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ABSTRACT

Adult onset amyotrophic lateral sclerosis (ALS) arises due to progressive and irreversible functional deficits

to the central nervous system, specifically the loss of motor neurons. Sporadic ALS causality is not well Downloads: 79,953
understood, but is almost certainly of multifactorial origin involving a combination of genetic and
environmental factors. The discovery of endemic ALS in the native Chamorro population of Guam during the Visits: 195,717
1950s and the co-occurrence of Parkinsonism and dementia in some patients led to searches for
environmental toxins that could be responsible. In the present paper, we report that an environmental Sponsors -
neurotoxin enhances mutant superoxide dismutase (SOD)-induced spinal motor neuron death and

pathology and induces motor axon abnormalities. These results cumulatively confirm earlier findings that

exposure to an environmental toxin is sufficient to produce the disease phenotype and indicate a role for

gene-environment interaction in some forms of the disease.
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