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IRNTRODUCTION

Progressive systemic sclerosis (F3S), is a genera-
lized disorder of comnective tissue characterized by
intense fibrosis and degenerative changes involving the
Skin, joints, blooc vessels as well as internal organs
especially the gastrointestinal tract; luags, heart ,
ChS, eye and kidney.

Vascular lesions are & prominent features inm P33 ,
the disease is variadbly severe and variably progressive,
Tanging from generelized cutaneocus thickening(P3S with
diffuse scleroderma) with rapidly progressive and fatal
visceral involvement to & foIz that is characterized by
restricted skin involvement often confined to fingers
and face, and the passage of a prolonged period of time
before the full expression of characteristiec internal
manifestation (CREST syndrome wariarnt).

The etiology of PSS remeins obscure, recently there
are & variety of abnormal serologic and cellular immune
reegction in & sigrificant number of patients has sugges—
ted tbat immanologic mechanigms are important in its
pathogenesis. There are a close relationship between
PS5 and other connective tissue diseases especially SLE,

polymyostitis and mixed connective tissue disease.
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HISTORIC BACKGROUND

Barly descriptions of PSS are credited by Lewin and
Heller (1859) to Zacutus lusitanue in 1634, to Diemer—
broeck in 1660, and to Curzio of Naples in 1752.

In 1847 Gintrac is pelieved to have been the first
to use the ferm "scleroderma™ and referred to Forget's
use of the term" cuftaneous sclerostenosis",

One of %wo other reports which appeared in the
French litsrature the same year was prepared by Grisolle
(1847).

Also Forget (18+7) described a 38-year-old womsn
whose initisl symptoms were pain and swelling of joints
Raynaud (1862) was familiar with hardening of the skip
on the extremities which accompanied the phenomenon of
local asphyxia he described in 1862 &nd which is recog-
nized by the eponymic term "Raynaud's phenomenon".

Addison (1868) described two cases of "Eeloid"™ or
"scleriasis in a posthumous collection of his writings
publish in 1868, conditions, which would surely be idepti-
fied now as the advanced changes of scleroderms.

In 1878, Weber attributed subcutaneous deposits of
calcium in patients with scleroderma to a form of gout.

In 1889 Fiplay observed significant limitation of
pulmonary expansion in & male with scleroderma and is
credited with the recognition of the association of

scleroderma anc pulmonary fibrosis.
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In 189 Hutchinson called attention to the harden—
ing of the skin on the extremities of = patient, a condi-
tion which bhe identified as “acroscleroderma™.

Dexcum (1895) noted, Ioentgenographically , parrowing
of the proximal and distal interphalangeal joints in the
hands of & patient with scleroderms.

The esophageal disturbance of scleroderma was repor-
ted first by Ebrmann in 1903, in 1910 Thibierge and
Woissen bach emphasized the cliniecal entity of calcinosis
with scleroderma. The eponymic term "Thibierger-Weissen—
bach Syndrome ¥ is sometimes employed to identify this
late manifestation of the disease.

In 193] Rake reported pathologic findings in the smaill
bowel. Masugi and Ya-Shu (1938) observed fibrinoig
changes in the blood vessels of a patient with sclero—
derme and suggested that an allergic reaction was res-
ponsible for the structural alterations.

In the same year Atkinson and Weber prepared an ex-
cellent historic summary of the general subject of cal-
¢cinosis, in 1945 Goetz propbsed the term. "Progressive
Systemic sclerosis™ as & preferred substitute for genera-
lized sclerocderma, this is the acceptable term in current
use, since PSS is characteristically brogressive in course
and the sclerosis is systemic as it extends beyond the

Bkip and may involve most of the internal organs.
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CLASSIFICATION OF SCLERODERKA

The term scleroderma applied not only to the cutane-
ous changes of PS5, but to & heterogeneous group of
conditions in which tnere is more circumscribed or patchy
scierosis of the skin, the bardening, tightening and
ipelasticity of the integument may be indistinguishable
from tbat observed in PSS, but certain pathologic as
well &s clinical differences exist between these condi~
tions and PSS.

In a recently completed multicenter cooperative
study 799 patients with early PSS and certain closely
related discrders were examined prospectively for the
purpose of developing criteria for the classification
and separation of these diseases (Masi, A.T.; Rodran,
G.P., 1978).

In this large series of patients, sclerodermatous
skin changes proximal to the digits was the most power-
ful single criterion (91% in individual with definite
P35, compared with 10% in control subjects), an addi-
tional set of findings was.prposed as second&ry or
minor criteris including sclerodacyly, digital pitting
scars, bilaterzl basilar pulmonary fibrosis and colonic
sacculations.

An additional 7% of individuals considered to have
definite PSS without proximal skin changes had at least

Two of these four findings, compared with only 2% of controls.
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Using these criteria in combination, 98% of patients
with P35 met one or the other compared with only 3% of
controls (98% sensitivity and 97% specificity).

Geperally scleroderms classified into the following:

i- Progressive systeric sclerosis :

4~ With symmetric, diffuse involvement of the skin
(scleroderns)-affecting trunk, face and rroximal as well
as distal portions of the extremities, and & tendency
towards the relatively early appearance of disease of
the esopbagus, intestine, neary, lung and kidney-this
is the classic disease.

B~ With relatively limited involvement of the skin,
often confined %o the fingers and face, prominence of
calcinosis, Eaynaud's phenozeron, esophagesl dysfunc-
tion, sclerodactyly, telangiectasia and Prolonged delay
in appearance of distinctive internal manifestations
(ipcluding severs pulmonary arterial hypersension and
biliary cirrhosis), this is the CREST syndrome.

C~ "Overlap” syndromes, and this include scleroder-
mevomyositis and mixed connective tissue disease(features
of systemic lupus erythematiosus, sclercdermse =nd poly-—
Lyositis).

2- Localized (Focal forms of Scleyodernma ¢

A- Morphea: this variety begins with &reas of ery-
thematous or violaccous discoloratior of the Skin, which
teke the form of discrete drop-like patches(muttate morphea)

or plagues
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a- Sipgle or multiple plagues.

b~ Generalized morphea.

B~ Linear scleroderma, with or without melorheostosis
is this form ¢f scleroderma, & linear streak of sclerosis
appears in tke upper or lower extrenmity, or in the fronto-
parietal area of the forehead and scalp (&n coup de sabre).

C- Sclexoderma er coup de sabre, with or without facial
bemiatrophy.
3~ Drug-Induced Scleroderma-like Conditions :

A~ Polyvinyl chloride disease :

Smzll percentage of workmen who clean reactor-vessels

contairing polyvinyl chloride develop sorneness and tender-—
ness of finger tips, Reynauds phenomenon, induration of
skin, sypovial thickening of the proximal interphalange-
al joints, hepetic portal fibrosis and pulmonary fibrosis.

B—- Bleomycin-—Induced Fibrosis :

Administration of the tumoricidal arug often leads to
the development of nodules and or plagues of thickened
8kin closely similar to that found in PSS, occasionslly
generelized induration, of the skin, pulmonary fibrosis
and Raynaud's phenomenon occurs witk this drug, closely
similar to naturally occurring PSS.

4— Bosinophilic Fescitis

Shulman (1975) describe & scleroderma~like discroder
chiefly affecting adults, onset with pain, swelling and
tenderness of the hands, feet and legs scon followed by

the development of severe induration of the skin and
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subcutaneous tissues with marked limitation of motion
of hands and feet, flexion contractures of the fingers
occurs, carpaltunrcel sypdrome is an early features in
many cases, the icduration may remain confined to the
extrenities or spread to affect trunk as well &s the
face, Raynavud's phenomenon and internal manifestations
of PSS are abvsernt, striking beripheral eosinophilia is
Present during early stages and hypergammaglobulinaeria

(IgG) is common.
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