Neuropathology Case

Children’s Hospital Friday December 9, 2011

13 year old male with history of progressive action and sustention tremors, bilateral lower leg weakness (tibialis anterior), decreased deep tendon reflexes, pes planus, and impaired speech articulation, beginning at approximately age 7 (3 weeks after last MMR vaccine). Nerve conduction studies at this time showed slowing of motor and sensory conduction velocities in both upper and lower extremities. Brain MRI at 8 years of age showed mild enlargement of the cerebellar sulci and mild vermian atrophy. Between 8 and 9 years of age, he became confined to a wheelchair. Speech production ceased and difficulty swallowing and excessive drooling were noted. His tremor became more coarse and punctuated by prolonged episodes of shaking of the entire body. Extensor plantar reflexes were noted. He also developed oculogyric crises. At 11 years of age he weighed 50 pounds. He appeared alert but with “mask-like” facies and could not hold his head erect. Tremulous movements of the hands were constant. Pupillary responses and extra ocular movements were normal as was funduscopic examination. There was copious drooling and the tongue was atrophic with fasciculations. There was generalized muscular atrophy with contractures and areflexia throughout. Sensory examination was normal. L-Dopa and Amantadine improved symptoms only briefly. At 13 years of age, he developed an intercurrent respiratory infection and died of respiratory failure. An autopsy was performed. On autopsy, his emaciation, generalized muscle atrophy, and contractures were noted, as were bilateral pulmonary lobar consolidation and pericardial effusion.
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