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Introduction

Scleroderma is an autoimmune disease, where there
is inflammation and fibrosis due to a large
accumulation of collagen'-2. There are two types viz.
systemic sclerosis, in which there is diffuse
cutaneous sclerosis and involvement of internal
organs, and juvenile localized sclerosis (JLS),
represented by cutaneous involvement beyond the
systemic vascular or internal organ involvement’.
JLS is a rare pathology worldwide, having an
incidence rate of between 0.4-2.7 per 100,000
people/year*. We present a child with JLS with
atrophy of the lower limbs.

Case report

A previously healthy 5-year-old boy presented with
no relevant history. One year ago his disease began
with weakness and progressive muscular atrophy of
the lower limbs, in addition to hypopigmented
lesions on the anterior aspect of the right thigh. Nine
months before admission, these symptoms
intensified, preventing him from walking, which is
why he received physiotherapy for a short time.
Muscle atrophy increased, the hypopigmented
lesions extended, and there was joint stiffness in
both knees with pain. Patient came to our hospital
due to the presence of ulcerative necrotic lesions on
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the skin associated with thermal elevation and signs
of phlogosis in both knees (Figure 1).

Physical examination revealed diffuse
hypopigmented lesions in both lower limbs, with a
predominance of the right leg with a stiff, whitish
texture, and atrophy of severe muscle mass,
decreased strength and sensitivity, and severe
stiffness in both knees (Figure 2).

Complete blood count showed a total leucocyte
count of 16,080/cu mm, predominantly neutrophils,
a haemoglobin level of 9.9 g/dl and a platelet count
of 682,000/cu mm. Coagulation tests, cardiac
enzymes, glucose, wurea, creatinine, serum
electrolytes, urine test, ferritin, parathyroid hormone
and liver profile were within appropriate reference
values. Antinuclear antibody (ANA) was 0.37
(positive ratio: > 1.0).

In the skin biopsy, the sample of the thin plate in the
epidermis showed orthokeratosis and vacuolar
degeneration of the basal layer. In the dermis there
were thickened, collagen fibres and eosinophils with
presence of a superficial ~ perivascular
Ilymphoplasmacytic infiltrate. In the thick plate
sample, there was hyperkeratosis in the epidermis.
In the dermis, there were thickened collagen fibres
and eosinophils with a lymphoplasmacytic infiltrate
of superficial perivascular distribution. Histological
changes were consistent with scleroderma.

Treatment was started with oxacillin (150
mg/kg/day) intravenously (IV) and clindamycin (30
mg/kg/day) IV for 14 days. After obtaining the result
of the biopsy, he received a pulse of
methylprednisolone. There was a distinct clinical
improvement. The white cell count and
haemoglobin level were found to be normal;
however, the platelet count continued to increase
(653,000/cu mm). Patient was referred to a
Dermatological Unit in a hospital centre of greater
complexity for specific and integral management.
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Figure 2: Hypapf:g#}enred d:ﬁirse lesions in fhe right lhigﬁ with n:mlphy of muscular groups (A),
hypopigmented lesions, muscle atrophy and foor deformity, right side (B) and leff side (C)

Discussion fibrosis. The interaction of three events which
Although the aetio-pathogenesis is still unknown, generate the clinical characteristics of this disease
some intervening factors may include trauma, has been demonstrated: inflammatory, fibrotic and
radiation, medications, viral and/or bacterial vascular components*®. These events are clinically
infections, autoimmunity and microchimerism. In related to dermal and subdermal atrophy, which are
predisposed individuals, it would cause an increase manifested by cutaneous thinning, depression or
in cytokines (interleukins 2, 4, 6 and growth factors), concavity of the affected area, and induration as seen

fibroblast proliferation, collagen synthesis and
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in Figure 2 and contrasts with the result of the
histopathological study of our patient.

For JLS, several classifications have been proposed,
with Laxer and Zulian being the most used®. In this
we have 5 main presentations: circumscribed,
generalized, linear, mixed, that is a combination of
circumscribed and linear or generalized and linear;
and the pansclerotic or deep form, which affects the
entire skin®.

The diagnosis of JLS is based on the clinical
characteristics supported by biopsy of the skin and
subcutaneous tissues®. Although the treatment is still
generally unsatisfactory, it should be considered in
terms of the extent and severity of the disease,
beginning in the early stages before deforming
complications or limitation of mobility appear>’s®,
Topical glucocorticoid, tacrolimus, and vitamin D
analogues may be used. Systemic medications such
as corticosteroids, methotrexate, cyclosporine,
infliximab are also useful, and UVA phototherapy
may be useful’. The duration of treatment with
methotrexate is not fully established. It has been
used for prolonged periods of up to 2 years without
complications, and the consensus is to treat for at
least 2 years, less time favouring relapses®. Our
patient was treated only for two days with
intravenous methylprednisolone, and the decision
was made to refer him to another hospital of greater
complexity for integral management.
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