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Background: Eccrine syringofibroadenoma (ESFA) is a rare benign adnexal acrosyringial
tumor. Currently, there is controversy about the pathogenesis and differentiation. Mascaro
first described it in 1963, as an hamartoma. Its incidence are unknown, 75 cases have been
reported to date. It presents with variable morphologic features. Five clinical subtypes have
been described: solitary, multiple associated with ectodermal dysplasia, multiple without
cutaneous features, unilateral linear, and reactive. ESFA usually occurs in people older than
70 years, and the most common topography is the face, trunk, and extremities.
Histologically it is characterized by anastomosing thin strands of epithelial cells embedded
in a fibrovascular stroma. ESFA typically has a benign course, although it has been reported
malignant transformation. We report a case of ESFA and dyschromatosis universalis
hereditaria.

Observation: A 69-years-old mexican female patient, refered that 50 years earlier, an
asymptomatic flesh-colored, papular lesion appeared on the lower back, and gradually
increased in number and size, over time. Clinical examination revealed a plaque with
multiple coalescing flesh-colored papular lesions, with cobblestone or verrucous aspect.
She denied history of previous trauma in that site. In whole skin examination,
hypopigmented and hyperpigmented macules where found in 90% of the body, and she
informed that her siblings presented similar macules and all have the diagnoses of
dyschromatosis universalis hereditaria. She refered history of breast cancer at 45 years,
treated with surgery. The diagnosis of ESFA was confirmed histologically after biopsy that
showed thin reticular strands of proliferating cells connected to the epidermis and extending
into the dermis, anastomosing irregularly.

Key message: To our knownlege this is the only case of ESFA associated with
dyschromatosis universalis hereditaria and breast cancer.
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