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Usher's syndrome is defined by the association of congenital sensorineural hearing loss of variable severity scalable or not and 
retinitis pigmentosa gradually blinding. There are three clinical types according to vestibular dysfunction and degree of hearing 

loss. Type II we are interested in this presentation is controlled by a gene locus D1S81 the long arm of chromosome 1. In this form, 
unlike the other two, the acquisition of language is possible and retinitis pigmentosa appears later. This retinitis is progressive and 
becomes very disabling around the age of 30 years. Neurofibromatosis is an autosomal dominant disease. There are two types. Von 
Recklinghausen's neurofibromatosis described in this work is the type I. It represents about 90% of clinical forms and is due to an 
abnormality on chromosome 17. It’s most common ocular disorders are represented by iris nodules of Lisch, plexiform neuroma 
of the upper eyelid, the optic glioma. The coexistence of both diseases in the same person is exceptional; we found no cases in the 
literature. This observation brings a unique combination of Usher's syndrome and Von Recklinghausen's neurofibromatosis in a man, 
aged 40 native of Mauritania born of consanguineous union.
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