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Abstract  Some cases of hereditary prion diseases which include familial Creutzfeldt-Jakob disease and Ger-
stmann-Stréiussler syndrome are linked to octapeptide repeat insertional mutation in the PRNP gene. Many studies of
PrP molecules with insertional mutation have been carried out to understand the pathogenesis of familial forms of prion
disease.
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Table 1 Summary of cellular localization and proteinase K status of recombinant prion protein mutants generated
by different expression systems ’~ "
K
MoPG14 BHK Sindbis Viral replicon 1ppg/mL 37°C 30min
MoPG11 CHO pBCI12/CMV 3.3pg/mL 37°C 10min
HaPG7 9 11 Retroviral vector 0.8pg/mL 37°C 10min
HaPG9 11 MNB Retroviral vector 1pg/mL 37°C 10min
HuPG14 BHK Semliki forest virus 8pg/mL 37°C 30min
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