BAEFBRFEHRE#DES (EEMERETRMEESR)
MREMREICET 2RENEE (D) FREBES

=R R AE({LIEIZ BT A fasciculation potentials &
Awaji 72U X LOHF M

Wy BARESL Y
WMEHHE EREELEY, i AR, Tl
1) HRRZEZIHRAF, 2) BEERRERNR 3 AR,
3) ERRKFEFIHENR, 4 BRERILERKFHENR

WEEE
EEEHE TR E/LIE (Amyotrophic Lateral Sclerosis; ALS) IZTFHABRERTHY ., BEHOEMLZ
NEEND, FHaldAvaji 7/ TY X b L WETAREL Escorial F=YE (R-EEC) DM IZ DV TELEL - 12
L7z, SHBRITALS B 139 4, RERMOBELT =) —% R-EEC & Awaji 7T U ALz HOVTHEL,
FRFRCBITAE2HT IV —DEEE2FHME Lz, £72. Avaji T/ T Y RATERIN TV DHRHER
B R ENL (FPs) DHF/ N — 20T HORRE LT, ZD#EHE. Confirmed ALS DE|E 13 R-EEC T 43%, Awaji
FTATY RAATINTHY . Awaji 7T Y XLAOFNBEREIMED 2T, TOBHEIL, HESH =2 —
0 EE 1SR O AT A R-EEC 12331} 5 probable laboratory supported ALS fEFI2S, Awaji 7 /L=
) X TlEpossible ALS I SN Z itk bEEX b, £io, FPs i TRE ST <
HEBEERHICL > TERADOT, HEEEORVHEAEBHIOBRT I EBNEETH D,

ABEEH B.HrR G &
f5 25 #g P 18 3R 58 (L fE (Amyotrophic Lateral 2004 45 2008 ED 5 ERNIC, FERMIC ALS
Sclerosis; ALS) IZHEFTHEMNOTFHARBREART  MEbh, #HHERREL TSN 176 FlOR
Ho, BHOTERLZMALEEND, KETHR Bl FBOFL, RERIC r-EEC 2V L Awaji 7=
Escorial Z:#E (revised El Escorial criteria; J X AT confirmed ALS(definite, probable,
R-EEC) 1T/AEL AWV BN TWS ALS OZWEETH probable laboratory supported (PRLS) ALS) {Z
B0, BOFOBICRB T 22HREOKINER  SEIh 644 BEFRET SODIBETOR
SNTET, %UDEE@—Ok LT, #iERE % ERIEHINE 2 6, 7xu =T v T7HIZ
ET (fasciculation potentials; FPs) 2318 /N&F confirmed ALS # 7 T U —|ZE|ZFE L7z 27 #il. L&
MENTWAZ ERHITbND, —H T, HLL DNWFNTHRVWR, Txua—7T v 7
ALSOELKZMEMETH 5 Awaji T/ U X ATE, endpoint (ANTLMEREEDE A FEEHK, LT
FPs OEKDWICRBITZ2EEMICER L. RHEE IZEZE L7 46 FIOF 139 flZHH L, AR
HEMCBESHE & Vo f:ﬂmﬁa%}é%& CRIZEI. RBRERZLELE, INOOXNBREIIBITIRE
HeoTUWDBH EWI BN H D, 5EIF A 1L, Avaji OS2 ) —% R-EEC & Awaji 7/ Y X
7A=Y X5 e R-EEC D &Frﬂiﬁ” [N T EER - LAEAVWTHEL, TNENLORRERIIRIT S
BEt L7, 7. ALS OBXKZWNICRBITHFPs ©  K2WHT IV —OEEZFM LT, EHI
BEME L WVIBAND, ALS ICRIT 2 LHIFEE HREEHOHIHBREE I OVWTHRE L, &
DHFGARE =D T BB LTz, WFFEiX, BEDERT — X ICE S B AMEHR
ThY, TRRFHMEZESICTER SN,
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C.HFEuRE R
1) BEYEDKE
139 D EE > ) — XZ8BW T, Confirmed ALS
DE|4 1% R-EEC T 43%, Awaji 7= U X LT 37%
& REEC THEWRERThHo7, TOEHB L LT,
EfrEE = =2 —
HUED 1 HEEROATRL, $HHER DT
%% &2 R-EEC T PRLS ALS (24348 & u7- 20 Bl
2B, 13FIA Awaji 7T A AEERTHI L
T possible ALS & T 7 L— RKENZZ &M
Ez b,
i

DEF PRO POS PMA
3(2%) 48 (35%) 46 (33%) 42 (30%)

2> (upper motor neuron; UMN)

PRLS—POS
4

POS—PRO

DEF PRO PRLS POS PMA
2(1%) 38 (27%) 20 (14%) 37 (27%) 42 (30%)
L8 J

v
Confirmed ALS
60 (43%)

X 1: Awaji 7A=Y XA R-EECIZ L AEZWH T
TV —DEHEIE
Awaji 73 Y X LDOEMAIIC L Y, probable-

laboratory supported (PRLS) D 5 & dD)372 ¥ OHFAH
possible (POS)iz & v 7 L— K45,
% ZC. R-EEC{Z¥iF % PRLS & [R#RIZ, Awaji 7
NI Y X AZEBWT UMNL fEIR CRIERIE %L 4
729 % D% probable ALS {Z0¥E L TH D &,
PRLS20 #2342 probable ALS & 729, & 5T
possiblel2 23 probable ALS 20 &Nz, *
DFEFR. confirmed ALS 23 52% & 72 ¥V . R-EEC 8 &
OARED Awaji 74T Y AL LY & BWTRENE

AICSE LT,
2) FEIEEBALR DT

R-EEC/Awaji ZHFH T®D Confirmed ALS DE|
Eix. BERRBER T 47%/43%, LR ERT
32%/23%, TREZEIERET 55%/50% & . WAL D RIE
B & [EBRIC R-EEC DG R ED @ < . BED—H
DE|EITH D K D ITEIERFEIES] T Awaji DREE

BDENLTWB LW Z Lidhotz, 70, kR
RIEHTOREDEIVNHIZH TH o7,

3) EERFRFIEEN ORI

FPs I ALS #3&F D 89% TR b, #RRFHRID
RETCIX, (EiER. ERI=EEAG. bR CERE. W
BUEFZ: EORMBTLVELBEIh, F—F
RIEREG. AIREHCIbehol, iz, &,
MsHILZeRs . BEHEES CIIMEIREIEEINRA L
X9 < FPs OBBIZIIARE TH D & E 2 b,
BRME B R EBAL/ IHESIE 72 & O B REN 1T
FE—EREMSG. AIEEFHREDOE {%\%ﬁﬁ
icbEEEICR LN,

n fasciculation potentials

A ) [] tongue | 61

denervation potentials n

X 2: ALS IZ
A FEDHRMEREREN (FPs), AR ENL
FPs (ZfEMEM:. bR —Hfp, L =8, WREH T
2\, BIARREALIT BB & 0 b ME RS, R

IRf &0 b ATIEEHIZE L,

B: @R DONA T AR T2, BB, b
e —gaf . HERS, NS, ATIEERO 5 #d
NTEMRE L TH o IEFI TIT o IRk ORREL, A &
FRRDOFERDBE ST,

BT DEHEHEBI DA/ T —

D.E%&

INETOWN ONDOHRETIL, Awaji 7/
VDX L&FHWDZ & TALS OZWREE L, #E
k> TEIEZH 5. R-EEC ITHAATEERL
LERICHELZEIN TV, LML, FxD
BRETTIE, ThETOHRELITRRY Awaji 7/V
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=Y XX R-EEC &0 bB2WREMED > T,
FOEEE, Bl 72 & 51z, UMNI RO
ALS X R-EEC Tix PRLS & 725 T confirmed
ALS 2720 5 B 55, Awaji Tl confirmed ALS 1Z
LY E XD 7212 1E UMN #ED 2 fEigil BB
72 DT, poss1ble L EEoldThHDH, T
T, Fx DEFE VY — XTI progressive
muscular atrophy (PMA)72% 30%3% Y . UMN 23
1B OOER L G d L@ L oo T, o

FeEDOWEIZEA~S & UMN EE 2 f5iRll b
DEIDIA 72N, AEFZED B population (21 Y
NHDFATREENER IS LRV, s
b B LI AN BT 2 B0 L s L ERF 7RI

BT E PMA R confirmed ALS OE| A& 1HITIZ[RE
U Tholr, Awaji 7/ 3V X LA TREIRE N E

BIcER LT85 VT, Ex ORE
REERETE D,

Awaji 7 /v 3 ) X LB W T, R-EEC @ PRLS
E#C UMNI $E+LMN2 fEik & 2 7= b O %
confirmed ALS £ 35 &, Awaji 7/ AU X LD
ZWREINETHAOT, SHROBED—F LR
b Ly, L, w2k PMA &2l
7z 42 i 33 11X confirmed ALS 1272 B 720
FETRRA LV MIEELTEY, HEOB)
EEDOBREEZ LN, PMAH ALS THHZ &

PR T AMENEZ TNWEILEEZDE, &
%D ALS OBWEEICS W THRET L2 TER
SRVEETHLEVAZ L D,

REEC L 8B40 Awaji 7T/ A LA TEHER
ER TV 5 FPs 13, ALS 8% 139 fi$ 124 f
(89%) TED b, PMA IZBW T, 88%DIES
THEINEZ &b, ALS OFERZEICE A
REBTHHEEZOND, FaxDREFTIL,
tEFh. bR =8Ef. LB TEE. RREH V-
TAELAF COMBEENE L. BE—FREHG.
BB 2 CBUF TORNEVIFERTH -
=0, FOBFIIFRHATHS, LrL, TDLS
72 ALS BT AT LD FPs OoHiNg — o=
FHORE (RFHOLVRTERLE) IZHOVTOH

WL, RGOSR LTERTHY . BEIR
Erx®RELI>DEERD,

E &R
FrxMBREFLEBAEFETY —XITBW T,
Awaji 7L Y X ApE R-EEC £ 0 % ALS DR
ERMED T, F£7-. FPs OHBBEEIIHFHICL -
TREDOT, HEHAEDOR W &2 HEHITER
THIEDNEETHDL EEZ DI,

FeREfaRiE®
Bz L

G.WrFsR
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FEEFBREMEEFMSE (ERtERERMAER)
MREEMRBICET 2REN S (DEFERESE

MM 2RIV AEIZ 381T B fasciculation potential & A6y F1% & DESE

Boestis  wAdRs
HNE BEEED, KEIRET ), BIRNH D,
DA ST PR

FAJRIIER D

HRER
HEMEIERIRIE(LE (ALS) BEIZBWT, $#HEXIZT fasciculation potential (FP) ##HL, TOH
HEE - EaTHREDOHEBEZRET L, FPIZ4 MU ED L D% complex FP (CFP) & E#E L7z, FP, CFP
X, THEELIV G EEHGTERICHEBELTRY, 72 FEH CIIERICMOIEEMRMREM L LFEL T

7z, FP OFEIZ L2 2 HHTIE, EFMBRICEEEEZROLo72h, CFP OFEIZL 2 2 BT, &
FHBRICEERENED LI, CFPITALS BT 2 FHRRAERFO—D2ThHD I LR INT,

AWFEEEH

P EMEERIRELE (ALS) I2BWT, SR
e (fasiculation) (IRBFRN L LEX DR
THY, RALEEEZRBRTIEERBKEL XD
NTWD, £72 ALS DBERZENCRE N TH, BRHER
H#ENL (fasciculation potential ; FP) XEEZ
EZLDOTEY, BERRSNIHFTRBDHELE

(Awaji E¥) [CBWTHRWEE LT 550972
FTR & RAEINTWA, BC Awaji BBV T,
SRMEOEMEREEE L, D OREER complex FP
DEZWHIBRNSBFAINL TS, AHFETIE, ALS
BEOEKEZWICHKIT 5 FP OHBEE, HBSH
% FP OFREICEREZEOE TREIT L L L BIT
FP OEREL ALS DA T & ODBEZRE Lz,

B.AFR 5

R, EILRFBEIC T revised El Escorial 2
W ZL T clinically possible A E & 2B X7z ALS
BE 46 1 (B 29 B, &M 17 B, FHFE 68
%, 3988 m%), WMIEERIZE DN, ERFRER
16 f, LA 10 6, TEZEL 2081 TH D, 2flst
HEXE 201081 A—2011 £ 3 BTN TW
%, #HFERZ, —Rlo LB _FER (BB), #HIF
HRER (ECR), B—&WEMH FDD, WRIEF
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(VM), miSEA(TA), FHFEFH (PSM, Th7
b L<iZThl0), {18 (TPZ) Z#MiL LT
TV, RHEFREORBRICES Y H TTHRIT L,
ZE B E X, fibrillation potential (fib),
positive sharp wave (psw) ,
potential (FP) @ 3 DIZiEB L, —fic &
& 60 LLEDBIE AT 72, FPIL, 44BLIED
complex FP (CFP), 4 fH5K¥ D simple FP (SFP)
D 2OIZHE LT, FREEETO FP OFRH
HESHEE, TR FP O HBEMERE, fib/psw &
FP L DEEGEZMRET L7Z, £7- endpoint ZFT %
L<I3 24 BRI A TPIRZREERF L L, RIEND
endpoint £ COHK &, FP O HBEE & OEE
% Kaplan-Meier £ 77 #i## (log-rank test & L
TR LT,
RBITHLEIY BIX 201145 A 1 BICRE L,

REITT N TALS OZErE L OWRIREHE B 80

EREITR L LTUTbh, REDQEEIZTT
DREDGOETHE,

fasciculation

Cox proportional hazard model) ¢

C.HFFERE R

WRGHEAETO FP OB EL, 36.9% Th o7,
WiRE 2B TO FP ORRBIHBRBEEIL, FP 2 L
23761 (15.2%) , SFP DA DIERFIH 14 41 (30.4%) ,




CFP 23— LA TR b7 ERFI 23 25 ] (54.3%)

&, EELIEOER T CFP AR S vz, M7
Bl FP o HBEMEE L, BB 50%, ECR  40%, FDI
53%, VM 27%, TA 36%, PSM 45%, TPZ 7%
Thoiz, £/~ CFP OHBSEEIL, BB 39%, ECR
20%, FDI 27%, VM 9%, TA 20%, PSM 25%,
TPZ 4%THY,FPH LIXCFPIITRE LY b L
BICHBR LT WER 2RO T2,

SFP 73 fib/psw & 31F L7zt#EIE, BB 100%,
ECR 100%, FDI 73%, VM 50%, TA 71%,
PSM 63% Téh -7z, £7= CFP 8 fib/psw & HTF
L7-te=Rix, BB 72%, ECR  100%, FDI 100%,
VM 50%, TA 78%, PSM 55%T&Y, SFP -
CFP & bIHEFFHHEEEITRNLOD LKA T
BRI fiblpsw & HEEFET LHEMICH -7, TPZIZD
WTIE, FP OEEMES, HROEHITITE2p
277,

EFHBETO, FP H L<IiX CFP OHBEE (&
O HR Lz &, BENGREBETO
M L O, FEREEIISEO NPT,

AT ROMTTIX, FP 22 LOF (76 &, FP
HYOEE (394 oML, FEREERFEDLN
otz (®1), —7, CPF 72 LOE (21 ) &,
CFP B —fTHROIEE (25 f) LOMTI, A
BRENRRO LN, CFP 2RO IZHETOEMTEN
REBTdh o (Logrank test, P=0.0053, Cox
hazard ratio 4.0421, 95% CI 1.4721-12.8883,
2), CPF Y - 72 LOED endpoint T TOHAMIZ
FNF 1.384 (IQR 1.15-1.70), 241 % (IQR
1.92-420) Thby, METHEEZZRDL

(Mann-Whitney U test, P=0.0278), ¥7- CFP 73
1 BT OB 25 6) &, CFP 28 2 L ETRD
7B (214]) LOEBTHRRICEEEZENFHEOLN
7= (Log-rank test, P=0.0028, Cox hazard ratio
4.0859, 95%CI 1.5390-11.9649), CFP &%V - 72
Lo 2 DM, MR, REFH, FRESMICITHE
BERBEIRDONT, EHEEEMENTTHREETF
IR DR D0 T,
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1.0

0.9+
0.8
0.7
0.6+
0.5
0.4
0.3
0.2+

Survival rate

FP(-)

N=7

—

FP(+)
N=39

0.1+

0.0 e e e I e N B s

1 2 3 4 5 6 7
Total disease duration (yr)

1. FP 2 L0 (T4)) & FP HY O (39

F) TOEFHBOLE, MEFICEEEITRDZ
W,

1.0
0.9+
0.8
0.7 ~
0.6
0.5
0.4
0.3+
0.2
0.1+
0.0 +—r—r—p—T— T T T T T

1 2 3 4 5 6 7

Total disease dutation (yr)

2. CFP 72 L& (21 %)) & CFP—fLlLdH
VDR (25 B) TOEFHMBROLE:, WEICH
EEZ%3H 5 (Logrank test, P=0.0053, Cox
hazard ratio 4.0421),

Survival rate

D.EZ

Fasciculation (& ALS I VEHOHRGE L L
THOLNTVWDA, KIFEFERLY, HEX L
N5 complex form @ FP 23, EMmT#H %
ETOHERFTHAI 03D Oz THERR S 4L72,
ALS OZWZE1T 5 CFP OEEMIZ DOV TIERT
wLZERY THDHM, CFP A ALS DIRREIZE
KDL TWABRRTH LI ENBITRBRIN
Do

ALS BT 5 FP OBARFEIZOWTIE, #ik
HDHH, —MEENITEBOR HEMITNALFEEL




TW5EZEZLNTEY, RIIKEE 2E8RED
BEMOEMIZID LD THDZ ERMHEERIN T
%5, SEIOHFETIE, FP OWBUEE L, BREET
ORI & ORICHEBIEEED bhanoTz, B
S ERIIFEIZ RO L T D Z & HB%L,
BRI IZ OV TIIRMEHATH 528, SEIOHKER
DHIX FP X, SNEFELTWARYFHEAEL T
HER LT 5 ATREMEA @V,

FP 23 Bl LY b TRICE - 12 B DOW T,
FEHBBREN P22 bdHY, BEVIHSHZ
EMESPEIFRBATH D, 72, BEROERED
BEMENEHRIZI > TRER - TWNLZ L b EES
NTEY, EETHEGE EEGH TR, ESEECR
KEERRZ->TWDHEEZLND, £t FP
OHBRRICEEL B2 WD EEH S5, KbH
BUEBAER I h 5 BHEHENES (APB) <, FDI
DIE D B/FESERER (ADM) LV bEREDOBEN
BEL, Fh ALS @ split hand O FEAEREFF IS
boTWa Lb#RINTND, FARRT & EEK
R & TSR E THAREE TR,

SFP & CFP DJRRREZEDEN ENIZT & 5 ik
fEFTH 5, CFP 2% 2 BF D% IIREKFIC SFP
LELTEY, TOREBFEEBICRERENDD
EIEBEVWRTEW, UL, CFP OB LEWIE E T4
MEBNZ L % Red 2 AR R, CFP 235 AEIC
E<BEboTWAZ LEREBLTWS, FP A
complex form (2722 7= OIZUTFOHRENEL E T
BTEDBKLENLHEEIND, (1) FP ORBAEHAL
NEVEMN EIEVWEZA) THY, axon reflex
Z I L temporal dispersion 23 & %, (2) distal
axon DIEEBEN B AEZETH D728, axon reflex %
BRET5 & X ITE45EY7 slowing < block 23#2 2 5,

(3) Re&/2 XA (sprout) X L W RELE 7 axon
reflex DJFRE & 725, —f&AIIZ ALS TR 515 FP
X, Kennedy 572 & O OREKEE & HE, 100
—500uV ZEDRBIETHHZ EDBIFLEAETH
HTLEEZDE, T+HREIEIC XD EMEERK
DEEFIEE TV, BXEIC LA ZHEEIE, EBIE
DEETH A5, CFP IZEICTFRABREZ TR T 5K
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FThot, TDOT &1L CFP [IBEXEORERT
1372 <, BRI DO AR R EMEITER T 5 axon reflex
EoDjitte Rblock IZ L > TEL B EEZELTZITHIN
W TH A, Awaji ZEETIL, CFP b ALEL
720 95 LEEINTNDHD, SENIREERED
FEIL TE o7z, CFP THoTh LY jitter
X block Z#E ) KV ARLERbDEFTLEED
1290, FERBBVARBEIITSICELLN, &
BOBRNBRETH D,

E.&#

ALS {2817 A complex form fasciculation
potential I3, LD EF & 13T L7 FHRFEERF
THLHHEE DD, BEHFL LT, most
distal axon <° sprout (235} 5 BRI D R 2 E

(itter R block) IZX A LD THA Z ENHEES
H, REICEELEHES VWD,

FREfaRER
72 L,

G.HIRRER
1. WXHRR
RFEE,
2. FSRR
KEERT, BEKERIZD. HEREAIZEEE
IZ8 1+ B fasciculation potentials & F%% & DS
H. 552 B H AMRFESFEMRS, 2011 (5) 4
HE.
EARBR, BEEEEIT,. HEBERIRELEC
BT 3 fasciculation potential & £ T & D
H. 5 4] Bl B AR SR AR FERFIN RS, 2011
(11) #H.

HAWFTEEOBRSRERE (FELXET)
LEFFERAR ; 12 L,

2 ERAFERE ; 2L,

3. FD ; 22 L,



BEESBRFHREHENE (BHAERETRITEER)

FER A MR BRI B D AR AT SEEE

(R EE

B P SRR LIE 1 36 1 2 R PR IS 5 B O R PR ROA AT

i g e
Wt hE MEAREY, WERRAEY, FRBEIITY,

= N

TR v

1) FEILRERKY RN

HREE
FHERE MR R (LEALSIWC B WV IR R DR EBIIIRER A Z IR ET D L TEERRF LD, W
WHERE DI & U CTHEBEDEL %2 = o — |2 THIE UMERAEEE & OBESELR~S, Ty N 7HEOE
M, FEEREEEEZRELZRB I RVEERMNERAEEZHRE L. MBREEZE/E (TR) IFRERE &
A, pCO2 D EENEO LN HRNIEREEDELE L b X LN D AIREMES RIS N,
[T o — | 33EEBEEASEETH Y, ALS ORI EA TH S LEFFEND.

ABFEER

5 ZE e M R AE A LIE (ALS)IZ R\ TR EEEE D
REEII MR 2R EECRE VR OB H ORE
0, MIEREEFFELRNVEEFILLE>THLEE
EROBRFHAZRET S L TEERRFL2D.

MR A RE DR & L TIE MR AT R 43470 A /8
A A M) —PBEZFERINTNDA, MBEHTA
TIIPEEEEE DK T A CO2 retention & L CHiL
DBETEALTIIRHY, AL 1A MY =T
KEFEZRER CREBENTERNGE LR
< Ipu.

HERIEDZERE - HAETEZFMET 52 LI LY,

PGS BEDREEZ P CE 2D TIL L E 2, HE
EORBES = o —REIZ LV FE L, FERERE
DEEICOWTRE Tk, £, REOEE
HEEBRETT I FHEEMEREEZRET L, £
BRI IR CINRT 2% 600 v FAZEIZOW
TREZIT-o .

BB S

El Escorial &3] Airlie House ZEiEMEIZE
VT & L— K73 clinically probable - laboratory -
supported ALS LI EDBFE 36 4 (5 184, %4 18
4 Fl 669 £ T LFERME~Y Yy TSN
BEE (BEEBIUOREBEEEDORVESE)
19 4(5 13 4, &6 4:FEH 622 = 92T L
T 7.5MHz O # &K 7 v —~ (Aplio 80
SSA-770A; Toshiba) %7 MEMRIEEIC & CTRe R
T RHPEREOBBEOEIZHEIE L. #
FRIEDOE S 1L 3 AT TEEIL, 3 2 FTDFEER
ERRIEE & L, ZRRKRKREOHEBIRE 2 ZH#ER
BOMBEE CEH > -EEZHBIREE DL R
(TR; The thickening ratio) & L7z.
Ta—fREBR LT BURIZAAAAS B2 R —H
ExBIRV, ALSEED DL 17 £ITMmEH A
BRESLREIT L.
INLDEFEDNDIHL 104 (ALS BE 54,
BEES L) IIRBWT, 240FEFICLVRE
BB IRV, FHEEMEREOCRNEZIToTZ
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C.HFFERE R

BERIEE & %VC ORICITARBRIEDOFEENRED
b, TR £%VC, HCOs, BKFFE L UK
DHERBEE L ORMIZZENENAEERRELIRD 5
7. ALS BEIZEB W THRRERENET L TW3S
(% VC 23 80 A, 50%A7#, pCO2 25 45mmHg
UB)Tiay bo—L e _NEEICHEBEDIL
MROEKTHROLN, TR OB v A T7EIZZ
L E 1 1.82(AUC=0.767), 1.53(AUC=0.884)
1.39(AUC=0.957) T~ 71=. %7, FHMEERIEE
M O B FF T Id & N #8 B £% # (Cronbach’s a) 23
0.759 L +HREEENRH D LB X L.

REJIL—THERETD—#E

p<0.01
p<0.01 ns

3 p<0.05 ns p<0.01 ns
7 -
1
0 -
FEIRBEEES IL—T R MR H A $ER
ns
100 100
80 - 80
60 60 -
5 B p<0.01
40 0 40 -
20 1 20 -
0 »e )l — — 0 ¥ - - v
pCO2 pO2 HCO3- pCO2  p0O2  HCO3-
& & LAEIRIEUNME R D +ERS
160 r
140
120
100 * RBE
O 80 ]
a>e a1 =% BlfE
40 1 n=38
20 r P<0.01
0 . . ; .
1 1.5 2 2.5 3

&R ERIEORET

BARSE RHESE TR

H{HEAN=10) 4.2+16 1.9+1.0 23+0.6
H{f#&EB(n=10) 45+1.9 19+06 25+1.4
BAHERIRS

(Cronbach’s a) 0.818 0.741 0.759

D.E%&

Ueki & (Thorax 1995) % 13 ADOHEBMEIZ
BWTHRAREKREDOHERIEE & 22558 O R
BErxa—THHL, ZRRIELEBREEDOE
ERIZITRNFEERNH D L E2H/EL TR,
AN BV TITFERBEEEE 2B 5 ALS &
FEOFRENMERIIESR LEMET 2RO, K
BRE & DB Z RO T2,

ALS BB A KT 4 > 2002(H AHERFEL) T
IZ NIPPV DO E3%VC 25 50%47, pCOz A3
45mmHg UL E L & TEY, £/ PEG OEROD
URZERLLT%VC 23 50% L ERZEE L&
SNTWBZ Einn, TRIED 1.4—1.5 28 ALS
BEIZBWTROIGEICET —DODIREL 2 5
LEZLND,

E. &%

TR 1% pCOz D _EF 7338 & 412 Bl FEUHERE
DELE LD ADNDAREENTR SN, #R
Er o — 3R B OBETH Y, FMERMIGE
B +7ICRB O b, ALS OFEREREFHRIZH
MAThsd s, £, HREERF L
TEDOMOMRE - HRE~DOISHLHFTES.
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GHFFERE
(RREFELES - B - BITERLELEN)
1. R E
72U

SRR
8 50 B B AR ESRE
%51 B A AEESRE
% 52 [ B AEFERRE
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NEUROLOGICAL SOCIETIES (EFNS) Congress

HAKNFEEOBRSRE (FEXET)
LAFEF S

7L

2. ERBIER&

7L

3. =01k

L
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EARSEHRBRES (EstE S wRmrE)
AR R T A TEREE  SENEgsE
FHZEMGMERIRIE(VIER L O TR EMERREIC BT 5
BRI OV T ORE
Mo HEE tEx RKBEY

W 1E RE—RRY , FEESONY, BKRET Y, KHRE”
) AEE R FRZFEBEE FAFERR AR, 2) LB E K F KRB R R b

HREE

RAN BN % D R R B OBKRBIIZER TH D, FRCRTHRMBEELMHEICB VT, HRREE
HINZ & 7 St A % D KM R E BB A MR T TR _EERRE (PSP) 22 EOFBEIN H 5 —F, =
3 F R AR & 0 O BTERAIER AL R AE A EM AR EE(LIE (ALS) 72 FOFELZ B 255, ALS
BLUPSP TIHERLERMBEREEZ £ ZEPHONA TN DA, EEEEIZ QWO+
BB STV, BICALS LB A EFEEIEEMERS I CER T VI ERLHH, T2
Thilbild, ThbDEEDEEMEREICOWVWTRET S Z L% BERNICAFRER2To7-, Ok
F.PPIEBWTHEREENEE ThHo7-M, TO—F, ALS TIHEEEEIIREFE SN T\, £/,
PSP BEDEF T, RFPXFIABBETHLMEMIZH 722 & L0 | ALS OEFEEITHEEHE
FEEICER L TV D FREMEIMEV S D L HEE ST,

A FFEREBH LR

REMBE I M2 4 5 PR B D BRIR BT L% T
bHD, FRICRTBRMEEEMEIZRB VW TL, HRR
HEZENCZ U BBHEE AR E M D RN E BB
PEE AT IERZ LI RREE (PSP) 72 K DIREIN & 5
—F . X F UBME AL M D ATERRIEERER
FAE 0B EAE U SR EE(LAE (ALS) 72 & OFRELE &
272, BHLITALSIZBW TIIFRMEECLE, &
FEEREOZERMEAESEREEICEKT IS
KIMEREEEZ 29252 LA RESHTN5, %
D5 HLEFEEIZOWVTIE, VWb HEEORSY
FERE LTORETHDI DN, EEMEREEIZX
BZEFIARONDIIONTIE, BROKHLH D,
DIOIITILET, Z DALSIZBIT 2 EFEEN 7L

=¥ =V (FMZ) -PET% W72 RFZRIC & 0 | BiTERERR
EIOMRBIIEZ L DAL H D Z L 2 RE L,
ZTORREBFOEZEL U RIS RENIEE~RE
DEWRTHLHDOT, EEEEICLLIEFIATH
DU REE R R Lz, E7o. RTSHEEMREIRT &4
IRKREVPEE Th D EITHERZ LHERREIZ OV TS
EEREREEIC OV TR SR Tk
VY, I Toilbiii, T oDREDEEHEE
BEIZOWTHRET 5 2 & % BRICARIFREEZIT -
7.

B.BFREFER LU
I RIFFEEENBHI B E 721X ABEF D 9 £ D
ALS B LT 6 £ D PSP BEIZ DWW T, LU O ERAN
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KBERE 2 1T L7-, 1. MMSE (Mini mental state
examination). 2. TMT (Trail Making Test). 3.
RCPM (Raven 2%~ b U v 7 AMFE). 4. FAB
(Frontal assessment battery), 5. CAT (Clinical
assessment for attention; IEYEEEMAERE)
AT 70, FRHCR B RE LT 54D Alzheimer
T (AD) BBE I b AR OMRE L FEAT LT, METFEH
fRFTIT . BEREIOLBMREIZIL Student” s t BREE
721X Welch’ s t REZ AV, MBI
Spearman fEBIMAT 2 FHV T2,

(fHEE TOER)
ARFZEIE, ALVEERFRE B ZERRATF S LT
AREZITERL,

C. BFFLHE 5

— % B 72 SR AN RE D FEAE T & % MMSE <° RCPM (2
DNT I, MBI R TAD ETHEBIZET LT
725 (P<0. 01) (ALS F£ & PSP D LB CIIHEZEIT
O LN 0T, RIEHAIEREDIEE TH D FAB
BN ThH, MBI TADETERIET LT
7228 (P<O.01) ALS B & PSP BE CHEZEIIRD 6
g oz, EEMEDOERY S URHESER
BETHDHIMMIZ OV TITALS BB PSPH LV AE
WWRHERERERTHo (P <0.05) (K1),

P =0.0314%

140 i 1
120+ o B
100
T 80
60-
40+ -
1
L A e
e

1. TMT B-A DFER.
ALS T LY RIEFRERTH T,

CAT IZBWTILTAIMRED 9 % tapping span,
visual cancellation, auditory detection, symbol
digit modalities test D& FRBRIZISVNTHIEE L b
BLAS BICBWTHERICEFRERTHoT2 (P
<0.05 ) (E2),

P =0.3089

P =00171% P =0.0446%

TappingSpan
forward
w

AD T ALS ! PSP
=

2. CAT FAIHEZE Tapping Span Forward M#EE
HEEZ LN TALS ECRFRERTH -7,

INHORERIIPSPICIIEEEELEEIIMED
TEEFRLTWD, £, PSP BT HIEEHIERE
EOEERE & BRYE & OMBEIZ OV TIL, CAT
TAARAE D visual cancellation TOAFE 2B
AR P < 0.05), ZDMOFER TIIHEE
BRORNoT, £, PSPIZBWTIL, BBFOM
FhEDEFIATERETHIEAIH T,

D. E£

SEIOFEFE T, ALSHTIIEEES LR O
W—J5C PSP BECIZBEE R EEEENRBD b,
F 7 PSP BE CIIEFEEFITEZZR2WERICSH
o, BLEDRER LY ALS BT 2 EFEEITE
BEEECERL2WAREEREV LHEESND,

FMZ-PET % FA\ /- St BB AFAT T, ALS B
DETEREREIOMEAIZRBIT 5 VT EY
VERREBREAE S ETRERTOEEENFEI

FMELTRY . FEEMOMREENEFEEICEHE
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ELTWAREENRINTWS, #L T, £0
FREEME I DIREL & LT ALS BBF TR T 2 1 E e
EEOFREMENEMIN TV, LLREL,
SEIORFRITEEREREUNDREEFICER
THIEERTHLOTHY ., RIEHRENES &
FICHET DRI OV TIE, SROBRFBMLE
THDd,

ALS R° PSP IZ8 V) 5 EBREREREE O F BT &
BOFEGHZHET S L CHEEREETHD
EEZ DD, SEIOBEFIVELNC L HBETTH
HOT, 5% L0 BB THEBITHRETT 2 LEDR
HD,

E. /EdR

1. PSP THEELRIEHEEELRDL—FT.
ALS TIIEEBERIIRIZA TV D,

2. ALS KBWTERIIED LILLIEFEEIIE
BEHMEREELSN OFERFIZ X D FREER

1N

F. iR fEpRif &
RrEC B L

G. BFFEFER
L FRICFER
1) Tsuji-Akimoto S, Hamada S, Yabe I, Tamura
I, Otsuki M, Kobashi S, Sasaki H: Writing
errors as a result of frontal dysfunction in
Japanese patients with amyotrophic lateral
sclerosis. J Neurol 2010; 257: 2071-7.
2) Yabe I, Tsuji-Akimoto S, Shiga T, Hamada
S, Hirata K, Otsuki M, Kuge Y, Tamaki N, Sasaki
H: Writing errors in ALS related to loss of
neuronal integrity in the anterior cingulate
gyrus. J Neurol Sci (in press)

3) Sakushima K, Tsuboi S, Yabe I, Hida K, Terae
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S, Uehara R, Nakano I, Sasaki H: Nationwide
survey on the epidemiology of syringomyelia
in Japan. J Neurol Sci (in press)

4) Sato K, Yabe I, Yaguchi H, Nakano F, Kunieda
Y, Saitoh S, Sasaki H; Genetic analysis of two
Japanese families with progressive external
ophthalmoplegia and parkinsonism. J Neurol
2011; 258: 1327-32.

5 FL B, REE—FI, E~AFE: KELE
B L7ZHEMEREDZE. Brain and Nerve
2011; 63: 969-77

2. FRRR

1) RE—RE, BKAZT, K#EE &8 #,
FEAER, 2 KFE ; ALSIZBIT 5 -7 1<
¥ =/v (FMZ) -PETFTR.. % 52 Bl B AMRFES
FHiRS, AHE, 2011 ‘

2) AR B, REB—ER, Ex RFBE, FH B,
FIREBER, FEHASE FHEREOE _KREE
FE. F 52 BHAMRFESFRRS, £4TE,
2011

H M ED HE - BERIL (FELZE )

1. ®FEFERAE; ML
2. ERIEBE EZHRL
3. Fofth; YL



BAEFBRAFREME (MR BRI EESR)
MR BICET AN (HERREE

%2/ ALS-Parkinsonism-Dementia Complex DR EMEAIZ DUV TDEL

FHHE BRI,

INARERE 2
) SHEEEAFRT, )=ERFEFZHHEENAR
MREE

HFEEE ALS/PDC DAE L R EMEAZ AL T A7 0I2, 12 HIRFAIOBRKRFEFFRAE L EE 50 4£H
DEBGEIEF 105 FlOEZEHBRA 24T o772, BERBEFNICHMA ALS (cALS) B & dementia plus
ALS/parkinsonism FEMEREIC KB S 4L, EEEANTIT cALS BEDSEOR L T 1980 KA 5 dementia plus SEBHE

W, REENI

DNHENN L7=Z & ALS/PDC i 1957 FELIRED HAFIZITRE L TV RWE

LR ST Ao T, B{F ALS/PDC

ALS fRER L tauopathy DEEAH L. SEREHRFREREZ RTHIRESEOREAET, BER
HAEEICMALPOBERFOEET CRIETARETHDH I EWNREBINT,

AHREDER LBV

1960 FEMRICFIFLRIERRF I L—TI2 LD
FosR L RSB BT ALS ZRAENOIEE - o
%2 ALS BFFE Dk, 4950 FEAEA L7z, 1990 £

WEE D L, ALS mEREMIZ T LDA—F Y
- ERESEHE S (parkinsonism—dementia complex:
PDC) & FIROEBDBHFT DI L AL LT,
ZOBDOFRERIZOWVWTUIBLIC L E2a— L7t L D
129 BRI, AT ALS (classic ALS: cALS)
B33 L. PDC % 2 e3R8 E HF %4 (dementia
plus) D MBI -7z, £z, BKH - FHEFAIHF
FICEO ., ZOERRBERFE L. BRBEICIIR
U7 MR B R R, IR A D AL FRR D B
BN TR0 T & o, £ D—7F CRERZEICE LTI,
RER L BEREEOVTIICENTHERERY 27
LIRS TRV, AFFRTIL, ZAETIC
BoNToEFERMA, BRRE, MRIRESIATR
2 EEA LT, KF¥EEO ALS-parkinsonism-
dementia complex DRBHLEIZHOWVWTEET 5,

B.WE G
MEED ALS £/ L L TaLNAFEREMK O
BEIZOWT, UTORFEITo 72,

1. BERBREFNICAERRERIZONT
SERETHRE LT LERE 12 Fllco T %
DEEFRER & REFT R A BRS L, BRRREENRR
RIZIE LTz, BERRBEENT, M6 L RE+FICH
BT BHERICEDWT, d#A ALS (cALS) B, ALS
CIZIE R B N LMAE L &3 5 ALSDC
(ALS—dementia complex) B, /t—F LV =XAl
FRAEM T FIRHAIC HER 9% PDC B, PDC JEIRD
FESLHIT ALS SiER 23 HHER 9% PDCALS (PDC followed
by ALS) BEIZ43iT T, JREERTRAZMEI L7, cALS B
WiE, EREAIEHN O IEE DB E
WEATHEERBREER] (PBP) . BREMESEMRES (PMA) 28
EENTVWE,
2. BEFEHEE
LB ERKRFCTRELIZEE (BIED 1920
FER~1980 X)) & ZERFTRE LIZESE (2005
EFE TICHE) OFT, #3105 HlZdRIZ LT
FEREBHA - T, TOREROHER (1945-2004
) LHASE (&EF) OEMOBRE L, BER
B LTIk, BAEUEDEEMND cALS B & dementia
plus B () L2/ TRETL, HAESITERRR
B O A B LT, cALS B, ALSDC #£, PDC Ef
(PDCALS #&dp) &I/ THRET LTz,

#U (common type) .
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(fpERmE ~DELE)
SERZEEFHOMREEZEEOEBEZITT
EESh, BAOBECTERVWETRERERT IR L

BANFHRREICEDTND

C.HFFuHE R

1. EEERRIA L IREERAT R OXIE

REITRRIZLIZEFAOE LEDER 1ITTRT, Fh
LDTNT 7y hAFIZENENDRREERL,
=77 7y MIR—F RN DOREE TH D,
(1) WIRRIFTR

ALS & ALS-D (ZHKRZMFEMN <. MEIPEE
DEREETRANT & B E o - DIk LT, PDC & PDC-ALS
TIINERLD NEETHo -,

(2) BF==a—nR/E

BERBEICBW T, FRNCER = = — 1 LER
DI O MM TH o T FEFIEB] (cALS, ALSDC, PSCALS)
72 The< | PDC FEFIOHR T, RS TTESC UK
FEfEle L. ALS LEEARVEBEDEG =2 —n
FERE 2 LIEFIZBW TS, RESEAICIT ALS 12
FJE L7V T RA 5D 72, FREMR FF]C Bunina /ME
DHERTERWEINS o722, i@t P&
WHILREBIC XD FEEERE N E B Z b,

(3) TAYNA<v—mRRGEHEEL (NFT)

Galyas Qufa b ¥ Ufhets (AT-8) THEFT LT,
PDC, PDCAL, ALSDC {Z3WTiL, MERLRIEEEDN
RIEIZZED NFT 2380 . T NSO KR EIZ |
&Y DT ITHEE & ATEEEE VL AEEIZ NFT 28 HER L,
FHETIEPLK B EO/NRmRAIRICBUR ST,
TR EIRTEBEZ, cALS TlE. 3HICBWTAHED
NFT DS ESIFROPEDS D ITAEEIZHER L L Fld iz
ZEL EDNT BRDO LN Y, T HOFTRILE
BHICHERFTOLERH D,

(4) ZDMMDORE

FENBETHE L EER TR IHNIRO b TmDART,
ABRETHUOEAMBARIBERINIBREICH
Elpholz, VE—/MEIZHE BT HIZ- XV L
BENBEFRHY ., a-V X7 LA YETIEH
1/3 OPNRER S hic, WThb, R \—F
Y UTIEARITRERR SN Do T2, TDP-43 il

P2 L2 2f T, BB EIRE R

e P A
B b, WBEUNDKMEED

inclusion 733%

BO LN TZ Y,

ZREERTAMIZIZ T skein-like

R1 BERRE L AGT 5 HRRE T R

BW: brain weight, D: demented, F: frontal,

not

T: temporal, ?: undetected so far

described

NA: not available, ND:

Family
group

Clinical Dx

BW

ALS Pathology

gram  UMN

LMN

Bunina

Al

D1
a1
Cc2
B2
Cc3
C4
A2
E1
Cc1
Fi

PDC
PDC-ALS
PDC-ALS

1190
1275
1140
1190

ND
1210
1320
1300

935
1085

960

875

3+ (XID

3+
3+
2+
3+

NA

Na

#£ 2 19152005 £ F TOREBIBEREAEK

D: demented

F frontal

NA’ not available

ND: not described

ALS

ALSDC

e
W)
O

PDCALS

1915-

1920-

1925-

1930-

1935-

1940-

1945-

1950—

W o = N o N[O -

- O | |0 |0 o |o |o

o |o |o o o o |o o

o O | o o o o o

1955-

-

—

1960-

1965—

1970-
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1980-

1985-
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1995-
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2005

O N WA O N AW W

o N = N O o 0o o (o

(=23
o

(4]
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2. BEH/ADEEIZOWT

1918 E~2005E % TO 5 FEEDREFIBE LK
ZER2D LI Thol, ZDH MG 1950—2004 £ %
TOAND 10 FAY Y D 5 EFHFEAR (1985 £
DEAD NOERIZEEME) &, cALS B
dementia plus B4 T T 11Z7RT, cALS Bl
1950 4B 121X 100 2B 2 TWe B3, £ ORITERIZ
B L. 1980 SEARLIRRIE 20 Rifi & 72 o7z, cALS D

HEMNED LN Z LB E Sz, 22D ALS
BEFEHOZFRBIFAEIL 1980 FRE TS
=03, 1980 ERFEE RBZICHRBEEFIL RO
L tpoteiod, 1991 EZIIZHOKRENRRERIN
=9, UL, EEL VIIREMXOERES £
L. ALS ZEOEHFi L. 77 L0 PDC & [FEEROFRE
REFHNFTRE 2T 2 PCHIOTFELZH LN LT,

B Ao T, dementia plus i 1980 LA
MelzAafs LWz P, 2000 ELABEDREA L, KRB
BEDOFEED DN, ERICHED LIzDODIRETER
EThD,

WIZ, BRI RIESE, fHENCRIERFRE Lo T
BESAZTT (®2) L. cALS TIX 51 &%, ALSDC
1% 60 #%. PDC & PDCALS Tl 65 mx Hilr& L THERE
NHfLTRY ., BEERIIBERRAROMTK
XRBEEAbol, RICINGEZHAESE L REFE
ToRTELR3DEIIT, BEFILT~T 1956 F£LL
ATOHASE (Befhit 20 BEIED cALS ) THY, Z

X2 MASELRBEFEK

ALS-dementia (10f5)

ALS  (52#) PDCEPDC-ALS (344)

05 1 15
EELREN

1 2 3
HEFLRES

RESF

NUBEOHA L ERICIZEOFRROREE HH T
VWNFR o 77,

M1 BEFE#ROALS & PDC DBERLER

(ADO 10 FAYEY ., 1985 ED BAD A NAERICFEFIE)

120

-¢-Classical ALS
<@-Dementia Plus

M3 HREOREALSE L RESF

CALS
RAEF# (50.71)
(60 M/F:41-20)
A . o e
3 ‘:o' "’:‘ * g s .D’w
L )
.:.*' g
Sy % e % ‘
s i
ALSDC * 1 PDC+PDCALS
wi— SEEEAE(60.2+) wi—  REFR
ol (104 m/F:4a/6) (65.31%%)
| * T35 (M/F:18/16)

o [ —
o
1850 1500 1930 2000 1880 1900 1520 1940 1960 g4

1920 1940 1960

D.E%&

FEO B OB EICALE T 2 FEk L RO ) | # X
¢ ZER OFEFEMKIE, ko +-ELU EOFR
RE2FT ALS BERME LTHbND, ZOEER
D ALS DEEFRIERITER O EHAJALS L&D &
AR VA, FE L UTHE)IHXO ALS TRET S
NI REZENIOLEE O NEE L @A 5 NFT

AFETIE, THRARETH == —o U HEOHRZE
TLUREER/—F 2 Y = X ANHBE LAV cALS
B TIE, JREFANCITHEIR 7 ALS BT,
MERE R ST, MR EE A D HERED NFT
D3 NER & RISEERICAEEICR O b ds, FORET
WMENSTEEE ThHoTz, —H. PIC EERKESLHE
\Z ALS SEMRASHER 9% PDCALS 7217 72 < | BRERBIIZ
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EEH = 2 — 0 ASERPBE T hH o e Flo—EIZiT

PER A MECFRERT A AR D Z M, Bunina /MEHER
REDALSIZFE LRVWREN R b, Z DIz
ERPRAOIZIZ ALS SER & SRAVE I EIZRRICHERT 5
MN—=F Y = X bk K< ALSDC T, JRERFERIFT
FUIXPDCALS LR TH -2 Y, TR HDOMAERE
3% &, PDC O—%, PDCALS, ALSDC iR s 2AY
IR —DRBTHD L HICRZ D, EF==
— 1 MM ERE X LT PDC BFEET 2008 90,
FIREI TOFEMRBRNPLETHAS I,

INOLOMRERET DL, FEEALS BEMED
ALS/PDC {21, HBLEY ALS SER A 2 L T, MRRE
FHITIL ALS IRE B EE T NFT HBIIAE TIEH 2
BEIIDIRV cALS REA L | EBRRAIZRBEAE 2 H
BER E LTALS ER & N—F Y = X L D—F >
WAAHE L, MERREERICIIMENE, A#TE
O NFT HE & | BRI ALS IEROFE/IZL 5T
ALS JRZE % 5 dementia plus JEERE (ALSDC, PDC,
PDCALS) @ 2 DIZRK 53} T& 5, WiE &< DX ALS
RETH DD, cALS L dementia plus FEMEREILE
BLTEE—RBORRSTERBERTHDLON, £
L% cALS & PDC &9 2 DDEEMNH > THEMN
HRLTWDDONE, SBOBITRELEZL L D,
BRBRVEV DI, AT 1980 SERE TITE L 7= D
1% cALS B TH Y | dementia plus JEREEEIIHEIM L T
Wiz (X4),

Oyanagi & '21%, 77 A ®D ALS & PDC IZHERT 5
NFT %% EEBRICETE L TF ¥ £ o AFEMRE B
DENE B L, ALS B L IR BHO LB EIC
BEZEITZRL . PDCBEL oD 2 L OMICITEEE
ERDT, ORI D, FEMRE BRI HE T
5 NFT iXF v Eu AFEOERRETHD e L,
ZOHRHROYL & T 7 LD ALS (T3F ¥ Er AITH
BUIEHHEBALS THY ., 77 HALS &) B2
FRETIXARWZ &, —7F ., PDC X NFT 3% 7 2 5l
DEBRBEMTHDZ L. ALS AT NFT R 2 e
L. ZOFfER PDC HEEHEZ DICES L DON
ALS/PDC TH D & W) {RELAZ#R"E L7z, ALS & PDC
DIREERT RBEICE SV R TH D0, FErRE
BFID NFT 2% % IR ERTRE L TR D

DRIEL . ALS DEFLABRMOFERIZOVWTIX, &
ROBRHBULETH S 5, KR TR LIZ cALS
& dementia plus JEME# & % X5l 4 2 &%
Oyanagi & "WOEH & 3@ T 523, LS ALS &
£/ TIX, PDC AERTTAARIC ALS BAHE L T 5
FIMEE A ETH DRI, ZORFIZEE L2VES
STHD,

4 ALS-Parkinsonism-Dementia Complex ®
R L AT 5 KR

| Dementia-ALS/parkinsonism

| comples /-\

Parkinsonism

l = i- (s 353

BEGROEBIEALT, /7 LADF ¥E1 AT
B IR KEREL 2 3 fth it oD 100 FERTBR DO FEAERT
BHoTob DD 1970 FERUTER L. 1980 ££F Tlofh
IR DESEFFRE £ T LEEBDOHEBARER S
hiz®, Z0#%b ALS [TRAMERMEICEH A3, PDCIX
—HED LRI —EROBELHRD, TFEILTER
BT A—F Y = XD EAEDIROGREMETZ (T DIEH]
(late life dementia) 23#MLTEH ¥ | Fod
—EBIEL NFT 7217 TEABEDSHEL L 72V PDC & [F] LR
BERT ZUA/F—FEHIE (Guam dementia) Th
HZEREBEINTNS Y
ARFFETHL NI /RoT2 X D12, KEFLEALS &
EFERIZBV T, cALS 238 L T dementia plus
FEMEREDSEEM L, 1980 FRITHAEHE N ANLED >
Teo BEMETZT OEFIBEEML TWD 0 E S 2N
ARFFRNZ AV T BB B GRS ALS & PDC & & Liz
LD THSIIZDIIRRATH 27z, 5% DOEFHIH

RICBAEEZEODINERDH A5, BHROEFE
DB TH ) —2FEE INIHEIL, WTHORE
BT HNFIER 1L 1956 FLIRTO HAIZIR & 41, 1957
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FELBEOHAERIIIRENR DN P22 & Th
%, FAEFEET ALS &R BE (3 51 ). PDC
& PDCALS 1% 65 % T, ALSDCIZZFDRICH V., BIE
EFEAITFEEHRNCRE RS TE E T
7= DT ALS RIE & - EH O F 755 ALSDC, PDC
& PDCALS M3FEA L7=Z L1T/a 5, ALS DEHRESF
#7851 BRI TREED 30— 70 O RITEAE LT
7l L EEETS L, 2010 FREE T 1957 FLIE
DHABIZFYED ALS BEDBRBELTWDHETH
LA, ZOWMRITITEEREREIT RPN, D
BET, ALS BAREWL BT TWEERDOHERID
b EHESH, [ME0DREROEE RE
T 5,

TOEE, ALSEETED L TERELTWS DR E
57>, dementia plus IEEEEDOEHKERIISE LI
X DINE I D, BROBEROHBR Y BEHT D NE
b5, BEBHICEIT S ALS L, 1950 FRIZ
M2 -ERICGERTS LW RFILTE, Z0E
K OEIENC L - TEE O ALS DR FHHIB R T
BRI 2 B AREMNHTL 5, ZOEDOERDAERH
annsd,

E.&#&%

HE(F e B ALS S EEFEHN (D ALS/PDC DEEFRFREL & & &
DOFRIFREFFT RERET L. HHA ALS (cALS)

B L dementia plus JEEEICEBIENDZ &, BEF
BIIZ 1T cALS BEDSIEIR L T dementia plus JEMEEEN
HAL 1980 ERITHFROPZENREZ 722 &

ALS/PDC 41X 1956 EHAEF L TThH > TENLIE
DHEAZBITIIRAELTWRNZ EBRHALNI 2T,
ALS/PDC 1T BEFER* ERIM L LDRERFOF
ETCTREURMLVEEINDIRETHL I LET
w5,

TR

1) Kimwura K, Yase Y, Higashi Y, et al. Epidemiological and
geomedical studies on ALS and allied diseases in Kii
peninsula (Japan). Preliminary report. Proc Jpn Acad

1961;37:417-420.

2)

3)

4)

5)

6)

7

8

10)

11)

12)
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Kuzuhara S, Kokubo Y, Sasaki R, et a. Familial
amyotrophic lateral sclerosis and parkinsonism-dementia
complex of the Kii peninsula of Japan:® clinical and
neuropathological study and tau analysis. Ann Neurol
2001; 49:501-511.
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BEEFBRFEMTEEMSE (BHatER BRI EER)
REMRBICBET 2MEN R (DE)ERESE

FCF B O T EEMERIREELIE/ /S—F% Y VREEE IR 5310 &
v —A—ORRE MERERTZ V. U U EBREZ U AR OfERT

Wy EE  NAREE Y
Mm% il BKY, RA OEY, BEEHY
1) ZERFHEANR, 2) RERFEREYZ—, 3) GEERNFRFE

HARER

(B®) BERMERIRBEE S—% v Y VREEES (ALS/PDC) 1377 2B L RFEBIZE
R0, HEREOD DN MR ESEERE TH D, ALS/PDC Tk, FAMERIZKEDOH
BRIFBHELICPHIRT A NS, ZUFRRF—L LTHEIN TS, FEE, o i3
ALS/PDC O34 F<—H—& LT CSF FIcBIT 5V VBEFZ Y (p-taw) EBENSEFLTW
RN L RBE L, AEIL, CSFHD total tau BEIWNABA2 BEZAE L., KA LD
BEITo T,

(FiE) #247F ALS/PDC (n=12), TAYNA <K (TAIYNA ==K ; n=9), /X—F
V9 (PD; n=10). ALS (n=12), =v ha—/ (n=>5) IZ2W\WT, INNOTEST® kit
% AU 7= ELISA 12 L - T CSF §10 total-tau, p-tau, A B 42 [EAHEIE L7z,

(FEEB L OEE) FEAFICBIT S tay, p-tau, A OEHEEZRT, (BENL)E pg/ml, FFIMHN
IEIE) . O taw fZF ALS/PDC:167 (82-310), 7/ A < —9%:378 (141-750), PD:116.3
(75-167), ALS:161.1 (75-245), Controls:111.5 (75-169) @ p-tau: #&{F ALS/PDC:18.7
(0-45.0), 7 /v Y A <= —45:44.6 (10.5-113.8), PD:14.5 (0-27.2), ALS:20,2 (1,1-43.0),
Controls:14.3 (0-44.6) ® A B 42 #fF ALS/PDC:465.4 (196-744), 7 /Y /nA <= —¥5:402.2
(262-602), PD:560.8 (432-776), ALS:662.9 (276-955), Controls:631.3 (505-723) , 7 /LY /A
< —JF D total tau, p-tau LHEIIMORBHEOEHE L KB L CHERICBE TH 7203, REF
ALS/PDC # &L * DMOEBHBE TIIAEZEN ki oTe, £, TAYNA v —TR/ & EF
ALS/PDC Tid, AR 42 EHEITMOIREBRE L B L TR T L Tz, A&7 ALS/PDC O#ERIT,
PSP/CBD TOHEIZELIL T35, Hilf. F4 i3ffF ALS/PDC O—HOEF] TIIRMMNIZERE
TAHZIEAMNAR>3R THHI EEBOTVD, ABETIZOWTIIMAN AR RBPENLL T
W AFREMED B D,

G3m) ALS/PDC TiE. tau, ptau BT LR LW, AR DREHEmAE I L O, TV A
< —J%L ALS, PD L ERITEAAREMHOHH T B bhoT, ABDIETIZOWTIEL,
ALS/PDC N TD ABRHOEAL A KB L TV ATREMELRH 5,

ABMRBER EBHIRTDZ &b, FUFF—L LTHES
M R R VAR S —F Y VREEE S nTWw3, ZhETALS/PDC IZBW TEERE

(ALS/PDC) 1377 LB ERFFBICERKT D, # (CSF) DAL Fw—h— B L TR LE#E
MEREOH D ENREREMRRTH D, e, AEF, EEOY VEMEFZ U DBRFNICIIA

ALS/PDC TiZ., FHEHRRICRKREDOHRERHEL THEF ALS/PDC OHE L WAL F~<w—H—L LT
CSF iz RIFT 5 # 7(taw), U VEMLHZ 7 (p—tauw) .,
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T7ivAf RR—F(ABR)BEXRIEL=DOT, thD¥E
BERERLOKBEZED THRET D,

B.#FF

*EIT. A ALS/PDC 12 Bl(EHE 6 . &6
B, FHFE 67.943.7 ik, FHIRFEHAR 5 F 7.5
# A, AR ALS 3%, PDCIH), 72U A
<= 9Bl (B2 F, LT H. FHER
61.1+8.7 5%, FHIRFEHH 148 11 » B). FHEME
PRI ZRRE(LAE (ALS) 11 61 (514 8 B, £t 3 i,

JEHJEES 60.6£12.6 7% EHRBFRHE 1E1 5 A).

NR=F U PR (=% YV 9m) 96 (BT
B, otk 2 B, EEIFER T1.3+2.2 5%, FHRR
#iR 445 » A), Controls UNMEE AL - D F
W, FfF, CS. LS. psychosis) 5 (B 4
Bl &t 1 EHIEEER 36.2£20.3 i) D M REIR
Rz,

ELISA &

INNOGENETICS #:® INNOTEST ELISA kit
(tau, phospho-tau, A B) % F\ 7= [E 8 5/% I E 15
12k > T CSF 1 tau, p-tau, A S fEZEIE L7z,
(e EEE ~ DEL )

BRI, ZERPHREZESOEBICESET-
pral

C. B o2
EBFEBEICEBIT D tay, pitau, A DEBEERT,
(BEALIE pg/ml, FEIMANIE&EEH) . O taw f2F
ALS/PDC:167 (82-310), 7 /LY /A ~—4%:378
(141-750), /S—F > 95:116.3 (75-167),
ALS:161.1 (75-245), Controls:111.5 (75-169) @
p-tau: #2F ALS/PDC:18.7 (0-45.0), 7 /v /~A
~—7%:44.6 (10.5-113.8), /X—F > YV L §5:14.5
(0-27.2), ALS:20,2 (1,1-43.0), Controls:14.3
(0-44.6) @ A B 42: #2fF ALS/PDC:465.4
(196-744), 7/ A ~—77:402.2 (262-602),
R—F 1 §7:560.8 (432-776), ALS:662.9
(276-955), Controls:631.3 (505-723) , T /LY
A <= —J"R D total tau, p-tau EHMEII M DE BEE

DEEE L B L CTHBICEE TH - 72038, Rkt
ALS/PDC #& Tz DOERBEM TITHEEEMN
Rotn, iz, TV NAL ~—FF L HLF
ALS/PDC Tit, AB42 EHEIIMMORERE L L
L TIET LTV,

CSF-tau

=21 CSF-1au

(pg

5888z

Mf .'?; A Q
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ALS ) K PD

CSF-p-tau
#3822 CSF-p-tau
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Ea e gl L ;
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Qo Student's t
005
5 1 s |
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