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Denton CP, Khanna D.
Systemic sclerosis.
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C.P. Denton, et al. Risk factors associated with pulmonary arterial
hypertension in patients with systemic sclerosis and implications for
screening. European Respiratory Review 2011
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Tashkin DP, et al. Mycophenolate mofetil versus oral cyclophosphamide in scleroderma-related interstitial lung disease
(SLS 11): a randomised controlled, double-blind, parallel group trial. Lancet Respir Med. 2016 Sep
Tashkin DP, et al. Cyclophosphamide versus placebo in scleroderma lung disease. N Engl J Med. 2008



Adler S, et al and EUSTAR network. Systemic sclerosis associated
interstitial lung disease - individualized immunosuppressive
therapy and course of lung function: results of the EUSTAR

group. Arthritis Res Ther. 2018 Jan 30
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Jaeger VK, et al. Incidences and Risk Factors of Organ Manifestations in the Early Course of Systemic Sclerosis: A Longitudinal EUSTAR

Study. PLoS One. 2016 Oct

Mavrogeni Sl, et al. Cardiovascular magnetic resonance in systemic sclerosis: "Pearls and pitfalls". Semin Arthritis Rheum. 2017, Dec
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* Dinsdale G, et al. The assessment of nailfold capillaries: comparison of dermoscopy and nailfold videocapillaroscopy. Rheumatology

(Oxford). 2018 Jun
*  Cutolo M, et al. Points to consider-Raynaud's phenomenon in systemic sclerosis. Rheumatology (Oxford). 2017 Sep
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Pauling JD, et al. The patient experience of Raynaud's phenomenon in systemic sclerosis. Rheumatology (Oxford). 2018 Mar

Pauling JD, et al. A multi-national qualitative research study exploring the patient experience of Raynaud's phenomenon in systemic sclerosis. Arthritis
Care Res (Hoboken). 2017

Minier Tet al; EUSTAR co-workers. Preliminary analysis of the very early diagnosis of systemic sclerosis (VEDOSS) EUSTAR multicentre study: evidence for
puffy fingers as a pivotal sign for suspicion of systemic sclerosis. Ann Rheum Dis. 2014 Dec;

Choral, et al. Evidence for a Derangement of the Microvascular System in Patients with a Very Early Diagnosis of Systemic Sclerosis. J Rheumatol. 2017



Kowal-Bielecka O, et al; EUSTAR Coauthors. Update of EULAR
recommendations for the treatment of systemic sclerosis.
Ann Rheum Dis. 2017 Aug
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Sanges S, et al. Intravenous immunoglobulins in systemic sclerosis: Data from a French nationwide cohort of 46 patients and review of
the literature. Autoimmun Rev. 2017

Raja J, Nihtyanova SI, Murray CD, Denton CP, Ong VH. Sustained benefit from intravenous immunoglobulin therapy for gastrointestinal
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Giuggioli D, et al. Serum 25-OH vitamin D levels in systemic sclerosis: analysis of 140 patients and review of the literature. Clin Rheumatol. 2017 Mar

Braun-Moscovici Y, et al. Vitamin D, parathyroid hormone, and acroosteolysis in systemic sclerosis. J Rheumatol. 2008 Nov

Blumhardt S, et al. Safety and efficacy of extracorporeal shock wave therapy (ESWT) in calcinosis cutis associated with systemic sclerosis. Clin Exp Rheumatol. 2016 Sep

Valenzuela A, et al. Calcinosis is associated with digital ulcers and osteoporosis in patients with systemic sclerosis: A Scleroderma Clinical Trials Consortium study. Semin Arthritis Rheum.
2016; Baron M, et al. Calcinosis is associated with digital ischaemia in systemic sclerosis-a longitudinal study. Rheumatology (Oxford). 2016 Dec
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Hurabielle C, et al. Skin Telangiectasia and the Identification of a Subset of Systemic Sclerosis Patients With Severe Vascular Disease. Arthritis Care Res (Hoboken). 2016 Jul
Patterson KA, et al. Interpretation of an Extended Autoantibody Profile in a Well-Characterized Australian Systemic Sclerosis (Scleroderma) Cohort Using Principal Components
Analysis. Arthritis Rheumatol. 2015 Dec
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Chakravarty EF, et al. Gene expression changes reflect clinical
response in a placebo-controlled randomized trial of abatacept
in patients with diffuse cutaneous systemic sclerosis.
Arthritis Res Ther. 2015 Jun
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Khanna D, et al. The American College of Rheumatology
Provisional Composite Response Index for Clinical Trials in Early

Diffuse Cutaneous Systemic Sclerosis.
Arthritis Rheumatol. 2016 Feb

BASELINE CRISS DOMAINS

Mean + SD
i (range)
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Modified Rodnan skin score (0 — 51) 23('3 _14;?'4 26(-§ j—“417())-7
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Patient global assessment (0-10) 4'(%=_t 82)3 4.(52; 92)8
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Allanore Y, et al. Treatment of systemic sclerosis: is there any hope for the future?
RMD Open. 2016 Jul

Efficacy and Safety of riociguat in patients with svstemic sclerosis
Proof-of-concept trial of IVA337 in diffuse cutaneous systemic sclerosis (FASST)
IVIG treatment m systemic scleross

A study of the efficacy and safety of tocilizumab in participants with Systemic Sclerosis (55c) (focuSSced)

A Studv of subcutaneous abatacept to treat diffuse cutaneous Systemic Sclerosts (ASSET)
IL1-TRAP, Rilonacept, in Systemic Sclerosts

Cvclophosphamide svstemuc sclerosis-associated mnterstitial lung disease

Rituximab versus cvclophosphamide m connective tissue disease-ILD (RECITAL)

@ A trial to compare nintedanib with placebo for patients with scleroderma related lung fibrosis
Scleroderma treatment with autologous transplant (STAT) study
Autologous stem cell S5¢ immune suppression trial (DIScI2011)
Allogeneic hematopotetic cell transplantation after non-mveloablative conditioning for patients with severe Systemic Sclerosis
Clinical trial of probiotics in Svstemic Sclerosis associated gastromntestinal disease

Gastroesophageal reflux treatment in scleroderma (GERD-55¢)

Rituximab for treatment of Systemic Sclerosis-Associated pulmonary arterial hypertension (SSc-PAH)

Early treatment of borderline pulmonary arterial hypertension associated with Systemic Sclerosis (SSc-APAH) (EDITA)
Zibotentan better renal scleroderma outcome study (ZEBRA)

[ @ Safety, tolerability, efficacy, and pharmacokinetics of JBT-101 in systemic sclerosis (resunab: endocannabinoid-mimetic drug)

Subcutaneous mjection of autologous adipose tissue-derved stromal vascular fraction mto the fingers of patients with systemic sclerosis (scleradec?)
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