29

30(2018)

3



10

11

12

13

14

15

(2017 2018 ) —mmmmmmmmmmmemmmees 50

PML  mmmmmmmmm e 61

2013 2016



16

17

18

19

20

21

22

23

24

25

J-CAT

Stevens-Johnson

(TEN)

1999-2017

NMO

(535)
3



H26-

(

)

-089




I 3 Wl U T3 N /P AT L | NN TH) DN T YIS

%1 (PRI REE) . TBEELRIE]
(AN SEIEFFENE) « TAMER BRI RE
K TIE & ofExE R, Bl FRIRERRIS TE
(CWHEERL) | (BRERTHIEHIE) |
[BRIEMEFHESS | R BAFZEH 1) 2 i
L7z (BT Y35 DO AR FEEE DR
DHEWILTWD) , 7B, JIFZEHESHE
FZ TR NYOHEELEZOHGHTIZEBITS
PEERIRERIE) & LT A REACR D EEZ
BNAEER LY ANV ICHEHT EEEEIT
7~

fElRR BT 2832 LC T/ m— 7R
(KEES & 7Rr7EH &)« TEBEMERIBZR )
(ZFEHEMESHEE) 2R E LEMEE
Ehn L7z,

IR Bk ate PHROMBAICE L Tix, T

TR ANWL ulVl/sJ"H )N o/

LY AR, PR
BEHRBNE) . (7
IR o
RE IR A
| EEALEE OB
RIRH BT ST,

D. HBMPEMOHFE - 2
(FEEET)

1. RS

BA=LP

2. FEHFEE
BA=LP

3. FOfh

BA=LP




H29-

(

)

-057




29

A SBIlA

ALS JaCALS

1] PLS) ALS)

Corticobasal degeneration:Cap)

untington

2015 Charcot-ari

Tooth Patient Regi

stry

QoL

1 29-30

QoL

1 29-30

QoL

1liz6-28

29-31 3

Q0L

2931 3

1 (LSD) (PD) ALD

1999 4 37

2012 81

112012
6

PIIL

JOV-PCR

HTLV-1

HAM HTLV-1

12012 3

2012 3 HAN HAN UMIN ID:
186

1 2 28

Schvartz-Janpel 535)
2007-2016 NF1

112016

1986

1985 ( ) w7

1983,1994

1983 1994

1988 1994

1
1

11988, 1994, 199
1 2008

1

2008

2007 4 1 2014 3 31

1
1[2011.04

ANCA

1
1[2011.04

ANCA

il
w2010
1

1 2003

2010
2011 2016 ) 2003 2013 /7
2002

2014

2010 _-2016 2010

2011 _-2012 2011

relapsing polychondritis RP
D

1 2011 2003 2013 A

1 2018

1)2011 2016
120112016
1020112016

1 2018

1
1

QOL

ONFH

ADH

TSH

PRL.

[@) FH

1998 1997

1999 2005 2014

1999 2005 2014

1 2001-2010

1 2001-2010

1| 2001-2010

NLRP3

1/2015-2016

1 2015_-2016

[ 108 [ TnF

TNFRSFL

aHUs

N0D2

112009-2010

2009 12

2931 3
2009 2010

QoL

[ 2931 3
1




Perry

FTLD

2010

2009

123-25

QoL

QoL

(ESR) 8

G0

(REs®)_15

(RES-R) 100

(RES-R)_84

2008

GESR) 84

(RESR) 153

GEs-C

(RES-R) 24

(RES-C)

(EsSR) 1

(RES-C)

(RESR) 39

(RES-C)

2 (2003

1986

2014_-2019

1998

2010

QoL

QoL

2013

2013

1985

173 | VATER

[eRx

2014

2019

QoL

QoL

QoL

QoL

2
203 [ 220112

220112

2009-2011

QoL

QoL

231 [l

1997

2009

2005

1990-1099

2005

1990-1999

2005

1990-1999

2005

1990-1099

2005

1990-1999

(6]

1

1983,2007

330

VEFV

WK

PSTPIPL

2011-2012

22




2425

2-25

24-25

2425

24-25

1)2011 2016

2018

Fanconi

Fanconi

X11/13

1 2008-2012

2006-2010
2010-2011

1989

20092012

Alagille

20052014
5

1994 5 5

2014

064

ERRERI

2 3

164

921

(RESR) 28

(RESC) 25

1] 2009

GPI

GPl

FACS

1] 2009

1] 2005

2017 4

1 2015

]
e 2013




29

1| - () -0
2 | e () -0 Erdnein-Chester Erdnein-Chester
3 | s () 003
4 | - () oo CeHs
5 | - () 005 Treacher Collins Treacher co
6 | Hes- () 006
7 H28- C)-  -007 cet GP1
8 | - C)-  -o08
9 | - () -0
10 | Hs- () -010

MECP2
1 | Hes- () -ou ATR-X

GANT AGAT

12 | Hes- () -2
13 | Hes- () -3
14 | Hoe- () -ou
15 [ Hoo- () o0 se
16 | Ho- () -0

Peutz-Jeghers

conden

cardner
17 H29- ()- -003
18 | Ho- () -oo4
19 | Ho- () 005 (3012.2, O 604484)
20 | Ho- () -006
21 | Ho- ) 007
2 | k- () -ou
23 | wr- () 017
2 | k- () -o18
25 | Hr- () 019
2% | Hr- () 020

MCT
27 H27- () -0 79

262

28 H27- ) 022

22q11.2




HoT- -023
Har- 024 136

40

5p

11p12-p14

Smi th-Hagenis
HoT- -025
Hor- -028
Hor- -030
HoT- -031

’
/
o
Hor- -032
126 015 ythropoietic anenia
DBA

Fanconi

Shachman Diamond syndrome
H28- -016 Perry Perry
H28- -017

2
Ho8- -018 A HIL-1 HTLV-1 HAN)




H28- -019
H28- -021
H28- -028
H28- -029
H28~ -030
H28- -030
H28- -031
H28- -032 305
H28- -033
H28- -034
H29- -008
/
H29- -009
H29- -010 132
135
136
137
138
140
141
142
143
144
145
146
147
148
149
150 20
151
152 PCDH19
154
155
157
309
H29- -011
H29- -012
H29- -013
H29- -014




56 | h2o- () 015 99/
100/
101/
201/
295/
200/
B 264/
57 | heo- ()  -016 £ €8
EB
H29- () -0 =]
58 H29- ()  -o17 1A
59 | h2o- () -0
1A
60 | h2o- () -019 [TAFRO
[ TAFRO
61 | ho- () -0
| TNF

-10-




190

62

H29-

[¢

)-

-021

erodernapignentosun :XP)

63

H29-

[¢

-022

64

H29-

[¢

-023

65

H29-

(

-024

H29-

(

-025

QoL

CHARGE

CFC

VATER

9q34

-11-




tt-Hopkins

PCS/MVA
H29~ -026 AR
H29- -027 alpha-1
Birt-Hogg-Dube
H29- -028
H29~ -029
H29- -030
SIBN
(Wiyoshi lyopathy)
Schuartz-Janpel
Bethlen myopathy
H29- -031
H29- -032 ( )
H29- -033
Huntington

-12 -




(FTLD)

H29- 034 29080201
H29- -035

H29- -036

H29- -037

H29- -038

H29- -039

H29- -039

H29- -040

H29- -041 273

204
330

H29- -042

H29- -042

H29- -043 o

H29- 044

H29- -045

H29- -046

carney

H29- 047

H29- -048

-13-




9 | Ho- C)- -89
91 | ho- () -0%0
92 | Ho- C)-  -0s1
1
2
3
1
2
B
GLUT 1
-
93 | Ho- () 022
SIADH
TSH
PRL
o | Ho- ()-  -083
109 | H29- ()- -0 1964 1964
% | wr- ()- -0
% | Hs- () -02
o7 | hes- () -0 RA 180 e
98 | Hes- () -0
99 | Hes- () -0
100 | Hs- () -0% QoL

-14 -




101 | Hos- () -7 0L
102 | Hes- () -03%

103 | H2s- ()- -3

104 H27- - -002

105 | H29- ()- 054

106 | H2o- () -0s

107 | Hoo- ()- -0

108 | H2o- ()-  -0s7

-15-




H29- ( )- -057

2015

-16 -



2018 04

2015

17 -



1z

()

-18 -




DNA

-19-




IR
RS

MRzZETE - T S

HEE DB AEEDEE

(B G OREHE)
th H ¥ B
- BhE + BhE + BhE
" L4 " L4 " L4

ZpEoEESsR RS cra< BHE cuxgs

{FF] HXEVTEL TUERBFOFEE. BARFTIRETHARTERBEC L0BS

-20 -



% E % Hhﬂﬁﬁﬁﬂf

maueess[ | R | g rme | R

R 0 -
.
>

=l | OO0 I e | G| D —

oo

HERTE, FEROOENBICELUTHRERIDENGDEIH O ZESIC
RO, HERICOS UZHEEEBIMREZABSCETEBBEAZRSTED,
M AMERE, BERCOSULCHEATRET S (HFMEICEELEN)

p.7 16

-21 -



-22 -




p. 8, 9
p. 13 15
p. 12, 13

12

12

-23-

p. 22 25

()



12

()

-24 -

12




12

-25-

p. 20 21

12

()




12 - O

p. 42, 43

Wt Z i B

RS E BERORENESRLS
N3LSBHRN (D=2—
Yy k) ICUTHL

. w | mRIE
BHE |MEX + | & |wesnc
o0 R | 2E53

BOHRBEORY —ADFHRELEEE U THCENKTE

- 26 -



27 -




p. 105-106

20XX EYY B XX B

DR BINDEIFEE - (BBORENRICET IBHE

GERTTORE DS D

GEHTTDMEIDRDES) B

BSE FAEHES -
B &
K&: el

LHERIC BT B [AEURE USESRAROERICET B2 CEDE, MiEsTREaT M0
EatE B A ORSMEINRHIVE LETOT, MTFOEH D GRS [BE) LT,

B RESOERBEICRITSREtESE
HIUEHY B RESORBICDITSRESEESSEROIALSE
O zoft C b

1. IRCRIDIBR

FRE OOBEPLEBESHEE (CRBEE)
FRMBTITOMEE © o * Ak 5900 4 ok 40P

HARRE K & Dok kkokk

R OB RROBS

ol i DOXXEYY B 22 B DOXXEYY B 2Z 8

) BEOBER (RuESEADEE, MR, B, #5UE

RRIIEN - WHORE | oy mee mEREEO)

EHTIHE - BEOME | R ONECA TR EDBR TESNEEEER

DEE (AT RSN S BB RORET — 5% )
BETCEEBL, BESHEICEETS

REIE (HEBE ACOET R
TREHMBED R ¢ * & A3k 3980+ + S550F9

155 MRS REEOME : 00

BIEOKS :000AAA

-28-




2. BRER

O XBILCERDAYIDa—LF DBV FESTITND
O OBICEDAYIa—ALF - DUV FEZSTTND
O 7M. BAEENTHDED USEDBEAZSHRITDCEN
TEBNWERIIIRD) ZIZHT DES
O 7). ESNIERIIEBNNIEREREHRT D58
HRNREORED B P B&EtEnTND360 (COWRUFEDHE - 188
MERRE THBIDMESICHBITERNKD, NIREEES
NiZEOICIRS) ERHTIBS
O o PICRDCEDANTERNES (AT P FRURESE
EE2R20OTEE)
O 9 PEFREBAICKIDCENTERNBETH > T, Facld
9 (HB)] ZHrdEs (REBSEEE0TaEE)
O =mlLaWn
W B3 DiEmFE I B BRFCBIEEEE
NBEDEBOERS O @HFELITAR + ESHEORE (A7RPo ) 2
O Z0OtBtEiEEa=Ek
s : esrEan -
AHEROEROEE E@ (BEEE : ) (BEEE )
AN
B COPESERHEUTURETD
iKY - [ERORBHICEITD (BEEE - ) (SRS )
REBOEE - RETTE O RIESAERHAOHBEISENL, RESORETRERERETD
O Zoft( h)
[i§=)]
D HROEFRICIRESEDZN
@ BEOFHEOBIBEN, HIRUSREDRAREEEE
@ FHESECUZITNEHRORELER THY, FRISHARDMEESL<IENRD
@ HENCEZHEOSVVAREBDENZIEDTHD
® MURONWINODOBBYIZEEEHECD

c RFRIREFIEFNADELICIL, HN - BRORERUIAOBHIRUNS, HEHFCOVWTHLRTD

s AFIRBEEFICTL, FODICBEBFBEETD

« REIICHOTE > THMEE TN « BHMAIRESN, FEEBABESNDIESICE, HAICHUTZOREE
LR - BRONEFEINAOBHNRUNEESH LKL, ARCANESNDILOIBHD

(3% R )
O 59 ( g A 8>
BHOTS O T g A 8
O &g (Edf: )

-29-




HIDERFHBINDEHA - BEROIBHICEI T SECiR

RIHSOMEORE B

RETOME 8 W BOMEDSN LA N EZTE TS

EI

HEDE K& BEREFOAEETEHITS

BFE WS BERO0EFEETEIS
KE&: ED

RBYSSOMEE & W R EER T SRR T S

MAERE K FANKSOREETEITS

HFERE OOBOLEUHRE (CRHBD) | O, HRICANDEY « BRESHERN
RHVWELET ., ABIRMIOEHRDTY,

NE 5F #B

s zpE - waoms | ETOWR GRUSEEAOTE, R, EHn e
LIS, R, AENEES)

E— OS5\ TS EDRE TESN RS EE
L FCERBSN S RBRORET — 5% )

BRI &
B oL (RIBES $12 (3) PO) CEh)

A B 5D (AGEOEROES  mH0 O7EL)

AN

Mk

-30-




20/KEYYB ZZ8

OOBDBERNDRRSE EBRELY

LZERTE, BEESBAOMRUNERT D TOORDEEHNFRE) (CHAOLTHROET,
CORETESNIZREL, BROFHOZH - BREOBECRUITEZNEEATHBOET,
SZERCOOBTERPOBERD DB, 20X F~20YY FORBICRZSNESICDNT,
BENDCHHE CEBREDRRENBLETET,

CBOVEICEICLICE
¢ HEEZOBRICETDZERER (NI TICEBSNTVDIRERREE) &, REDZODIC
ERETIES0.
CBDICHIED, SR VE/ES/IELICE

¢ HIEEEACH LU TREFOHRFERE TEEENSDEDCEIE— a0 A. BEL,
HIBLEOEBENILTICHRE LEBENEERROEENTREE, AIRORBERICETA
FDCEICKDTNXT, HREEL, COBEEIBY U TUDK KR * k8« < HEIPY
(GREEmREES) \E5NFET.

® DEZBADERIBRECERLET,. WBAERICE, HBZOMRL £58 (BI3EFE,
Bt EEREETC) ZR&ELad. LL, AILTES, K8, I BFESEL,
BAZSE CEDIBRAEE LI A
BEROABE, TOANY—REDZD, BANRECERNRDBRHFOBRICESIHR
ATEUET, BERBRELRRIDHESE. BABIHDICLIHDFEEA.

¢ CORBECHALTCBHBRECENEIUED, TEEFZEZFTFREITIENESHETSH,

T 999-9999

W MBADERT

OOHNLEASRF*MEEER B : URKREFOKA
WEEES - 9999-09-0999 (PI#R : 9999)

EEBENFHARGES MO EBERMREE

OOBDX X EEE UICBmAFH
HEARE . K& (ClokRF*k kFE* xFEIFD
EEREBY KSRk AT x <50+ x P

RSB DBRANT IS T—5 DI « BENTICBIT ST
MRARE . D F— (BEERARNEERZ Y —NRELZEPD

-31-




H29-

(

)

-057

15

10

27

CRO

2011

2016

23

28

20

-32-



47

2016

2015

D

23

30

28

27

306

2017

2017 [

1982

10

CRO

29]

1972
57

2011

10

29
12 15

2018

-33-

2011

23 2015 27
1.
2.
4
9 1
1 9
3
4
1 6 7 9
3
2 3 8
4 5



10

10

-34-



, 2017.

-35-



2015 5

2013 9

9,300

540

*1

*1

10

-36 -



2016

2,283
162

-37-




2016

13,304

2018

-38 -




2017

3,509

-39 -




2018

3,887

-40 -




2018

3,741

-41 -




2018

2,253
630

-42-




2018

1,809

-43-




2018




N=5

10

-45-



10

- 46 -




H29- ( )- -057
(
)
2017 12 11
4 3,741
SAS9.40
3
( )
3
2017 1
1 12 31
4 4 ( ) SAS
500
400 300 200 100 ( )
99
8

-47 -




29 11 15

A
1,566
1,102 851 222
32 3,741
2017 12 11

2017 1 1 12 31

2018 1 26 2

(Clinical
Research Organization)

30-40

-48 -



0O O O O O

o O O O

O O O O O O

SAS

proc surveyselect data=naika out=naika_ select
method=srs
rate=(0.05

reps=1
outall

0.10
0.20
0.40
0.80
1.00)

seed=123;
strata kibo;

run;

-49 -



H29- ( )- -057
2017 2018
2017
2018 8 5,455 1,065
19.5% 8 2,422
744 30.7% 2017 12 15
2018 2
28
4 27
19.5%
8 2,422
744
30.7% 2017 12 15
autoimmune hepatitis;
AlH primary biliary AlH,
cholangitis; PBC PBC, PSC
primary sclerosing cholangitis; PSC 2018 2 28
2017 2018
4 27
2017 1
3
IBM SPSS ver.24 2017 8 31
- - 2017 10 8
8
5,455 1,065

-50 -



71%

PBC3,500 AlH2,500
PSC500

1,000

1,000

2017

-51-

2018



H29- ( ) -057
2008
2
62.8
82.8 5
1500
300
500 100
400 100
1) 40
2) 2013 9 2015 5
3)
232
2009 2013 5 369 76
162
2
200 38
26
E.
3 702
1)

-52-



2)

Sugiura K, Kobayashi T, Ojima T.:The
number of thromboembolism patients
among of female hormone users
estimated from a national epidemiological
survey in Japan. ( )

21st International Epidemiological
Association (IEA), World Congress of
Epidemiology (WCE2017). Sonic City in
Saitama, Japan on August 21 , 2017

1)
2)

3)

-B53-



H29- ( )- 057
2
2,283
1,767 774
417 95 339 495
28
2014 1 1 2015 12
31 2
500 400 499 300 399
200 299 100 199 99
28 5 100
, 2017
34
60
2



417 95 339 495
1 4.15 95
337 4.93
2010 1 4.09
11269
1
7,825
2,283 1,767
65.8 100.0 77.4
2
2,283
1 417 95 339 495 1,767 77.4
1
417 95 339 495
65.8 100.0 77.4

-55-



#1 #2

133 133 (100.0) 120 (90.2)

500 201 201 (100.0) 155  (77.1)
400 499 213 170 (79.8) 135  (79.4)
300 399 343 137 (39.9) 104  (75.9)
200 299 391 79 (20.2) 59  (74.7)
100 199 1,006 100 (9.9) 75 (75.0)
99 1,950 96 (4.9) 64  (66.7)
79 79 (100.0) 65  (82.3)

4,316 995  (23.1) 777 (78.1)

125 125 (100.0) 106 (84.8)

500 189 189  (100.0) 152 (80.4)
400 499 193 154  (79.8) 128 (83.1)
300 399 302 121 (40.1) 93 (76.9)
200 299 297 60  (20.2) 51 (85.0)
100 199 486 48 (9.9) 33 (68.8)
99 786 39 (5.0) 29 (74.4)
________________________ 76 .76 .(100.0) .50 (65.8)
2,454 812  (33.1) 642  (79.1)

89 89 (100.0) 68  (76.4)

500 157 157  (100.0) 107 (68.2)
400 499 125 100 (80.0) 75  (75.0)
300 399 127 52 (40.9) 38 (73.1)
200 299 126 25  (19.8) 20 (80.0)
100 199 186 19 (10.2) 13 (68.4)
99 222 11 (5.0) 8  (72.7)
________________________ 19 .19 (100.0) 15 (78.9)
1,051 472 (44.9) 344 (72.9)

4 4 (100.0) 4 (100.0)

2.
95 95
1,084 881 1,287
542 441 643
417 339 495

-56 -



-057

H29- C )-
2013 4 1 2016 3
31 1 13304 79

66 59.9%

3 2510 31.5%

2958 95 2341 3576

303 95 211 396
31
40
PEX
Zellweger 15
13

-57-



2016

2017

13304

2510

72

95

211

31

1

7966
59.9%

337
2958 95

1

126

211 396

2341

303
396

1 193

3
31.5%
95 2341
303 95

3576

303 95
2

2958

911

-58-

3576

211

396

2958



2013 2015

95%

95%

856 125 611 1,102
400 499 49 11 28 69
300 399 62 15 33 91
200 299 22 12 -0 45
100 199 20 19 -18 58
99 149 104 -54 353
__________________ 1158 165 84 1482
200 449 184 89 809
400 499 25 9 8 42
300 399 114 33 49 179
200 299 52 36 -18 123
100 199 221 142 -58 500
99 - - - -
861 238 395 1,327

500
118 15 88 147
400 499 31 11 10 52
300 399 31 17 1 64
200 299 52 37 21 125
100 199 - - - -
99 - - - -
232 45 144 320

500
53 17 19 87
400 499 3 -0 11
300 399 5 3 -0 11
200 299 21 7 6 35
100 199 37 13 11 63
99 19 13 -6 44
139 26 88 191

500
250 31 188 311
400 499 21 7 8 34
300 399 72 19 35 109
200 299 7 4 -1 14
100 199 15 13 -10 a1
99 36 33 -29 101
401 52 300 503

500
10 4 3 17
400 499 - - - -
300 399 41 26 -9 91
200 299 4 4 -3 11
100 199 112 97 -78 302
99 - - - -
167 100 -30 364

500
400 499 - - - -
300 399 - - - -
200 299 - - - -
100 199 - - - -
99 - - - -
2,958 315 2,341 3,576

-59 -



2013

95% 95%
500

83 12 60 106
400 499 12 3 6 19
300 399 3 3 -2 9
200 299 - - - -
100 199 - - - -
929 - - - -

99 13 74 123
500

5 4 -3 13
400 499 4 3 -2 10
300 399 8 8 -7 23
200 299 - - - -
100 199 - - - -
99 - - - -
T 9 s
500

43 8 28 59
400 499 8 5 -1 18
300 399 63 33 -2 128
200 299 26 24 =21 73
100 199 - - - -
99 - - - -
""""""""""""" 140 a2 s 223
500

4 2 -0 9
400 499 - - - -
300 399 3 2 -1 6
200 299 - - - -
100 199 7 4 -1 16
99 9 9 -8 27

24 10 3 a4
500

9 7 -4 22
400 499 - - - -
300 399 5 4 -3 14
200 299 - - - -
100 199 4 3 -3 10
929 - - - -
s e Ty s
500
400 499 - - - -
300 399 5 4 -3 13
200 299 - - - -
100 199 - - - -
929 - - - -
______________________ 5 a4 T TTTaTTTTTTTTTTas
500
400 499 - - - -
300 399 - - - -
200 299 - - - -
100 199 - - - -
99 - - - -

303 47 211 396

-60 -

2015



H29-  )- -057
PML 2
PML 2017 10
21.7 12 3
PML 5.8
4 2
PML
PML
PML
2) JC
Progressive
multifocal leukoencephaopathy; PML 3)
1,000 1
D PML
4)
5)

1




HIV AIDS PML PML
PML
PML PML

PML

1-
1
PML
2:5)
2017 10
217
12 3 PML
PML 1 2017 10
5.8 31 217,000
2 12 3
PML
PML 5,800 4
2 PML
PML 0.000055 12/217,000
PML PML
PML 5,800
PML 0.321
\
PML
PML 2
PML
0 0726 1 0233 2
0037 3 <0.004
3 PML 1
p<0.001
PML 4
PML 20

PML
PML

_62_



PML
2)
PML 3)
3
PML
2-5)
3
4)
PML
PML 5)
PML
PML
PML
1.
2.
PML
1.
PML
2.
3.
[ 1
1)
2017

URL:http://prion.umin.jp/guideline/guideline
_PML_2017.pdf

_63_

(2018 3 8

Maillart E, Louapre C, Lubetzki C, Papeix C.
Fingolimod to treat severe multiple sclerosis
ater natalizumab-associated  progressive
multifocal leukoencephalopathy: a valid
option? Mult Scler. 20: 505-509. 2014.

Calic Z, Cappelen-Smith C, Hodgkinson SJ,
et a. reatment of progressive multifocal
leukoencephal opathy-immune  reconstitution
inflammatory syndrome with intravenous
immunoglobulin in a patient with multiple
sclerosis treated with  fingolimod  after
discontinuation of natalizumab. J Clin
Neurosci. 22: 598-600. 2015.

Peaureaux D, Pignolet B, Biotti D, et al.
Fingolimod treatment after
natalizumab-related progressive  multifocal
leukoencephal opathy: three new cases. Mult
Sler. 21: 671-672. 2015.

Carruthers RL, Berger J. Progressive
multifocal leukoencephaopathy and JC
Virus-related disease in modern neurology
practice. Mult Scler Relat Disord. 3: 419-430.
2014.

2017/4/1~2018/3/31



PML

PML
217,000 12 +3
5,800 4 +2
2017 10 31
PML
PML p
0 0.7256 0.7256
1 0.2327 0.9583
2 0.0373 0.9957
3 0.0040 0.9997

4 0.0003 1.0000




H29- ( ) 057

H29- - -002
26

empirical study

1993

H27- ( )-  -007)

122

- 65 -




1

2
2
Pearson

I+

criteria
criteria

I+
o
o

25
75

Neyman &

- 66 -

inclusion
exclusion



CONSORT D.
intention-to-treat
non-compliance

E.
F.
1
i 2017 31 778-81

Adjusted for xxx, yyy, and 2

z777.

3
2017 6
2018 3
G.
1
2
3
would could
confirmed

suggested H.

H27-

- 67 -



« )- -007

17ek0109122h0003

H29-

-002

- 68 -



H29- ( )- 057

D
2)

3)
4)

iy

1) Natsuizaka M, Chiba H, Kuronuma K,

Otsuka M, Kudo K, Mori M, Bando M, Sugiyama

Y, Takahashi H. Epidemiologic survey of

Japanese  patients with idiopathic

pulmonary fibrosis and investigation of

ethnic differences. Am J Respir Crit Care
2017 6 12 Med 2014; 190: 773-779.

- 69 -



-70-



H29-

—2013 2016 —
ONFH
5 ONFH
ONFH
QOL
ONFH
1997
36
ONFH
ONFH 2013 1 2016
12 985
3 898
/ 13 30 40
49
63% 30 60
2014 2015 60 30
40 60 2 2013
78 32% SLE
1997 SLE 30%
2013 12%
2016 29%
2014 202
2,100 10%
ONFH ONFH
ONFH
ONFH

-71-

-057



ONFH
5
ONFH
1-7
ONFH 1997
8
ONFH
2013
1 2016 12
ONFH
8 1997 6
1997 1
ONFH
36
2014 9 9
ONFH
2013 1
2016 12

2013

1

898

2012
T 2013
2014 ¥

2015

2,100

-72-

149

225

202

2016

10

2016 12

985

2013-2015
2013-2016
2014-2016

157

10

2012



2
/
13
3
3
3
30
30 60
2014
30
60 2
4
49
78 4.1
5
247 304
52
14%
SLE
SLE
212 70%
SLE
32%
SLE
27% 2015 33%

37%

31
2015

4.2

70

2013

63
2 6.1
20
2013 12% 2014 16% 2015 25%
2016 29%
40 6.2
60
40
32
2013 1 2016 12
985
3
898
30
40 30
60
1997 2011 15
5 2011
51 2012 2
30
11-13
51 2014 2015 60
30 40
60 2 1997
34 2011
SLE SLE
11,12
28% SLE
1997-2006 5
SLE
98
ONFH
32% 2014 60
14-20
2016

-73-



49

78
34
14% SLE
SLE 98
32% 1997 2011
15 5
SLE 1997-2001
38% 2002-2006 37% 2007-2011 25%
11,12 *
2013
32% 2016 37%
SLE http://www.nanbyou.or.jp/
entry/5354 2013 61,528
2014 63,622 2015 62,988 2016
63,792
SLE
30%
*
1997 2011
11
1997-2001  37% 2002-2006
37% 2007-2011 29% 1112
1997 2012
11-13 63
20
2013 12% 2016 29%
2014

-74 -

ONFH

ONFH

224

521

10%

2016 12
4,000

11,12

ONFH
2004
2,220 10%
2014
202
2,100
;
5,000
ONFH
ONFH
60
ONFH



1)

2)

3)

4)

52
19-25 1978

62

63
269-271 19809.

7

67-71 1996
Hirota Y, Hotokebuchi T and Sugioka Y:
Idiopathic osteonecrosis of the femora
head; nationwide epidemiologic studies in
Japan. In: Urbaniak JR and Jones JP J (eds)
Osteonecrosis, Etiology, Diagnosis and
Treatment.  American  Academy  of
Orthopaedic  Surgeons, Rosemont, 51-58,
1997.

5)

6)

7)

8)

)

10)

11)

-75-

: 18

1-6 2007

Fukushima W, Fujioka M, Kubo T,
Tamakoshi A, Naga M, Hirota Y:
Nationwide Epidemiologic Survey of
Idiopathic Osteonecrosis of the Femora
Head. Clin Orthop Relat Res 468: 2715
-2724, 2010.

28
10-33, 2017.
10 175-177
1999
2014

, 26

32-37, 2015.
8
16
6-10 2005



12)

13)

14)

15)

, 26

24-34, 2015.
Takahashi S, Fukushima W, Yamamoto T,
Iwamoto Y, Kubo T, Sugano N, Hirota Y;
Japanese Sentinel Monitoring Study Group
for Idiopathic Osteonecrosis of the Femoral
Head. Temporal Trends in Characteristics of
Newly Diagnosed Nontraumatic
Osteonecrosis of the Femoral Head From
1997 to 2011: A Hospital-Based Sentinel
Monitoring System in Japan. J Epidemiol.
2015; 25(6): 437-444.

— 23
24 —.
25 53-60,
2014.
2010/2011
57 9
2011/2012
58 9

16)

17)

18)

19)

20)

21)

-76 -

59

60

61

62

63

2012/2013
9

2013/2014
9

2014/2015
9

2015/2016
9

2016/2017
9

18
7-11 2007



2013-2016 2013 2014 2015 2016
(%) (%) (%) (%) (%)
N 898 274 244 200 180
2010 6 (1) 6 (2) - - _
2011 53 (6) 46 (17) 7 (3) - -
2012 149 (17) 123 (45) 17 (7) 9 (5) -
2013 225 (25) 99 (36) 108 (44) 15 (8) 3 (2)
2014 202 (22) - 112 (46) 76 (38) 14 (8)
2015 173 (19) - - 100 (50) 73 (41)
2016 90 (10) - - - 90 (50)
2013-2016 2013 2014 2015 2016
(%) (%) (%) (%) (%)
N 898 274 244 200 180
504 (56) 143 (52) 153 (63) 112 (56) 96 (53)
391 (44) 131 (48) 91 (37) 87 (44) 82 (46)
3 (0) 0 (0) 0 (0) 1(1) 2 (1)
/ 13 1.1 1.7 13 1.2
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31

2013-2016 2013 2014 2015 2016
(%) (%) (%) (%) (%)
N 504 143 153 112 96
<20 4 (1) 1 (1) 0 (0) 3 (3) 0 (0)
20-29 54 (11) 15 (10) 12 (8) 18 (16) 9 (9)
30-39 120 (24) 33 (23) 43 (28) 25 (22) 19 (20)
40-49 151 (30) 42 (29) 43 (28) 28 (25) 38 (40)
50-59 73 (14) 21 (15) 29 (19) 13 (12) 10 (10)
60-69 81 (16) 27 (19) 19 (12) 19 (17) 16 (17)
70-79 15 (3) 4 (3) 6 (4) 4 (4) 1 (1)
80-89 5 (1) 0 (0) 1 (1) 1 (1) 3 (3)
1 (0) 0 (0) 0 (0) 1 (1) 0 (0)
3.2
2013-2016 2013 2014 2015 2016
(%) (%) (%) (%) (%)
N 391 131 91 87 82
<20 16 (4) 2 (2) 7 (8) 5 (6) 2 (2)
20-29 32 (8) 13 (10) 10 (11) 4 (5) 5 (6)
30-39 76 (19) 28 (21) 21 (23) 16 (18) 11 (13)
40-49 83 (21) 25 (19) 14 (15) 19 (22) 25 (30)
50-59 72 (18) 26 (20) 12 (13) 16 (18) 18 (22)
60-69 62 (16) 16 (12) 17 (19) 21 (24) 8 (10)
70-79 41 (10) 18 (14) 8 (9) 5 (6) 10 (12)
80-89 8 (2) 3 (2) 1 (1) 1 (1) 3 (4)
1(0) 0 (0) 1(1) 0 (0) 0 (0)
41
2013-2016 __ 2013 2014 2015 2016
(%) (%) (%) (%) (%)
504 143 153 112 96
256 (51) 75 (52) 84 (55) 53 (47) 44 (46)
247 (49) 68 (48) 69 (45) 58 (52) 52 (54)
1 (0) 0 (0) 0 (0) 1 (1) 0 (0)

-78-



4.2

2013-2016 2013 2014 2015 2016

(%) (%) (%) (%) (%)

391 131 91 87 82
87 (22) 31 (24) 25 (27) 20 (23) 11 (13)
304 (78) 100 (76) 66 (73) 67 (77) 71 (87)
51

2013-2016 2013 2014 2015 2016

OM KON OM (%) (%)
247 68 69 58 52

22 (9) 6 (9) 5 (7) 4 (7) 7 (13)

1 (0) 1(1) 0 (0) 0 (0) 0 (0)

16 (6) 4 (6) 5 (7) 3 (5) 4 (8)
31 (13) 10 (15) 5 (7) 11 (19) 5 (10)
34 (14) 6 (9) 10 (14) 11 (19) 7 (13)

7 (3) 2 (3) 1(1) 2 (3) 2 (4)

2 (1) 0 (0) 2 (3) 0 (0) 0 (0)

* 17 (7) 3 (4) 7 (10) 5 (9) 2 (4)
15 (6) 6 (9) 3 (4) 3 (5) 3 (6)

0 (0) 0 (0) 0 (0) 0 (0) 0 (0)

7 (3) 2 (3) 3 (4) 2 (3) 0 (0)

9 (4) 2 (3) 2 (3) 2 (3) 3 (6)

4 (2) 2 (3) 1(1) 1(2) 0 (0)

7 (3) 2 (3) 2 (3) 0 (0) 3 (6)

15 (6) 2 (3) 7 (10) 3 (5) 3 (6)

10 (4) 2 (3) 4 (6) 2 (3) 2 (4)

5(2) 0 (0) 0 (0) 2 (3) 3 (6)

16 (6) 3 (4) 6 (9) 4 (7) 3 (6)

10 (4) 6 (9) 3 (4) 1(2) 0 (0)

11 (4) 1(1) 6 (9) 3 (5) 1(2)

4 (2) 1(1) 1(1) 1(2) 1(2)
22 (9) 9 (13) 5(7) 3 (5) 5 (10)

0 (0) 0 (0) 0 (0) 0 (0) 0 (0)

.
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2013-2016 2013 2014 2015 2016
(%)’ (%)’ (%)’ (%)’ ()"
304 100 66 67 71
98 (32) 32 (32) 18 (27) 22 (33) 26 (37)
9 (3) 4 (4) 2 (3) 2 (3) 1 (1)
25 (8) 5 (5) 5 (8) 10 (15) 5 (7)
80 (26) 28 (28) 19 (29) 16 (24) 17 (24)
18 (6) 4 (4) 6 (9) 2 (3) 6 (8)
5 (2) 4 (4) 0 (0) 1 (1) 0 (0)
4 (1) 1 (1) 2 (3) 1 (1) 0 (0)
* 7 (2) 2 (2) 2 (3) 1 (1) 2 (3)
12 (4) 1 (1) 1 (2) 2 (3) 8 (11)
0 (0) 0 (0) 0 (0) 0 (0) 0 (0)
5 (2) 1 (1) 2 (3) 1 (1) 1 (1)
4 (1) 0 (0) 2 (3) 0 (0) 2 (3)
6 (2) 5 (5) 1(2) 0 (0) 0 (0)
3 (1) 3 (3) 0 (0) 0 (0) 0 (0)
13 (4) 4 (4) 6 (9) 3 (4) 0 (0)
10 (3) 5 (5) 1(2) 2 (3) 2 (3)
3 (1) 0 (0) 2 (3) 1 (1) 0 (0)
8 (3) 3 (3) 1(2) 2 (3) 2 (3)
6 (2) 1 (1) 0 (0) 1 (1) 4 (6)
2 (1) 1 (1) 0 (0) 1 (1) 0 (0)
0 (0) 0 (0) 0 (0) 0 (0) 0 (0)
12 (4) 5 (5) 2 (3) 4 (6) 1 (1)
1 (0) 0 (0) 0 (0) 0 (0) 1 (1)
01
6.1
2013-2016 2013 2014 2015 2016
(%) (%) (%) (%) (%)
504 143 153 112 96
179 (36) 56 (39) 54 (35) 35 (31) 34 (35)
320 (63) 87 (61) 98 (64) 76 (68) 59 (61)
2 (0.4) 0 (0) 1 (1) 1 (1) 0 (0)
3 (0.6) 0 (0) 0 (0) 0 (0) 3 (3)

-80 -



6.2

2013-2016 2013 2014 2015 2016
(%) (%) (%) (%) (%)

391 131 91 87 82
312 (80) 115 (88) 76 (84) 63 (72) 58 (71)
77 (20) 16 (12) 15 (16) 22 (25) 24 (29)
0 (0) 0 (0) 0 (0) 0 (0) 0 (0)
2 (1) 0 (0) 0 (0) 2 (2) 0 (0)
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The Japanese Case-Control Study Group for Crohn’s disease
45
5
2 1 1
OR 95 Cl
279 116 163 241 101 140
86 225
93 132 53
27 26 Unconditional logistic model  Conditional
logistic model
Unconditional logistic model
N=225 BMI 185-24.9 kg/m2 <18.5 OR
OR=2.42, 95%CI1=1.14-5.10 >25.0 OR 0.34, 0.13-0.89
OR
OR 0.41, 0.21-
0.81
3
OR 2.49, 1.09-5.73
1

Trend P=0.024 1

Trend P=0.032

Conditional logistic model
OR
Unconditional logistic model

BMI<18.5 kg/m2
BMI>25.0

Trend P=0.038

N=172 BMI <18.5
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1
1
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2.

3)

DHQ: diet history questionnaire

1
2
1
2
3
OR 95% Cl
OR
1
OR
P <0.05

SAS Version 9.3 SAS Institute,
Inc., Cary, NC, USA
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163
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27 26 Conditional logistic
model 172 66
106
1 Unconditional logistic model
N=225 Conditional logistic model
N=172 1 2 40
11 26
93 27
27.0
27.3 27.6

1.2 0-12
55 59

4.8 0-52.8
Conditional logistic model 66

Unconditional logistic model
BMI  18.5-24.9 kg/m2

<18.5 OR OR 242,
95%CI1=1.14-5.10 >25.0 OR 0.34,
0.13-0.89
OR 3.12,
1.09-8.92 OR
2.36,0.78-7.11
2.02, 0.46-
8.87
OR 0.41, 0.21-0.81

1.40, 0.68-2.84 Conditional logistic
model 66
BMI <185 OR
OR

Unconditional logistic model

3
3
Unconditional logistic model
OR
2.49,1.09-5.73 Conditional
logistic model
OR 5.07,1.61-16.0

OR

Trend P=0.024 15
3.15,1.10 -9.06 1

Trend P=0.032 4
2.77,1.02-7.56
Trend P=0.038
17 OR
2.68,0.91-7.89

Unconditional logistic model

OR
OR
Conditional logistic
model
OR
3-6)
1
1
reverse
causality
3)
;
3)
OR 17
95%CI=1.1-2.6 9
1.90 1.42-2.53

9)

10)
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1. Unconditional logistic model Conditional logistic model
Unconditional logistic model Conditional logistic model
Case (N=93) Control (N=132) Case (N=66) Control (N=106)
( [ 1)
27.0 ( 7.853.4 ) 27.0 ( 7.849.9
27.3 ( 7.8-67.4 \° 27.7 ( 7.851.6 )
27.6 ( 7.8-67.4 ) 28.4 ( 7.3-54.7 ) 27.7 ( 78516 ) 282 ( 7.354.7 )
( 1
48 ( 0528 § 48 ( 0528
1.2 ( 0120 P 12 ( 060
101BD ( [ D 40 ( 070 30 ( 060
22 (3 19 ( 3By
B (22 ¥y 13 ( 24
68 ( 73 86 ( 65 ) 4 (67 ) 65 ( 61 )
25 (27 ) 46 ( 35 ) 2 ( 33 y 41 ( 39 )
BMI
<185 27 (29 ) 19 ( 14 ) 19 (29 y 17 (16 )
18.5 - 24.9 59 ( 63 ) 84 ( 64 ) 41 (62 )y 63 ( 59 )
>25.0 7 ( 8 ) 29 (22 ) 6 ( 9 )y 26 ( 25 )
81 ( 87 ) 126 ( 95 ) 56 ( 85 )y 102 (96 )
12 ( 13 ) 6 ( 5 ) 10 ( 15 Yy 4 ( 4 )
IBD
88 ( 9 ) 128 ( 97 ) 62 ( 94 ) 103 ( 97 )
5 ( 5 ) 4 (3 ) 4 (6 ) 3 3 )
54 ( 58 ) 59 ( 45 ) 38 ( 58 Yy 47 (1 44 )
39 ( 42 ) 73 ( 55 ) 28 ( 42 )y 59 ( 56 )
5 ( 59 ) 86 ( 65 ) 41 (62 )y 67 ( 63 )
38 ( 41 ) 46 ( 35 ) 25 (38 )y 39 ( 37 )
n®) °*N=55, "N=89, °N=68, *N=71, ® N=69, 'N=39, ¢ N=63, "N=51, ' N=54
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2.

Unconditional logistic model®

Conditional logistic model”

Sex, age-adjusted Multivariate” Univariate Multivariate’
OR ( 95%CIl )pvalue OR ( 95%Cl ) pvalue OR ( 95%Cl )pvalue OR ( 95%CIl )p value
1.00 1.00
0.65 ( 0.35-1.20 ) 0.169 0.42 ( 0.21-0.83) 0.014
<20 1.00 1.00
20-29 1.23 (0.59-259 ) 0.581 1.71 ( 0.72-4.09) 0.226
30-39 0.79 (1 0.34-1.84 ) 0.586 1.11 ( 0.41-2.96 ) 0.842
> 40 1.19 ( 0.52-2.70 ) 0.685 2.06 ( 0.72-5.84) 0.176
(Trend P=0.979) (Trend P=0.348)
BMI
<185 2.42 (1.17-5.01 ) 0.018 2.42 ( 1.14-5.10) 0.021 2,51 ( 0.91-6.89 ) 0.075 2.76 (0.92-8.23 ) 0.070
18.5-24.9 1.00 1.00 1.00 1.00
>25.0 0.27 ( 0.11-0.67 ) 0.005 0.34 ( 0.13-0.89 ) 0.028 0.30 ( 0.11-0.84 ) 0.022 0.33 ( 0.11-0.96 ) 0.043
(Trend P<0.001) (Trend P<0.001) (Trend P=0.003) (Trend P=0.005)
1.00 1.00 1.00 1.00
3.12 ( 1.09-8.92 ) 0.034 2.36 ( 0.78-7.11) 0.129 4.58 ( 1.24-16.9 ) 0.023 3.33 ( 0.83-13.4 ) 0.090
IBD
1.00 1.00 1.00 1.00
2.03 ( 0.51-8.00 ) 0.313 2.02 ( 0.46-8.87 ) 0.354 3.35 ( 0.59-18.9 ) 0.171 2.34 ( 0.37-14.9 ) 0.367
1.00 1.00 1.00 1.00
0.39 ( 0.21-0.74 ) 0.004 0.41 ( 0.21-0.81) 0.011 0.35 ( 0.15-0.85 ) 0.020 0.27 ( 0.09-0.80 ) 0.018
1.00 1.00 1.00 1.00
1.28 ( 0.68-2.41 ) 0.441 1.40 ( 0.68-2.84) 0.360 1.00 ( 0.41-2.44 ) 1.000 1.17 (0.42-3.25) 0.771

# N=225 (Case 93, Control 132)
b BMI

®N=172 (Case 66, Control 106)
“BMmI IBD

IBD
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3.

Unconditional logistic model®

Conditional logistic modelb

Control P

Case
(N=132) OR (95 c )value

(N=93)

Control P

Case
(N=106) OR (95 CI )value

(N=66)

35 (38 ) 66 (50 ) 1.00
20 (22 )20 (15 ) 2.49 (1.09-5.73)0.031
38 (41 ) 46 ( 35 ) 1.82 (0.85-3.92 )0.124

25 (38 ) 52 (49 )
16 (24 ) 15 (14 ) 5.07 (1.61-16.0 ) 0.006
25 (38 ) 39 (37 ) 1.86 (0.59-5.89)0.294

1.00

BMI IBD
*BMmI IBD
4,
case (N=55) control (N=86) Multivariate*
n ( % ) n ( % ) OR ( 95 ClI ) Pvalue
1 «c 7))
35 ( 64 ) 66 ( 77 ) 1.00
<15 8 ( 15 ) 10 ( 12 ) 1.95 ( 0.66-5.79 ) 0.230
>15 12 (22 ) 10 ( 12 ) 3.15 ( 1.10-9.06 ) 0.033
(Trend P=0.024)
1 ( /)
35 ( 64 ) 66 ( 77 ) 1.00
<4 8 ( 15 ) 9 ( 10 ) 2.17 ( 0.69-6.82 ) 0.185
>4 12 (22 ) 11 ( 13 ) 2.77 ( 1.02-7.56 ) 0.046
(Trend P=0.032)
)
35 ( 64 ) 66 ( 77 ) 1.00
<17 10 ( 18 ) 10 ( 12 ) 2.35 ( 0.81-6.78 ) 0.115
>17 10 ( 18 ) 10 ( 12 ) 2.68 ( 0.91-7.89 ) 0.073

(Trend P=0.038)

Unconditional logistic regression model
* BMI 1BD
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75.8 90%
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22,503 748 19,954 1,792
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possible iINPH
DESH disproportionately enlarged
subarachnoid space hydrocephalus

probable iNPH Probable iNPH
definite INPH
2012 iNPH
2012
2013
1
7
1
2
iNPH
iNPH
( MRI Evans
index /
(VPshunt)
(VA shunt),
(LP shunt

2013
E-461 2013
NMO
NM O spectrum disorder
iNPH
(
) 5
2011
2012 1
1 10 1
4
12
NMO
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459 13,582 48)
4,220
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42.7%
1
iNPH 12,900  (95%
Confence Interval (CI1):10000- 15,800)
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iNPH ,

C )

74.9+ 7.0 iNPH
75.8+ 8.6
iNPH
76.4+ 7.0
definite INPH 799
possible INPH

probable iNPH 267

52.4%
394 25.8%

17.5%
VP shunt VA shunt

LP shunt LP
55.1% iNPH
2 VP shunt
2

43.2%

49 _5%,
15.7% 1.4
3
12.1%
iNPH

iNPH  Comobidity
40.0%
17.8% 14._.8%
13.5%
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94.2%
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index 0.3
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7,215
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1,792
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2 NMO/NMOsd

NMO/NMOsd
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2013 iNPH

iNPH
hospital—based

iNPH
12900
hospital-based study
1

iNPH 5
, iNPH
comorbidity

iNPH

NMO
NMO spectrum disorder

2011
NMO NMO spectrum disorder

NMO (category ) 1.64 (/100,000
) NMO/NMOsd(category - ) 3.42
(/100,000 )

3.42 (/100,000 )

23.5%

MNO

iNPH  Hospital-based

iNPH

70
iNPH

iNPH

NMO
NMO spectrum disorder
NMO  NMO spectrum disorder
2011

NMO
NMO spectrum disorder

- Epidemiology of Multiple Sclerosis-
2015 255 5  353-356
2015

2. Kurivama N, Miygiima M, Nakgima M,
Kurosawa M, Fukushima W, Watanabe Y, Ozaki
E, TokudaT, Urae A et al, Arai H. Nationwide
epidemiologic survey of idiopathic normal
pressure hydrocephalus (iNPH) in Japan: The
Epidemiological and clinical characteristics.
Brain Behav 2017 Jan 27;7:e00635

3 Ohmichi T, Kondo M, Tokuda T, ltsukage M,
Koizumi H, Matsushima S, Kuriyama N, Ishii K,
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Mori E, Yamada K, Toshiki M. Usefulness of the
Convexity Apparent Hyper-perfusion (CAPPAH)
Sign in 123l-iodoamphetamine Brain Perfusion
Single Photon Emission Computed Tomography
for the Diagnosis of Idiopathic Normal Pressure
Hydrocephalus. J Neurosurg. in press

NMO
NMO spectrum disorder
4 -
- Epidemiology of Multiple Sclerosis-
2015 255 5  353-356

2015

5 Miyamoto K, FujiharaK, Kira Jl, Kuriyama
N, Matsui M, Tamakoshi A, Kusunoki S.
Nationwide  epidemiological study  of
neuromyelitis optica in Japan.J Neurol
Neurosurg Psychiatry. 2018 [Epub ahead of
print]

Tokuda T, Kondo M, Kuriyama
N ,Matsushima S, Nakanishi H, Ishikawa M.
Distribution of amyloid burden is different
between idiopathic normal pressure
hydrocephalus and Alzheimer’s disease. The
Seventh Meeting of the International Society for

Hydrocephalus and CSF Disorders. September
20, Banff, Alberta, Canada.
Matsui M, Tamakoshi A, Kuriyama

N ,Kusunoki S. The prevalence and
characteristics of neuromyelitis optica in Japan:
a nationwide epidemiological study. 2017
XXI1 World Congress of Neurology. 18th
September 2017; Kyoto, Japan.

2015 2 28

68
.2015 10 29

iNPH iNPH
Common disease
iNPH ~
~ 17
2016 3 19
iNPH

mRS modified Rankin Scale

~ 19
2018 2 24

NMO

NM O spectrum disor der

H.

1. Adams RD, Fisher CM, Hakim S, Ojemann
RG, Sweet WH. Symptomatic Occult
Hydrocephalus with "Normal"

Cerebrospinal-Fluid  Pressure A Treatable
Syndrome. N Engl J Med. 1965;273:p.117-126.
doi:10.1056/NEJM 196507152730301

2. Hakim S, Adams RD. The specia clinical
problem of symptomatic hydrocephalus with

normal cerebrospinal fluid pressure.
Observations  on cerebrospinal fluid
hydrodynamics. J Neurol Sci. 1965;2:

p.307-327.

3. Mori E, Ishikawa M, Kato T, Kazui H,
Miyake H, Miyajima M, Nakgima M,
Hashimoto M, Kuriyama N, Tokuda T, Ishii K,
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Kaijima M, Hirata Y, Saito M, Arai H.
Guidelines for management of idiopathic
normal pressure hydrocephalus: second edition.
Neurol Med Chir (Tokyo).. 2012;52:
p.775-809. doi: 10.2176/nmc.52.775

2006
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iINPH

n=1524(100%)

n=897(58.5%)

N=627(40.7%)

n(%)

n(%)

n(%)

(y.0.) 74.9+7.0 y.o. 74.9+6.7y.0. 74.8+7.5 y.o.
(y.0.) 75.5+8.6 y.o. 76.4+6.9 y.o. 76.3+7.3 y.o.
iNPH (y.0.) 76.4+7.0 y.o. 76.8+8.9 y.o. 76.9+8.0 y.o.
1179(77.4%) 685(76.4%) 494(78.8%)
262(17.2%) 168(18.7%) 94(15.0%)
60(3.9%) 32(3.6%) 28(4.5%)
19(1.2%) 10(1.1%) 9(1.4%)
4(0.3%) 2(0.2%) 2(0.3%)
possible iNPH 394(25.8%) 223(24.9%) 171(27.3%)
probable iNPH 267(17.5%) 165(18.4%) 102(16.3%)
definite iINPH 799(52.4%) 475(53.0%) 324(51.7%)
unknown 64(4.2%) 34(3.8%) 30(4.8%)
1 755(49.5%) 474(52.8%) | 281(44.8%)
) 240(15.7%) 127(14.2%) 113(18.0%)*
3 22(1.4%) 9(1.0%) 13(2.1%)
1+2+3. 185(12.1%) 112(12.5%) 73(11.6%)
Other, unknown 150(9.8%) 84(9.4%) 66(10.5%)
Comorbidity

609(40.0%)

383(42.7%)**

226(36.0%)
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272(17.8%)

185(12.1%)

87(13.9%)**

225(14.8%)

129(14.4%)

96(15.3%)

206(13.5%)

116(12.9%)

89(14.2%)

154(10.1%) 85(9.5%) 69(11.0%)
82(5.4%) 54(6.0%) 28(4.0%)
49(3.2%) 31(3.5%) 18(2.9%)

(+)

1004(65.9%)

594(66.2%)

410(65.4%)

434(43.2%)

248(41.8%)

186(45.4%)

- VP (%)
0, 0, 0,
] p (0 | 553(55-1%) 334(56.2%) 219(53.4%)
0, 0, 0,
] VA o) | T7A7%) 12(2.0%) 5(1.2%)

464(30.4%)

271(30.2%)

193(30.8%)

56(3.7%)

32(3.6%)

24(3.8%)

MRI

MRI finding(+)

1357(89.0%)

801(89.3%)

556(88.7%)

MRI
Evans index >0.3 1278(94.2%) 760(94.5%) 518(93.2%)
902(66.5%) 511(63.8%) 391(70.3%)
0, 0f)** 0,
150m 142(10.5%) 103(12.9%) 39(7.0%)
MRI 157(11.0%) 96(10.7%) 71(11.3%)
7(0.5%) 6(0.7%) 1(0.2%)
1 1 0
0 0 0
5 4 1
1 1 0
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3 NMO MNO NMO
95
NMO 1279 2100 1740 2240
NMO 371 880 760 1020
NMO 422 1030 840 1190
AQPA4 255 370 230 520
2327 4370 3570 4970
4 NMO MNO (NMO )
NMO NMO NMO
AQP4
Category (category ) | (category )| (category ) (category )
506 180 298 58
1:9.8 1:3.2 1:5.0 1:57.0
( ) 394 39 43.0 (43) 46.7 (48) 41.2 (41)
( ) 52.8 (53) 48.9 (50) 53.3 (55) 47.3 (47)
13.3 6.1 6.3 4.9
(
277 (54.7%) 159 (88.3%) 4 (1.3%) 11 (19.0%)

(%)
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(o) | 80 (15:8%) 7 (3.9%) 98 (32.9%) 13 (22.4%)

(5| 159 (3L4%) 8 (4.4%) 201(67.4%) 16 (10.3%)
13 50 91 15
L5 228 81 137 33
6.10 115 10 23 2
1115 59 5 10 0
16.20 24 1 3 0
28 0 4 0

21

102 (20.1%)

24 (13.3%)

40 (13.4%)

19 (32.8%)

19 (3.8%)

4 (2.2%)

9 (3.0%)

2 (3.4%)

119 (23.5%)

11 (6.1%)

73 (24.5%)

28 (48.3%)

506 (100%)

25 (13.9%)

298 (100%)

21 (36.2%)
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H29- ( )-
J-CAT

1) 2)

3) 4)

Japan
consortium of Ataxias J-CAT 29 1
11 283
J-CAT
1)
2)
3)
3
2/3 1/3 Japan consortium of Ataxias J-CAT

2001



J-CAT 29 1
11 283
283
55% 45% 69%
31% 40-59
SARA score  11-15

54%
SCA6 16% SCA31

14% MJD 8% DRPLA, SCAl1, SCA2

SCD
10 18.5
1/3
2/3 D
2002 23 483 SCD
11,691
JCAT
SCD
69%
SCD

SCD

2015
28 4 1

27 1

Modified Rankin

Scale, , 3

J-CAT

J-CAT

1) Tsuji S, Onodera 0, Goto J, et al.
Sporadic ataxias in Japan--a
population-based epidemiological study.
Cerebellum 2008; 7: 189-197
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2005 7
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3
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1. Ishido T, Horita N, Takeuchi M, Kawagoe T,
Shibuya E, Yamane T, Hayashi T, Meguro A,
Ishido M, Minegishi K, Yoshimi R, Kirino Y,
Kato S, Arimoto J, Ishigatsubo Y, Takeno M,
Kurosawa M, Kaneko T, Mizuki N: Clinical
manifestations of Behget's disease depending on
sex and age: results from Japanese nationwide
registration. Rheumatology, 1;56(11):1918-27,
2017.

2. Kuriyama N, Miygima M, Nakagima M,
Kurosawa M, Fukushima W, Watanabe Y, Ozaki
E, Hirota Y, Tamakoshi A, Mori E, Kato T,
Tokuda T, Urae A, Ara H: Nationwide
epidemiologic survey of idiopathic normal
pressure hydrocephalus (iNPH) in Japan: The
Epidemiological and clinical characteristics.
Brain and Behavior 27:7 (3):e00635, 2017.

127: 1483-1520, 2017.

), 87
, ,3/26-28,2017.
2. Kurosawa M, Takeno M, Nakamura 'Y, Mizuki
N, Ishigatsubo Y, Nakamura K, Inaba Y,
Yokoyama K: Clinical manifestations and
treatment of Behcet's disease in Japan: Analysis
of a clinical database of patients receiving
financial aid for treatment. The 21st International
Epidemiological Association (IEA), World
Congress of Epidemiology (WCE2017), Saitama,
8/19-22, 2017.
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5. Nekamura M, Kurosawa M, Kaneko F:
Clinica epidemiology of skin symptoms in
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370 263
287
SJS 258  (69.7%) SJS 195 (68.7%) |SJS 231 (87.8%)
TEN 112  (30.3%) TEN 92 (324%) |TEN 32 (12.2%)
2005 07 2009 13 2005 16
X
X
X A
X
X
A X
370 287 263
145 (39.2%) 90  (31.4%) 134 (51.0%)

SIS 129/258(50.0%)
TEN 16/112(14.3%)

SIS 79/195(40.5%)
TEN 11/ 92(12.0%)

SIS 118/231(51.1%)
TEN 16/ 32 (50.0%)

168 (45.4%)
SIS 92/258(35.7%)
TEN 76/112(67.9%)

174 (60.6%)
$J5101/195(51.8%)
TEN 73/ 92(79.3%)

35  (13.3%)
SIS 29/231(12.6%)
TEN 6/ 32(18.8%)

31 (8.4%)
SIS 4/ 25( 1.6%)
TEN 27/112(24.1%)

28 (9.8%)
SIS 7/195( 3.6%)
TEN 21/ 92(22.8%)

3 (1.1%)
SIS 1/231( 0.4%)
TEN 2/ 32( 6.3%)

69 (18.6%)
SIS 25/258 (6.8%)
TEN  44/112(39.3%)

73 (25.4%)
SIS 33/195(16.9%)
TEN 40/ 92(43.5%)

26 (9.9%)
SIS 21/231( 9.1%)
TEN 5/ 32(15.6%)
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4)
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dCJD
1987 1

dCJD
5)

dCJD
dCJD
CJD

]
EUROCJD: http:/mww.eurocjd.ed.ac.uk/

THE NATIONAL CJD RESEARCH &
SURVEILLANCE UNIT (NCJDRSU):
http://www.cjd.ed.ac.uk/surveillance
National Prion Disease Pathology
Surveillance Center:
http://case.edu/med/pathology/centers/n
pdpsc/
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