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2UOTNHOTIKOC EpuBNuATWONC AUKOC

Abstract Number: 2928

Validation of New Systemic Lupus Erythematosus Classification Criteria

Martin Arinuur'. Karen Costcnbadcrz. Ralph Brinks‘g. Dimitrios Boumpas', David Daikhs. David Javncﬁ. Diane L.

Kpunpla taéivopnong ZEA...
Molog kepbilel?

ACR 1997 criteria

SLICC criteria

MNew criteria

Derivation

Sensitivity 8463 96.81 98.00
Specificity 95.20 90,00 96.40
Validation

Sensitivity 82.76 96,70 96.12
Specificity 9338 53.62 93,38

Abstract Number: 1712

Validation of Proposed EULAR/Acr SLE Classification Criteria Versus

SLICC SLE Classification Criteria

Michelle Petri', Daniel (mldman and Laurence $ Magder?, 'Medicine (Rheumatology), Johns Hopkins University School
of Medicine, Baltlmon, MD, “Epidemiology and Public health, University of Maryland School of Medicine, Baltimore,

MD

Point system?

New EULAR/ACR kot Weighted SLICC vs
old ACR kat SLICC kputrptla

Aringer et al:

Classification Rule

Sensitivity (n=349)

Specificity (n=341)

Overall Agreement (n=690)

Proposed EULAR/ACR 317 (89%) 302 (90%) 619 (90%)
Revised ACR-11 290 (83%) 326 (96%) 616 (89%)
SLICC 2012 340 (97%) 288 (84%) 628 (91%)
Weighted SLICC 2012 criteria 310 (88%) 304 (89%) 614 (89%)

EULAR/ACR sva106.~97% £161k.~94.5%
» KaAutepn enidoon cuvoAlka
» Meyahn kooptn 2,321 a.oBevwv

Petri et al:

Weighted SLICC eualob. 88% €161k. 89%

EULAR/ACR sualoB. 89% s1dwk. 90%

» XwpLC OTATLOTLKA CNUOVTLKN
Stadopa

» AUoxpnota otnV KAWLIKN Ttpaén




2UOTNUOTKOC EpuBOnuatwodnc AUKOC

Abstract Number: 2786

Treat to target oto 2EN

Prospective Multicenter Validation Study of the Lupus Low Disease Activity

Xaunhﬁ 8VEpV6TnTa VC')COU State — a Treatment Target for Systemic Lupus Erythematosus

Vera G_,uldur', Rangi Kandanc-l}athna}'akcz, M-:?_'lla Hqu, Worawit Lic']_.uthrcno-:]“, Shuc-l:“‘cn Luo®, Ycong-Jiani‘EVuﬁ, Aisha

e Aegiktng LLDAS

* Mpoormtikn EMONULOAOYLKA MEAETN
* 1,735 pts (93% F, 78% anti-DNA+)
 Mean FU 2.2 €tn

>12,000 emoKEYPELC

»H entitevén tou LLDAS ntpoodEpetl
ONMOVTLKA TPOooTacio EVOVTL EEAPCEWV

Ko xpoviag BAaBng

»HR~0.5 (LLDAS 0£>50% tou xpovou
napakoAovOnonc [p<0.001])

Table 1 LLDAS definition

Mean agreement score®

Domain and items in Delphi Round 2
DiEease activity
1. SLEDAI-2K <4, with no activity in major ongan 5.0

systems (renal, CNS, cardiopulmonary, vasculitis,

fever) and no haemolytic anaemia or gastrointestinal
activity

2. No new features of lupus disease activity 4.7
compared with the previous assessment

3. SELENA-SLEDAI physician global assessment (PGA, 4.8
scale 0-3) <1

Immunosuppressive medications

4. Cument prednisolone (or equivalent) dose =7.5mg 4.5
daily

5. Well tolerated standard maintenance doses of 45
immunosuppressive drugs and approved biclogical
agents, excluding investigational drugs

*Scale 1 to 5, where 1=strongly disagree, 2=disagree, 3=unsure, 4=agree, S=strongly
agree.

(NS, central nervous system; LLDAS, Lupus Low Disease Activity State; SLEDAI, Systemic
Lupus Erythematosus Disease Activity Index.

Franklyn K, et al. Ann Rheum Dis 2015




2 UOTNUOTLKOC EpuONuaTwdnC AUKOC

KAWIKEG peAETeg Baricitinib, abatacept, lulizumab, XmAb 5871....... ';"

2TOXEVOVTOC
IL12/23 oto ZEAN

bstract Number: 2785

Efficacy and Safety of Ustekinumab, an Interleukin-12/23 Inhibitor, in
Patients with Active Systemic Lupus Erythematosus: 1-Year Results of a
Phase 2, Randomized Placebo-Controlled, Crossover Study

Ronald van Vollenhoven', Bevra H Hahn?, George C Tsokos®, Carrie Wagner*, Peter Lipsky’, Benjamin Hsu®, Marc

* 90 mg Ustekinumab q8wk vs PBO padi pe
standard of care Bepamnela

e 102 pts pe evepyo ZEA
* RCT ¢paonc 2, dedopeva 1 €touc

» SRI-4 response (24 €B6.):61.7% UST vs 33.3%
PBO (p=0.0057) (van Vollenhoven RE, Lancet 2018)

» AlatnpnOnke oto 1 £€toc (63.3% UST)
» PBO pts crossover to UST (24 €B6.): SRI-4 54.5%
» KoAo mpodiA aodpalelog




2 UOTNUOTLKOC EpuONuaTwdnC AUKOC

KAWLKEG LEAETEC

2toxevovtac SutAa to B Aepdokuttopo
otn LN (anti CD20 + anti-BAFF)

Phase 2 Trial of Induction Therapy with Anti-CD20 (Rituximab) Followed By
Maintenance Therapy with Anti-BAFF (Belimumab) in Patients with Active
Lupus Nephritis

Maria DalP’Era’, Cynthia Aranow?, Margaret Byron®, Linna Ding®, Dawn Smilek®, Betty Diamond® and David Wofsy’,

* Open-label RCT (CALIBRATE study)

e 43 pts pe evepyo vedpitda

 RTX 1gr+CYC 750mg+MP 100 mg otic O kat 2 €6
* Tuyowortoinon oe BEL ] oxL otic 4 €6

e RTX+CYC+BEL (RCB) vs RTX+CYC (RC) padi pe GCs
* Avtamokplon (mpwteivoupia, GFR, 66on GCs)

> 11/21 RCB kot 9/22 RC avtamnokpiOnkav (p=ns)
[48 £B6]

» Agv untnpxe dtadbopad o€ vedppLki avtanokpLon
»MNpodiA aopalelac: Aotpwéelc 2 RCB, 5 RC
»To be continued... 96 €367




2 UOTNUOTLKOC EpuONuaTwdnc AUKOC

Metapooxevon kot cuvtipnon vdeong o€ LN

» Case series: Metapooysvon vedpou o€

vedpitidba ZEN
Abstract Number: 711 e 38 pts pue ESRD }\(')V(L) LN/ Median FU>3 éTI’]
Recurrence of Lupus Nephritis in Renal Transplant Recipients  Meta ™n METGMéGXSUGI']:
Debendra Pattanaik', Joseph Green®, Manish Talwar’, Miklos Molnar® and Syed Hasan Raza', 'Rheumatology, University PRD+MMF+Tacrolimus

> 11% unotponn [Bloyia]
» 26% anoppwdn n Oavarog

* Open label RCT

Abstract Number: 974

Leflunomide Versus Azathioprine for Maintenance Therapy of Lupus * ET[(IEUEH OCIDEGI‘]Q HE CYC
Nephritis: A P tive, Multicenter, Randomized, O -Label Clinical ’
T:i[;l ritis rospective ulticenter, ndomize pen-Labe inica e LEF+GC vs AZA+GC Lol 24 UAVEC

Qiong Fu', Liangjing Lu', Jianhua Xu’, Lie Dai® Li Zhijun®, Lan He®, Xiaochun Zhu®, Lingyun Sun’ and Chunde Bao', > H LEF 68‘, ei,val Katd)tepn tng AZA th
ouvtipnon U¢eong otn LN




2 UOTNUOTLKOC EpuONuaTwdnC AUKOC

Hydroxychloroquine

» The Great Debate: H 66on tn¢ HCQ dev mpénel va
untepPaivel ta 5mg/kg og 6Aoug Touc acOeveic

Napayovteg Kwvduvou:

 >5mg/kg
* >5¢&m Aqdng
« JGFR

e Dappaka (tamoxiphen)
* lotoplkd wypomadesLag

Marmor MF et al. Ophthalmology 2016;123(6):1386-94

Bulls eye maculopathy

* Juppopdwon otn Beparmeia?

* AU&non e€apocswv-YroBepameuTtikéC SO0ELG?

* Néa avBeAovoolaKka PE ULKPOTEPN TOELKOTNTA?
 MEétpnon emumedwy ailpatog?

Absiract Number: 2668

Hydroxychloroquine and the Risk of Thrombotic Events in Systemic Lupus
Erythematosus Patients: A Systematic Review and Meta-Analysis

Pratyaksha Sankhyan', Boonphiphop Boonpheng’ and Christopher Cook?, 'Internal Medicine, East Tennessee State
University, Johnson city, TN, “Internal Medicine, East Tennessee State University, Johnson city, TN

* Meta-avaiuon

e 11 pelétec mapatpnong

* >14,000 pts

* Hyxpnon HCQ pewwvel Tov Kivbuvo
ayyelaknc Bpopupwonc kata 49%

 OR=0.51(95% Cl 0.38-0.69, p<0.001)




AVTLOWOPOAUTTLOLKO cUVOPOLO

Abstract Number: 855 AvtipwoPpoALnidika aviiocwpoto
IgG Antiphospholipid Antibodies, -a Common but Neglected Finding in Kol éud)pavua IJ.UOKapai.OU

Patients with Myocardial Infarction

Giorgia Eimsm‘, Natalie Sippl®, Barbro chl!strﬁm3, Khaled Amara?, Ulfdglc‘FairL:“, Kerstin Elvin®, Bertil Lindahl®, Per o 805 pts (6_ 10 E BSO udﬁeq IJ.ETCIX aT[é

aPL Units in MI Patients and Controls rpwto M)
aP,GPI IgG l aPyGPI Igh B3P 1A 1 !
:_ e o e 805 avrtiotolyol controls xwpig Ml
anti-B,GPI | . I P i1 * 11% aPL+ MI pts vs 1% aPL+ cnt
e L e L > loxupn cuoyxétion npwtouv Ml pe
IgG aPL abs (anti-B2-GPl/anti-CL)
@ e m e, Lo
anti-CL | % “ o * Avtidpaon otnv otk BAGBN .
. il S * NMapodikn N eppévouvoa epdavion
e w | i * Auaxpovikn GEALEN TOU TiTAOU TwV
P QAVTLOWUATWVY

Elisabet Svenungsson, ACR 2018
Grosso et al, Ann Intern Med. 2018



2uoTnUoTkh okAnpodepula

Scleroderma:Cyclophosphamide or
Transplantation (SCOT) trial

75 aoBeveig TuxalomolOnkav otnv apxkn LEAETN LE SLapKeLa
mapakoAouOnong 6 £€tn

dSSc <5 £1tn SLdpKeLa VOOOU UE TIPOCBOAN ECWTEPLKWY OPYAVWV

Ewg ta 6 £TNn KAAUTEPO KALWVLIKO OTTOTEAECOL KOIL LELWUEVN OALKN
Bvntotnta (7 vs 14 Bavatol) otn PETAUOOXEVON

Transplant related mortality 6% ota 6 €tn

AutoAoyn HETAMOOXEUON OThN 22
Standard of care otn cofapn dSSc?

Hematopoietic Stem Cell Cyclophosphamide (CY)
Transplant (HSCT) Arm Arm

. B

Stem cell mobilization with G-CSF

alone & cell selection (= 2.5x108 Initial Pulse CY of 500 "

Myeloablative Autologous Transplant: i

TBI800 cGy (with renal and lung 11 additional trezaf'ments of
. N . IV CY 750 mg/m? ™ at 28-32

shields) + IV CY 120 mg'kg” + equine day intervals

ATG 90 mglkg followed by CD34+ cell y .

autologous HSCT

Sullivan et al, N Engl J Med . 2018

Abstract Number: 1820

Myeloablative Autologous Hematopoietic Stem Cell Transplantation for
Severe Scleroderma: Long-Term Outcomes 6-11 Years after Entry on a
Randomized Study Comparing Transplantation and Cyclophosphamide

Keith Sullivan’, Ashley Pinckncyz‘ Ellen Goldmuntz’, Beverly Welch*, Dinesh Khanna®, Robert W, Simms®, Suzanne

* Makpoypovia dedopeva
napakoAovOnong anod 6 ewc 11
étn(25 HSCT, 18 CYC)

* TnAepwviKn eTIKOWVWVLA N SNpooLa
apxeia

* @avatol, AVEMTAPKELO OPYAVWV
otoxwv, DMARDs, Ca/MDS




2UOTNUATIKN oKANpoOEpuLaL

Per Protocol Treated Population o
© 1.0
3 0.9
1.0 — e
p— ' () E 08
m 0.9 e o g e s o e o e e i o H6 E 0.7 Cyclophosphamide
> 0.8 Transplant fé
" - . c i 06
> E 0.7 o p—
— o — 0
= 5 . 7S 5
c 05 “ 04
‘D % Cyclophosphamide w g
0.4 | = Transplant
— § o)) to: 0.3
o] a 03 (@] 8 0.2 a1
- 0.2 E a il
Q 0.1 PR
> 0.1 - log-rank p-value = 0.002
log-rank p-value = 0.01 (o] 0.0
o 0.0 Censored o | Censored
Transplant | 33 33 31 30 30 30 27 23 19 14 10 3 O th Transplant 39 O 28 4 & &Rl 18- Y W8 8 U
Cyclophosphamide @ 34 34 33 27 25 24 20 16 14 8 7 3 0 o Cyclophosphamide 34 34 26 17 15 13 10 6 6 5 4 1 0
5 6 7 8 9 10 11 12 8 0 1 2 3 4 5 6 7 8 9 10 11 12
S & Years to First DMARD

Number fransplant  Cyclophosphamide — B- | | » EmBiwon ota 11 £tn: 88% HSCT vs 53% CYC (p=0.01)
» DMARD free ota 11 €tn: 92% HSCT vs 61% CYC (p=0.01)

Follow-up Study Participants 25 18
Any Organ Failure ) 6 0.06 » QAev noapatnpnOnkav ool Bavator  Ca/MDS otnv HSCT
Respiratory J 3 » 4 véolL Bavartol oto okEAog tng CYC
Renal 0 0 > KoAnR KAWLKN aVTAOKpLon Tou topaével otol 11 £€Tn Ka
Developed Cancer or MDS 0 0 ’ ’ ’
BeAtiwon AsttoupylkotnTtog Ko 2B 0to okEAOG TNG
Taking DMARDs 2 (8%) 7 (39%) 0.01 uerauéoxeuonq
Weight (kg)-mean (SD) 77 (19)* 64 (11)*** 0.006

Sullivan et al, ACR 2018



2UOTNMATIKN OKANpoOEpuLaL

Abstract Number: 1876

SCOT trial: AvaAuon acBsvwv

Machine Learning Classification of Peripheral Blood Gene Expression
Identifies a Subset of Patients with Systemic Sclerosis Most Likely to Show

AB 839,901,302,1103,1108,1122,1737, 1820 Clinical Improvement in Response to Hematopoietic Stem Cell Transplant

Jennifer Franks!, Viktor Martyanovz, Tammara A. Wood?, Leslie Crofford?, Lynette Kcycq-Elqtcin", Daniel E. Furst®, Ellen

* Precision medicine?

Abstract Number: §99 ) ’ s I3 ’
o *  INUAVTIKEC AANAYEC OE popLaKO/YovISLaKO eTtimedo
Changes in the Systemic Sclerosis Molecular Signatures after Myeloablation / :
TPV KOl Heta aro AHST

Followed By Autologous Hematopoietic Stem Cell Transplantation and Their

Clinical Correlates e Katnyoptlomnoinon pe faocn to yovidlako mtpodih
(gene expression analysis) oe PBMCs

» KaAUTEPN OVTATIOKPLON s om rewssaaren

Shervin Assaﬁsi'. Xuan Wangz. Jun Yiang'?. Lynette nKl.:j.'n:.f.—El.f.tL:in". Ellen Eioldmuntzs. Jacob }"‘urncrf'. Wenjin thr}g"’.

— otov fibroproliferative ko '
Changes in Quantitative Scleroderma Lung CT Measures in Patients Treated lnf Ifwmmatory UTI".O'ITUTI'.O HETa g
with Cyclophosphamide or Transplantation arto AHCT og oxeon pe CYC g Bassline
Jonathan Guldin'_,‘ Lynette KE}’CS:E.IS[CinZ, Leslie Crofford®, Daniel E. Furst?, Ellen Goldmuqtzs‘, Maureen D. Maycs(', (Whitfie’d et al) =. =:u‘:'f"ke
) I Fraproimsnie

Cyclophosphamide  Transplantation

e 3 RCTs pe AHST vs CYC (ASSIST, ASTIS, SCOT)
» * “The American Society for Blood and Marrow Transplantation Task Force recommends AHCT as standard of care

for patients with severe systemic sclerosis” (Biol Blood Marrow Transplant. 2018)




2UOTNUATIKN oKANpoOEpuLaL

KAWLKEG LEAETEC OTN 22 TTOVU QUITETUXAV OTOV
npwTtoyevn otoxo (AmRSS)

Tocilizumab
(focuSSced)

Absiract Number: 898

Efficacy and Safety of Tocilizumab for the Treatment of Systemic Sclerosis:
Results from a Phase 3 Randomized Controlled Trial

Dinesh Khanna'!, Celia J. F Lin®, Masataka Kuwana®, Yannick Allanore®, Anastas Batalov', Irena Butrimiene®, Patricia

FVC evBappuvTikd
anoteAéopata’?

Abatacept
(ASSET)

Abstract Number: 900

Abatacept Vs. Placebo in Early Diffuse Cutaneous Systemic Sclerosis—
Results of a Phase 2 Investigator Initiated, Double-Blind, Placebo-
Controlled, Multicenter, Randomized Controlled Trial Study

Dinesh Khanna'!, Cathie Spinoz, Erica Bush®, Sindhu Johnson®, Lorinda Chungs, Jerry Molitor®, WVirginia D. Steen’,

Riociguat
(RISE-SSc)

Abstract Number: 903

Riociguat in Patients with Early Diffuse Cutaneous Systemic Sclerosis: A
Randomized, Double-Blind, Placebo-Controlled Phase IIb Study (RISE-SSc)

Oliver Di.‘s‘l‘_llfl';‘., Yannick Allanore?, Christopher P Denton”, Mgsagaka Kuwana®, Marco Matucci-Cerinic®, Janet E. Popc(',

Abstract Number: 1879

The Effects of Riociguat on Raynaud’s Phenomenon and Digital Ulcers in

Patients with Diffuse Systemic Sclerosis: Results from the Phase IIb RISE -
SSc Study

Dinesh Khanna', Yannick Allanores, Christopher P Denton®, Masataka Kuwana®, Marco Matucci-Cerinic®, Janet E.

Moo npEneL va eivoll To MPWTOYEVEC KATAANKTLKO
ONMELO OTLG KAWVLIKEC MEAETEC TNG 22?




2UOTNMATIKEC AYVELTIOEC

e PEXIVAS trial: Tuxatomoinpévn eheyxopevn peAétn

* ZoPoapn ANCA oxetilopevn ayyelitida pe vedpkni f/kat
nveupovikn ouppetoxn (GFR <50 ml/min/1.73 m2)

* CYCH RTX og 6Aouc touc aoBeveic

* [lpoovdnkn PEX otn ouvnin Sepancia?

e Xpnon uikpotepwv dooewv GCs atnv enitevén vpeonc?
* Primary outcome: @vntotnta, ESRD

MAaocpadaipeon otic AAVs

Abstract Number: 2788

The Effects of Plasma Exchange and Reduced-Dose Glucocorticoids during
Remission-Induction for Treatment of Severe ANCA-Associated Vasculitis
Michael Walsh', Peter A. Merkel* and David Jayne®, "Nephrology, McMaster University, Hamilton, ON, Canada, “Division

of Rheumatology, Division of Rheumatology, University of Pennsylvania, Philadelphia, PA, *Department of Medicine,
University of Cambridge, Cambridge, United Kingdom

Severe AAV

|

Standard Therapy with
Cyclophosphamide or
Rituximab

— T

Adjunctive Plasma No
Exchange Plasma Exchange

N N

Standard-Dose Reduced-Dose Standard-Dose Reduced-Dose
Glucocoricoids Glucocorticoids Glucocorticoids Glucocorticoids

Figure 1 General schema of treatment allocation.

Table 1 Glucocorticoid dosing in the standard and
reduced-dose groups of PEXIVAS
Week Standard Reduced-dose
<50 kg 5S0-7Skg >75 kg <50 kg 50-75 kg >75 kg
Fulse Pulse Fulse Pulse Fulse Fulse
1 50 &0 75 50 a0 75
50 60 75 25 30 40
3-4 40 50 a0 20 25 30
5-6 30 40 50 15 20 5
8 5 30 40 125 15 0
9-10 20 25 30 10 125 15
11-12 15 20 25 75 10 125
13-14 125 15 [ 75 10
15-16 10 10 15 5 5 5
17-18 10 10 15 5 5 75
19-20 75 75 10 5 5 5
21-22 75 75 75 5 5 5
23-52 5 5 5 5 5 5
>52 Investigators' Local Practice Inwestigators' Local Practice

Walsh et al. Trials 2013, 14:73




2UOTNUATLIKEC AYYELTLOEG

PEXIVAS trial

e 704 CUPETEXOVTEC OTN HLEAETN
» 289 (59%) PR3-ANCA,
209 (41%) MPO-ANCA

* 691 (98%) pe vedppikni cuppetoxn, 191 (27%)
TLVEULLOVLKI] olLpoppayia

* 109 (15%) aoBeveic eAaBav RTX kat 595 (85%) CYC

» MNPpWTOYEVEC KATAANKTLKO onMEio:

-28% PEX vs 31% no PEX (HR=0.86, p=0.27)
-28% low GCs vs 26% standard GCs (p=ns)
» Nopwéelc yia ta low GCs:

-incidence rate ratio 0.70, p=0.02

» H mhaopadaipeon (PEX) 6ev pelwvel Tov
kivbuvo Bavatou n ESRD

> To pelwpevo oxfpa GCs 6ev avgaveL Tov
Kivouvo Bavatou r ESRD, evw HELWVEL TG
AOLLWEELC

» Me Baon tn peAETn autr, otny enitevén
Udeong o€ aoBeveig pe AAVs bev £xEL
B<on n PEX evw n Xoprynon LKPOTEPWV
00cewv GCs dev emnpealel apvnTKA TNV
EKBaon Kot LELWVEL TOV Kivouvo
Aotpwéewv

Walsh et al., ACR 2018




2UOTNUATIKEC AYYELTLOEC

Mowo¢ o poAo¢ tou US otnv LV-GCA?

EULAR recommendations for the use of imaging in
large vessel vasculitis in clinical practice 2018:
EmiBeBatwuevog podoc tou US otnv GCA Le kpaviakn
OUUUETOXN, OXL OUWC Kol oTNV Kateéoxnv cUUUETOXN
ueyaAwyv ayyeiwv (LV-GCA)

“the exact sensitivity and specificity of ultrasound for
LV-GCA is unknown”

Abstract Number: 2905

Ultrasound Diagnosis of Large Vessel Inflammation in New-Onset
Treatment-Naive GCA Patients Using Fluorine-18-Fluorodeoxyglucose PET/
CT As the Reference Standard — a Prospective Study of 86 Patients
Suspected of GCA

Berit Dalsgaard Nielsen', Ib Tender Hansen®, Kresten Krarup Keller®, Philip Therkildsen®, Lars Christian Gormsen® and

Dejaco C, et al. Ann Rheum Dis 2018

* NEa meploTaTIKA Xwpic Beparmeia

* US paoyaliaiwv aptnpwv (halo sign/intima media
thickness) pe €§€taon avadopdg tnv 18F-FDG PET/CT
Kol TNV KAWVIKA dlayvwon

* Kavévacg control pe US+

* g 45 LV-GCA aobeveig (ue N xwpig Kpaviakn
OUMMETOXN): 36/45 US+

* EvawcOnoia 80%, eldikotnta 100%

* IMT cut-off 0.9mm: eva06.74%, eldkotnta 92% o€
ouykpLlon He PET paoyxoAlaiwv ayyeiwv

Abstract Number: L15

Compared with Temporal Artery Biopsy in Patients Newly Suspected of
Having GCA

The Diagnostic Accuracy of PET/CT Scan of the Head, Neck and Thorax l

Anthony Sammel’, Edward Hsiao?, Gt_:’oft‘rcy Sc‘hcmbri".nKalhcrinc Ngﬂuycn“‘. Janice nBrcw::r". Leslie Schrieber’, Beatrice

PET/CT V€O YEVLAC AVIXVEUTEC: AuvVaTOTNTA OVIXVEUONC
bAeyHOVNC O€ KpaviaKka ayyeia (kpotadlkeg, yvablalieg,
LVLALKEC, OTIOVOUALKEG apTnpLeg)




2UOTNUATIKEC AYYELTLOEC

Abstract Number: 2789

Efficacy of Apremilast for Oral Ulcers Associated with Active Behcet’s
Syndrome over 28 Weeks: Results from a Phase I1I Study

Gulen I;[atcmi', Alfru;cl Maht?, Yosl}‘iaki Ishigatsubo3, _}fcl-:mg Wook Song“, Melike Mclikoglus, Sue Chcng(', Shannon

Apremilast ota otopatikd €Akn tng v. Behcet

AB 2841, 1772

Meaean OU Coumt Over 28 Weeks
(TTT Population, Data as Observed)

el o DL ot b P pte AL trew Tedaltrvant PTHiase

RELIEF study

APR vs PBO ywa 12 €B6.

APR 12-64 €36. — 6ebopéva £wg 28 €B6.
AUC WKk, ,,:129.54 vs. 222.14; P<0.0001
Alatipnon anoteAEoHaToC EwC TIc 28 €B6.

AvTtioTolya KaAO amoTEAECA OTOUC pts TTou
ghafov APR peta tic 12 6.

> 2TATIOTIKA onMavtikn BeAtiwon otov
OLPLOLLO Kall TOV TTOVO TWV GTOMOATLKWV
eAKWV HE KAAO podil acPAaAeLog




1gG4-oxeTI{OLEVN VOOOC

Ta npwta (Vo £ykpLon) KpLtnpLa
taéwvopunong yia tnv IgG4-RD

* ACR/EULAR Classification Criteria for IgG4-
Related Disease (IgG4-RD)

* Etepoyeveg voonua pe apyr) ala cuxva
KataoTpodLKn Topeila

“*TpocBOAN TUTILKWV OPYAVWY OTOXWV-
tumefactive lesion

“*KAwiKEG ekdNAWOEL, opo)\ogu«') npodiA, ,
QLKTLVOAOYLKA EUPNUOTA, TIOOOAOYOOVOTOLKT)
g€€TaON: ATALTELTOL CUVOUAOHOG OLUTWV TWV
oToelwv yla va tebet dtayvwon

“*Mimics: copkoeibwon, AAVs, SLE/Sjogren’s-
AvAyKkn yla KpLTrpLo. AoKAELOUOU

* Development: 487 case reports (272 acBeveig
ue dtayvwon 1gG4-RD kat 215 acBeveig pe
OLAYVWon mimic vooou )yLa Thv e§aywyn Twv
KpLtnplwv

» Testing: 908 case reports (493 aoBeveic pe
dtayvwon 1gG4-RD kal 415 aoBeveig pe
SLdyvwon mimic vooou) yla tnv entkUpwon
TWV KpLtnpilwv

> 99.2% £1d1kotTNTA
» 85.5% svaloOnoia

Wallace ZS, Naden RP, Choi H. The 2018 ACR/EULAR Classification Criteria for igG4-
Related Disease. Submitted for simultaneous publication in Arthritis & Rheumatology

and Annals of the Rheumatic Diseases) 2018




1gG4-oxeTI{OLEVN VOOOC

s S S | | Touhdxiotov éva Turukd 6pyavo otéxog pooBeBAnuévo: pancreas, bile ducts, orbits, lacrimal glands, major
‘T S § salivary glands, retroperitoneum, kidney, aorta, pachymeninges, and thyroid gland (Riedel’s thyroiditis, but not
2 2 | | Hashimoto's disease)

Exclusion criteria for IgG4-related disease ‘ IgG4-related disease inclusion domains and point assignments
Clinical Fever

exclusions Unresponsive to steroids 1gG4 level Normal 0
Leukopenia and thrombocytopenia Above normal and less than 2x upper limit of normal 3.7
. . i 2x to 5x ULN 6.1

> 3

: Peripheral eosmophllla.(- 3,000 per mm?) Above 5x ULN 10.8

Serologlcal PRB_ or MFO'ANC‘_&_ B Histopathology Uninformative biopsy 0
exclusions Anti-Ro or La positive _ N and Dense lymphoplasmacytic infiltrate 3.7
Extractable nuclear antibody positive immunostaining DLI plus obliterative phlebitis 6.1
Cryoglobulins DL plus storiform fibrosis 13.3
Other disease-specific antibody Lacrimal and major One set of glands involved 5.9
Radiology Rapid radiographic progression salivary gland Two or more sets of glands involved 13.8

exclusions Large bone abnormality (such as Erdheim- enlargement
Chester disease) Chest and Peribronchovascular and septal thickening 3.8
Splenomegaly thoracic aorta Paravertebral band-like soft tissue in the thorax 9.8
Concern regarding infection, malignancy, or both Pancreas and Diffuse pancreas enlargement (loss of lobulations) 8.0
Pathol Pri il | tous infl fi ' biliary tree Diffuse pancreas enlargement and capsule-like rim 105
0 _og;v rlmar! ):'granu O"_'E_' us Intlammation with decreased enhancement

exclusions Nec.rotlzlng. ""E_'s':“"t's Pancreas and biliary tree involvement 18.7
Mallg_nant m_fll_trate_ s Kidney Hypocomplementemia 5.8
Prominent histiocytic infiltrate Renal pelvis thickening or soft tissue or both 8.1
Pron]ment_neutrophlllc .Inflltrate Retroperitoneum Diffuse thickening of the abdominal aortic wall 41
Multicentric Castleman’s pathology Circumferential or anterolateral soft tissue around 7.8

MDedge News

Prominent necrosis
Inflammatory pseudotumor pathology

the infrarenal aorta or iliac arteries

MDedge News

Note: A patient must tally at least 19.0 points to recelve IgG4-related disease classification.
Source: Dr. Stone Source: Dr. Stone
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4 KAwvikoi @awvotunot otnv IgG4-RD?

Table 3 Demographics and key covariates according to lgG4-RD phenotype groups (derivation cohort)

Abstract Number: 1886
Phenotypic Subgroups in IgG4-Related Disease — a Cluster Analysis

Zachary Wallace!, Yuging Zhang®, Cory A. Perugino®, Raymond P. Naden®, Hyon K. Choi® and John H. Stone®, 'Division
of Rheumatology, Allergy and Immunology, Massachusetts General Hospital, Harvard Medical School, Boston, MA,
*Department of Rheumatology, Allergy and Immunology, Massachusetts General Hospital, Boston, MA, *Ragon Institute
of MGH, MIT and Harvard, Cambridge, MA, “New Zealand Ministry of Health, New Zealand Ministry of Health,
Auckland, New Zealand, *Division of Rheumatology, Allergy, and Immunology, Massachusetts General Hospital, Boston,
MA, Medicine, Massachusetts General Hospital, Harvard Medical School, Boston, MA

Group 2
Group 1 ‘Retroperitoneum and Group 3 Group 4
Covariate ‘Pancreato-Hepato-Biliary'  Aorta’ ‘Head and Neck-Limited'  "Mikulicz and Systemic’
Female (%) 1% 5% 76% 2%
Asian (%) 37% 5% b7% 52%
Age at diagnosis (year, mean, S0) 63(13) 58(16) 55(13) 63(13)
Time to diagnasis (year, mean, SD) 0.9(1.8) 1.8(4.0) 13(34) 2.0(3.6)
Serum IgG4 concentration {mg:'dL, median, IQR) 316 (147-622) 178 (63-322) 445 (183-889) 1170 (520-2178)
[ ]
Results: Adjusted Cluster Analysis
Group 1 Group 2 Group 3 Group 4 P-Value
Variables Used to Identify Groups* “Pancreato-Hepato- “Retroperitoneum and “Head and Neck- “Mikulicz and
Biliary " Aorta” Limited" Systemic”
Pancreas B87% 12% 15% 46% <0.001
Liver 133 1% 2% 5% <0.001
Biliary 55% 21% <1% 27% <0.001
Orbital 1% 3% 22% 1% <0.001
Extra-Ocular Muscle =18 19 13% a%, <0.001
Sinusitis 3% 21% 17% 16% <0.001
Parotid Gland 2% 1% 22% 49% <0.001
Submandibular Gland 158 5oy 50% 7% <0.001
Lacrimal Gland 3% 3% 60% 18% <0.001
Renal 11% 13% 5% 36% <0.001
Lung 2% 15% 7% 393, <0.001
Lymph Node 159% 25% 29% 67% <0.001
Prostate 1% 1% <1% 14% <0.001
Thoracic Aorta 1% 10% 1% 3% <0.001
Abdominal Aorta 3% 22% 1% 13% <0,001
Retroperitoneum 4% 535 2% 8% <0.001
Proportion of Cohort 319 245, 24% 779,
Average Probability (Mean) 933 925, 0% Qo

1. Pancreato-Hepato-Biliary
2. Retroperitoneum and aorta
3. Head and neck —limited

4. Mikulicz and Systemic

» AoOeveic yUVOLKEC KOl OLOLATLKAC
Kataywync: vPnAotepn
ni@avotnta ywa npocsBoAn head
and neck

»H opada Mikulicz and Systemic
elxe ta uPnAotepa enineda IgG4

Wallace ZS, et al. Ann Rheum Dis 2019




Muooitidec

EmOeTIK cUVOLAOTIKN OVOCOKATAOTOAN OE
ToXEwG e€eAlooopevn DM-oxetilopevn ILD

* Anti-MDA5+ DM pe tayeiog e€EAénc ILD

* 27 acBeveig mou £Aafav ouvSUAOTIKA aywyn He
GCs, CYC iv kat Tacrolimus

* ZUYKPLON UE LOTOPLKA Kooptr 15 acBevwy mou
E\aBav GCs Kkal step-up aVOOOKATAOTOATLKN
Bepameia

> 89% vs 33% e Biwon unép Tng
ouvOUQOTLKNC aywync otTouc 6mo

> Fprivopn évapén ouvduaotikig Bepaneiag,
HIKPO pecodlaotnpa otn xoprynon CYC, PEX
av XPELaetal, EAEYXOG EUKOULPLOKWY
AoLpwéEEwv

Abstract Number: 838

Efficacy and Safety of Combined Immunosuppressive Therapy with High-
Dose Glucocorticoid, Tacrolimus, and Cyclophosphamide in Interstitial Lung
Disease Accompanied By Anti-MDAS-Positive Dermatomyositis -a
Multicenter Prospective Study —

Hideaki Tsuji'r, Ran Nakashima_', Yoshitaka Imuqaz, Masato Yagitaz, ‘Hajime Yoshifuji', Shintaro Hirata'?,‘ Takaki NojimaB,

» Eukaiplakec Aotpwéelc kat 4 Bavatol
» Emnavevepyomnoinon CMV 90% vs 33%

Primary endpoint: survival rate after treatment
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Muooitida HE KK TPOYVWGn oTnV avoco0epaneia Tov KapKivou

* Immune checkpoint inhibitors (ICl) otnv oykoAoyia

* AVOCOETIAYOUEVEG AVETILOUUNTEG EVEPYELEG: OALKA
Ovntotnta<2%

* HAektpovika apyeia kal BACELS ’ ,
Abstract Number: 2976 dappakoenaypumnvnong: 180 pts e puooitida Heta
oo Anyn ICI

* 16.1% (n=29) cuvunapyxovoa puokapditda

* 15.6% (n=28) puaoBevikoL TUTIOU CUUTTTWHLOTAL
Celine Anquetil'”, Joe-Elie Salem™*, Benedicte Lebrun-Vignes’, Douglas B Johnson®, Andrew Mammen”*, Werner (Od)ea)\l_,lo KIVNTLKEQ o LATAPAXEC, B)\Ed)apOT[TU)GI'] )

¢ 21.2% Ovntotnta (P ovoxEtion ue puokapditida)
> H ICl-oxz-:tlZéuey%uuopiuSa endaviler

Immune Checkpoint Inhibitor-Associated Myositis: A Characteristic
Phenotype with a Poor Outcome Related to Concomitant Myocarditis

XOLPAKTNPLOTIKG Pawvituro pe ekdrjlwon cuviopa
HETA TNV évapén Bepamneiog ko ouxvh ocuvunapsn
ME puokapditioa kat onpeia ano touc opOaApoUg

> Screening yia puokapditida og 6Aoug toug
oo0eveic pe ICI-oxeTtl{OpeVN puooitida




AvaAuon 437 pts pe puooitida

20(4.6%): anti-U1 RNP (+)

Muikn aduvapia, apBpitida

YoBapn ILD

Cheonds Johmaon Sonie 1. Danott s Carstopher Sinc, Flen Tiiakou and Andrcw Mammen’ M Dcasts > Inspaparovedpitido, Nepkapditiba kat

Nv.YnEptaon ouxva supnpata aAAa povo
OTavV CUVUTIAPXEL anti-Ro52 (+)

Abstract Number: 383

Myositis Patients with Anti-U1-RNP and Anti-Ro52 Autoantibodies Are at
Risk of Pericarditis, Glomerulonephritis, and Pulmonary Hypertension

» Tofacitinib oc 10 pts
e [MA\OTIKA MEAETN O€ OVOEKTLKN

Abstract Number: L02 !
e depupatopvooitidba
Study of Tofacitinib in Refractory Dermatomyositis (STIR): An Open Label , , ,
Pilot Study in Refractory Dermatomyositis * anSVLZO)\OVﬂ O€&E MmaxX 600n EWC 20
Julic 1. Paik’, Jemima Albaydaf, Bleni Tiniakow’, Andrew Koenig? and Lisa Christopher-Stine’, 'Rhenmatology, Jobns_ mg/nuépa

» ZNMUOVTLKN KAWVLKH QVTAOKPLON OTLC
12 £B6. pe Bdon kpurinpLa
OLVTONOKPLONG TOU VOOILOTOG
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