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72 %, AHFZRIE ALS,FTD JiE i O FEFRAER O FFAMh
DRI % BB &3 5. ALS, behavioral variant & FTD
(bvFTD) JFEFIOREHHFER DFM & L TAT & &
Y & Sl ALS-FTD-questionnaire (ALS-FTD-Q,
Neurology —2012;79:1377-1383 ) @ H &K &
(ALS-FTD-Q-)) &#{ERILZ D% Y43 5.
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S[E 17 a3 OFLFFFFE L LT ALS %, ALS-bvFTD
#, bvFTD fll, EEFIIH L CHELTY. BELik
DL, BREHREEDS. ALSTEREZFET 24T
Frontal Behavioral Inventory (FBI), ALS Functional
Rating Scale-Revised (ALSFRS-R), Frontal Assessment
Battery (FAB), Montreal Cognitive Assessment (MoCA),
Hospital Anxiety and Depression Scale (HADS), {1 % 5
W5 5. BAMR ALS-FTD-Q OEUMOMFT L AT
v & BATO ALS,/bvFTD JERI D Lk 247 5 .
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ALS : 92 5], ALS-bvFTD : 6 5, bvFTD : 16 1,
KRR 32 &4 DEF 146 B HFHT LTz, £ N—TD
ALS-FTD-Q-J M3 5% ALS BT 9.5+8.7
SD), 31.3+7.4 (ALS-byFTD), 48.9+14.0 (bvFID),
4441 (RHR) T, ARFHMOREIT ALS B & Al
D3 HEMFTFRRAREEZ S > TEAFARETH -
7o (E1).
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X 1 ALS-FTD-Q O 2 27 53% (boxplot)
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B (6B, xrEefE (32410).

ALS-FTD-Q-J IZ[F] URTEEZEITEIFHME R E CTh 5
FBI &, FREEFEHFICEVEBE R L (RE: r=
0.79, AMEt: r=0.70) . J&3E Tid ALS-FTD-Q /% FAB
° MMSE & FEEE OB Z R L (FAB: r=0.37,
MMSE: r=0.32), HADS & OfEREIZZ LovoTz (r=
0.18). —J7, ALS-FTD-Q-J iZ HADS & OHZEED
FEEZR L7 (r=036) HDD, FAB (r=0.13)
MoCA (r=0.07) & OHHEBEEIZZ LixoTz.
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5 %@ﬁﬁ“é.
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1) Japanese version of the ALS-FTD-questionnaire.
Watanabe Y. Care for FTD in Asia & FTLD research
network in Asia, Hotel New Otani, Kumamoto, January
17-18, 2015.
2) ALS-FTD-Q : fH 2 SR LIE & REE(IEEAER
FVEDFEE - 1TH) - MR, IO REIED, 5 56
IR R MRS, #iR, 2015.
3) Establishment and validation of Japanese version of
the ALS-FTD-Questionnasire. Watanabe Y et al. XX 1T
World Congress of Neurology, Santiago, Chile, 2015.
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Japanese version of the ALS-FTD-questionnaire.

Watanabe Y. JEAEFERI LR EHBIE FRAVENR R
werERE (ERERMEEE) 7U7TI0B
B EEMERRAE, FRICATEMEREE MR ICRIT S
R &SRB DESR & FEFY T AT BT D%
R 26 SR WREHRESE, R 274 (2015) E3 A,
p 99-101.
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PEHFE 1) LEKEE SRR

o B e
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(fronto-temporal dementia:FTD) & JE{E L 721TEIZE OS2 b 72 B DB ROTE(E

ITEIEHIRAEEZETDHZERH D, L LEHEECEEEDCOIZEE DL ORI
W= RS, FRELLOMZRERE LD, 2 TEBRFEHHENFEOFED LK
# 51 ALS/FTD SEB OFEHIER OFHIE 2 fESL T 5 Z & 2P BAE & 3 DR 2e % B
Uiz, HAlH ALS/behavioral variant Y FTD SEF OREHIER O & LTA T o Z bk
& &7 ALS-FTD-questionanaire (ALS-FTD-Q) ® HAGERR (ALS-FTD-Q-J) %1E
BRL., ENEHAVAMETOZYEMETMT S 2 & & Lz, FxixZ OB DS MEHS

Z P04 - L.
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AT EM AR & (EHR IR BRI RS 2)
PRREAEVEIR BREIBIC I DIRERTZEEE ()BT Es i E

ALS : B 2R RUT & D TR D i BRI ET
BREMERE Y, M E2, RARERY
VI RRERER KRR R B B
2 FURER R R EFLHERE  HEE

MEEE
rZEMEIE I RAE(VIE (ALS) O®fT % BETER DO EEL (local progression) & BETH H M AGE
BA~DOERER (regional spread) 201, MHE DETHEEOBRICESE, EBITHF LS RET5
ThAH ALS OF TR &R AT, HITIMFEME ALS B3 49 4, Local progression speed
OB IIWFEEE O CMAP IRIENSIE R EHE 5 1SD K T4 25 £ CORFMOHEEME %, regional
spread speed OFEIEIZITHIFED IR OFEBICFER A 5 F TORM % AV, BE&E» LB FHENICT
—HEWNELT, Thbzxb ICHEOEGREZEEIMT A 7D DIEE disease progression pattern

index 0 ZFTZICEFR., 0 WL DEBR S 7 A —fHTEITH Z L1280, ALS OETHERE TEN.
ZEPC OEEREME, OFHEE,. ORFERBMEED 3BT ENTET,

AMEER

MRV RE(LE (ALS) &, EEER K
D—HEBIZHIFE LT DB D HEFRITIZA S Z
e ERDIRD 2 HEPHMESNE & F#%
DARETHDL EOHERHS (Turner MR et al
Amyotroph Lateral Scler 2010) ,

T, MHREMEBORERTO—D & LT,
BEL R PSS 2 —n VR T
57 & THREBVEITT 5 £V ) prion-like
propagation fEE N EE X TEY (Goedert M
et al. Trends Neurosci 2010) . {BEDH 7= /242
L7220 25D TIERVPAEER SN TV,
B2 X ALS 0ETE OFIMETOMEMRE Vo
7= RAPTER O EE(L (local progression) & @fF
Fi s b AE (R FEIE A~ DR EEE (regional spread)
D2ONCHITTEZI D EHRBELTNDMN

(Kanouchi T et al. J Neurol Neurosurg
Psychiatry 2012) . #ifgL~L T & local
progression [T S DEE) =2 —1 7 — /LN
TEME LB = —a VOEPEZ DT &,
regional spread |3E25E = —a 7~
WCENDIEN D Z L IZEFNENMYT 5, ALS 12

prion-like propagation &\ JRREHER 2 8 E T
5725, regional spread 7217 T72 < | local
progression b [f] D)= = —n1 7 —/LRICE
7% cell-to-cell propagation DfEREZEZ 25 Z
LIZTED, b URRKRF R ER =2 —
NOEBEOERRER—a—m e FI
LIZERE L T ALS BETT 5D ThLE, RE
ERRICER L, M ER) =2~ =T
DIEEHMITEE (local progression speed) &1
DE RN EE DN HHE (regional spread
speed) 21 HOIEMHEBERH 13T Th 5,
LU, 2011 SEEDREA G BB FH e B /B &
(IR MR B ST AR SRS 2E) PR SR BRI BT
LB (GHEMRREETCRELLLD
. SHHERNC K D Fex DRFFETIE ALS DIRZE
ERITLT U HERER & IR 5 7220y (Sekiguchi
T et al. J Neurol Neurosurg Psychiatry 2014),
BRI 22 B2 D SRR DOMEIT 7 — i, —fl
OF () % LerEB, RMATERE (BE)
~EERT AR SO0 D, flail arm (leg)
D & D 2 —EDREIRASERIL A & AR FEIRIZ 7200
ROPERLZNVEDETEZHRTHY . EEDOEST



(ZITEROWFRBEE L TV SRR H D,

WEEE OAFAEMFE CTH 4 13, local
progression speed & regional spread speed &
DERICESE, FRIZHDTHA S KBDEST
HEFDIEWVNZ L B ALS Oz A m Al sy B8 w]
BEINE D 2>, BB 38 Bl & Xt 5:T /N1 v M
FrITole, TORER, WE DBERICES HEAT
FRAE UCHERR, RmETETEME, EIERE
DA 72< &b 3BUZHAL R[N H 5

DTIFRVrEHERESAZ (K1),

T TEHREIR, EBESDITHEYTLLD
2. local progression speed & regional spread
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1 Local progression speed & regional
spread speed O BRIZED < EITHE
A MHBSE, B: RETETENME, C: fHiElER
BN, Local progression speed DFEFEIZ )3
k> CMAP RIgRD R %
speed D FEIZIZITHIFEIBALA> & IR D F IRFEIIZ
JERAHBLT 5 E TORR & A7z, OIX TR
FHE, BT LEYFEE (B),

. regional spread

B R GE
27T El Escorial 222 T clinically possible LA
OSBRI BT B IR ALS B3 (FEREE O X5

HEZ 1) 49 Pl RRITREICE S B HHD
T—FWEE T, 28,
speed DEEMFELZHHT 5 DITHKBD LB

D WIFEIRDOE S GBI ENMN (CMAP) 1RIEZF|
MT 57D, EEBAIRFIHRICE ORI 2T,

Regional spread speed OfSfZ21%, FEFERE &
AR, FIFEEALA B IR O B2 S ARFEIEI TSR A A
D35 F TORFRE (1st-20d symptom interval) % M
BALIEZA ),

Local progression speed DfSiZIZiL, KEERE
W= R)F D CMAP iRIE D 3 (HA21T SD/
H. SDITIEEFEDOEERZE) TiThl, 20
BeHWHZ e Lz, Thid CMAP fRIEDSIE
BIEED S 1SD AR T3 2 DIZE§ LR DHe
EAET&H 5 (local progression time : BN [X A
/SD), ZDZEW T, local progression speed &
regional spread speed DOIFEDHMN ZF L [#f
fl CHi A 7o, BRERZFHERNZUTITRT,
@ Local progression time=1-+ CMAP &g/
R (LB BREAEH ., T RARGNIIR:
LIwAN R
@ CMAP R 2= = Z VIR IER D &+ FIE
D OAIEREE COR/M (A),

@/ FEIRIERD &= (FEIRER D=L CMAP
RIE— [E%EHE) + EFEERE,

Local progression time & regional spread
time |2 X A EAA (X-Y plot) 2Bk L. B (FE
= 0,00 "obHBET—FDRETDRT ML
BN X ERTAE ZREM, £0REDOETERX
ERTHE-72EE L L7z (disease progression
pattern index : X 2), 0ICXAHEEH Y T 2%
—fEAT (Ward 75) %17\, local progression time
TR

local progression

V72 (regional spread time :

& regional spread time D ERIZHS <3
DT 21T o T,

REBARIL, FRERER R EEEmEE
BaTARRINE HHMETZ &3 RAEORESE
SO (10913%) ITE SN TT o7,
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2 Disease progression pattern index 0
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1. BETu7 4 —)L

49 BIDBHE L 40~82 7% (FH 63.45%) DF
T 25 1], 2t 24 5 C, tET El Escorial D2Hr 4
7 2 U —|Z clinially definite 10 i, clinically
probable 18 5], clinically probable-laboratory
supported 8 f5], clinically possible 12 172~ 7z,
PFEEALATIX LB ZFEDS 27 B, TRAIFED 22
BT, EEE 27 H0 5 B, ERBKITERERIZ
ERLZbDIZ 661 (ZEFD 12.2%), THIC
HELZbOIX 2141 (42.9%) V., FEAZE
22 BIHIER SR ERITHER Lc b 01 17 41

(84.7%) . EJSi% A %> 7 L CTERERIC FFERAYIC
ERLZLDIFI 56 (10.2%) ThHholz,

2. BHEEOMER L OMTHE R

Local progression time (£ 0. 2~51.8 » A (*}-
¥J 3.4) . regional spread time % 0~48 » A (°F
¥]9.4) Tholz, MEICLD X-Yplot ZX 31T
R, FIFEBALAS E ZRWIT E ZITHEER Lzd»
EVO T Z EICKD/FED NS — T REER
NoTz,

Disease progression pattern index 6 (£ 0~
0497 (F#0.337n) Tholz, I2LB7F 2
ZY) o TORERET L Rr 7T ATRT (K4),
7 72X —RiERE 0.6 TH v b5 & BERET
D6 =0~0.07Tn (F¥0.027) D TH., @6 =
0.157n~0.397 (F#0.317n) @ 19%], @6 =
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0417 ~0.497 ((FE¥0.457) D236l L)
ST b, ZOESITFITE D local
progression time & regional spread time @
X-Y plot #5127,
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ALS DEEITHRRZ R TH- 2R L L TESR
L 7= disease progression pattern index 6 |3,
local progression time & regional spread time
DREREEEMMTHHEETH D, 0 PREREE
B B1Z E. local progression time (ZEL~T
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Tm CHHIEGER O VEE (BEUEREAR) W

WIZ 6 DR E VORI RATEITIO RN LAY
IZHEEE R OB WEE (RFTEITEMNE) L \n»WH 2
ENTE D, FHEOBEWITERBEITIZEDL WED
BWEKBLL TWA RN & D & HEEIT 5 25,

Z DX D REST ORI BERIZOVWTIES
BRI LR DIEPEEEBFPHLETH D,

regional spread time 23 & V),

E 50 "
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= A
T P
in: 20 X .
.gﬂ AA * S
g ° A‘f A&A’ « * (51.8,12)
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X5 277 AF—ITIC L DB
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SBRIGE DI T 72ER) L 7R DRI D & 5 R
BOEITHFZI8E L8 LWRA ToZES
HERETH7DDEFENIRTTZT o7,

Local progression & regional spread @ E9£%

EERJIZF T disease progression pattern
(LY ALS O#ITERAZ EER., BF
BINCEHE . fRAT T D FIEZEIL L, BRI T X
K —fENTIZ LD ALS OHEITHRI % fEIgOE BAEAL
B, R, RETETEMEEO 3SFIIDET LS
LW TE T,

index 6
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LM E. BHEEE. R Y T A3 ALS
DEXAE update : EXRZWIELE L FRRE~D
T7a—F. HEEEREEE (ALS) O
EHEHSF~DOBELR/EHZENT 7o —F. 5
45 8] A AR R R ARSI AS. KK,
2015.11.5.
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JEA BRI TE R A (AR RBURT IR S 3E)
PRREZEMEIR BRI B 1T D FRAEMT IR ()Rl

ALS |ZxF 3 5 #a i Bh R 1E D T 14
AT TV
B YV, BVHER Y, it — U, BNEH Y, PR Y, Y BRI D
FIRMESS 2, HREER 2, /A% Y, ZREAKEE Y. JaCALS
1.4 o BRRFAERAR, 2B RFEMBEANE, 3. =E RPN
4. BIRER R AR

HMREE ZhuxItFHEMREMNREE (ALS) BFaimE 25—k JaCALS OF7 —&# 76, HHAEIC
BT 5 ALS BE~DOBRIMBEIEDOER L | O TRIZOWVTHRE LT, IFREMNGERTHE) (NPPV)
BIEEAND, EC S LITRE TR Z L0 BBE# KA (TPPV) FIEEAICE D E TO I O 91X
12 ATHY, BENS NPPV BEAE COHMMBMNY LEFRTHEIRTFTH-72 (<2.58 4 1 NPF—
hH 1.81, p=0.002), NPPV EA 1 4% THIFEME FHEEEIX 40~50% D3 THEAF L T e, TPPV
A D 5 EATFRIT68.3% TH VY  FIEFEMPIMST LIz FHTRIK T Th-o72(<62 P — Kb 3.01,
p=0.002), EisEE T TPPV E A% 5 FAFRIL 81.4%, FHERETIE 51.6% TH - 72(p<0.001), TPPV
A 1S T EEHARITHN 20% TEE L Tz, TPPV EARLIZRIED D D 5 FEEFLN 87.6% & FHE
AFE (46.4%) & HANTRERLEVRLLNZ(<0.001), Zh it ALS BE ~OHLSMEFEIEIZ OV T,
WA 7 — b Kair MRS D72 0 DEEZREHBIFR TH D,

ABFFEE
HZEREIE R LIE (ALS) B3 OFERIEER A
2THDHI LNEL | BRMBTIEILTHRICKE S
B D, L LN LIPED ALS BHEICXT D
RENGERTME (NPPV) FiEB L OREY)
B % 5 B E R AR (TPPV) BIEDER L, £
DFRIZOVTEHERR TORFHI 2 TiERWY, 4
ml, ZhaskILFE ALS BEARME 2R — M Th D
JaCALS(Japanese Consortium for ALS research)
DT —Z N HLEMETO ALS BEICXIT 5 PERILIAME BT 2 BEIZ 03 L7z, ALFRSR iX
NPPV/TPPV EIEDFEE L | £ DTFRIT OV THRE ERFESR A =27 (558, BB, WET), B A 27 (S,
L7, BE, FEX). T - F@H2a7@ R, &7,
PEERFRE), PRIREIR R =2 7 (REALPER, FERAR4) D

AR L IR AR OBRRE R OR, LI ED 3IHE
IZDWTHRET L7z, NPPV SIEORGTHCIL, B8k
IZ NPPV A A S iz 167 Bl& k4 & L, NPPV
BN TPPV EAS L IIFETE TOHIM,
NPPV &A% OBERETHZIC OV THRE L=, MR,
FEIEAFEN, EARFDO ALSFRS-R BRIER A =27, k
A7, Th - @2 ay | ERIERA 27, 3
JED> D NPPVEBEAE CTOHMO 7TEHBIZDWT
Kaplan-Meier 17T, Cox EIFIHTE1T > 72,

BfFE ik

2006 4E 1 H~2014 4 12 A £ TIT JaCALS 2%
gk 7z ALS B3 1008 ffild 5 B NPPV EES L
<IX TPPV HEELZEA LIERETHRE Lz,
NPPV &ER L O TPPV BEE N EIZON T, O
BAKDOTHR, ORENPLOTRIZEZDEZE, O

40DV T 2T TN Liz, HEETHIZOWNT,
NPPV HAKIZ, EBEREGERE. WET. LBk,
BT, BIR V)R EDL SWVHERF SN TWS 0 3 A
Z & » ALSFRS-R OEFEREN bIFT L7z, 2L
CTRRIRFEIR S HBR L7 B IRE L, NPPV 8 ARE &
FEARECTHRIENS TPPVEA L LIIFETETO



HIFIZ W T Kaplan-Meier fBAT 28 272 o 72, &
512 NPPVEARE L IFEARE TR & tIRE D
U< A ZF/REICTHE LT, RIZ TPPV &L
DORFTCTIETPPV E A A BN HER T& 72 174 61 % %t
gl L, TPPV BA%OETFHIME L OMRET#IC
DWTHAE LTz, MR, BEFE., MIRERERS
JHETF., TEAHMET., BRER)OFE, NPPV EA
DAE, TPPVEARTOFEIEROFE, HEkikrD
UV —VAROEE, BN D TPPVEAETD
HM» 10 HE 122>\, Kaplan-Meier 4 17A#HT .
Cox [EF 53 21T -7, HRETRIZOWT, TPPV
WAL, EBEREGEEE, T, L. &7,
R V)BEDLS BWVHERF STV A7 3 AT E
@ ALSFRS-R DEFEMEN bRAf L7z, £L T
TPPV 3 AR L G AR CTRIENHIEL E TOHM
122\ T Kaplan-Meier T2 B8 Z 72272, HIT
TPPV AR L BB A CHARERE t RED L<
A ZRBEICTHER L,
(WEE~DEE) JaCALS O3 X TOSMMRIZ
BWTHREZESOAKREZE TR, BEREIC
7o I B TXETOREZET,

CHF %R R
NPPVEA)DL TPPVEA S L IFFETE TOH
MohRfEid 12 » A Th o7z,

1. NPPVEANS TPPVEAL L IIFELET
DOHIM

1.07

0.8]

hdfE 12.048

0.67

0.47

0.2

0.07

0 12 24 36 60 72
NPPViE-Jk&F! #

NPPV B A% DFHIZOWT, Cox EIFSHT LY
FIEN S NPPV #E A COHMMNML L= FET
BEFTHDZ RN RENTZONF— Rk 1.81
p=0.002), T 72 HLRIEN S NPPV EH A F TOHiRM
DEETHD L TFENE, T, BETHIZONT
IZ, NPPV # At 1 &8 L T HAPLHOBE T
BOATOR R acdr—ira PRI NbTieRD
BRI FRETH o 7208, $9 90% i TIMSTAAT I3 A AT RE
&lp o7, NPPV B AREDIIENS TPPVEAS L
IFFETE TOHM OPRAEIL 5.1 5 L FHEARF
(B.7HF) L LE_TEMN-T, 7272 L NPPV #E AR
(17.4%)13FEEAFE(28.1%) & LE R TERAER THIE
L7cBlE 0072 < (p=0.002), FEFEEH NPPV &
ABEIL T 58.1 m% & FEEAFE(EL 63.0 7%) & Fh
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HAM: HTLV-1 associated myelopathy, FTDP17:
Frontotemporal dementia and parkinsonism linked
chromosome 17, GSS JE(ERE: Gerstmann-Straussler—
Scheinkers SE{ERE
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