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Tumor de Koeneny
angiofibromas: Epiloia

Koenen’s tumor and angiofibromas: Epiloia
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Mujer de 39 afos, acudié por hemorragia digestiva alta documentdndose
telangiectasias gastroduodenales por lo que se realiz6 electrofulguracién con argén
plasma. En el examen se encontraron multiples angiofibromas faciales y fibromas
periungueales (tumores de Koenen), de diversos tamafnos en manos y pies. En la
tomografia se encontrd, calcificaciones subependimarias y periventriculares en el
encéfalo, quistes pulmonares bilaterales sugerentes de linfangioleiomiomatosis y
en los riflones multiples angiolipomas. Desde su infancia presenté convulsiones
episéddicas, lesiones dérmicas faciales y discapacidad intelectual lo que constituye
la triada clésica de Vogt, presente en alrededor del 30% de los casos de esclerosis
tuberosa, conocido también como Sindrome de Bourneville o epiloia. Para el
diagnéstico se requieren dos criterios mayores, o un criterio mayor y dos criterios
menores. La paciente reunia més de tres criterios mayores.

A 39-year-old woman was attended for upper gastrointestinal bleeding, discovering
gastroduodenal telangiectasis in an upper endoscopy; electrofulguration was performed
with argon plasma. The physical examination revealed multiple facial angiofibroma
and peri ungueal fibroma (Koenen’s tumors) of different sizes in the hands and feet.
The CT scan revealed subependymal and periventricular calcifications in the brain,
bilateral lung cystic lesions suggestive of linfangioleiomiomatosis, and multiple
kidney angiolipomas. She had a history of episodic seizures since childhood, facial
lesions, and intellectual incapacity, which constitutes the classic Vogt’s triad present
in approximately 30% of patients with tuberose sclerosis, also known as Bourneville
or epilogue syndrome. Two major criteria, or one major and two minor criteria, are
needed to make the diagnosis. The patient had more than three major criteria.
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