28

29 2017

3



28

The annual report of the Research committee on
surveillance and infection control of Prion disease in 2016,
Researches on rare and intractable diseases
Health, Labour and Welfare Policy Research Grants
The Ministry of Health, Labour and Welfare, Japan

29 2017 3
March, 2017

Chairman Hidehiro MIZUSAWA, MD, PhD.

National Center of Neurology and Psychiatry



EH2BEETIF U RDY—RASUREREFHIZETHAERRM

X o2 K 4 A B =% i %
HMEAERE| KE EHF Bk EEERAEE 42— HEE
MENEE| IUA E{C |£SRRAZEEREBAREBEEZRBEZL - HRHFEEZ(BEARE) B B
Bk EAN [EERKFRFREZRAAERBEENRE B B
IR B2 |HLEKRERZFREEFZRMERIFEMEEELE B B
hit 17— |BAERKEHEERE I —AREEFEMN B B
8 RE |[ELRBERMNFIRERAEEELS B R
BE B2 |MBELEMR ZEME
[FH M |EEXFREREEEFHEDBBSTREZSE #H &
o A KFEEEFL SRR EY5F—3° SEEE 8 =ﬂ=% _
HRIABEREEER LI —HBRAR - NA(F)Y—R 22—
Ml % | g pmesn@EBRET L1 D) % HE
Af —Bf |BAREHKXZRE/ N RENEZNTE #E OB
ERARFE [LEBEXFREREFHERBRARE # %
EFAR EE |RLLKRERZFREZRAEREERRE # %
INGFEFE B | HE KRR A AR5 #H &
=& X |HEREMENKFRERFEZDEH P eDEL IR &
Hf EE #EHIKZAFREZHERHARNESE-KNEDES #H &
RiF B |BEXEXRFREFZMEHERAR-EEF2HH #H &
2A FH | KRKZXFREZRARREHFATE #H &
FIER FEZ |AUKPEXRFREEEFLEAERBEERRE #H &
H shz |[EREEREIKRZEZDHEZERE T REHE
e AEAXFZXRFRIZWEHEGA I IFERYMEE G T FREE % iz
= 1BIR - 4 iy T 4A1, B &
Z2H —X |BEXRFRFRESEERFRARIEEEDSE B
BR B |EiIfs-aRERMEtUA—RFER Rk E kK
MEHHE| BFEEF |FMCRREYUY=vY BIEAYES—
E A AEERN LT3 —Abt MERRE
T187-8551
= BEREN DN ER/NIIERAT4-1-1
BB B B 57 0a0-341-2712 E &
FAX 042-346-3576
E-mail prion—ncnp@ncnp.go.ip
Ei M- AREERA RS —
%IE%%% ﬂ#%%ﬁIEgB b ﬂ#%%ﬁIgﬁ
N | MMHE BUR |TEL 042-341-2712 E_RHERE

FAX 042-341-1425
E—mail t—-matsuda@ncnp.go.ip




10.

11.

12.

13.

14.

CJD

CJD

RT Quick

28

28

(

Creutzfeldt-Jakob MRI e

(

RT_QU'C ..........................



15. MM2 sCJD -+ 93

( )
16.
.......................................................................... 97
( )
17 .................................... 101
( )
18 P102L GSS ........................................ 105
( )
19 ......................... 109
( )
20. DBS(deep brain stimulation; )
................................................................ 111
( )
21 ..................... 115
22 ............... 121
( )
23 |PS ............... 125
( )
.................................................. 129
2016 ............................................................... 139
............. 155
...................... 159
.......................................................... 171



28

H28- - -002

FMC



(ELISA)

Disease)

88

JACOP

JACOP

CJD

75.7% RT-QUIC 70.1%
28

V2

1999 4 1
(CJD) 2917
2004 1

14-3-3

2010

2016

10

9

78.9%

JACOP(Japanese Consortium of Prion

28




28 JACOP

JACOP
1999
(CJD) 29
CJD

10
MRI
14-3-3

real time Quaking-Induced Conversion
(RT-QUIC)
V2

( )



1999 2016 9
2917 ( 1261

70

26

V180l

5711
1656

(JACOP)

SPECT
MM2 sCJD

28

RT-QUIC
(ELISA WB)
78.9% 70.2% 75.7%

RT-QUIC
70.1%
CcJD
10
CJD
2008(2008GL)
27 10

28 9 30

14-3-3

DBS



V2

M1
FK-1
iPS
PRNP
AB
102 Gerstmann-
Staussler- Scheinker GSS-102
GSS-102
2
JACOP
17
28
Creutzfeldt-Jakob dCJD 10
MRI DWI
DWI

dCJD

RT-QuIC
2
3
Tk-subtilisin

iPS

28

28



PRION2016 ( )

APPS2016

(APSPR)
2015

JACOP

F.
1.

1 Sanjo N, Kina S, Shishido-Hara Y,

Nose Y, Ishibashi S, Fukuda T,
Maehara T, EishiY, Mizusawa H,
Yokota T. Progressive Multifocal
Leukoencephalopathy with Balanced
CD4/CD8 T-Cell Infiltration and Good
Response to Mefloquine Treatment.
Intern Med 55(12) 1631-5. Epub
2016 Jun 15.

Kobayashi A, Matsuura Y, Iwaki T,
Iwasaki Y, Yoshida M, Takahashi H,
Murayama S, Takao M, Kato S, Yamada
M, Mohri S, Kitamoto T. Sporadic
Creutzfeldt-Jakob disease MM1+2 and
MM1 are identical in transmission
properties. Brain Pathol  26(1):95-1012,

2016

Hamaguchi T, Taniguchi Y, Sakai K,
Kitamoto T, Takao M, Murayama S,
Iwasaki Y, Yoshida M, Shimizu H, Kakita
A, Takahashi H, Suzuki H, Naiki H,
Sanjo N, Mizusawa H, Yamada M.
Significant association of cadaveric dura
mater grafting with subpial AB
deposition and meningeal amyloid
angiopathy. Acta Neuropathol 132(2)
313-5 2016

Cescatti M, Saverioni D, Capellari S,
Tagliavini F, Kitamoto T, Ironside J,
Giese A, Parchi P.
Conformational Stability of Abnormal

Analysis of

Prion Protein Aggregates across the
Spectrum of Creutzfeldt-Jakob Disease
Prions. JVirol 90(14) 6244-54, 2016
Takeuchi A, Kobayashi A, Parchi P,
Yamada M, Morita M, Uno S, Kitamoto T.
Distinctive properties of plaque-type
dura mater graft-associated Creutzfeldt-
Jakob disease in cell-protein misfolding
cyclicamplification. Lab Invest 96(5)
581-7, 2016

Oshita M, Yokoyama T, Takei Y, Takeuchi
A, lronside JW, Kitamoto T, Morita M.
Efficient propagation of  variant
Creutzfeldt-Jakob disease prion protein
using the cell-protein misfolding cyclic
amplification technique with samples
containing plasma and heparin.
Transfusion 56(1) 223-30, 2016
Minikel EV, Vallabh SM, Lek M, Estrada
K, Samocha KE, Sathirapongsasuti JF,
McLean CY, Tung JY, Yu LP, Gambetti P,
Blevins J, Zhang S, Cohen Y, Chen W,



Yamada M, Hamaguchi T, Sanjo N,
Mizusawa H, Nakamura Y, Kitamoto T,
Collins SJ, Boyd A, Will RG, Knight R,
Ponto C, Zerr |, Kraus TF, Eigenbrod S,
Giese A, Calero M, de Pedro-Cuesta J,
Haik S, Laplanche JL, Bouaziz-
Brandel JP, Capellari S, Parchi P, Poleggi
A, Ladogana A, O'Donnell-Luria AH,
Karczewski KJ, Marshall JL, Boehnke M,
Laakso M, Mohlke KL, Ké&hler A,
Chambert K, McCarroll S, Sullivan PF,
Hultman CM, Purcell SM, Sklar P,

der Lee SJ, Rozemuller A, Jansen C,

Amar E,

van

Hofman A, Kraaij R, van Rooij JG, Ikram
MA, Uitterlinden AG, van Duijn CM,;
Exome Aggregation Consortium (ExAC),
Daly MJ, MacArthur DG. Quantifying
prion disease penetrance using large
population control cohorts. Sci Transl
Med 8(322) 322ra9, 2016

Ilwasaki Y, Mori K, Ito M, Mimuro M,

Kitamoto T, Yoshida M. An autopsied

case of MM1+ MM2-cortical with
thalamic-type sporadic  Creutzfeldt-
Jakob disease presenting with

hyperintensities on diffusion-weighted
MRI before clinical onset.
Neuropathology 2016 Jul 20. doi

10.1111/neup.12327. [Epub ahead of
print]

Nakatani E, Kanatani Y, Kaneda H,
Nagai Y, Teramukai S, Nishimura T,
Zhou B, Kojima S, Kono H, Fukushima M,
Kitamoto T, Mizusawa H. Specific

clinical signs and symptoms are

predictive of clinical course in sporadic
Creutzfeldt-Jakob disease. Eur J Neurol

10

11

12

13

14

23(9) 1455-62, 2016

Kanatani Y Tomita N SatoY Eto A
Omoe H
Registry

Mizushima H National

of Designated Intractable
Diseases in Japan Present Status and
Future Prospect. Neurol Med Chir
57(1) 1-7,2016

Hayashi Y, Y, Takekoshi A,
Yoshikura N, Asano T, Mimuro M,
Kimura A, Satoh K, Kitamoto T, Yoshida
M, Inuzuka T. An autopsy-verified case
of FTLD-TDP type A with upper motor

neuron-predominant

Iwasaki

motor  neuron
disease mimicking MM2-thalamic-type
sporadic  Creutzfeldt-Jakob
Prion 10(6) 492-501, 2016

Takatsuki H, Fuse T, Nakagaki T, Mori T,
Mihara B, Takao M, Iwasaki Y, Yoshida
M, Murayama S, Atarashi R, Nishida N,
Satoh K

widely distributed in tissues of sporadic

disease.

Prion-Seeding Activity is

Creutzfeldt-Jakob disease patients. E
Bio Med 12 150-155, 2016

Hayashi Y, Yoshikura N, Takekoshi A,
Yamada M, Asano T, Kimura A, Satoh K,
Kitamoto T,
regional

Inuzuka T. Preserved
in the
and

cerebral blood flow

occipital  cortices, brainstem,
cerebellum of patients with V1801-129M
genetic Creutzfeldt-Jakob disease in
serial SPECT studies. J Neurol Sci 370
145-151, 2016
Schmitz M, Cramm M, Llorens F, Muller-
Cramm D, Collins S, Atarashi R, Satoh K,
Orru CD, Groveman BR, Zafar S, Schulz-
Schaeffer WJ, Caughey B, Zerr |. The
real-time

quaking-induced conversion



15

16

17

18

assay for detection of human prion
disease and study of other protein
misfolding diseases. Nat Protoc 11(11)
2233-2242, 2016

Nakano Y, Akamatsu N, Mori T, Sano K,
Satoh K, Nagayasu T, Miyoshi Y, Sugio T,
Sakai H, Sakae E, Ichimiya K, Hamada
M, Nakayama T, Fujita Y, Yanagihara K,
Nishida N. Sequential washing with
electrolyzed alkaline and acidic water
effectively removes pathogens from metal
surfaces. PL0S One 11(5) e0156058,
2016

McGuire LI, Poleggi A, Poggiolini I,
Suardi S, Grznarova K, Shi S, de Vil B,
Sarros S, Satoh K, Cheng K, Cramm M,
Fairfoul G, Schmitz M, Zerr 1, Cras P,
Equestre M, Tagliavini F, Atarashi R,
Knox D, Collins S, Haik S, Parchi P,
Pocchiari M, Green A.
fluid

conversion is a robust and reliable test

Cerebrospinal
real-time quaking-induced
for sporadic Creutzfeldt-Jakob disease
An international
80(1) 160-5, 2016
Mori T, Atarashi R, Furukawa K,
Takatsuki H, Satoh K, Sano K, Nakagaki
T, Ishibashi D, Ichimiya K, Hamada M,
Nakayama T, Nishida N. A direct
assessment of human prion adhered to

study. Ann Neurol

steel wire using real-time quaking-
induced conversion. Sci Rep 26(6)
24993, 2016

Cramm M, Schmitz M, Karch A, Mitrova
E, Kuhn F, Schroeder B, Raeber A, Varges
D, Kim YS, Satoh K, Collins S, Zerr 1.
Stability and reproducibility underscore

19

20

21

22

23

8

utility of RT-QulC for diagnosis of
Creutzfeldt-Jakob disease. Mol Neurobiol
53(3) 1896-904, 2016

Schmitz M, Ebert E, Stoeck K, Karch A,
Collins S, Calero M, Sklaviadis T,
Laplanche JL, Golanska E, Baldeiras I,
Satoh K, Sanchez-Valle R, Ladogana A,
Skinningsrud A, Hammarin AL, Mitrova
E, Llorens F, Kim YS, Green A, Zerr I.
Validation of 14-3-3 protein as a marker
in sporadic Creutzfeldt-Jakob disease
Diagnostic. Mol Neurobiol 53(4)
2189-99, 2014

Yaguchi H, Takeuchi A, Horiuchi K,
Takahashi I, Shirai S, Akimoto S, Satoh
K, Moriwaka F, Yabe I, Sasaki H.
Amyotrophic sclerosis  with
(ALS-FTD)
syndrome as a phenotype of Creutzfeldt-
Jakob disease (CJD)? A case report. J
Neurol Sci 372 444-446, 2017

Honda H, Matsuzono K, Fushimi S, Sato K,
Suzuki SO, Abe K, lwaki T. C-Terminal-
Deleted Prion Protein Fragment Is a Major

lateral

frontotemporal dementia

Accumulated Component of Systemic PrP
Deposits in Hereditary Prion Disease With
a 2-Bp (CT) Deletion in PRNP Codon 178. J
2016 Sep 15.
[Epub ahead of print]

Neuropathol Exp Neurol
Pii  nlw077
Amano Y, Kimura N, Hanaoka T, Aso Y,
Hirano T, Murai H, Satoh K, Matsubara
E. Creutzfeldt-Jakob Disease with a
prion protein gene codon 180 mutation
high-
intensity on magnetic resonance imaging.
Prion 9(1) 29-33, 2015

Ma B , K, Fukuoka M,

presenting asymmetric cortical

Yamaguchi



24

25

26

27

28

Kuwata K. Logical design of anti-prion
agents using NAGARA. Biochem Biophys
469(4) 930-5, 2016

Sriwilaijaroen N, Magesh S, Imamura A,
Ando H, Ishida H, Sakai M, Ishitsubo E,
Hori T, Moriya S, Ishikawa T, Kuwata K,
Odagiri T, Tashiro M, Hiramatsu H,
Tsukamoto K, Miyagi T, Tokiwa H, Kiso

Res Commun.

M, and Suzuki Y. A novel potent and
highly inhibitor
influenza viral N1-N9 neuraminidases:

specific against

neuraminidase—inhibitor
J Med Chem 59(10) 4563-

insight into
interactions.
77,2016

Ali F, Yamaguchi K, Fukuoka M, Elhelely
AE, and Kazuo Kuwata K Logical

design of an anti-cancer agent targeting

the plant homeodomain (PHD) in
Pygopus2 Cancer Sci 107(9) 1321-8,
2016

Aurangazeb K, Honda RP, Kamatari YO,
Endo S, Fukuoka M,and Kuwata K.
Effects of ligand binding on the stability
of aldo-keto reductases (AKR)
Sci. 25(12) 2132-2141, 2016

Aurangazeb K, Endo S, Toyooka N,

Protein

Fukuoka M, Kuwata K, and Kamatari YO.

Evaluation of compound selectivity of
aldo-keto reductases using differential
scanning  fluorimetry. J Biochem
161(2) 215-222 2017

Endo S, Takada S, Honda RP, Miiller K,
Weishaupt JH, Andersen PM, Ludolph
AC, Kamatari YO, Matsunaga T, Kuwata

K, El-Kabbani O, lIkari A Instability of

C154Y variant of aldo-keto reductase 1C3.

Chemico-Biological Interactions 2016

29

30

31

32

33

34

35

36

37

Dec 23. pii: S0009-2797(16)30758-X. doi:
10.1016/j.cbi.2016.12.018. [Epub ahead of
print]

Mizusawa H, Kuwata K Prion 2016
Tokyo Declaration. Prion 10 265-266,
2016

Mizusawa H, Kuwata K, Simpson D,
Sodeno N, Deslys JP, Doh-ura K,
Solvyns S, Takahara K PRION 2016
Tokyo Declaration. Prion 10 267-268,

2016

84(3), 2016

Clin Neurosci

34(9) 980-981, 2016

84(3) 280-284, 2016

Clin Neurosci 34(9) 1001-

1006, 2016

()

NEUROINFECTION 21(2) 223, 2016
2010 5

NEUROINFECTION 21(2) 231, 2016



38

39

40

41

42

43

84(3) 209-211, 2016

DLB
(PDD)
(DLB)
27( 1) 109-114, 2016
46(10) 658-666, 2015
258 12 1104-
1110, 2016
. Pharma
Medica, 35(2)2 15-19, 2017
Pharma
Medica 35(2)2 67-69, 2017
JACOP. 44(4) 688-694 2017
2.
Kobayashi A, Parchi P, Yamada M,
Brown P, Saverioni D, Matsuura Y,
Takeuchi A, Mohri S, Kitamoto T.

latrogenic transmission of Creutzfeldt-
Jakob disease. PRION 2016, Tokyo,
May 10-13, 2016

Hamaguchi T, Sakai K, Kitamoto T,
Takao M, Murayama S, lwasaki Y,

Yoshida M, Shimizu H, Kakita A,
Takahashi H, Suzuki H, Naiki H, Sanjo
N, Mizusawa H, Yamada M. Cerebral
beta-amyloidosis in patients with dura

mater graft-associated Creutzfeldt-Jakob

3

10

disease. PRION 2016, Tokyo, May 10-13,
2016

Sakai K, Hamaguchi T, Sanjo N, Murai H,
Shinohara M, Nozaki I, Nakamura Y,
Kitamoto T, Mizusawa H, Yamada M.
Diffusional-weighted images in patients
with dura mater graft-associated
Creutzfeldt-Jakob disease. PRION 2016,
Tokyo, May 10-13, 2016

Furukawa F, Sanjo N, Kobayashi A,
Hamaguchi T, Yamada M, Kitamoto T,
Mizusawa H, Yokota T. Differntial
association of amyloid-8 with PrPse
pathology in each genetic prion disease.
PRION 2016, Tokyo, May 10-13, 2016

Ae R, Nakamura Y, Takumi I, Sanjo N,
Kitamoto T, Yamada M, Hamaguchi T,
Tsukamoto T, Mizusawa H.
Epidemiologic features of human prion
disease in Japan: A prospective 15-year
surveillance study. PRION 2016, Tokyo,
May 10-13, 2016

Kuroiwa Y, Takumi I, Murai H, Kasuga
K, Nakamura Y, Fujino K, Tanaka M,
Kurosawa T, Baba Y, Sato K, Harada M,
Kitamoto T, Tsukamoto T, Yamada M,
Mizusawa H. Diagnostic significance of
Periodic synclonous discharges in
Japanese surveillance of Creutzfeldt-
Jakob disease. PRION 2016, Tokyo, May
10-13, 2016

Ishimura Y, Tsukamoto T, Kuwata K,
Yamada M, Doh-ura K, Tsuboi Y, Sato K,
Nakamura Y, Sanjo N, Tamura C,
Mizusawa H. The Japanese Consortium
of Prion Disease (JACOP) for patient's
registration and clinical studies of Prion



10

11

12

13

diseases in Japan. PRION 2016, Tokyo,
May 10-13, 2016

Tsukamoto T, Ae R, Nakamura Y, Sanjo
N, Kitamoto T, Satoh K, Hamaguchi T,
Yamada M, Mlzusawa H. Human Prion
Diseases Surveillance and Registration
System in Japan. PRION 2016, Tokyo,
May 10-13, 2016

H, Nakamura Y, Kitamoto T,
Tsuboi Y, Sanjo N, Yamada M, Mizusawa
H, Kira J.
Gerstmann-Straussler-Scheinker disease

Murai

Epidemiological survey of

with codon 102 mutation in Japan.
PRION 2016, Tokyo, May 10-13, 2016

Takumi I, Saito N, Sanjo N, Takayanagi
S, Tamura C, Tsukamoto T, Kuroiwa Y,
Ae R,
Hamaguchi T, Yamada M, Kawada Y,

Nakamura Y, Kitamoto T,

Mizusawa H. CJD incidents in Japan.
PRION 2016, Tokyo, May 10-13, 2016
Komatsu J, Sakai K, Hamaguchi T,
Sugiyama Y, Iwasa K, Yamada M.
Creutzfeldt-Jakob disease associated
with a V2031 homozygous mutation in the
prion protein gene. PRION 2016, Tokyo,
May 10-13, 2016

Nakamura K, Sakai K, Samuraki M,
Nozaki |, Notoya M, Yamada M.
Agraphia of Kanji (Chinise characters):
An
Creutzfeldt-Jakob disease in a Japanese
patient. PRION 2016, Tokyo, May 10-13,
2016

Shima A, Sakai K, Hamaguchi T, Ikeda Y,
Kitamoto T, Yamada M.

Neuropathological analysis of

early symptom of sporadic

hyperontense signals on magnetic

15

16

17

18

19

20

11

resonance imaging in MM1+2 type
sporadic  Creutzfeldt-Jakob  disease.
PRION 2016, Tokyo , May 10-13, 2016
Hayashi Y, et al. An autopsy-verified case
of FTLD-TDP with upper motor neuron
predominant motor neuron disease
mimicking MM2-thalamic-type sporadic
Creutzfeldt-Jakob disease. PRION 2016,
Tokyo, May 11, 2016

Mizusawa H. Approach to cerebellar
examination (with emphasis on bedside
clinical examination), and quantitative
assessment, 15t Asian and Oceanian
Congress of Neurology, Kuala Lumpur,
Aug. 23, 2016

Tsukamoto T. Human Prion Diseases
Surveillance and Registration System in
Japan. PRION2016, Tokyo, May 11-12,

2016

Alzheimer
57
2016 5 19
RT-QuIC 2
NEUROINFECTION 2016 21 232
2016 9
2016 10 7



21

22

23

24

IRUD
2016 2016 10
11
CJD
43 2016
10 27
44 14
2016 11
19
1999—2016 27
2017 1  25-
27
CJD
43 2016
10 27
G.
1.
2.
3.
H.2016

1 PRION2016 Teaching Course
2016 5 7 9
2 PRION2016/APPS2016

2016

3

2016
4 1

2016
5

2017
6 2

2017
7

2017
8 2016

2017

12

5 10
5 11
9 15
1 16
2 1
2

2 18

13

12

16

17

APSPR



201 7#5H11H

T UBEBDY—RASURER [201 7F2 AH]

JEAE @ T HEER S e B A B A EEAPER EOR IR S
TV F RO —_A T R L JRYET BB D A ZEHE
VR G & = E=

(5 ]

FEERBIRFETAFERFEORICEKFAEBMAZEZRMAT L2108 TNDH, FERK
IHFEE LY, KRANORE (RARALGAICEFEOFRE) PEoNET VA UHRERO%
fo & OKH AWM ANZITEETEE AR EM e TERMET L 2G5 50 A&
e B (BLF, TEFEEE) & WD, FEl22FEE LY T 7V F O — XA T R Ly
FTEHICBE T 2FEMIEI ~BIT) &SN, TV F VRO ERICTERHEIND Z & L7
S, IR TCIE 7 a4 Y 72V s YaTHRY—_NA T UV AFBEEZEREL, TOHT
EEEZI07 2y 720 THEANR., BB FoEMEZY -4 7 2FH L L THE
BHL, SOICKEHENROMKREREMEOH HE2E T, HEHROBFICHT HIEHREFICH
T oA (R IE) IS < R B A B R BE R A (LARTIX R E R IR RIF e E %) DR
RSN 2ERFAEFAZECHERPIEONTEZRFICO VT, FAIE L CHEMFAEZIT -
TW5b, o, FRIBFENGIET EEIED T K PEYIEDBEICH T 2ERICET S
A ORYIER) WESWTRITHEONEZEREFMICHOVWTE, MEOL L THEN S L
THEIC o, Fo. AEEITO OB —_A T U AFHOMBRHEER FM =N LM
L7ZZEFIZOWTHRERICHEL TS, 61, =X T 20—&RE L TREOE
RENS VAN ELNDIBEFICZONT, BE(BDI2VWEFKE)OREOL EICT U 4
VEABEFREOKBELRIEKRFIC, MEMEK~Y— I —RBOEKEPRIFRFIZHFEDL
NHR, ZOFRLAECTEAL TS, 28, UEOREBEBIZVWIRLEE (b2 WIEE
) ORIENEGELNTZSGARICOAERL TW5DH,

=R FZ U ZAFZBFIEINICRBEINIHFRIEOS —_ A T 2FEBS (LT, [
Bl tvw)) THHRAESRLIRE L., ZESTEIZIoRELZ L LT OBEFIZTOV
T, ZWromEE, KR (M - ZEE - EEBHE 2 E] R EOFFMEIT> TS,
EHIUEDE IR TFHREER TCBEGEINEAFIZONWT, L ZBRVTCEMMICZ?
EREEICHAEELZ XML, TOBRORUEZBEHFL TS,

SEIO7uA4Y 72 FaTdRELEES (LT, TEEBES] LWwWo,) TiE, ZhE
TERBEISNTE LT —XIZMA, 2017420 1H, 2EO2HMICE > TRHRE SNV — 4
TUOAEBE TR SRR EMA TR EHRET 5.

O R

1. 1999F4H1H 20173 HE TICMAEMFEB R/ CIEEAFAEMANEZSSLRY — X1 T

13



VAEHED TS THIB L CTX 25892 (BEEMEZET) OF®RESE VWD, 2095
2017TAE2A2HBIE E CTIZAE30IBANRN T U F v LTH —RAFT U AEBLSTHRD LN,
Bk I,

2. R1IIZBEKEFTOM - BIWFEO DM E T, FBWEIL, B&EM 28 TIX20134E 23257
ﬁﬂ??ﬁ%%)é?<: @zb\1f2011£ﬁ2:2012£ﬁ (Wb 2426]) . 20144 (24141) &7 o> TWb,
F1LICRT EHICEAE (2016540 HTWELRICAD#RERFFI L2284y 72 K -
YaTZHOECELEOTBMN L7120, SHBBEEELDHADLWREEITZH D, K2ITHE
BRI ERES ERBEEEZRT, 60 ETITWTOERBERICIS WV TH 20004 AT
Pl L THIFOBELE, BREFOLEANALONTE, B3I AODDTLY OBREFHE M
FEdpicrT, BLEbT08%RKTALDLEZVOBREEN K LS N -T2, 80U L& R\ T
TRTOERBRTLZOANDBTZY) OBRFENFICHITEZWVMHRMPIBEINT, B2
OEMEITHRERETHEZAD (201FEHBHEAD) THRLEZLOTHY, FHRIOBERL
TR R D,

3. RAIWCHFFREOER M EZWENIT AT, BREEF3018HID 5 LINEME I v A Y 7 =
ks aTgE (L, [sCID) EwvH ) MN23116] (77%), #EEME 7 a4y 7 =1 b -
YaTZHIT1IploOERM 7 a4y 7 /b7 (vCID) % BRUN T3~ Tl R i JEE
ZzHL (LT, TdCJD) & wv9H,) 906 (3%) Thd, BTV F RO O BFEKEME Y
Ay 7/l h s XaTdyE (LLF, TfCJD) £ ,) 2846961 (16%. Z @ 9 H455%4]1F 7
VAV ERBLBFOLEENEREIN T WS, UFlIZZ7 a4 Y 72k« ¥ a7 ROFERE
ERHTLER T, TV VCEABBTOERRZWVWN, BETFTRRETHDL), FILA R
Yy AMBRARAT — A I—9w (LT, T6SS) &vwo,) 2312941 (4%) . M
FIEMEARIRIE (LLF, [FFI) & WH,) B4l ThHh o7, ECIDIFHMEL TWVWDI OO
VA VERBBE I RBEFOHEBEBHEEOEZBYOENGH 12601FET S, REFTHRD &
TN OBENR DL, BIHEEOEYHEEI1L68. 85 Th o 7o, F I FEF v © F 7 13LdCJD
M ONGSS23505% T, AR WM 23 B & A7z,

T A IR OFRRERNIC EEAER - TR OHBME L RS IZ, BH L LIERMIE TOMH
&2 F& 6 I1TRT,

4. VA UVERABRTFRBIF2I59F CERBEINTEY, 2095 H18#1 %R < 21414] THs
RPHEHL T, 24105 b7 ) A EHEBIR FOEREZRDZOE5726 T, £
BEIT 3 Ro102259361, R1052513%1, R 17825641 (£fCIDAN24, FFIAS441) . [F 18043278
. [F1200238141, [[12037A334, [F20823 161, [A2102% 1 6, [R2322379%1, 180+2327%441
insertion? 9], deletionZ32f], BIEFERITIH LN T I VMBEENTD LR VB3
il ooz, B, BMIZHETCLEAANDODT Y A VEHEBRLG FORBITITHLIL TRV,
FIETRENBOLN TWVWDEITZDICZHNOWEIERRELHD ., 2 ZOREFE4IN
TLL—HLTWZW, £/, sCIDESNTWDIEFOFIZIZTTV 4 EAERL BN
ThbhTnwanHEH WD,

BEFERICETLI2ERPGEONTZSG S, BFEROCEZORBEICH L TAFGEE 26T
:k%@mm%ﬂ%ﬁbﬁm*ki ERETAHEEZNTL2EHF\C OB Ry &%
HTIEEZ, LA, BBWICZOBEBEBFERERDOROBERICOVWTHMZEZITI 2L & LT
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Wh, HHIZOWTIE, BAMICIZTEBRENMTY> Z E&2FEAE L TWVWEAR, LEEIZHR LT
Y=g T URAFESLHIIL TS, MR ERICEL CEHFOEWI Y &
Vo ZOHEMEFLEBMLTEY, BEHEINOGNVIZTIR— P27 H56H 2Bz Tn5,

5. BHHAELEZED TREIZ280 N T RHRIN TS (201THE3ABE), 7V AV
DIFREHCREFE N O TECETOMMO oM ERTIZART, sCIDITEMHE O VXN 1 458
(16.720H) 725, dCJDEfCIDTIERREWHEHMABZE I, GSSITEMICH R 5 /il
ERTHEDOEIGNEo T,

%'1%8:?#&%@?%50ik%%%%ﬁ%m%9m%?&%@¢%éo%ﬁ

BETIFH14% TH D5, dCJDRICIDTIHFMENSSE W EH A BE SN, B,
@éhfné# FEEOMENHFL TR WEICR L TIXERINELF T TEB Y,
SRTEWOMEENERND Z ERHMFEIND,

oo

7. INETIEAY— XA T U ATHEEINTHEEBMEZ AT HCIDERF (dCJD) 1TF
417 T EIICEHIATHD, SEHIOZEBSTHRLICIFIN B I NI, 19904 12 &8
MG CHAER O T 2 % 17, 20094F I2HIE L7 EBE TH D, 20104 D 1= % O F i T B il i
FERERINTZDO T, 20172 DOV —_XA T AFB A THEBMM & L THEREI N,
COMIZEEIC T — A T UATEERIN T TZEZORKOREIC X0 /PR 2 H B L
H, MEBCEAERFECHEBERFAACRE SN, TORBEEBHMBENHHALEEEE D,
éﬁﬂmﬁ#ﬂﬁéMTwé WA 2% T2 RN E R > ZIREDOSAMAIZE 1 0T /RT
BT, MEES SIS Z2HO TV, 1 1LIZRTEIICEL OBEFD198THE O i i
W HFIEERBURMICBHZ Z 0 2FE RO T, BHE»»OCIDEBE COHMIZENLT 5 M
ﬁ’%@ BED 16300 A (E¥ERZE : 810 H) Th b, BEDRKRFE DN % X
BHENORERFETCOHMBOSMAER 21T, ok, WO LBLEE BRI A
th%%xxwvmi FALFRVE O RE BN fE ] S 7= 2 & 23 B L T 5 19934 D B 4l 4l
(161) ZFr&, WBRIEZETLIAT OB H 22 0 BT % O REH 722 o 3B L Twv
RV, ZOMICEE B O FRRER S DREF N 13 H Y BIEERINNEFTH DL, B,
FRBECIE, MEBRHERNH O IR oG Ee, TORNFIZOWVWTEIREN L FZKEIZH Y
TOHEOITEBEL THY, 201TEBARABIE, MAINTZT XTOREMTERE (D
VI EEER) 2o BE (BDIWIEERKE) ~ HEBMEEL* AT 2704 Y7 =1 %
ITHTHDL] TERFHINTVWDLZ ERERINL TS,
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®1. BEOU-EREDLH

LA

FEER R (3E AOBEH"
] E:S i E; X &t
HIRE -1995 8( 1) 18( 1) 26( 1)
1996 3( 0) 5( 0) 8( 0)
1997 7C 1) 24( 1) 31( 1)
1998 23( 2) 34( 2) 57( 2)
1999 32( 2) 54( 3) 86( 3) 51 64 115
2000 48( 4) 56 ( 3) 104( 3) 44 69 113
2001 54 ( 4) 61( 4) 15( 4) 62 61 123
2002 47( 4) 50( 3) 97( 3) 54 80 134
2003 47( 4) 68( 4) 1M5( 4) 70 72 142
2004 57( 4 ) 71( 4) 128 ( 4) 68 97 165
2005 71( 5) 86( 5) 157( 5) 72 83 155
2006 58 ( 4 ) 109( 6 ) 167( 6 ) 70 103 173
2007 75( 6) 89( 5) 164( 5) 70 97 167
2008 73( 6) 98( 6) 171 (C 6 ) 96 107 203
2009 94( 7) 1M9( 7)) 213( 7)) 79 87 166
2010 91 ( 7)) 127C 7)) 218( 7)) 93 125 218
2011 107 8) 135( 8) 242 ( 8) 107 112 219
2012 104( 8) 138( 8) 242 ( 8) 99 142 241
2013 116 ( 9 ) 141( 8) 257( 9) 116 136 252
2014 108 ( 8 ) 133( 8) 241 ( 8 ) 115 130 245
2015 81( 6) 88( 5) 169( 6 ) 120 143 263
2016 3( 0) 7( 0) 10( 0)
3
it 1307 ( 100, 43) 1711 ( 100, 57) 3018 (100, 100) 1386 1708 3094

1) ICD 10th: A81.0+A81.8
E)EIAL% (RE R ADBRTEEX100%I285GNIELHD)
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%2 BEQOFMARBEDNH

8 (&)
-39 40-49 50-59 60-69
=R A0 AB
BEH  BER  (FA)  BEEY  BEH  (FA) BEEX  B2ER  (FA) BEE
RIFE 1999 2 4 17,158 0.0 19 18,646 1.0 34 14,525 2.3
2000 4 7 16,552 0.2 23 19,089 1.2 26 14,803 1.8
2001 3 2 16,080 04 21 19,221 1.1 A 15,128 2.7
2002 3 2 15,739 0.1 25 19,159 1.3 28 15,406 1.8
2003 5 6 15,566 0.1 17 19,052 0.9 38 15,636 24
2004 3 5 15,533 04 15 18,806 0.8 40 15,921 25
2005 4 5 15,619 0.3 26 18,968 1.4 49 15,950 3.1
2006 2 1 15,419 0.3 25 19,085 1.3 66 15,677 42
2007 2 5 15,685 0.1 20 18,324 1.1 35 16,216 2.2
2008 3 7 15,908 0.3 14 17,495 0.8 51 16,901 3.0
2009 3 7 16,127 04 29 16,712 1.7 60 17,698 34
2010 3 5 16,617 04 25 16,264 1.5 65 18,285 3.6
2011 0 4 16,992 0.3 33 15,793 2.1 62 18,392 34
2012 0 6 17,400 0.2 23 15,469 15 67 18,349 3.7
2013 0 4 17,794 0.3 21 15,295 1.4 70 18,262 3.8
2014 1 6 17,943 0.2 24 15,268 1.6 63 18,027 35
2015 1 2 18,306 0.3 15 15,429 1.0 48 18,200 2.6
2016 1 1
§+3> 39 70 280,438 0.3 360 298,075 1.2 795 283,376 2.8
5B ()
70-79 80~ SEH
AA A0 AA
BEH  (FA) BEE  BEH  (FA BEE  BE¥  (FA BEE
FIR/E 1999 22 9,629 2.3 5 4,559 1.1 86 125,432 0.7
2000 31 10,030 3.1 13 4,840 2.7 104 125,613 0.8
2001 41 10,454 3.9 7 5,085 1.4 115 125,908 0.9
2002 32 10,847 3.0 7 5,353 1.3 97 126,008 0.8
2003 42 11,219 3.7 7 5,631 1.2 115 126,139 0.9
2004 48 11,526 42 17 5,949 2.9 128 126,176 1.0
2005 62 11,896 5.2 11 6,335 1.7 157 126,205 1.2
2006 55 12,179 45 18 6,728 2.7 167 126,154 1.3
2007 70 12,438 5.6 32 7,112 45 164 126,085 1.3
2008 67 12,612 5.3 29 7,486 3.9 171 125,947 14
2009 80 12,670 6.3 34 7,869 4.3 213 125,820 1.7
2010 81 12,960 6.3 39 8,177 4.8 218 126,382 1.7
2011 98 13,273 74 45 8,540 5.3 242 126,180 1.9
2012 94 13,595 6.9 52 8,914 58 242 125,957 1.9
2013 108 13,840 1.8 54 9,275 58 257 125,704 2.0
2014 100 14,137 7.1 47 9,622 49 241 125,431 1.9
2015 69 14,081 49 34 9,943 34 171 129,319 1.3
2016 8 10
§-|-3> 1108 207,386 50 451 121,418 34 2898 1889709 14

1) AOBEHHTHBLELTERALTLSAR

2) AB10075 Axt 2R

3) AOBLUREIEIL1999~2015%F (2016 F LIRITRBMENZ L EHRIENDT=-6)
REERIUREREHNASH B OHEES LT,
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x3. E-FHANAOHEYDEER

5 £ AB10A Axt
AO105 Axt AOI0BAX SEEHOML
BEH A0 BEHN) EEH A0 BEHN) (B %)
F#5 (F) (AN) (FAN) (a) (A) (FAN) (b) (a/b)
-39 23 21,206 0.108 58 24470 0.237 0.46
40-49 37 9,269 0.399 229 9,126 2.509 0.16
50-59 179 7,698 2.325 481 7,748 6.208 0.37
60-69 403 8,811 4574 636 9,288 6.848 0.67
70-79 493 6,370 7.739 636 7,603 8.365 0.93
80— 171 3,456 4948 280 6,393 4.380 1.13
E)AOIZ2015F0EBRAERZR
RIEFDEHMAENIABY. REREFTHS.
T4, EEOH-REBEHMUFE
BEETVA R
TERTEHE o5
ME FEY  EOHD Rik RED
SHBE cJc? CJD cJD CJD ? GSS FFI %0t ¥ cJD ¥
%
-2} 1307 ( 43 ) 1001 ( 43 ) 1 38 ( 42 ) 197 ( 42 ) 62 ( 48 ) 3 1 4
= 1711 (57 ) 1310 ( 57 ) 52( 58 ) 272( 58 ) 67 ( 52 ) 1 1 8
F& (%)
10-19 4 2( 2) 1C 0) 1
20-29 9( 0) 1C0) 5( 6) 1C 0) 2( 2)
30-39 3B5(C 1) 140 1) 9( 10 ) 1 0) 11 9)
40-49 95( 3) 55( 2) 1 7( 8) 14( 3) 15(12) 1 1 1
50-59 408 (14 ) 283(12) 20 ( 22 ) 45( 10 ) 57 ( 44 ) 2 1
60-69 884 (29 ) T7T14(31) 26 ( 29 ) 103 ( 22 ) 37(29) 1 3
70-79  1129( 37 ) 914( 40 ) 19( 21 ) 184 ( 39 ) 7( 5) 5
80-89 426 (14 ) 313(14) 2( 2) 109 ( 23 ) 2
90-99 25 140 1) 1me 2)
b N 3 3
&t 3018 (100) 2311 ( 100) 1 90 ( 100) 469 ( 100) 129 (100) 4 2 12
3018 (100) 2311 ( 77 ) 1 90( 3) 469( 16 ) 129( 4) 4 2 12
T (%) 68.8 69.4 57.7 71.9 55.2 54.5
TR () 110 9.8 16.2 112 10.3 6.4
BEE () 95 95 81 93 75 61
BED () 15 22 15 15 22 46

ENTIVAVEBEGFORRETOTVEWGIZET.

Q) T)AVEHBEFOEREZEHEND, CIDOREEAHIHEEST.
)BTV U (FBAZER) ) m
4)ERBIEREZFAED, BFXT EIRLL) ICKVEMEREL, VA EABGEFRERD, FEEEZRETLENHS.
FBiIlAIL% (RERADEBRTEENX100%IZHLNEEHD)
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5. TRAEIR-RER O HIBHAE

TEfEFEHE
PIF % BDHs Rkt
2EE cJD P cJD cJD 2 GSS
EITH 2995 ( 99 ) 2296 (99 ) 89( 99 ) 462 ( 99 ) 129 ( 100 )
A 0—XR 2281 ( 76 ) 1902 ( 82 ) 76 ( 84 ) 255 ( 54 ) 37( 29 )
EITHRMER ZEHEE 2939( 97 ) 2280 ( 99 ) 86 ( 96 ) 459 ( 98 ) 94( 73 )
SERERAE IR 1765 ( 58 ) 1382 ( 60 ) 64( 71 ) 243 ( 52 ) 65( 50 )
SRS BRAE IK 1765 58 ) 1382 ( 60 ) 64( 71 ) 243 ( 52 ) 65( 50 )
N EnRN 1478 ( 49 ) 1112 ( 48 ) 67( 74 ) 177 ( 38 ) 110( 85 )
HEEE 1073 ( 36 ) 935( 40 ) 37( 41 ) 91( 19 ) 7( 5)
R ENRIN 1701 ( 56 ) 1373 ( 59 ) 53( 59 ) 218 ( 46 ) 54 ( 42 )
mE)-mEIREE 2327( 77 ) 1867 (81 ) 76 ( 84 ) 306 ( 65 ) 68 ( 53 )
i : PSD 2146 (71 ) 1897 ( 82 ) 59 ( 66 ) 167 ( 36 ) 14( 11 )
A iEz - R EEORIRIE 2255( 75 ) 1804 ( 78 ) 72( 80 ) 317( 68 ) 50( 39 )
MRI: X ZE#E 1768 (' 59 ) 1352 ( 59 ) 62 ( 69 ) 268 ( 57 ) 70 ( 54 )
MRI: S{E& 2599 ( 86 ) 2058 ( 89 ) 52 ( 58 ) 434 ( 93 ) 43( 33 )
&t 3018 (100 )  2311( 100 ) 90 ( 100 ) 469 (100 ) 129 ( 100 )
ED VA EBBEFORRETOTLELVIEZED.
2) VA VERBIGEFOEEEZZDLELD, CIDOREELNHZHEET.
BN X%
=6, FEHNOTEERHIBF COHMIFENEZELRE, A]
TEETsHE
P F BDHd Rkt
£HBE cJD? CcJD CcJD? GSS

IAH/O0—XR 28 ( 38) 26 (35) 31 ( 30) 39 (46 ) 119 (104 )
HETHERMER TEBES 1.1 ( 38) 09 (32) 19 ( 24 ) 09 (1.7 ) 128 (147 )
S A RRAEIK 27 (42 ) 23 (. 30) 34 ( 33) 34 ( 55) 134 (141 )
S A 51 BRIEIK 27 ( 41) 24 (32) 39 ( 38) 33 ( 51) 132 (152 )
N PR 15 ( 27) 14 ( 24 ) 10 ( 20 ) 23 ( 44) 09 ( 28 )
REEE 1.1 ( 23) 10 ( 21) 22 ( 30) 13 ( 22) 123 (115 )
PG 16 ( 41 ) 14 ( 25) 14 ( 21) 13 ( 23 ) 158 (202 )
mEN-BEIKEE 52 ( 86 ) 44 ( 6.7 ) 51 ( 39 ) 77 (82 ) 311 (316 )

ENTVA U EABETFORRETOTLDELMIZSD.
2)NI)A LV EBEBEFOEEFRDHEND, CIDOREELHLIHEST.

EIINILRERE
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R7. RCEDRFEN SR TETOHM

MR8 HE
M BEDH5 RiEMH

HRMNSFETEETOER(B) SEE cJD" CJD cJD? GSS
0-11 1144 ( 44 ) 978 ( 48 ) 34( 39 ) 124( 34) 3( 4)
12-23 753( 29 ) 595( 29 ) 30( 34 ) 115( 32 ) 9( 11)
24-35 359( 14 ) 287( 14 ) 11( 13 ) 53( 15) 8( 9)
36-47 139(C 5) 87( 4) 6( 7) 30( 8) 15( 18)
48-59 72 3) 471( 2) 1C 1) 13( 4) 9( 11)
60~ 107¢( 4) 3( 2) 5( 6) 25( 7)) 40( 47)
~HH 6( 0) 4( 0) 1C 0) 1 1)
=X 2580 ( 100 ) 2033 ( 100 ) 87 ( 100 ) 361 ( 100 ) 85( 100 )
F#(R) 19.7 16.7 23.1 24.1 68.9
Z#ERZE(R) 21.8 15.5 28.7 248 50.0
=X(A) 294 202 206 250 294
=/N(A) 1 1 1 2 10

FNITVAVEBEGEFORRET>TLVEWNMIZED.
2)TVAVEABGFOERZROLD, CIDOREERNHIHEST.
FIMAIE% (M EADBEZRTEEIX100%IZH5ENELH D)
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ESL) [FIFHEE S EEL VB Bt
sCJD 254 ( 11 ) 1742 ( 75 )  315( 14 ) 2311 ( 100 )
dCJD 40 ( 44 ) 35( 3 )  15( 17) 90( 100 )
fCJD 61( 13 ) 399 ( 85 ) 9( 2 ) 469( 100 )
GSS 1( 9) 115 ( 89 ) 3( 2) 129( 100 )
FFI 3 1 4
KHEEDELBINLTND

FIMRIE% (RIERADBERTEEX100%IZHLENELH D)

sCJD: MFH O/ YT )L- VAT IR

dCJD: FEBIEEEXE TS0/ YI)Lh-YaTfF
fCJD: REEHE O/ Y I )LD fR

GSS: A ILARTY - RARALRT— vV H—IR
FFI: B3 4 R ik 1 AR AE

sCJD, dCJD

FEER:  HBHOLRERR, £EYI R4 JavhEORELRAETTRICEETY
TUOERAERYE.

(FIFHEEG REFRRANLUVER T, ETHEREZRL, K TPSDEENHS. B, 3474
A—XX, #AR SHANKIES, MYER BERS. EF-EEKREDS
HE2IEE LU LETRY. HAHLNE, 5L ASHIT, #K14-3-3E8BHTE
BERIBBA2ERE.

SELME: [XITREEGIEBICEERRIEIRZETRT A, PSDERL.

fCDJ, GSS, FFI
BEG  HBENEREMR, FE0IR20T0vNECRELBETTRICEETY
FUoEBRZREL, JUAUEBREGFERERTS.
[FXHERG] REFRRIFGVD, TV EREGEFEREZRD. BRFATRAFELAL.
S REFEAGS TUAVERBEGFEELEHIATOENA, EEET A
VRETRET DBRRFTREREELNHS.
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&9 FRAERIHRE

SEUEH  HEREmER  BEREHEE(%)

MFMHECID 2033 254 12
ZEACJID 1 1 100
EEREREEZAR I 5CJID 87 37 43
K4 CJID 361 62 17
GSS 85 11 13
FFI 3 3 100
PFERFEDCID 10 1 10
&5t 2580 369 14

BROEETHBAL TOSARRDELY — RISV RAEERTREFSN TG
MBS, ERRIC Ko THERBI LG 1= BIA B BT, RTDFEREFT—ELALN,

#10. FEBHEEEZET 701V 7L
b YaJdmREEOBIENLELE IR

RRE (KR AR (%)

g 69 ( 45 )
At 1 25( 16 )
RIEHNENARIE 9( 6 )
fixd i 2 7( 5)
& 8( 5)
V54 7( 5)
PEm S 19( 12 )
=X #iEE 7( 5)
0" 2( 1)
&t 153 ( 100)
1) BHMEBILE1H. SMEERTADA
MfocusPg 2 F i 1451

FEIMR X% (MIE R A DEFZRTEEHE
100%(ZH 5L E6HHB)
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F11. BEBEEEETHIA44YIT)Lb-VYaIOREEDOBEELBIELN S HKHRE TOHARM

BlEN SR FBETOHAR (%)

BHEE 1-10

11

13

14

16

20

30 FEF &t

1975
76
77
78
79

1980
81
82
83
84
85
86
87
88
89

1990
91
92
93

op
Ew

[

58

N = =N

WWN A~ =N =

= NN = O

13

N AN =

1

r

T U U U N NN Y U Y YT Yoww
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1. BEBREEET HU0/YTTILh- VT REE1SIADRBEDNT

H1. BEBHERZETA700Y7zLb-YaTREE153ADRBEED
kil

16
14
12
10
(AN) 8

o N b

O N~ O = M 0w N~ O A M 0w~ o — m o
0 0 0 O O o O OO O O O o & — . oo
D O OO OO O o O O O O O O & O o o
— = = = =+ — = N N N N N NN

FHRIF2017TE2A DY —RASV AR B R THZIZICIDERH N T=HITH S,

2. HEEBEEEZR I 57040V TT)L-VaATHREE153ADBIENLRAETOEHBD S M

2. BIEBHERZET 5000V )Lh-PaTR163 ADBIEN SRFETOHARD
s

18
16
14
12

10
(A)

o N B OO

1 3 5 7 9 11 13 15 17 19 21 23 25 27 29
3

FHRIZ2017FE 2B DY — RSV RAEB R THZIZICIDERHONT=HITH D,
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1999-2016



1999 4 2016 9
CJD 2917
321 CJD
7% CID 15%
4% CiID 4%
CJD
CJD 3
5
CJD
CJD 2 1
1999 4
1
2
CJD vCJD
2 1999 4 2016 9
10 5711
CJD
CJD CJD
2917

26




321 2005

CJD dCJD
CJD
1996 1997—
99 dcJp
63 152 CJD
3
2 3
2014
100 1.8
cJD 1999
0.7
1 40 50
60 70 80
70
1 2000 40-69
2010 200 250 3 2000
40—69
CJD 70
70
4 1
2015 CID sCIJD 2248  77%
CcJD fCJD
457  15%
GSS 106 4%
FFI 4
10 2 cJD vCJID
ICD-10th A81.0 1 dCJD 89 4%
A81.8 ciD 11
11
1
5 6

27



1261 43% 1656
57%
5
70
6 40—-70
80
7 1
68.9 11.0 sCJD
69.4 9.9 fCJD71.9 11.3
GSS 54.8 10.5
dCJD 58.0 16.1
dCJD
2
PSD MRI
PSD
2 CJD
65 GSS 88 PSD
8 9
2469
518 8
19.2 21.0
9
sCJD 16,5 15.2
dCJD 23.2 28.8 fCID24.1 24.7
GSS 66.5 534

10
WHO
sCJD 11%
76% 13% dCJID 44% 39%
17% fCID 14% 84% 2% GSS 11%
86% 3%
80%
10 3
14.5% 2469
358 dCJD fCJD
sCJD
dCcJD 11 12 4
89 3 dCJD
CJD
1996 1997—99
dCJD 63
dCJD 152
69 45%
Jannetta 26
18% 25 16%
4
dCJD 1987
1988 dCJD
9 6%
dCJD
13.5 11
1987
dCJD
12
dCJD 13
dCJD
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13 dCJD

1-3

40 50
70 80
70
recognition
4
CJD
CJD
European Creutzfeldt-Jakob Disease
Surveillance Network EUROCJD EU
CJD
1
2
CJD

2,3

29

3
CJD 2
dCJD
1987 1
dCJD
dCJD
dCJD
CJD

[ ]
1) EUROCJD: http://www.eurocjd.ed.ac.uk/

2) THE NATIONAL CJD RESEARCH &
SURVEILLANCE UNIT (NCJDRSU):



3)

4)

1)

2)

http://www.cjd.ed.ac.uk/surveillance
National Prion Disease Pathology
Surveillance Center:
http://case.edu/med/pathology/centers/n
pdpsc/

NakamuraY Ae R Takumi |l et al
Descriptive epidemiology of prion
disease in Japan 1999-2012 J
Epidemiol 2015 25 8-14

2016/4/1~2017/3/31

Ryusuke Ae, Yosikazu Nakamura,
Ichiro Takumi, et al. Epidemiologic
features of human prion diseases in
Japan: a prospective 15-year
surveillance study. Prion2016 May
10th—13th, 2016: Tokyo

1999—2016 27
2017 1 25
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N=2917

EBEH (U—RXR1M15ZAF—45)
STRTH (ADBAEHED
A

200

3 q,cpl‘ ,}655 ,?ICF’@ ,3594 of qlo"h O ,?p"(o
B &
N=2917
(/AO0100BA /)

20 s
T:Ed";._“vﬂdk\Hr
1.5 /

,\/;y)"
10 |
D.T,Q

0.5
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N=2917

HN\>-al 3 O>\) ek

7\

v «70 + i
/ e

=40-69 %

o,,\q,u

N=2917

=sCJD (n=2248)
“fCJUD (n=457)
»GSS (Nn=106)
=dCJD (n=89)

- FFI (n=4)

- BRIBAB (n=2)

* vCJD (n=1)
s SEERRE (n=11)
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1 N=2917
1
2 4
1261 (43) 971  (43) 194 (42) 49 (46) 3 38 (43) 1 4
1656 (57) 1277 (57) 263 (58) 57 (54) 1 51 (57) 7
10-19 4 1 2 (2)
20-29 9 1 1 2 (2 5 (6)
30-39 32 ) 14 (1) 1 10 (9) 8 (9
40-49 91  (3) 54 (2) 14 (3) 12 (11) 1 7 (8) 1 1
50-59 395 (14) 279 (12) 43 (9) 50 (47) 2 20 (22) 1
60-69 847 (29) 692 (31) 99 (22) 26 (25) 1 26 (29) 3
70-79 1094 (38) 883  (39) 181 (40) 6 (6) 19 (21) 5
80-89 419 (14) 309  (14) 107 (23) 2 (2) 1
90-99 23 (1) 13 (1) 10 (2)
3 3
2917 (100) 2248 (77) 457 (16) 106 (4) 4 89 (3) 1 11
68.9 69.4 71.9 54.8 54.5 58.0
11.0 9.9 11.3 105 6.4 16.1
95 95 93 75 61 81
15 22 15 22 46 15

B&EE) CJD = Creutzfeldt—-Jakob disease; GSS = Gerstmann—Striussler—Scheinker syndrome;
1
2
3
4

33

FFI = fatal familial insomnia
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2 N=2917
1 2
(N =2917) (n = 2233) (n = 450) (n = 106) (n = 89)

(+) 2894 (99) 2233  (99) 450 (98) 106 (100) 87 (99)
2217 (76) 1861 (83) 247  (54) 25 (24) 74  (84)
2840 (97) 2218 (99) 447  (98) 72 (68) 86 (98)
1710 (59) 1351 (61) 238 (52) 49 (46) 62 (70)
1537 (53) 1216 (54) 229 (50) 30 (28) 54 (61)
1423 (49) 1085 (49) 173 (38) 87 (82) 66 (75)
1039 (36) 906 (41) 88 (19) 6 (6) 36 (41)
1654 (57) 1343 (60) 194 (42) 41 (39 52 (59)
2246  (77) 1823 (82) 295 (65) 45 (42) 74 (84)
(+) 2091 (72) 1852 (83) 161 (35) 13 (12) 57 (65)

2199 1764 309 44 70
(+) 1717  (59) 1326 (59) 260 (57) 56 (53) 60 (68)
(+) 2515 (86) 1997 (89) 442 (97) 35 (33) 50 (57)

£%) CJD = Creutzfeldt—Jakob disease; GSS = Gerstmann—Striussler—Scheinker syndrome FEINAE%
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sCJD
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717
n 455

2003

1 sCJD
Vanable at dagnosis n~ 455
sCID diagnosis (definitepeobable) 38:417

Male pender
Time from onset to diagnosis (mooths)
Age st diagnosis (years)
3140
41-50
31
61-70
1.3
51-50
91100
Codon 129 penotype (MM:MYV,
total percentage of 455 cases)
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PSD on EEG
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Hypennseasity ca MRI
Cerebrospinal ead analyss
Increase in protesns
Increase in cells
Increase in NSE
Increase in 14-3-3 peoteins
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29 21 (n=437)

689 = 9.1 (n =~ 433)
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132/156 (84.6%)
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PRION 2016 TOKYO

(‘e In Conjunction with e )

Asian Pacific Prion Symposium 2016
” Overcoming]Prion

Prion 2016 President
Hidehiro Mizusawa, M.D., Ph.D.
Director General
National Center Hospital, National Center of Neurology and Psychiatry (NCNP)

APPS 2016 President

Kazuo Kuwata, M.D., Ph.D.

The United Graduate School of Drug Discovery and Medical Information
Sciences, Gifu University

) g

o d

oare MAy 10ue) - 13 i), 2016
venue: Hitotsubashi Hall,

_{ National Center of Sciences Building
by ‘ \_ \ . . DTS | : s P

Congress Secretariat
c/o Congress Corporation
Kohsai Kalkan Bldg., 5-1 Kojimachi,
Chiyoda-ku, Tokyo 102-8481, Japan

Phone: +81-3-5216-5318 Fax: +81-3-5216-5552
Email: prion2016@congre.co.jp

p://prionf' ”‘ g/
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PRION 2016 Tokyo Declaration

Prion diseases or transmissible spongiform encephalopathies (TSEs), such as Creutzfeldt-Jakob disease
(CJD) in humans, are szv2re, devastating and intractable diseases. CJD is a rapidly progressive
degenerative brain disorder that leads to dementia and other neurological symptoms, resulting in death,
usually within months. It is a lethal disease with 100% fatality rate and there is no medicine available to treat
the underlying condition. Most CJD cases are sporadic and of unknown arigin. There are also hereditary
forms such as familial CJD, Gerstmann-Stréaussler-Scheinker syndrome and Fatal Familial Insomnia and,
rarely, cases have been caused by medical treatmenis such as human dura mater grafts or human pituitary
derived hormores. Prion diseases are due to infectious agents and are found in many animal species,
including sheep, cows, dzer, and cats, as well as hurnans.

Prion diseases are believed to start when a normal prion protein converfs (o a lransmissible (infective)
abnormal prion protein (‘prion™), which then destroys nerve cells. Three Nobel Prizes have been awarded in
this narrow field of science (DC Gajdusek 1976, S Prusiner 1997, K Withrich 2002), but many aspects of
prion diseases, such as how normal host prion profeins are converted to abnormal forms, how they aie
transmitted and how they make neurons degenerate are far from being fully understood.

Prions can be transmitted through food. In 1996, the world was shocked when the first cases of youny
people developed variant CJD and this was attributed to having, years earlier, eaan foods contaminated 3/
pricn of bovine spongiform encephalopathy (BSE, also known as mad cow disease). Despite a strony
mobilization of the scientific community many issues remain uncertain, including the precise origin of B&GE
prions, the mechanism of infaction of young adults through food and whether other animal prion diseases
may pose a risk to the human populaticn. This includes atypical BSE and chronic wasting disease in dser,
because prions from these animal diseases can be transmilted experimentally to primates or humanized
mice, and because, unlike classical BSE, strategies for eliminating these diseases have not yet been
established

In addition, recent studies on proteins that aie linked to the main neurodegenerative diseases such as
Alzheimar's disease and Parkinson's disease (respectively AB protein, Tau protein and o -synuclein
protein), have demonsirated these all also share characteristics with prion proteins, notably
auto-aggregation self-propagation and induction of lesions in animals. These findings suggest that these
types of neurodegererative diseases may also be discovered one day as polentially transmissible. They
alsc indicate that research on orion mechanisms cean bring unique insight on other devastating diseases,
which are cammon in humans.

We the participants of PRION 2016 including physicians, veterinarians, researchers, scientists, patients,
patients’ families, industries, and government staff all agree this is the right time to further increase ouir
efforts to overcome prion diseases.

For this purpose, world-wide and ntimate cooperation is essential for many reasons including the rarity of
the diseases, the evidence of infectivity and the absence of any treatment. The numbers of researchers,
physicians, and experts of Prion diseases are limited. In addition, the decline in the number of variant CJD
patients and BSE cases In cattle may lead people to misunderstand and wrongly believe that Prion diseases
are diseases in the past, whereas prion mechanisms appear to be in fact a critical target in developing new
strategies against neurode:gerierative diseases.
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Here we declare the following statements under the name of PRION 2016 Tokyo Declaration.

I. We should aim to increase and improve the understanding of prion diseases in the general

population.

I. We should facilitate more research to elucidate prion mechanisms, develop new treatments

and finally overcome Prion diseases.

Il. We should promote more international collaboration to pursuit this goal.

May 10, 2016

President, PRION 2016
Hidehiro Mizusawa

President, APPS 2016
Kazuo Kuwata

Co-Chair, CJDISA
Deana Simpson

(’.}4—'\ Ny ’\/[‘_g)/:—f“\.

Co-Chair, CJD Support Network Japan
Naoetsu Sodeno

APPS: Asian Pacific Prion Symposium
APSPR: Asian Pacific Society of Prion Research
CJDISA: CJD International Support Alliance

President, NeuroPrion
Jean-Philippe Deslys

A S A4

President, APSPR

Katsumi Doh-ura
- S

Kt (Mo

Co-Chair, CJDISA
Suzanne Solvyns

7
» é/;’; 7 W J
/" (/ 21 ) APl
5 KLU = e,

y i
Co-Chair, CJD Support Network Japan
Kazuvuki Takahara

Jaguplic Jokohuna
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10:10 EEHBaRERSRMER  EIfBERMER(FAESER)  BAEEMEAAMEE (AMED) JHE
I. FYFEDY— NSO REBEZRFN Part 1 (10:25~10:55) Copsmes
[FUA L EDY — A A5V REBRT IR AR il
10:25 1-1 A EF— TVFURDEZ: HAEOY—RASUREBHDEIA FIIES
10:35 1-2 SBRE TN R —RASVRAT—EADER EROWE EB/RE
10:45 1-3 ERRFE FR2SFEIHEER DY —RASURRKRIZDNT ERRFE
I. FYAAFDY—RAFUREBFER T Part 2 (10:55~11:25) B E . dhii—
[TVAUVREDY =4SV REREF IS HAEMRN] )
10:55 1-4 EFARER FR28EE HALMAICHE T DTV ED Y —R1FURRKR BEAREX
11:05 1-5 D113 - PENEBRICSITETVA VIR —RISUR {ERREXR
11:15 1-6 HHIhZ NN (ZE 1+ BP102L EREH T HCSSOERKREF AIRE #HIZ
. FYAAFDY—NASUREBERFR Part 3 (11:25~11:55)
: (=
[FUAL B Y —_ASYREBLT WIS 2 HETRI B R EAASFE
11:25 1-7 L AFH T RBEE~DRITHEES EEMEZTOVIIZE T ETIAUHEY—RAFVRRR B EE
11:35 1-8 B B Y—ARASURDHERE IR EURMERESESREOMRE) 12DV T BX &
11:45 1-9 AREEF TVFROBIEHI BT DIRKERE AREEF
R B
11:55-12:55 * TUA VAR VBRI AN AREEICEATHAERARIE HRESZ(TUALVHRR)
’ ’ * TYFURRCBRED AV RAERE DS FREMRAARERRICETIHRN HRERFRTVFUHHR)
* TNFUROY—RASUREBRLEFHICETHAEHARY ARESE
V. ZYAEDY—RALSUREFER PN Part 4 (12:55~13:35) )
[FVAVREDY—_RASUREREFHICEAT HHABHRN] E R REED
12:55 1-10 BEEZ KEBDCIDHY—RASURIEIFTEB T ROBELHY B2EEZ
13:05 1-11 REH#E CIDH—ARASVRIZHITBEGIAV Y ILT— A EFIORETEEBEITDONT [REHE
13:15 1-12 \WEIE:= TE 55 48 % Creutzfeldt-Jakob % (D BB ERMRIL B A SR B D 4 &t AR
. TVAURY —RASURIZETD, ENTVFVBEDBEDRBRDDONAAT—H—LEBETIALEARBENSE
1325 =13 Rt 183% (RT-QUICE) DREAT ERRt
V. TUAEDY— LSO REBER TN Part 5 (13:35~14:15) .
[FUVAVREDY—"ASUREREF RIS SHAEHEN] E R HlRE
13:35 1-14 EXEIEES BIEETVAVBEOTIORRELIIRE LR
13:45 1-15 s RT-QuIC & #1514 24E 5 D BR PR AR IR F OB 2 KLYz
13:55 1-16 HhES R ERIR BN R HIR 10228 B %145 Gerstmann-Striussler—Scheinkeri& 0 24 5| ) B RS IR FOAR 5 BOBX
14:05 1-17 XE & MM21R R & sCUD IS L F=ERERAEIK . B FT RZ& 2 L= RiIBERIZE R ZRANAE 0D 1 FI4% 41 W H—
VI YA ARDY— A SO REBER P Part 6 (14:15~14:50) B OE. BAEE
(FUABDY =45 REBR T WIRIT BHEHE] LR
14:15 1-18 HEM— PrPS D AN EL AV AT BE7R B 3R 5L 1 I BR 3 HEM—
14:25 1-19 FH—% RELYRAVERRELL D YROY FH—X
14:35 1-20 tAXEZ Y—RASUEEFRITERE RS AXEZ
14:50-15:05 "® &
I Z)F DY —NAFREBRFR; Part 7(15:05~15:35) B E. RE B
(FUALBEDY— A5 REBL T HIBT BRI ] "
15:05 1-21 NEpE H BREIREAE R T D0 FRIT/MNEEB KL E L3716 HFHREE
15:15 1-22 AH—EA DBS (deep brain stimulation; fiXiiZR&BRIH) ik F M7 /MO ME KR A#A—EA
15:25 1-23 BEEAN TV RO ZRBLEREDI7AO—T v 12T HHE BEREIEN
VI YA ARG A RS54~ DHKET Part 1 ( 15:35~16:40) B B WEES
[TUF U ERUBRMEY (L RELECET REHRRIR] ) B
15:35 1-04 KB ;'étyfﬁo)#—&»fvyxt@%%Bﬁl:ﬁﬁ@*éﬁﬁﬁﬁ%%‘c:JACOP BRABRBELOMEICEDF—RIFURD Bk @
15:48 1-25 HHEX JEFES M T AN A BB RELINFK M Creutzfeldt-JakobfE DRI 12 DN T : fEFIER &5 & XA E R PRE B
16:01 1-26 EO st 7l F 17 FEE % B 3 B Creutzfeldt-Jakobim D EO #
16:14 1-27 ERKEE BHITVAVROMRILE R EHERILISHEITDIRTAREDRE [BWEEDETE KT IR 5o
16:27 1-28 JERiESE ENTUAIBIZHEITS H-FABP BERIRE DIZ#E(L L B-FABP DEIAE ERiEE
X YA AFEES AR 514> DKET Part 2 (16:40~17:32) . .
[TUA U HRRUBRMEYD AL RELEICET 2 REHR]] E R EEST
16:40 1-29 FEHEBIT ENTUA IR EIREE D B A28 115 prion seeding activity ERh
16:53 1-30 His E 28814 B OMMI BRSOV T)Lh- v aTHEO 1 ZIRREIH 1+ HERR AT R SRR R O E B iE
17:06 1-31 EEEH TV RDEREER LT B=DDV AT LEELETUA L)) —ADTEL (E34R) EEEH
17:19 1-32 EHRE DEAARSAUT TV EDRE T HERINE EHRE
17:32 87
* TUAVRRGBREDAIVABRLEICEAT HRERRIL: RREM 135 (RRIHD . HRELSE4S) (HAFREE)

TVAVBRERMED A IV ABRRED S FRIERR CARCAMRICE T 2RI HRERM 135 (ERD. BRLEID)
TVAVREDY =AU REBETHICET 2HERRYL: EREM 109 (ER1H . BREESD)
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FR29F1A17H (K) 9:00~18:05

BASARSR | BUES WRES b &
X. TYA D5 FRAERR LA L RIFE Part 1 (9:00~10:05) B E. EO%E
[FUAVBRER DAL RBRIED S FHREMRR - AFUAR R T 5% :
9:00 2-1 I\BIn%E TIAVRIZHE T 2B EMRENREL OEXERDFR I\BI%E
9:13 2-2 frEE— TUAURAREEEICAITTOTA L BB E DO HHIRERT frEE—
9:26 2-3 AEXH BRATVFVOBEENDBERREGESSIVHERBFITOVTOHE AEXEH
9:39 2-4 FEREE TVAURDFEMFIZE+57) 7RO RS OfRH ERER
9:52 2-5 | BAR(EBETF |(EEMRERVEFROTIAVEBIRELCRTUA D EFMRHEIORH A () BEF
XI. FYA D5 F IR LB IARIFE Part 2 (10:05~11:10) B E. EREE
[FUFUBERUBRIED AL RERIE DS FRHER - A8 ARRICET 2H %) LR
10:05 2-6 EHRE ARERRICREL UL VBREHRETLEAVARERR EHRE
10:18 2-7 FH—X ZRMHHBOFERVBEABADMEERT —EDILEVDRERETNEDTIF U EADIEA FH—X
10:31 2-8 Heh T EEEAVNETF R RERRERIE DY AT
10:44 2-9 EERAAR | TUAUREHVOERRICEITITVA U SHREETNOOREERANREICRFT HEORT EENAED
10557 2-10 RAKRE FROTVA VRO BRERFEERIELLTVA L DROAD=XLOEHA RARRE
11:10-11:25 kB
X )7 A5 D5 F IR REAR B LB RERIFE Part 3 (11:25~12:17 ) B E: IMHES
[FUFUBRUBRIED A IV RERIE DS FRHER - A ARRICET 2H R ‘ -
11:25 2-11 tAXEz TVFUROEBREFRARCATHLNVERET ILEORS EFIEER
11:38 2-12 INKER BREICE DAY TN YITHEDHE INAE SR
11:51 2-13 EA B ERTATIVAVRERBICT ILIYNAT—RRBELIMEET DA REEIC OV TORET RO
12:04 2-14 KBEE BRI VAR BEER - N AL Mtrial unit) DHESE BX &
B B
12:17-13:17 * TUA VAR BRI AN RARREIEICBATHAERRI HRERE (SSPEFH R -PMLARR)
* TYF R RCBRED AR DS FREMA ARERRICET MR HRERE(SSPEARK -PMLARR)
XII. BZMFEILIELIE A (SSPE) DY —NASVREZEH AR A2 DHET Part 1 (13:17~13:56 ) & E: BISE
[FUALBRER YDA LR BEREZR T AT C =
13:17 2-15 [ ] BRME LML BEICETIEERE @ B
13:30 2-16 BHEF BRME L RICRTIUNEYARICEYT22ERE HHEF
13:43 2-17 BIEE BRMIEL L% (SSPE) DRAEKR (1) —HERBARARBET —AOBN R USSPERERDHEE — BIIEE
XIV. ERERELIERIH K (SSPE) DY —NASUREZEH AR5 DHET Part 2 (13:56~14:35) BB fES—
[TUA HRRUBRMES AL RELEICE T 2 REHRI] o e
' _ - BRI L RIFCH T HR/ME RS CBRRERRAITORBISOVT(BEAIFI/0D 5
13:56 2-18 MELT %ﬁ-&émf:&)oﬁﬁéq‘) R BEHEA
14:09 2-19 EB8NgEE BERAMEEELRMRICH T HHRTOTA— LBRITOEA WERE
14:22 2-20 WRE— SSPEEF HE AL ZHMEHMPSC)D A S D MZ M D ER Wi —
X V. EREELIE LI K (SSPE) DIFIERFBILBRERIFE (14:35~15:14) E E. @ 8
[TV RRBRIED IV AELE D 5 FRAERER AFUARRACRT 3R] :
14:35 2-21 EA 18 BRMEL L R(SSPE)V ML AD BRI MR ERF DEBALSSPE Y (L AAEZDRHE fEE 13
14:48 2-22 o FRE VA AO AR R EHBOMBPLTNICE SCARERSR LI
15:01 2-23 S BEIME LRI T HAREREOERARSLVERKICA BTE Al
15:14-15:29 " @
X VI #1712 R B IE (PML) DY —NA SR EZEH AR5 DKET Part 1(15:29~16:08 ) B E: SHESA
(FUA L HERUERE 1L RBERIE T 2B BRI o T
15:29 2-24 ZHEA AIPRIEPMLEE ST DHFIR I — AV RV AT LOREL ZHEA
15:42 2-25 TR E BARICHITHETHES REABMEDEREY —N/SURE LU T DRI - EF A E hiE—&
15:55 2-26 fIE S A TREL-TTYVENBRICERT 2PMLEE DREHE — HHZHFEEAVENELOLE — fIE S
X VI #1712 R EHE (PML) DY —NA 5V REZEH AR5 DKET Part 2 (16:08~16:47) B ERE-E BT
[FUF R UBRNE S AL R (<R B A RRHE] RFR
16:08 2-27 A B ] 37 % S B 20 T SRR BB BT S 5 APMLOD TR AR AR A D AR AT EiEEA
’ _ P TS REREREDREDE, BAIKSE: mEo
1621 | 2% | RERERT apss om0y a s ROLE NS~ RFE-R GeF
16:34 2-29 EZUp-T/ TS REAERE (PML) 2R, 1EROES - EHEEPMLEDIDIC - EVE-TN
X VI 771 2 3£ 1% 5 B SHE (PML) DI RERRB LB REGERHFE Part 1 (16:47~17:26 ) EOE: B %
[TUAUBRRUBRIED AL RELIE DS TR ABARRICET 25 R M) e
16:47 2-30 EOEX EITHES BB EKE (PML) ORERBALSARZDRSE KIGEF
17:00 2-31 RIBFNER ZREBERRKICES T HICIMNNABREHTHMAOBRRS SUVHEMBERTORE E-S 11
17:13 2-32 MAZR— HEITHES RIEAERREDAREDRR WAER—
XIX. 1T B L 1% E EHE (PML) DIFAERFBI LA FEFIFE Part 2 (17:26~18:05) B E - EERE
[FUAVBRER MDA L RBRIE DS FHREMRR - ARUAR R T 5% :
17:26 2-33 | RP-E BT %g’li;ﬁﬁﬁgﬂﬁﬁ:Jcﬁ()bzhfﬁiﬁ?é.‘ﬁﬁﬂﬂﬂ(b%h:XA:ln situ hybridizationj&IZ &k BJC™ A JL R Bk RE-E BT
: RE-IR Bk it RE-IR Bk
17:39 9-34 T EI@l;ﬁ%%ﬁﬁ'&%%”ﬁeEﬂi‘éTE'(PML)U)";*—&‘45pxt%d)ﬁ%&@ﬁﬁfrﬁéﬁlif:PML%ElZI?ODﬁ@EE}SJ:UT thig— 4
i b 5]
17:52 2-35 ZHEA AIRIEEITHS B ENE (PML) 12T 2B ATOX VAR D S HHITORE ZHEEA
18:05 #&T
* TIAVRRTBREDMIVABREEICET HRENRI: RREM 135 (RS ERIEELS) (HAFRER)

TIAVRERVBRMED IV ABRRE DS FiRERER A

EBISI T SERZML: RO 135 (RE9S, HEUGE4S)
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BEEFBHFAREMIE BHEAMKEBERBMESE
[TVA RO —RAL SR ERRTFIHICET HAERR] B

TRE 28 4EFE
TNAIRDY—RA SR &
MNRICET HEEHRIERS

BE © EpL2942 828 (KEHBH) 13:00-16:00

25 TILATaTHrE GAFERE) SfE TR
T102-0073 RFHEFHBERX AL 4-2-25
TEL03-3261-9921

TVA RO —RA SR EBRETHICET 5AEHT
MERERE ME) KEXRHE
T187-8551 ERFREB/IMF/IMIEK 4-1-1
ENARMAFREIAN EIiLfF® - aEEERMREE 42—
TEL : 042-341-2712(F 4 ¥ JLA > 3131) FAX : 042-346-3576
E-mai | :prion-ncnp@ncnp. go. jp
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164 T Y A UHEDY—A1 5 VR ERNEICET HLEIELELE

HBEE : 201742828 (KEER) 13:00~16: 00
25 TFILHTATHrd FERE) 5B sl
T100-0004 ERFARFHHRKNEKZIL4-2-25

A% WHIEC (RXZEERBARLEEFR WEL  #REREF (HRARF)

1. TUFUROY—RA SR ERARICET HEEELSERE 13:00~13:05
EIfEH - RERARE 2 — KERF

2. HHAED T A UFERE 13:05~13:20
R T B & G2 R BB T SRR FH F

3. TVXAURDEZE : bAEDHY—RA S URFBEREBHDIKIR 13:20~13:40
BERMXEMEERE V2 —ARBLEE FIIEN

4. OHAEDY—NA S UADEBEEZOREK 13:40~13:55
EiEM - EERARE 2wk SRR BX B

5, H—RAFUREINCOPIZE BTV A UREDEEZRE - BAERE13:55~14:15
B - RERARE 2 — KERF

skekokokokkokokokokokokokokokkkkokkokokokokokok ok sk sk ok sk ok skokokok ok ok ok sk sk ok sk okokokok ok ok sk sk sk kokkokok ok sk sk ok sk sk ke kkok koo ok sk sk sk sk ke k

K& 14:15-14:30

skokokokokokokokokokskskskskokokkkokokokokokok sk sk kkkokokokkskoksk sk ok ko skokokokskokok ok ok ok ok okok sk kkok sk sk kokokokoksk sk sk sk kok ok sk skkokek ok k

A% KEEF (B - #RERMEEVZ—)

6. TUXAUIRDA VT b EBRETFHXE 14:30~14:50
RRXRZFEFAMERRE =8 #15E

1. "=F VY URIIETEHa X0 LA oDRREMN 14:50~15:10
RREEFHRETRRA KBNIIRA

8. TUF URABREREOERK  hAE & B 15:10~15:30
RIEXZXRPREFRFARER BE X

9. BEDIEMEMESR (CWD) DILK & T D*EK 15:30~15:50
BE - BRREXRMNRAMEREDME LR U F

10. #EEH 15:50~16:00
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FRBEETVA VROV —RA SR EHRKRICHT 5LERLERE

EiF - AREERMREE Y —
IKFEHF

COLEHEIEREBL. EEFBEHAMAERRMESTEOTIA VRO
Y—RASVREBREFHICET IAEARMICMAEED T ) A 2R
RMIZETI2ARARZ. ARICEEOHEFRICEFEHT) A URIES
EfEGLOUITTBRIELAEFDEBERICIEA. BHREZHXFILHELELBICERR
BETVL., DABLEROTVA VHEOEEIZOVWTOEMBERD, HKE
FHERET S LEZBMEL TS,

FFIDRZEOBEDFHBHOH L., EEFBENLEEL L TOAE
EEHBAWEEL, TR, Y —RAFTURDT—RIZE DL HOAEDTY
FUORMDEFHERREZEHBEL. ROT, Y—RA S UXDREA. $FITKME
IBIDEFELEREOERS EZDOXRKRICDOWNTEHRHAT S, EEL T, Y
—RASUVREBEBEBRDATEROLLEGLT., AIZThbnTLV=BR
BREZ—#HICI S LTHFRIE, BEERLES SICITEEERR LG E
EHOITTEYAZEAT LIz,

B, FIREREFHAER (122 TU ) BHETORMEKREREL. §
FPEYIDIN—F DY URODBERREB XV LAY - TV ORREMN.
TUF UIRABEERAEORKEBRE. ChETIEKRTOAEEL TLV:
LD 2016 FITIROTEIMICHIER L., BETLEELEZEDT YA UK M8
T4;E%E5% (Chronic Wasting Disease: CWD) ] [CDWTHREMDIEHREZHEITT
5, REDREBHBOIKMELERAL., FHMXM. RERDOFHELGEEZED.
TVA UROZECHRICCOLEERLSERBERIT TV EITAIEE
ETHhd,

SHEEIE. 20165 A 10~13 HICHRROEMBE L V2 —I[CTEHEESR
PPRION2016 #BAfE L= = A, 5 B 10 HIZIX OECD & E{EDEMID T A >
RO URTDDL, 11 BIZEESRREZERFHEDBSEEER T F—. 7~
9 HIZIZFEFHARBOHREI—XLEHEIN. DAERLHROTIAFUED
MROERICKESTLERNTE R, DAETHAELEZ7OT7KEMNMED
EE<E APPS2016 OL@EMAZECHA. £EO T+ URIEBELSEMEDEHK
BEZLDEFRILODIXFEZWVEEZE, CIITREDOBEZRLZL,
ND=FETIXPRION2016 RREEMNEIRES ., BRMNCEITTRIES Nz, —
BLRWT) A URORREHFZ LIz
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HHBED T F UEAE
FE ¥ (BEEF@BEREBHRANER RRME)

(1) FUFUHEHKRIZCDONT
O ERE%X

HAMKBBERMREXE TV VRRVCERSEDAIIWABREICEAT LHEHAEL. BEEF
BHERAREFNE [TV ROV —RA SR EBREFHICET ZAEHME VI, #HA
MEEBERIEAREEX 1TUF VRS LVEREVM I RBREEDD FREMBA - AEER
RICBETAHARM - TTUA URICHT IESFLyROVABREORKEM - TTUF UK
DFAEERREERI] OO WERT. BHENICTHRZH#E,

QEZRERK

BERBEABMEEEDSOERENDS S, ITVA UK ELTER 14FE6 ANCERERN
BOMEFEEICEEIN, FTR26E5 AICRIILE: EOEREICHTIERZICHT 5%
) (BRE ORITRLETHRE L TCEREMRORREG>TLS, (FR 27T FEXRE
ROXEEREERRIL 445 N.)

BE.TIFUREDS>5, £ FRREBREEBEICLS7 04 YT o)L k-39 (CD)
[ZDOWTIE, {EEHRODEHD—DOTHD REOBBENHALMNTIEARL] S LEHm-E4
LWz, BIEHE., BERBABRMARBECSNT,. EREMROXMEERL LTS,
(ERL 2] FERBROIMBREETRT 2 A.)

QEFEAH D E{H

HRHRIRRELERED HRHFEEECEERXIESE] (BT CD EEEMELD
ERAFDOER. XEF—LORERVEEZHOL-ODOEBROREIZDONT, #MEFRIC
172 #B). M TBUEAEMLRREEE. BXsEEMERAR LY 4 —RUBEILIKRFEANIC
10710 Z4#Bh.

T, TEEHREERLS - BHRRRBERESX) ELTERARARUVEREEZ 1./ 31
B,

@% Dfth

REXEERREEWELG LT, FHNEMEZORBMEOCHREH - XIELU 42 —BA
[Zxt L. CID ICBHT HEEEZ —&BITo>TLVS,

T, BEMFEZF/O04 VI Lk - YO JRBYESRE (KAL) 245 1 RIEEREL.
CD IZRE T 2 EHFBEHMO A FLBEHRINEARFDOTEEEZR > TS,

(2) CDDY—ARALSURARUPTY RV BREAEEE] 16T ET7+0—7 v TEFIZDOLT

CD IZDN\TIL, EEBELLEDERTAICEIVEREORENKEE L-EELICLDHREK
NiThnTE—A. OREROERSDLT LEBALHTEL., QFMH1H S WL IEFMdIc
T2 CD DERIMNTELRL, ZT&HD CD BEFICHW-FHRESOFAIZ K 5 ELE
DYRIDPERIZTBEETETHVEENH D,

ZDEH. 1TV RO —RA SR EBREFHICET HHEME] BOTIZ, TH—
RASGVRAZER| ECDA VLT MEER] ZFREL. ZRZRED 1) XV RETREM
I 074+0—7y TKRIZOVWTHERIREFTS> L& HI2, UE LTz CID RAEAEH DIER
EDBEZTL., ARGBRREFEEARFZR > TS,
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TIFURDES - OHAEDY—RA( 5 U RABREBIDRR

hffiF— D, ORLIEST V, AM—B1 2, =fREX?, tFEz 9, \WBIEZ)Y,
BA B0 KERFO

1) BBERKZEARBAEFHE, 2) RAERKERE/ MR,

) RAEMERI KFRFHRER R SIS RAR R (FHEAEL),
ARIAKRFARFREFRARH - EFHHERESAERMR L 2 —T )4 im0
718 —, 5| ERRFARFREFZMARINEL - #HEREA(FHIEARE), 6)JHII1T
BUENEILEH - fEERMZE T o 7 —mENE

1999 4F 4 A~2016 & 9 ADEMIZAY —R A 5 U RRESHEUF L1=1EHRIT 5711 Bl(EEH
ZE0)THY., BEF 9 Ao 1 FRITBe HlEMLT-. CDS>BEET2917 4 (1 F/HET 321
filEM) NTVAARE LTH—ARA T URFERTRO LN, T—AR—X([TEFINTL
b, cNbDT—2ZRAWTHIRIZEITE TV A AJaDEHEEBRALMNL, EINETORE
BRRERZTHET 5,

(RRBFHOERMER] 2000 FLRE, RRBFHIELEML., R TIX 2011~2013 FIZE
— I HEEIN TS (1L 2013 F0D 249 i, RUVT 2011 FD 242 ),

[(BREE] 2014 F (Ef) IZHIT5FEMEEAIORERAD 100 A ARER)EZEN T 40-
49 % : 0.2, 50-59 7% : 1.5, 60-69 &% : 3.2, 70-79 i% : 6.8, 80 LA L : 4.6 (£4AT 100 FARE
23 N) &, Fne & HITHE L GRAERMNR ST, 2000 FLIFDOREEBEFEDHER(E. 4049 %
H LU 5059 HDFEHRB TIEIEHFOHREIVEDIZH L., Tk Y ELVERE(60-69 . 70-79
. 80 ML) TIIENT AERIA R Stz

[1EE] 2K DS 5B 1161 Hl(43%). TH 1656 H(57%) THho1=. 80 MULZREITART
DEHMERTEZOAOHT-Y DEFHELNB LY LEMERAEDH LN,

[FRAERI] FMFEME CID(sCID)2248 f5l(77%). ZEEE! CD1 I, FEIERSHERE B S CID(dCID)88
(3%). FKIHEME CID(FCID)AST $5(16%). GSS 106 5ll(4%). FFI 4 . EIEME T ) A iR(FERAZER)?2
5. HFERTE CIREERUINEFD D11 HITH>T=,

[(RIFER] HREINDOTFHRFRERGIZERE) X, sCD 69.4(9.9)#%. dCID 58.0(16.1)%. fCID
71.9(11.3)#%. GSS54.8(10.5)#% TdHo1=o

(FET-BOHEHS] BAEZSHTIRRMET 2469 ADFELEMIEESINTINS, RFENDIET
F TOFHHABAZERE)X sCD A 165(15.2)A LZz B <. RULNVT daD 23.2(28.8)A. fCID
24.1(24.7) B TH 1=, GSS 1L 665(53.4)8 LxbEMNOT=,

B 4E] WHO 75815 D < SEROFEEREILFRAER I sCID(FESE : 11%. | XIZHESEH: 76%.
SELMA - 13%), dCID(44%. 39%. 15%). fCID(14%. 84%. 2%). GSS(11%. 86%. 3%)THY. T
R T DIFEETHEEYH 5 LNKIFIFFHEEBIHEAD 80% LU L% HT=,

[Z1i2] ZIREERTSE T 14%(FET=H 2469 AD S B 358 A) Tdh 1=, dCID %> fCID (& sCID
& LB L TEIREADOF L MERA R SN,

[dCID DZERE] IRERRETIL 88 FIAACID & L TEAY—ARA S URT—R(ZEEZINTNSA,
BRATOCOMOEREERECE VWV THERBIERZ AT S Lo -EEZEH D L.
2K T 152 0D dCD AHEESNTLVD, RS HEZEZ (T HIRE & 75 > F-fRREILikiER 69 i
(45%) & REZ &, RUONTHGHID 25 51(16%), Jannetta FAT(EEEES: - = R #8454%)26 51(18%)
THo1=, dOD FHREDKFE L 1987 FOEFEIESEZEELRIBEZZT-ETHY. ¥
HEAD CID BEF TOTHIHRMIIIRRMET 161 v A (ZEERE 79 v A) L REHULIT BIEMRA
Bl antz, COMICTERSEDMTREEN HHREFIN 13 flHY . JRE. H—_ISUREE
KTREBEWNEFTH D,

3 @k : Nakamaura Y, Ae R, Takumi |, Sanjo N, Kitamoto T, Yamada M, Mizusawa H. Descriptive

epidemiology of prion disease in Japan: 1999-2012. Journal of Epidemiology 2015; 25(1): 8-14.
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