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Development of research resources in cynomolgus monkeys with neuronal ceroid
lipofuscinosis
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Based on three CLN2 cynomolgus macaques, we identified an ancestor that was
assumed to have one mutated gene (heterozygous), and numerous heterozygous macaques in the progeny.
Detailed examination of the brain tissues on three CLN2 macaques confirmed that they were
histologically similar to humans. Furthermore, clinical observations and behavioral analysis
conducted before the onset of the disease showed that the onset of the disease was close to the age
of onset in humans, brains on CLN2 macaques were atrophied even before onset, and behavior worsened
over time, leading to euthanasia one year after onset of disease. Properties of iPS cells
established from somatic cells of a CLN2 macaque were similar to those of primate ES cells. These
bioresources may be useful as models for human CLN2.
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