®)
2019 2021

FFI SFI

International study to establish a new prion identified with fatal familial or
sporadic insomnia.

KITAMOTO, Tetsuyuki
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Previously we identified a new prion called M2C(sv) that means codon 129
met genotype, cortical small vacuolation, and type 2 PrPres. In this study, we confirmed M2C(sv)
prion in the Italian family members with fatal familial insomnia, and patients with sporadic
thalamic form of Creutzfeldt-Jakob disease (CJD). We identified this new prion often in sporadic
prion diseases in addition to the thalamic form. We also confirmed that M2C(sv) prion has a
different infectivity compared with M2C(lv) prion. Knock-in mouse with human codon 232 mutation can
transmit with M2C(lv) prion, but not with M2C(sv). Therefore, both prions have not only distinct
pathological changes, but also a distinct infectivity.
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