Muir-Torre Syndrome


Nonpolyposis Colorectal Cancer Syndrome

· Autosomal dominant condition

· Variant of HNPCC 

· Mutations in mismatch repair genes, MLH1 and MSH2

Clinical Characteristices

· At risk for cancer of the:

· Stomach

· Endometrium

· Kidneys 

· Ovaries 

· Bladder 

· Breasts

· Larynx 

· Distinguished from classic HNPCC by the development of sebaceous neoplasms of the skin, including:  

· Sebaceous adenomas

· Sebaceous epitheliomas

· Sebaceous carcinomas 

· Keratoacanthomas 

· The skin lesions typically present in the 40s and may include..
Surveillance

· Refer individuals with the clinical features of Muir-Torre syndrome for genetic counseling and possibly testing.  

· Adapt the guidelines outlined by NCCN for HNPCC, with extracolonic surveillance, particularly of the skin. http://www.nccn.org/professionals/physician_gls/PDF/colorectal_screening.pdf
