Gardner Syndrome


APC-Associated Polyposis 

· Gardener syndrome and FAP are allelic disorders

· Both are caused by changes in the APC gene

· The phenotypic characteristics of these disorders are determined by the location of the APC mutation.

Characteristics of Gardner Syndrome

· Colonic polyposis

· FAP-related malignancies including:

· Papillary thyroid cancer (20%)

· Desmoid

· Duodenum

· Brain

· Ampullary

· Pancreas

· Hepatoblastoma

· Gastric

· Sebaceous cysts

· Lipomas

· Osteomas of the mandible

· Dental anomalies:

· Supernumery teeth

· Unerupted teeth 

· Soft tissue tumors including:

· Epidermoid cysts

· Fibromas 

· Desmoid tumors 

· Congenital hypertrophy of the retinal pigment epithelium (CHRPE)

Surveillance

· Refer individuals with the clinical features of Garden syndrome for a genetics evaluation.

· For individuals with Garden syndrome

· Adapt the screening protocol for familial adenomatous polyposis to meet the patient’s needs.
· Guidelines can be found at: http://www.nccn.org/professionals/physician_gls/PDF/colorectal_screening.pdf
