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Clinical profile of sporadic and dura—mater graft associated Creutzfeldt—Jakob disease

developing sensory disturbance

sCJD dCJD p value
Cases 22/1602 (1%) 4/76 (5%) p<0.05
Male/Female 8/14 2/2 ns
Age at onset (year = SD) 66 = 11 51 = 15 p=0.038
Incubation time (year = SD) = 21 + 4
Type classification = Non plaque 2, Plaque 2
Sensory manifestations (%)
Dysesthesia/numbness 19 (86) 4 (100) he
Sensory ataxia 3(14) 0 (0)
Site of onset (%)
Head 0 (0) 2 (50)
Upper extremities 10 (45) 2 (50)
Lower extremities 5(23) 0 (0) p=0.053
Combined sites 4(18) 0(0)
Unknown 3(14) 00
Manifestations during clinical course (%)
Cerebellar signs 13/22 (59) 4/4 (100) ns
Psychiatric feature 20/22 (91) 4/4 (100) ns
Dementia 21/22 (95) 4/4 (100) ns
Visual disturbance 4/22 (18) 1/4 (25) ns
Myoclonus 22/22 (100) 4/4 (100) ns
Extrapyramidal signs 12/22 (55) 4/4 (100) ns
Pyramidal signs 20/22 (91) 4/4 (100) ns
Laboratory findings (%)
PSD on EEG 21/22 (95) 3/4 (715) ns
Hyperintensity on MRI 20/22 (91) 4/4 (100) ns
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JACOP (Japanese Consortium of Prion Disease)
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129M/M 129M/V 129V/V 219K/K ChM
HEIEME (case No.) (M/M, E/E) (M, E/E) (VIV, E[E) (MM, K/K)
MM1+2C (#1) 6158 (6/6)2 N.D. 71744 (6/6) 647149 (5/5) 162+13 (6/6)

MM1+2C (#2) 580%8 (5/5) 595+6 (4/4) 588+11 (4/4) 594+10 (5/5) 1609 (4/4)

MM1 (#1) 467424 (8/8)  490+26 (5/5) 77432 (6/6) 57352 (5/5) 142+3 (5/5)
MM1 (#2) 531+47 (5/5) 508%55 (6/6) 5883 (5/5) 52731 (6/6) 1545 (6/6)
MM2C - (o - (o - (o) - (0/8) - (0/B)
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( Hatk S, et al. Lancet Neurol, 2014: 150-158(Figure 2% &%)
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14-3-3 v - )
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(ELISA) WB) FA=
RRE 91. 7% 88.9 % 85.3 9 78. 9%
BEEREE | 79.5 9 80.9 % 86. 2% 98.7 %

109 definite sCJD casest 299 non—prion cases
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