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	Annotation
	Mastocytosis is a heterogeneous disease of mast cells caused by an increase in their 
number due to clonal proliferation and accumulation in various tissues. The disease 
has a wide spectrum of clinical manifestations and severity of the course – from forms
 limited to the skin to aggressive systemic mastocytosis. Cutaneous mastocytosis
 predominantly affects children and is rarely associated with systemic involvement.
 Cutaneous mastocytosis can present in different ways, including mastocytoma, 
maculopapular lesions, and diffuse cutaneous forms. A positive Darier’s sign is 
pathognomonic for all forms of сutaneous mastocytosis.

Objective – to demonstrate a clinical case of diffuse cutaneous mastocytosis 
(vesiculobullous variant) and review publications on cutaneous mastocytosis in 
children for better awareness of doctors in connection with the rarity of the disease 
and possible diagnostic errors.

Conclusion. Diffuse cutaneous mastocytosis is the most severe variant of cutaneous 
mastocytosis, occurs rarely, however, the dermatovenerologist should include it in the 
differential diagnosis of bullous dermatoses in children. The disease is difficult to
 detect in the early stages, clinical suspicion must be high in order to timely establish
 the diagnosis of this dangerous condition. Children with this form of cutaneous 
mastocytosis should be monitored by a pediatrician and hematologist to detect 
potential signs of systemic involvement.
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