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1) O aoBevig pe ZEA Kat
UTTLOTPOTIEG TTEPLKAPSLTIOOG

| would like to have your opinion about a young boy 14 years old recently
diagnosed with SLE.

He presented 4 episodes of pericarditis with high inflammation,
intermittent arthralgia, normocytic anemia with positive Coombs but no
hemolysis, and he had posive auto-antibodies (ANA positifs 1/5120,
anti-dsDNA 399.3IU/ml (<35), anti-Sm > 694 U(<20), anti-RNP > 644 U
(<20)).

Tha last episode of pericarditis appeared while he was receiving HCQ
400mg/d and prednisolone 12.5mg/d (0.2mg/kg).

The first 3 episodes were treated by his cardiologist (in cc of this
e-mail) as idiopathic pericarditis and he received prednisone at high
doses and colchicine, for a variable period (approximately 2-8 weeks if |
well understood, please correct me if it's not true), that seemed
to control the symptomatology at least for a while.

My question is about the most appropriate therapy to follow in this case.
Would propose MTX/AZA/MMF? Do you have any experience about the use and

efficacy of Colchicine in lupus pericarditis?



2) H aoBevni¢ pe ZEA kau Fovaiko 45 £T0v

oopapn Asukonevia YEA amo 2000 — e€avOnua, apBpitida, ANA 1/640, anti-dsDNAT N, aPL(+)
Xpovia aywyn pe HCQ kat 10 mg/day Pz

MNpoodatn evapén oudetepomeviag, mpoodeutikd endetvoupevns (NEUT <1000)
Xwpic AnPn mBavwyv attoAoyLlkwv apUaKwv

OoteopueAikn bx

LOVOTLTUKG TTPOKELTOL Y10 OLOTIOMTIKG HUEAS pe TTieS SVOTAAGTIKOD/ UELOSVOTAAGTIKOD
TOTOV AAAOLDCELG,

Eni pépovg otoyeia eivar dvvardy va evtoy®obdv ota mhaicia mbovod xapunAoBab o
Mverodvonmhacticod Zovopopov pun taEvopovpEVOD GE 0vos0icTOTAOOAOYIKG eninedo
waitepa v GLYNYOPOVV Kat Ot AOTEG KAVIKOEPYAGTNPIOKES TOPAUETPOL.

Alayvwon: ZoBoapn Asukomevia niBavov ota mAaiolo tov ZEA



3) H acBevng pe ZEA kou ruvatio 40 £ty

svrsplmﬁa/ HEGEVIEPLL  5EA a6 2000 — e€GvOnpa, apBpitida, adBec, kémwon, ANA 1/1280, P M anti-dsDNA, ||
ayyeltda C3/C4

Aywyn pue HCQ, AZA, Pz — belimumab pe ToAU kaAf] avtamokpLlon

Awakortr) belimumab Adyw emiBupiag tekvonoinong

ATtO HNVAC KOLALOKOG AAYOG HE TPOOSEUTIKNA enbeivwon — oo efdopddog Evtovn
enitoon e vavtio/ePETOUG

* (-)ve work-up yiat dA
aitia
*  OpoAoVyLKN EVEPYOTNTA

Awayvwon: Evtepitido/peoevieépla ayyetititda ota mAaiowa ZEA



Neurological disease (18%)
Strokes (5%), Seizures (4%)
Cranial neuropathies (2%), Cognitive dysfunction (2%)

Non-scarring alopecia (31%)

Acute cutaneous lupus (71%)
Chronic cutaneous lupus (11%)
Malar rash (45%)

Oral ulcers (26%)

Serositis (19%)

Renal disease (21%)
Leukopenia (35%)

Thrombocytopenia (16%)
Antiphospholipid syndrome (10%)

Raynaud (37%)
Lymphadenopathy (9%)
Autoimmune hemolytic anemia (3%) Livedo reticularis (10%)
Arthritis (85%)
Childhood SLE
Fever (31%) Fever (46%)
Neurological disease (17%)
Non-criteria major organ involvement (19%) . Renal disease (42%)

Fanouriakis A, et al. Ann Rheum Dis 2020




Epwtnpata otn Oeparneia tov e€wvedpkov ZEA

* [Tw¢ eTMAEYOUE TNV KATAANAN Beparmeia o€ MePUMTWOELC EEWVEPPLKOU 2EA;

e YIOpYOUV €MAPKN oToLXela OTL Eval dAPUOKO €lval KAAUTEPO armo A0 yLa
OUYKEKPLUEVEC KALVLIKEC EKONAWOELC;

* Na dlakomrovtal ) OxL Ta KOPTIKOELDN;
e To belimumab elval kaAUTEPO va Umoaivel vwpic N opya;

* MoLlog MpEMEL va elval 0 0TOX0C TNC Beparmeiag;



Epwtnpata otn Oeparneia tov e€wvedpkov ZEA

* [Tw¢ eTMAEYOUE TNV KATAANAN Beparmeia o€ MePUMTWOELC EEWVEPPLKOU 2EA;

e YIOpYOUV €MAPKN oToLXela OTL Eval dAPUOKO €lval KAAUTEPO armo A0 yLa

OUYKEKPLUEVEC KALVLIKEC EKONAWOELC;

* Na dlakomrovtal ) OxL Ta KOPTIKOELDN;

e To belimumab elval kaAUTEPO va Umoaivel vwpic N opya;

* MoLlog MpEMEL va elval 0 0TOX0C TNC Beparmeiag;

possible dose of glucocorticoids.

Recommendation LoE | GoR LoA
mean (SD)

1.1 Treatment in SLE should aim at remission or low disease activity

and prevention of flares in all organs, maintained with the lowest | 5} B 10.0 (0)

Mpocéyylon treat-to-target

EULAR 2019
recs for SLE



H evvola tou treat-to-target o€ eva voonua cov tov 2EA

* H evvola tou treat-to-target €xeL fpel eupela epapuoyr) o€ MOLKIAEC TABOAOYLKEC Kall
peupatoAoyikec maBnoelc (PA (TICORA), WA (TICOPA), SpA (TICOSPA)

* [Mwc pmopou e va Becou e KOO 0TOX0 Beparmelac o€ pia vooo, omou oL acBeveic umopet va elvat
TO00 dlaPopETIKOL LETAEL TOUC;

e Elval B€Bato ot n maboduoioloyikn depyacia elval n (bla oto OEpUQA, TO VEPPO, TOUC OPOYOVOUC
KOK;

CONNECTIVE TISSUE DISEASES
Is SLE many single-organ diseases
or an overlapping spectrum?

Joan T. Merrill

Refers to Muangchan, C. et al. Treatment algorithms in systemic lupus erythematosus. Arthritis Care Res. (Hoboken)
http://dx.doi.org/10.1002/acr.22589

Emerging science characterizes lupus as a systemic spectrum disorder,
rather than as multiple single-organ diseases. So is it time to capitalize
on this progress and begin evaluating treatment options on the basis of
physiologic mechanisms instead of organ involvement?

hakkiarslan/iStock/ Thinkstock

Merrill JT. Nat Rev Rheumatol 2015;11



AglKTEC amtAVTNONC OTLC KALVLKEC EAETEC ZEA

SLE Responder Index (SRI)

(all 3 conditions must be met to be a responder)

A
/ \
: : No worsening in
>
_.4 point reduction No new BILAG 1A -
in SELENA-SLEDAI I or 2B flares I

(<0.3 point increase)

BILAG-Based Composite Lupus Assessment (BICLA)

(all 5 conditions must be met to be a responder)

A
~ TN
Improvement in baseline o
BILAG A and B scores in all + No>n1ew BILI_;)AI\SAAC\S No increase in + No Worsc,semng i + No Tx failure
body systems (ie. from A to B, o . e total SLEDAI . P. A
C, D — from B, to C,D) scores (£10% increase)

Furie RA et al. Arthritis Rheum. 2011; 63, Wallace DJ, et al. Ann Rheum Dis 2014;73



2ToxoL NG Oepaneiag otov 2EA
Erikatporoinon katevBuvtnplwv odnytwv EULAR 2019

Recommendation LoE | GoR LoA
mean (SD)

1.1 Treatment in SLE should aim at remission or low disease
activity and prevention of flares in all organs, maintained with the | 5y B 10.0 (0)
lowest possible dose of glucocorticoids.

LoE: Level of agreement; GoR: Grading of recommendation; LoA: Level of agreement




> NLAVTLKO MTOC0O0TO TwV aoBevwy pe 2EN e€akolouBouv va €xouv eVEPYO VOOO O€
KALVIKEC LEAETEC KOl OTNV KAONUEPLVA TIPAn

.N. AokAnmeio BoUAag kot MIN Attikov

. . . Avdypoappa 2. Asiktnc evepyotntac SLEDAI
NMivakeg 1. Xoapaxkonpuotika acdevwv (N=198) — vRaRH 116 EVERYERITES
, 4509 42 9%
Muvaikee, n (%) 185 (95.4) 00
- HAwkia, péon T (SD) 48.7 (15.1) 35,0%
| | Y 4 -
SLE: How Are We Peforming Now? & 25,3%
Mdpreia vooou, Suapsan (IGR) 6(11.25) Bagu hI%
Placebo response E o
Drug/Study Year Endpoint P SDI=0, n (%) 77 (38.9) 15.0%
(standard of care) -
Medpitba, n (%) 33 (16.7) 100%
. 43.6% (BLISS-52); - 4,1%
Belimumab 1.2 2011 SRI 33.5% (BLISS-76
5% ( ) Neupouylarpkoe Adkocg, n (%) 29 (14.6) 0.0
Tabalumab?3a:3b 2015 mSRI-5 28% . ] 1-4 5-8 9-12
sifalimumab* 2016 SRI 45% SLEDAI Suapeon (10R) 4(5) SLEDAI
Rituximab® 2010 Major clinical response 16% BEP{I“EE&’ n (%)
Epratuzumab® 2016 BICLA 34% (=R . LS 272
Blisibimod? 2018 mSRI-6 42% Y&potuxhwpokivn 171 (86.4) Adypoppa 3. EvepyotnTa vooou
Anifrolumab3 2017 SRI and steroid taper 18% AVOTOKATOOTAATLRR aywyr 129 (65.2)
Ustekinumab?® 2018 SRI

33% SDI: SLICC/ACR Damage Index, SLEDAL: 5LE Disease Activity

Va
Anifrolumab10 2019 SRI 43% Index Yéeon ywpic aywyr
Anifrolumab! 2020 BICLA 32% 15,6
" YdEon umd aywyn
Slide Richard Furie, ACR 20
Kopunin evepyotnTo
voogou
36,9 B EveEpyoc vooog

MNnwtn O, XaBatla A, kat cuvepyateg. MaveAnvio Zuvédplo Peupatoloyiog 2020



Epwtnpata otn Oeparneia tov e€wvedpkov ZEA

* NMwc ermAeyou e TNV KATAANAN Beparmela o€ MEPUTTWOELC EEWVEPPLKOU ZEA;
1. [MMpoegtapyxovoa(-ec) KAk ekdNAwon(-€Lq)
2.  BaputnTa CUYKEKPLUEVNC KALVIKNC EKONAWONC
e 'Hria — Métpla — ZoBapr/AmelAnTikn yla opyavo f tn {wn
3. EmBupula eykupoouvnc/OkoyeVELAKOC TIPOYPOUULATIOUOC
4. [pooBacn oe dappoaka

5. Kootoc



Epwtnpata otn Oeparneia tov e€wvedpkov ZEA

* Mwc¢ emAeyoupe TNV KatalAnAn Bepamela oe meputtwoelg e€wvedpkou 2EA;
1. [Mpoe€apyovoa(-c) kKAvikr ekdbAwon(-eLg)
2.  BaputnTa CUYKEKPLUEVNC KALVIKNC EKONAWONC
* 'Hrua — Métpla — ZoBapn/AmeAnTikn yla opyavo 1 tn Lwn
3. EmBupula eykupoouvnc/OkoyeVELAKOC TIPOYPOUULATIOUOC
4. [pooBacn oe dappoaka

5. Kootoc



Table 4. Treatment algorithm for organ system involvements by systemic lupus erythematosus*

Treatment options

Second-line or Percent
First-line or failure of Andllary agreement
Organ involvement induction ind uction Third-line Maintenance therapy (median)
Constitutional GC, HOQ, MMF Switching to NA NA i1}
symptoms IMM aor RTX or BLM
combinations
Widespread DLE HOD =GO Adding AZA or Switching NA Sunscreen + 70
switching AZA to MMF or topical steroids
antimalarial MTX or topical
tacrolimus
Uncomplicated GCEHCOQ = MTX AZA or MMF Switching to NA NA ]
digital/cutan ecus IV CYC
vasculitis
Gangrenous digital/ GC+1IV CYC Adding RTX NA AZA or MMF PGA an
cutaneous vasculitis or PLAX
MNon-erosive, HOD =GO Adding MTX Adding RTX NA NSAIDs BO
non-deforming
polvarthritis
Lupus pericarditis GCEHCQ Adding MMF Adding BLM NA Pericardiocentesis 75
or AZA or MTX or RTX * window
Lupus myocarditis GC+IV CYC Adding RTX NA MMF NA an
= HCQ or BLM or
IVIG
Lupus ILD GC + MMF Adding RTX NA AFZA or MMF NA an
or IV CYC or IVIG
Lupus PAH GO +1V CYC Adding RTX Adding PGA MMF NA BO
or MMF + and PDELS
ERA
Lupus GCEHCQ Adding AZA Adding RTX NA Splenectomy 50
thrombocytopenia or MMF or IV CYC ar
IVIG
Lupus: APS, venous Anticoagulation Direct thrombin NA NA NA G0
thrombosis [warfarin or low inhibitor
maolecular
weight heparin)
+ HOQ
Lupus: APS, arterial Anticoagulation Adding aspirin NA NA NA 70
thrombosis [warfarin or low or dipyridamole
maolecular or PAIL
weight heparin)
+ HCO
Lupus mononeuritis GC+1IV CYC Adding RTX NA AZA or MMF NA 75
multiplex or IVIG
or PFLAX
[continued)

OeparmevuTIKOL
aAyoplopuot
expert opinion

37 lbkol ZEN

Table 3. Agreement rates of treatment algorithm for organ system involvements by SLE*

Percentage of agreement

Median Respondents
(25th-75th indicating =70%

Organ involvement percentile) Mean * SD agreement, %
1. Constitutional symptoms 60 (20-80) 51.8 = 34.0 36.4
2. Generalized DLE 70 (50-90) 70.9 £ 21.7 63.61
3. Uncomplicated digital/cutaneous vasculitis 80 (30-90) 62.7 +32.6 63.61
4. Gangrenous digital/cutaneous vasculitis 90 (60-100) 78.2 *+ 30.9 72.7t
5. Nonerosive, nondeforming polyarthritis 80 (70-100) 81.8+17.2 90.91
6. Symptomatic lupus pericarditis 75 (65-92.5) 75.0 +22.2 80.01
7. Symptomatic lupus myocarditis 90 (37.5-100) 67.0 + 40.0 63.61
8. Symptomatic lupus ILD 90 (72.5-100) 83.0 +21.6 81.8t
9. Symptomatic lupus PAH 80 (30—90) 60.9 * 33.0 54.51
10. Symptomatic lupus thrombocytopenia 50 (20-80) 44,6 + 30.8 27.3
11. Lupus-associated APS, venous thrombosis 60 (27.5-80) 54.0 = 29.5 54.51
12. Lupus-associated APS, arterial thrombosis 70 (50-90) 66.0 + 23.7 54.5t
13. Lupus-associated mononeuritis multiplex 75 (27.5-90) 63.0 * 33.7 72.71
14. CNS lupus 60 (15—90) 54.0 +36.3 54.5%
15. Lupus nephritis type II/IV 70 (35-95) 67.8 = 30.7 72.7t
16. Lupus nephritis type V 80 (45-100) 70.0 £31.6 63.61

Muangchan C, et al.

Arthritis Care Res 2015;67(9):1237-45

MeTtpla cupdwvia 0 APKETES TIEPUTTWOELG




Ertihoyn avoootpomornowntikol dapudkov (EULAR 2019)

2.3 Immunosuppressive therapies

Recommendation LoE | GoR LoA
Mean (SD)

2.3.1 In patients not responding to HCQ (alone or in combination
with glucocorticoids) or patients unable to reduce glucocorticoids
below doses acceptable for chronic use, addition of
immunomodulating/immunosuppressive agents such as

methotrexate 1b B | 9.85(0.48)
azathioprine 2b B
or mycophenolate should be considered. 2a | B

2.3.3 Cyclophosphamide can be used for severe organ- or life-
threatening SLE as well as “rescue” therapy in patients not| 2b C
responding to other immunosuppressive agents.

9.90 (0.30)

LoE: 1 eyel nf ggroamor_rt; GoR- f:rgr/i_ng nf rec '\'r'nnqo'nr*ll '_l_'inr_n’- LoAl | evel nf agreemen

Aev untapxouv LoYupa Sedopéva yla ThV avwtePOTNTA EVOC PapuaKou amno ta AAAa o€
OUYKEKPLUEVEC e€WVEDPLKEC EKONAWOELG TOL ZEN



Oeparneia deppatikwy EKONAWOEWV
otov 2EA

EmtAoyEc

G B WN R

MTX

CsA

Belimumab

MMF

OaAwbouidn (last resort)

Dermatologic SLE

y
1) UVA + UVB protection
2) Smoking cessation
3) HCQ
plus

y

| Mild - Limited |

| Moderate - Severe I

Yy

v

A
1st line treatment L Topical: GC or CNI J

l

Topical: GC or CNI

Systemic GC

+

Yes

Fanouriakis A, Bertsias G, Boumpas DT. Treatment of systemic lupus erythematosus.
In Kelley’s Textbook of Rheumatology, 11t Edition, 2020

Response

<>

No l

Yes

No
y

MTX 2nd line treatment

Yes No

v

MMF or Dapsone or Retinoids or Belimumab

Yes No

y

3rd line treatment

Rituximab or Thalidomide

4th line treatment




Possible NPSLE

[poGCEyyLON KOl QVTLUETWTILON
N LIJ € K6 n)\(boewv otov z EA Exclude non-SLE related causes

Infections (CSF, MRI with gadolinium), metabolic
disturbances (blood chemistry), drug adverse effects

Favoring factors for primary NPSLE
’ » Generalized disease activity
ETI'.I.AOVEC * Previous major NPSLE
* (+)aPL

1. CYC * Abnormal CNS imaging

2. MMF » Abnormal CSF

3. RTX (non-responding)

Primary NPSLE likely Secondary NPSLE likely
Presumed immune-mediated Presumed thrombotic Treat accordingly

(eg. myelopathy, psychosis, ACS) I

, ,

aPL (+) aPL (-)
GC + IS drugs Anticoagulants Antiplatelets
+ + +
Adjunct therapy

Fanouriakis A, Bertsias G, Boumpas DT. Treatment of systemic lupus erythematosus.
In Kelley’s Textbook of Rheumatology, 11t Edition, 2020

Antidepressants, antipsychotics, anticonvulsants, anxiolytics




Oeparneia Opopporneviag ZEA

EmtAoyEc

1. AZA (GC-sparing)

2. MMF (GC-sparing)
3. CsA (GC-sparing)

4. RTX (non-responding)

Immediate treatment

Thrombocytopenia requiring treatment

(Active bleeding or PLTs < 20-30,000/mm?3)

High-dose GC
Consider IV MP pulses, followed by Pre
0.5-0.6 mg/kg/day for 3-4 weeks, then
taper

I+

Consider if active bleeding, contraindications
to GC or more rapid increasein PLTs
required

IVIG

Target reached

(PLTs > 50,000/,mm?)

Yes

Chronic treatment

Add IS drug (AZA or MMF or CsA)
Slow taper of GC

Fanouriakis A, Bertsias G, Boumpas DT. Treatment of systemic lupus erythematosus.

In Kelley’s Textbook of Rheumatology, 11t Edition, 2020

Relapse?

A4

Target reached
(PLTs > 50,000/,mm3)

Yes

No

TPO-agonists
Splenectomy

RTX 2nd-line treatment

3rd-line treatment



Baputnta KAWLk ekdNAWaoNC Katl EMAOYN AVOCOTPOTOMOLNTLKOU PpOapUAKOU

Treatment of non-renal Systemic Lupus Erythematosus

Moderate* Target

m Refractory 1% line Refractory Remission

Adjunct:
Refractory

Sun protection SLEDAI=0
Vaccinations HCQ
Exercise GC PO/IM GC PO/IV LEEC
No smoking
Body weight MTX / AZA or
Blood pressure

Lipids
Glucose

Low disease activity
SLEDAI < 4
HCQ

U
Antiplatelets _ Pre < 7.5 mg/d
e
RX

Cc

e.anti—cuagule?r.-ts Immunosuppressives
(in EPL.- positive (in stable doses and
patients) well-tolerated)

Grade A Grade B Grade C Grade D

Mild: constitutional symptoms/ mild arthritis/ rash <9% BSA/PLTs 50-100 x 103/mm3; SLEDAI<6; BILAG C or <1 BILAG B manifestation
Moderate: RA-like arthritis/ rash 9-18% BSA/cutaneous vasculitis <18% BSA; PLTs 20-50x103/mm3/serositis; SLEDAI 7-12; >2 BILAG B manifestations
Severe: major organ threatening disease (cerebritis, myelitis, pneumonitis, mesenteric vasculitis; thrombocytopenia with platelets <20x103/mm3; TTP-like disease or acute hemophagocytic syndrome; SLEDAI>12;

>1 BILAG A manifestations

To LoE adopd e€wvedpptkod SEA



[pEmeL va OLAKOTTTOVTAL | OXL T KOPTLKOELOR;

CORTICOLUP study

Aot low-

G @R (GIN - Kataypadn e€dpoewy * Mei{lova KpLtiki otn LEAETN N "amotoun” dlakomnn
oaBevels)

KAwviké adpaviic ZEA yioo

évaL €T0G SELENA-SLEDAI Flare Index ytot 52w ¢ Pz amod ta 5 mg/d ota 0 (aouvABNnc otnV KAWLKA

(124 acBeveic)

Zuvexion low- e
dose GC (61 . \Kg&mﬂ@ﬁ EE('XPO'E(DV npa&n;)

achsvsic;)

* Anouoia blinding

:

§ + Censored| ) ) ) -

o Crude HR=0.2 95%CI [0.1-0.6) * Kavévag aoBevng e Aappave belimumab

= 80-

S (amoteAeopatiki GC-sparing dpdon)!

= 60

E p-value=0.002

S a0

2 Prednisone withdrawal o Avakoilvwon EULAR 2020 (Fasano et al, SAT0162)

'—o 20 14 14 14 7

2 dev £6elte Sladopa oTIC e€APOELC UETALL 2

B Prednisone maintenance | . ’ , /

S avtiotolxwv opddwy (mpootateutikn N HCQ Kkal
e n 8 o @ w8 n o @ ® » 3 N HaKPA OLapKeELa UpeonG > 4 £Tn)

0 100 200 300

Enllawmnin (Aauc)

Mathian A, et al. Ann Rheum Dis 2020;79(3):339-346



Belimumab vwplc n apyotepa;

Patients with SLE achieving LLDAS
or remission over 24 months

- LDAS Remission

(%))
o O
A L J

- 333 Aldpkela vooou, €tn, Sidpeon (evpog) 9.7 (0.2 - 36.2)

W W s &
o O

o

24 25 AplOpudc DMARDs mpiv tn Xprion belimumab, 3 (1-7)
diapeoo (evpog)

Proportion of patients, %
N
()]

o

Baseline 2 months 6 months 9 months 12 months 15 months 18 months 24 months
(n=91) (n=91) (n=82) (n=61) (n=42) (n=34) (n=25) (n=12)

Aedopeva ano tnv EANada og 91 aoBeveic

Fanouriakis A, et al. Semin Arthritis Rheum 2018;48(3):467-74



Belimumab vwplc i apyotepa;

Yridpyxouv otolxeia, av kot oxtL adtapdlofnTnta, OTL N ULKPOTEPN SLAPKELD VOCOU Kl N armouoia
npouUnapyxovoac BAARNc (SDI>0) avéavouv tnv mBavotnta KAWIKAC anavinong oto belimumab

Youndikn neAETn (n=58)

Baseline SLEDAI-2K score 0.12 A
i ' ' (mg/day) 0.03
Baseline SDI score >1 -1.07 * —— J

Parodis |, et al. Autoimmun Rev 2017;16:343-351

ITaALk] TTOAUKEVTPLKN HEAETN (N=466)

Table 2. Independent predictors of SRI-4 response in SLE patients”

5RI-4 response at 6 months S5RI-4 response at 12 months 5RI-4 response at 24 months
(n =192 assessed) (n =193 assessed) (n =122 assessed)
Baseline variable OR (95% CI) P OR (55% CI) P OR (5% CI) P
SLEDAI-ZK score of 314 (2.033-4.860) <00 348 (2004-6.025) <(},001 4 25(2.M8-8.940) <(},001
=10
SLE duration of =2 1.94 (1.078-3.473) 0027 1.59(0.732-3.433) 0.242 3.79(1.039-13.52) 0.044
Years
S0 score of O - - 1.7401.036-25923) 0.036 - -
mMusculoskeletal 1,48 (0.868-=2.512) 0151 198 (1,146-3.406) 0.014 1.43 (0.671-3.056) 0.35
invalverment
Skin involvernent (.42 (0.250-0.689) 000 - - - -
Current smoker - - - = = =
status

Gatto M, et al. Arthritis Rheumatol 2020



Inflammation

H duokn otoptla tou 2EA

Preclinical Clinical
phase disease
Accrual of
autoantibodies
Conventional approach

>

sanipigqiowo - abeweq

Activity/Flare
Damage

Fanouriakis A, et al. Ann Rheum Dis 2020



H duokn otopla Ttou 2EA e evTaTikomolnpevn aywyn Kol treat-to-target

Activity/Flare
Damage

sanjIpigiowod - abewe(

V'
Preclinical Clinical
phase disease
=
3)
2
©
£
£
©
=
£
Accrual of
autoantibodies
— Conventional approach
V'S
41
c i
I
2 i
© /o
f |
£ i
€ 5
(1 f %
E / e // \\\\
’I ---------------------------------
......... 4 Treat-to-treat strategy

>

-=== Activity/Flare

=-=== Damage

sanipigiowod - abewe(

Fanouriakis A, et al. Ann Rheum Dis 2020



Oepameia 2EA: Meta to expert opinion...

e [Mpoc tnv mpoowrnomnotnpevn Bepamneia otov 2EA (personalized treatment)

e YPppayida wteppepovnc (70-80% twv acBevwyv) Kal CUMUETOXN aoBeVWY O€ KALWVIKEC LEAETEC

Bepamelwyv 2EA

e EVTQTLKN EpEUVA YLA TNV VAKAAU PN KALVIKA ONUOVTIKWY BLOSELKTWY, OXETIWIOMEVWVY i) LE TNV
ToPOUOLA 1) OXL CUYKEKPLULEVWY EKONAWOCEWY KAL ii) LE TNV ATAVTNON N OXL O€ CUYKEKPLLEVEC

Bepameiec.

* Avaykn xpnotpornoinonc eloKwY OEKTWY AVTATIOKPLONC YL CUYKEKPLLLEVA OPYAVA-OTOXOUC

* CLASI

* [pwteivoupia — lotoloyla veppou



Neotepec KAWLIKEC peAETeC otov ZEA xpnotpomnololv eldkol¢ kKAvikou ¢ Seiktec kot Brodeiktec (anifrolumab)
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Figure 2. BICLA Responses over Time and Time to First Flare.

Figure 3: BICLA response and type | interferon gene signature suppression
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Furie RA, et al. Lancet Rheumatol 2019; 1(4): E208-E219
Morand EF, et al. N Engl J Med 2020; 382:211-221



1) O aoBevig pe ZEA Kat
UTTLOTPOTIEG TTEPLKAPSLTIOOG

1 would like to have your opinion about a young boy 14 years old recently
diagnosed with SLE.

He presented 4 episodes of pericarditis with high inflammation,
intermittent arthralgia, normocytic anemia with positive Coombs but no
hemolysis, and he had posive auto-antibodies (ANA positifs 1/5120,
anti-dsDNA 399.3IU/ml (<35), anti-Sm > 694 U(<20), anti-RNP > 644 U
(<20)).

Tha last episode of pericarditis appeared while he was receiving HCQ
400mg/d and prednisolone 12.5mg/d (0.2mg/kg).

The first 3 episodes were treated by his cardiologist (in cc of this
e-mail) as idiopathic pericarditis and he received prednisone at high
doses and colchicine, for a variable period (approximately 2-8 weeks if |
well understood, Mladen please correct me if it's not true), that seemed
to control the symptomatology at least for a while.

My question is about the most appropriate therapy to follow in this case.

Would propose MTX/AZA/MMF? Do you have any experience about the use and

efficacy of Colchicine in lupus pericarditis?

Oeparnevtikn emtloyn
GC + MMF — mpooOnkn
belimumab et pn
QVTATIOKPLONG

2) H ao0evng pe ZEA kat
oofBapn Asukomnevia

ZovormTikd TPOKELTOL Y10 GHOTOMTIKG HVEAD pE Timiee SVOTAGOTIKOY/HVELOSVOTAACTIKOD
OOV AALOIDGELS,

Eni pépovg oroyeia eivar dvvard va eviayfodv ota mhaiote mOovod yapnhoBadpod
Mverodvomhactikod Zuvdpopov un to&vopodpevon oe avoooiotonadoroyiké eninedo
Wraitepa £Gv cuVIYOPOHY Kot OL AOUTEG KAIVIKOEPYUTTNPLOKEG TAPGMUETPOL.

OepamevTtikn enthoyn
MpocBnkn belimumab
(6uokoAn n xopniynon duvntika
HUEAOTOELKWY PapUAKwWY O€ RdN
SUOTAQOTIKO LUEAOD)

3) H aoBevig pe ZEA Kkat
gviepitido/peoeviepla
ayyetitida

OepaneuTikn entAoyn
Qoelg IV-MP kai CYC

(evaAhaktikd, MMF i belimumab et
apeonc BeAtiwong)



OepaneuTIKA oTpaTNYLKA otn Oeparneia tou ZEA

1. Control disease activity

2. Prevent flares

HOW?

howp =

Do not d/c HCQ

Consider IV MP pulses — taper GC judiciously
Institute IS drugs early

Consider biologics if no response to IS drugs
within 3-6 months

Monitor closely patients with sole serologic activity

3. Avoid drug toxicity

HOW?

v

w

. Monitor for HCQ retinal toxicity — use 200 mg/day if

remission

Avoid 1 mg/Kg as starting dose - Keep Pz< 7.5
mg/d for maintenance

Avoid high-dose, prolonged CYC therapy*
Reduce IS doses if remission > 12 months

4. Prevent damage accrual ¢

5. Improve QoL and survival

Fanouriakis A & Bertsias G. Lupus Sci Med 2019 6(1):e000310
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3° 2XOAEIO 2Y2THMATIKOY
EPYOHMATQAH AYKQY (2EA)

(THE ATHENS LUPUS FORUM AND THE 3™ LUPUS SCHOOL)
Ainpepida Pe {wvTtavr OIadIKTUOKK HETADOON

Me AigBvry Zuppetoxn kai Eidikr) Zuvedpia
MpwtéTuTTWV EpeuvnTikwv Epyaciwy

[Mapacokeun - ZdpRaro 4 - 5 AekepupBpiou 2020
ABrva

AIOPTANQZ2H
NATKPHTIA ENQ2H YTEIAZ

ZYMMETEXOYN

« A Tlavemotnpuakn Maboloyikr) KAk - Movada Peupatohoyiag/Khivikrig
Avoooloyiag, MavemoTnuiako Meviké Noookopeio «ATTIKOV»

- Khwikry Peupatohoyiac-Khivikrc Avooohoyiag, latpikn ZyxoAn Mavemotnuiou Kprytng
- Peupatohoyikry Khivikry, AckAnmigiou BoOAag

- Movada Peuparohoyiacg, I'N Asukwoiag latpikn Lxohn Navemaotnuiou Kompou

- Navemotnuiakr KAvikr Negpoloyiag kat Metapéoysuong Ne@pol I'NA «Adikov»

- Negppohoyikn Khvikn, [eviko Nocokopleio Aepecol



