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Abstract
Neurofibromatosis type 2 (NF-2), also called central type neurofibromatosis, is a rare
autosomal dominant disease caused by a mutated tumor suppressor gene on the long arm of
chromosome 22q12. The prominent clinical symptoms include tinnitus, hearing impairment,
vertigo, facial palsy, diplopia, etc. The severe results can be blindness, hydrocephalus, or
even fatal tumor-induced brainstem compress ion. In July and October 2002, respectively,
a mother visited our department for tinnitus and hearing impairment, and so did the
daughter for right sudden deafness. Thus the pure tone audiometry, speech discrimination
test, auditory brainstem reflex examination were executed for them both. The results
revealed the retrocochlear pathology, and magnetic resonance imaging was arranged.
Attributed to the bilateral vestibular schwannomas detected, NF-2 was diagnosed. After the
disease was explained, the screening of genes and surgical intervention were refused, and
they went to another hospital where gamma knife stereotactic radiosurgery for their left s
1des was implemented. After half year by our follow up, their hearing impairment was
noted, and magnetic resonance imaging indicated the same tumor size which was not
reduced by the radiosurgery. Due to the rarity of the disease, the incidence rate was



approximately 1/40000. The case with the causes, diagnoses and treatments discussed all
according to the literature review 1s hereby presented



