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1. BESS (%)
SIhyhEE ISt —
RS (n=101) (n=104) B
63/38 69/35 0=0.5633
HERl (5t 2t) (62.4/37.6) (66.3/337) | (Fisher® EfRE)
0=0.8973
iR (%) MeanzS.D. 57.049.8 57.7 +10.2 i)
0=0.6175
{AE (kg) MeanzS.D. 58.3+0.8 50.0+12.1 b
0=0.1041
Mean=S.D. 1.4440.63 1.30+0.63 i)
TERGHAR (6F) 1R 29(287) 37(35.6) 08e
VELUE~265 | 49(48.5) 54(51.9) | g S
2L F~3F LA 23(22.8) 13(12.5) 8
15 " BRAER 18(17.8) 20(19.2) 0=0.8583
g| RER TREEIR 83(82.2) 84(80.8) | (FisherDILHERE)
R MBI 100(99.0) 100(96.2) 0=0.3691
= ek 1(1.0) 4(3.8) (FisherDIFFEHTE)
Definite 29(28.7) 21(20.2)
Probable 52(51.5) 54(51.9)
_ =0.3070
SSHRESE Probable-laboratory- P e
PP 20(19.8) 28(26.9) OCARTE)
Possible 0(0.0) 1(1.0)
= 36(35.6) 40(38.5) 0=0.7725
ALSEIER 5 2 65 (64.4) 64(61.5) | (FisherDEMIETE)
o = 11(10.9) 12(11.5) 0=1.0000
= 5 90(89.1) 92(88.5) | (FisherDIERAZTE)
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BESRFEIERE,. SINVMETC89.2%(91/102%) . SR E T©88.5%(92/1048) Tdholc,
FRESERF. SINYNITEIRER21.6%(22/102%) . H17EE19.6%(20/1025) . E)
12.7%(13/102%2) . #1811.8%(12/102%) . NERAES.8% (9/102%) .l FEE7.8%(8/102
%) . 58RE7.8%(8/102%) . HHET6.9%(7/1024).58526.9% (7/102%) . RP T ROMER M
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TFE=E15.4%(16/104%) B NEE11.5%(12/1043) . NEAE9.6% (10/104%) . /1K 8.7%
(9/104%) TH>lc,

FREERBEEBRG. SYUNYNEICH NEE8L. FIREE42. HITEEIL. HEEES3IRTH
. SR T NMES 1148, FIRAE58. SigisEE32 T o,
REPIEICESIEBEEERG. SVHYNFCHIRES 12, FRAD 18, PSEERZE 12 THY. 5
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BlfEFA
R58 SINvHEE TSt
TEBIER n=102 n=104
MedDRA ver.11.1 Bl (%) 5 £ (%) 55
st 14(13.7) 17 20(19.2) 22
BEEE 1(1.0) 1 3(2.9) 3
THI 1(1.0) 1
{&Eti 1(1.0) 1 2(1.9) 2
RBREDS SUHFERE 1(1.0) 1 1(1.0) 1
wIRERZ 1(1.0) 1
thEX 1(1.0) 1
FTAEERES 2(2.0) 3 4(3.8)
FHHRERS 1(1.0) 1 4(3.8) 4
FTiEE 1(1.0) 1
HERRRT 1(1.0) 1
BhERRBLUESHERES 1(1.0) 1
MR AN R 1(1.0) 1
MRBIVVVNRIES 1(1.0) 1
&m 1(1.0) 1
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3. B3k

OALSFRS-RR 17 (FZEHMEIER)

a) ALSFRS-RR 7 D517 —ILESEIBRII DS [556 T — Uik 548 T 2:BR# X IEh LR (LOCF) |
FTOE(LE BREINGEFTIRR)

ALSFRS-RRI7 DZALE (LSMean+S.E.) [&. S5¥HwhE#(10048):—5.70+£0.85. S mE# (99

%):—6.351£0.84CHhofc. BS5BEEZEDLSMean=£S.E.& T DI5%EFEXE(F£0.65+£0.78 (—0.90

~2.19)THY STRYIED TS EIRNBFTH T DEHENREES 1SN o1z (0=0.4108. £ # 9

o

—ALSFRS-RRI7 DE{LE—

S5IAvhE# (n=100) TS5 ERE (n=99)
[40.6£3.5]11 [41.2£2.9]1

B5EE=E
M LSMeanS.E. 0.65+0.78
::: 5% (= AR ~0.90~2.19
N D1 (S EEF) 0.4108

HEZ B [AIERSRFBI ST (1 2BR%) DALSFRS-RZ I77 DZE

-8- L8 (@) ). [FER] [UILY —IUH R
T [8810— )L SRa38H1] DALSFRS-RR I7 DEHIFETE (FAS) (Mean+S.D.)

b) ALSFRS-RZ 17 (BEFHE* DX 37 DRIEAIE S B H)

ALSFRS-RZXO7 (LSMean=S.E.) (&, SV v hE# (10442):38.08+0.47 . FS B (10142):37.43
+0.46Tdhofc. IwS5BEZEDLSMeantS.E.EZDIS%EFEXEF0.65£0.44(-0.22~1.52) T
B BEHE CTERBEZROIEN I (0=0.1415. RIEEBREDBDH)

MRBERA] 517 —)VIRSFIER. &7 — VRS T 2EB&. 567 — LIRS T 2BBR XS R IR
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GALSEEESTASEDFEZMRE U TS ERMER _EERLEEIER (5£1118)

WEBR =

SYUDYNALSEESRAA R (202551 2B1ERAR)

B 8 ALSEEENEIEDALSEEZNRIC, _EERITRBLEIAICKY. ST hvhe0mg
2607 —)LIREUIEEDEMEROLEMICDOVT, IS ERZERNREL TR U,
¥ R ALSEEEDFEIEDALSEE 2R (SIVHYNE138. TS EE1 24)

El Escorial®ET ALS Z2hiE BUEREZHA
Airlie House3 it ErEsE mEE T8 AlcFRoRzITE(E| O
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[Probable] 3E | 60%LLE| 3ELR —1~ —455 ’%@Oﬁ%ﬁf
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FROVESE
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RIR kS ﬁzﬁ ALSE BT AR BERET & BHED QEEEELE”
= EZ 5NBEHHE CHBLEE
(FIRMEREIR T IEIRRE | T SR VIC | EE (ARIIBENANE) DRFERSE. | « N—F VR G| Cerfgh’
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BEMETE : ALSFRS-RXO7ICDWTIE. LUTa) . b) DT ZE U,
a) [0 —)LiRS5EBFI NS [£6T—)UIRSHE T 2BRE#% X (Fd I (LOCF) J&£TD
ZEEICDOVT. BNEITICHVWERFERZESE U@ Z2R5E L. BRI E =175

12o

b) BEFER* DAI7ICDOVT IR 58 I IR 5B IO BEAMRZERLEL. [5
17— ILRSFRER EBHEINICAVW R F 2 HEE E U REAIE DRI 72 S
L. B B8z T o7z,

MRZERAD 510 —)VIRSHIER1. &7 —VIRSHE T 2B[B&. 5567 — VIR SH T 2BBER ISR

WiER
1. EEE= (%)
n SINhY B TS mE -
58 ("=13) (n=12) 1RE
, o 7/6 6/6 p=1.0000
KER (31 22t) (53.8/46.2) (50.0/50.0) | (Fisher®IFReIE)
= p=0.4462
& (%) Mean=S.D. 57.5+7.1 59.8+7.6 (AR
p=0.6816
1A (kg) Mean=S.D. 53.4+10.9 55.0+8.2 O
0=0.2115
Mean=S.D. 1.75+0.59 2.05+0.59 Ot
TEfRHAR (5F) 1R 0(0.0) 1(8.3) —0.3081
5 1ENE~2F%® | 9(69.2) 4333) | b
5 28 F~3FEIUA 4(30.8) 7(58.3) ”
o — BREELR 3(23.1) 0(0.0) p=0.2200
E MRSREIR 10(76.9) 12(100.0) | (Fisher®IER&5E)
o TN 13(100.0) 11(91.7) p=0.4800
ALSEHIS R 00.0) 1(8.3) (FisherDEEEE)
Definite 7(53.8) 2(16.7)
SRR Probable 4(30.8) 8(66.7) p=0.1302
i Probable-laboratory- 2(15.4) 2(16.7) (X&)
supported ' '
o m 3(23.1) 1(8.3) p=0.5930
L it = 10(76.9) 110917) | (Fisher®OEH&E)
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BESERARIFERLE, SIYHYNEC92.3%(12/13%) . FSEMEFC100.0%(12/12%) THolc,

FREZERIE. SIVHYIETHITEE30.8%(4/134) . FFI23.1%(3/13%) . LTBDORIE
23.1%(3/13%) . BBRE23.1%(3/13%) . ZSFEAE15.4%(2/138) TH Y. FSERETOAX
25.0%(3/12%) BHEREE25.0%(3/12%) 5858 16.7%(2/12%8) . H1TEE8.3%(1/12%8) . €5

FEIES.3% (1/1242) . TH#I8.3%(1/128) . EEDRIES.3%(1/124) THolz.

BEFEEBERE. DYDY CHE NES 2R HERES 1 8. FREH 1 & FRA 212 5H7E
12 THY. TS ERECHERES 14,

Pt
B

FRIIAEAE 1 B T ol

BREPIECESCBEERII. SYNYIECHRAE 1B TH DI,

FUICESCASTERIE. SYHYNEFCIHFRAR 1 BHRBHSND  HBRELORRBRIIESES

nice

BIERDOFEIRINRE LU B THhofc.

EfER
®"58 SIhyhEE PAZA A1t
AEBIEY n=13 n=12
MedDRA ver.11.1 {518 (%) 55 1% (%) 58
&t 3(23.1) 3 1(8.3) 1
BERRS LUESHERS 1(7.7) 1
Al 1(7.7) 1
EBBES LU SEFRE 1(7.7) 1
AR 1(7.7) 1
RES LUK THEHES 1(7.7) 1 1(8.3) 1
FE 1(7.7) 1
FZRHMm 1(8.3) 1




3. B3k

OALSFRS-RR 17 (XZ5TfIER)

a) ALSFRS-RRA 7 D17 —ILESEERII DS [556 T — LIk 58T 2:BE# X & LEE (LOCF) |
FTOE(LE

ALSFRS-RZO7 DZEALE (LSMean+S.E.) & TIHwHEE(138):—6.52+1.78, FSmEE (1248):

—6.00£1.83CHhofc. BS5BFEEDLSMean£S.E.&ZDISKEFEXE(E—0.52£2.46 (—5.62~

4.58) TH) RSB CRETZNICERIGEZROIEN 212 (0=0.8347* ED B

—ALSFRS-RRI7 DZE({LE—
SYAvREE(n=13) FSERE(h=12)

[32.5+5.5]1 [34.6+3.3]1

01 7
_1 . ;Q
N 5
N SRR o
-a- LSMean=S.E. —0.52+2.46 <
-5 OB % (SHEX —5.62~4.58
N DIE* (5 BEHHT) 0.8347

HZ S (RSB TE (1 28/%) DALSFRS-RRI7 D
-9- EEE)]
1 1817 — L2 5BIER1] DALSFRS-RZ 7 DERIHEHE (Mean+S.D.)

b) ALSFRS-RZ 17 (B5H* D 2 27 DRIGRIES B H)
ALSFRS-RZ 7 (LSMean+S.E) (&, Vv hg$(134):30.32+0.78. S mE (124):30.39+
0.78ToHofc. IwE5BEZEDLSMean£S.E.EZDIS%EREXEIE—0.08£1.08(-2.32~2.17) T
&4 RSB CHERRBREZRDIBEN 212 (0=0.9449* RIEAE DB D) o

2B LDpfE

MRBERAL 510 —)VIRSFIEH. 07— VRS T 2BBE. 5567 — VRS T 2EBR X ISP IR
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B2 (ROEBEICFIRSULREWNTE)

EEREREBEDHZEEICFHRESLEN T, B
REHEBEDDHE \ \
FIRERERERSODORS ENEILT BB ZNNG D,
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B ——— f@f@ﬁquﬂ@ﬁmﬁﬁﬁmﬁé ECI3/EUE

[ERERHL]
(1) T SMVRANR SR (FRSE(CBEREREREN HSHDNTE (T IR ERREFRNSE CTRVETEANZESO) iHRSESNTL D,
(2) —fRICEAC L DBHE R UICBE CHUERZHIR S I 5L BERBHIEZLR I RN 55,

BEDERZRIZBREICHT IR

BRSICHRUEBEEZHIET 2L /U BRESPEKEER
EORZERT CENH 2. BUN/ILUT7FZ VA EVR
ERRACRENTRHOSNICRE TIREGNREREZT S5
L <H/ESINTND,

BiKDH2EE

BHIE-BIERSD

HBEE BEICBUTIEURTERR T YN ETDEERBT D EH

REFEDHDBE MINRRBZIZEDFNE<HRESNTVD, EHREDE
{EICRURMBRES PBEAERESEDRILZHRI TEN' G D,

IVRENRILTDBENNHD. Fc. BIEREREN HS5D

EELBRERED

HBEE BELBVCE, BREBENRIET 2B ZNHEG S,

RSICHRUEBEEZHIET 2L RIBES P BEEERE
EDRBILZRI CEN B D FITHRSHDBUN/IL 7 F =
VDB WERETEHGNRRBZICEDFINL|MES
NcWd.

BHAEREERE EXMBEIEE D DHEE
(EERLBRERS
DHBEEEERL)

T EERE TS HEERESENRILT2HZTNN G2,

SR BSULRBVTENEFRLL,

BEEOARMRUBARBEOA DM ZERL. BRI DM’
BN S (FPIEZARES T Do BPEER (T ) [CHB WV THA
DIHABITHEROSNTND,

IR IBHFZRREUICIRREERIFEEL TLIRL,

BMERAN BSOSO NICBEIRRESZDPIELBYRLEZITD
Sl & —RICERME CIREBREMETUTEY . BHmN
RBZEEDFINL<HESNT D,

[ERERHL]

TSR RBIDFTTEICRE SN BB R BRAEREEZERIR U DPI(C(E. DEDEBRAREEDH HFEF TR BIHECU TR, RRFAE. AT
HEEERR S, DEBZT I 2EENE BHONTV D ERUBINE CRBGINRBRZ L EDAINE MESNICIENSRE L. i, FHEREBE DD
BDEERODEBRDHDEES ZNTNIHEEERESRUDEENBIL T 2B ZNN BB ENSRE L,

HEER/HRAEEHAICERTSIL)

nEyma KFEERETHDN ABIFFELCTEREN SIS NS
(BI7VUYFRIDL ETxT 7 LAIRRIG. | . BISHROREYBELOHABICKY . BlENDEBHE
ERSVUYFRIDLSE) B9 DUREMENE XS5 D,

[BREARML

I SMVERCREYE BICET T LARREYE) COHARICE VW TREBERLEDBERBREBRERIRMINZ <HEINTLZ. HATIHBEIC
& BB CES BB ZRIE T BT & ZRPBIKEER FATRENROSNIBEICIF BEICRSZPIET I,

¢



»

F) ALSEBBEICERT 2155, UTICERU TEREETHIZ{T > T IEE L,

« ALSERE TR RBERICHOIBEMRICKIIDEI LT F Z /BOE T 280 208N &2/, —iF
ROIMBI U7 F 2 NEZBEEBELE T DD TIF R METL 7 F = /BB Z AL BILIEE
DERZHERLCLIZEV Fo. BUNEIFMFRK D EFICKIWUEENT Sfcth, —RmDBUNEZE%E
BELLEE T DD TR < BUNBD#HR Z L. RICBEE DA EZiH#ERL CTIET L,

- HEEMED D DFBE T REFIBATR IR SHPERNIC. EJ L7 F =/ E-BUNBDRIEICIIA T,
MEYRYFVCICLDHEARKRBBBEDEL WP BIRRICLDIV7ZF IV SV ADELE. B
RE(CLDFEZRIFICKVBREETHEZREL TIZS .

T BRKICOWTF HEICKI > TINEI V7 F ZMENESN T D END.BUN/TLUT7FZ /D
TR FEFPAVNIUYMESDINEAREFN R KB VARDRRSEDEA R REDERIE
REFZREGHITFHDUEEITHIEL TTEE LY,

iSRRI IR E THRETNC. REBREDRSHMRAES CH I 2R L0 [CREZRIFTER
(OY AT 1y I )

BEER (GHHE. HAZEARRBES) . BREREES D31 IBEZHIAZHEL T (EEAR)
CHEBERFITERICOVNTOVRT (v IBf7ZEmIH S, [BEBRHES (JCST100LL XS
FEUDIRRE) | [REED G H] [T T LREME DO HAI [RSFBRBUN/IL 7 F ZVH15E0 L
[FIREEFBUN 25mg/dLU L IR DURIZERIIENS B 3EREFELCEIRENE LI,

2R 7w XLt (95%(SFAX ) plE
80 L 2.116(0.803~5.579) 0.1296
BERBEHES" 9.352(2.818~31.034) 0.0003
RREAEDEH 7.104(2.493~20.247) 0.0002
T LRNEYEDHA 3.261(1.123~9.467) 0.0297
HRIBFRAIHH 0.351(0.098~1.261) 0.1086
BES 3.114(0.985~9.843) 0.0530
FEPRIR 0.486(0.147~1.606) 0.2367
SREIMAE 0.232(0.033~1.605) 0.1386
2 FR-EEERERE*? 2.479(0.834~7.368) 0.1023
"SRRI F B 0.088(0.012~0.628) 0.0154
B SRBBUN/JIL 7 F Z 5.031(1.695~14.940) 0.0036
FR5PBUNIBE* 0.426(0.121~1.505) 0.1850
FIREFBUNIE*> 5.234(1.310~20.901) 0.0191
HIRFOLU 7T =B 0.341(0.112~1.041) 0.0588
FHIBEBBUN/JL 7 F 0.165(0.051~0.536) 0.0027

) SRBAZEHODBIRER T v DA ETHEM (AViIAH Sp<0.3)
* 1S S5EHE0 2.2 R-BRAEROBHLIEICHR ST -hIlE *3:2.0mg/dLE
#4:15f5 E %5:25mg/dLELE

2003F 1285V v NE30mg L2 BRI KW

&
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BERAICTO2E (TS 3N rELTO0mE) ZESEDAERIERE CRERIRL.607MFT1
B1EREEEZ1T.
BE FARSHERERZHS GO EZ28BB87Z 17 —ILEL. CNZRIIRT . H1T7—)UIE14H
EhEHR ST RSHDRI4AHENREL. E27—)LLIEF148E OS5 10HE®R 59 21 58D
B14HBNRET 2.

(LY SRV RiEHER30mMg/\wI'[NP])

BERAICTE2R(TY SR ELT60mE) Z, 6000 F C1H 1 BB EZIT D,

BE AFRSHEREZES GO ETC28HEZ 17 —)LEL CNZRUIRT . 5517 —)UIF 148
EEBRS T 2RSHDRI4HENREL. E27—I)VLIEF148EOS5108ER S 9 258D
B14HBNRET 2.
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RI—ILDRSEBHFRIY —)LIRSHEIBED28H®(ICIFIE T,
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Modified Norris Scale
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ALS (D40IEE M) sHiERZ (ALSAQ-40:ALS assessment questionnaire (40items)) (&, ALSIC
RENBZQOLRELLTERINS . EBRICHURREN 1 ~5R (1R:F ofe<idh ol 2R:FE
AERN DI 3R EEEEH DI A UIRUIR G o1E. a2 1e < TERR WV (Fofe<HIF L) /W
DHZIEof) COBEL. BEFRAI7 CaHiZ{TD. A7 HAREVIEE, QOLKE TN ZERLTWV S,

RD1~10lF, CC2BBETHRICHHENTVBEEICELTEN D UINIRVRREIC DV CEBALIcBD T,
ZNZENUTOVTZEORRNENSKS VSRS STeN RBFLH CFFDESICOLEDREIFOENZED
(FTREL,

1) TEEARROFOURE BV ZSLDPNTCITHUN I TEN DD
2) HLTLBRP T BARLTEN DD
3) HFLTV T DFTVEI KBIFIEILIEZENHD
4) FVWCTWVBEP T NS VRAERIIEZEN DD
5) HLZEICHRZEEDURITNEZITRRI2IcZENSHD
6) FVTWVTNAENEITENIENHD
7) HLTWT BIEH ZRCIcEN B D
8) MEERODIFUSINTITHUNIENHD
9) IOTWBDNATINUNOIIENHD
10) WIhSIIE ERDDORTIh ULl EN S D

RDI1~20lF CC2BE CTHIFEICELTENBUIUEVEREIC DWW TCERBALIZBD T,
ZNZNUTOVTZEDORRNENSS VSRS STeh RB KL H CFFDESICOLEDREFOENZED
(FTRIL,

) BIOFZEENTOLTITHhUNOIIEN S S
) BIRCTENANZEDIDDNTITHUNIZZENHD
) BDZEOZVEFBIENTINUNIcIEN'HD
) APFEEZEDODARLY R—IZHoTBTENTINUN I EN DD
) BOZEFOTUELZENTITH UM EN DD
16) REZIBENTIHUNOIZTENHD
) BATBSEZIZIENTINUNOIIENHD
) EEENUCD AN EZTDTENTIHUNOcIEN G D
) REBZDCIENTINUNOIIEN' DD
) AREBTHITENTITHUNOcIENHD
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28)
29)
30)

BRAFADZELTITH UM EN B D
BEFROEDZERBNDCENTINUNSIIEN DD
RBEZEROZEDNTITHUN DI EN'H D
REEICBMNITBIENTINUN T EN'HD
BONEELICCENBRINICD oI ERUIETENSD D
FBUCVBEP TEENF oI LIRLTRofc) EBofcLIc e H D
IBICHOKIEULNE BRI EN'HD

IV CTIENIERTAYAN QAN fu

BORSTETERRBR<TLBVBLIEZENHD
FIEECEDIERICUZEN HD

32)
33)
34)
35)
36)
37)
38)
39)
40)

SHLWEBSIZTEN S D

REREElcIENHD

NF—&BIZEZUC I IThULVERScZEN'SHD
FERICHENBTRVERSIEZENH D
BREFMHOANCESTEBICIRO>TVZDTIFRVNEDEELIZZEN S S
BHRBESOEEZFETTVDDONER I ENHD

DRI DICDICIEZEIICTIeTEN' S D

WSS DR[O EN G D

Fik, CORTUCK O TED KR IR EZZ(FBDHDECICIG ol EN' H D
BRI FILBHPBRVD TIFRRVNERUIZZEN S D
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