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A 16 year-old adolescent, female, with multidiscipli-
nary follow-up for intellectual developmental disorder 
and minor dysmorphias (microcephaly, ogival palate, 
hypertelorism and pseudo-strabismus), with normal 
previous genetic investigation (karyotype, array com-
parative genomic hybridization and molecular analysis 
of X-fragile). She came to the consultation with oval 
cutaneous plaques, which had evolved over seven 
months (Fig. 1). She did not have systemic repercus-
sion, dysphagia, dyspnoea or Raynaud’s phenomenon. 
Physical examination revealed cutaneous thickening of 
anterior trunk and proximal region of the lower limbs, 
limited range of motion of the elbows, hips and lumbar 
spine, with no other inflammatory signs, and thoracic 
kyphosis; without uveitis. Generalised morphoea was 
diagnosed and medicated with topical corticosteroids by 
dermatology. Analytically she had slight iron-deficiency 
anaemia, normal leukocyte formula and serum proteins 

electrophoresis, inflammatory parameters, autoanti-
bodies (antinuclear, anti-Scl-70, anticentromere, anti-
SSA, anti-RNP and anti-histones), rheumatoid factor and 
serology for Borrelia burgdorferi negative. She had thick-
ening of the dermis and subdermis, with involvement of 
the superficial adipose tissue in the dermal ultrasound 
scan. A dorsal lumbar and pelvic magnetic resonance 
showed no inflammatory signs or degenerative altera-
tions. Echocardiogram, pulmonary function tests with 
DLCO, capillaroscopy and limbs x-rays were normal. She 
started methotrexate (subcutaneous 15 mg/m2/week) 
and oral prednisolone 0.5 mg/kg/day, besides photo-
therapy (UV-B ultraviolet radiation) and physiotherapy. 
Three months later, due to progression of the lesions, 
she suspended oral corticotherapy and started monthly 
intravenous methylprednisolone pulses (1 g/dose, three 
days). She completed six months of pulse therapy with 
stabilization and partial regression of the cutaneous 
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Localised Scleroderma: An Atypical Case

Figure 1. View of the lesions in the diagnosis. We observe multiple infiltrated oval plaques, hypo and hyperpigmented, with ill-defined 
margins, surrounded by violet erythema, with dimensions between 4 to 15 cm on the longer axis, bilateral, localised at the anterior and 
posterior region of the trunk and proximal region of the lower limbs.
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plaques (Fig. 2), although without improvement of joint 
amplitudes. In this particular case, contractures may not 
be exclusively related with the morphoea, given that a 
limited range of motion is also present in joints without 
underlying cutaneous involvement, admitting that this 
can be a pre-existing alteration, related to an underlying 
disorder. Diagnostic investigation continues with more 
specific genetic study, in order to relate all the pheno-
typic changes found.
The authors aim to demonstrate the characteristic 
lesions of juvenile localised scleroderma, generalised 
subtype or generalised morphoea, a rare disease with 
incidence that varies between 0.34-2.7 cases per 100 
000 individuals / year, warning about the importance of 
excluding systemic involvement. Although the diagnosis 
is frequently established based on the characteristic 
cutaneous commitment, some cases are doubtful and a 
biopsy of the lesions can be indicated.
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Figure 2. View of the lesions after six months of methylpred-
nisolone. We observe the anterior trunk with multiple hyper-
pigmented infiltrated plaques, fewer in number and of smaller 
dimensions in relation to their initial situation. Bright and infil-
trated skin, with absence of hair distribution.

Localised Scleroderma
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WHAT THIS REPORT ADDS

• Juvenile localised scleroderma is a rare entity, and diagnosis is 
mainly clinical.

• It can be an important cause of morbidity and up to a quarter of 
cases have extra-cutaneous manifestations, namely articular.
• Although its treatment is not consensual, the immunosuppres-
sive therapy seems to be effective in delaying the progression of 
the disease.

• Early diagnosis and orientation are fundamental for the prognosis.




