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Pseudoxanthomatous or xanthelasmoid 
mastocytosis: Reporting a rare entity
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Abstract
Mastocytosis is a disease characterized by abnormal and pathologic increase in mast cells in the cutaneous 
tissue and extracutaneous organs such as the bone marrow, liver, spleen, lymph node and gastrointestinal 
tract. Cutaneous mastocytosis comprises of four major clinical variants: solitary and multiple mastocytomas, 
urticaria pigmentosa, diffuse cutaneous mastocytosis and telangiectasia macularis eruptiva perstans. 
Cutaneous mastocytosis of the xanthelasmoid type is a rare variant of diffuse mastocytosis. It is clinically 
characterized by the typical yellowish hue and is accompanied histologically by mast cells infiltrating far 
into the lower dermis. Here we report one such rare case.
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Introduction
Mastocytosis is a rare disease characterized by a primary 
pathological increase in the number of mast cells. These 
disorders present with varied clinical signs, symptoms and 
prognosis. The skin is the most commonly involved organ in 
all types of mastocytosis. Diffuse cutaneous mastocytosis is 
an extremely rare form of mastocytosis in which mast cells 
infiltrate the entire skin diffusely. Patients with this type 
of mastocytosis are at risk of systemic disease and severe 
complications but it often resolves spontaneously as in other 
types of childhood disease.1,2

Case Report
An 11‑year‑old boy, born out of nonconsanguineous marriage 
presented with multiple raised pruritic yellowish to skin colored 
eruptions over the trunk and extremities, involving more than 
70% of the body surface area for the past 2 years. Pruritus was 
severe enough to disturb his sleep. The child was delivered at an 
institution by vaginal route with an uneventful perinatal period 
and was exclusively breastfed with immunization up‑to‑date. 
There was a significant past history of recurrent episodes of 
vesiculo‑bullous eruptions over the body since 11 months 

of age, which was managed at a government hospital till the 
age of 5 years. The vesiculo‑bullous lesions were extremely 
pruritic and with symptomatic management had subsided by 
5 years of age. The child was developmentally normal.

Examination revealed an averagely built boy at par with 
his age with no systemic abnormalities. Dermatological 
examination revealed multiple discrete to confluent yellowish 
papules and plaques predominantly over the trunk and also 
involving all four extremities with a rubbery consistency 
[Figure 1]. The Darier’s sign was negative.

Hematological, biochemical and urine analysis were within 
normal limits. Skin biopsy from the trunk revealed thinned 
out epidermis. Collection of mast cells in cords and nests was 
seen in both papillary and reticular dermis with many cells 
aggregated around the blood vessels [Figures 2 and 3]. These 
cells were monomorphic with abundant dense eosinophilic 
granular cytoplasm and dense round to eccentric nuclei. No 
involvement of deep reticular dermis was seen. Toluidine 
blue stain highlighted the dermal collection of mast cells 
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