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2UOTNHATIKA PAEYLLOV AyVWOTNC alTloAoyiac:
2T0o oUvopo MNMaboAoylac-Peupatoloyiac

«XpOVLO KOWMLAKO AAYOG ,
Kall GUOTNUOTIKN gke,vuovn: Niow armo
TO ouvnBn vmomnTo»
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AHMOKPITEIO NANENIZTHMIO BPAKHE




2UYKpouon cuUPEPOVIWV- AEV UTIAPXOUV CUYKPOUOELC OUUDEPOVTWV



e [Tuvaika, 61 eTwv
* KowlakoU aAyouc aro 3 YUNVeC
e Evtorion AAB kalt aplotepr AL KOLALOLKT Xwpo

* Al: Aptnplakn Yreptaon, AvucAuudatpio, Ayxwdnc Atatapaxn

* XOA: OApecaptavn, Nepkavidurtivn, NepmipoAoAn, AtopBaoctativn,
AArtpaloAapun



KALVLKN €ceTOON- EpyaoTNPLOKEC ECETAOELC

* AVOTTVEUOTLKO: OUOTLO QVOTTVEUOTLKO
J1Buplopa

e Kapdia: S1S2 PuBuikoti- Eukpveig, XIE

* Kot\ta: MaAokn, Eurtiteotn, Hma
gvaloOnoio aplotepn MAAyLol KOLALOKN
xwpa, Evteplkol NxoL MoPOVTEC

* Nepdpadevomnabela (-)

WBC
NEU
LYM
Ht
Hb
Urea
Creat
SGOT
SGPT
CRP
TKE

8.29K/pl
5.11K/pl
2.05K/pl
37.4%
12.5g/dl
37mg/dlI
0.9mg/dI
14U/L
14U/L
4.37mg/dI
74mm/h



* Mupetoc (-)

* AntwAela Bapoug (-)

* ApBpitida (-)

« E€avOnporto/Evavonuata (-/-)
* Atatapaxeg Kevwoewv (-)



* CT AKKO

* KoAovookonnon:
EKKOATIW LLATWON TIOLXEOC
EVIEPOU




Atadoplkn Alayvwon

* KakonBela (Zapkwpa, AEppwpa)

* OrioBomeplrovaikn tvwon



Alepeuvnon

* AVOOOAOYLKOC EAEYXOC: APVNTLKOC

* IgA 160, 1gG 959, IgM 64.7

* HAektpodopnon avocoodalpvwyv: KP
e HBV,HCV(-)

* Mantoux +, 21mm

* CT tpaxnAou - Bwpakoc: oAlydplOpol opLlakd SLOTETAMEVOL
Aepdadevec mapatpayetaka, XIE



AVTLLETWTILON
* Evapén avtibupatikng aywyncg pe Pupapurmikivn+ loovialidn
* Evapén neBuAnpedvilohovne 48mg 1x1 yia 3w

* H aoBevnc napouvciaoce mANpnc Udpeon Tou alyouc Kat EAaPe eEtnplo



Follow up

e 3W: AVEU CUMTTTWHATWY, Evapén tapering koptlovne 4mg/w

* 3m: entavoAnmtik) CT TOAKKO: BeAtiwon amELKOVIOTLKWVY
EUPNUATWV

* 5m: kKoptlovn 16mg 1x1
* 6M: AVEU CUUMTWHATWY, dLakoT kopTl{ovng, oAOKANpwon
QVTIGUMATLKAC OYWYNG



Yrotpomnn

0 CT AKKO: enibeivwon twv
QTTELKOVLOTNKWY EVPNUATWY

0 CT Bwpakoc: teptoxn AAAN
40mm &iknv BoAnc vaiou




Yriotpomnn

* MeBulnpedviloAovnc 16mg 1x1

* Bloyiac ontoBomnepirtovaikov Aepdpadeva

WBC
NEU
LYM
Ht
Hb
Urea
Creat
SGOT
SGPT
CRP
TKE

9.41K/l
7.12K/pl
1.77K/pl
38.8%
12.5g/dl
58mg/dl
1mg/dI
19U/L
21U/L
1.5mg/dl
64mm/h



 11m: Propable histologic features of 1gG4-RD

o Xwplc otoyela umep kKakonBelog

o 1gG4/1gG 20%, dAePitida, mepLOopLlOUEVN vwon Ka
atpoKktopopdn popdoloyia

o ANPn koptlovne UmopeL va apPAUVEL TNV LOTOAOYLKN ELKOVA



* 1y CT ©AKKO BeAtiwon Twv eVpnUATWV

e MTX 12,5/w kot peBuAmnpedviloAovn 16mg 1x1 yio 6w Kol EMeLTa
Heiwon katd 4mg/w peExpL ta 8mg

* H aoBevnc MopapEVEL AVEU OUUTTTWHATWY



1gG4-RD

e Juotnuatikn pAsypovwdng voooc, xapaktnplletal amno

o Nepdomhaocpatokuttaplkn 6inBnon amno IgG4 nAaopatokutTapa
o Aloykwon tou npocBePAnpevou opyavou n Aepdpadevonabela

o vwon, pe xapoaktnplotko "storiform" npotumo, pAeBitda

* |gG4 otov opo ota 2/3 Twv acBevwv

Ozawa, M. et al. (2017) ‘Clinical features of igg4-related periaortitis/periarteritis based on the analysis of 179 patients with
igg4-related disease: A case—control study’, Arthritis Research & Therapy, 19(1). doi:10.1186/s13075-017-1432-8



* Entintwon 0,28-1,08/100.000 otnv lanmwvia
e A>T, peon nAwkia 60 €tn

e Qawoturnot
o Group 1 - Pancreato-hepato-biliary disease

o Group 2 - Retroperitoneal fibrosis and/or aortitis

o Group 3 - Head- and neck-limited disease

o Group 4 — Mikulicz syndrome with systemic involvement

Maehara, T., Koga, R. and Nakamura, S. (2023) ‘Immune dysregulation in immunoglobulin G4-related disease’, Japanese Dental Science Review, 59, pp. 1-7.
doi:10.1016/j.jdsr.2022.12.002,

Mizushima |, Inoue D, Yamamoto M, Yamada K, Saeki T, Ubara Y, Matsui S, Masaki Y, Wada T, Kasashima S, et al. Clinical course after corticosteroid therapy in IgG4-related
aortitis/periaortitis and periarteritis: a retrospective multicenter study. Arthritis Res Ther. 2014;16(4):R156. doi: 10.1186/ar4671

Pathogenesis and clinical manifestations of IgG4-related disease. Authors: Haralampos M Moutsopoulos,MD,FACP,FRCP,Master ACR, George E Fragoulis,MD,John H Stone,MD,MPH



[TaBoducioloyia

* CD4+ T, B and Tfh lymphocytes
* 1gG4 antibodies not pathogenic
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Maehara, T., Koga, R. and Nakamura, S. (2023) ‘Immune dysregulation in immunoglobulin G4—related disease’, Japanese Dental

Science Review, 59, pp. 1-7. d0i:10.1016/j.jdsr.2022.12.002

Pathogenesis and clinical manifestations of IgG4-related disease. Authors: Haralampos M Moutsopoulos,MD,FACP,FRCP,Master

ACR, George E Fragoulis,MD,John H Stone,MD,MPH
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Criteria Diagnosis of IgG4-RD

1. Clinical and radiological A. Definitive IgG4-RD: 1+2+3
features: B. Probable IgG4-RD: 1+3
One or more organs show C. Possible IgG4-RD: 1+2

diffuse or localized swelling or a
mass or nodule characteristic of
IgG4-RD.

2. Serological diagnosis:
Elevated serum lgG4
concentrations (greater than 135

ALOyVWOoTLIKA L
Kp l_'[rl] p LA 3. Pathological diagnosis:

Positivity for two of the

following three criteria:

a. Lymphoplasmacytic
infiltration with fibrosis

b. Ratio of IgG4 +/ IgG + cells
greater than 40% and greater
than 10 IgG4 + plasma cells/
high-powered field

c. Typical tissue fibrosis,
particularly storiform fibrosis,
or obliterative phlebitis

Hisanori Umehara and others, The 2020 revised comprehensive diagnostic (RCD) criteria for IgG4-RD, Modern Rheumatology, Volume 31, Issue 3, 4 May 2021, Pages 529-533



|gG4 Periaortitis

e 20-36% twv aoBevwv pe IgG4-RD
* KolAtakn aoptn
* KolAtako aAyoc kat aAyoc otn oodpU CUXVOTEPQ CUUTTWHOTO

* [AUKOKOPTLKOELON Kol avoooTtportomolntiki aywyn (AZA,MTX,MMF,
Rituximab)

Mizushima |, Inoue D, Yamamoto M, Yamada K, Saeki T, Ubara Y, Matsui S, Masaki Y, Wada T, Kasashima S, et al. Clinical course after corticosteroid therapy in IgG4-related
aortitis/periaortitis and periarteritis: a retrospective multicenter study. Arthritis Res Ther. 2014;16(4):R156. doi: 10.1186/ar4671
Pathogenesis and clinical manifestations of IgG4-related disease. Authors: Haralampos M Moutsopoulos,MD,FACP,FRCP,Master ACR, George E Fragoulis,MD,John H Stone,MD,MPH



Take Home Message

* [gG4-RD elval Eva OAO KalL TTEPLOCOTEPO avayvwplolpo cuvOPOoOo TIou
aroteAeital amo MoAAEC SLoPOPETIKEC VOGOAOYIKEC OVTOTNTEC

* YYnAn kAwikn vrtoia yia 1gG4-RD og aoBevelc pe neplaoptitidoa

e Gold standard yia tnv dtayvwon n Broyia



EYXAPI2TQ TIA THN
[TPO2OXH 2A2



