Sapwég NHEPES | 13-18aioy
! Pevuatoloyiag

'L‘:’-\ ”177
Xenia Poros Image Hotel G\
L doAnP>

NMOPOZX

Tuveotepo otn Pevpatoloyia (Yearin review)

2UOTNUATIKO PEUUOTIKO VOO UOTO!

lwavvng AvtwvomouAog
PeupatoAoyoc



2UyKpouaon CUUPEPOVTWV

Kapia yia tnv napovoa optAia



[MAdvo MNapouoiaonc

* JuoTnUATIKOC EpuBnpatwdnc AUKo¢
* JuoTnUATKN ZKAnpodepuia

* Muooitidec



2UOoTNMATIKOC EpuBnuatwodnc AUKOC



Efficacy and safety of voclosporin versus placebo for lupus nephritis

(AURORA 1): a double-blind, randomised, multicentre, placebo-

T H E L AN C E T controlled, phase 3 trial

Prof Brad H Rovin, MD « Y KOnno Teng, MD « Ellen M Ginzler, MD « Cristina Arriens, MD « Dawn J Caster, MD «

Juanita Romero-Diaz, MD « et al. Show all authors

Published: May 07,2021 . DOI: https://doi.org/10.1016/S0140-6736(21)00578-X « [ INEIEESIANLEES

* MoAukevTpLKn, SLMAA-TUDAN, Tu)aLomolnuevn peAetn paonc lll, 142 voookopeia kalt
lotpeiaoe 27 xywpeg, 357 pts

* AoBeveic pe vedpittdba ZEA I, IV AV (Broia vedpou evtoc 2 eTtwv)

* Tuxaitomtotlon o€ voclosporin (23,7 mg 6Vo dopec tnv nueEpa) n PBO, on top of MMF
(1 g SVo PopeC NUEPNOLWC) KAl TAXEWC petoUupeva POs otepoeldn xapunAng doonc.

e KUpLO KATAANKTLKO onpeilo: mANnpn¢ vedpikn avtarnokptlon (CRR) otig 52 wks

* CRR emutevxOnke oe meploocotepouc aoBeveicotnv opada tou voclosporin (73
[41%)] a6 179 pts vs 40 [23%] amo 178 pts OR 2,65 95% Cl 1,64—4,27 p<0,0001).

e KaAo podih aopaAeLag
e Juxvotepn oofapn averntOupuntn evepyeLa n mveupovia : 7% voclosporin, 4% PBO
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POS0681 VOCLOSPORIN FOR LUPUS NEPHRITIS: INTERIM ANALYSIS
come / Acive / Volume D e S OF THE AURORA 2 EXTENSION STUDY  rree

A.Saxena ', P. Mina-Osorio 2, C. Mela 3, V. Berardi 2

AURORA 2 (Emektaon
neAetnc AURORA 1)

2 étn F/UP

73 pts MMF/voclosporin vs
51 pts MMF/placebo

KaAo mpodiA acdaAelog

Muwkpr ttwon eGFR
(voclosporin) mou peta
otaBepormoleitol

Control (n=100) Voclosporin (n=116)

n  UPCR(mg/mg) n UPCR (mg/mg)

Pre-treatment baseline, mean 100 387 116 394

Change from pre-treatment baseline, LS mean

Year 1 100 -2.4 116 -3.0

Year2 51 -2.1 73 -3

» LS, least squares; NC, not calculated; UPCR, urine protein creatinine ratio.

Treatment Comparison of Voclosporin to Control

UPCR (mg/mg)

NC

-0.6

-1.0

p-value

NC

0.0080

0.0004



'Long-term Safety and Effectiveness of Tacrolimus in Patients With

Lupus Nephritis: 5-year Interim Postmarketing Surveillance Study in
Japan (TRUST)

Tsutomu Takeuchi, Naoko Wakasugi, Satoshi Uno and Hirofumi Makino

The Journal of Rheumatology January 2021, 48 (1) 74-81; DOI. https://doi.org/10.3899/jrheum.191008

* Avouxti neA€tn napatripnong 10 etwy, -
postmarketing, 275 kévtpa, 1355 pts
* AnoteAéopata aoPpAAeLlag Kol Relapse
amoteAeopatikotntag (PCR, anti & E’ﬂjﬂ:ﬁn
dsDNA, C3) 3
s 9P .~ . .— PFrogression
* Yuxvotepeg ADR TIG mpwteg 28 wks: E Yo ndysls
=
i3

» MNvevpovia (1.1%)
» Epnintoc wotnpac(1%)
» Kuttapitida (1%),

> Takxapwdng dtaprtne (1%) H 1 : 3 T

Yoars of observablon



kidne

INTERNATIONAL

Post Hoc analysis tng
pueA€tng BLISS LN

MoAukevTpLkr SuTAQ-

TUOAN HeAETn daong
11104 wks

448 pts Tuyalomotn-

Bnkav va AaBouv eite
BEL IV gite PBO on top
of ST (CYC/AZA/MMEF)

MpwTteVOV KATAANKTLKO
OonUelo: TPWTAPXLKN
OTIOTEAEOUATIKOTNTA
otn vedpLKN amokpLon
(PERR) wk 104

Agutepeviovta: MARPNG
vedpLKn amokplon
(CRR) wk 104, PERR
wk 52, xpovog péxpLto
TIPWTO VEPPLKO
cuppav n to Bavaro.

y

CLINICAL TRIAL | VOLUME 101, ISSUE 2, P403-413, FEBRUARY 01, 2022

A secondary analysis of the Belimumab International Study in Lupus
Nephritis trial examined effects of belimumab on kidney outcomes

and preservation of kidney function in patients with lupus nephritis

Brad H. Rovin 2 [ « Richard Furie « Y.K. Onno Teng
David A. Roth

Show all authors

Published: September 21, 2021

Show footnotes

... Jennifer Gilbride « Chun-Hang Tang

DOI: hitps://doi.org/10.1016/.kint.2021.08.027

Responders, n (%) 1.04
Belimumab 0.9- Number of patients who experienced an event: placebo = 51 of 196 (26.0%), belimumab 10 mg/kg i.v. = 28 of 194 (14.4%)
Placebo 10 mglkg i.v. Treatment Favors  Favors HR (95% Cl): 0.45 (0.28, 0.72); P = 0.0008
LN class (n=223) (n=223) difference (%) placebo  belimumab Odds ratio (95% Cl) Pvalue o 0.8
©
2
PERR E 0.7
Any class 72 (32.3) 96 (43.0) 10.8 o 1,55 (1.04, 2.32) 0.0311 § 0.6
Class Ill or Iv® 42 (31.8) 60 (47.8) 15.8 . 1.82 (1.08, 3.08) -§ o5
Class Il + V or IV + v® 15 (27.3) 23 (37.7) 10.4 . 1.76 (0.77, 4.05) § 5
Class V* 15 (41.7) 13(36.1) —5.6 ——1— 0.65 (0.23, 1.86) 2 1t
= 08d o Cdadad e ase = Placebo (n = 223)
©
e =13 I UL I e Zzzap———————
a 024  aeesmT e s eer——EETEEEE Belimumab (n = 223)
Any class 44 (19.7) 67 (30.0) 10.3 e 1.74 (1.11,2.74) 0.0167 o
Class lll or IV 25(18.9)  39(31.0) 12.0 e 1.78 (0.98, 3.21) 01 - St
Class Il + Vor IV +\* 8(14.5) 16 (26.2) 1.7 ————— 2.76 (0.99, 7.72) 0.0 e r r r . . . r . .
Class V* 11(306) 12 (33.3) 2.8 ' & i 0.83 (0.27, 2.62) 24 52 40 43 56 c4 12 80 83 2 104
Time since first dose (wk)
T 1 Number of patients at risk
0.1 1 10
I Placebo 196 167 154 142 133 131 127 124 17 115 68
Odds ratio (95% C1) Belimumab 194 175 167 164 161 153 144 139 134 130 93
Patients with an event,” n (%) Patients with an LN flare,” n (%)
Belimumab Belimumab
Placebo 10 mglkg i.v. Favars  Favors Placebo 10 mglkg iv. Favors Favors
(n =223) (m=223) belimumab  placebo Hazard ratio (95% CI) P value (n=223) (n=223) belimumab  placebo Hazard ratio (95% CI) P value
Overall 63 (28.3) 35(15.7) —— 0.51 (0.34, 0.77) 0.0014 Overall* 51(26.0) 28(14.4) i 0.45(0.28,0.72) 0.0008
Treatment regimen~ Treatment regimen®
CYCIAZA 19 (32.2) 9(15.3) L 2 0.46 (0.21, 1.02) CYCIAZA 18 (35.3) 7(14.3) ¢ L ! 0.30 (0.12, 0.75)
MMF 44 (26.8) 26 (15.9) — 0.52 (0.32, 0.84) MMF 33 (22.8) 21(14.5) —— 0.55 (0.32, 0.96)
LN class® LN class®
Glass Ill or IV 34 (25.8) 19 (15.1) 0.51 (0.29, 0.89) Class Ill or IV 27 (23.3) 16 (14.3) 0.51(0.27, 0.95)
Class lll +Vor IV + WV 14 (25.5) 7 (11.5) 0.44 (0.18, 1.10) Class lll + Vor IV+V  13(27.1) 7(13.5) 0.43(0.17,1.13)
Class vV 15 (41.7) 9(25.0) 0.64 (0.28, 1.48) Class V 11(34.4) 5(16.7) 0.40 (0.14, 1.15)
I 1 r 1
0.1 1 10 01 1 10

Hazard ratio (95% CI)

Hazard ratio (95% CI)
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aalsorthe POS0689 A 6-MONTH OPEN-LABEL EXTENSION STUDY OF THE
ea'es SAFETY AND EFFICACY OF INTRAVENOUS BELIMUMAB IN PATIENTS
WITH LUPUS NEPHRITIS  rree

R.Furie !, B. H. Rovin 2, F. Houssiau 3, G. Contreras 4, P. Curtis ®, A. Madan ©, A. Jones-Leone 7, M. Okily 8, D. Roth ®

Responses at OL baseline and OL Week 28 (mITT population, N=254)

e AvolXtn LEAETN EMEKTAONG
(OL) BLISS-LN 6 pnvecg

° 123 ptS PBO O€ BEL (=122 (n=132) (=122 (=132
132 pts BEL og BEL " 122 182 18 122

PERR, n (%) 73(59.8)F 93 (705 79(66.9) 91 (74.6)

OL baseline* OL Week 28

e AplLoto poPpA achAAELOC

CRR, n (%) 443611 6347t 57(48.3) 76 (62.3)

e YTaOepr evepyoTnTa KOl
Xpron otePOoELd WV

SLEDAI score <4

n 122 132 120 122

e BeAtiwon anti-dsDNA, anti-
C1q Kkaw C3/C4

Responders, n (%) 443617 64485)" 40(33.3) 64 (52.5)



Annals of Internal Medicine

* Tuyxatomotlnueévn, dSumAa-tudAn peAétn daongc ll,
ge\eyxouevn pe PBO.

* 52 pts pe avbektiko ZEA otouc omolouc o Bepamwy LaTPog .

OUVEODTNOE aywyn Ue RTX.
* O pts éAapav aywyn pe RTX kat 4 - 8 wks peta

tuxatomoBnkav va AaBouv IV BEL ) placebo yia 52 wks.
* [pwtoyeVvég KATAANKTLKO onpeio Atav ta emnineda anti-ds

DNA peta amno 52 wks.
* Atgutepoyevn onUEela: EMUMTWON TWV EEAPOEWV Kall
QVETILOUUNTEG EVEPYELEC.

Original Research | December 2021

Effectiveness of Belimumab After Rituximab in
Systemic Lupus Erythematosus

A Randomized Controlled Trial

Muharmmad Shipa, MBBS L Andrew Embleton-Thirsk, PhD , Mariea Parvaz, MSc, Liliana Ribeiro Santos, MD
Patrick Muller, MSc &8, Kashfia Chowdhury, MSc @88, David A_ Isenberg, MD, Caroline J. Doré, BSc
Caroline Gordon, MA, MD (&), and Michael R. Ehrenstein, MBBS, PhD , on behalf of the

BEAT-LUPUS Investigators* See Less X

* Ta anti-dsDNA IgG rjtav xapnAdtepa otouc aoBeveic mou
é\aBav BEL P < 0.001.
To BEL peiwoe tov kivbuvo yia coPapn €€apon P=0.033
* To BEL 6ev avénoe tnv enintwon coBapwv avembupuntwv
EVEPYELWV.
* To BEL KaTEOTEIAE ONUOVTLKA TNV EMAVEUDAVLON
TwVv B Aepdokuttdpwy.



ORIGINAL ARTICLE { FREE PREVIEW )

Phase 2 Trial of Iberdomide in Systemic Lupus Erythematosus

Joan T. Merrill, M.D., Victoria P. Werth, M.D., Richard Furie, M.D., Ronald van Vollenhoven, M.D., Ph.D., Thomas Dérner, M.D., Milan Petronijevic, M.D., Ph.D., Jorge Velasco,
M.D., Maria Majdan, M.D., Ph.D., Fedra Irazoque-Palazuelos, M.D., Michael Weiswasser, M.P.H., Shimon Korish, M.D., Ying Ye, Ph.D., et al.

e TUXOLLOTTOLNMEVN UEAETN
daoncll

» 288 pts eAafav tuyaia
POs 1Bepbopuidbn oe Aoyo
2:2:1:2r) PBO on top of
ST yia 24 wks

Response on the SLE Responder Index (SRI-4) at Week 24

54
“m

¢ ()f p.l! ents

* NpwTtoyevEg
KOTAANKTLKO onpeio
wk 24: amnokpion SRI-4

A
o
o

35%
S 33/82
3 29/83

* AvermBupunteq arget Ika
€VépVElEC: AOLu(bEElq I':wl::d:g Iberdomide, Iberdomide,
OUPOTIOLNTLKOU, 04 me 005 ks
OVWTEPOU
OLVOLTTVEUOTLKOU KOiL

oudetepomevia
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Nailfold capillaroscopy in SSc: innocent bystander or
promising biomarker for novel severe organ
involvement/progression? d

Amber Vanhaecke, Maurizio Cutolo, Oliver Distler, Valeria Riccieri, Yannick Allanore,
Christopher P Denton, Eric Hachulla, Francesca Ingegnoli, Ellen Deschepper, Jérdome Avouac
more

Author Notes

Rheumatology, keac079, https://doi.org/10.1093/rheumatology/keac079
Published: 17 February 2022 Article history v

* F/UP 6gbdopéva amo 334 SSc pts (265
yuvaikeg; 18 LSSc/203 LcSSc/113 DcSSc) 7
kKEvtpa tng EUSTAR

* Néa ooBapn opyavikn tPooBoAn n
emideivwon mpolnapyovoag otoug 12 Ka
24 unveg f/up

* Otewkoveg NVC ektipnOnkayv moooTika Kot
TLOLOTLKA

e Multivariable logistic regression analysis
(MLR)

Gastrointestinal

[ Novel overall severe organ J

involvement/progression

OR=0.77
OR=214

* 76.9% véa oofapn opyavikr mpooPBoAn 1 enbeivwon mpolmapxouoog
*  QuoloAoyLKN TTUKVOTNTA TPLXOELOWV CUCXETLOTNKE HLE ALYyOTEPO cuxv avarmtuén n endeivwon npoimndapyovoag (OR =0.77, p < 0.001)

TtPooBoAr opyavou.

* [Mapoucia PIKpOALLOPPAYLWY OXETLOTNKE LE AlyoTeEpO ouxvn epdavion véag PAH (OR = 0.47, p =0.029)
* Napovuoia “coBapng” ewkovag otnv NVC oxetiotnke pe véa cofapn opyavikn tpooPBoAr (OR = 2.14, p = 0.002) kat deppatikn mtpooBoAn

(OR = 1.70, p = 0.049)

Legend:

= MLR associations
with capillary density

T

»
= MLR associations with ' .

microhaemorrhages . .

—

“active”

‘severe’ NVC patterns

= MLR associations with M
b
-
y
|
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POS0850 NAILFOLD CAPILLARY DILATIONS IN RAYNAUD’S
PHENOMENON: QUANTIFYING A PREDICTIVE THRESHOLD FOR THE
‘SCLERODERMA PATTERN’  rree

G. Pacini ', M. Pendolino ', C. Pizzorni 1, E. Gotelli 1, A. Sulli 1, L. Carmisciano 2, S. Paolino ', V. Smith >4, M. Cutolo

* 10 €T\C avaOPOULKH) LOVOKEVTPLKI LEAETN OELpLOKWY KaTtaypadwv tplxoetdbookonnoncoe RP pts
» 18 ptspue RP =  SScl (pts)
» 19 pts ue RP > CTD (cnts)

* Pts kat cnts eiyav touAdxloto pia tpryostdookomnnon avagdopac (NVC) ou €dsiyve dtatetapeva (>30 um)
TPLXOELON TIPLV TO OKANPOOEPUATLKO TtpOTUTIO 1) TN Stayvwaon CTD.

* KaBe NVC ekt OnKE TOLOTLKA KOl TTOOOTLKA (ZUVOALKOC aplOOG TpLYoeldwv, aplOoC Kat SLapeTpol
SLOTETAUEVWY TPLXOELO WV)

* To mMoo0ooTO TwV SlateTaHEVWYV TPLXoELO WV otnv NVC ATAV 0 ONHOVTLKOTEPOC MPOYVWOTLKOC TTAPAYOVTOG
okAnpodepuatikoL MPOTUTIOU.

* Baseline NVC pe >27% Siatetapeva tpxostdn 80% SSc pattern otnv tpLetia (PPV 0.79, 95%Cl 0.54,0.94;
p<0.001).

* Avtiotpoda oL CTD pts eixav otaBepo pn okAnpodepuatiko mpotumo otn 10etia.



ARTICLES | ONLINE FIRST L7
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Safety and efficacy of rituximab in systemic sclerosis (DESIRES): a double-

BB ISR AN\ (@ S B blind, investigator-initiated, randomised, placebo-controlled trial

RheU mato | Ogy Satoshi Ebata, MD '« Ayumi Yoshizaki, MD 2 ' . Koji Oba, PhD - Kosuke Kashiwabara, PhD - Keiko MD

Yukari Uemura, PhD « etal. Show all authors « Show footnotes

Published: May 26,2021 - DOI: https://doi.org/10.1016/52665-9913(21)00107-7 - R Reite ]

o AutAa-tudpAn, eAeyxopevn pe PBO peletn oe SSc pts pe mRSS> 10 kol mpoodoKLo (wNC
> 6 LAVEC.

e 56 pts (51 yuvaikec) amo 4 kevrpa otnv lanwvia, nAwkiog 20-79 twv

e Tuyaitomoinon oc 4 efdopadiaiec eyxvoeilc RTX (375 mg/m2)  PBO

* [MPWTOYEVEC KATAANKTLKO onUeLo: N artoAutn petaBoAr) tou mRSS wk 24

* H amoAutn petoBoAn mRSS ntav pikpotepn pe to RTX o oxeon pe to PBO.

e AvVeMIOUUNTEC EVEPYELEC OUYKpPLOLUEC petaél RTX, PBO (rtio ouxvn n Aoipwén avwtepou
OlVOTTVEUOTLKOU )



Rituximab as a rescue treatment added on
mycophenolate mofetil background therapy in
progressive systemic sclerosis associated

Seminars in Arthritis and Rheumatism . . . .
Volume 50, Issue 5, October 2020, Pages 977-987 lnterStltlal lung dlsea’se unresponS]'VE to

conventional immunosuppression

Javier Narvdez * &1 &, Judit LLuch * 1, Maria Molina-Molina ®, Vanesa Vicens-Zygmunt ®, Patricio Luburich ¢,

Marcos Anibal Yafiez * 9, Joan M. Nolla

e Ataxpovikn avadpoptkn HeAETn mapatnpnong 24 SSc-ILD pts rmou &ekivnoav
RTX Aoyw erbeivwonc ILD rapa tn Beparmeia pe YAUKOKOPTLKOELSN Kot IS
(CYC/MMEF)

e >2 KUKAOL RTX (add on), 1y F/UP
* MMpo RTX peon emibeivwon (2 xpovia) FVC: -12.9%, DLCO: -12.5%

e Meta 1yr onpavtikn BeAtiwon FVC: +8.8%, DLCO: +4.6% Kol pelwon xpnonc
otepoeldwyv Kat 25% pts diekopav.

e 15pts , 2yrs n BeAtiwon dwatnpnOnke
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OP0O008 A RANDOMIZED, DOUBLE-BLIND, PLACEBO-CONTROLLED
PHASE Il TRIAL OF IVIG 10% IN PATIENTS WITH DERMATOMYOSITIS.
THE PRODERM STUDY: RESULTS ON EFFICACY AND SAFETY  free

R.Aggarwal !, C. Charles-Schoeman 2, J. Schess| 3, Z. Bata-Csorgo #, M. Dimachkie °, Z. Griger ¢, S. Moiseev 7, C. V. Oddis 8,

E.Schiopu?, ). Vencovsky ', . Beckmann 1", T. Levine 12, E. Clodi 13, A. T. Proderm Investigators '

e Tuxowomolnpevn SutAd TudAn
neAetn paonc Il eAeyxopevn pe
PBO

* 94 DM pts, 55 kevipa, 10 xwpeg
* [Vlg 2gr/kg i PBO

* [pWTOYEVEC KATAANKTLKO onUEio:
% responders wk 16 (2016
ACR/EULAR Myositis Response
Criteria)

* ADR: mupetocg, kedoAaAyia,
vautia ortaviotepa DVT, PE

Baseline,
week 0
'

Week 8
A

Screening Phase

First Period
(16 weeks)

No [

Octagam 10%

Confirmed
detenoration at or
after week 87

I Screening H Randomization

* Responders® * Non-responders"

Discontinued at week 16

60

50

40

30

Mean TIS score

20

10

0

Octagam 10%, N
Placebo, N

Placebo deterioration at or

0

|¢{ Octagam 10%

Confirmed

after week 87

)—Octagam 10%

4 8 12 16
as 45 45 45
a8 a7 46 43

20

Placebo

53,99

44,44

24 28

37
40

32

36

End of study,
week 40

Extension Period
(24 weeks)

2.0 g/kg or if appropriate
1.0 g/kg Octagam 10% at
week 28

_ 55,44
= 51,07

40 44

35
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