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Disclosure

e This project was jointly funded by
— American College of Rheumatology (ACR)
— European League Against Rheumatism (EULAR)
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1 |
Objectives

1. To understand the strengths and weaknesses
of the current classification criteria in SSc

2. To become familiar with how to use the new
criteria in SSc
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1 |
SSc Criteria were developed
collaboratively

Frank van den Hoogen, Dinesh Khanna, Jaap Fransen, Sindhu R. Johnson,
Murray Baron, Alan Tyndall, Marco Matucci-Cerinic, Raymond Naden, Thomas
A Medsger Jr., Patricia Carreira, Gabriela Riemekasten, Phillip Clements,
Christopher P Denton, Oliver Distler, Yannick Allanore, Daniel E Furst,
Armando Gabrielli, Maureen Mayes, Jacob M van Laar, James R Seibold,
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Lorinda Chung, Dave Collier, Mary Ellen Csuka, Barry J Fessler, Serena
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Why do we need SSc classification criteria?

1. To enroll SSc patients in studies (i.e.,
meeting classification criteria)

To differentiate SSc from other mimickers

To help to understand pathophysiology,
subsets of patients with various features
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1]
Classification schemes — Overview

1980 — American College of Rheumatology
1988 — LeRoy: IcSSc and dcSSc

2001 — LeRoy: ISSc

Current:
ACR/EULAR
1980 1990 2000 2010 task force
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Which patient(s) meet the 1980 ACR SSc
classification criteria?

1. Sclerodactyly, Raynaud’s, positive anti-centromere, pulmonary
arterial hypertension

2. Sclerodactyly, GERD, dilated esophagus, dysphagia RNA
polymerase lll, Scleroderma renal crisis

3. Sclerodactyly, Raynaud’s, anti-centromere, dysphagia, dilated
nailfold capillaries, calcinosis

Modified Rodnan skin score of 20 including finger involvement

5. Modified Rodnan skin score of 20 and no finger involvement
ever, no Raynaud’s Phenomenon and negative ANA

Subcommittee for Scleroderma Criteria of the American Rheumatism Association Diagnostic and Therapeutic Criteria
Committee. Arthritis Rheum 1980; 23:581-90
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Which patient(s) meet the 1980 ACR SSc
classification criteria?

1. Sclerodactyly, Raynaud’s, positive anti-centromere, pulmonary
arterial hypertension NO

2. Sclerodactyly, GERD, dilated esophagus, dysphagia RNA
polymerase lll, Scleroderma renal crisis NO

3. Sclerodactyly, Raynaud’s, anti-centromere, dysphagia, dilated
nailfold capillaries, calcinosis NO

Modified Rodnan skin score of 20 including finger involvement

5. Modified Rodnan skin score of 20 and no finger involvement
ever, no Raynaud’s Phenomenon and negative ANA NO

Subcommittee for Scleroderma Criteria of the American Rheumatism Association Diagnostic and Therapeutic Criteria
Committee. Arthritis Rheum 1980; 23:581-90
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S
1980 ACR Scleroderma Classification Criteria

e Major criterion: proximal cutaneous sclerosis/skin thickening (non-
pitting) proximal to the MCPs (metacarpophalangeal joints), affecting other
parts of the body

— usually bilateral, symmetrical, and almost always including sclerodactyly
— The major criterion is sufficient.

e Minor criteria: 2 or 3 are needed if no major criterion:

— sclerodactyly
— digital pitting scars of fingertips or loss of substance of the distal finger pad
— bibasalar pulmonary fibrosis

1 major criterion or 2 2 minor criteria were found in 97% of definite SSc cases
(sensitivity 97%) but in only 2% of the comparison patients (specificity 98%)

Subcommittee for Scleroderma Criteria of the American Rheumatism Association Diagnostic and
Therapeutic Criteria Committee. Arthritis Rheum 1980; 23:581-90.
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What are the limitations of the 1980 ACR
classification criteria for SSc?

1. They don’t classify some of those with
limited cutaneous SSc

They don’t always classify early SSc

They don’t include antibodies that are
common in SSc such as anti-centromere

4. They don’tinclude nailfold changes that
could help differentiate SSc from primary
Raynaud’s Phenomenon (RP)

Subcommittee for Scleroderma Criteria of the American Rheumatism Association Diagnostic and

Therapeutlc Criteria Coznmlttee Arthritis Rheum 1980; 23:581-90
AMERICAN
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T
Limitations of the 1980 ACR Scleroderma classification

¢+ Pittsburgh cohort of 639 patients with ¢ French Canadian cohort of 259 patients

SSct with SSc?
¢ 20% of limited SSc patients did not ¢+ 66% of limited SSc patients did not meet
meet ACR criteria ACR criteria

™ ACR criteria met
B ACR criteria not met

+ 10 to 20% of limited SSc patients do not meet criteria for SSc3

¢+ Many SSc patients diagnosed by expert clinicians would be excluded based on
ACR criteria

1. Subcommiittee for Scleroderma Criteria of the American Rheumatism Association Diagnostic and Therapeutic Criteria
Committee. Arthritis Rheum 1980; 23:581-90 2. Lonzetti LS, et al. Arthritis Rheum 2001; 44:735-6. 3. J Walker, J
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Development of Classification and Response
Criteria for Rheumatic Diseases

CLASSIFICATION AND RESPONSE CRITERIA SUBCOMMITTEE OF THE AMERICAN COLLEGE OF
RHEUMATOLOGY COMMITTEE ON QUALITY MEASURES

Collaboration between experts and clinical epidemiologists ‘

| Balance of expert based and data driven methods ‘

| Avoid circularity of reasoning

Evaluate psychometric properties of candidate criteria

Singh JA, et al. Arthritis Rheum. 2006 Jun 15;55(3):348-52.
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1
Overview of the ACR / EULAR SSc

Classification Criteria Development

Preparatory phase

Delphi exercise 23 candidate items
Database analyses 2|  with definitions
-._._,..-""-_——
N Derivation sample
Collecting 23 items 5| with 100 cases and
in SSc cases and 100 controls Validation sample
contrals — 5| with 268 cases and
% 137 control
Step 1 Development conrois
Assess 23 items in 35 20 cases ranked by
cases, > probability of SSc
rank by 8 experts I
: Damain (to whom are
Expert consensus > criteria applied? , .
meeting with conjoint Additive scoring
analysis e = > systern with 14
weighted items
Step 2 Find a threshold v
Test 14 item system
in20 cases
I 25 cases ranked to
Apply 14 item system .| probability of 35¢
to 26 cases, Liissn e pame—
rank by 16 experts
1 g
Test 14 item system = Thre;gilde[::} :g)ude
in 25 cases ¥
-______.-"-—-__
Step 3 Simplification
Reduce and modify Simplified
system in derivation 2| classification system
sample and 38 cases e
Step 4 Validation ,
Test in validation Final classification
sample and 5 system

36 cases e —




I
Reclassification of SSc by the ACR / EULAR Task Force

N

Generation of list of items with relevance
for SSc classification (Delphi panel)

\ 4 >
Item reduction (Delphi panel followed by
nominal group technique)

Consensus
method

Evaluate preliminary items in SSc
and SSc mimickers
| . Data-driven

Collect prospective data in SSc method
and SSc mimickers

\ 4

Evaluate statistical characteristics
of provisional definitions and
assessment of face validity by SSc experts

SSc mimickers = eosinophilic fasciitis, generalised morphea, other connective tissue disease, scleromyxedema, etc.
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.
Delphi results: Items to be tested for the new

ACR / EULAR SSc criteria

Appropriateness

Item score*® TOP score Rank
(median)
Positive antitopoisomerase | 9 73% 1
Presence of scleroderma 9 70% 2
Abnormal nailfold capillary pattern 9 67% 3
Positive anticentromere 9 62% 4
Positive anti-RNA polymerase llI 8 43% 5
Finger tip ulcers or pitting scars 8 34% 6
Raynaud’s phenomenon 7 33% 7
Interstitial lung disease/pulmonary fibrosis 7 28% 8
Renal crisis 8 27% 9

*Scored from 1 to 9, with a higher score denoting greater appropriateness for the classification of SSc
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DATA
driven
validation
of top SSc
items for
criteria
from
DELPHI
exercise

NC= Not Calculable

Griterion Pooled mean OR Empiric Expert based
(95% Crl) ranking ranking

Renal crisis NC 1 9

Digital pulp loss or acro-osteolysis NC 1% 13°

Scleroderma 426.7 (256.5, 691.2) 2 | (——
Telangiectasia 91.4 (57.6, 154.5) 3 11

Anti-RNA polymerase IlI antibody 75.4(13.2,312.6) 4 6

Puffy fingers 34.9 (24.0, 49.2) 5 12

Finger or wrist flexion contracture 29.0(17.8, 46.2) 6 19

Tendon or bursal friction rubs 26.81 (2.4, 91.9) 7 10
Anti-topoisomerase-1 antibody 24.9(12.7, 48.0) 2 —
Raynaud’s phenomenon 24.1(15.3, 37.5) 9 7

Finger tip ulcers or pitting scars 19.3(12.7, 28.8) 10 5 —
Anti-centromere antibody 13.8 (9.0, 21.0) 11 3 —
Abnormal nailfold capillary pattern 10.4 (6.9, 15.1) 12 4 —
Gastro-esophageal reflux disease 7.8 (6.1, 10.0) 13 17

Antinuclear antibody 6.06 (4.1, 8.8) 14 13°

Calcinosis 6.05 (3.4, 10.5) 15 18

Dysphagia 5.7(4.2,7.7) 16 19

Esophageal dilatation 5.6(2.9,10.2) 17 14

Interstitial lung disease 4.5 (3.4, 5.8) 18 8

Anti-PM-SCL antibody 2.4(1.9,7.1) 19 20°

Pulmonary arterial hypertension 1.2(0.9, 1.5) 20 15

Carbon monoxide diffusion capacity (DLCO) 1.5(1.1, 2.0) 21 16

Forced vital capacity (FVC) 0.9 (0.6, 1.3) 22 20°

Johnson SR, et al. Arthritis Care Res (Hoboken). 2012 Mar;64(3):358-67.
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Classification of “Systemic Sclerosis”

ACR / EULAR

“Systemic Sclerosis”

YYES TYES

Entry Exclusion Absolute Multi-Criteria .
Criterion > Criteria p Criteria ™| Decision |==» ‘:Trr?reeestr?ol o

Analysis
NO YES
NO

Not “Systemic Sclerosis”
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e
Ranking of cases with a spectrum of

probabilities as having SSc
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Derivation sample

Validation sample

Item SSc Scleroderma- p-value SSc Scleroderma- p-value
like disorder like disorder
N= 100 100 - 268 137 -
Age 55 (13) 51 (15) 0.05 54 (13) 52 (15) 0.17
Female 86 79 (79%) 0.25 221 101 (75%) 0.08
(86%) (83%)

Region

North America 50 50 - 191 91 (32%)

(68%) o
Europe 50 50 46 (37 %) 0.32
77 (63%)
Time since onset of 13 (7- 12 (4-18) 0.42 9 (5-18) 10 (4-22) 40
Raynaud’s (years) 18)
Time since first non- 10 (4- 9 (2-14) 0.58 7 (3-12) 7 (3-15) -89
Raynaud’s symptom 13)
(years)
Time since diagnosis 8 (3-12) 6 (1-9) 0.10 5 (2-11) 4 (1-7) .016
(years)
Scleroderma-like
disorders 28 (28%) 32 (23%)
systemic lupus
erythematosus
polymyositis/ 23 (23%) 21 (159%)
dermatomyositis
primary Raynaud’s 19 (19%) 7 (5%)
syndrome
mixed connective tissue 9 (99%) 14 (10%)
disease
undifferentiated connective 8 (8%) 17 (12%)
tissue disease
eosinophilic fasciitis 6 (69%) 16 (129%)
nephrogenic sclerosing 3 (3%) 3 (2%)
fibrosis
generalized morphea 5 (5%) 8 (69%)
scleromyxedema 1 (19) 3 (29%)
graft versus host disease 3 (3%) 3 (2%)
other diagnoses 8 (89%) 13 (9%)
Manifestations
Raynaud’s phenomenon 91 49 (49%) <0.0001 257 63 (46%) <0.0001
(91%) (96%)

Autoantibodies 68 7 (7%) <0.0001 137 15 (11%) <0.0001



These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9

extending proximal to the
metacarpophalangeal joints

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

Whole Finger, distal to MCP
Finaér tip lesions Dig'i'fal Tip'UIcers

(only count the highest score) Pitting Scars

Teléhgiect'éi'sia

Abnormal nailfold capillaries

N NN W N A

Pul'ﬁionary"érterié'luhypeﬁénsioﬁ ‘and/or
Interstitial lung Disease

Raj}ﬁaud’é'bhenci'r'henon""

Scleroderma related antibodies

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase Il)

TOTAL SCORE*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. » Add the maximum weight (score) in each category to calculate the total score.




. J
Sensitivity and Specificity on
ACR-EULAR Classification Criteria for SSc

Derivation sample

Validation sample

(N=200) (N=405)

Sensitivity Specificity Sensitivity Specificity

(95% ClI) (95% ClI) (95% CI) (95% CI)
1980 ARA SSc Criteria .80 (.72-.87) .77 (.68-.84) .75 (.70-.80) .72 (.64-.79)
2001 LeRoy and Medsger .76 (.68-.84) .69 (.68-.84) .75 (.70-.80) .78 (.70-
criteria .85)
2013 SSc Criteria 95 (.90-.98) .93 (.86-.97) .91 (.87-.94) .92 (.86-.96)
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Item

Definition

Skin thickening

Skin thickening or hardening not due to scarring after
injury, trauma, etc.

Puffy fingers

Swollen digits - a diffuse, usually nonpitting increase in
soft tissue mass of the digits extending beyond the
normal confines of the joint capsule. Normal digits are
tapered distally with the tissues following the contours of
the digital bone and joint structures. Swelling of the digits
obliterates these contours. MNot due to other reasons
such as inflammatory dactylitis.

Finger tip ulcers or pitting scars

Ulcers or scars distal to or at the PIP joint not thought to
be due to trauma. Digital pitting scars are depressed
areas at digital tips as a result of ischemia, rather than
trauma or exogenous causes.

Telangiectasia

Telangiectasia(e) in a scleroderma like pattern are round
and well demarcated and found on hands, lips, inside of
the mouth, and/or large matt-like telangiectasia(e).
Telangiectasiae are visible macular dilated superficial
blood vessels; which collapse upon pressure and fill
slowly when pressure is released; distinguishable from
rapidly filling spider angiomas with central arteriole and
from dilated superficial vessels.

Abnormal nailfold capillary pattern
consistent with SSc

Enlarged capillaries and/or capillary loss with or without
peri-capillary hemorrhages at the nailfold and may be
seen on the cuticle.

Pulmonary arterial hypertension

Pulmonary arterial hypertension diagnosed by right heart
catheterization according to standard definitions.

Interstitial lung disease

Pulmonary fibrosis on HRCT or chest radiograph, most
pronounced in the basilar portions of the lungs, or
presence of ‘Velcro’ crackles on auscultation not due to
another cause such as congestive heart failure.

Raynaud’s phenomenon

Self report or reported by a physician with at least a two-
phase color change in finger(s) and often toe(s)
consisting of pallor, cyanosis and/or reactive hyperemia
in response to cold exposure or emotion; usually one
phase is pallor.

Scleroderma specific antibodies

Anti-centromere antibody or centromere pattern on
antinuclear antibody (ANA) testing; anti-topoisomerase |
antibody (also known as anti-Scl70 antibody); or anti-
RMNA polymerase Ill antibody. Positive according to local
laboratory standards.

Defini-
tions of
terms



Classification criteria

 They are not diagnostic criteria but hopefully
are close

 Thus early patients may not be classified

e Classification criteria do not equal diagnositic
criteria, so it is possible that some patients
may be diagnosed with SSc but don’t meet the
ACR / EULAR SSc classification criteria
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1
Use of the ACR / EULAR SSc classification

criteria

e Exclusion criteria
— You know there is a different disease

— Absence of sclerodactyly (ever) if skin involvement
is elsewhere

e Absolute inclusion criterion

— Scleroderma skin involvement with sclerodactyly
and contiguous skin involvement proximal to the
MCPs
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Caveats for ACR / EULAR SSc classification criteria

e Mark highest score in each category
* Not all centers have access to RNApolymerase Il Ab

e Don’t apply criteria if you don’t think patient has SSc or
have a better explanation

— Such as generalized morphea

 You can have more than one connective tissue disease
(CTD) so a patient can have an overlap with SSc as one
of the diseases and some patients with mixed
connective tissue disease may be classified with SSc
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1]
Conclusions

 There is a need to effectively classify SSc patients
e (Classification systems have evolved over the years
with advancing technology

— Capillaroscopy, autoantibodies, new methodologies

e Patients can be classified with more than one disease
with the ACR / EULAR SSc classification criteria (i.e.,
overlaps)

e You have to do some math!

e Current classification includes more patients who
would not have been classified by previous criteria
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Conclusions about 2013 ACR/EULAR SSc
classification criteria

* |tems

* |tems

* |tems

nave good

nave good

nave good

face validity
discriminant validity

construct validity

 The sensitivity and specificity of the
ACR/EULAR SSc classification criteria are
better than previous criteria

(

AMERICAN COLLEGE
OF RHEUMATOLOGY
EDUC. .
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Using the 2013 ACR / EULAR SSC
Classification Criteria

* Apply the criteria for SSc, if appropriate

eular



These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Sclerodactyly,
Raynaud'’s,
+ anti-centromere,
pulmonary arterial
hypertension

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9

extending proximal to the

metacarpophalangeal joints

Skin thickening of the fingers Puffy fingers 2

(only count the highest score)

Whole Finger, distal to MCP 4

i i TR —— e

(only count the highest score) Pitting Scars 3
D sy
R R
T e e e e

Interstitial lung Disease
T e S
s R

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lII)

TOTAL SCORE*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. » Add the maximum weight (score) in each category to calculate the total score.




These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Sclerodactyly 4,
Raynaud’s 2,
+ anti-centromere 3,
pulmonary arterial
hypertension, ILD 2

Score 11

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9

extending proximal to the

metacarpophalangeal joints

Skin thickening of the fingers Puffy fingers 2

(only count the highest score)

Whole Finger, distal to MCP 4

i i TR —— e

(only count the highest score) Pitting Scars 3
D sy
R R
T e e e e

Interstitial lung Disease
T e S
s R

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lII)

Yes, criteria are
met

TOTAL SCORE*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. » Add the maximum weight (score) in each category to calculate the total score.




. These criteria are applicable to any patient considered for inclusion in a SSc study.
2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /

Score
Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints Sclerodactyly,
Skin thickening of the fingers Puffy fingers 2 GERD, dilated
(only count the highest score) esophagus,

Whole Finger, distal to MC 4 dysphagia

i eveesssma e evvesmeeeeeene i i Uicars™ : eveesssm e 5 RNA polymerase IIl,
(only count the highest score) Pitting Scars 3 Scleroderma
TelanglectaSIa e A s e s eedeseeasssaasassssseasssassstsssssssssnsasaassians R 2 renal crls's
R 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints
SKin thickening of the fingers Puffy fingers 2
(only count the highest score)

Whole Finger, distal to MC 4
B v issions™ erneeeeaa s v Bieitai i Uisare™ e 5=
(only count the highest score) Pitting Scars 3
ol eeteeee s s eemeeee s 5
o e e 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁ'éndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.

Sclerodactyly, 4
GERD, 0
dilated esophagus,0
dysphagia 0
RNA polymerase lii
3a
Scleroderma renal
crisis 0

Total score 7,
SSc criteria not
met



These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints
SKin thickening of the fingers Puffy fingers 2
(only count the highest score)

Whole Finger, distal to MC 4
B v issions™ erneeeeaa s v Bieitai i Uisare™ e 5=
(only count the highest score) Pitting Scars 3
ol eeteeee s s eemeeee s 5
o e e 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.

Sclerodactyly just
to PIP,

GERD, dilated
esophagus,
dysphagia

RNA polymerase li,

RNP+

Scleroderma renal

crisis



. These criteria are applicable to any patient considered for inclusion in a SSc study.
2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9 Sclerodactyly
extending proximal to the .
metacarpophalangeal joints GEjogt to PIP, 0
SKin thickening of the fingers Puffy fingers 2 ] ’
(only count the highest score) dilated esoPhag us
Whole Finger, distal to MC 4 0,
erneeeeeneeesnnns erneeeeesaeeesenns evreeeeeseesses e eemaseeseens evreeeeesaeessenns : erneeeeesaeeesenns dvsphaqia 0
Finger tip lesions Digital Tip Ulcers 2 ysphag
, - RNA polymerase
(only count the highest score) Pitting Scars 3 I 3
TelanglectaSIa sssereBEEIIRRaRESLES A ssssreBEEIIRRasESLES sssereBEEBIRRaRESLES 2 RNP+ 0 )
T evemeeeesessae e evvmeeeeeesmas evvmeeeeeesmas 5 Scleroderma renal
Pulmonary arteriai hypertension and/or T T 2 crisis 0
Interstitial lung Disease
Ra%aud’é."bhend'r'henon"" """ o T . 3
Scleroderma related antibodies 3
Total 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




. These criteria are applicable to any patient considered for inclusion in a SSc study.
2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9 SCIerOdaCtyly’
extending proximal to the Raynaud’s,
metacarpophalangeal joints + anti-
SKin thickening of the fingers Puffy fingers 2 centromere
(only count the highest score) .

‘ ‘ dysphagia,

Whole Flnger, distal to MC 4 dilated nailfold

B v issions™ erneeeeaa s v Bieitai i Uisare™ : ereeeeenaesssnes 5= capillaries,
(only count the highest score) Pitting Scars 3 calcinosis
ol eeteeee s s eemeeee s 5
o e e 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9
extending proximal to the Sclerodactyly 4,
metacarpophalangeal joints Raynaud’s 3
J
SKin thickening of the fingers Puffy fingers 2 + anti-
| t the highest
(only count the highest score) centromere 3,
Whole Finger, distal to MC 4 Dysphagia 0
sassssmsmsssssnannnn e sassssmsssssssasnnnn AEssRsEssssssssssssEsEsEsEssssaRanEE sassssmssassssaannnn BEssEssssssssssssEsEsEsssssasnEn e ,
Finger tip lesions Digital Tip Ulcers 2 dilated nailfold
(only count the highest score) Pitting Scars 3 capillaries 2,
o S v sess s eeemee e s = calcinosis 0
T evemeeeesessae e evvmeeee s eeseR AR 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """"" T 2
Interstitial lung Disease
Ra%aud’é'bhend}'ﬁenonm """ o Crmmmmmm—— 3
Scleroderma related antibodies 3 Total score 12

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Iltems Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9 Modified
extending proximal to the ]
metacarpophalangeal joints Rodnan skin
Skin thickening of the fingers Puffy fingers 2 Al ?f 20
(only count the highest score) including
Whole Finger, distal to MCP 4 finger

Finger tip |eSi0nS .......... Digltal Tip UlcerS ..... e T T T I T T T LI I I I I 2 Involvem,ent
(only count the highest score) Pitting Scars 3 Raynaud’s

S, ettt ANA
Telangiectasia 2

e et et nucleolar
Abnormal nailfold capillaries 2 GERD
Pullr"r'lonari}"érteriélluhypeﬁénsioﬁ'éndxolrm """""""""" 2 ILD
Interstitial lung Disease
Ra%aud’é'bhend'r'henonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lIl)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc. Modified
Items Sub-items Weight / Rodnan skin
Score score of 20
Skin thickening of the fingers of both hands 9 including finger
extending proximal to the involvement 9

metacarpophalangeal joints Raynaud’s 3
SKin thickening of the fingers Puffy fingers 2 ANA nucleolar 0

(only count the highest score)

Whole Finger, distal to MC 4 GERD 0

R R e N . N ILD 2
Finger tip lesions Digital Tip Ulcers 2
(only count the highest score) Pitting Scars 3
o S v sess s S evemeeeeeesmas = Total score 14
T evemeeeesessae e evvmeeeeeesmas evvmeeeeeesmas 5
Pulmonary arteriai hypertension and/or T T 2 NB criterion is
Interstitial lung Disease met for skin
Ra%aud’é'bhend}'ﬁenonm """ o T . 3 thickening

Scleroderma related antibodies Trmm—™” Tr— r— 3 proximal to MCP

e x ,
(any of anti-centromere, anti-topoisomerasel so criteria don t
[anti-ScL 70], anti-RNA polymerase 1) need to be applied

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints L
o Modified
SKin thickening of the fingers Puffy fingers 2 .
(only count the highest score) Rodnan skin
Whole Finger, distal to MC 4 score of 20 and
Finéér iip — cererreaeensaerns cererenernanranees D]g.i.féil TipUIcerS ..... vt sesesbeae s nasaanans 5 -no f|nger
: o involvement
(only count the highest score) Pitting Scars 3
eeeeeeereessnnns eeemeeeee s eeemee e s ever
Telangiectasia 2
e e 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁ'éndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score Il;noglfled y
nan In
Skin thickening of the fingers of both hands 9 odnan s
extending proximal to the score of 20 and
metacarpophalangeal joints no finger
Skin thickening of the fingers Puffy fingers 2 involvement
(only count the highest score) ever
Whole Finger, distal to MC 4
T — v evsmeeeseesnaanns Bieita i Uieara™ evemeee e 5
(only count the highest score) Pitting Scars 3 ,
e eeeeeraseessenes eeeereeeesses et sssenes ettt bttt st reeessseees 5 Don’t apply
e R et et the criteria
Abnormal nailfold capillaries 2 N/A
Pullr"r'\onari}"érteriélluhyper't'énsioﬁ'éndiolrm """"" T 2 Skin
Interstitial lung Disease . .
R R e e thickening
R"“‘f[‘a“d ?’llf’he”‘ff‘e”"”"" ................................. 3 sparing the
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

fingers are
not cl

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints No skin
Skin thickening of the fingers Puffy fingers 2 involvement
(only count the highest score) ever
J
Whole Finger, distal to MC 4 Telangiectasia
J
Finger tip lesions Digital Tip Ulcers 2 PAH,
(only count the highest score) Pitting Scars 3 Raynaud'’s,
o eeemeeeee s eeemee e s = +ANA
e e 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁ'éndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score No skin
Skin thickening of the fingers of both hands 9 involvement
extending proximal to the ever 0,
metacarpophalangeal joints Telangiectasia
SKin thickening of the fingers Puffy fingers 2 2 PAH 2
J H

(only count the highest score)

Raynaud’s 3,

Whole Finger, distal to MC 4 +ANA 0
Finger tip lesions Digital Tip Ulcers 2
(only count the highest score) Pitting Scars 3
S eeeeeeee s eeeeeeesss e 5
R 5 R P
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """""""""" 2
Interstitial lung Disease SSc Criteria
Raynaud’s phenomenon 3 are not
Scleroderma related antibodies T 3 currently met

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9 No skin
extending proximal to the involvement
metacarpophalangeal joints ever
J
SKin thickening of the fingers Puffy fingers 2 Telangiectasia
(only count the highest score) PAH ’
Whole Finger, distal to MC 4 R ayl; aud’s
cerererrreresssssees cerererrrerssesssae . eerererrrenesssssnes eeeeeeereeeeeeeesssssssssssssnaaaaa J
Finger tip lesions Digital Tip Ulcers 2 +ANA, +anti-
(only count the highest score) Pitting Scars 3 centromere Ab
o eeemeeeee s eeemee e s =
e e 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score )
— No skin
Skin thickening of the fingers of both hands 9 . | t
extending proximal to the Invoivemen
metacarpophalangeal joints ever 0,
Skin thickening of the fingers Puffy fingers 2 Telangiectasia
(only count the highest score) 2, PAH 2,
Whole Finger, distal to MC 4 Raynaud’s 3,
T — v evsmeeeseesnaanns Bieita i Uieara™ evemeee e 5 +ANA 0,
(only count the highest score) Pitting Scars 3 +anti-
Te|angiectaSia SesesssEENNEEsssesssEEEENNEas I essssERERNEERNsaseEsEERRRERaRRssnES SesssssEENNEEssesssEEEaNNEREsessssanRaRaRREsassssanEERRRRRRaRssES 2 centromere Ab
e e 5 3
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3 Total 10
s 1 — otal score
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score )
— No skin

Skin thickening of the fingers of both hands 9 . | t
extending proximal to the Invoivemen
metacarpophalangeal joints ever,
Skin thickening of the fingers Puffy fingers 2 Telangiectasia,
(only count the highest score) ILD, PAH,

Whole Finger, distal to MC 4 Raynaud’s,
T — v evsmeeeseesnaanns Bieita i Uieara™ evemeee e 5 +ANA
(only count the highest score) Pitting Scars 3 +Scl70 (topo1)
o eeemeeeee s eeemee e s =
e e 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score )
— No skin
Skin thickening of the fingers of both hands 9 . | t
extending proximal to the Invoivemen
metacarpophalangeal joints ever 0,
Skin thickening of the fingers Puffy fingers 2 Telangiectasia
(only count the highest score) 2,
Whole Finger, distal to MC 4 ILD and PAH 2,
T — v evsmeeeseesnaanns Bieita i Uieara™ v 5 Raynaud’s 3,
(only count the highest score) Pitting Scars 3 +ANA 0,
TelanglectaSIa sssereBEEIIRRaRESLES A T 2 +Sc|70 (topo1) 3
T evemeeeesessae e evvmeeee s eeseR AR 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁ'éndiolrm """"" T 2
Interstitial lung Disease
Ra%aud’é'bhend}'ﬁenonm """ o Crmmmmmm—— 3 Total 10
s 1 — otal score
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

Not PAH and/or
ILD count total of

TOTAL SCOREA*:

2

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.
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1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the No skin
metacarpophalangeal joints )

o involvement
SKin thickening of the fingers Puffy fingers 2
(only count the highest score) ever, . .

Whole Finger, distal to MC 4 Telangiectasia,
S — R S—— e - PAH,
inger tip lesions igital Tip Ulcers

9erip . ot TP Raynaud’s,
(O G g 00T e T O - +ANA, dilated
e °. capillaries at
Abnormal nailfold capillaries 2 nailbeds in past
Pulmonary arteriai hypertension and/or T 2 (well
Interstitial Iung Disease documented)
Ra%aud’é."bhend'r'henon"" """ o T . 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9
extending proximal to the No skin

metacarpophalangeal joints )
involvement ever, 0

SKin thickening of the fingers Puffy fingers 2 Tel iectasia. 2
(only count the highest score) elangiectasia,
Whole Finger, distal to MC 4 PAH, 2
i e e e e 5 Raynaud’s, 3
inger tip lesions igital Tip Ulcers
. N +ANA, 0
(only count the highest score) Pitting Scars 3 dilated capillari es at
ol eeeeeeesaeessanns evreeeees s sss e eesenes eeeeeeesaeessanns eeeeeeesaeensanns 5 nailbeds in past
T e erreeeeeseessss s s ssnes evreeeeenmeessanes eveeeeesaeessanes 5 (weII documented)
Pullr"r'\onari}"érteriélluhyper't'énsioﬁ'éndiolrm """"" T T 2 2
Interstitial lung Disease
Ra%aud’é'bhend}'ﬁenonm """ o T . 3
Scleroderma related antibodies 3 Total score 9

(any of anti-centromere, anti-topoisomerasel riter: -
[anti-ScL 70], anti-RNA polymerase |lI) C tte a are
me

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9
extending proximal to the .
metacarpophalangeal joints Puffy fingers,
Skin thickening of the fingers Puffy fingers 2 Raynaud’s,
(only count the highest score) Abnormal
Whole Finger, distal to MC 4 nailfold cap,
Flnger tlp leSlonS P — P Dlgltal Tlp Ulcers ..... R —— 2 +ANA
(only count the highest score) Pitting Scars 3 New dy3phag|a
USS— SRR et bbbt et retrosterna"y’
Telangiectasia 2
500 - Scleroderma
normal naitio’e capfaries e renal crisis
Pulmonary arterial hypertension and/or 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9
extending proximal to the .
metacarpophalangeal joints Puffy fingers, 2
Skin thickening of the fingers Puffy fingers 2 Raynaud’s, 3
(only count the highest score) Abnormal
Whole Finger, distal to MC 4 nailfold cap, 2

Flnger tlp |eSlonS P — P Dlgltal Tlp Ulcers ..... R —— 2 +ANA 0
(only count the highest score) Pitting Scars 3 New dy8phag|a

USS— SRR et et et retrosterna"y’ 0
Telangiectasia 2
s R S, - Scleroderma

normal naitio’e capfaries e e renal crisis 0
Pulmonary arterial hypertension and/or 2
Interstitial lung Disease
Raynaud’s phenomenon o Crmmmmmm—— 3
Scleroderma related antibodies 3 Total score 7

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

Criteria are not
met

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /

Score
Skin thickening of the fingers of both hands 9 .
extending proximal to the Puffy fingers,
metacarpophalangeal joints Raynaud’s

)
Skin thickening of the fingers Puffy fingers 2 Abnormal
| t the highest .
(only count the highest score) nailfold cap,
Whole Finger, distal to MC 4 +ANA

T — v evsmeeeseesnaanns Bieita i Uieara™ : evveeesesaas 5 New dysphagia
(only count the highest score) Pitting Scars 3 retrosternally,
o S v sess s S evemeeeeeesmas = e
Abnormalnai]f0|dcapi"aries ..... TR p— e — e — 2 renal crisis,
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """"" T T 2 tendon friction
Interstitial lung Disease rubs
Ra%aud’é."bhend'r'henon"" """ o T . 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints
SKin thickening of the fingers Puffy fingers 2
(only count the highest score)

Whole Finger, distal to MC 4
B v issions™ erneeeeaa s v Bieitai i Uisare™ e 5=
(only count the highest score) Pitting Scars 3
ol eeeeeeesaeessanns evreeeees s sss e eesenes eemeeee s 5
T e erreeeeeseessss s s ssnes erseeee s s 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁ'éndiolrm """"" T 2
Interstitial lung Disease
Ra%aud’é'bhend}'ﬁenonm """ o Crmmmmmm—— 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.

Puffy fingers, 2
Raynaud’s, 3
Abnormal nailfold
cap, 2

+ANA 0

New dysphagia
retrosternally, 0
Scleroderma
renal crisis, 0
tendon friction
rubs 0

Total score 7
Criteria are not
met



1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints Puffy fingers,
Skin thickening of the fingers Puffy fingers 2 Raynaud’s,
(only count the highest score) Abnormal
Whole Finger, distal to MC 4 nailfold cap
J
B v issions™ erneeeeaa s v Bieitai i Uisare™ vt 5= +ANA 0
(only count the highest score) Pitting Scars 3 New dysphagia
ol eeteeee s s eemeeee s 5 retrosternally, 0
Abnormalnal]f0|dcap|]|arles ......................... 2 Sclerod.er-ma
Pulmonary arterial hypertension and/or T 2 renal crisis, 0
Interstitial lung Disease +RNAp°| 1
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /

Score
Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints Puffy fingers, 2
Skin thickening of the fingers Puffy fingers 2 Raynaud’s, 3
(only count the highest SCO!’E} Abnormal naiIfOId

Whole Finger, distal to MC 4 cap 2
J

B v issions™ erneeeeaa s v Bieitai i Uisare™ ereeeeenaesssnes 5= +ANA 0
(only count the highest score) Pitting Scars 3 New dysphagia
ol eeeeeeesaeessanns evreeeees s sss e eesenes eeeeeeesaeessanns eeeeeeesaeensanns 5 retrosternally, 0
Abnormalnal]f0|dcapll|arles ..... . erreermsmsasesanas erreermsmsasesanas 2 Sclerod.er-ma
Pulmonary arterial hypertension and/or T T 2 renal crisis, 0
Interstitial lung Disease +RNAp°| I3
Raynaud’s phenomenon o T . 3
Scleroderma related antibodies R T T 3 Total score 10

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score )

_ Puffy fingers,
Skin thickening of the fingers of both hands 9 R d’
extending proximal to the aynaud's,
metacarpophalangeal joints Abnormal
Skin thickening of the fingers Puffy fingers 2 nailfold cap,
(only count the highest score) +ANA

Whole Finger, distal to MC 4 New dysphagia
i eveesssma e evvesmeeeeeene i i Uicars™ : eveesssm e 5 retrosternally,
(only count the highest score) Pitting Scars 3 Scleroderma
TelangiectaSia sssssssssanansssanss sessssssssnassssessnnasannnnnassssns sssssssssanansssanss sssssssssanansssanss 2 renal crls‘s,

eeeeemmmaeeeeee eeeessmmaeeeeee eveesm e seeeeesssam e eveessmmaeeeee eveessammaeeeeee +
Abnormal nailfold capillaries 2 RNApol _"I’_

R R e R R tendon friction
Pulmonary arterial hypertension and/or 2 rubs
Interstitial lung Disease Di 't, ul

s s s s s Igital uicers
Raynaud’s phenomenon 3 g
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score )

— Puffy fingers, 2
Skin thickening of the fingers of both hands 9 R d’s. 3
extending proximal to the aynaud's,
metacarpophalangeal joints Abnormal
Skin thickening of the fingers Puffy fingers 2 nailfold cap, 2
(only count the highest score) +ANA 0

Whole Finger, distal to MC 4 New dysphagia
i S S e i Gisers ™ S 5 retrosternally, 0
(only count the highest score) Pitting Scars 3 Scleroderma
TelangiectaSia sssssssssanansssanss sessssssssnassssessnnasannnnnassssns sssssssssanansssanss sssssssssanansssanss 2 renal crls‘s, 0

eeeeeeeeeeeeesenees eeeeeeeeeeeseeneees SR eeeeeeeeeeeeseenees eeeeeeeeeeeeeeenees +
Abnormal nailfold capillaries 2 RNApol _"I’_ 3
e i T — R e 5 tendon friction

ulmonary arterial hypertension and/or
Interstitial lung Disease B’!b_st’ ? | 2

— R — — — S— igital ulcers
Raynaud’s phenomenon 3 g
Scleroderma related antibodies 3

Total score 12
(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /

Score
Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints Sclerodactyly
Skin thickening of the fingers Puffy fingers 2 dital to PIPs,
(only count the highest score) Raynau d’s

)
Whole Finger, distal to MC 4 Abnormal

B v issions™ erneeeeaa s v Bieitai i Uisare™ : ereeeeenaesssnes 5= nailfoldicapin
(only count the highest score) Pitting Scars 3 past, +ANA with
ol eeeeeeesaeessanns evreeeees s sss e eesenes eeeeeeesaeessanns eeeeeeesaeensanns 5 anti-centromere
Abnormalnal]foldcapluarles ..... errerasmsmssesasessssnsnsnasasanne errerneemasannenn errernsmemasasenenn 2 p?tt.ern, -
Pulmonary arterial hypertension and/or T T 2 Digital pitted
Interstitial lung Disease scars
Raynaud’s phenomenon o T . 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints Sclerodactyly
Skin thickening of the fingers Puffy fingers 2 dital to PIPs, 0
(only count the highest score) Rayn aud’s. 3
H
Whole Finger, distal to MC 4 Abnormal
B v issions™ erneeeeaa s v Bieitai i Uisare™ : ereeeeenaesssnes 5= nailfold o i
(only count the highest score) Pitting Scars 3 past, 2
ol eeeeeeesaeessanns evreeeees s sss e eesenes eeeeeeesaeessanns eeeeeeesaeensanns 5 +ANA with anti-
Abnormalna”foldCapluarles ..... errerasmsmssesasessssnsnsnasasanne errerneemasannenn errernsmemasasenenn 2 centromere
Pulmonary arterial hypertension and/or T T 2 pa_att.ern, 3
Interstitial lung Disease Dlglta| pltted
Ra%aud’é."bhend'r'henon"" """ o T . 3 scars 3
Scleroderma related antibodies 3

Total score 11
(any of anti-centromere, anti-topoisomerasel

[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




. These criteria are applicable to any patient considered for inclusion in a SSc study.
2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9

extending proximal to the
metacarpophalangeal joints

SKin thickening of the fingers Puffy fingers 2 S_CIerOdaCtyly
(only count the highest score) dital to PIPs,
Whole Finger, distal to MC 4 Raynaud’s,
ceveereaernnaenns cererreaeensaerns vttt see e snaeas ceveereaernsaenns . ceveereaeensaenns + i =
Finger tip lesions Digital Tip Ulcers 2 Al‘::A with anti
centromere
(only count the highest score) Pitting Scars 3 . .
U e Telangiectasia,
L ° ... calcinosis
Abnormal nailfold capillaries 2
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Sclerodactyly
dital to PIPs, 0
Raynaud’s, 3
+ANA with anti-

centromere 3
Telangiectasia, 2

calcinosis 0

Total score 8
SSc criteria not

met

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints
SKin thickening of the fingers Puffy fingers 2
(only count the highest score)

Whole Finger, distal to MC 4
B v issions™ erneeeeaa s v Bieitai i Uisare™ e 5=
(only count the highest score) Pitting Scars 3
ol eeteeee s s eemeeee s 5
o e e 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints Sclerodactyly
Skin thickening of the fingers Puffy fingers 2 whole fingers
(only count the highest score) and tight mouth
Whole Finger, distal to MC 4 and face,
S — P — T T T — T T—— J
Finger tip lesions Digital Tip Ulcers 2 Raynaud’s,
(only count the highest score) Pitting Scars 3 +ANA with anti-
ES— SRR s et TR centromere
Telangiectasia 2 . .
i e e - Telangiectasia,
LA e i calcinosis
Pulmonary arterial hypertension and/or 2
Interstitial lung Disease
Raynaud’s phenomenon o Crmmmmmm—— 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Sclerodactyly
whole fingers and
tight mouth and
face, 4

Raynaud’s, 3
+ANA with anti-

centromere 3

Telangiectasia, 2
calcinosis 0

Total score 12

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints
SKin thickening of the fingers Puffy fingers 2
(only count the highest score)

Whole Finger, distal to MC 4
B v issions™ erneeeeaa s v Bieitai i Uisare™ e 5=
(only count the highest score) Pitting Scars 3
ol eeeeeeesaeessanns evreeeees s sss e eesenes eemeeee s 5
T e erreeeeeseessss s s ssnes erseeee s s 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁ'éndiolrm """"" T 2
Interstitial lung Disease
Ra%aud’é'bhend}'ﬁenonm """ o Crmmmmmm—— 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




. These criteria are applicable to any patient considered for inclusion in a SSc study.
2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9

extending proximal to the
metacarpophalangeal joints

Sclerodactyly

whole fingers

and continous
proximal to

SKin thickening of the fingers Puffy fingers 2
(only count the highest score)

Whole Finger, distal to MC 4
e R R s . R 5 MCPs to hand,
inger tip lesions igital Tip Ulcers

gertip 9 P Raynaud’s,
(only count the highest score) Pitting Scars 3 +ANA
o eeemeeeee s eeemee e s = Telangiectasia,
e e 5 calcinosis
Pulmonary arterial hypertension and/or T 2 Needing repeat
Interstitial |ung Disease esophageal
Raynaud’s phenomenon o T . 3 dilations
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




. These criteria are applicable to any patient considered for inclusion in a SSc study.
2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9

extending proximal to the
metacarpophalangeal joints

Sclerodactyly

whole fingers

and continous
proximal to

SKin thickening of the fingers Puffy fingers 2
(only count the highest score)

calcinosis 0

Whole Finger, distal to MC 4
R R S R MCPs to hand, 9
Finger tip lesions Digital Tip Ulcers 2 Raynaud’s, 3
(only count the highest score) Pitting Scars 3 +ANA 0 ,
Telangiectasia 2 Telangiectasia,2
2
=

Needing repeat
Interstitial lung Disease esophageal

Raynaud’s phenomenon 3 dilations 0
Scleroderma related antibodies 3
(any of anti-centromere, anti-topoisomerasel Total score 14

[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score Tlgh!i sk|f|_1 but
ring ringer
Skin thickening of the fingers of both hands 9 sparing gers
extending proximal to the and hands,
metacarpophalangeal joints Monoclonal
SKin thickening of the fingers Puffy fingers 2 gammapathy,
(only count the highest score) neg ANA,
Whole Finger, distal to MC 4 Neg ENA
T — v evsmeeeseesnaanns Bieita i Uieara™ : evveeesesaas 5 No Raynaud’s
(only count the highest score) Pitting Scars 3 Weight loss
TelanglectaSIa erresasnsnasasannn eeeerasasssesasessssssssesasasanrs errernsnenasasasns erresnsnsnasasanns 2 No dysphagla
AbﬁbrmmHéi]fddéapi"aﬁés ..... eemenretemeneseseaeeenenaseneans eeeeemreeeeeneanens ceememreeeeeneanens 5 No -dllat.ed
— - — P ——— — — capillaries
Pulmonary arterial hypertension and/or 2
Interstitial lung Disease
Raynaud’s phenomenon o T . 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints
SKin thickening of the fingers Puffy fingers 2
(only count the highest score)

Whole Finger, distal to MC 4
B v issions™ erneeeeaa s v Bieitai i Uisare™ e 5=
(only count the highest score) Pitting Scars 3
ol eeeeeeesaeessanns evreeeees s sss e eesenes eemeeee s 5
T e erreeeeeseessss s s ssnes erseeee s s 5
PuI'r"r'\onari}"érterié'I"hyper't'énsioﬁ'éndiolrm """"" T 2
Interstitial lung Disease
Ra%aud’é."bhend'r'henon"" """ o Crmmmmmm—— 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.

Tight skin but
sparing fingers
and hands,
Monoclonal
gammapathy,
neg ANA,

Neg ENA

No Raynaud’s
Weight loss
No dysphagia
No dilated
capillaries

Do not apply
criteria, no hand
involvement
ever with skin
involvement
elsewhere —
suspect another
diagnosis



. These criteria are applicable to any patient considered for inclusion in a SSc study.
2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the SLE with +ANA
metacarpophalangeal joints ] ’
SKin thickening of the fingers Puffy fingers 2 LD
(only count the highest score) +cent|:omere_ Ab

Whole Finger, distal to MC 4 Also finger tip

RS, S e SO, . S ulcers,
Finger tip lesions Digital Tip Ulcers 2 Sclerodactyly
(only countthe highest score) . B PItng SaS e - whole fingers
Telangiectasia 2 Raynaud’s
J

Abnormal nailfold capillaries 2 Telangiectasia,
Pulmonary arterial hypertension and/or T T 2 calcinosis

Interstitial lung Disease Needing repeat

w

..... ) L esophageal

Ra%aud’s phenor'ﬁenonm

Scleroderma related antibodies 3 dilations
(any of anti-centromere, anti-topoisomerasel

[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints
SKin thickening of the fingers Puffy fingers 2
(only count the highest score)

Whole Finger, distal to MC 4
B v issions™ erneeeeaa s v Bieitai i Uisare™ vt 5=
(only count the highest score) Pitting Scars 3
ol eeeeeeesaeessanns evreeeees s sss e eesenes eemeeee s 5
T e erreeeeeseessss s s ssnes erseeee s s 5
PuI'r"r'\onari}"érterié'I"hyper't'énsioﬁ'éndiolrm """"" T 2
Interstitial lung Disease
Ra%aud’é."bhend'r'henon"" """ o Crmmmmmm—— 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.

SLE with +ANA, 0
anti-DNA, 0
+centromere Ab 3
Also finger tip
ulcers, 2
Sclerodactyly
whole fingers 4
Raynaud’s, 3
Telangiectasia, 2
calcinosis 0
Needing repeat
esophageal
dilations 0

Total score 14
Patient has SLE
and SSc overlap



. These criteria are applicable to any patient considered for inclusion in a SSc study.
2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints Sjogren's with
Skin thickening of the fingers Puffy fingers 2 +ANA,
(only count the highest score) centromere Ab

—_— I — e * o *Ro,LaRF
Finger tip lesions Digital Tip Ulcers 2 Puffy whole
(only count the highest score) Pitting Scars 3 fingers
o eeemeeeee s eeemee e s = Raynaud’s,
Abﬁbrmal.Héi]fold.éapilla.l.'iés ......................... 5 TelanglectaSIa,
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """""""""" 2 ILD
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints Sjogren's with
Skin thickening of the fingers Puffy fingers 2 +ANA, 0

(only count the highest score) centromere Ab 3

Whole Finger, distal to MC 4 +Ro, La, RF 0

Finger tip lesions Digital Tip Ulcers 2 Puffy whole
(only count the highest score) Pitting Scars 3 fingers 2
o S v sess s S evemeeeeeesmas = Raynaud’s, 3
Abnormalna”f0|dCaplnarles ..... . erreermsmsasesanas erreermsmsasesanas 2 TelanglectaSIa, 2
Pulmonary arterial hypertension andior T . 2 ILD 2
Interstitial lung Disease
Raynaud’s phenomenon o T . 3 -|£Ot'al SCI?I'e 12
Scleroderma related antibodies R T T 3 _atlent , as

. o Sjogren’s and
(any of anti-centromere, anti-topoisomerasel SS |
[anti-ScL 70], anti-RNA polymerase I11) C overiap

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints Sjogren's with
Skin thickening of the fingers Puffy fingers 2 +ANA,
(only count the highest score) centromere Ab

—_— I — e . *Ro, La, RF
Finger tip lesions Digital Tip Ulcers 2 Puffy whole
(only count the highest score) Pitting Scars 3 fingers
o eeemeeeee s eeemee e s = Raynaud’s,
Abnormalnal]f0|dcap|]|arles ......................... 2 T-elanglectaSIa,
Pulmonary arterial hypertension and/or T 2 dllaFed_
Interstitial lung Disease caplllalres
Rai}ﬁaud’é'bhend'r'henon"" """ o T . 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints
SKin thickening of the fingers Puffy fingers 2
(only count the highest score)

Whole Finger, distal to MC 4
B v issions™ erneeeeaa s v Bieitai i Uisare™ e 5=
(only count the highest score) Pitting Scars 3
ol eeeeeeesaeessanns evreeeees s sss e eesenes eemeeee s 5
T e erreeeeeseessss s s ssnes erseeee s s 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁ'éndiolrm """"" T 2
Interstitial lung Disease
Ra%aud’é'bhend}'ﬁenonm """ o Crmmmmmm—— 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.

Sjogren's with
+ANA, 0
centromere Ab 3
+Ro, La, RF 0

Puffy whole fingers
2

Raynaud’s, 3
Telangiectasia, 2
dilated capillaires 2

Total score 12



. These criteria are applicable to any patient considered for inclusion in a SSc study.
2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus

host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints Sjogren's with
Skin thickening of the fingers Puffy fingers 2 +ANA,
(only count the highest score) centromere Ab

—_— I — e . *Ro, La, RF
Finger tip lesions Digital Tip Ulcers 2 Puffy whole
(only count the highest score) Pitting Scars 3 fingers
o eeemeeeee s eeemee e s = Raynaud’s
e e 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints Sjogren's with
Skin thickening of the fingers Puffy fingers 2 +ANA, 0
(only count the highest score) centromere Ab
Whole Finger, distal to MC 4 3

T — v evsmeeeseesnaanns Bieita i Uieara™ evemeee e 5 +Ro, La, RF 0
(only count the highest score) Pitting Scars 3 Puffy whole
Teléhgieci.é.sia ssss ssssssssssssssssnsns SssssssssssssssssssssssEsEsssEsEsnEE NS ASESAEAS AN NSNS SASAs SN AS NS SAS S SSER SRS SEREREEE 2 ssss fingers 2

errernsemasasanenn errernenemasasenenn . e he e R eaeeseseseseEesssssesesesmssEsssssssesesssnsssssssseseses )
Abnormal nailfold capillaries 2 RaynaUd s3
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """"" T 2
Interstitial lung Disease Total score 8,
Raynaud’s phenomenon o Crmmmmmm—— 3 :"te"a not met
Scleroderma related antibodies T 3 or SSc

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9 Dermatomyositis+
extending proximal to the ANA, +Jo1
metacarpophalangeal joints Puffy whole
SKin thickening of the fingers Puffy fingers 2 fingers
(only count the highest score) Raynaud’s
Whole Finger, distal to MC 4 Digital ulcer

Flnger tlp |eS|0nS S sassasisssnessssenas Dlgltal Tlp .Ulcers ..... P 2 Dll?ted CapI"al'IeS

| te hiah Pitting S 3 which resolved
(O G g 00T e S with treatment of
Telangiectasia 2 myositis
e e 5 Cape like Rash,
Pullr"r'\onari}"érteriélluhypeﬁénsioﬁ andjor 2 IpLhI;) LI
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints
SKin thickening of the fingers Puffy fingers 2
(only count the highest score)

Whole Finger, distal to MC 4
B v issions™ erneeeeaa s v Bieitai i Uisare™ vt 5=
(only count the highest score) Pitting Scars 3
ol eeteeee s s eemeeee s 5
o e e 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁ'éndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.

Dermatomyositis+
ANA, +Jo1 0
Puffy whole
fingers 2
Raynaud’s 3
Digital ulcer 2
Dilated capillaries
which resolved
with treatment of
myositis 2

Cape like Rash, 0
photosensitivity. 0
ILD 2

Total score 11,
BUT you may
choose not to apply
criteria if SSc
overlap is not
suspected and you
think the features
are due to
dermatomyositis



1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9 Dermatomyositis+
extending proximal to the ANA, +Jo1
metacarpophalangeal joints Sclerodactyly
SKin thickening of the fingers Puffy fingers 2 distally to PIPs
(only count the highest score) Raynaud’s
Whole Finger, distal to MC 4 Dilated capillaries

|:|nge,- tlp |eSlonS S sassasisssnessssenas Dlgltal Tlp .Ulcers ..... P 2 W!]|Ch resolved

| he hich Pitting S 3 with treatment of
fonly countthe Highestocors) .. MG SORIS e o Myositis
Telangiectasia 2 Cape like Rash,
e e 5 photosensitivity.
Pulmonary arterial hypertension and/or T 2 152
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder
better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score Dermatomyositis+
Skin thickening of the fingers of both hands 9 ANA, ﬂo;l
extending proximal to the Raynaud’s
metacarpophalangeal joints Digital ulcer
Skin thickening of the fingers Puffy fingers 2 D'I?ted capillaries
(only count the highest score) which resolved
Whole Finger, distal to MC 4 with treatment of
s eeeeeeeeenaee eeeeeeeeeene et eeeneeeeeesaaea S myositis
Finger tip lesions Digital Tip Ulcers 2 Cape like Rash,
(only count the highest score) Pitting Scars 3 photosensitivity.
TelangiectaSia B T T L L L L L L L L L LTI D T LT LT L LI LTI I I I e 2 ILD
ceeeneearenesanees . et A8 R4 8 SRR RS R R A R R R A R R R Tight face and
Abnormal nailfold capillaries e 2 tight fingers
Pulmonary arterial hypertension and/or 2 proximal to MCPs
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score Dermatomyositis+A
Skin thickening of the fingers of both hands 9 NA, +J°1,o
extending proximal to the Raynaud’s 3
metacarpophalangeal joints Digital ulcer 2
Skin thickening of the fingers Puffy fingers 2 D'I?ted cap'"a"es_
(only count the highest score) which resolved with
Whole Finger, distal to MC 4 treatment of

eeeeeeeeeessssenees eeeeeeessessssneees S eeeeeeeesessssseees S myositis 2
Finger tip lesions Digital Tip Ulcers 2 Cape like Rash, 0
(only count the highest score) Pitting Scars 3 photosensitivity. 0
Teléhgieci.é.sia ssss eSS EEEEESESEssEsenEENNNENSessssassaRRSSEasssEssasEaRRERRaEssEEES e ssEESESEEEssEsssnEsERNSNSsesssnssaRRERasassassEnRERRRaEssaEsES 2 ssss ILD 2

ceeerennpesrsaas . et A8 R4 8 SRR RS R R A R R R A R R R Tight face and tight
Ab'j?rmalﬂ?”fddfap'"af?s ..... L 2 fingers proximal to
Pulmonary arterial hypertension and/or 2 MCPs 9
Interstitial lung Disease
Raynaud’s phenomenon T ———— 3 Total score 18
Scleroderma related antibodies A T I 3 Overlap of »

£ anti-cent i4oDOL | dermatomyositis

(any of anti-centromere, anti-topoisomerase and SSc

[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score
Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints
o Puffy
SKin thickening of the fingers Puffy fingers 2 .
(only count the highest score) fingers+ANA,
Whole Finger, distal to MC 4 Raynaud’s
Finéér i lllélsionslm cevenrmerererannas cereneeerrasnannes D]g.i.féil i UIcers ..... cereeeeerererassat e anneaetetenas 5 Dysphag|a
: » Scleroderma
(only count the highest score) Pitting Scars 3 . .
R et et Renal crisis
Telangiectasia 2
e e 5
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """""""""" 2
Interstitial lung Disease
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema

diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the

fingers’ also are not classified as having SSc.

Items Sub-items Weight /
Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints .
SKin thickening of the fingers Puffy fingers 2 PUffy fmgers 2
(only count the highest score) +ANA, 0

Whole Finger, distal to MC 4 Raynaud’s 3
Finéér iip — cererreaeensaerns cererenernanranees D]g.i.féil TipUIcers ..... vt sesesbeae s nasaanans 5 Dysphag|a 0
(only count the highest score) Pitting Scars 3 Scleroderma

R R, T, Renal crisis 0

Telangiectasia 2
e e 5 ] cqaern
Pullr"r'\onari}"érteriélluhyper't'énsioﬁléndiolrm """""""""" 2 SSc criteria not
Interstitial lung Disease met
Ra%aud’é'bhend'r'ﬁenonm """"""""""""" 3
Scleroderma related antibodies 3

(any of anti-centromere, anti-topoisomerasel
[anti-ScL 70], anti-RNA polymerase lll)

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /

Score Puffy fingers 2
Skin thickening of the fingers of both hands 9 +ANA, 0
extending proximal to the Raynaud’s 3
metacarpophalangeal joints Dysphagia 0
SKin thickening of the fingers Puffy fingers 2 Scleroderma

(only count the highest score) Renal crisis 0

Whole Finger, distal to MC 4
T — v evsmeeeseesnaanns Bieita i Uieara™ evveeesesaas 5
(only count the highest score) Pitting Scars 3
o S v sess s S evemeeeeeesmas = Patient returns
T evemeeeesessae e evvmeeeeeesmas evvmeeeeeesmas 5 in two months
Pulmonary arteriai hypertension and/or T T 2 with skin
Interstitial lung Disease tightening to
Raynaud’s phenomenon o T . 3 above the
Scleroderma related antibodies R T T 3 elbows
(any of anti-centromere, anti-topoisomerasel and tendon
[anti-ScL 70], anti-RNA polymerase 1) friction rubs

TOTAL SCOREA*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.




1. These criteria are applicable to any patient considered for inclusion in a SSc study.

2. These criteria are not applicable to patients having a systemic sclerosis-like disorder _

better explaining their manifestations, such as: nephrogenic sclerosing fibrosis, scleredema
diabeticorum, scleromyxedema, erythromyalgia, porphyria, lichen sclerosis, graft versus
host disease, and diabetic chierarthropathy. Patients with ‘Skin thickening sparing the
fingers’ also are not classified as having SSc.

Items Sub-items Weight /

Score Puffy fingers 2
Skin thickening of the fingers of both hands 9 +ANA, 0
extending proximal to the Raynaud’s 3
metacarpophalangeal joints Dysphagia 0
SKin thickening of the fingers Puffy fingers 2 Scleroderma

(only count the highest score) Renal crisis 0

Whole Finger, distal to MC 4
T — v evsmeeeseesnaanns Bieita i Uieara™ evveeesesaas 5
(only count the highest score) Pitting Scars 3
o S v sess s S evemeeeeeesmas = Patient returns
T evemeeeesessae e evvmeeeeeesmas evvmeeeeeesmas 5 in two months
Pulmonary arteriai hypertension and/or T T 2 with skin
Interstitial lung Disease tightening to
Raynaud’s phenomenon o T . 3 above the
Scleroderma related antibodies R T T 3 elbows 9
(any of anti-centromere, anti-topoisomerasel and tendon
[anti-ScL 70], anti-RNA polymerase 1) friction rubs 0

A
TOTAL SCORE*: Total score 14

Patients having a total score of 9 or more are being classified as having definite systemic Criteria now met
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.
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Early symptoms of SSc

e Raynaud's phenomenon

— May precede skin changes and visceral disease by several
years especially in limited SSc

— In dcSSc, RP may begin shortly after or coincident with the
onset of skin disease

— SSc patients may have less hyperaemia than in primary
Raynaud's due to structural vasculopathy in SSc

o Puffy fingers may be the presenting sign in dcSSc

 Malaise, fatigue, arthralgia, myalgia

e Gastroesophageal symptoms or dyspnoea may be the
presenting symptoms
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Which patient does not meet 1980 ACR
SSc classification criteria?

1. Sclerodactyly and digital pits and Raynaud’s,
positive anti-centromere

2. Sclerodactyly and dysphagia and pulmonary
fibrosis

3. Sclerodactyly, Raynaud’s, anti-centromere,
dysphagia, dilated nailfold capillaries, PAH and
calcinosis

4. Modified Rodnan skin score of 20 including finger
involvement

Subcommittee for Scleroderma Criteria of the American Rheumatism Association Diagnostic and Therapeutic Criteria
Committee. Arthritis Rheum 1980; 23:581-90

AMERICAN COLLEGE
OF RHEUMATOLOGY el I a r
DDDDDDDDD « TREATMENT « RESEARCH



Which patient does not meet 1980 ACR
SSc classification criteria?

1. Sclerodactyly and digital pits and Raynaud’s,
positive anti-centromere

2. Sclerodactyly and dysphagia and pulmonary
fibrosis

3. Sclerodactyly, Raynaud’s, anti-centromere,
dysphagia, dilated nailfold capillaries, PAH and
calcinosis

4. Modified Rodnan skin score of 20 including finger
involvement

Subcommittee for Scleroderma Criteria of the American Rheumatism Association Diagnostic and Therapeutic Criteria
Committee. Arthritis Rheum 1980; 23:581-90
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1 |
LeRoy criteria (2001): Classification

criteria early SSc

Raynaud‘s phenomenon (objective)
Plus any one: SSc-type nailfold capillary pattern or SSc
selective autoantibodies

ISSc OR

Raynaud‘s phenomenon (subjective only)
Plus both SSc-type nailfold capillary pattern
and SSc selective autoantibodies

IcSSc | Criteria for ISSc plus distal cutaneous changes

dcSSc | Criteria for ISSc plus proximal cutaneous changes

LeRoy EC and Medsger TA, Jr. J Rheumatol 2001; 28:1573-6.
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S
Subsets of SSc

Puffy fingers, RP,
dilated capillaries
This patient has

limited SSc  Limited SSc

Limited

cutaneous SSc Diffuse cutaneous SSc

SSc sine scleroderma

? Indeterminate subset,
? Overlaps

Adapted from Hachulla E, et al. Clinical Rev Allergy Immunol 2010; Epub ahead of print.
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