Appendix


Table S1: 2013 ACR / EULAR classification criteria for Systemic Scleroderma.

The total score is obtained by adding the maximum score in each category. Patients with a total score equal to or greater than 9 are classified as having definite systemic sclerosis.

Data from van den Hoogen F, Khanna D, Fransen J, et al. 2013 classification criteria for systemic sclerosis: an American college of rheumatology/European league against rheumatism collaborative initiative. Ann Rheum Dis. 2013 Nov;72(11):1747-55. doi: 10.1136/annrheumdis-2013-204424. PMID: 24092682.





























	Item
	Sub-item
	Weight

	Skin thickening of the fingers of both hands extending proximally to the metacarpophalangeal joints (this criteria alone is enough to make the diagnosis of systemic
sclerosis)
	-
	9

	Skin thickening of the fingers (count the higher score only)
	Puffy fingers
	2

	
	Sclerodactyly (distal
to the metacarpophalangeal joints but proximal to the proximal
interphalangeal joints)
	4

	Fingertip lesions (count the higher score only)
	Digital tip ulcers
	2

	
	Fingertip pitting scars
	3

	Telangiectasia
	-
	2

	Abnormal nailfold
capillaries
	-
	2

	Pulmonary arterial hypertension and/or
interstitial lung disease (maximum score is 2)
	Pulmonary arterial
hypertension
	2

	
	Interstitial lung
disease
	2

	Raynaud phenomenon
	-
	3

	Systemic sclerosis-related autoantibodies (maximum
score is 3)
	Anticentromere
	3

	
	Anti-topoisomerase I
	3

	
	Anti-RNA
polvmerase III
	3





Table S2: criteria proposed in 2007 for diagnosis of JSSc, coming from PRES / EULAR / ACR expert consensus.

Data from Zulian F, Woo P, Athreya BH, et al. The Pediatric Rheumatology European Society/American College of Rheumatology/European League against Rheumatism provisional classification criteria for juvenile systemic sclerosis. Arthritis Rheum. 2007 Mar 15;57(2):203-12. doi: 10.1002/art.22551. PMID: 17330294.


	
Major criterion (required)
Proximal skin sclerosis/induration of the skin

Minor criteria (at least 2 required)
Cutaneous
Sclerodactyly
Peripheral vascular
Raynaud’s phenomenon
Nailfold capillary abnormalities
Digital tip ulcers
Gastrointestinal
Dysphagia
Gastroesophageal reflux
Cardiac
Arrhythmias
Heart failure
Renal
Renal crisis
New-onset arterial hypertension
Respiratory
Pulmonary fibrosis (HRCT/radiography)
Decreased DLCO
Pulmonary arterial hypertension
Neurologic
Neuropathy
Carpal tunnel syndrome
Musculoskeletal
Tendon friction rubs
Arthritis
Myositis
Serologic
Antinuclear antibodies
SSc-selective autoantibodies (anticentromere, antitopoisomerase I [Scl-70], antifibrillarin, anti–PMScl, antifibrillin or anti–RNA polymerase I or III)


* RCT: high-resolution computed tomography; DLCO: diffusing capacity for carbon monoxide.



