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Elucidation of the mechanism of spontaneous prion production in sporadic and
familial prion diseases
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In this study, we established an in vitro system for efficient spontaneous
conversion of recombinant prion protein and recombinant prion protein carrying the causative gene
mutation of familial prion diseases into prion-like structures. Bioassays showed that these products

actually functioned as prions, and we concluded that we had successfully constructed an in vitro
model of solitary and hereditary prion diseases. We also applied this in vitro prion spontaneous
generation system to reveal that one of the reasons for the generation of prion strains with
different properties is the difference in the composition of cofactors involved in structural
transformation.
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