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SUM~ARY
F\milial scleroderma is rare. There bave been few reported cases of

familial scleroderma in medical literature. Tbis report adds one more instance
to the literature. Two members in one family had clinically and histolo-
gically eShblished 10c.1lised scleroderma (morphea). The hereditary aspect of
the disease has not been well established. But this instance along with the
previous documented instance suggest that genetic factor may playa role in the
etiopathogenesis of the disease.

INTRODUCTION

Scleroderma is an uncommon connective tissue disease, the pathophysiology
of which remains poorly understood.

The occurrence of scleroderma in more than one member of the same
family has been rarely documented in the liter.ature. In a review of lite-
rature we found eleven documented instances of familial scleroderma. Rees

and Bennett ( 1953) reported the first documented instance of localiscd scle-
roderma in a family where the father and a daughter had localised cutaneous
forms of disease. In this subcontineut Taj and Ahmed (1977) reported an instance
of familial localised scleroderma from Pakistan.

To our knowledge no such instance has been reported before from
Bangladesh and therefore. in the pre>ent communication we are reporting an
instance of familial localised scleroderma occurring in two sisters in a family.

REPORT OF CASES

Case One: In December 1986, a 20-year-old Bangladeshi Muslim girl
came to the outpatient department of skin and venereal diseascs, Institutc
of Postgraduate Medicine and Research, Dhaka; with the chief complaints of
ivory white hypopigmcilted patches over the submandibular region, antcrior
aspect of upper part of neck and diffuse white h) popigmented spots over tbe
sternal region and retroauricular region of both sides. She noticed this for
the last four years with slow progression. She had past history of attack of
smallpox at the age of four months. She had no abnormalities in mens--- -.
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truation. She was taking no medication of any
of the afrected area revealeJ slightly indurated,

popig mented skin with loss of elasticity.

kind.

dry,

Clinical examination

smooth, atrophic hy-

Labor atory studies

Normal results were obtained from the following examination: com-

plete ~lo:Jd cell c:Jtlnt an.1lysi,; erythro..:yte sedi mentation rate; urinal) sh ;
serum \odium and potasitlm; fasting blood glucose; serum uric acid; serum
alkaline phosphatase and serum glutamic oxaloacetic transaminase; blood urea
nitrogen; serum albumin and globulin. Tests for lupus erythematosus, anti-
nuclear antibody, rheumatoid factor, syphilis were negative. Chest and spine
roentgenogram, barium swallow, electrocardiogram were also normal.

A skin biopsy specimen from the affected area showed thinning of epider-
mis and considerably thickened dermis with hypertrophic, closely packed colla-
gen bundless compressing the sweat glands. These findings were consistent
with morphea.

This patient was treated with chloroquin sulphate, 200mg/day orally. By
August 1987, her skin lesion bad stabitised and DO further activity of the disease
was noted.

Case Two: In August 1987, a 16 year old Bangladeshi muslim girl,
younger sister of the fir5t patien t in this report was examined in tbe out-
patient department of skin and venereal diseases, IPGMR Dhaka, for a
hypopigmented, linear, atrophic patch over the medial aspect of upper thigh
of left lower extremity which was present for one and half year. She had
no history of any serious illness in the past or any menstrual abnormalities.
She was taking no medication of any kind. Examination of the ~kin s ~ed
circumscribed, linear, hypopigmented, atJophic area with loss of elasticity. The
surroundings of the involved skin were byperpigmented. Other physical exami-
nation results were normal.

Laboratory studies

The following laboratory studies yielded normal values: complete blood
cell count analysis; urinalysis; serum sodium and potasium; fasting blood glu-
cose; serum uric acid; sorum alkaline phosphatase and serum glutamic oxalo
acetic transominase; blood urea nitrogen; serum albumin and glubulin ; Tests for

. lupus erythematosus, antinuclear antibody, rheumatoid factor, syphilis were nega-
tive. Chest and spine roentgenogram, barium swallow, electrocardiogram were nor-
mal. The only abnormal finding was raised erythrocyte sedimentation rate (40mm
in tbe 1st hour).
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A skin biopsy showing increased collagen fibres close packed, with some
inflammatory cells present between the collagen bundles. Skin appendages were
atrophid. Theie findings were consist:nt with morphea. The patient started
treatment with chloroquin sulphate 200mg/day orally. No change of skin
lesion was noted following three months of treatment.

Both these patients belonged to a lower middle class family. There wero

six \hildren in the family including these two patients Father is alive. mo-
ther expired tim:e years back. Patients denied the occurreuce of such disease
or any other connective tissue diseases within the family.

DISCUSSION

In medical literature there is paucity of reports and conclusive information
regarding sclerodermal diathesis as genetically determined.

Burch and Rowell ( 1963) in their study of immunologic and genetic
aspects of scleroderma proposed that the cause of scleroderma was characte-
rised by a single inherited dominent gene and by two somatic mutations on
X chromosome. It has been described that familial scleroderma has occured

in siblings (If patients who have other connective tissue disorders and an
association of systemic scleroderma with B cell alloantigen HLA- DR5 has also

been reported (Moschella and Hurley, 1985). Rodnan (1963) prop~ed that
as environmental factors are included in the pathogenesis of scleroderma. so
these predisposing factors could be shared by members of the same family
leading to another pathway to familial scleroderma. Although other investi-
gators failed to find any such environmental predisposing factors in their cases
of familial scleroderma.

Chromosomal abnormalities in lymphocyte mitoses were reported in patints
with systemic sclerosis, though no increase in chromosomal abnormalities were
noted in patients with localised scleroderma (Wuthrich et al. 1975).

Several investigators have found a substantial incidence of positive antinuclear
factor in patients with localised scleroderma (Rowell and Back, 1967; Rothfield
and Rodnan 1968; Tuffanelli et ai, 1983). Non of tho patients in our cases
had positive antinuclear fact('r.

Vertebral column anomalies in some patients with localised scleroderma
have been reported (Christianson et ai, 1956). This could not be detected in
the present reported cases.

There are rerorts of increased incidence of positive rheumatoid factor
in children with focal scleroderma (Hanson et ai, 1974). This was found to
be negative in our cases.
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Elevated er) throc) te sedimentation rate was noted in
of the pre~ent reported cases. It has been observed that
related with disease activity (Moschella and Hurley, 1985).

Both the ~tients reported here were females which corroborates with the
reports of previous orkers that females have a greater predisposition for
sderoderma developing than males.

The treatment of scleroderma is still unrewarding and unsatisfactory in
both localised and systemic varities. In the present reported cases both the
patients were treated with chloroquin sulphate, 200 mgiday, orally and the
follow up report of the first patient was sathfactcry. 1his is in good agree-
ment with the finding of Wuthrich et al. (1975), here in one of their fivo
cases showed satisfactory improvement with the same drug i.e, chloroquin
sulphate in the same dose regimen used here. In conclusion, it can be said
that tbis alongwith the previous documented instances and evidence toward
there being a genetic predisposition as an underlying factor in the etiopatho-
genesis of scleroderma but obviously more work is still needed to prove this.

the second patient
elevation of ESR is
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