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Figure 2 – Trichoepithelioma: multiple nodular proliferations of 
uniform basaloid cells with focal peripheral palisading and small 
keratin-filled cysts (H&E, 40x)

exon 9 of CYLD gene [c.1112C > A(p.Ser371*)], supporting 
the diagnosis of multiple familial trichoepithelioma (MFT).
	 MFT is an uncommon autosomal-dominant genoder-
matosis 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 is why these patients should be kept under 
long-term observation. 
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	 A 62-year-old woman presented with multiple skin- 
-coloured papules and nodules on the scalp, face and in-
tergluteal cleft which had developed slowly since childhood 
(Fig. 1). 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. Excision biopsy 
and histopathologic examination of a facial and sacral le-
sion revealed trichoepitheliomas (TE) (Fig. 2), whereas the 
temporal nodule was compatible with basal cell carcinoma 
(BCC). Genetic study showed a heterozygotic mutation in 

Keywords: Carcinoma, Basal Cell; Neoplasms, Adnexal and Skin Appendage; Neoplastic Syndromes, Hereditary; Skin Neoplasms
Palavras-chave: Carcinoma Basocelular; Neoplasias de Anexos e Apêndices de Pele; Neoplasias da Pele; Síndromes Neoplásicas 
Hereditárias

REFERENCES
1.	 Heller J, Roche N, Hameed M. Trichoepithelioma of the vulva. J Low Genit Tract Dis. 2009;13:186-7. 
2.	 Pincus LB, McCalmont TH, Neuhaus IM, Kasper R, Oh DH. Basal cell carcinomas arising within multiple trichoepitheliomas. J Cutan Pathol. 2008;35:59-

64. 
3.	 Reddy KA, Satyanarayana MA, Aryasomayajula S, Krishna BA. Basal cell carcinoma developing from trichoepithelioma: review of three cases. J Clin 

Diagn Res. 2016;10:17-9. 
4.	 Arits AH, Parren LJ, van Marion AM, Sommer A, Frank J, Kelleners-Smeets NW. Basal cell carcinoma and trichoepithelioma: a possible matter of 

confusion. Int J Dermatol. 2008;47:13-7.

 

Figure 1 – Multiple skin-coloured papules and nodules located on 
the scalp, forehead, nose, nasolabial folds, and, perioral region 
characteristic from multiple familial trichoepithelioma
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