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EFFECT OF AVACOPAN ON RELAPSE RATES AND RELAPSE-FREE TIME IN PATIENTS WITH g

RHEUMATOLOGY

ANCA-ASSOCIATED VASCULITIS, RESULTS OF THE PHASE 3 ADVOCATE STUDY -

ElerQ rH = TI rNQ PIZAM E M EXPI iH M E PA' I Primary Endpoint 1 _ Primary_Endpoint 2

, , , , , Remission at 26 Weeks St ion at 52
Avacopan: eKAEKTIKOG avaoTtoAéag tou urtodoxea C5a amnod tou otopatog (30mg BID) Iy
1 ' . Randomized )
Evéelén yia tn Bepaneia twv AAV — ADVOCATE trial i 52-Week Treatment Period | corlon up
Avacopan, 30 mg twice daily
Avacopan Group I‘\
zKOnOi — EPQTH MA MEAETHZ: (N=166) 3 ‘D y Prednisone’ (a prednisone matching placebo)
A , , , , CYC for 13 weeks followed by AZA, or RTX for 4 weeks
Post-hoc avaAuon tng pehetng ADVOCATE 1. cuxvotnta UhEONG KOL UTIOTPOTING -
2 . Xpévoq SAE l.', eepoq U-n-_o-[po-n-_r']q Prodnisone Group [ Avacopan-matching placebo twice daily ]
(Active Control) = ‘ .
(N=164) Prednisone, 60 mg/day tapered to zero over 20 weeks
AZOENELS - MESOAOL.

* Double blind RCT n=330
*  OLapxkég avaivoelg tng ADVOCATE €ywvav povo os acBevelg omou emiteuxbnke Udeon

y ’ y r I3 ' ' 104
*  AvalntnOnkoav anoteAeéopata o€ OAN TNV KooptH, aveaptnta ano tnv vdpeon L—\ﬁ__‘,_“_\ B
2 . \"H

KYPIA ANOTEAEZMATA: § e ; uas S
* Baseline xapaktnplotikad mapopoLa kat ota SUo YKPOoUTt §
* AoOeveig mov dev unkav og Vpeon 1 utotpomiacav: [ =1

AVA group 24 (14.5%) vs PBO group 40 (24.4%) p=0.011 2
* HR tou Xpovou eAelBepou untotpomrg yia AVA vs PBO 0.57 (0.35-0.96) p=0.029 . »
2YMMNEPAZMATA — MHNYMATA TIA TO zMITI: § -

+ Censored
"  Awotepol acBeveic oto AVA group unotporniaocav HeTa tnv eniteuvén Ugeong 0 | Hezerd ra0 0,57 (C10.35 100.96). p = 0.020
hm\ 166 153 149 1486 145 133 128 15 92 0
" O xpovog eAeVOepOG UTTOTPOTIAG HTAV LEYAAUTEPOG GTO group tou AVA el o ‘o w 12‘6 1'60 m 2;0 2;0 =
Relapse-Free Time (days)
Groups Avacopan Prednsone

Merkel P et al (International) — OP0180/poi: 10.1136/annrheumdis-2022-eular.4283
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DIFFERENCES BETWEEN AVACOPAN AND PREDNISONE FOR THE TREATMENT OF g

RHEUMATOLOGY

ANCAASSOCIATED VASCULITIS AT DIFFERENT THRESHOLDS OF GLUCOCORTICOID TOXICITY > N

1-4 JUNE 2022

EIZATQrH - TI INQPIZAME MEXPI ZHMEPA:

Glucocorticoid Toxicity Index (GTI): Seiktng pétpnong tng toékotntac twv GCs otnv mopeila Tou Table 1. Domains of the Glucocorticoid Toxicity Index
XPOvou mou eAéyxeL dLadopa domains Weighted Domains Components Assessed in Domain
Cumulative Worsening Score (CWS) , , , , Body mass index Body mass index
Aggregate Improvement Score (AIS) ABpoloTikn To§lkotNTa KAt cUVOALKN aAayn Glucose tolerance Hemoglobin A1c, medications
Blood pressure Systolic and diastolic blood pressure,
medications
2KOMNOz - EPQTHMA MEANETHzZ: Hyperlipidemia Low density lipoprotein (LDL), medications
TUyKpLon TNG ToEkOTNTAS (Héow GTI) petasy AVA kat PRE ykpoum Bone mineral density  Bone mineral density
Steroid myopathy Deltoid or quadriceps weakness, functional
impairment
AZOENEIZ - MEOOAOIL: Skin toxicity Acneiform rash, bruising, hirsutism,
*  JUykplon GTI o€ Tpelg StadopeTkoUE 0USOUC, EEKVLVTAC artd TNV EAAXLOTN KAWVLKA GNUAVTLKA alrophy/striae, efosions/ears

Sdtadopa (10, 20 kot 30 Babuotl)

KYPIA ANOTEAEZMATA: GTl threshold and n (%) pvalue  n(%)  p-value
* OMot ol acBeveic tng ADVOCATE (Double blind RCT n=330) cupunepiA\ndOnkav B groses ex%eewzng exc:,e;ﬁng
e  XaunAotepa okop = XapnAotepn tofkoTNTA threshold threshold
GT1 worsening 2 10 points
Avacopan (N=164) | 138 (83.1%) 80 (48.2%)
2YMNEPAZMATA - MHNYMATA A TO z0ITI: EVSEIRn (e 108 | IA% 10N L EIAS)
GT1 worsening 2 20 points
* H xopriynon tou avacopan CUCGXETIOTNKE ME XAUNAOGTEPN TOSLKOTNTA Avacopan (N=164) | 96(57.8%) | 0. 49 (29.5%)

Prednisone (N = 166) 1120 (73.2%) 74 (45.1%)
GT1 worsening 2 30 points
Avacopan (N = 164) 68 (41.0%) 0.007 | 30(18.1%) 0.001
Prednisone (N = 166) 91 (55.5%) 55 (33.5%)

onw¢ avth petpatal pe to deiktn GTI o€ tpelg Stadopetikol§ oudoug, Eekvwvtag

orto TNV EAAXLoTn KAWIKA onpavtiki dtadopad twv 10 Babuwv

Patel N et al (International) — POS0833/poi: 10.1136/annrheumdis-2022-eular.3702



VASCULITIS MODEL

EIZATQrH - TI INQPIZAME MEXPI ZHMEPA:

MPO-AAV: BAAaBeg ota tpLyoeldn tou vedpou (IN kot dtapeoes BAAPEG) Kal Tou mvelova

NETs: onuavtikd poAo otnv naboyEveon

Cathepsin C: onpavtiko €vIUpo TIOU EVEPYOTIOLEL TTPWTEACEC 0gPivnG Twv oudetepodpilwv (NSPs)

2KOMNO2z — EPQTHMA MEAETHZ:
‘EAgyx0¢ NG anoteAeopatikotntag tou MOD06051 (avaotoAéag tng Cathepsin C)

AZOENEIZ - MEOGOAOI:

* Invitro: petpnon cathepsin kot NE avaoTtaAtikr tkavotnta o€ kokklokuttapa (£ MOD06051)
* Invivo: WKY movtikia avooomnotnpuéva pe MPO mou éAafav MODO06051 og duo 6d6oelg ) PBO

KYPIA ANOTEAEZMATA:

*  To MODO06051 avéatelAe TNV eviupatikn Spaotnplotnta tou CatC ekAeKTIKA

*  Inuavtikn pelwon (ue SocoefapTWEVN CUGXETLON) TOU TOCOCTOU TWV ETNPEACUEVWV
OTIELPAPATWY, TWV oudeTepodilwy ou mapayouv NETs otnv nepldEpeLa Kal Ta OTELPAUATA
KOl TOU OUVOALKOU aplBuoU twv oudetepodilwy oto oneipapa.

*  InUavtiki HElwon TN alpatoupiag, Twv EpUBPOKUTTAPIKWY KUALVOpWVY KoL TWV ECTLWV
TIVEULLOVLKN G aLpoppayiag.

2YMNEPAZMATA — MHNYMATA TIA TO zMNITI:
= MODO06051: ekAetikr) KataotoAn tng cathepsin C §pactnplotntog

* Meiwon tng evepyonoinong twv NSPs Kalt TnG LOTIKAG KataoTtpodng

eular??

PRECLINICAL STUDIES OF A NOVEL CATHEPSIN C INHIBITOR IN MPO-ANCA-ASSOCIATED g

RHEUMATOLOGY

1-4 JUNE 2022

NSP activation by CatC and following neutrophil-driven tissue damage and inflammation

MODOGOSIQ&
l \ NSPs:
© L]
Py Neutrophil Elastase
P o L]

e ® % . ® . Proteirase 3
e L o o e ® Cathepsin G
-seq

g . NSP4, etc.
Inactive Active
NSPs NSPs

) : o NSPs act as effector proteases
Luring neutrophil maturation in banc marrow

Inhibition vs
vehicle (%)

Recombinant hCatC inhibition (cell-free) 1.5%0.3 -
Recombinant hNE inhibition (cell-free) NA
Cellular hCatC inhibition 0.48%0.01 -

In vivo CatC inhibition in rat whole blood

- +
(2hrs after 3mg/kg single oral dose) 93%33

SCAE 3

12 1
* p<0.05, ** p<0.01 in Kruska! Wallls

J I T.
a4+
: 4
(]

Normal Vehicle 0.3mpk 3mpk

Ishizu A et al (Japan) - OPOOQO/ DOI: 10.1136/annrheumdis-2022-eular.361



EIZATQrH - TI INQPIZAME MEXPI ZHMEPA:
AAV: toAuopyavik cuoTnUATIKA TTPOCGROAN, CUXVEG UTTOTPOTIEG — ONUAVTLKA Bvntotnta
Xprjon coBapr¢ avoooKATOOTOANG: ONUAVTIKOC KivOuvocg yla coBapec AOLUWEELC

2KOMoOz - EPQTHMA MEANAETHZ:
Motog givat o kivbuvoc avamntuénc ocoPfapnic Aolpwéng kat Bavatou os veodlayvwoBeioeg AAV?

AZOENEIZ - MEOOAOI:

* OMotolL acBeveig pe véa dtayvwon AAV (incident cohort) og Staotnpa 18 etwv (1997-2015)

*  E€opoiwon: nAkia, pUAo, nuepopnvia dtdyvwong 1:10 pe kooptn pn AAV acBsvwv

*  KataAnktika onpeia: xpovog yla tnv npwtn cofapn Aolpwén, aptduds cofapwv Aotpwéewy
Kal Bvntotnta

KYPIA ANOTEAEZMATA:
*  n=549 AAV vs n=5490 non-AAV

2YMMNEPAZMATA — MHNYMATA TIA TO zMITI:

= OLAAV €xouv peyaAUTtepoO Kivéuvo o€ oX€on LE TO YEVIKO MANOUGHO yLa:
- 3.8 x ouxvotnta yla tpwtn cofapn Aolpwén
- 3.2 X aplOuo Aotpwéewv
- 3.8 x Ovntotnta oxetl{Opevn He Aoipwén

DIAGNOSED ANCA-ASSOCIATED VASCULITIS: A POPULATION-BASED STUDY

INCREASED RISK OF SEVERE INFECTIONS AND MORTALITY IN PATIENTS WITH NEWLY

eular??

EUROPEAN
CONGRESS OF
RHEUMATOLOGY

1-4 JUNE 2022

Post-AAV diagnosis first severe infection

AAV cohort Non-AAV cohort
N=549 N=5,490
No. of events 184 509
IR per 1,000 person-years 72.46 14.40
IRR (95% CI) 5.03 (4.25-5.96) 1
Age and gender adjusted HR (95% CI) 5.29 (4.43-6.31) 1
All but GC adjusted HR (95% CI) 3.32 (2.67-4.13) 1
Fully adjusted HR* (95% CI) 3.77 (2.94-4.85) 1
Post-AAV total number of severe infections
Infection episodes 396 868
IR per 1,000 person-years 116.42 23.35
IRR (95% CI) 4.99 (4.42-5.62) 1
Age and gender adjusted rate ratio (95% CI) 5.27 (4.78-5.93) 1
All but GC adjusted rate ratio (95% CI) 3.13 (2.72-3.59) 1
Fully adjusted rate ratio* (95% CI) 3.20 (2.73-3.74) 1
Infection-related mortality
No. of infection-related death events 29 85
IR per 1,000 person-years 8.53 2.29

IRR (95% CI)

Age and gender adjusted HR (95% CI)
All but GC adjusted HR (95% ClI)

Fully adjusted HR* (95% CI)

3.72 (2.44-5.67)
4.43 (2.89-6.79)
3.67 (2.14-6.31)
3.84 (2.13-6.91)

1

1
1
1

........

Zhao K et al ( Canada) - OP0093/ DOI: 10.1136/annrheumdis-2022-eular.31
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MORTALITY TRENDS IN ANCA-ASSOCIATED VASCULITIDES (AAVS): DATAFROMA g

RHEUMATOLOGY

CONTEMPORARY, MULTICENTER ANCA REGISTRY

1-4 JUNE 2022

EIZATQIH - TI INQPIZAME MEXPI ZHMEPA:
AAV: GUOTNUOTIKA VOCHUOTA LE CNUAVTLKH voonpotnta Kat Bvntotnta (3x yevikog mMAnBuouocg)

e
$KOMNOZ — EPQTHMA MEAETHS: g
MakpomnpoBeoun eniBiwon kat attieg Bavatou o acBeveic pe AAV 2.
3 - EGPA 2%
AZOENEIZ - MEOOAOI: g =0 . } sy
*  [OAUKEVTPLKA UEAETN KOOPTHG LE TIPOOTITLKI TtapakoAouBnaon ~ L 2 e
*  EAANVIKO AAV registry - s . 5 0
Survival according to induction regimen Years
KYPIA ANOTEAEZMATA: 5 1003—
© netes =
*  ABpolotikn mBavotnta Bavatou 24% kal 26% ota 5 kat 10 £Tn aviiotolya %
* ABpolotikni emiBiwon ota 5 €tn: xelpodtepn yia tnv MPA (57%) vs GPA (81%) ko vs EGPA (92%) % ”‘; cvc e
*  Xwplic onpavTIKES Sladopeg petaty induction oxNUATWY, LOTOPLKO UTIOTPOTTNG g - xm :: s
*  Xelpotepn erPBlwon yo aoBeveic pe vedppLkn Kol TIVEULOVLKA TTPOCBOAN =
*  JuyvOtepeg attieg Bavatou: Aolpwéelg 52% e "m 0
-
2YMMNEPAZMATA — MHNYMATA TIA TO z20ITI: "';:"
- ’ v ’ ’ ’ ’ su = '*6 Y
Aoeszvsu; pe MPA ko tpooBoAn vedpoU Ko TVEULOVA ELXOLV TN XELPOTEPN mmmwmow MWM'G
€T[lB'le'|'] , . . , , , , involvement Yes No s
" Xwpig OTATIOTIKA CNUAVTLIKEG StadpopEg avaAoya HE TO OXNHa EMITEVENG UPEONG "Lung 86%  90% p=0007 Disease Flares
="  OLooBapéc AowEELS ATV N cUXVOTEPN autia Bavatou Kidney 56%  96%  p<0.001 (14%)
Lung and kidney  39% 93% p<0.001 Malignancies

Koutsianas C et al (Greece) — POS0832/poi: 10.1136/annrheumdis-2022-eular.3481
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PREVALENCE OF SUBCLINICAL GIANT CELL ARTERITIS IN PATIENTS WITH POLYMYALGIA g

RHEUMATOLOGY

RHEUMATICA -

1-4 JUNE 2022

EIZAFQrH - T INQPIZAME MEXPI ZHMEPA:
PMR kat GCA otevd cuvbebepuéva voonpata. AcBeveic pe GCA €xouv PMR og 50%
?TI0000TO TNG UTTOKALWVLKN G GCA og aoBeveic pe PMR

Results: Clinical and demographic characteristics

ZKOMNOz - EPQTHMA MEAETHZ: "“"‘1':2’;:"" PM“:‘::;:‘GCA ""“":‘;‘;:GC“
YriokAwikry GCA o€ aoBeveig pe PMR pe Baon tov umépnxo Twv ayyeiwv Age (mean#sD} 73.0548.43 72.9248.83 73.5246.82
Sex (female/male) 137/121 109/93 28/28
Bilateral shoulder pain 249 (96.5%) 196(97%) 53(94.7%)
- . Hip pain 209 (81%) 163 (80.7%) 46 (82.2%)
AzOENEIz MEOIOAOI , , , s Neck pain 158 (61.3%) 125(61.9%) 33(58.9%)
*  [oAukevtplKkn, mpoomtikn LEAETN (8 Eupwmaikd KEvIpa) Morning stiffness* 227 (88.7%) 182 (90.1%) a5 (80.4%)
' ’ ' ' y ' ’ Weight loss 68 (27.6%) 49 (24.3%) 19 (35.8%)
* Ataboxikol aoBeveig pe PMR xwpic cupntwpata GCA uneBAnGnoav oe US woxiwyv, wpwv Fever 30 (11.7%) 20(10.0%) 10(17.9%)
' ' ' ! ' ! ! Peripheral arthritis 72 (29.1%) 59(29.2%) 13 (25.0%)
Kaeoluq Kat 4 a\{yaakot)v TIISpLO)(wV (Keomd)LKs,-:q, u’aoxa}\tateq, Ka'pwnéeq, UTTOKAELOLEC) Piting edems 110 2o (3.6%) 6 111.3%)
* Av eiyav Betika onueia aAw — BewpnBnkav otL eixav urtokAwvikn GCA Duration symptoms (weeks) 8.3047.79 8.7547.21 7.67+6.95
CRP mg/| 51.51%47.14 51.45+47.34 51.74+44.83
ESR mm/h 58.93128.62 58.19 £27.45 61.71+32.75
KYPIA AI-IOTEAEZMATA pMR= Polymyalgia rheumatica; Gca= giant cell arteritis; SD= standard deviation. * p<0.05
* n=258
* Halosign (+) 56/258 aoBeveic 21.7% epr—
* 2/3 aoBevwv: e€wkpaviakn evtomnion tou halo sign 70,00% Cranial 33%
60,00%
50,00%
2YMMNEPAZMATA — MHNYMATA TIA TO z2MITI: 0.0% 24,30%
. , , : . , ; 30,00%
Nepinov 1 otoug 5 acBeveic pe PMR £xeL umepnxoypadikn ElkOva UMOKALVIKAG 0 00% 10/a1 a—
GCA kat otnv mAsoPndia avtwv n pAsypovi evioniletal e§wKPAVIAKA 10'00%
0,00%

Isolated extra-cranial  Isolated cranial GCA  Crznial and extra-
GCA cranial GCA

De Miguel E et al (GCA/PMR study group) — OP0184/poi: 10.1136/annrheumdis-2022-eular.1696



SECUKINUMAB IN GIANT CELL ARTERITIS: THE RANDOMISED, PARALLEL-GROUP, DOUBLE-BLIND, s

RHEUMATOLOGY

PLACEBO-CONTROLLED, MULTICENTRE PHASE 2 TITAIN TRIAL

1-4 JUNE 2022

EIZATQrH - TI INQPIZAME MEXPI ZHMEPA: Treatment Follow-up

GCA: avaykn yla xopniynon Atyotepwv GCs - IL-17A: miBavoc Beparmeutikdg otoxog otn GCA Week © 0B 4 8 12 16 0 0 o w % 0 M @ N % @
SEC aopaA£C Kol ArmOTEAECUATIKO OTLG oTtovOuAapBpitideg SOSN8 11T N W T T W W W A W

. ET—
N=25
2KONnoz - EPQTHMA MEANAETHZ:
AnoteAeopotikotnTa, achdAeta kat avoxr tou SEC o a.oBeveic pe GCA il 1111 S S S S S S S S S S

Placebo s.c. X
N=25

AZOENEIZ - MEGOAO!: m
«  Multicentre double-blind RCT phase Il - New or relapsing GCA, naive to bDMARD R T
* SECvs PBO kat GC ot oxnua peiwong 26 efdopadwv

Median OR: 9.3 (95% CI: 3.5, 26.3)

100% 70.1%
(51.6%, 84.9%)

KYPIA ANNOTEAEZMATA:

* n=52

* 70% acBevwv oto SEC vs 20% oto PBO eixav Statnpnuévn udeon tnv eBdopada 28
*  59% acBevwv oto SECvs 8% oto PBO &ixav datnpnuévn udeon tnv eBdopada 52
*  AlduECOG XpOVOG yLa uTtotpor oto PBO 197 nuépeg — n/a oto SEC group

*  Xwpig onuavtikeég SLadopEg petaty Twv opddwy os AE (SEC Ayotepa AE cupfavta)

" 20.3%
(12.4%, 30.0%)

» i
S
»
'}
0%

Secukinumab (N = 27) Placebo (N = 25)

Median percent of patients with sustained
remission with 95% credibility interval
a
o

3.5.58.8
s
ID_
1
1
]

A - —

2YMMNEPAZMATA — MHNYMATA TIA TO zNITI:

= To SEC £6&1e peyadUtepn Statnpnuévn Vpeon otnv efdopada 28 kaw 52 oe
ouvOUAOoUO e KOPTLKOELSN SLdpkeLag 26 eBdopddwv oe ocuykpilon pe PBO

=  Proof of concept peAétn — mBavog napdyovrag yia xpon otn GCA

L
[‘)-

Probability (% cf event free

vvvvvvvvv radans

LA .
F5E oty
8
=

1 1T 1 1 1T 1 T T 1T 1T T 1T 1T 11
8¢ 8D 100 120 140 150 ‘§C 200 230 24D 260 280 IV II0 M) MC W

"%
Time (days)

Venhoff N et al (international) — OP0182/poi: 10.1136/annrheumdis-2022-eular.806
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EUROPEAN

TOCILIZUMAB IN COMBINATION WITH 8 WEEKS OF PREDNISONE FOR GIANT CELL ARTERITIS g

1-4 JUNE 2022

EIZATQIH - TI INQPIZAME MEXPI ZHMEPA:
GCA: avaykn yla xopriynon Alyotepwv GCs — akOpn Kot pe Tn xprion tov TCZ

Tocilizumab 162 mg weekly

8-week prednisone taper starting between 20 mg and 60 mg

2KOMNoz - EPQTHMA MEAETHz:

ATMoTEAECHATIKOTNTA KOl aopAAeLla Xopriynong 2 pnvwv npedvioAovng o cuvouaouo pe TCZ Paary sadeolit

Prednisone-free remission at week 52

AZG E N E I z - M Eeo AOI : Table 1. Patient Baseline Characteristics —
* [lpoomtikn HEAETN, single arm, avoLXTHG ETLKETOG UEAETN pismme
s Suvbuaopudc TCZ 162mg OWK + PRE yia 8 eBSoUASEC e 17:67(:2)
*  KataAnktiko onpeio: Statnpnuévn Udeon xwplc oteposldn tnv eBdoudda 52 White race 30.0(1000)
New onset disease 15.0 (50.0)
Disease duration, months: mean (SD) 11.8 (20.4)
Biopsy-proven disease 23.0(76.7)
Imaging-proven disease 14.0(46.7)
KYPIA AHOTE/\EZMATA Craniel signs or symploms 26.0(86.7)
_ Ischemic visual symptoms 11.0(36.7)
* n=30 , , , , PMR symptoms 17.0 (57.6)
*  Awxtnpnpévn Vdeon ektog GC: 23/30 (77%) otnv eBSopdda 52 ESR, mmour mean (SD) 450 (24.1)
. AepOLO'TLKr'] 560” PRE ~ 1 vp CRP, mg/L: mean (SD) , , 48.1(46.1)
14 ’ I I I I T bl 2. E'ﬁ
¢ Anod toug acBeveic mou unotponiacav, oL 6 otoug 7 éhaBav devtepo oxrjua pe PRE 8 st e SR
eBSopadwv kat ot 4 katdadepav va StatnpnBoulv oe Ldeon HEXPL TO TEAOG TNG UEAETNG (n=30)
*  Koapia meplmtwon LoXaLUKAG OMTIKAG VEUpOTABeLag [ Sustained remission by week 52 23.0 (76.7) ]
. ’ ’ ’ Cumulative predniscne dose (mg) at week 52, mean (SD) 1051.5 (390.3) *
* SAE: 4 —covidl9, kuttapitida, kataypo, xohokuotitda tapes 70@3)
Time to relapse, weeks: mean (SD) 158 (14.7)
Prednisone dose (mg/day) at relapse, mean (SD) 2.1(5.2)

2YMMNEPAZMATA — MHNYMATA TIA TO z2MITI:
= 12 uAveg TCZ + 8 eBdopnddec PRE €61V onUOVTIK OLIMOTEAECHATIKOTATA OTNV

. Cumulative prednisone dose (mg), mean (SD)
Clinical manifestations at relapse

1618.1 (485.0)* |

enitevén kauw dratipnon tg vdeong otnv GCA

Cranial symptoms

4 out of 7 patients

Ischemic visual symptoms

0 out of 7 patients

PMR symptoms

4 out of 7 patients

Unizony Setal ( USA) - OP0183/ DOI: 10.1136/annrheumdis-2022-eular.2096



2UOTNHATLIKO OKANpOOEpUAL



EIZATQIH - TI INQPIZAME MEXPI ZHMEPA:
Y3k — pikpoayyetakn SuoAettoupyia (CAD, vOoOC UKPWV ayyEiwv)
??? HaKpoayyeLlonabela

2KOMNOz — EPQTHMA MEAETHZ:
JUOXETLON ULKPO- KOl LoKpO- ayyelomaBelac (XN, OEM) oe aoBeveic pe 23k oto NIS twv HMA

AZOENEIZ - MEGOAOI:

* Aebopéva 3 etwv amo to NIS. Movo- kat TToAU- mapayovTikr availuon yla vo SlamotwOel av n
23Kk ouoxetiletal pe IN kat OEM

KYPIA ANNOTEAEZMATA:

* 57,739 voonAeieg pe 22k.

* lotopkd IN/OEM povo to 0.1%

e XTn govomapayovTtikn avaiuon dev umrnpxe cuoxEtion Pe IN, aAAd otav Eywvav Slopbwaoelg yla
NV NAWKia, To dUAO, TN GUAN, TO OLKOYEVELAKO LoTOoPLKO XN, Tn duocAutdatuia, To ZA, TNV
UTIEPTOON KOl TO KATIVIOUAL:

* n IXIK OXETIOTNKE PE auENUEVN cuxvoTnTA N OR 1.40 (95Cl: 1.34-1.47)

OEM OR1.13(95Cl: 1.02-1.25)
aAAQ OxL pe PCl ) CABG

2YMMNEPAZMATA — MHNYMATA TIA TO z2MITI:
= H IIKk cuoxetiotnke pe avénuévo Kivéuvo ZIN kat OEM, peta tn 610pOwon yua
KAOLGLKOUG MapAyovTeG KapdLayyeLtokoU Kwvduvou, mibavws pEow

HIKpoayyeLlakng BAaBng

SCLERODERMA-A NATIONAL INPATIENT SAMPLE ANALYSIS

INCREASED RISK FOR CORONARY ARTERY DISEASE AND MYOCARDIAL INFARCTION IN

Variable OR (95% CI) P-value
|Age 1.03 (1.03-1.03) 0.000
Female gender 0.50 (0.50-0.51) 0.000
Race

Whites Reference

African American 0.82(0.81-0.83) 0.000
Hispanic 0.79(9.78-0.81) 0.000
Asian/pacific islander 0.75(0.73-0.76) 0.000
Native American 0.98(0.93-1.04) 0.718
Others 0.91(0.87-0.95) 0.000
Family history of M| 1.72(1.69-1.75) 0.000
Dyslipidemia 2.18(2.17-2.20) 0.000
Diabetes 1.70(1.69-1.71) 0.000
Hypertension 2.08(2.07-2.10) 0.000
Nicotine dependence 1.34(1.33-1.35) 0.000
Scleroderma 1.40(1.34-1.34-1.47) 0.000
Variable Odds ratio (95% Cl) |P-value
Age 1.00 (1.00-1.00) 0.000
Female gender 0.66 (0.65-0.66) 0.000
Race

Whites Reference

African American 0.80 (0.78-0.82) 0.000
Hispanic 0.97 (0.94-1.00) 0.085
Asian/pacific islander 1.18 (1.12-1.29) 0.000
Native American 1.12 (1.05-1.21) 0.001
Others 1.09 (1.04-1.16) 0.001
Family history of MI 2.18 (2.12-2.24) 0.000
Dyslipidemia 1.78 (1.75-1.80) 0.000
Hypertension 1.31 (1.30-1.33) 0.000
Diabetes mellitus 1.25 (1.24-1.26) 0.000
Nicotine use 1.56 (1.54-1.38) 0.000
Scleroderma 1.13 (1.02-1.25) 0.012
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DOES IMMUNOSUPPRESSIVE THERAPY IMPROVE GASTROINTESTINAL SYMPTOMS IN PATIENTS it T

RHEUMATOLOGY

WITH SYSTEMIC SCLEROSIS?

1-4 JUNE 2022

EIZATQIH - TI INQPIZAME MEXPI ZHMEPA:
FEZ: cuxva MPooBAAAETAL OTN 2IK — ONUAVTLKA voonpotnta, Bvntotnta
?Beparneia

2KOMNOz — EPQTHMA MEAETHZ:
YTapxel cuoXETION METAED TNG OVOOOKATAOTAATIKIC Bepareiag kot tng Baputntag twy MEX
CUMMTWHATWY (KAtpaka UCLA GIT 2.0)?

Predictors of UCLA GIT 2.0 score at follow-up Estimates 95% ClI o}
) Age 0.002 -0.001 —0.006 0.136
AZOENEIZ - MEGOAOI: Sex [male] -0.056 -0.172-0.061 0.347
* Kévtpo EUSTAR — real-world aoBeveig pe 22k kot touldytotov Uo UCLA GIT 2.0 score Disease duration -0.005 -0.009 —-0.000 0.030
, , Body mass index 0.014 0.002 -0.025 0.017
* 12 +/-3 mo petagy Twv anavtoEwv UCLA GIT 2.0 total score baseline 0.690 0.571—0.809 <0.001
Immunosuppressive therapy during observation period -0.119 -0.228 —-0.010 0.032
Immunosuppressive therapy before baseline 0.080 -0.032-0.192 0.160
KYPIA ANOTEAEZMATA: Modified Rodnan Skin Score -0.001 -0.008 —0.007 0.860
_ ) o . o/ A: Forced vital capacity -0.001 -0.004 -0.001 0.302
* n=209 (F: 8’2@ 59 yrs, dis dur 6 yrs, 19A>’ diffuse) Erythrocyte sedimentation rate 0.003 -0.001 —0.006 0.116
* 71 aoBeveic EAafav avoookataotaAtika (MTX, MMF, RTX, TCZ) Proton pump inhibitors -0.034 -0.120 - 0.052 0.435
(Intercept) -0.120 -0.531 —0.291 0.566

*  KaAUtepa UCLA GIT 2.0 scores eixav acBeveic mou: éAafav avocoKOTAOTAATIKA, Elxav
HLKpOTEPO BMI, ixav pakputepn Stdpkela vooou, eixav xapunAotepa baseline okop

2YMMEPAZMATA — MHNYMATA 1A TO zMITI:

* H avoookataotaAtikl Ospaneia cuoxetiotnke pe xapnAotepa UCLA GIT 2.0
oKop, TTov TiBavwg onpaivel enidpacn ota NEXZ cupmtwpata TG ZIK

Stamm L et al (Europe) — OP0003/poi: 10.1136/annrheumdis-2022-eular.565



EIZATQIH - TI INQPIZAME MEXPI ZHMEPA:
ApBpLkn TPooPoAr oTn 2IK — XwpPLG eyKeKkelpEVn Bepameia  ??? maboyevela
Xpnotwuomnolovpe Bepareiec amo tn PA, aAAd He OXL ATOAUTA LKOVOTIOLNTLKA OTTOTEAECHOTA

2KOMNOz — EPQTHMA MEAETHZ:
XapaKTNPLOUOC TOU apBplkol UPEVA OTN 22K O€ LOTIKO Kol KUTTAPLKO £Ttinedo og olyKplon pe tn PA

AZOENEIZ - MEOOAOI:
* 9 aoBeveig pe I3k Kat vpevittda — US-guided Boyia (8 kapmot, 1 yovato) cuykplon pe 6 PA
* lotoloyikn avaAuaon, yovidiakn avaiuon, RNA-sequencing

KYPIA ANOTEAEZMATA:

*  Krenn synovitis score — xapunAotepo o€ aoBeveig pe 22k

* 7/8 Boyieg eiyav avooormeviko ¢patvotumo, oe ocUykplon Ue 3/6 otnv PA

* RNA-sequencing P& EMIKEVTIPWON 0TOUG LVOPAAOTEG

*  Avayvwplotnkav 4 clusters wvopAaoctwv pe dtadopetikoug yovidlakoug deikte

* Houykplon pe tn PA £€6¢elée Sladopd oToug UTTOTUTIOUE TWV WVOPBAACTWY TTOU apatnpionkayv
e Xtn 2Ik uTtipxe umtepékdpaon tou PLCG2, PCOLCE2 kat AHR

2YMMNEPAZMATA — MHNYMATA TIA TO zNITI:

= Hupevitda otn 2k eivon Stadopetiki anod avti otn PA, dsixvovtag xapunAotepo
dbAeypovwdeg poptio Kat Mo EPNMAOUTIOHEVA Ta povonatia tov TGF-B kat tTwv
wtepdpepovwy. ? Oa nmpPENEL va Xpnotpornoteitol dtadopetikn Oepaneia

eular??

EUROPEAN

DECIPHERING THE SYNOVIAL TISSUE AND FIBROBLAST SUBSETS IN SYSTEMIC SCLEROSIS g

1-4 JUNE 2022
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Houtman et al (Switzerland) — OP0092/poi: 10.1136/annrheumdis-2022-eular.1226
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TREATMENT PATTERNS OF IDIOPATHIC INFLAMMATORY MYOPATHIES: RESULTS FROM AN g

RHEUMATOLOGY

INTERNATIONAL COHORT OF OVER 1,400 PATIENTS

EIZATQIH - TI INQPIZAME MEXPI ZHMEPA:
IIM — eTEpOYEVAG OUAS O VOO LATWY
??? Bepaneia

2KOMNOz — EPQTHMA MEAETHZ:
A&loAOynon ¢ ouxvoTNTAC Kal Twv HoTiBwv Beparmeiog avaloya HE UTIOTUTIO VOOOU, YEWYPOPLKH
TiEPLOXN, MPOOoBOoAr opydvou

AZOENEIZ - MEOOAOI:
* Cross-sectional data CoVAD self report e-survey

KYPIA ANOTEAEZMATA:
*  N=1418 IIM

* Most used Rx = otepoeldn (41%), avoookatactoAn 49.4% (MTX, MMF, AZA, CsA, Tacro, LEF, SZP,

CYC), avBehovootaka (13.8%), IVIG (9.4%)
*  MortiBa Bepamneiwv StadopeTIKA avaAoya LE TN YEWYPAPLKA TLEPLOXA
*  YUynAdtepn xprion avoookataotoArng otnv ASSD kat IVIG otn vekpwTIKh puooitida
*  YYnAOTEPN XPrON OLVOCOKATACTOANC OE EVEPYO VOO0, KUPLWwC KOTwaon Kal duormvola

2YMMNEPAZMATA — MHNYMATA TIA TO zNITI:

= H Bepancia otnv lIM dtadpépel onpaviikd avaloya e Tn vOOo, T YewypadLKn
TLEPLOXN KOLL TN CUMKHETOXN 0pyAvou — Xpetaletan SLEBVEG consensus yla T
Oepaneia

Proportion of Idiopathic Inflammatory Myositis
in the 1418 patients
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Aoude M et al (international) — OP0161/poi: 10.1136/annrheumdis-2022-eular.4599



EIZATQrH - TI INQPIZAME MEXPI ZHMEPA:

EFFICACY AND SAFETY OF LENABASUM IN THE PHASE 3 DETERMINE TRIAL IN s

RHEUMATOLOGY

DERMATOMYOSITIS -

1-4 JUNE 2022

DETERMINE Study Design

Lenabasum (LEN): CB2 aywVLOTAC ITOU EVEPYOTIOLEL TNV KATAOTOAN TNG PAEYHOVAG KoL BEATIWVEL e

KAWLIKEC ekBaoelg otn AM amod peA€tn paong 2

2KOMNOz — EPQTHMA MEAETHZ:
A&LOAOYNON TNC ATOTEAECHUATLKOTNTOG KoL TNG a.opAAelac tou lenabasum otn AM

AZOENEIZ - MEOOAOI:

* Double-blind, moAukevtpLkr HEAETN

e 2:1:2 LEN 20mg BD: LEN 5mg BD : placebo BD

*  KataAnktiko onueio: total improvement score (TIS) eBdopada 28

KYPIA ANOTEAEZMATA:
* n=175AM
* [pWTOYEVEG KATAANKTLKO onueio — ev emetexOn mean TIS 28.3 vs 27.2

* Y& aoBeveig xwplg puikn aduvapia umrpxe oTaATIOTIKA onpavtiki Sltadopd oto CDASI

*  [evikwg KaAd avekto ¢papuako (Siappola, vautia, kepaAalyia)
*  BeAtiwon twv delktwv motdtntag {wng

2YMNEPAZMATA — MHNYMATA A TO z2MITI:

= To lenabasum &gv METUXE TO MPWTOYEVECG KATAANKTLKO ONUELO TNG LEAETNG AUTAG,
aAAa €6eL€e kamoLa SpaocTtikotnTa 0To déEPUa o€ AoOEVEILG XWPL¢ oNUAVTLKA HUIKNA

aduvapia

£ Safety Foll
I Screening H Randomize < i «vw:e::rup
I \ Placebo

Up to 4 weeks STRATIFICATION

¢ MMI$<185,2 14
before Visit1 , pegnisones 10, > 10 MG 20
. us
Visit 1 Visit 3 Visit 5 Visit 7 Visit 9

Baseline | Week10 Week 22 Week34  Week 46
Visit 2 Visit 4 Visit 6 Visit 8 Visit 10
Week 4 Week 16 Week 28 Week 40 Week 52

t

S
1 TIS Primary |

1
{Endooint

Total Improvement Score at Week 28
as
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Total Improvement Score + SEM

15

10 12.7
.4 16 28 a0 52
Week
-Lenabasum 66 66 65 42 35
~Placebo 65 67 66 44 39
P-value 0.1808 0.2414 0.3311 0.2231 0.2298

Change in CDASI Activity Score in Subjects
with Normal MMT-8 (MMT = 150)
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Change in CDASI Activity Score + SEM
o y
w w

‘Lenabasum 10 10 10 10 8 7
Placebo 9 8 8 8 6 5
P-value 0.3237 0.254 0.0461 0.0032 0.0059

Werth V et al (international) — OP0162/poi: 10.1136/annrheumdis-2022-eular.5037
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A MATRIX PREDICTION MODEL FOR THE SIXMONTH MORTALITY RISK IN PATIENTS WITH g

RHEUMATOLOGY

ANTI-MELANOMA DIFFERENTIATION-ASSOCIATED PROTEIN-5 POSITIVE DERMATOMYOSITIS

EIZATQIH - TI INQPIZAME MEXPI ZHMEPA:
Anti-MDA5 DM: untétunog AM pe uPnAo kivbuvo yla ametAntiky yla tn {wn pooBoAr mvelpova
? AlaoTpwpATWOoN KwdUvou yla Bvntotnta pPe BAcn KAWVLIKA XOPOKTNPLOTIKA?

A: Matrix prediction model

2KOMNoz - EPQTHMA MEAETHz:

Alepevvnon baseline mapayovtwv kivduvou yla tpofAsPn Bvntotntag otoug 6 prveg oe MDAS(+) Fever (13;1308%)
CEA (+
No Fever 1% 64% i
AZOENEIZ - MEOOAOI: (1%~63%) (26%~90%)
, ; ; ; . 29% 85%
*  AANBwn MPAKTLKN, TIPOOTITIKI LEAETN TOPATPNONG Fever (8%~66%) (28%-99%) cen
*  KataAnktiko onpeilo: n Bvntotnta oto 6pnvo I 22% )
*  Matrix-prediction model No Fever 020 (2%~81%)
ferritin<1250 ug/L.  ferritin21250 ug/L
KYPIA ANOTEAEZMATA: o
*  n=82 (40 eixav antiMDA5+ DM) B Dactvation:cohort
* o ouyva Gottron BAatideg, apBpitida, ILD kot upnAdtepa C4 - =
*  Y{YnAotepn Bvntotnta oto 6pnvo (30% vs 0%) Actual mortality 100% - CEA (+)
*  Metall emnoaviwy Kal un acBevwv urtipxe dtagpopd o€ — nAkia évapéng vooou, MupeTog, No Fever n=2 n=5
o Actual mortality 0% Actual mortality 60%
CEA, ferritin n=6 n=2
*  oAumoapayovtikd matrix LovtéAo R Actual mortality 177% | Actual morta1my 100% CEA (-)
n=
No Fever Actual mortality 0%

ZYMNEPAZMATA — MHNYMATA A TO MITI: b

* Hnapovoia mupetol katd th dtdyvwon, ¢epptitivn > 1250 kat avénpévo CEA
glval KoKoi TPOYVWOoTLKOL TP AYoVTEG Kal cuoXeTi{ovtal pe Bvntotnta otnv
MDAS (+) DM

Tang A et al (China) — OP0163/poi: 10.1136/annrheumdis-2022-eular.3009
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* AAV

- Noorjpata pe onpOVTIKR voonpotnta Kal Bvntotnta — mpoooXn OTLC AOLUWEELC
- Avacopan: poloc otn datripnon Udeonc XwPLc KOPTIKOOTEPOELSI Kal LELWON TNG OUVOALKNC TOELKOTNTOC
- N€ec Beparmeiec: poAog ¢ avaotoAn¢ tne cathepsin ¢ otn peiwon tng NETwonc

GCA:

- YrokAwikn GCA (umtepnyoypadikd) cuxvn o€ acBeveic ue PMR
- N€eg BepameuTikeG oTpatnyLkeG: eAaxtota GCs kat TCZ, ?secukinumab

SSc:

- avénuevog kivouvog ZN kot OEM (miBavwg Adyw HikpoayyelomaBbeLag)

- N AVOOOKATOOTOAN UopEL va BeATLwoeL TNV MPOGBOANR TOU YOOTPEVIEPLKOU OTO 22K
- n Vpevitda oto 23k eival dtadopetikn oo tnv vpevitidba otn PA

IHM:

- 6ev uTtapyxel BeparmeuTikd potifo Tou va XPNOLLOTIOLETOL TIYKOOULWE

- véec Oeparmeiec: ?lenabasum

- MDAGS (+) DM: tpoooxn o€ a.oBeveic pe mupeto, vPnAn peppttivn kat vPnAod CEA



