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Transmission experiments verify sporadic V2 prion
in a patient with E200K mutation
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g ) g n N Table 1 Transmission to PrP-humanized knock-in mice
> |E > |..'C_. ; Inoculated material ~ Attack rate® (mean incubation period, days)
(kDa) (kDa) Ki-129M/M  Ki-129V/V Ki-ChM
35 -
. - 99 This case 4/4 (691+30)  5/5(422+26) 0/8
'. -.~. Vv2 5/5 (670+79) 6/6 (313+4) 0/5
24 - . 24 - .. ~ . 2Number of mice positive for PrP5 accumulation/number of inocu-
- lated mice
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1.E200KZ &, OR 2 129hMet/Val LB T, E200KAN129MT7 Y )L EIZFHFET HiERHE
CJD (Figla) T, V2 A &L= 2:1B - BB E 2L 1=
2 A JE 5l DWestern blotldtype intermediate (Figlb) . BRER(ZV2T A ELLITLM .
SAEBIDINELFNIZ KB REERERTIX, V2T UA L LRI D EEIFE L 1= (Figlc,
Table 1).
4. R FEBI TIXE200K/ N 7 hEH T 51290MT7 ) ILTIEEL 120V LN EEIELT=
7 Fhiseedb G oI-CEMFEBAS N, BRI CID DR REHF D — i BAL M ElxoT=.
Kishida H et al. Acta Neuropathol. 2024

%Ilg

126






