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A 62-year-old woman presented with multiple skin-colored papules and nodules on the scalp, face and intergluteal cleft which had developed slowly since childhood (Fig. 1 e 2). Her mother, three sisters and two daughters had similar lesions. Recently, she noticed a rapid enlargement of a 12 mm nodule on the right temporal area (Fig. 1b). Excision biopsy and histopathologic examination of a facial and sacral lesion revealed trichoepitheliomas (TE) (Fig. 3), whereas the temporal nodule was compatible with basal cell carcinoma (BCC) (Fig. 4). Genetic study showed a heterozygotic mutation in exon 9 of CYLD gene [c.1112C>A(p.Ser371*)], supporting the diagnosis of multiple familial trichoepithelioma (MFT).
MFT is an uncommon autosomal-dominant genodermatosis characterized by multiple TE on the face, scalp and, neck with rare reports on other anatomical locations.1 The association of MFT with malignancy is rare, however, TE can infrequently undergo malignant transformation to BCC.2–4 That’s why these patients should be kept under long-term observation. 
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LEGENDA FIGURAS


Figure 1 – (a) Multiple skin-colored papules and nodules located on the scalp, forehead, nose, nasolabial folds, and, perioral region characteristic from multiple familial trichoepithelioma; (b) Pigmented nodular lesion with 12 mm located on the temporal area of the scalp.
Figure 2 - Multiple skin-colored papules and nodules in the lumbar area and intergluteal cleft.
Figure 3 – Trichoepithelioma: multiple nodular proliferations of uniform basaloid cells with focal peripheral palisading and small keratin-filled cysts. (H&E, 40x)

Figure 4 – Basal cell carcinoma: collections of undifferentiated basaloid cells arising from the epidermis. Presence of retraction between the basaloid cells and the surrounding stroma elements. (H&E, 40x)





