/or extrahepatic bile duct associated with the
thickening of bile duct wall

(2) Hematological examination shows elevated serym IgG4
dakin( = 135 mg/dl)

(3] Coexistence Pl autoimmune pancreatitis, [gG4-related
frsfsialadenitis, or [gGa-related retroperitoneal
(hrasis

F} HiHtc}r.luLh[}][}g__rit'u]}xuminuti[}n shows:

a. Marked Ivmphocytic and plasmacyte infiltration and fibrosis

b. Infiltration of [gG4-positive plasma cells:[ 10 TeG4-positive
plasma cells'HPF

¢. Storiform fibrosis

d. Obliterauve phlebitis

<Option= effectiveness of steroid therapy

A specialized facility, in which detailed examinations such as
endoscopic biliary biopsy and endoscopic ultrasound-guided fine
needle aspiration (EUS-FNA) can be adminmstered, may include
in its diagnosis the effectiveness of steroid therapy, once
pancreatic or biliary cancers have been ruled out

Diagnosis

Definite diagnosis
(1) + (3)
(+(2)+ @) ab
(4)a, b, ¢

(4)a, b, d

Probable diagnosis
(1) 4+ (2) + option
Possible diagnosis

(1) +(2)

Ohara et al, J Hepatobiliary Pancreat Sci, 2012




Alayvwon lgG4 xoAayyeliTidag

2TEVWOEIG XOANPOPWYV:. EVOONTTATIKA,
ECWNTTATIKA

NMponynBeica ekToun N Bloywia pe
gupnuara diayvwoTika AIP/IAC

|

EmiBeBaiwpévn IAC




2TEVWOEIS XOANPOPWV: EVOONTTATIKA,
£CLWNTTATIKA

NMponynOBeioca ektou | KAAOIKAG ATTEIKOVIOTIKA
N Bloyia pe eupnuata § AIP kai augnuévn IgG4
oiayvwoTika AIP/IAC opou

EmiBeBaiwpévn IAC




Alayvwon lgG4 xoAayyeliTidag

2TEVWOEIC XOANPOPWYV: EVOONTTATIKA, ECWNTTATIKA

NMponynOcica ekToun KAaoika *21n > amo Ta
n Bloyia pe aTTEIKOVIOTIKA AIP e

) , *Au¢nuévn lgG4
eupnpaTa kai augnpevn lgG4 *ATrEIKOVION

dlayvwoTika AIP/IAC opou TTAYKPEATOC OUNBATH
o2 UMMETOXN GAAWYV
opYyavwy
Bioyia pe >10

; lgG4/HPF
EmiBeBaiwpuévn IAC IOANH A



Alayvwon IgG4 xoAayyeliTidag

NMponynOcica ekToun N KAaoika
Bloyia pe eupfuaTa ATTEIKOVIOTIKA AIP Kai
oiayvwoTika AIP/IAC augnuévn IlgG4 opou

EmiBeBaiwpévn IAC —

2TEVWOEIC XOANPOPWYV: EVOONTTATIKA, ECWNTTATIKA

°2 ] > ATTO TA TTAPAKATW
cAuinuévn lIgG4
*ATTEIKOVION TTAYKPEATOG
oUuMBaTnh

o2 UMMETOXN GAAWYV
opyavwv

Bioyia peg >10 IgG4/HPF
[1IOANH IAC

Metd 4 B0 oTEPOEIDWV
BeATiwon oTevwoewyv
‘Megiwon NTTATIKWYV
EVCUHWYV

[lTwo



[piv TRV Xopnynon
KOPTIKOOTEPOEIOWYV

Mpétrel va yivel KABE TTpooTTABEIa ATTOKAEIOUOU
Kakonoeiag

EvOcieic eVAOAAAKTIKWY OI0YVWOEWV:
Mpiv TN Xoprpynon oTEPOEIOWV
o KuTttapikn aTtuTria
* YynAa etmritreda CA 19-9
o AIGTOON TTAYKPEATIKOU TTOPOU UE ATPOPIA TTAYKPEATOS
Katd Tn xoprnpynon oTEPOEIOWV
e Augavopueva emitreda CA 19-9
o ATTouCia BeATiWONG TTAPA TN Xoprynon oTepocidwy yia 4-6 €80



O¢partreia lgG4 xoAayyeliTidag

ApYXIKN BepaTreia

e 40mg TTPEdVICOAOVNG/24h yia 4 eBOOMADES

e 2TO0IOKN MEIWON TNG O6ONG:
5mg/efoopada

e 2UVOAIKN O1dpKela BepaTreiag : 11
eBOONAOES




O¢epaTreia

 MAQPNG avTatrokpion (OMAAOTTOINON NTTATIKWY EVCUMWYV
—UTTOOTPOPN XOAAYYEIOYPAPIKWY EUPNUATWYV) OTA 2/3
TWV aocBevwy

o BeAtiwon oto utmréAoitro 1/3

e H pakpoxpovia U@peon Kal o KivOuvog yia UTTOTPOTTN
OUOXETICETAI JE TNV EKTAC KAI TNV EVTOTTION TG VOOOU



AVTOTTOKPION OTO OTEPOEION avaAoyd
LE TNV EVTOTTION TWV OTEVWOEWV

Distal only (n = 27)
--=-=-=-=-- Any proximal ( n =26)

20 30 40
Time (months)




O¢epaTreia

e Me T™n Yopnynon KOPTIKOEIOWYV TrapaTnpEitTal HEIiwoN
Twv emITEdwWV IgG4 kKai opaAotroinon oto 50% TWvV
aocOevwv

« Augnuéva emitreda I1gG4 tapa TN Oepartreia  givai
TTPOYVWOTIKOG TTAPAYOVTAG UTTOTPOTTIG

e AUENON TOUG HMETA OaTTO COPXIK AVTATTOKPION
UTTOOEIKVUEI OPOAOYIKN UTTOTPOTTH TNG VOO OU



O¢partreia lgG4 xoAayyeliTidag

OepATTEIN HEPIKWG AVTATTOKPIOEVTWYV
e 5-10 mg/24h 1Trpedvi{OAOVNG

e 2mg/kg/24h adaBelotrpivng N

e 1500mg/24h MMF

Makpoxpovia BepaTtreia ocuvTRENOoNS



O¢partreia lgG4 xoAayyeliTidag

OepATTEIA YN AVTATTOKPIOEVTWYV
e Rituximab

Topazian et al, Clin Gastroenterol Hepatol, 2008



O¢epaTreia

AgiKTEC AVTATTOKPIONG OTN OeparTreia
 A@aipeon Twv stents

« AUON TNG XOAOGOTAONG

 BeATiwon XOAAyYEIOYPAPIKWY EUPNHATWYV

6-8 eBOouadeC atrd TNV Evapén Tng Oepartreiag



AvVTaTTOKpPION OTN BepaTreia

Raina 2009

Ghazale 2008

Sandanayake
2009

2.UVOAIKN
QAVTATTIOKPION

ApXiKn
AVTATTOKPION
oTa

OTEPOEION

15/19

29/30
IAC

23/28
IAC

67/77
(87 %)

Ytrotpotr)y | AvTatrokpion | ZTEVWOEIG

oTnv XOANPOpwWV-
alaBeioTrpivn | AVTATTOKPION OTNV
alaBeiotrpivn

9/15

12/17

13/23

34/55
(61.8 %)




Al diagnosis (0 months) A

. K
9 months
e & steroids
) L]




[Mpoyvwon

o Tayxeia e€EAIEN O€ NTTATIKI AVETTAPKEIA KAl TTUAQia
UTTEPTOOT O€ aoBeveig TTou dev Aaufavouv Bgpatreia
TTOU OEV AVTATTOKPivOovTal OTN BEgpaTreia

o Aev TTapaTnpEiTal €EAIEN O€ Kippwon o€ aocBeveig TTou
QVTOTTOKPIVOVTaI OTN OgpaTtreia Kal Ep@aviouv
MOKPOXPOVIO UPECN

o Agv £XEI CUOXETIOTEI NE KIVOUVO QVATITUENG
XOAQYYEIOKOAPKIVWHOATOG



2UUTTEQPAOC AT

H IAC atroteAei pia ekONRAwon tng ISD

Eival gia kaAonlng vooog otav avayvwpiCeTal Kal
BepaTtreveTal Eykaipa

H tra@oyévela Tng eival aca@ng

Eival avaykaia n TTPooTrTIKN £mIRERAiwWON TWV
OIAYVWOTIKWYV OEIKTWYV KOl TWV BEPATTEUTIKWYV
TTPWTOKOAAWYV HE TTOAUKEVTPIKEG MEAETEG



Disease Is very old and nothing about it
nas changed. It is we who change as we

earn to recognize what was formerly
iImperceptible.”

Jean-Martin Charcot
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