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Mapouciacn nepintwonc

1999

TTapaAAnAa:

PwroevaioOnoia
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&aivopyevo Raynaud Tie?
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EpyaoTnpiakoc €Acyxoc

Mevikég e€eraoeic aiparog K.@.

Xwpic mevieg, xwpic auinpévouc deikTeEC PAEYHOVAC Kal Xwpic auénuéva puika évlupa
AvoooAoyikog €Aeyxoc: ANA: 1/160 [Aentoc oTikTOC]

2 ¢ emavaAnmTikoUC eAéyxouc ANA (-)

ENA: (-)
Ds DNA (-)



TTapakAivikog £Aeyxoc

a/a Owpaka : K.¢.

u/s kolAiac xwpic afioAoya waGoAoyika supnparta
Mantoux (-)

Bioyia oieAoyovou adéva: pun €101ka supnuara

OygBaAporoyikn e€éTtaon (Schirmer test kAw): (-)



Aiayvwon - wpoogyyion Tou 131wt 1aTpou

* 2Uvdpouo Sjogren

?

« Aywyn: - YdpofuxAwpokivn 400 mg/d
- TTpedviloAdvn 10 mg/d



OepameUTIKN TPOOEYYIoN Tovu 181WTN 1ATPOU

Xwpic kavéva opeAocg



AcUtepn yvuun...

2014

« TTpoonABe ota csfwTepika 1aTpeia Tou PeuparoAoyikoU




Mapovuciacn nepintwonc

TTAPOYZIAZH TTEPIZTATIKOY
&
ATAZOPIKH ATIATNOQZH

Aev KATVLIE, KATAVAAWVE KOWVWVLKA OLAKOOA

AAAepyieg: oxL S
Eemmseeeeeeesnm
‘Eppnvocg puon: dtatapoxEC ELHRVOU pUONG

ATOMLKO LOTOPLKO: YITOOUPEOELOLOUOG, SucAuTdatpia, untd aywyn

OwKoyeVELAKO LOTOPLKO: EAeUOEPO OLUTOAVOGWYV VOO LATWV



duowkn e€€taon

Oeppokpaocia: 36.5°C B.Z.98 kg

88 odueic/Aentto AN: 145/90mmHg i ek :&1 e e N TR

ATAZOPIKH ATIATNOQZH

Fevika kaAn oYn, KolALoKn oxvoapkio . 2
Eemmseeeeeeesnm
Kapdiakoi tovol puBuikoi eukpiveic, xwpic puvoquata

AVOTIVEUOTLKO: ELOTIVEUOTLKOG CUPLYHOG
KolAld paAakn, euntieotn avwduvn

ANE: K.



KUpla mpoBAnuata

Oidnua kai e€avOnua wépi§ Twv owOaApwv
Aibykwonc oieAoydvou adéva (ap)
Acppadevikn dioykwon TpaxnAov (uroyvadioc d¢)

PwroevaioOnoia

AyyelokivnTika akpa (2. Raynaud)

ANA: 1/160 [AewToC oTIKTOC]



HCT
Hb
WBC
MCV
TUTOC
PLT
TKE
CRP
HbsAg

HCV

. olpwv

38,4
14,1
8780
88
68/22
385000
44

3

(-)

(-)

K.

Epyaotnplakog EAeyXOC

Glu
Ur

Cr

Fe
SGOT
SGPT
vGT
ALP
lot
UA
HbAlc

Trigl

88
44
1,0
34
25
34
67
97
Apvntol
51
5,8

145



AvoOoOAOYLKOG EAEYXOC

RF (-)
Anti-CCP 00
ANA 1/160 f.sp
ENA (-)
Kpuoodatpiveg (-)
HLA B27 (-)

Cardio ()



Awadopikn dtayvwon

Oupeocidikn opOaApomddOeia

TTAPOYZIAZH TTEPIZTATIKOY

Kokkiwpatwdng véoog AT ATRCAEE
AakpuadeviTida e

D
NeoTmAdoia

2.Uvdpopo Sjogren
Noéoo¢ Tou Mikulicz (MD)

AAAN oxeTi{opevn e autoavoaia vooo¢ ouvoETIKoU 10ToU



Epyootnplokoc EAEYXOG

ZYNAYAIMOE MONOKAQNIKQN  ANAAOTIA % (CELLS/pul)

CD3  (50-89%) 84
CD19  (5-26%) 12
NKCD8+ (0,5-13%)

CDI16+56 (2-24%) 7
NKCDS- (1-25%)

HLA-DR

K/l

CD3+CD4+ (24-67%) 73
CD3+CD8+ (9-54%) 13

[TAPATHPHZEIZ: Ratio CD4+/CD8+ =5,6. apoveralerar avinon rov CD4+ T- heppokvrripoy

* HAektpodopnon Hb: k.

. 1gGa4: 4,05 (.t <1,4) 12/12/2013




Diseases in which IgG4 serum levels may sometimes be elevated(1-3]

Disease*
Autoimmune diseases

ANCA-associated vasculitis

Lymphoproliferative/granulomatous diseases and solid tumors
Rheumatoid arthritis ymphop /g9

: Castleman disease
Systemic lupus erythematosus

) ) sarcoidosis
Systemic sclerosis

. Chelangiccarcinoma
Sjogren's syndrome
Spondyloarthritis Colorectal cancer

. . . Lung cancer
Gastrointestinal disorders 9

N Pancreatic cancer
Acute pancreatitis

i . Urogenital cancer
Autoimmune hepatitis

) . Other diseases
Chronic pancreatitis
Chronic hepatitis Allergies
Cirrhosis Asthma

Ulcerative colitis IgG4: immunoglobulin G4; ANCA: antineutrophil cytoplasmic antibodies.
* Other diseases not recorded in this table have been also reported more rarely to have high IgG4 serum
levels.

Adapted from: Brito-Zerdn P, Bosch X, Ramos-Casals M, Stone JH. IgG4-related disease: Advances in the diagnosis and
treatment. Best Pract Res Clin Rheumatol 2016, 30:261.
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Enineda 1gG4 opou

' ROC Curve
A 1.4 g/L (ULN)
\ 254/
4 7 1 1 7 7 0,84 5glL
H tpéxouvoa ouvaiveon Bewpel Tipun avadopag IgG4 opou 1,35 g/L
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Boonstra K, Culver EL,, et al. Hepatology (2014) 59:1954-63.



Enineda 1gG4 opou

Entineda 1gG4 opou peyaAltepa amo 5,6 g/l

Ytn Stadopormoinon tou IgG4-SC amod tov kapkivo tou PSC kat tou

XoAn&oxou mopou

Auavouv tnv eldkotnTa Kat tn BTk poyvwoTtikn atia oto 100%
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ErtutA€ov, n €peuva €xeL deitel
Oetkn cuoxEtion peTafL TwV
avénueEvwy emumedwy 1gG4
opoU Kol Tou aplBpov Twv

nPooBeBANUEVWV OpYyAVWV

Oseini AM, et al. Hepatology (2011) 54:940-8.



lotoAoywkn e§€taon

Napacoxevaopa: TRANA Avw BAepdapou

Hp.NapaAapfrig: 30.1 .2007

nepayyenie: rpo. |

NapakaBaype TEApa dvw BAs@dapou dlaotdoswv 3,5x2x0,9 ek. kabug xai 500
xaoTavoeaia Kal EAQOTIKG 10TOTERAXIA ouvoAIKWY dlaoTdoswy 3x2x1 ex. Mi-

K POTKOTTIKWG Ta I0TOTERAXIa auTd mrapoucidfouv aBpoioEIg EUHEYEBWY KUTTG-
pwy pE GEBOVO KOKKIWGES KUTTAPATTAQoHA KAl OHOIGHOPPOUG UTTOOTPOYYUAOUS
kevTPIKOUC TTUPAVES HE HIKPT) TIOAUHOPQIa.

Zupmrépaoya: Kox!uoxu_napmég dykog Gvw BAE@apou.

H BAGRN @aiveral va €xel eEaIpeBEi €M UyI0UG.

Zroixeia xakonBeiag dev aveupébnoav.



lotoAoyikn e€€taon (ap) mapwtidog

HNEPITPADH YAIKOY:
Moépopwpa AP nopotidag.

Avo (2) Aevxépamg xpowdg tpfipata Aepgadéva Swotdccwv 1,3X1X04 ex. xarv 1,2X0,7X0.4 EX.,

avtiotoyya. Lvvarootédlovial dVo (2) Aevkbépang xpodg wrotepdna dwuotdosmy 1,3X0,4X0.2 ex. xat
1X0,5X0,1 ex. avrictoya, xabdg xat tpfpa Acppadéiva Swotdocwmv 1X0,4X0.2 ex.

- Ta anoctadévia tpipata Aeppadévov Sampodv puoioloyix apyitextoviky Sopn.
INapampeitar perpiov PBabuod reppoliduaxh vrepmlacia. Ta ieppolida (devtepoyeviy) mepifdidovran
and xakd avartvypévn Lhvn pavdida, REPEXOVY HAKPOPGYE IOV PAYOKVTTAPGOVOLY ATOTTOTIKG cwpana

xar dev exppalouvv tov deixm bel-2. Emuméov, o Seixmg xutrapikod nolamiacwopov (Ki67/MIB1)
civar vynAdg ot autd. Avapcoa ota Aepgolidua avayvopiletrar T-Covn (rapapirords).

Me g yphoeg nia ng Papiés xar elagpég aldooug TOV avocosempiviv Samotdveral | rapovsia
ROATUMKGOV  TAQOHATOKUTIGp@V. Avadeikvietar avEnpévog apidudg

IgG-Benikdv  molvTumxdv
TACHATOKVTTAPWV Kupiwg evidg PAaonixdv xévipov adld xat tepep@olidiaxa.
H nepintwon pelenifnke emnxdéov avoooiotoymuika pe toug deixteg: CD20, PAX-5, CD3, CDS, CDI0,
bel-6, xar xukhivn D1, emBefardvovrag ta poppoloyixd svpfipata.
Zupnipaocpa: Acppadévac pe addovboeg xpdéwviag pn ewikg Aepgadevonddeiag yapaxmpuldpevns
xuping and Aepeolidiaxn vrepmiacia, 6nwg propei va napampnOei oe aclevi) pe avtodvoco véonua.
Iybdro: Adyw mg mapovoiag 1gG-Oenixdv molvtumxdy mlacpatoxvttdpov evide PracTtikdy KEVIpQvV

Kai TV avagepducvov ota xhvikd otoyeia avinuévev cmxédov 1gG4 avnowpdrov otov opd aipatog
mg acfevois, cuviotaral | repattépm avooolotoynpixt pehém pe anti-IgG4.

- % &

r Ta howmd cvvarnooralivia tepayida avnotoxoiv oe wolumddn 1wototepdna ota onoia repikieictan



lotoAoywkn e€€taon

l’ 38 E Ap. NpwroxdMou:  B8838/14
: ggku EvréAouoa Kavief):  F.NJIQANNINGN
N 23{\0 EvreAwv latpde:
po- 5-2014 Hy. Napadoong Hy. Aidyvwong:

. . Hy. NAinecrp/ong: 20/6/20
JPBOUAEUTIXI YV@UN i
TAnpogopieg:

IZTOAOTI'IKH EEETAXH

Hapa:XaBaps y1a cupPovAsvTiky Yvébun pe v évdeln «4121 — péppoua AP nupwtidagy, |

maxidio H/E, 11 mhoxidwo avocoiotoynueiag (CD23, CD20, Ki67, «, A, bel2, IgD, IgA, 1gG,
IgM, cyclin D1), 7 axp®patioteg topég Ko éva KOfo mapaeivng.

: MIKPOOCKOTIK®DG, TPOKEITAL Y1 Aspeadéva pe Sutipnon e aPYLITEKTOVIKTG doung Kat
vrepmAacTikd Aeppolidia, ta onoia yapaktnpiloviar and mpogxovia BracTika KEvTpa. Z€
onévia Asppolidia mapatnpeitor Avon.

O avoocoicToynuikos EAeyxos empPepordver SLoTHPNON TNG OPYLTEKTOVIKTIS SOUTC HE ROV
éxppaong bel-2 kot kaddg Swumpnuévn Lovn pavdva. ZTov napa@lold avayvepiloviat
TPOTOTONUEVO KOTTAPA B mpoéievong. Amd Tov REPUITEP® AVOTOICTOYTHIKO ELEYYO TPOKVLT
TOLPOVCI APKETOV DPILOV TACHATOKVTTAP®V EVTOS TWV BAaCTIKOV KEVTIPOV Kl
SevTEpELOVTOG, EVTOG TOV Sroreppoldraxon ydpov. Ta TACLOUATOKOTTAPC Eival TOAVKAOVIKE
oTIG YPDOELS Y1 eMaPPES AADOOVS K Kal A oYed6V 0TO GUVOAO TOVG YTt IgG xai o€ TOGOCTO
rovhdyotov 70% yo IgG4. O apOpog Tev IgG4 TAOCHATOKVTTAPOV GE apkstis Béoeg
tovhdyotov vaepPaiver T 100/HPF. Ta o¢ Gve svupripota eival _'gﬂ_(w_lw_tcn_&d_lg_@

o) vOéoov ovvodd Aep@olidiaxn vrepmlacio 6mmg enl QUTOAVOGOV VOOTILATOC.



Ta ava@ewpnuéva dtayvwotika kpttinpta (RCD) 2020 yia to IgG4-RD

Table 2. The 2020 Revised comprehensive diagnostic (RCD) criteria for IgG4-RD.

[Item 1] clinical and radiological features

One or more organs show diffuse or localized swelling or a mass or nodule characteristic of 1gG4-RD. In single organ involvement, lymph node swelling
is omitted.

[Item 2] serological diagnosis

Serum lgG4 levels greater than 135 mg/dl.

[Item 3] pathological diagnosis

Positivity for two of the following three criteria:
@ Dense lymphocyte and plasma cell infiltration with fibrosis.

@ Ratio of IgG4-positive plasma cells /lgG-positive cells greater than 40% and the number of IgG4-positive plasma cells greater than 10 per high
powered field

@Typical tissue fibrosis, particularly storiform fibrosis, or obliterative phlebitis
Diagnosis:

Definite: 1) 42) +3)

Probable: 1) +3):

Possible: 1) +2)

Umehara H, et al. Modern Rheumatol (2021) 31:529-33.



Table 4 | 2019 American College of Rheumatology and European League Against

Rheumatism classification criteria for 1264 related disease (IgG4-RD): inclusion criteria
domains and items (adapted from Wallace et al)***?

Table 4 | 2019 American College of Rheumatology and European League Against
Rheumatism classification criteria for IgG4 related disease (1gG4-RD): inclusion criteria

Inclusion criteria Points
Step 3. Inclusion eriteria: domains and items* domains and items (adapted from Wallace et al)****
Histopathalogy-
Uninfarmative biopsy o]
Dense lymphocytic infiltrate +4
Dense lymphocytic infiltrate and obliterative phlebitis +& n}\r] pOL’JVTOLL TQ KpLTr'] pla ta&_véun O'nq VLOL |gG4_RD EdV 10
Dense lymphocytic infiltrate and storform Abrosis with or without obliterative phlebitis  +13
Immunostainingt 0-16% oUVOAO TwV MOVIWV givatl 220
Serum lphé concentration:
Namal or not checked o
» Mormal but <2 = upper Limit of narmal +8
2-5 = upper limit of normal +6
»5 = upper limit of normal +11 QUESTIGHS FOR FUTURE RESEARCH
Bilateral lacrimal, parotid, sublingual, and submandibular glands: . . . }
No cet of glands invalved 0 * |s a genetic background implicated in IgG4 related
One set of glands involved +6 q o 7
Twio or more sets of glands involved +14 d ISEa5E Elgﬁd RD) " . .
Chest: * Does an mfectmus, environ mental, or autoimmune
Mot checked of neither of items listed 5 present [ . .
Peribronchovascular and septal thickening + tngger fnr IgG&‘RD exist?
Paravertebral band-like soft tissue in thorax +10 * Are different diagnostic biomarkers likely, depending
Pancreas and biliary tree: . . . .
Mot checked of none of items listed is pregent 0 on IEGI"RD IﬂUDI\I’EI'I'IEI'It, or does HSIHEIE dlﬁgﬂﬂﬂtl[’.
Diffuse pancreas enlargement (loss of lobulations) +8 biomarker for all lgG4-RD manifestations exist?

Diffuse pancreas enlargement and capsule-like rim with decreased enhancerment +11 . . . . .
Pan-:reali [either of abowe) and hlllaryp;ree invalvement +19 - HDW dﬂES thE claSSIﬁcatlnn nflgGﬂ"RD Into Cll n":al
Kdney: phenotypes affect patient management, therapeutic

Not checked or none of items listed is present 0 . . .

Hypocomplementermia 6 strategies, and prevention of disease related

Renal pelvis thickening/soft tissue +8 morbidities?

Bilateral renal cortex low density areas +10 .. . . .
Relroperiloneur: * What parameters (clinical, serological, radiological)

Not checked or neither of items listed s present 1] ' . H '

Diffuse thickening a‘abdornunalaumcwgtl o can ngIdE tapering oflmmunnsuppresswe treatments

Circumferential or anterolateral soft tissue around infrarenal aorta or liac arteries +& and predi[',t response toth Erapies?

Step &: Total inclusion points

Case meets classification criteria for 1gG4-RD if entry criteria are mel, no exclusion criteria ¢ Wh en ShGL.lld Ch Anges I SEnim Igﬁﬁ concentrations
are present, and points total is =20 prompta [‘,h.ange in treatment?

BMJ. 2020 Jun 16;369:m1067.



Diagnosis procedures of 1gG4-DSD

I Enlarged organs or masses with clinical symptoms of IgG4-DSD

1gG4-DSD was suspected

« Serum IgG4 >135mg/dl

*  IgG4" plasma cells > 10 /HPF

Consider Other Diseases

1gG4*/1gG* plasma cells > 40%

Similar discases were excluded
by impact examination

Mutual simulation and overlap with IgG4-
DSD were considered

The diagnosis of IgG4-DSD was confirmed

Front Immunol. 2023 Oct 5;14:1278332.
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Diagnosis procedures of 1gG4-DSD

Initial dose of steroid ' P=0. 025
0.6 mg/day _ % ——— P=0.064 1
Maintenance dosage Taf;;’"g 60 |
25-5 mgf{iﬂ}' withdrawal e
Induction of remission = Maintenance therapy 4 /‘ ; N
(2 — 3 months) (6 - 12 months) ol | -~ |
v
g =
P 3
E: ) %
- T
a 20 |
Av KoL Ta apXLKA TTooooTta Udeong eivat uPnAa 2
OL e€apoelc koL oL UTIOTPOTIEC e€aikoAouBOUV va Elval CUXVEG
Enopévwg, mapd tov kivbuvo ooteonopwonc, cakyapwdouc dtapntn ; 1 0 |
1 1 ) ) ’ 1 125'25 50 75 ‘00
Kol Aol wENG IOV OXETI(ETAL UE LOKPOXPOVLA XPAON CTEPOELOWV C(f,‘z‘;:;’" (126) (n=31) (3) (n=d)

OUVLOTATOL LOKPOXPOVLA XPrion 5 mg/nuépa yla toulaxLlotov 3 xpovia SRISICY RrOVRIIOIORE HOW, (D 993

Kamisawa T, et al. J Gastroenterol (2010) 45:471-7.



MRI 0pOaAULKWV KOYXWV

E€€raon: MT ODOAAMIKQN KOMXQN

KAwikég MAnpodopieg: Oupeoetdikr odBalponddera. Enavéeyyoc.

Texviki: T1 SE SPIR kau Gd
STIR COR
T2 TSE TRA

latpikn Nvwpdrtevon

H eféraon ouykpiBnke pe v mponyoluevn MRI odBaApikwy koyxwv amnd 23/04/13.
EnaveAéyxetar n apdotepdmrevpos e€0pOaApog kabwe kat 0 uBELaOPOE TWV OMTIKWY
veupwv. Itnv napovoa efétaon mapatnpeital onuaviikn peiwon Tou OWAMATOg Twv
odBaApokvnTuikwy puwv audw (PoAlg umoonupawopevn umnepoxn tou AE é§w opBol
évavti Tou AP éfw opBol MUOG) Kal Tou oWNUaTos Twv PAepdpwy.  Emaveléyxetan n
nayuvon tou BAevwoyovou Twy Lypopeiwy avipwy audw.




Mopseia vooou 18/12/2014

Yriotpomnn oldnpatwv
MeBuAnpedviloAovn 4 mg/day
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2UMBATIKA TPOTIOTIOLNTLKA TNC VOOOU avTipeupatika ¢appaka DMARDs

Drug Initial dose Maintenance Research type Result Ref.
dose

Mycophenolate 1-2 g/d 0.5-1g/d Randomized DR: 76.47% (72)
Mofetil unblinded control

Azathioprine 2-2.5 mg/kg/d =2 mg/kg/d Meta-analysis DR: 80.8% (73)

Amethopterin 10-20 mg/week  15-20mg/week Case report DR: 609%, PR: (74,

400 75)

Leflunomide 20 mg/d 20mg/d Randomized RR: 18.2 9 (76)
unblinded control

Cyclophosphamide 50-100 mg/d (3 50 mg/d Prospective cohort DR: 88% (77)

months) study

Cyclosporin a 150 mg/d 150 mg/d Case report - (78)

Tacrolimus 1-2.5 mg/d 1-2.5 mg/d Chart review RR: 20% (79)

Iguratimod 25 mg, bid 25mg, bid Prospective cohort CR:309¢, (80)

study PR:56.7%
Thalidomide 50 mg/d 100 mg/d Case report - (81)

Front Immunol. 2023 Oct 5;14:1278332.



2UMBATIKA TPOTIOTIOLNTLKA TNC VOOOU avTipeupatika ¢appaka DMARDs

Drug Initial dose Maintenance Research type Result Ref.
dose

Mycophenolate 1-2 g/d 0.5-1 g/d Randomized DR: 76.47% (72)

Mofetil unblinded control
Azathioprine 2-2.5 mg/kg/d <2 mg/kg/d Meta-analysis DER: E:‘;@ﬁoew\,
Amethopterin 10-20 mg/week  15-20mg/week Case »~ -}\\\,\_\(lbv U-- o CR: (74,
) vt 40% 75)

I\ AL
Leflunomide 20 mg/d (190 Randomized RR: 18.2 % (76)
s y\O .

' vsﬂdp\d'\v unblinded control

’60\1é\'0. 5\'\'0' 50-100 mg/d (3 50 mg/d Prospective cohort DR: 88% (77)
1a b€ months) study
Cyclosporin a 150 mg/d 150 mg/d Case report - (78)
Tacrolimus 1-2.5 mg/d 1-2.5 mg/d Chart review RR: 20% (79)
Iguratimod 25 mg, bid 25mg, bid Prospective cohort CR:30%, (80)
study PR:56.7%

Thalidomide 50 mg/d 100 mg/d Case report - (81)

Front Immunol. 2023 Oct 5;14:1278332.



B cell-targeted therapy

H Bepaneia pe otoxo ta B-kUTTOpA AVTUTPOOWTTEVEL

Lo TipooEyyLon akpLBeiog

Baoiletal otnv avénuevn napouvaoia B Aspdokuttapwv
Kol CD4 T KUTTApWV KATA TN SLapKeLa TNG MOOOAOYIKAC

e€€ALENC TNG vOoou mou oxetiletal e to 1gG4

Ta teAevTala Xpovia, oL BEpATTEVTIKEG TAPEUPACELC
TIOU ETUKEVIPWVOVTAL OTN OTOXEUON TWV B-KUTTAPWV
£XOUV OUYKEVTPWOEL TIPOOOXN Kol evBouoLlaopd otnv

ETILOTNUOVLKH KOWVOTNT

Mattoo H, et al. J Allergy Clin Immunol (2016) 138:825-38.
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Therapeutic Uses of Rituximab and Clinical Features in Immunoglobulin G4-Related

Identification of studies via databases and registers ]

Identification

Records identified from
Databases (n=2417)
PubMed (n = 321)
Science Direct (n = 336)
Google Scholar (n = 1760)
Registers (n= 0)

Screening

I

Records screened
(n=104)

Full-text articles assessed for
eligibility
(n=28)

Reports assessed for eligibility
(n=22)

Included

Studies included in review
(n=14)

Reports of included studies
(n=14)

Clinical features of IgG4-related disease

Records removed before

screening:
Duplicate records removed (n . .
= 186) Organ involvement Clinical features
Records marked as ineligible
by automation ool (n'= 1802) Glands and lymphatic system Lymphadenopathy, salivary gland edema, submandibular gland edema

Records removed for other

=428 : : » o n : o
i ) Autoimmune Autoimmune pancreatitis, lymphoplasmacytic infiltrates, retroperitoneal fibrosis,
sclerosing cholangitis, elevated serum IgG4 levels
Records excluded** ar ot ; i ar :
(n = 324) Biliary tract Obstructive jaundice, cholangitis, and biliary strictures
Ocular Proptosis, ophthalmoplegia, ocular edema, and dacryoadenitis
, Skin Skin nodules, plaques, subcutaneous masses, and eczema
Reports not retrieved
S el Renal Tubulointerstitial nephritis, renal mass, and renal dysfunction
Lungs Asthma, bronchitis, interstitial lung disease, pulmonary nodules and pleural effusion

Reports excluded:
Not available (n=1)

S Al oo Scots Slede SUUMEPAOUATIKG, HE BAon TNV ekTevr avdAuon tTnc BLBALoypadiag Kol Twv
SANRA 2 score of <9 of 12 (n =3) g ! ] ’ 8 .
i s et B e N us)\'euov Ttov Tta?ouota(ovrat , em’BeBavaouue OTL'TO ntuxnlnab
NCOS score of <7 of 9 (n =1) UTTOOXETOL TIOAAQ WG pLa EEALPETLKA amoTEAEoHATIKA Beparmeia yia To

JBI score of <6 of 8 (n =1)

IgG4-RD, WSLaitepa o€ MEPUTTWOELG UTIOTPOTINC Kot dtatipnong tnhg Vdeong

AuTi N avaokomnon UTtoSNAWVEL OTL, TTAPOAO TTOU TA YAUKOKOPTLKOELSH TIAPAUEVOUV N TIPWTN YPAUMUA
Bepamneiag yla 1o 1gG4-RD, to rituximab €xeL tn SuvatoTnTa VA YivEL pia oo TLG KUPLEG eTLAOYEG Bepareiag

yia to 1gG4-RD
Cureus. 2023 Sep 11;15(9):e45044.



'HONn amo to 2010, n RTX epdaviotnke
W¢ pLa TToAAQ uTtooxopevn Bepareia
yla 0o0€VELEC TTOU GXETI(OVTOL [E TO

IgG4

ISlaitepa yia vedtepouc aoBbeveic pe

TIPOKANTLKEC TITUXEC TNG VOOOU

AUTO T0 GAPUOKO, TIAPELXE EEALPETLKN

KALVLKI) QTTOTEAECUATLKOTNTO

B cell-targeted therapy
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Khosroshahi A, et al. Arthritis Rheumatol (2010) 62:1755-62.




B cell-targeted therapy

A B

Figure 2. Decrease in parotid gland swelling 2 months after (B) versus before (A) rituximab therapy in a patient with IgG4-related systemic disease
(patient 2). Color figure can be viewed in the online issue, which is available at hutp://www.arthritisrheum.org.

Khosroshahi A, et al. Arthritis Rheumatol (2010) 62:1755-62.



IgG 4 pe SL0YKwon SaKPUIKWV adEvwyV TpLv Kot HETA TN Oepareia




AGCUUITTWUOTIKA

Xwplic aétohoya maBoAoyLka
EPYOLOTNPLAKA EVPAUATA

Aywyn Rituximab 1gr/8 unveg

Mopeia vooou 02/04/2024
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Ektoc amno to RTX

XmADb5871, éval LOVOKAWVLIKO QVTIOWO TTOU OTOXEVEL T
FcyRIlb kat CD19

KataotéAAeL amoteAeopatikd S1adopeC TTTUXEC TNG
AELTOUPYLKOTNTOC TWV B-KUTTAPWV

JupnepAapBavopévng tng evepyomnoinong, Tou
TTOAAQTTAQCLOLO OV KOl TNG TTOpOoUCLaonG avtlyovou,
XPNOLHOTIOLWVTAG TIOAAATIAEC 060UC

Ye pa Sokun paonc 2
‘ESwoe Btk avranokplon o€ 15 aoBeveig, pe tnv

nAsoPnodia va enttuyxavouv EAeyXo TNG VOOOU XwWPLC TNV
QVAYKN YLt YA\UKOKOPTLKOELON

Horton HM, et al. J Immunol (2011) 186:4223-33.
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NaBoyéveon tovu IgG4-RD

Increase upregulation Th2

of Tregs ) S e

4rexpression

TGF-B

IL-10
\ Tissues

IL-4, IL-5,
iL-13

Front Immunol. 2022 Jan 25;12:787422.



T cell-targeted therapy

Cell counts normal range] and freguencies |%a) IgGa-ASM
Baseline  Week6  Week 12 H naBoyeveon tng vooou mou oxetiletal pe to IgG4
Neutrophil cell count (1500-7700/u) 7o E740 TED 5130 3030 nept)\ap.desL 5de|)opouq TL'JT[OUC T-
% of SLAMFT+ neutrophils &1 16 10 10 54
SLAMFT+ neutrophil call countial 4874 1404 TE1 513 2122 A€ ud)o KUTTC'Xpu)V
Monocyte cell count (100-1000/u) 200 1230 BED T8O BB ) ’
% oI SLAMFT4 monocytes i 4 48 28 T onwg T helper 2 cells (Th2), regulatory T cells
SLAMFT+ manocyle call countial 774 529 421 296 715
Lymphocyte cell count (1100-4000/u0 1280 1560 1230 2630 1800 i
g P = o i = - (Treg), kau follicular helper T lymphocytes (Tfh), ta
SLAMFT+ Iyt te cell tul 451 936 oSg 1011 130 { [ { : .
B e b s 2 e ol ornola StadpapatiCouvv Kpiotpo poAo otnv e&EALEN
% of SLAMFT+ cells within CD3+ T cell population B85 69 81 24 4 !
CO3+SLAMFT+ cell countiul 713 687 850 207 ar tng voaoou
CD4-+ T cell count (3001400 ) 714 697 B15 649 472
% of SLAMFT+ cells within CD4+ T cell population a7 30 63 4 2z
D4+ SLAMFT+ cell countiul X35 209 513 26 104
% of CD28+ calls within CD4-+ T cell population ra 83 59 a7 a7 / / .
% of COZ7- cells within CO4+CD28+ T call populason 23 23 36 4 g CTLA-4 MapepPaivel otnv mopouciacn avtlyovou
% of SLAMFT+ cells within CD4+CDO28+ T cell population 24 21 a0 4 13 ' /
% of CD28— celis within CD4+ T call population 20 11 a4 3 13 580HEUOVT(1C OVTAYWVLOTLKA LE TO CD80/86 otnv
% of CD27- calls within CO4+CD28- T call popul ation g a9 a3 5 a5 . . /
% ol SLAMFT + cells within CD4+CD2B- T sl population 9o o 96 13 o eTLPAVELN TWV KUTTAPWV TIOU TIAPOUCLALOUV
D8+ T cell call count [200-900Vjl) 3 329 309 216 E83 , , , /
% ol SLAMFT+ cells within COB+ T cell papulation 9E 98 98 65 9z avTLyovo, CXV(IGTE}\AOVTCXC ETOL TNV EvEpPYyOTIOLNON
D8+ SLAMFT+ cell countiul 375 315 301 140 £38 ,
% af COZ8+ calls within COE-+ T call population a7 a3 21 85 15 Twv T KUTTapwyv
% of CD27- cells within CD8+CD28+ T cell poputation 14 18 20 5 11
% of SLAMFT + cells within CDE-+CD2E+ T cell population B2 B89 24 &0 a7 , , ., ,
% of CD28- cals within CO8 + T cell popuiation 73 &7 72 14 85 To elotuzumab, a6 tnv aAAn mAevpa, eivat eva
% of CD27- cells within CD8+CD28- T cell population 86 83 83 a0 "
¥ al SLAMFT+ cells within COB+CD2E- T call poputation 100 g 98 96 29 LLOVO KAWVLKO QVTLoOW Lol TTOU O'TOXElIJEL TV T[p(x)TE.'L'Vﬂ
% of CD4-+CD8+ DP cells within CO3+ T cell population & 23 13 1 2
% of SLAMFT+ cells within CD4-+C08+ DP T cel laticr 8E 29 33 22 70 ( ’ (
% of CDS6- calls within CD3- Tcellpﬂpula:i;ﬂe popdEEn 18 26 30 5 18 SLAMFY (ET[LOT]C yvwotn we CS]‘)' Aewroupyet
% al SLAMFT+ cells within CD53+CD56+ MKT cell population ] a9 a9 a7 a9 . 1 1
o e > o = o= avaoteAlovtag eTAEKTIKA T CD4+ KUTTAPOTOSIKA
018+ B call call count {1 00-50040) 7 B 10 128 1 '
CO3-CO56+ NK cells cell count (S0-500/ul) 10 57 a7 150 156 T }\El.ld)OKUTTapCX (CTL)
% of COS6+ calls within GG cell population 8 3 59 52 50

% ol SLAMFT -+ calls within CO3—CO56+ NEK call populaltion BE 88 98 98 b =]
COO-C058 - SLAMFT -+ &l sourbiul 7 16 i) 77 76 Comdiihr S, et al. Rheumatol (Oxford) (2022) 61:e334—6.



Xewpoupylkn Bepaneia

H mapox€tevon Twv XoAndopwv €ival pLa amapoaitntn cuUmANpwWHATIKA Bepameia yio aoBeveic pe cofapn
XOAOOTAON 1) CUUTITWHATA TILEON G TTOU TtpOoKaAoUvTal armo tPocBoAr) AAAwvY opyavwy

XelpoupyLkn enepPaon anatteital eniong ywa kakonbelg oykoug Aoyw BAaBwv mou kataAapfdavouv xwpo
Q0TO0O, TOL TTAEOVEKTAMATA KOL TOL LELOVEKTAMATA TNG XELPOUPYLKNC EMEUBAONC TIPETEL VAL OTAOULOTOUV TIANPWE

Yridpxouv OAAEC avadopEC OTL N XELPOUPYLKN emepPaon Sev dépvel teplocoTePa OPEAN OTN VOOO 1 OLKOUN KOLL
dev tnv avakoudilel tn vooo

Arthritis Res Ther. 2021; 23: 54. PMCID: PMC7874654 ]
Published online 2021 Feb 10. doi: 10.1186/513075-021-02432-y PMID: 33568210

Needle biopsy compared with surgical biopsy: pitfalls of small biopsy in histologial
diagnosis of IgG4-related disease
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IgG4-RD

* H vooog nou oxetiletal pe 1o 1gG4 (IgG4-RD) eival pa
OUOTNUOTLKA autodvoon vodAeypovwdng vooog

» Xapaktnpiletal and moAvopyavikn dtiBnon Betikwy oe 1gG4
TIAQOLOTOKUTTAPWY, Lvwon Kat ayyelomadesLa

* Madll pue mpoeéexovta mAaopatokuttopa IgG4+ kat avaloyia
MAQopaToKUTTApWY 1gG4+/1gG+ >40%

* H Stadyvwon yivetol ocuvnOwe oe cuvOUACUO KALVIKWYV Kol
OPOAOYLKWV XAPAKTNPLOTLKWY KOl LE XOPOKTNPLOTIKA
OLKTLVOAOYLKA KOl LOTOAOYLKA EUPAMATO

* KaBopilouv tn dSucAettoupyia Tou tpooPePBAnuUéEvou opyavou



IgG4-RD

* H voooc mou oxetiletal pe tnv avocoodatpivn G4 (IgG4-RD)

*Elval pla avooo-pecoraolpevn vodAeypovwdng KOTAoTaon Tou UIMOopPEL va ETtNPeAoeL TTOAAQTTAG Opyava
* OLouvnOeic popdéc mapovoiaong meptAappavouyv:

e Autoavoon naykpeatitda tumou 1 (oxetikn pe 1gG4) (AlP)

® IKAnpuvtikn XoAayyetitida oxetlopevn pe 1gG4, mov ocuvnBwc epdaviletal pall pe AIP tumou 1

® ALOYKWON olEAOYOVWV adEvwv | okKANpuVTIKA oltadadevitida, ovopdletal voooc Mikulicz oxetilldopevn pe 1gG4, otav
gudaviletol pe to cuvduaopuo peyebBuvong tou dakpuikoU, TG mopwTidag Kal Tou umoyvadlou adeva

® OPOAAMIKA VOOO, CUXVA JLE TIPOTITWON

e OmnoBomnepltovaikn ivwon, cuxva e Xpovia replaoptitida Kal ocuxva PooBAAAEL TOUC oUPNTHPES, 0dNYWVTOC O
ubpoveppwon kat vedpikn BAALN



Clinical phenotypes of IgG4 related disease

* H mpotipnon tou IgG4-RD ywa oplopéva opyava ival yvwoto
Qo TNV MPWLUN teptypadn ThE vOoou

* AvaAUovTag TNV KOTAVOU TNG OUUETOXAC OPYAVOU O€
oxedov 800 aobeveic

KAwwoli ¢patvatunol

* MaykpeatonmatoxoAkn vooog (31%)
* OnoBomepirovaikn ivwon pe N xwpic aoptitda (24%)
* KepaAny kat AaLpoC EPLOPLOUEVN VOOOC (24%)

* To kKAaolkd ouvépopo Mikulicz pe cuotnuatikn epmiokn (22%)

Igi4-RD phenotypes

Ouboomes s nd imeo irbid thes

PANCREATO-BILIARY

RETROPERITOMEALSAGRTITIS

Pericardium corstrictive
pencarditis

Heart: coronany artery
disease

Aorta: inflammatony
thearacic ar abdominal sartic
aneurisms

Retroperitoneum: renal
atrophiy or injury due
o hydroniephiosis, chronic
abdominal pain syndromie

Media stinum: compression
af local structures

HEAD AND NECKE LIMITED

Oribits: propbasis, vision ioss,
diplcpia

Meninges: cranial nerse
palsies

Ear: hearing loss, bone
destruction

Siull bones and siruses:
chranic sinusitis, midline
destructive |egions,
anosmika

Thyroid and pituitary glanc:
hrypothyrakdsim,
hypopituitarism

L

Py Wit
¢
'Si“'ﬁ

BMJ. 2020 Jun 16;369:m1067.



H enidpaon tou IgG4-RD
oe duadopa opyava

Ta kitpwa otolkeia
QVTUTPOOWTIEVOUV
peyaAUtepn mbBavotnta
voonpotntac

Front Immunol. 2023 Oct 5;14:1278332.
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NaBoyeveon tov IgG4-RD
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Tissue damage

(ii)

Eosinophils v
Macrophage % Plasma cells \:’\ O '
Vicious cycle of
antigen presentation
Fibr Ohl ast by autoreactive B
A A AAAA cells
AA A& A IgG4

(iii) Fibrosis (iv)  Cross-reactivity
s to self-antlgen

Eplthellal cells

MBavoi napdayovteg evepyomnoinong:

Av Kall TO apXlko cupfBav eivat ayvwoTo,
QUTN N VOOOC Uopet va odeiletal og N
dUGCLOAOYLKEC 0lVOOOAOYLKEC OLTIOKPLOELG O€
CUUBLWTIKOUC ULKPOOPYOVIOUOUG, TpOdLU
Kol TtepLBaAlovTikd aAAepyloyova,

HoAvopatikd mtaBoyova i BAABN otol

Front Immunol. 2023 Oct 5;14:1278332.



NaBoduoioloyia tnc vocou nov oxetiletan pe to IgG4 (IgG4-RD)

Rituximab
Ofatumumab
:. Antigen presented on class || ObinutEELmah Naive B T fedlicular
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Awayvwon 1gG4-RD

* H Stayvwon tng 1gG4-RD pmopet va givat SUoKoAn

* [SLaltepa Otav N KAWLKN €LkOVA €lval aocuvnBLotn /Kol OToV Ta LOTOAOYLKA XOPAKTNPLOTIKA eV

€lvoll TUTTLKQL

* Eva eupl paopa AAWV KATAOTACEWV (VEOTIAAOHOTIKWY Kal pn) urmopel va ppunBouv to 1gG4-RD,

KAWVLKQ 1)/KOlL KOTA TNV LOTOAOYLKN €€€Taon

* H oxéon petaéL kataotdoswv nou oxetilovral pe IgG4-RD kat pn 1gG4-RD og oplopEVEC KAWVIKEG

KOTOLOTAOELC €ival Wdlaitepa replimAokn

Semin Diagn Pathol. 2023 Nov 15:50740-2570(23)00100-4.



Awadopikn diayvwon
* H vooog touv Mikulicz (MD) eival pia AspdoimepmAaotikn dtatapaxn
» Xapaktnpiletal ano enipovn, avwduvn, CUMUETPLKN SLOYKWON TwV SAKPUIKWV Kal oleEAOyOvVwY adevwy
* Ta LoTOmaBoAoYLKA XOpaKTNELOTIKA TtEpAABAvouV pallk) AePOKUTTAPLKA KoL TTAACUOTOKUTTOPLKN dLROnon pe ivwon,
okAnpuvon, avénueva emnineda IgG4 opou (> 135 mg/dl) kat 6t16non Betikwv og 1gG4 MAACUATOKUTTAPWYV (T0c00TO
lgG4 + kutTtdpwv TPOoG 1gG4 + + KuTTApWV TIPOC 1gG4,50%)
* To SS kat N MD eival mapopola o€ KALVLKA XOPAKTNPLOTLKA KOl OTTELKOVLIOTIKA EU AT

* OL KAvIKol ylatpot eival emippemneic oe AavBaopévn dldyvwon

* Mepimtwon ouvdpopou Sjogren pe apdotepomnAeupn Stebpuvon tou dakpuikol adéva mou dLayvwoTtnke AavOaoEVA WG

vooog tou Mikulicz BMC Ophthalmol. 2023 Jul 27;23(1):336.



Amelkovion dakpuUikwv adEVwvY

T1 (T1WIs) TnG TOUNC TOu KOyXou mou deixvouv
apdoteponmAeupouc SakpuikoUC adEveg va
KLVOUVTOLL TIPOG TOL EUTTPOC KoL XWPLC AVWHOALES
ota BAEdapa, otouc e€wdPpBalpLlouc HUEC, ota
veupa N o€ AAAouc¢ LoToUc.

B. T2WI mtou deixvouv apudotepOnMAEUpPOUG
SakpuikoUG adéveg va KlvoUvTal TPog Ta
EUTTPOC.

[. 2tedaviaia TIWI twv kOyxwv mou deiyvouv
oppoTEPOTMAEUPN TTPOTTWON SAKPUTKWV
adevwv.

A. Evioyupévn topoypadia mou deiyvel

opupoTEPOTMAEUPN TTPOTTWON SAKPUTKWV

adEVWV

BMC Ophthalmol. 2023 Jul 27;23(1):336.



Avoooictoxnuikn xpwon BAaBwv tov dakpuikou adsva

A. AiNOnon Aspdokuttapwy Kal atpodia
Sdakpuikou adéva otn BAAPN (x100).

B. AinBnon AepudokuTTApWY Kot
TTAQLOLOTOKUTTAPWV Kal atpodia Tou dakpuikou
adéva otn BAABnN (x200).

. H avoooiotoxnuikni xpwon yia CD20 £6eLée un
Sdtaxutn BeTikdTNTA TWV B KUTTAPWV

D. H ékdpaon 1gG4 Atav apvnTikn




Avoooictoxnuikn xpwon BAaBwv tov dakpuikou adsva

A. AinBnon Aspdokuttapwy Kot atpodia
Sdakpuikou adéva otn BAAPN (x100).
B. AlnOnon Aepdok—

ase ‘epoﬂ' , .
a Ca>™ " (uL atpodia tou Sakpuikol

: :"':. ‘\o - o
B !j ,Tr ld-\sease'
N 2 o ot BAGBN (x200)

a as “wut n n .
4 . H avoooiotoxnutkn xpwon ywo CD20 €6¢eLée un
SdLayutn BetikOTNTA TWV B KUTTAPWVY

D. H ékdppaon 1gG4 Rtav apvntikn



A Rare Case of Orbital Castleman Disease with Overlapping IgG4-Related Disease

H vooocg xapaktnpiletal and avwuaAo
TIOAAOQTTAQOLOO O TWV AEUPOELS WV KUTTAPWV
EVTOG TNC KOYXNG, TTou 08nyel 0TO OXNUATIONO
LLOG 1) TTIEPLOCOTEPWV MalWwV I OYKWV

Q¢ anotéAeopa, oL aoBeveic pmopel va
EUPAVIOOUV CUUMTWHATA OTIWE TIPOTITWON,

SutAwrtia, TOVO Kol OTITIKEG SLATOPAXEC

Medicina (Kaunas). 2023 Jul 28;59(8):1381.




A Rare Case of Orbital Castleman Disease with Overlapping IgG4-Related Disease

(A) kat (B) amokaAuav tnv napouvacia
QAAOLWOEWV HOAOKWVY LOTWV OTNV
apdOoTEPOTMAEUPN KOLAOTNTA TOU KOYXOU HE
OUMUETOXN TOU SakpuikoU adéva Kol ETEKTAON
OTNV eVOOKWVLKK TIEPLOXN KL OTO
AHPOTEPOTIAEUPO UTTOKOYXLKO TPRHOL

(C) kat otedpaviaia oPn (D) €6sl€av opoloyevn
gvioyuon Twv BAafwyv, umodnAwvovtag

AepdolmepMAAOTIKY) VOOO TOU KOYXOU

Medicina (Kaunas). 2023 Jul 28;59(8):1381.




A Rare Case of Orbital Castleman Disease with Overlapping IgG4-Related Disease

Ta eupApata ATav cUUPWVA PE EKELVA TNG

napaAlaynig tou iIMCD pe kuplapxa kUTTapa

TIAAOUOTOC, ULKTWV KUTTAPWV.
(A) (B)
H avoooiotoxnutkn xpwon £6eLée pla avaloyia

KUTTapwv lgG4+/kuttapwv IgG+ mavw amo 40%

(F)

(D) (E) (F) Medicina (Kaunas). 2023 Jul 28;59(8):1381.



AKTLVOAOYLKEC EKONAWOELC MVEUUOVIKG VOOOU TTOU GXETL(ETOIL LE TO
IgG4 otnv aéovikn topoypadio Owpaka

Eldka otav emnpealetol £vag Hovo
VeV OVOG 1) EAV N CUMHETOXN
AAAwWV opyavwv Sev TTOPEXEL
SlayvwoTtikn umootnpLén

BMC Pulm Med. 2021 Dec 15;21(1):413.
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o A wide Vﬂfiﬂf‘? of organs can be involved bY Ig(}4' Figure 4 MRI study of the kidneys in a patient with IgG4-related
related systemic disease (IgG4-RSD). systemic disease

e Presence of typical histopathological features, inclu-
ding the existence of numerous IgG4-+ plasma cells
within affected tissue, 1s the gold standard for the
diagnosis of [gG4-RSD.

e Awareness about this condition and consideration of
the diagnosis can spare patients from unnecessary
SUrgeries.

Oupsostﬁittﬁa Riedel

This patient also had IgG4-associated cholangitis and salivary gland
swelling. The patient's kidney pathology revealed dense tubulointerstitial
lymphoplasmacytic infiltrates and abundant IgG4+ plasma cells.

XoAayyetitida oxeti{opevn pne 1IgG4 ko
610ykwon olehoyovwy adévwv H Bloyia
Twv veppwv anokaAvye
AsepdonAaopaTtoKUTTOPLKA StnORpata Ko
a¢dpOova mAaocpatokutrapa IgG4+

MeyaAn, BpoyxoknAn o acBevr] Le LOTOPLKO VOOOU XOAndopwy,
TIVEUHLOVLKOG 070¢ Kal Stoykwon Sakpuikol adéva

OAa mpokaAouvtal ano 1gG4- cuoTNUATLKA VOGO

Bloyia tou Bupeoetdolc adéva katd tn dAeypovwdn paon g
Bupeoclditidag Riedel autol Tou acBevoug KaTESELEE KAAOLKA
LOTOTIOOOAOYIKA XOPOAKTNPLOTIKA oXeTi{ovTal e To 1gG4

(o) exteTapévo pakakd LoTo mou
TePBAAAEL TRV KATW KOWALOKN a.0pTH
(B) exteivetal mpog Ta mMAVW KAt TPOG
TOL KATW YUpW amo tnv Kown Aayovio
aptnpla




Table 1 Conditions once viewed as unique that are now recog-
nized to be explained at least partly by the IgG4-related

systemic disease spectrum

Previous name Target organ(s)

Mikulicz's disease Salivary and lacrimal glands
Kittner's tumor Submandibular glands
Riedel's thyroiditis Thyroid

Chronic sclerosing aortitis Aorta

Inflammatory abdominal aortitis Abdominal aorta
Retroperitoneal fibrosis Retroperitoneum
Autoimmune pancreatitis Pancreas

Sclerosing cholangitis Biliary tree

Orbital pseudotumor Orbital adnexa
Eosinophilic angiocentric fibrosis Sinuses and nasal cavities
Multifocal fibrosclerosis Various organs

o) BAatideg og payoula acBevoug pe S1O0YKwon Sakpuikwv mépwv Kol mapwtidag,
Tov dtayvwotnke AavOaopéva wg cUvdpopo Sjogren

H ouykévtpwon 1gG4 opou Tou acBevoug tav peyautepn ano 1100 mg/dl - V;, = &7 K&
(puvororoywkn <135 mg/dl) : "“.‘; é—‘
(B) Bloypia 6éppatog anokaAvmntel AspuponAacpatokuTTopko dtnfnua pe adpOova ;
nwowodha Kat oBAACTEG

(v) Xpwon 18G4 tn¢ Broyiag Séppatog, deixvel Evtovn Xpwon MAQGHATOKUTTAP WV
IgG4

B et
4& ¥ e

Khosroshahi A,et al. Curr Opin Rheumatol 2011; 23:57.




JUMTTEPACHOTO

MNapd TIg mpoodoug otnv Katavonon tou 1gG4-DSD...
H maBoyEvela Tou TapapEVEL ATEAWGS SLEUKPLVIOUEVN
Yridpxet EAAELP N TUTTOTIOLNUEVWYV SLAYVWOTLKWY KPLTNplwv

Tot TAEOVEKTAATO KOLL TOL LELOVEKTA AT TwV SLadopwv BepameuTIkwy EMIAOYWV SeV £XOUV KABOPLOTEL OPLOTIKA Kal Ol
aoBeveic cuxva epdavidouvv uPNAA TOCOOTA UTIOTPOTING

KAWVIKEC peAETeC €xouv Oeiéel OTL Ta avénpeva entimeda IgG4 otov 0pO XPNOLUEVOUV WC XPHOLUOC SLAYVWOTLKOC
SelktnC, mapAAAnAa LLE TO ATTELKOVIOTLKA EUPHMAT

H kUpla tpokAnon €ykettat otn dtadpopomnoinon tov IgG4-RD amd toug KakonBeLg Oykoug

H amoteAeopaTkOTNTO TWV YAUKOKOPTLKOELO WV UIMOpPEL va xpnotLpomnolndet we avadopd
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H amoteAeopaTKOTNTO TWV YAUKOKOPTLKOELO WV UIMOpPEL va xpnotLponolndet we avadopd

H kUplL _..oujon Tou IgG4-RD armod toug KakonBeLlc Oykoug
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