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Figure1: Results of Pure tone audiometry Figure 2: Results of saccades test

Objectifs

In this study we report a case of Fabry disease presenting cochleovestibular manifestations, with
a review of the literature.

Méthodes et Matériels

In this study we report a case of Fabry disease presenting cochleovestibular manifestations

Conclusion

Fabry disease is a rare genetic disorder that warrants attention from otolaryngologists.
Approximately 80% of patients experience cochleovestibular involvement, presenting as
sensorineural hearing loss, sudden deafness, vertigo, or tinnitus. Regular auditory screening is
essential for early detection of hearing impairment in Fabry patients. Early diagnosis is crucial for
initiating enzyme replacement therapy promptly, which can mitigate irreversible organ damage
and improve long-term prognosis. Otolaryngologists may be the first to suspect Fabry disease in
cases of unilateral or bilateral sensorineural hearing loss in children, isolated tinnitus, or recurrent
episodes of sudden deafness.
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