31/05
02/06

Elite Hotel
Kadapama

Zulntnon Neplotatikou

Peupatoloywkr) Movada / TNA ZiopavoyAeio

Apyupiou Evayyelia
Mnokn Kuplakn



Meplotatiko — ZUvioun nepypadn

Avépag aoOevig 38 eTwV
lotopikod OpoapvnTtikn RA (2014) / Bepameia uno Adalimumab (yia 2 €tn)

Ewova Kokklwpdtwong pe noAvayyetitida (GPA)

(NoonAeia mpo 2,5 etwv)

KAwiwka: Pwikn Emtiotaén - Aquomtuon - ZkAnpitda - NeupoatoOntrpla Bapnkoia (dpdw) - Mopdupa KATw AKPWY

ATELKOVLOTIKOG + Epyaotnplakog EAeyyxog:
KueAdikn atpoppayia / Asukwpoatoupia + Inelpapatikn Alpatoupia / c-ANCA(+) / pR3(+) >200U

Bloyia vedpot: Eotiakn Tunuatik NEKpWTIKA Inelpapatovedpitida - AVOGOTEVLKN)

Osepaneia: Emaywyn Udeong kat cuvtipnon = Rituximab (4 kUkAol)

YMNOTPOMMH unoé aywyn ocuvtipnong He Rituximab (rpo 7 prvou)
ApBpalyieg - Mualyieg - Aptnplakn Yréptaon

Anewoviotikd: Napouacia oykopopdng dtapopdpwong otnv ndelo (AE) vedpou



YNOTPOMNH??

7 pAVEG PeTd and teAsutaia xopriynon Rituximab
. ApBpaldyieg peyaAwv apBpwoewv - Mualyieg
. AvopepOUEVO ETELCOSLO AULUOTITUCNG

. Aptnplaki untéptaon (160/90 mmHg)

Epyaotnplakog EAeyxog

Hct % / Hb g/ml 43 /15.3 H/\ Asukwpdtwv v=10.1%

WABC (tumog %) 7020 (58/31/7) | ANA 1/160 (otiktog)
Aponetda 287000 ENAs opVNTIKA

Oupia / Kpeatwivn (mg/dL) | 49/1.1 c3/cCa 144 /29

SGOT / SGPT / y-GT (U/L) 31/50/48 c-ANCA / PR3 (<) / 32.3 (<20 Units)
CPK / LDH (U/L) 1035/ 214 p-ANCA / MPO )/ (-)

FENIKH OYPQN K. Myoscreening Mi2B(+)

Ag0KWHO 0UpWV 24wWpPOU 296 mg /24h CRP (mg /L) / TKE(mm/h) | (-)/9




Napovoa NOoo¢ — AlELKOVLOTLKOC EAgy)OG

. HRCT Owpakog: Xwpi¢ maboloyikd eupripata
. Triplex kapdiag / triplex vedpikwv aptnplwv: Xwpic maboloyikd euprpata
. U/S vedpwv: 4 uéyebog (AE) vedppol

. HRCT dvw kot katw KotAiag: (AE) veppdg—>Zadwv opiwv untdnukvo popdpwpa (2.7 x 7 cm) otnv nvgAo tou vedppou

OYPOAOTIKH EKTIMHZH
. Ztatiko onwvOnpoypadpnua veppwv (Tc?°™ DMSA):
Nettoupyia (AP) vedpou: 77% / (AE) vedpov: 23% (D.T: 44-56%)

. Kuttapoloyikn e€€taon olpwv: xwplg otolyeia kakonBeLag

MRI onicOonepirovaikol xwpou




MRI ortitcBonepirovaikol xwpou

Enéxktacn nepwedpikn

Zta OpLa TNG MUEAOU KOl 0TO
OPXLKO TAOL TOU oupnTHpa

Ie emadn pe peilova YPoitn




Nedpektopun - I0TOAOYLKA ELKOVA AVOATOMLKOU TTAPOLOKEUALCHOTOC

Meputuelkn meploxn
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MAKPOZKOTIMIKH EIKONA

** NepvedpLko Aimog

MIKPOZKOMIKH EIKONA

aBpoioelg pe Aepdokutrapa Kol MAAGUATOKUTTAP, OTIOU 0 AOYOG

1gG4 /IgG mAacuartokuttapa urtoAoyiletal ~ 40%)




DAeypovwdng Peudooykog tou veppou — Aradopikr) Atdyvwon

Npwtonabsic PAsypov Wevbdoodykol Nedppou

ZavOokokkiwpatwdng Nuelovedpitida e Kokkiwpa / Makpodaya — Lipid laden
DAeypovwdng MuoivoBAACTLKOG OYKOG Aepdokutrapa / Maocpatokittapa / MuoivoBAdoteg
MaAakomAakio Kokkiwpa / Makpodaya — Zwpatidia Michaelis Gutmann

DAeypovwderg Weubdodykol Nedppou / Zuotnuatikd Noorpota

Zapkoeidwon

Kokkiwpdatwon pe moAvayyetitida (GPA)

Zuvdpopo 1gG4

Ward A et al. Am J Surg Pathol 2014,38:1444-1448



DAeypovwdng Peudooykog tou veppou — Aradopikr) Atdyvwon

Kokkiwpdatwon pe moAvayyetititda (GPA)

DAeypovwdng MuoivoBAaoTIKGG OYKOG

Kokkiwpdatwon pe moAvayyetittda (GPA)

MYO'I'NOBI\AIT'DZ OrKo:z
v ﬂpwrom.\)r']q OYKOG

v SuvhRBwC codwe TEPLYEYPAUUEVOC EVTOC TOU VEDPLKOU TIAPEYXY LOTOG
v’ Aviyveuon petdBeong ALK-1 yoviSiou pe in situ uBptdiopo (péBodog FISH) > APNHTIKO

Mod Pathol. 2011 Apr24(4):606-12. doi: 10.1038/modpathal 2010.226. Epub 2011 Feb 4.



Kokkiwpdtwon pe moAvayyetititda (GPA) — Wevdooykog oto Nedpo

, AvwTtepo AVAmnVeUoTIKO: 1 Napouocia ,
BiBAoypadia HAEKla Kotwtepo AVOMVEUOTIKO:2 NpwtodiLayvwon ANCA Koxmwuatwlﬁnq
®odo Insipapatovedpitidba:3d OVTIOWUATWV DAeypovi
1. Nephron. 1994,;68:500-504 45 / Female 1 c-ANCA v
2. Urology. 1986,;28:307-309 45 / Male 1,2,3 - Vv
3. Scand J Rheumatol. 1992;21:204-205 47 / Male 2 - v
4. AJR 1978;130:233-238 27 / Female 1,2,3 - \'
5. AJR Am J Roentgenol. 2000;174:1597-1598. 68 / Male 1,2 p-ANCA \'}
6. Urology.2005;65:798. 61/ Male 1 - v
7. Nephrol Dial Transplant. 2004;19:984Y987 66 / Male 1 c-ANCA / PR3 v
8. Urology.2008;71:547 e1-2. 72 / Female 1 p-ANCA \'
9. Am J Roentgenol.2001;176:116-118. 29 / Male - c-ANCA Vv
10. Br J Urol. 1993;72:980Y981 - - - -
11. Rev Med Interne. 1983;4:155-158 - 1 - Vv
12. Eur Radiol. 2000;10:1265-1267 24 / Male 1,3 c-ANCA / PR3 Vv
13. J Rheumatol. 1999;26:457-458. - - - -
14. Rheumatol Int (2009) 29:679-683 59 / Female 1 c-ANCA / PR3 v
15. Am J Surg Pathol 2014,;38:1444-1448 48 / Female 1,3 c-ANCA / PR3 v




Bloyieg aoBevwv pe GPA - Napoucia IgG4 MAAGHOTOKUTTAPWV

IgG4-positive plasma cells in granulomatosis with
polyangiitis (Wegener's): a clinicopathologic and
immunohistochemical study on 43 granulomatosis with
polyangiitis and 20 control cases™

Sing Yun Chang MD?, Karina A. Keogh MD", Jean E. Lewis MD?, Jay H. Ryu MD",
Lynn D. Cornell MD?, James A. Garrity MD€, Eunhee S. Yi MD®*

“Division of Anatomic Pathology, Maye Clinic, Rochester, MN 55905, USA
"Division of Pulmonary and Critical Care Medicine, Maye Clinic, Rochester, MN 55905, USA
“Department of Ophithalmology, Mayo Clinic, Rochester, MN 55903, USA

Received 11 April 2013; revised 24 May 2013; accepted 31 May 2013

BIOWIEZ 43 AZOENQN
Pwoddppuyag:13 / Stopatikr kothdtnto:l
O¢OaApoi:7 / Nvedpovee:14 / Nedpoi:4 / Aéppa:3 / MAviyyo:l

18G4 cells / hpf 18G4/1gG ANCA
Bloyia vedpou 1 5 43% c-ANCA
Bioyia vedpot 2 6 58% C-ANCA
Bioyia vedpou 3 26 39% c-ANCA/PR3

Bloyia vedpou 4 30 77% c-ANCA

IgG4 Plasma Cell Infiltration in Granulomatosis with
Polyangiitis (formerly Wegener’s) Lung Biopsies

Mollie Carruthers’, Shweta Shinagare?, Arezou Khosroshahi', Vikram Deshpande? and
John H. Stone', '"Rheumatology, Massachusetts General Hospital, Boston, MA,
2Pathology, Massachusetts General Hospital, Boston, MA

Meeting: 2012 ACR/ARHP Annual Meeting

Characteristics GPA 18G4-RD P value
18G4 plasma cells / hpf 25 101 0.035
Tissue eosinophilia 3/9 (33%) 3/5 (60%) NS
Storiform fibrosis 3/9 (33%) 5/5 (100%) 0.03*
Obliterative phlebitis 0(0) 475 (80%) 0.005*




GPA - Zuvépopo IgG4 / OVERLAP

39.1%) as GPA. The mean age at diagnosis was
IZTOAOTIKH EZETAZH

I G4 ) e ) vas ]ﬂﬁ’l T sl AT s d VT awnbinnta (00 AT Lad
£G4 otov opo tou acBevoug o
v 1gG4/igG =40% sified Z@Vﬁ@@u@ IgG4
292mg/dL (>135mg/dL) v . " 71015 a3 LIUL ULLIGICLIL UGLWETIL LIS LWU ZIUUpS.
ZtpoPBAwdngivwon

t diagnosis including BVAS (+=0.367), platelet

(r=0308) FSR (=037 and CRP (»=01373)
Autoimmun Bew. 2017 Oct;16(10):1036-1043. doi: 10.1016/.autrev.2017.07.020. Epub 2017 Aug 2.

ct activity and inflammatory
Antineutrophil cytoplasmic antibody-associated vasculitides and IgG4-related disease: A new

overlap syndrome.

umatol. 2019 Apr;38(4):1147-115
Danlos FX', Rossi GM2, Blockmans D2, Emmi G*, Kronbichler A%, Durupt 3% Maynard C7, Luca L8, Garrouste €2 Lioger B9, Mourot-Cottet 1", Dhote

R'2 Aret B Hanslik T'# Rouwvier P'%, Epbo M'€ Puéchal X', Mochy D17, Carlotti A", Mouthon L'?, Guillevin L', Vaalio A2, Terrier B2°; French Vasculitis
Study Group.

MoAukevtpkn MeAétn / 18 aoBeveig pe GPA + 1gG4-RD

. Tautoxpovn ekbrAwaon Kat Twv 600 VOCONUATWY O MOC0CTO 72%
. Ziyoupn &iayvwon IgG4-RD ~ 28%

Ewkova Meplaoptitidag (50%) — OnioboBoAPikn pala + Alapeon vedpitda( 22%) — NapacmovSuAikn lvwaon (17%)
. Avtanokpion o€ aywyr Me Rituximab / Ymotpomnn — GPA (56%) / 1gG4-RD (28%)



Tuunepaopata — NpofAnuatiopot

MIGANH AIAINQZH
Overlap - GPA / £0vépopo 1gG4

NMPOBAHMATIZMOI
+» Tatl n KAWLKNA €lkOva Tou acBsvoug meputAéketal pe ekdnAwaon ocuvppatr) pe 1gG4-RD,
evw Ntav oc Beparmeia pe Rituximab?
¢ Mota Ba Atav n emopevn BepameuTikr) erAoyn?
» Juvexiloupe umo Rituximab?

» EmAéyoupe aAAn avoookataoTaAtikn Bepamneia?

EuxaplotoUue



