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Updated Classification Criteria for Systemic Sclerosis:
the Concept of Early Diagnosis
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Systemic sclerosis (SSc) is a connective tissue disease of unknown origin, which is characterized by fibrosis of the skin and in-
ternal organs, and endothelial and immunologic dysfunction. The presence of a wide range of symptoms renders disease classi-
fication difficult. Although recent studies have contributed to our understanding of this debilitating illness, well-validated classi-
fication criteria are required for accurate comparison between registries and clinical trials, to assess response to treatment, morbid-
ity and prognosis. Given the emphasis placed upon early and aggressive treatment, the 1980 American College of Rheumatology
(ACR) classification criteria are of limited utility with respect to early diagnosis of SSc and limited cutaneous SSc. Recently, the
2013 ACR/European League Against Rheumatism classification criteria for SSc were published for research and clinical practice
purposes. These criteria include skin thickening, fingertip lesions, telangiectasia, abnormal nailfold capillaries, Raynaud’s phenom-
enon, SSc-specific autoantibodies and pulmonary complications pertaining to vasculopathy, autoimmunity and fibrosis. These up-
dated criteria should allow a greater number of patients to receive an early diagnosis of SSc. (Korean J Med 2014;87:395-400)
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Table 1. 1980 Preliminary American College of Rheumatology
classification criteria for systemic sclerosis [4]

Major criteria Cutaneous scleroderma proximal to MCP/MTP
joints
Minor criteria  Sclerodactly
Digital pitting scar or ulcers

Bibasilar pulmonary fibrosis in X-ray

A patient satisfies the criteria if she/he fulfills the major criteria
or at least 2 of the 3 minor criteria. MCP, metacarpophalangeal;
MTP, metatarsophalangeal.
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Table 2. Criteria proposed by LeRoy and Medsger for the diag-
nosis and classification of early systemic sclerosis [9]

Raynaud’s  Systemic sclerosis (SSc) type capillaroscopic pat-
phenomenon tern (megacapillaries, avascular area: early/ac-
plus tive/late pattern)

And/or

SSc specific autoantibodies (Ab) (anticentromere
Ab, anti-topoisomerase-I (Scl70) Ab, anti RNA
polymerase Il Ab, anti U3 RNP Ab, anti PmScl
Ab, anti ThTo Ab)
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Figure 1. Example nailfold capillaroscopic results for systemic sclerosis (SSc; 400x): (A) Capillary dilatation in early- phase SSc. (B)

Typically, several giant capillaries and microhemorrhages are observable during the active phase of SSc. (C)(D) During late-phase SSc,
ramified capillaries and avascular areas are also observed, along with bushy capillaries .
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Table 3. 2013 American College of Rheumatology/European League Against Rheumatism classification criteria for systemic scle-

rosis [14]
Item Sub-item(s) Weight/score
Skin thickening of the fingers of both hands 9
extending proximal to the MCP joints
(sufficient criterion)
Skin thickening of the fingers Puffy fingers 2
(only count the higher score) Sclerodactyly of the fingers
(distal to the MCP joints but proximal to the PIP joints) 4
Fingertip lesions Digital tip ulcers 2
(only count the higher score) Fingertip pitting scars 3
Telangiectasia 2
Abnormal nailfold capillaries 2
PAH and/or interstitial lung disease Pulmonary arterial hypertension 2
(maximum score is 2) Interstitial lung disease 2
Raynaud’s phenomenon 3
SSc-related autoantibodies anticentromere, anti—topoisomerase I [anti—Scl-70], anti—-RNA polymerase I1I 3

These criteria are applicable to any patient considered for inclusion in an SSc study. The criteria are not applicable to patients with skin
thickening sparing the fingers or to patients who have a scleroderma-like disorder that better explains their manifestations (e.g., nephro-
genic sclerosing fibrosis, generalized morphea, eosinophilic fasciitis, scleredema diabeticorum, scleromyxedema, erythromyalgia, por-
phyria, lichen sclerosis, graft-versus-host disease, diabetic cheiroarthropathy). The total score is determined by adding the maximum
weight (score) in each category. Patients with a total score of > 9 are classified as having definite SSc. MCP, metacarpophalangeal; PIP,

proximal interphalangeal; PAH, Pulmonary arterial hypertension.
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