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IMAGES IN CLINICAL PRACTICE

AN UNUSUAL CUTANEOUS DISEASE IN PEDIATRICS
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A 9-month-old female with no relevant personal or 
family history, evaluated at a routine primary care 
assessment, presented with a skin lesion on her right 
arm. Her mother reported that the lesion was present 
since the age of 4 months, with progressive growth. 
She had no history of fever, trauma, previous bacterial 
infections or other symptoms. She had no personal or 
family history of anaphylaxis. Physical examination 
revealed an orangish brown round plaque with irregular 
borders on the right arm, measuring 1 cm in the greater 
axis and with an orange skin’s surface. The lesion was 
aggravated by friction and had a positive Darier´ sign. 
The remaining examination had no other findings. 
The infant was referred to a Pediatric Dermatology´s 
appointment and an analytical study was carried out, 
with innocent findings including a normal serum tryptase. 
The skin biopsy revealed aggregates of mast cells in 
the dermis, suggestive of cutaneous mastocytoma. 
A symptomatic treatment was recommended, with 
avoidance of mast cell degranulation’s triggers. The 
infant maintains follow-up in primary healthcare and 
Dermatology appointments, with regular growth and 
normal psychomotor development. At 18 months she 
had no new lesions or other associated symptoms.
Figure 1. Lesion at 9 months and 18 months.
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Figure 2. Aggregates of mast cells on skin biopsy.

 
What is the Diagnosis?
In pediatric age, mastocytosis usually presents 
in the first six months of life. However, it may 
be present at birth.1  The most frequent form of 
mastocytosis in children is cutaneous mastocytosis, 
which represents approximately 90% of all pediatric 
cases.2  The most prevalent form of cutaneous 
mastocytosis is maculopapular cutaneous mastocytosis 
or urticaria pigmentosa (70-90%); the other forms 
include isolated cutaneous mastocytoma (10-15%) 
and diffuse cutaneous mastocytosis (1-3%).2,3 
Isolated cutaneous mastocytoma is an uncommon 
form of cutaneous mastocytosis in children, whose 
diagnosis is based on clinical findings complemented by 
suggestive findings in the skin biopsy. The treatment 
is usually symptomatic, with avoidance of triggering 
factors and the use of antihistamines in selected 
cases.4  Most infant and children have an excellent 
prognosis, with tendency to spontaneous resolution 
before adolescence.5
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