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The rhesus monkey Krabbe Disease model is significant in that it was the first lysosomal storage disease identified in a non-human primate species.  The monkey model of Krabbe Disease has a high degree of clinical similarity to the human disease. The disease causing mutation, a deletion of 2 nucleotides, has been identified in the rhesus monkey.  Not unlike mutations identified in human patients, this deletion results in no active enzyme. As is seen in human patients, the health of the affected rhesus monkeys declines rapidly after birth and survival times vary from a few days up to 22 months.  Krabbe Disease affected rhesus monkeys experience variable disease progression, despite a common disease causing mutation.  Borda et al found that age at onset varied from 19 days to 140 days, and survival time from 52 days to 642 days.

Early signs of the disease include tremors and difficulty grasping items.  Symptoms progress eventually to complete inability to use the hind limbs and all develop clenched hands and feet. Other clinical signs of disease include hypertonia and incoordination. Moreover, all animals show slow nerve conduction velocities, as measured by EMG.  Histopathologically, all of the Krabbe monkeys had accumulations of globoid cells, gliosis and demyelination in the white matter, while the gray matter appeared normal. Cellular immune activation and high expression of iNOS was also noted, suggesting an inflammatory component to the pathogenesis of Krabbe disease.

