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Elucidation of the prion pathogenic decision mechanism through a copper ion binding
site of a prion protein
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Prion diseases are characterized by the replicative propagation of
disease-associated forms of prion protein (PrPSc; PrP refers to prion protein). Structural conversion of
the normal cellular isoform, designated PrPC, into PrPSc is a key event in prion ?ropagation. However,
the conversion mechanism remains unclear. In this study, we intracerebrally inoculated prions into
tg(PrPA OR)/Prnp0/0 mice, which express mouse PrP missing only the octapeptide repeat (OR) region on the
PrP-null background. There are different incubation time in infected the prions. As a result, the
mechanism of structural conversion was depending on the type of prions. Also we examined the effects of
copper ions on the pathological progression of prion disease. However, copper ions didn"t have any
influence on the pathological progression.
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