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Clinical features of pathologically confirmed dCJD Manifestations of pathologically confirmed dCJD
Plaque type Non-plaque type p Value
Plague type Mon-plaquetype  p Value ‘l:‘n=1?l g:zﬂ
ccurrence Urmence
Patients (n) 17 24 - (%) Duration (%) Duration Occurrence Duration
Male/Female 8/9 1212 NS Myoclonus 706 75+32 95.8 20+ 11 0024 <0.0001
Site of dura mater graft:supra- /6 13/ NS Dementia 100 45+ 31 958 07+08 NS <0.0001
finfratentorial Pyramidal signs 412 78+ 3.0 87.5 19+13 0002  0.001
(T[r;ﬁ;:)a' of dura mater graft 1982-1988 1981-1993 Extrapyramidal signs 765 7.8 % 4.1 542  18+09 NS 0.001
llar si 19+ 2| ) e 0.038
Age "ldsuéa mater grafting, y, 306 + 155(9-58) 413 + 16.3(1663) NS Cerebeliarsigns 882 926 %83 0709 NS
meanz SO (range) Visual distwbance 588 48134 417 11113 NS 0.024
Incubation period, y, mean + it
SD(range) 164+ 47@26)  178+51(1-21) NS e 588  34+32 708  07%09 NS 0043
Age at onset, y, mean + SD (range) 56.6 + 14.1 (26-71) 594 + 15.7(30-79) NS Akinetic mutism 706 100+ 29 95 8 27+12 0024 £0.0001
Disease duration, m, mean + SD -
(range) 124+ 76(5-38) 31x2401-13) <0.0001 Death 100 148 = 80 100 177114 — NS
Laboratory and MRI findings of pathologically confirmed dCJD Comparison of clinical feature.s between
codon 219 polymorphism
Plaque type(n=17) Non-plagque type(n=24) p Value
No of No (%) of No of No (%) of Codon 219 polymorphism EE EK p Value
i with with n
patients positive patients positive Patients (n) 60 5 -
&G Men/women 24/36 41 NS
PSWCs 17 1(5.9) 24 24 (100} =0.0001 Site of dura mater graft:supra-
CSF finfratentorial 27728 410 NS
Positive 14-3-3 protein 8 5(62.5) 14 1(78.5) NS The year of dura mater graft (range) 1978-1993 1975-1893
Faositive tau protein 3 2(66.7) 4 4 (100) NS Age at dura mater araftin
MRI moane SO (anger oY 39.8 = 16.1(7-64) 356 + 16.7(16-53) NS
T2WI, FLAIR images, or DWI 10 8 (80) 22 19 (86.4) NS - .g
owl 9 7(77.8) 18 15(83.3) NS Isnétlrt;?g; period. ., mean + 17.5 = 5.4 (6-30) 254 * 45(19-30)  0.008
PrP genotyping
Codon 129 palymorphism 14 MM 14 (100) 22 MM 22 (100) A{I;e at onsel.?f‘ mean +SD (range) 57.6 = 15.7(24-81) 614 + 17.9(35-79) NS
Codon 219 polymorphism 13 EE 13(100) 22 EE20(91) NS Disease duration, m, mean + SD 6.7 * 6.8(1-38) 88+ 142(1-34) NS
EK 2 (9) (range)
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