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Introduction:
Mastocytosis is a heterogeneous group of disorders characterized by the abnormal accumulation of mast cells in one or more organs. Urticaria pigmentosa is the most common form of cutaneous mastocytosis.  Lesions are pruritic red, tan to brown macules, papules, and plaques, a few millimeters up to 2 cm.  Majority of the cases are found among children wherein 60-80% present during the first year of life.
Case Summary:
A 9-month-old female presents with a 7-month history of multiple erythematous papules on the chest and abdomen.  This was accompanied by intractable pruritus as evidenced by the patient’s constant scratching.  No other systemic symptoms were present.  Histopathology results with Giemsa staining showed increased number of perivascular and interstitial mast cells, consistent with a diagnosis of urticaria pigmentosa.  The patient was treated with clobetasol propionate ointment twice a day for 12 weeks, cetirizine 0/25 mg/kg/dose once a day and ketotifen 0.05 mg/kg/dose once a day.  The patient responded well with improvement of lesions and pruritus within 2 months.  
Conclusion:
Treatment of urticaria pigmentosa is mainly symptomatic.  Avoidance of triggers of mast cell degranulation is the cornerstone of management. High potency corticosteroids and  antihistamines are mainstays of treatment.  Majority of the cases undergo spontaneous resolution before puberty.  However, a small percentage progresses to systemic and aggressive disease.  Cutaneous mastocytosis that develops after the age of two years or in adults tend to persist.  At least 90% of adult patients with skin lesions have evidence of systemic disease at the time of diagnosis. 
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