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Abstract: 

A 6 months old male presented with 
recurrent multiple, diffuse, brownish 
macula-papular lesions all over the body 
since 3 months. The lesions on gentle 
stroking showed appearance of wheal and 
erythema. Histopathological examination 
revealed collection of mast cells in upper 
dermis suggesting a rare condition of 
cutaneous mastocytosis.  
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Figure 1: Anterior view of patient 
showing multiple diffuse, brownish 
macules, patches and papules with post-
inflammatory hyperpigmentation. 



Introduction: 

Mastocytosis is an uncommon condition characterized by abnormal growth and 
accumulation of mast cells. This could be systemic or limited to skin with resultant 
various manifestations. WHO classifies the mastocytosis as cutaneous 
mastocytosis, indolent systemic mastocytosis, systemic mastocytosis with an 
associated clonal hematologic non mast cell lineage disease, aggressive systemic 
mastocytosis, mast cell leukemia, mast cell sarcoma and extra cutaneous 
mastocytoma (1) . Urticaria pigmentosa (UP) is the commonest and benign type of 
cutaneous mastocytosis. Onset is usually before the age of 2 years, but can also 
appear in later age. Multiple, reddish-brown macula-papular lesions with plaques 
or nodules appear in symmetrical distribution with predilection for the trunk. The 
extremities and face are generally involved and palms and soles tend to be spared. 
The lesions urticate within 2 to 5 minutes on gentle rubbing and stroking which 
may remain for 30 

 

 

Case report: 

A 6 months old male child presented with multiple brownish lesions over trunk, 
extremities, head and face since 3 months. 
The lesions started as erythematous 
macules which at places turned into 
papules, plaques and sometimes into 
nodules. The lesions were transient and 
disappeared on their own after some time 
leaving pigmentation at some places. The 
mother also noticed appearance of 
swelling after massage or rubbing of the 
lesions. No history of similar complaints in 
family. On examinations there were 
multiple, diffuse, brownish macules and 
papules present over trunk, extremities, 
head, face and scalp [Fig. 1] [Fig. 2]. On 
gentle stroking over the lesions wheals and 



-inflammatory 
hyperpigmentation [Fig. 2]. The mucosa, palms and soles were spared. Systemic 
examination and routine blood investigations were normal. With the characteristic 
lesions in a particular distribution in this age group a diagnosis of Urticaria 
Pigmentosa with a differential diagnosis of papular urticaria was made. The patient 
was investigated for any mast cells in peripheral smear along with the routine 
blood investigations which was negative. A confirmatory skin biopsy was done 
which showed focal collection of polygonal cells with round or elongated nuclei 
and abundant deep eosinophilic cytoplasm suggestive of mast cells in upper dermis 
confirming cutaneous mastocytosis. Dermal adenexal structures appeared normal. 
The patient was given oral anti-histamine and the mother was explained the course, 
the prognosis of the condition and precautions like avoid rubbing and massage. 

Figure 2: Posterior view of patient showing involvement of scalp and post-
inflammatory hyperpigmentation. 

 

Discussion:  

Urticaria Pigmentosa is an uncommon disorder of cutaneous mastocytosis usually 
seen below 2 years of age (2). There is presence of characteristic lesions showing 

mimic urticaria or papular urticaria. Papular urticaria is seen on exposed parts 
while Urticaria Pigmentosa mainly involves trunk. Urticaria is mainly 
characterized by wheals and will not leave behind any post-inflammatory 
pigmentation. Prognosis is usually good in children. The presented case is a typical 
case of Urticaria Pigmentosa and being reported because of rarity. (3) 
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