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Bilateral hearing loss as a manifestation of
neuromyelitis optica

Figure 1 Brainstem auditory evoked potentials at presentation

Brainstem auditory evoked potentials performed in both ears at the time of presentation show the bilateral presence of wave I
(arrows) and the absence of all subsequent waveforms. These findings are consistent with lesions between the proximal cochlear
nerves and the superior olivary nuclei. This is worse on the right, correlating with the MRI findings in figure 2.

Figure 2 MRI scans at presentation

Axial diffusion-weighted imaging (A) and fluid-attenuated inversion recovery (B–D)MRI at the time of presentation show restricted
diffusion andT2hyperintensity in the bilateral inferior cerebellar peduncles aswell as in the rightmiddle cerebellar peduncle. These
changes are in the region of the cochlear nuclei, which are located near the fourth ventricle and inferior cerebellar peduncles.
Dysfunction at this level of the auditory pathway is the likely explanation of this patient’s hearing loss.
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A 54-year-old woman with definite neuromyelitis optica (NMO) presented with bilateral hearing loss that pro-
gressed to complete deafness over 2 days. Otoscopy, tympanometry, otoacoustic emission testing, and brainstem
auditory evoked potentials (figure 1) were consistent with central lesions bilaterally. MRI showed T2 hyperintensities
and restricted diffusion near the cochlear nuclei, more prominent on the right (figure 2). Hearing loss resolved after
administration of IV methylprednisolone followed by plasmapheresis. The cochlear nuclei are located in the dorsal
medulla, adjacent to the fourth ventricle. Such periventricular regions highly express aquaporin-4 and have been
implicated as sites of brain involvement in NMO.1,2
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Free Michael J. Fox DVD, Video on Parkinson’s Disease
The AAN and the American Brain Foundation present actor and Parkinson’s disease patient
Michael J. Fox hosting Parkinson’s Disease: A Guide for Patients and Families. This new patient
education video is now available free to members and the public, either on DVD or online. The
free DVD can be ordered while supplies last by visiting AAN.com/view/PatientEducationVideos or
calling (800) 879-1960. The video can be viewed online at YouTube.com/AANChannel with other
patient education DVDs produced by the AAN.

The Premier Event for the Latest Research on Concussion
Registration is now open for The Sports Concussion Conference—the premier event on sports
concussion from the American Academy of Neurology—set for July 11 through 13, 2014, at the
Sheraton Chicago Hotel & Towers in Chicago. You won’t want to miss this one-of-a-kind oppor-
tunity to learn the very latest scientific advances in diagnosing and treating sports concussion, post-
concussion syndrome, chronic neurocognitive impairment, and controversies around gender issues
and second impact syndrome from the world’s leading experts on sports concussion. Early regis-
tration ends June 9, 2014. Register today at AAN.com/view/ConcussionConference.
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