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7Y% V9% (prion disease) &1, 7V F Y EHADIEFE
(PrPe) 0 b EHMEZ FEORE R (PrP) ICEH|T 5 LI X
D, FETHRARSRCERE LARRRE % R85 2 3O 5%
BCEBMEERIRNNAE  (transmissible spongiform encephalo-
pathy : TSE) & 9. BRERFIIEE TV 4+ EHZDD
DEEZOLNT)F VY EEN TS, € bOT Y F VIFIE
JERAHOREFEME, BGIRASH L T 5 1% I’I‘“(’E’@’r’iﬁ)

T F YERHBEFERIZX BEEEO=Z21CKH &R
TR DS 5. BRI P12 13 983 2 Creutzfeldt-Jakob J5
(CJD) 7S L, Koz o5 oBof, HEE, g
B SRl e OB T ENRHEAEAET L. 2o
WROBREIE, BET)A EHOTOT T —EiH{LED
DTEICED1IRIP 2R RNy I NV 129054 F F
= (M) 2N (V) REVHZRNT I DRI NT
BY, MM1 &2 MV2 Evo2208Hb B bh 2 (Fig 1,
Table 1). M (EgetE) (XA HLE: CID, 2 HEd IR
jit (bovine spongiform encephalopathy : BSE) #2425 &
e L7228 RM C]D %2 & (Table 2, 3, Fig. 2~4), #=HICIX
FKIEME CJD, Gerstmann-Striussler-Scheinker 3% (GSS), 3
FEEREPEAIRAE (fatal familial insomnia : FFI) 72 & oJgHl
PS5 NTw% (Fig.5, 6).
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Table 1 05 CJD @ PrPsc & 11 & RS R

BEPRE | SRR | TR | S 20—2 2 | PSD | 1433 | tau M'gléjgl Prpsc Zofs
MM1 Ty 60 1% CiFSyes + + + + + YF T AR
MV1 iy LY 60 1% [ibstia + + + + + R T AR
MM2th | 8RR | 50 4% B - - - - - (v 57 A#) | SPECT
MM2c B g A 60 1t i 2k + Fh| (+) | (+) + (v F 7 2H)
MV2 ESEY) 60 1% TR + | g | (+) + th 75— Kl
VV2 iR 60 1% AR ih Fho| (+) | (+) + th 75— R
VV1 B 40 1%, AR - - (+) | (+) + VF T AR
PSPr-VV | J 2% | 62 (4871) | 20 (10-60) - - - | e - NFT—7 | 5

PSPr : Protease-sensitive prionpathy (Gambetti et al, Ann Neurol 2008 ; 63 : 697-708)
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TRREMIZE L, FAEAERIZTY 672 (15~94) %, TR
M FH 176 (1~143) HTH Y, WEIRIEFEZME I CJD]
1,079 B1(77%), #EI&ME 240 51(17%), HE4E 76 B1(54%),
DHERETHTH -7z

B QI CID (&, SEUEITHRAE, 3427 u0—2X
2, NI, MAERE L2 LR, B A TES - B
REIZW20, Ko B R PIERE (periodic synchro-
nous discharge : PSD), MRI L ERIRIE D KM - IR
OFEAEE, B O 14-3-3&H - ¥y vEARMELR & bO T
BB RE R T 5 08M3IBESTH A, 72, QUIC I
LR ORE ) A VEATERNETSZ L bHEE
Hhoodhb. LaL, #El EEEELALDIHELIS S
NSO R %K L IEMEIF (Tablel) ddH Y, EHEAHDZE
AGE, FEAERE, BARBEE JGRE, MR, ANBEREEE)
%2 2RERITIE, Mk, MRI i, SPECT, #{&THRE
EWHHLTUT 7Y 4 v E T 5 L%EHH 5 (Table 5).
& ITPI02L 221 & 2 GSS I3, WG IEH Geton fhofs P ik
DB NKEMEEZ O D O TH Y RS b FiRH»24E
Kbzt 720, BETHREEZ L2 WEZHIEARTETDH
5. F7z, VI80I A\ id M223R 5%, 1T & A EDIMFENE

Table 2 43P (&getk:) 79+ » 9% (Environmen-
tally-acquired prion diseases).

1. 7 —n— (kuru)

2. B CID
Dura mater graft (H7123, {1413, --) 196 1
Growth hormone ({4107, %51, %26, --) 194
Neurosurgery (1950 ~ 60 4E4%)
Gonadotropin
Corneal transplant (1974, 1997)
Stereotactic EEG (1970 4E1%)
Blood transfusion (4xC vC]D)

3. ZHM CID (vCID)

(Brown P, et al : Neurology 67 : 389-393, 2006)
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Table 3 ZFM CJD— i CJD & DIl & AT —.
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Fig. 2 HFERAH Creutzfeldt-Jakob 5% DRI,
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PAERE 50 : 799

Number of Number of
BSE vCJD
40,000 30
35,000
25
30,000
20
25,000
20,000 15
15,000
10
I BSE
10,000 —CID
5
5,000
= 0
0 86 87 83 89 90 91 92 93 94 95 96 97 98 99 00 01 02 03 04 05 06 07 08 09year
Number of BSEin Japan 3 2 4 6 7 10 3 0 0
Number of vCJD in Japan 1

Fig. 3 3 & HARD SR IRINAGE (BSE) &2 8R! Creutzfeldt-Jakob 9% (vCID) FsA:MF$4E k2L,
WETIE BSE D542 S 8 ~ 9 EENTVCID BRELHBLTETWDL I ENbR 5.
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Table 4 #EfHf% CJD (dCJD).

WA dCJD (non-plaque type CJD)

Kk (67%)

IFEVE AT IS CID & [MBR o B AAEE, 55 BT Bl PrPSe @ 1 %Y
JEd gL dCJD (plaque type CJD)

1 33%
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Table 6 fMFEVE/Z 58 CID 1251 5 MM IESE.

MFEE CID | 2% CJD
Wi, FREE i & ORGSR [ [
Hirhie, [ [
ERDA ORI, WL H H
Wk, RERE W, Moy >k i H
LRI {8 G/
R BIA % 5 < SO (s (s

HEE  OAWIZEIX, TV UWB X OERE Y AV A EGEIC
T HMEMRIEZ: ST T F VIHOY —R 4 T v R L EGT B
T DR, LI —RA 5V ARHALA VYTV
FEREHAOKBICLZ L IANKRTHY, TIICRELTHELE
THRETH 5.
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R L7:.)

X &

1) KEBWRE M. 70 & VIHB L ORI AV A K. &
A7) MG TR B SR FE 3 7 oF VR R DR SEE
AV A RERAE BT % iR A AT 28 PR R 5T 4 R B
2010.

2) BEFL, KEBERE, W TUF URERTH AL K54
> (2008 4EHR). In: 7V & VIE R OSEIEME Y A L R G
SEAZ B % AW 92 BE ( http://prion.umin.jp/guideline/
index.html, 2009.
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Abstract
Prion disease

Hidehiro Mizusawa, M.D., Ph.D.
Department of Neurology and Neurological Science, Tokyo Medical and Dental University,
Graduate School of Medical and Dental Sciences

Human prion diseases are classified into 3 categories according to etiologies: idiopathic of unknown cause, ac-
quired of infectious origin, and genetic by PRNP mutation. The surveillance committee have analyzed 2,494 cases
and identified 1,402 as prion diseases. Most of them are idiopathic, namely sporadic CJD (77%) with less genetic
and acquired prion diseases (17% and 5%, respectively). The number of patients identified by the surveillance
committee in these years is about 120 which are less than the number of annual death of prion disease. The differ-
ence might be due to partly the fact our surveillance need the consent from patients’ family and is not complete.
The mean age at onset of prion disease is late 60s while the range is fairly wide. Brain MRIs and increase of CSF
14-3-3 and tau protein levels are very characteristic. Classical sporadic CJD could show completely normal T1WI
with patchy high signals in the cerebral cortex and basal ganglia on DWI In Japan, classical sporadic CJD (MM1)
is most popular but there are some rare atypical subtypes. Among them, MM2-thalamic CJD is hardest to diag-
nose because it shows no high intensity signals on DWI, in addition to frequent absence of CSF and EEG charac-
teristics. In this case, CBF decrease in the thalamus on SPECT is very helpful. Genetic prion diseases in Japan are
quite distinct from those in Europe. V1801 and M232R mutations are unique to Japan and show sporadic CJD phe-
notype. Dura graft-associated CJD (dC]JD) are composed of 67% of classical sporadic C]JD phenotype and 33% of
atypical phenotype showing slower progression with amyloid plaques. Trace-back experiments suggested the
PrP* of the atypical dCJD was likely to be modified from infection of abnormal VV2 protein. Although there are
some atypical forms of prion diseases as mentioned above, almost all prion cases could be diagnosed with EEG,
MRYI, genetic test, CSF test and SPECT. We also have some incidents in which brain surgery was done before the
diagnosis of prion disease and many other patients were operated using the same operating instruments before
their sterilization against prion disease had been done. The explanation of possibility of prion disease infection to
the patients and their follow-up was started by the incident committee. It is very important for all the nations to
cooperate with each other in order to overcome this intractable disease.

(Clin Neurol 2010;50:797-802)
Key words: prion disease, Creutzfeldt-Jakob disease (C]D), Gerstmann-Straussler-Scheinker syndrome (GSS), fatal famil-
ial insomnia (FFI), transmissible spongiform encephalopathy (TSE), 14-3-3 protein, tau protein, MRI-DWI




