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Introduction

Mitochondrial diseases are complex challenging disorders due to their multisystem involvement and genotypic heterogeneities. 

Objectives 

To define the age and cause of death of patients affected by mitochondrial disease.
Methods

We reviewed records of all patients attending the mitochondrial clinic that deceased in the last 25 years. Patients were screened if classified as having a mitochondrial disease based on the muscle biopsy results or genetic sequencing.
Results

We retrieved death certificates of 36 patients with mitochondrial disease. The mean age of death was 48.44 ± 19.50 (SD), the range was 19-83. The main causes of death were cardiac (30%) and respiratory (39%). In 66% of cases mitochondrial disease was considered contributing to death.
Conclusions
Adult mitochondrial diseases reduced significantly life expectancy. Cardiac and respiratory involvements are the leading cause of death. Regular cardiac and respiratory surveillance are recommended.

