BOX 29.2

MENIERE SYNDROME

The typical patient with Meniere syndrome develops a sensation of fullness and pressure along with decreased hearing and tinnitus in one ear. Vertigo follows rapidly, reaching a maximum intensity within minutes and then slowly subsiding over several hours. Often the patient is left with a sense of unsteadiness and nonspecific dizziness that can go on for days after the acute vertiginous spell. In the early stages, hearing loss is completely reversible, but as the disease progresses, residual hearing loss becomes a prominent feature. The tinnitus is typically described as a roaring sound similar to the sound of the ocean. These episodes occur at irregular intervals over years, with periods of remission unpredictably intermixed. Eventually, most patients reach the so-called “burnt-out phase,” where the episodic vertigo disappears and severe permanent hearing loss remains. 

The clinical syndrome was first described by Prosper Meniere in 1861, but Hallpike and Cairns made the initial clinical-pathological correlation with hydrops of the labyrinth in 1938. Patients with Meniere syndrome invariably show an increase in volume of endolymph associated with distention of the entire endolymphatic system. Herniations and ruptures in the membranous labyrinth commonly occur, which may explain the episodes of hearing loss and vertigo. 

Delayed endolymphatic hydrops occurs in an ear that has been damaged years before, usually by infection. With this disorder, the patient reports a long history of hearing loss, typically since childhood, followed many years later by episodic vertigo but without the typical auditory symptoms. The pathologic findings are remarkably similar to idiopathic Meniere syndrome, suggesting a common etiology. A subclinical viral infection could damage the resorptive mechanism of the inner ear, leading to an eventual decompensation in the balance between secretion and resorption of endolymph. 

The key to the diagnosis of Meniere syndrome is to document fluctuating hearing levels in a patient with the characteristic clinical history. In the early stages, the sensorineural hearing loss is usually greater in the low frequencies. Some patients with Meniere syndrome develop abrupt episodes of falling to the ground without loss of consciousness or associated neurologic symptoms. These episodes have been called “otolithic catastrophes” because they are thought to result from a sudden mechanical deformation of the otolith receptor organ. Patients often report feeling as though they were pushed to the ground by some external force. 

Because the cause of Meniere syndrome is usually unknown, treatment is empiric. Medical management consists of symptomatic treatment with antivertiginous drugs and long-term prophylaxis with salt restriction and diuretics. Many different surgical procedures have been tried but none has been consistently effective. Shunt operations to decrease the endolymph pressure have not been successful because the implanted drain devices are encapsulated rapidly by fibrous tissue. Destructive surgeries (removing the labyrinth or cutting the vestibular nerve), can stop the episodes of vertigo but do not change the tinnitus and progressive hearing loss.
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