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[MapakoAouBnon aocBevouc (N apxIKr EKTINNON EXEI GF]}JGOI'G*)

/ In the case of presence of anti-
polymerase lll antibodies or recent
diffuse cutaneous formof SSc:

-  Routine selFmonitoring of blood
pressure for the first 3 to 5 years

-  The use of prednisone at doses >
15 mg/day is contraindicated™

- Routing monitoring of blood
crealinine levels and creatinine
clearance, urine strip

Define the criteria for ACR/EULAR classification

Medified Rodnan Skin Score
Define the phenotype: limited or diffuse cutaneous form or sine scleroderma
Capillaroscopic aspect
Test for specific antinuclear antibodies, especially anticentromere antibodies,

anti-topoisomerase and anti-RNA polymerase Ill antibodies
Visceral Assessment

. - e

\ / G-minute walk test and NYHA
functional classification
assessment for dyspnea

- Initial PFT with DLCO and every 6
mionths for the first 3-5 yearsin
case of DILD

= Initial high resolution CT scan on
all patients

- Repeat thoracie fine-cut CT scan
in case of new respiratory
symptoms or reduced PFT results
(consider lodine: injection for
suspicion of thromboembalic

k\ disease)

L

\

_4

K B-minute walk test and NYHA \

functlional class for dyspnea

= ECG and echocardiogram every
year

- NT-proBNF every year at least

- Holer f rhythm problers are
suspected

- DLCO every year

- Right heart catheter zation if
pulmonary hypertension is

suspected

‘K Cardiac MRI**

*
Recent diffuse culaneous systemic sclerosis are more at risk of renal crisis and severe pulmonary fibrosis.

N

Determine the duration of the disease's progression (since the 1st non-Raynaud symptom): < 3 years or > 3 years

Additional tests depending on the
symptoms reported by the palient:

- Esophagogastric endoscopy,
breath test, colonoscopy, capsule
endoscopy, gastric emplying
scintigraphy, radioisotope
gasiric-emplying scan,
manometry, efc.

- Prealbumin and albumin o
assess malnutrtion

- Vitamin deficiency lest

N y

The duration of dissase grngr-essl-:.n reflects the fisk of visceral dama.ge Renal complications arze more readily in recent Torms having p-h%;essed for lees than 3 to & years and in the
diffuse cutaneous forms. Pulmonary fibrosls 18 a more frequent complication of difflise culaneous SSc with progression of [ess than 5 years.

Cardiac, digestive and PAH involvement can occur later bul are also sometimes early complications”

—

*

J

—

Fig. 1 Recommendations for initial evaluation and follow-up of patients with systemic sclerosis. ACR American Callege of Rheumatology, EULAR

Hachulla et al. 2021
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therapy

...table not updated

target pathway

KopTIKOEION
MeBoTpecatn
KukAopwopauidn
MuKO@EVOAIKO

AuTA. MeTuoy. MugAou

Bosentan
Sitaxentan, Ambrisentan

Infliximab, Adalimumab
Etanercept

Rituximab
Basiliximab
MLM-1202
Efalizumab
Tocilizumab
Alefacept

ET,/ETg receptor
ET, receptor

TNFa ligand
TNFa ligand

CD20

IL-2Ra
CCR2
LFA1/ICAM-1
IL-6R
LFA3/CD2

Imatinib, Nintedanib, Nilotinib c-Abl, c-Kit, PDGF

CAT-192
GC-1008
FG-3019
P144

TGFB1
TGFB1,-B2,-B3
CTGF ligand

TGFp ligand (topical
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MaBoyeveTiKOi unyaviouoi &
KAIvikéc EKOnAwoeic Ttou xpnlouv Ogpartreiac

1+ 2 +3 = oKANpO dépHa, OEpUATIKA EAKN, OCTIKA ATTOPPOPNON

1+2+3 =ivwon TWV ECWTEPIKWYV OPYAVWYV
(TrveUpoveg, HUOKAPDIO, VEQPOI, 0O1I00PAYOG, OTOMAXOG, EVTEPO)

2 + ? = yuooitida, apBpiTida
1+ ? = paivéopevo Raynaud, TnAEayyEIEKTATIES, TTVEUHOVIKI APTNPIAKI)

UTTEPTOON, VEQPIKN Kpion

AITIES ©OANATOY: mmveuuoVvIKn iviwaon, apTnpIiakn TTVEULOVIKI UTTEQTAON,
UUOAKAPOIOTTABEIQ, VEQPPIKE KPIOT, Aowdésis, kapkivog

Moia kKAIvIKR) ekdNAwaon Agitrer ?



... EKTiUNON’ TV TTABOYEVETIKWY PNXaviouwy (1 + 2 + 3) Tou AsIToupyouv (SIaPopETIKA) O€
KABe aoBevry.... oTnv dedouévn @Aacn TNG VOOOU...... Ba KaBopioel TNV YEVIKA OTPATNYIKA

joint contractures,
G, lung, heart, kidney
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DISEASE DURATION (YEARS)

* (@UAO & diaxuTo/treplopiopévo, ANA, Scl-70, ACA
* oTadlomroinon (TTPoC0@PATOU EVAPEZEWG= 3 XPOvIa atro To 1° cUUTTTWHA €KTOC Raynaud’s
* EKTiMnon TnG BaputnTag TTPOoROARS TTVvEUpNOVWY, Kapdidg, FEXZ, ve@pIki Kpion



Rigorous trials are scarce for these important clinical dimensions of systemic
sclerosis. The proposed therapies are recommended on the basis of evidence from
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should be used judicioushy.

Table 3: Symptom-directed adjuvant treatment options for systemic

avTI-ayYyEIaKo/a sclerosis
pappaKo/a Lancet 2022
* i Dyspnoea Pulmonary rehabilitation and supplemental oxygen
avTi-@Aeypovwdeg/n Cough Antitussives
GV’OO'OTpO1TOI gt ko/a Dry mouth Cholinergic agonists, sugar-free lozenges, and
@apuako/a frequent dental hygiene visits
£ Dry eyes Artificial tears, cyclosporine eye drops, and lymphocyte
AVTI-IVWTIKO function-associated antigen-1 antagonists
QAPMAKO Microstomia Mouth stretching and oral augmentation exercises
and botulinum toxin or hyaluronidase injections
Pruritic rash Limit time in baths and showers and avoid hot water,
minimise use of harsh soaps, particularly in dry areas
of the body, use simple oils {(eg, olive oil and jojoba oil)
KAI to moisturise the skin, and avoid moisturisers with

OUNTTTWHMATIKA Bgpartreia:

Telangiectasias

Heartburn and
reflux

fragrance

Camouflage techniques, including specialised make-
up, pulse dye laser, and intense pulse light

Proton pump inhibitors, histamine type-2 receptor
antagonists, and dietary adjustments



AVTI-OYYEIOKO/A
@appaKo/a

+
avTI-PAEYHOVWOEG/N
OVOO OTPOTTOINTIKO/A
@apuako/a

+
AVTI-IVWTIKO
ddpuako

KAl
OUNTITWHMATIKA Bgpartreia:

Rigorous trials are scarce for these important clinical dimensions of systemic
sclerosis. The proposed therapies are recommended on the basis of evidence from
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should be used judicioushy.

Table 3: Symptom-directed adjuvant treatment options for systemic
sclerosis

Lancet 2022

Distensionand  Gastrointestinal promotility agents (eg, prucalopride),
bloating antibiotics if small intestinal bacterial overgrowth
present, and small, frequent meals

Diarrhoea Dietary adjustments, antibiotics if small intestinal
bacterial overgrowth present, fluid resuscitation if
dehydration is present, adjustment of medications
known to cause diarrhoea, and anti-diarrhoeal agents

(eg, loperamide)

Constipation Dietary adjustments, gastrointestinal promotility
agents (eg, prucalopride), and laxatives

Faecal Physiotherapy, biofeedback, and sacral nerve
incontinence stimulation

Joint Physiotherapy, occupational therapy, and infrared heat
contractures

Calcinosis Surgical excision, bisphosphonates, and diltiazem

Appubuicg: avTi-appuBuIKd, BnuaTtodoTng, amviOwTAg
Kapdiakr avetrdpkela: dloupnTika ...
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Is Vasculopathy Associated with Systemic Sclerosis
More Severe in Men?

STYLIANOS T. PANOPOULOS, VASILIKI-KALLIOPI BOURNIA, and PETROS P. SFIKAKIS

1004 ++ o
Ty ~female
“*H'h_FL = 1male
. : PLﬁ+ ;f;r;’;:_li-;:nesnosroe Table 3. Survival rates (by percentage) in 231 patients with systemic
sclerosis (2904 patient-yrs) stratified by sex. No. patients who completed
ep— e ~ .
- - each period of followup are shown in parentheses.
= i
® 60 i
£ e Women Men p*
2
§- il 3-year survival 98.8 (177 of 179) 85.7 (24 of 28) 0.0001
Bg - 6-year survival 97.3 (143 of 147) 77.2 (17 of 22) 0.0001
o, O-year survival 92.4 (109 of 119) 643 (9of 14) 0.001
20.] 12-year survival 89.2 (74 of 84) 53.8(7 of 13) 0.001
o
0 6 12 18 24 B 3% 42 48 54 80
Time from di t
Sl J Rheumatol 2013; 40:46-52

Number of subjects at risk
Female 200 143 74 47 30 12 7 2
Male 3 N7 7 4

Figure 1. Kaplan-Meier analysis confirmed the statistical difference in survival between sexes. Mantel-Cox
log-rank test, p = 0.005.



Sex influence on outcomes of patients with systemic
sclerosis—associated interstitial lung disease: a EUSTAR
database analysis Rheumatology 2022

Conclusions: Male S5c-ILD patients have a poorer prognosis and sex-specific predictors exist in SSclLD.
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Time (months)
Mo at rish o | 12 | 24 | 38 | 48 | 80 72 a4 96 | 108 120
Female 2906 | i3 72 | w7 | 141 152 | 181 L7 217 | FrE] 245
Censored | 2772 2507 | 2335 | 2208 2102 | 1991 1872 1755 | 17222 1618
Nale 674 | 32 51 | B3 [ 1a ¥ | 32 102 117 117 129
Censored | E1E L34 | A9k ‘ 48 420 287 ‘ 249 e 287 2650




O1aXUTO/TTEPIOPICHEVO ?7?
ANA, Scl-70, ACA ??

Stratification in systemic sclerosis according to
autoantibody status versus skin involvement: a study of the

prospective EUSTAR cohort

No: median 73 months (95% Cl 53-NR)
—— ACA: median 107 months (95% Cl 97-126)
—— ANA: median 48 months (95% Cl 45-52)
anti-RNA pol lll: median 72 (95% Cl 53-NR)
anti-Scl70: median 43 months (95% Cl 41-46)
Log-rank test: p <0-0001

100 —+
3
i a3
2
c
@
E 50
|
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0 T | I T

0 24 48 72 96
Number at risk b
wumber censored) Lancet Rheumatol 2022

No 218(0) 92(85) 43(126) 17(142) 0(148)
ACA 2759(0) 1772(746) 874(1363) 434(1672) 229 (1825)
ANA 1600(0) 756(536) 280(790) 115(907)  45(952)
Anti-RNApolll  204(0)  O7(68)  47(104) 21(122)  10(129)
Anti-ScI70 2164 (0) 1166(520) 486(805) 208(938)  79(1004)



Risk factors for lung function decline in systemic
sclerosis-associated interstitial lung disease in a large
single-centre cohort Rheumatology 2022

Disease duration (vears) [2], median (IQR) since 2.4 (0.7, 7.0)
first non-RP symprtoms, 7z — 484
S55c subtype

DcSSc 222 (45.9%9%06)
LcSSc 187 (38.6%96)
Sine SS5c 28 (5.89)
Overlap SSc 47 (D.79)
Baseline mRSS, mean (s.D.), sz — 324 12_0 (10.1)
PFT parameters
FWVC (Yopred), mean (s5.p>.), 2z — 328 6.3 (20.4)
DIL.CO (2opred), mean (s.D.), vz — 294 61.8 (2<4.0)
TLC{% pred), mean (s.D.), 2—215 88.5 (22.7)
=
X Overall [-0.28% (—0.53, —0.03)/year]

—— Died within 2 yvears of follw-up [-8.2B% (—12.66, —3.90)/year]

—— Died within 2—8 vears of follw-up [-3.89% (—6.10, —1.68)/vear]
Died within 8 years of follw-up [—1.00% (—1.89, —0.15)/vear]
Alive [-0.13% (—0.39, —0.12)/year]

120
|

100
|

% Predicted FV(
80
|

7“’

40

20

Time from Baseline (months)

In the multivariate analysis, the only statistically significant variable associated with ppFVC decline was AT A positivity.
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2009, KwoTtag, 29 etwv, ye Raynaud’s atrd ecapnivou, Xxwpic AAAa TTaBoAoyika
eupnuara, Scl-70+: odnyieg yia Tpixocidookotrnon & DLCO, eTTavekTipnon o€ 2 NVeG

» 2010: eravepgaviletal...d1axutn TTPooRoAr déppatog, mMRSS15/51, apBpitida
[XK/IMK®, €Akn dakTUAwy, Ol1, FVC=92%, DLCO=81%, HRCT k¢: MTX 20
mg, €V ouvexeia TpooBnkn Tpedvi(oAdvne 15mg, vigeditrivn (bosentan), PPI

« Em 5 é1n mapakoAouBnong o1aBepdc (1), DLCO=96%-79%, HRCT xwpic
eupnuarta, diakotr) MTX yia TekvoTtroinan (emTuxwe 2016)

» 2016: uttotpoTr) apBpitidoc, eravévapen MTX, kai (2017) TrpooBnknTocilizumab
ue dpiotn avratrokpion, mMRSS=8/51

» 2018: diakotr Tocilizumab Adyw Aoipwenc CMV

« 2019: FVC=79%, DLCO=51%, HRCT ++, eAkn dakTUAwv, mMRSS=8/51: MMF (pe
evoexopevo aAaync oe CY 1 RTX), sildenafil, lloprost IV, nintedanib

« 2020: otaBepn ILD, aAAG emdeivwon MNEZ kal apBpitidog: diakotrry MMF,
TTPooBNkKn tocilizumab

« 2021: diakoTtrn tocilizumab AGyw eOEIVWOEWS EAKWV & YAyypalva... TTpocBNKN
lloprost IV & etanercept & MTX sc ye avrarmrokpion apdpitidog

« 2022: emdeivwon ILD, FVC=64%, DLCO=42%, ka1 emodeivwon apbpiTidoc:
QVETTITUXNG OOKIUN upacitinib

» 2022: 00TEONUEAITION, AKPWTNPIAOUOC dAKTUAOU,

2NuEPQa, 14° €Toc vooou: Medrol 16 mg, tocilizumab, nintedanib, bosentan, sildenafil,
iloprost... Auplo... (myfortic), RTX, yaoTtpooToia...




2NuePa, 14° €toc vooou: Medrol 16 mg, tocilizumab, nintedanib, bosentan, sildenafil,
iloprost... Aupio... (myfortic), RTX, yaoTtpooToia...

KOPTIKOEION- OXETIKEG EVOEICEIC
max 15-20 mg/d

e avOekTIKN apbBpiTida

* MUOCITIOO

*  OUNTTTWMATIKI OpOYyoViTIOO
e EVEPYOGS KUWEAIDITIONO (?)

* MUOKapPDITIOO



Tocilizumab in systemic sclerosis: a randomised, double-

blind, placebo-controlled, phase 3 trial

Dinesh Khanna, CeliaJ F Lin, Daniel E Furst, Jonathan Goldin, Grace Kim, Masataka Kuwana, Yannick Allanore, Marco Matucci-Cerinic,
Oliver Distler, Yoshihito Shima, Jacob M van Laar, Helen Spotswood, Bridget Wagner, Jeffrey Siegel, Angelika Jahreis*, Christopher P Denton*

Lancet Resp Med 2020

for the focuSSced investigatorst
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Patients (%)

Change from baseline in FVC% predicted (mean [95%C1])

No decline {increasein
PV C% predicted)

Worsening (decrease in
FVC% predicted)
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Figure 3: Cumulative distribution (A, B) and mean change from baseline (C, D) for FV C% predicted at week 48
Data are shown (A, C) for all participants and (B, D) for participants with systemic sclerosis-interstitial lung disease at baseline. FVC=forced vital capacity. LSM=least
squares mean
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Anti-IL-6 Therapy Effect for Refractory Joint and Skin
Involvement in Systemic Sclerosis: A Real-world, Single Center

Experience.

Stylianos T. Panopoulos, Maria G. Tektonidou, Vasiliki-Kalliopi Bournia,
Aikaterini Arida, Petros P. Sfikakis

J Rheumatol 2021

Conclusion

Tocilizumab was effective in refractory joint and skin involvement irrespective
of SSc disease duration or subtype. Long-term retention rates and disease
stabilization for most real-world patients suggest that tocilizumab might be a

valuable choice for difficult-to-treat SSc.



The NEW ENGLAND JOURNAL of MEDICINE

ORIGINAL ARTICLE

Nintedanib for Systemic Sclerosis—
Associated Interstitial Lung Disease

Oliver Distler, M.D., Kristin B. Highland, M.D., Martina Gahlemann, M.D.,
Arata Azuma, M.D., Aryeh Fischer, M.D., Maureen D. Mayes, M.D.,
Ganesh Raghu, M.D., Wiebke Sauter, Ph.D., Mannaig Girard, M.Sc.,

Margarida Alves, M.D., Emmanuelle Clerisme-Beaty, M.D.,

Susanne Stowasser, M.D., Kay Tetzlaff, M.D., Masataka Kuwana, M.D.,

B =
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(na]
£ -204 +— Nintedanib
o 1
RS | 1
o F _40 L
S 60 T
Y = -80-
=2 l
E -100- I
= Placebo l
c -1204
3]
Q
E _140 1 1 1 1 1 1 | |
Q0 2 4 6 12 24 36 52
Week
No. of Patients
Nintedanib 288 283 281 273 278 265 262 241
Placebo 288 283 281 280 283 280 268 257
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2018, Mapia, 44 twv, ue diaxutn vooo atro £€Toug, utro presolon 10mg, MTX 20 mg
sc, Plaguenil, ANA+, Scl-70-, ACA-

4/2018: diaxutn TpooBoAr) déppatoc mMRSS=25/51, apBpitida NXK/MK® &
OUYKAUYEIC (Xwpic €AkN), FOM, FVC=94%, DLCO=55%, HRCT oxedov Ko,
duoTrvola & aiobnua TaAuwyv, CMR pe puokapditida: diakotrry MTX, Endoxan 1
gr IV monthly, Medrol 16 mg, bosentan

9/2018: emideivwaon TTpocBoAnc dépuartoc mMRSS=35/51kal ducTrvolag,
TmrpogTolyacia yia HSCT

2019: emtuxnc HSCT, mRSS= 8/51, FVC=98%, DLCO=55%: uovoBepartreia
bosentan

2020: d1GdxuTOC KVNOMNOC, oofBapn ayxwdng diatapaxr, mMRSS=15/51, apBpalyiec:
(MTX, duoavecia) Tocilizumab (TTpooOrikn leflounomide) pe dpioTn avratrokpion

2NMEPQ, 5° £TOC vOOoou, ‘apioTn’ katdoTaon, mRSS=5/51: tocilizumab, bosentan......



To date, no amtifibrotic or  immonosuppressant ORIGINAL RESEARCH

DMARD nmnthemp}r has been able to achieve an
improvement i survival n a prospective randomuzed|§
study. Use of cyclophosphamide at very high doses dur-|g

ing intensive conditioning procedures for mvelosuppres-M

All-cause mortality in systemic
rheumatic diseases under treatment
compared with the general
population, 2015-2019

2N

stve or myeloablative purposes (depending on the b
of conditioming} with or without antilymphocytic serums
followed by autologous hematopoietic stem cell {HSC)
transplantation has been prowen efficacicus in terms o

. AR ’ ol Vasiliki-Kalliopi Bournia @ ,' George E Fragoulis @ ,' Panagiota Mitrou,?
E'!-'Lnl‘.-_fl.’i"ﬁ' i:'T'd orverall mn'i_"ﬂ in three randomized trials Konstantinos Mathioudakis,® Anastasios Tsolakidis,® George Konstantonis,’
(ASSIT, ASTIS, and SCOTT). These lhﬂa;ﬂﬂhi proce- Georgia Vourli,* Dimitrios Paraskevis,* Maria G Tektonidou © ,' Petros P Sfikakis'

dures are reserved for severe, ra]:lldh ]:Imgrﬁsn-c forms,

disease

1.0
_1 Peuparocidrig ApBpitida-censored
_M ZuoTnuaTiko ZkAnpddepua-censored
1 ZUoTNPaTIKOG EpuBnuartwdng AUkog- censored
1 AykuAotroinTikr) Z1ovOuAiTida- censored
038 - 1 Ywpiaoikr ApBpiTida- censored
i~ 1-censored
—— 2-censored
- —+—3-censored
§ o5 - - - - - 4-censored
E 5-censored
a Table 2 The average effect of systemic rheumatic diseases
£ on risk of death from all causes during a 5-year follow-up
a 0,4 | - time, between 1 January 2015 and 31 December 2019
Variable HR 95% CI P value
RA 0.74 0.71t0 0.77 <0.001
AS 0.73 0.62 to 0.87 <0.001
0,2
PsA 0.78 0.70 to 0.87 <0.001
SLE 1 1.50 to 1.81 <0.001
SSc 202 2.33t0 3.17 <0.001
0,0 \ /
0 10 20 30 40 50 60

FU_months
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Lancet 2011

45 patients with systemic sclerosis

screened for eligibility

]

19 eligibla for enrolment

¥

¥

10 randomly allocated to
receive haemopoietic
stem-cell transplantation

G randomby allocated to
recefve intravenous
cyclophosphamide

@ Autologous non-myeloablative haemopoietic stem-cell

transplantation compared with pulse cyclophosphamide
once per month for systemic sclerosis (ASSIST): an open-label
randomised phase 2 trial

Richard K Burt, Sanjivj Shah, Karin Dili, Thomas Grant, M

es Schroeder, Robert Craig, Ikuo Hirano, Karin Marshali,

Eric Ruderman, Borko ovanovic, Francesca Mifanetti Sandeep fain ce, Amy Margan, James Carr, Walter Barr*
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Myeloablative Autologous Stem-Cell Transplantation for Severe
Scleroderma

D Per-Protocol Population
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Outcomes of conventionally-treated systemic sclerosis patients
eligible for autologous haematopoietic stem cell transplantation

S.T. Panopoulos, M.G. Tektonidou, V.-K. Bournia, K. Laskari, P.P. Sfikakis

Results. Forty-five of our 142 inception
cohort patients fulfilled HSCT criteria
within 4 vears from disease onset and
had comparable baseline character-
istics to SCOT/ASTIS patients. Four
patients underwent HSCT. The remain-
ing 41 were treated with conventional
DMARDs: cvclophosphamide (n=24),
mycophenolate mofetil (n=17), rituxi-
mab (n=2), tocilizumab (n=3), metho-
trexate (n=6) or combinations and their
10-vear survival was 56% vs. 76% in
those with diffuse SSc not fulfilling HSCT

criteria. Their survival rates at the time
endpoints of SCOT and ASTIS (4.5 and
7 vears, respectively) were comparable
fo the conventionally-treated SCOT/AS-
TIS control groups. Extrapolating from
SCOT/ASTIS results, if all our patients
had undergone HSCT promptly, their
overall and event-free survival rates
could have increased from 73/51% to
83/72% at 4.5 vears, and from 63/39%
to 76/72% at 7 vears, respectively.

Clin Exp Rheumatol 2021



of primary cardiac involvement in
systemic sclerosis JSRD 2018

Vasiliki-Kalliopi Bournial, Christos Tountas!, Athanase D. Protogerou?, Stylianos Panopoulos?,
Sophie Mavrogeni?, Petros P. Sfikakis?

In the absence of cardiac symptoms clinical examination at least twice a year and ECG + Echocardiography
once a year

Cardiac symptoms
(chest pain, dyspnea, exercise intolerance, pulmonary edema, leg swelling, palpitations, dizziness,

syncope)
( Echocardiography including TDE or speckle tracking (if \
available) to assess:
ECG * LV systolic dysfunction (EF<53% (2D, contrast, 3D), GLS<-20%)
1ST step CXR + * LV diastolic dysfunction (new proposed criteria)

* RV systolic dysfunction (Tapse<17mm, S<9.5 cm/s, FAC<35%, EF
3D<45%, GLS RV<-20%) and hemodynamics (WVmax TR>2,9m/s or
<2,9m/s + additional signs*

*  Valvular disease

\ *  Pericardial disease /

BNP/ NT-pro BNP
Troponin |

Stress echocardiography CMR Right heart catheterizati
: : I eart catheterization
e amia, valvlular dlseas-e o Gold standard for LV.and BY assessment Gold standargd for diagnosis and follow up in PAH
hemodynamics evaluation Evidence of myocarditis 1d Faiaghest i
ND . , R after positive or inconclusive echocardiography
2 Step extension M|, evidence of viability
SPECT Perfusion imaging for microvascular ischemia
Assessment of fibrosis Coronary angiography

Ischemia evaluation

Assessment of pericardium disease Especially in EF<40-45%, positive Tnl, or

\ cardiovascular risk factors /




outline

* ElocaywyiKa...[eVIKEC aQpXEC

* Néog avdpacg pe Raynaud’s atro ecaunvou (2010-2022)

* [uvaika pe d1axuTn VOoo atro £1oug (2018-2022)

o [uvaika ue TTEPIOPIOPEVN OEPUATIKI TTPOCBOAN aT1To 8
ETWV Kal TTPOC@PATN apBpiTida



2021: TnveAdTIN, 61 €TWV, PE TTEPIOPIOUEVN (?) dEpUATIKR vOoo aTro 8 (?) eTwyv, Scl-
70 +, utro presolon 5 mg & dIATIQCEUN (gixe Aapel MTX kai katotriv MMF, d1akoTr)
PO 4 €TWV)

2021: yikpoaoTopia, 'Oll, €EAkn dakTUAWYV, apaldg BAxag, Tpiovreg BAoEwy,
FVC=74%, DLCO=49%, HRCT ue diapeon vooo 25% aAAd idia pe 2019, triplex
KapdlAag UTTOTITO/OECIOC KABETNPIAOWOG Xwpic MY: bosentan, PPls

2022: ouyvoTtepocg Brxac & aioBnua TTaApwy, HRCT emdeivoupevn pe diapeon
vooo 30%, CMR xwpic kpithpia puokapditidog: Endoxan 1 gr IV monthly,
nintedanib




Progressive interstitial lung disease in patients with
systemic sclerosis-associated interstitial lung disease

in the EUSTAR database

Progression criteria: AFVC% predicted (N=826)
Age, years (5SD)* 56 (13.1)
Male, n (%)* 150 (18)
Disease characteristics at baseline
Disease duration, years* (SD) 9.7 (8.3)
Disease duration 175 (21)

<3 years*, n (%)
Diffuse cutaneous SSc, n (%)
Limited cutaneous SSc, n (%)

365/732 (50)
367/732 (50)
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Year
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FVC improvement or stable FVC

P Moderate or significant decline, following
FVC improvement or stable FVC

Moderate or significant decling, following
moderate or significant decline

) Nodata

H onuavTikh emdcivwon cuupaivel katd @AcelS.... H ouvexAc onuavTiki

emOEivwaon gival otravia



2020: AoTepoTrn, 61 eTWV, e TTEPIOPICHEVN (?) OEPMATIKA VOOO aTTO 8 (?) ETWV,
Scl-70 +, utré presolon 5 mg & 6|AT|0(Cspr] (€ixe Aale MTX kai katotmv MMF, diakoTrh
po 4 ava) _—

» 2020: pikpooTopia, 'O, EAkn dakTUAWYV, apaidg BrAxac, TpilovTes BAoEwy,
FVC=74%, DLCO=49%, HRCT ue diapeon vooo 25% aAAd idia pe 2019, triplex
KapdlAag UTTOTITO/OECIOC KABETNPIAONOG Xwpic MY: bosentan, PPls

» 2021: otaBepn vooog, HRCT xwpic emdeivwon: TTapakoAouBnon (d1akoTr)
bosentan AGyw avaiyiag)

« 2022: uttepTaoikn ve@pik Kpion: lloprost IV, aiyokdBapon yia 1 prva, TTITUXAC
dlakoTn, evapen sildenafil




2UUTTEPACATA: Ol aAyopIOuol (2023) oTnV TTPOOJEUTIKA 22 €XOUV METPIO-UIKPN agia...

H évraon Tng TTapakoAouBbnong Kai n BEpATTeUTIK) OTPATNYIKA ECATOMIKEUOVTAI avaloya
ME TNV BapuTtnTa TTPOOROAAGC OEPUATOC KAl ECWTEPIKWY OpYAVWY & OIAPKEIOC VOOOU,

..... OTOXEUOVTOC OTNV £yKaipn TpoTrotroinon (10avik& oTtn dIaKOTTIA) TwV TTABOYEVETIKWV
MNXAVIOHWY - ayyeIakog (1), @Aeypovwdnc/autodvooog (2), IVWTIKOG(3) - TTou AsIToupyouv



Seminar B

LANCET Nov 2022

Systemic sclerosis

Llizabeth R Volkmanrn, Kristofer Andréasson, Vanessa Smith

Systemic sclerosis, also known as scleroderma, is a rare and complex autoimmune connective-tissue disease, Once
considered an untreatable and unpredictable condition, research advancements have improved our understanding of
its disease pathogenesis and clinical phenotypes and expanded our treatment armamentarium. Early and accurate
diagnosis is essential, while ongoing efforts to risk stratify patients have a central role in predicting both organ
involvement and disease progression. A holistic approach is required when choosing the optimal therapeutic strategy,
balancing the side-effect profile with efficacy and tailoring the treatment according to the goals of care of the patient.
This Seminar reviews the multiple clinical dimensions of systemic sclerosis, beginning at a precursor very early stage
of disease, with a focus on timely early detection of organ involvement. This Seminar also summarises management
considerations according to the pathological hallmarks of systemic sclerosis (eg, inflammation, fibrosis, and
vasculopathy) and highlights unmet needs and opportunities for future research and discovery.
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