
Mitochondrial Hearing Loss
huPan diseases� including hearing loss�

+earing reTuires the Pechanotransduction oI sound pressure Zaves
into neural signals by thevsease although ascertaining its true prevalence in patients Zith

conẐrmed mitochondrial disease is complicated by both clinical and
genetic heterogeneity. Moreover, under diagnosis, particularly in
patients with complex neuromuscular phenotypes, is common.
However, in one study of 23 patients with mitochondrial disease,
including 10 with the m.3243A>G variant, that causes mitochondrial
encephalopathy lactic acidosis and stroke like episodes (MELAS), 74%
were found to have hearing loss [7]. Further studies investigating
patients with a range of mitochondrial diseases have conẐrmed this
high rate of hearing impairment in patients with mitochondrial disease
[8,9].
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