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PONE AR T ) A L AIFORHK

180
mutated codon 102 105 178 180 200 203 208 232 932 Insertion Z it
k= 38 5 4 88 37 2 1 32 1 3 6
% 17.20% 2.30% 1.90% 40. 90% 16.70% 0. 90% 0. 50% 14.90% 0.50% 1.40% 2.60% |
i \
53.7 41.0 57.8 76.3 58.4 73.0 74.0 65.0 73.0 49.7
i
R (A) 4.5 " 1.2 1.9 1.1 0.8 2.8 1.7 2.3 2.1
EHEREETOMHM(A) 2.3 9.4 — 0.8 0.3 0.4 0.3 0.5 0.1 0.7
SA/A—XR 31.40% 20. 00% 75.00% 48.10% 88.60% 100% 100% 86. 70% 100% 33.30%
PSD 22.60% 0% 0% 11. 60% 91.70% 100% 100% 64.50% 0% 66. 70%

MR (DW1) 37.50% 0% 0% 100% 93.80% 100% 100% 86. 20% 100% 50. 00% |
129MM 28 3 65 34 2 29 1 2 1 |
129MV 3 1 20 0 0 2 0 0 0 |

possibility of FH (defined) 57.1(84.2)% 60(80)% 50.0% 6.8% 51.4% 0.0% 0.0% 0.0% 0.0% 33.3% 100.0% ‘
|
iy N — e} 5l Ny Ny R P N ol
#£3 FRBEMET ) A RORER A A~ —T1— LR
Mutated codon Pl102L P105SL V1801 E200K M232R (rapid) M232R (slow)
14-3-3 B (%) 2/8(25) 0/2(0) 40/57(70.1) 13/15(86.6) 6/11(54.5) 4/5(80.0)
1433 & (ng/ml) 448.6+£792.3 | 397.0£561.4 | 2304+£3275 352343239 1170+1126 17301200
total tau & (pg/ml) 21983111 711x214 40445628 11985416863 1518418117 4311£3128
PrP* positive by QUIC (%) 4/4(100) NE 1/5(20) 1/2(50) 1/2(50) 1/1(100)
age at onset 544121 41.6£8.0 76.6x7.4 58.6%£9.6 67.2%6.7 57.3%£20.0
duration (death) (months) 53.1£31.5 132742 21.5%17.6 12.5%11.3 19.8£26.0 19.8426.0
duration (akinetic mutism) (months) 27.9+27.8 113+10.6 10.1+£6.8 3.1+2.6 28+1.7 17.7£3.7
PrP* deposition plaque plaque synaptic synaptic synaptic plaque
PrP* immunoreactivity ++ ++ equivocal ++ o ++
spongiosis + HHF ¥ + +
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