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» 323-2 Subsets of Systemic Sclerosis (Ssc): Limited Cutaneous Ssc versus
se Cutaneous Ssc

ures

invalvement

laud's
omenon

wloskeletal
onary

iis

onary

ial
rtension

aderma
| crisis

nosis cutis

acteristic

__ antibodies

Limited Cutaneous S5c

Indolent onset.

Limited to fingers, distal to
elbows, face; slow progression

Pracedes skin involvemeant;
associated with critical ischemia
Early arthralgia, fatigue

Oecasional, moderate

Frequent, late, may be isolated

\ery rare

Frequent, prominent

Anticentromere

Diffuse Cutaneous S5c
Rapid onset. Diffuse: fingers,

extremities, face, trunk; rapid
progression

Onset coincident with skin invalvement,
may be mild

Severe arthralgia, carpal tunnel
syndrome, tendon friction rubs

Frequent, early and severe

May occur, often in association with

pulmonary fibrosis

Occurs in 15%; early

May occur, mild

Antitopoisomerase | (Scl-70), anti-RNA
polymerasa Il
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as vessels dilate to
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Forms of Systemic Sclerosis

Table 3234 Internal Organ Involvement: Limited Cutaneous and Diffuse Cutaneous

Features

Limited Cutaneous SSc (%) Diffuse Cutaneous SSc (%)

Skin involvement 9,:,*

Raynaud's phenomenon a9
Esophageal involvement
Pulmonary fibrosis 35
Pulmonary arterial hypertension 15
Myopathy 11
Cardiac involverment 9

Scleroderma renal crisis 2
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The limited symptoms of scleroderma are referred to as CREST

Calcinosis- calcium deposits in the skin

Raynauds phenomenon- L
spasm of blood vessels in ~ % . X
response to cold or stress ~ k& .

- |
|
.-,:—;‘..*3/

decrease in motility of esophagus lr - <

¥

Esuphageal dysfunction- acid reflux and C

Sclerudactyly- thickening and tightening
of the skin on the fingers and hands

=~
Telan iectasias- dilation of

capillaries causing red marks { "',‘5- 4
on surface of skin -

FADAM.

AT

icaisee a5 CREST sl 4y o ylo Mool b 5o
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R:Reynaud phenomena

E:Esophageal dismotility
S:sclerodactyly

T:Telangiectasia
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Fig, 3b: Dilated and dropout capillaries in systemic sclerosis
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Table 323-3 Autoantibodies and Associated Features in Systemic Sclerosis (Ssc)

Target Antigen SSc Characteristic Clinical Association
Subset

Topoisomerase-l dcS5c Tendon friction rubs, LD, cardiac involvement, scleroderma
renal crisis

Centromere leSSc Digital ischemia, calcinosis, isolated PAH, renal crisis rare
proteins

RMNApolymerase deSSc Extensive skin, lendon friction rubs, renal crisis
I

L3-RNP dcSSc FAH, ILD, scleroderma renal crisis, myositis

ThTO lcSSe ILD, PAH
PMIScl lcSSc Calcinosis, myositis

LH-RNP MCTD PAH
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Figura | = The prayer sign (s a simple clinfcal test that may be used to detect [imited joint mobiliey tn the hands. fmabil-
ity of the putient to completely close the gaps bt ween opposed palms and fingers when prescing the hands togethoerin g
praying position constitutes o positive prayer sign (4), Improvement is seen in a patient after e received 4 months of
aggressive glycemic control (8],
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Eosinophilic granulomatosis with polyangiitis
(Churg-Strauss)
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THE GLOBAL DISTRIBUTION OF BEH GET'S DISEASE

Incidence
== High
= Medium
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Table 1 Frequency and epidemiology of the clinical manifestations of

Behget's syndrome.

Manifestation

Frequency (%)

Oral ulcers

Genital ulcers

Genital scar
Papulopustular lesions
Erythema nodosum
Pathergy reaction

Uveitis

Arthritis

Subcutaneous thrombophlebitis
Deep vein thrombosis

Arterial occlusion (ansurysm)
CHNS involvemeant

Epididymitis

Gastrointestinal lesions

g97y-99

~B85

~50 (more frequent in males)
~B5

-50

~B0 (predominantly in Mediterranean
countries and Japan)

~50

30-50

25

~5

-~

~5

~5

1-30 (more frequent in Japan)

Abbreviation: CNS, central nervous system.
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1. Hip arthritis or
2. Three of:
ESR>30
Poor efficacy of NSAIDs
lumbar axis
Dactylitis

Polyarthritis
Onset before 16
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