SINDROME DE GARDNER

Heréncia

Autosomica dominant

Gen implicat

Gen APC (5q21-22)

Manifestacions cutanies

Quists epidermoides (en ocasions histologia pilomatrixoma)
Tumors desmoides (sobretot després cirurgia abdominal)
Fibromes cutanis / subcutanis

Lipomes, leiomiomes, tricoepiteliomes, neurofibromes

Manifestacions extracutanies

Osteomes (mandibula i maxil-lar), exostosis, endostosis, engruiximent
cortical ossos llargs, osteocondromes

Hipertrofia congénita epiteli pigmentari de la retina

Poliposi adenomatosa intestinal premaligna

Adenocarcinoma de colon

Fibromes mesenteri, retroperitoni

Anomalies dentals: dents supernumeraris, odontomes, nombroses
caries,...

Quists ovarics

Carcinoma papil-lar de tiroides, hepatoblastoma, adenomes
suprarenals i carcinoma de cél-lules transicionals de la bufeta urinaria




