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Group Classification criteria
Skin Class Definitions and other criteria

I Diffuse SD 3 Skin involvement proximal to elbows/knees: includes trunk.

I Intermediate SD 2 Skin involvement proximal to MCP/MTP, distal to elbows/
knees: trunk not involved.

III Digital SD 1 Sclerodactyly only: meets ACR minor criteria, but excludes
those without skin involvement.

IV SD sine SD 0 SD capillary pattern or pitting scars and visceral involvement:
no ACA: no telangiectases (T).

V UCTD-SD Oorl UCTD with SD features; see text for complete criteria;
no ACA: no telangiectases.

VI “CREST” Oorl No skin involvement, or sclerodactyly only: T 1s required

with one or more other acronyms; or ACA 1s required with
any two or more acronyms.
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Table III. Characteristics of the 163 patients in our 3DS groups.

Groups I II III v W VI
Diffuse 5D Intermediate SD Digital 5D 5D sine 5D UCTD-zD "CEE=T"

WVariables n=47 n=27 n=11 n=06 n=15 n=59 ]
Sex (% women) o0 030 037 0.7 80.0 70.3 N3
Race (% black) 28.3 7.4 364 333 333 34 < 0.001
Age (vrs)) 475 467 467 46.8 455 474 N3
RP (% positive) 872 852 009 100.0 867 06.6 N3
Duration RP (vrs.) 28 35 20 22 20 8.5 =< [0.001
Ezophagns (% +) 60.9 63.0 37.5 0.0 231 52.8 < 0.05%
Lung (% +) 702 500 Bl 8 1000 0.0 281 < [0.001%
Heart (% +) 311 181 375 333 0.0 14 8 <005 *
Kidney (% +) 152 83 0.0 167 7.1 19 -
Total H, S, N (%) ## Bo4 731 B5.7 1000 029 382 < 0.001
Highest of H, 5, N (%) 3487 H7TO H429 5 500 5412 N 455 < 0.01
SD cap pattern (%) 013 0.2 o0.0 100.0 857 864 N3§
"Artive" pattern (%) 452 37.0 40.0 333 14.3 3.6 < 00018
"Slow" pattern (%) 11.6 259 oo 0o 429 73.2

NF cap hem = (%) 409 44 4 44 4 40.0 40.0 322 N3
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Skin ivolvemeant (two-subset model ). no. (%)

Limited 226 (66) 137 (75) 89 (56)

Diffuse 118 (34) 47 (25) 71 (44) 0.0002
Skin involvemeant (three-subset model ), no. ()

Digital 27(8) 19 (10) 8 (5)

Extremity 209 (61) 124 (67) 85 (53)

Truncal 108 (31) 41(22) 67 (42) T

RP. Raynaud’s phenomenon; CS, cutaneous sclerosis.

*Comparing living and deceased patients at the end of the
observation period.

tTruncal vs digital, P = 0.005; truncal vs extremity, P = 0.0005;
digital vs extremity, P = 0.37; digital vs proximal involvement
(extremity + truncal), P = 0.10,
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