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ALS EEBFHIZOWTORIE 2o Lz, AL, 544 (52.9%) Thol. ZEER T A
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1. EEOERLEB

ZME AR {VE  (ALS: Amyotrophic Lateral Sclerosis) 1%, B« FAE#EI= =
— 0 UNETIICENEL, 2O NNKTZE2T 28 CTh 5. ALSIFRERIL, HEEEC
Y, FEERRR LSBT 22H R alasr—varEEEETL Y P, wWads
HHEERATHERBENKNEE L 725 TLS (Totally locked-in state) ZKfEDHEEH b
FETH Y. ala=lr—va Y EELFFORESTOIRICE, ERK - REaIa=r—
2 3> (AAC: Augmentative and Alternative Communication) 23VHEA S5 &7, AACIZ,
SRR s — L a VIBEEFOALIIKILT, VAT —RF Aoz ala
== a VREROHKER I EE W ZENR T e — I L0 IR T AR & RS
nav.

ARIBTIE, 9,894 4 D ALS FEFBE D BFL I N TN D (2019 FBI(E) Y. AAIL, ALS %
F DR EEM) N TR 25 (TPPV: Tracheostomy Positive Pressure Ventilation) ¥E3ERNE
WEODO—>TH Y, TPPV ZEHEZIL 29. 3-33. 0OBFRE L i ST D . HARDSE L TPPY
WEWEHEROE ROV EHE LT, HEROEE T HEREEICET 21EF @ERE) ) 12Xk
EFREB RN T DD Y. TPPY HEH L, ALS BEORMAFICHFE T Y. —FT,
TPPV HEAFIC LY, ALSHEBRFIIRFICL2aIa=r— g NS 72 5. Nakayama et
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al. 1%, TPPV Z %55 L7z ALS A HE 76 4 D% FHAIFTHA N, TPPV 23545 L7z ALS B H
DT 2%3 TLS IZfao 7o L E L=, — T, Mmoo RSICEbL LT, AC FB / e
DIERICE Y aa=lr—va VAN CEIERTE LA LR Y. ALS JRIEH O TPPV 35
Kmm<, BYREFOLOHEARTIE, MCIZEDV R — MIFHCEEL 2 5.

ALS TlX, 25O MK TAHET L CHIRERERN LR -5 Y. HOBEE DA T
EHATRE 2R B SCFARIY, AR TR IND AMC FEDO—D2THDH (X 1: ICT Kb)
B%, BHSCERE, HEERE). BWHART 7 VAR EIC TR EES, BRT S £, hi#
FEMBEDMDPOEY, N#EENEH OMICEN I FEE . FESTIIMBA LW IFE
PBCRL, N#EEN LT EmAIND. BEREORR T TEMET H 2 & TIUFAREN
ATRE L 70D, BEUASCTFARICIE, YERYZR 50 BRSO DG, 7 v 7K, WEE I LIS
BRI LT ELZLIE L2 b DR A R R H 5. 1 CFIT 1 DORENEIV RS
N2 BAGEORSICHE L2 AMC B CTH 5.

apanese alphabetical order Flick type

X 1: BT (505K, H: 70 v7R)

Nobematsu and Takahashi |%, ALS #$FEREAM A 77— L EkEThR (ALSFRS-R) D ERFRELLS: 5.
DIETF2, ALSIRBEH O THE BHTRVNLOLET) EAXA I TORELHAE L
B 5T, BHSCTAEOME AN R ALS REE OGFELRE SN TWD 9. BRSO
HEEOLD, BTG AR OE & 13 6720, UL, ALS &S OFY] 07
il F U B9~ 2 BERIZ SV TR L 7= FZE 130 720,

ALSEEEIZ L > THEBERICBIT D a a=r—v a VOMFRFITEELRMETH D.
24 JEJF IR 0D BESF 6 SR FH X AR 20 U 7254 I, ALS JREEE OWEBRIGATIY, 53-T8UINEET -
e sn . £, BRASHAESBEZNRLE LEREICB O TIE, 54. 7%0 ALS 7
AN MCHEREZFTALTRBY, D95 86.8%M ACHERSZ/EE THA LTz 19,

JE A SR DOFAE TIE, 1EFE ALS JEAEE D 45, % NiBHEZFIH L T 5 LR S
7219 FRIE#HARMMT S ALS EEH T, ALS IERAHEATHI L T 0, ERNTy 7ToN#=
—ANENZ EREEIND. MCICEVEESNLOINAETE - EBZNE DI R
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] ThHD Y. FHHMEEMIL ER - NS AO@EVET ALS IEEE ORI 2
= —va M ETHD. FEEFEOIEBAENEZART HahEERMIL, ALS E&EHE O AAC XX
FBIZBWTHEEREEHZH->TND LN R 5.

AWFFETIE, FIfBEH#HEFA L TV DT ALS IR A 255 & LRk T > 77— il
BENS, FERSCTRMENICBE T 2 ERZMETT 2 2 L2 B E Lo, (£ ALS IEEH D%
A S FVC B 9~ 2 BRI 3B 5 200272 5 2 & C, REMIE#ERNC X DEE ALS BEE D
AMCXBRICBIT DB 2 L2 WFT 5.

2. WFZEHIE
WIET VA >0 BRI T > r— R

1) X5HE

A2[E 1, 977 OFFE#EFEITICR LT, BRI X VA KiEEZ 1T o 72, ShEERE
ATIE, il 5 AL BB X OGHRIE#ER A E D 50 4 LA Eofisk 2wk iEiE L L=, 36fE
FEEEATICIE, BAFEFNEYLT D ALS REE BN OWT, WEBT7 T — b~V 2735
QR =— R, & L<ITERMMROITRAKIE L. ERRIC X 2 EEOEA1E, BEHEEIC
K DEGETEU LT, F, BEOANBXORHEHIT, NM#EEICL-oTHAamEE Lz, 2021
FH5HATHMNS8HA 3 HOMIMIZT v — NaIERSG LAV ALS JEEHR 118 A &5 L L
7.

2) PATEH

A EE, OB s, R, RESP, QWi (4F), GALSFRS-R, @HIZH
TLHEEOHE, @EVICTFRMEMOAE, ©3CFEMAE RN (BEHHEF, EH#EH, £H
THEXoMT) KR L. WEB 7> & — MZIE, Google 74 —2 (Google) % {#

L, BREE WEB 77— FORNFIZRIC b O &M H L7z,

ALSFRS-R X, 12HHENGZ5, MHRANIZIZHEH I TWD ALS BEREFHIT A 77— /L Th
% A 555 TMERW) THeT) (5 HEREME [FHK, HolElbv OBk

MR CTOEME) TH1T) THEBE) [PRURREE) TEASMER | TRERAR4) TSN D, % 0-
4 55, 48 pM R TCRHME S A, SEAOMEVIE E ALS SEIRHEIT L TWD Z LA RT. £, ER
FREL (0-12 40, EEIWERE (BB L OV, 0-24 50, MERERE (0-12 5) O FAZEE IS
DI LD, BIENOREERON LIRS SCHBEOHE P ONWTHIET 52 LA TE
5.

3) Tk

KIBMEZEGTAEB L OEELN TERE L T DBEEL IO NORI L. T—X D%y
Hrizix, %t 7 @ EZR (version 4.0.2) ZfEifH L7z, AEAHELS%E LTz,

E TR AR LW o EEE 2 EHRE), HL T RnwEEE 2 [RMEHRE &
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E LT, BEEORMEZ BT 572012, RS RMERAEOFEHB 1T DWW T, Mann-
Whitney U test & L <X Fisher’ s exact test TLig L 7-.

B SCFAE FH O BER OBGEGHIIE, ZRCFROMAAEL BERE Lz, 2EERY
AT 4w ZERGHT O TE Y KB LU EHH L=, FEHAREZ 1, REA
20 & L7, BUIRETANEAT HEEITIE, TATHEL U AMCERICEET 5 L ES
AUTo ALSFRS-R N E  REREATR, EEWERERT R, FRUGERESS ) 12IN%, LRCHERIE
BICBWTHEZOHROIZHB AR L Y. 7eds, ALSFRS-R#MFAIL, & FAHEH &
OMFBEENRBREIND Z LD, BEITITERA L2 o7z, KR OLEILHEMT, H8dn
KEREL (VIF) 12Xk, 10 FE2EMEL L TR L. £, BoNETAOHTITEY
(TIRMLE T & W TR IEE 71 & DI K0 fERE L7z,

4) f RIS

7o — MIEFEAIC L AR E Lz, FEREICKT 23X, ERRoSE1E, il
X DB ERE L2, WEB 7> 47— M X BDEIEOHAEIL, 77— NEHEICHHAE
Bf L7, AMFEA~OBIMIRGEHEOHHELE L, RIEFIZIDWEB T 7r— M8 LUE
MREHOFREM~DOF = v 7 &2 b o CRELAMZ. 722 L, ELAORIZXTHY, BIZN
HEANEZHERTE RV, BZREZEORIZEOEER LOHEIITE RN L 2H L
7o, [EEE ORIZEIZ) SR AHEZ F/NIT 5720, 10 43FEE CRIZ rIRE 72 & R B
IO,

AMFFEIE, RERRFEFE M BB S RS MR A EZ B R ORKR 2R THEM L. OK
WRFF 20394-2)

3. WrZimR
EENFONT 184D 5D, RIBMAGTRIZLCIETLSN TRET DREHR 2RI L,
102 2 DK Z it G & Uiz (Rl =R 86. 4%) .

1) EAEM

K LIZHREOREMEZ TR LT, T5%LL EOXIGE 3 W HI 3 Ll B b U < IXERFRHLS R
6 LT Chole., EEBOPRMIT 1 A (WAHALEEPH: 0.0-1.8 ) ThY, 458 (&
FRITIER) LB LIRSRE X T4 (6.8%) Tholz. KGED 18.6%I2, —EDIRERE
BEENADNT.



K1 HRHEDREME

218 (N = 102) BT (N=54) TERIEE (N =48) P&

MR (B ) 51/51 25/29 26/22 0.55
TPPV ? (%) 57 (55.9) 35 (64.8) 22 (45.8) 0.07
NPPV® (%) 22 (21.6) 9(16.7) 13 (27.1) 0.23
BE (%) 80 (78.4) 48 (88.9) 32 (66.7) 0.008*
i (PRME (IQR)) 68.0 (59.25-73.0) 66.0 (57.8-73.0) 69.0 (59.8-73.0) 0.63
MRS D (P E (IQR)) 60.5 (49.3-67.8) 55.0 (47.3-64.0) 64.0 (53.5-69.0) 0.05
TR (FRME (IQR)) 5.0 (3.0-8.8) 5.0 (3.3-9.8) 4.5 (2.0-7.0) 0.02*
ALSFRS-R®

BB S (PRIE (IQR)) 10.0 (5.3-17.0) 8.0 (5.3-12.8) 13.0 (5.8-21.5) 0.04*
KRS = (FRME (IQR)) 3.0 (1.0-6.0) 3.0 (1.0-5.0) 2.5(1.0-8.3) 0.63
EBHEESE S (P RME (IQR)) 0.0 (0.0-4.0) 0.0 (0.0-1.0) 1.0 (0.0-8.0) 0.009*
IR BETS = (R & (IQR)) 4.0 (4.0-8.0) 4.0 (3.3-8.0) 4.5 (4.0-9.0) 0.21
BDEE (%)
7L 61 (59.8) 28 (51.9) 33 (68.8) 0.11
IR 16 (15.7) 12 (22.2) 4(8.3) 0.06
AR ER B R 19 (18.6) 11 (20.4) 8 (16.7) 0.80
AR 6 (5.9) 5(9.3) 1(2.2) 0.21
i (EIR) 3(2.9) 2(3.7) 1(2.1) 1.00
ARG T~ T 2(2.0) 2(3.7) 0(0.0) 0.50
=W 1(1.0) 0(0.0) 1(2.1) 0.47
F AR 1(L0) 0(0.0) 1(2.1) 0.47
R 1(1.0) 0(0.0) 1(2.1) 0.47

ATPPV: {2 EEf) A TP 25
® NPPV: FE{2 BRA A TP 4e

¢ ALSFRS-R: Amyotrophic lateral sclerosis functional rating scale revised

IQR: DU 43 &

*P <0.05: 4% pfiEix. Mann-Whitney U test :,L<iFisher's exact testiz LW tHs 7z,

2) MEFEE - AEEHREO R

KEFED I G, MR 544 (52.9%), AMEMREN 484 (48.1%) Th-olo. AEMEE
EHEE LT, BB CIIEEOME AN WMERIZH 572 (P = 0.008, Fisher’ s exact
test). FE77, EABHIIRIFHIEINE <, ALSFRS-R O#1E M3 L ONEEIHEHE: M MK Ve ra)
iZH-o7- (FRIFHI: P = 0.02, #£55: P = 0.04, EENERES S P = 0.009, Mann-
Whitney U test).

3) 1A ST AR
DS H 394 (72.2%) 23, B SCTRREZEUBE AL, B nwo=FEE ML
TUW=., — 5T, 484 (88.9%) MNEERIEFEHL, 364 (66.7% MNIri#EL / ~Lo—L
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fER L Tz,
32 BACTHRMEH O X 5T

N (%)
HUI D PRI AR S 7z 32.(59.3)
S iRy 17 (34.7)
Z DA, 5(9.3)
VRSN 2 (4.1)

N =49

BPSCTFREEAD Z > F & LT, HE#EMCE L / ~X—, U Y F—v
2 B & R oMU O BPIRT AT S M- RHEHE N 32 4 (59.3%) , JREE TORAD
174 (34.7%) Thol (R2). LOMOEEITIE 145 —F v hOARTH-T2) B
KRTHoT) AREBGERT. BACTRAMAT A L LT, THiH) 2129 4
(59.2%) LixbH%<, KNT EFELEONTES ] 172\ OREENRE bIZ 224 (4. 9%)
ThoTz.

4) BT AE A B 2 EEK
B SO O A %2 HAOA S L L, ALSFRS-R FAZIEH &, £ 1 THEZEZRD
To MR I LOEEM A B L L2 BB VAT 4 v 7B 21T -7z (R 3).
ALSFRS-R EENERESG R DOIK T B LOHEEOM AN, EHCFREH~SFEICHFS LT
7o BEBOVIF X, TNZEIERFREGA: 2.4, EEEIESS: 1.6, MEREEEES S
1.6, MR 1.1, BEMEH: 2.5 L0WInb 10LLFTHY, ZEILEIIHRE S
Molo. Fiz, BMEREICBWUREET L& OBBLE DT 23.3, P < 0.001 THY,
BAEZRDT-.

3 B SCTFRERICBEET 2 BERICOWTOZEER VAT ¢ v 7 [BUFH5HT

I Fo Xt 95%/E HE X [ K [E
ALSFRS-R? ER bR 15 1.2 0.94-1.43 0.18
ALSFRS-R B HERT L 0.9 0.75-0.97 0.02*
ALSFRS-R M- R HERS AL 1.1 0.96-1.31 0.16
eI 41 ] 1.1 0.98-1.15 0.11
g 10.7 1.77-64.6 0.01*

# ALSFRS-R: Amyotrophic lateral sclerosis functional rating scale revised

P A L CWAESA L AL UV WEEAE 0 ELT,
*P < 0.05

4, EE



KIFFEOFER LD, ARDET ALS EEE D 52. N EHCFEAFH L TR, 24
B AT 4 v 7RG, EEEESS DK TR X OEBEOMH N E A SR A IcE S
T 5 LRI T,

1) #E#EEZFIAT 21EE ALS B H O @M

ARFGETIL, KI5 D 55.9%73 TPPV 435 LTIV, SEATHFSE & bl L TR 53T
BT MW AL, 468 4D ALS HEEF XSG L LI-FHEN D, MCHSZH, &LL<
VI LT 223k L7z ALS SR8 Tld, ACHESS 2 L2 2 & N7 iEags L v TPPY
PTERNE W L Z2WE LY. Elliott et al.lE, A3y hT v ROEHEI=2—o UEE
WHE 371 4 (ALSHEHRH 261 L& &Te) ZXRE LT-HHEND, AC 2 L TV 5 EE
FHONHEH ALSFRSR SFEHEAMEN 1EATH Y, 0% LR 0 o B L ?. K
WFFEIC BT D358 1%, FiMB#EEZFIA L TV D ALSIRER Th o 7272018, < DNERFRIL
EETIEIROMEITE R L, TPPVEEROE M- (F1). DF 0, #FREES TPPV HE (2
FORFICEDZaIa=br—rva rRRETHLIEEEVLFLTHY, FI T HICE
HIHEREZRETT 2128V, #@LEMRTHoT2E VR 5.

ARFIETIE, FEFE ALS A H O 18. 6% —E DIREREENEE N H 5 LA L7-. Atsuta
et al. (%, ALSHRFEH D 30%7%, TPPV 3EED 9 FELINICIRFME 2 292 LG L7217,
ARFFE DR REF 1L ALS JERDHEST LI2EBE DL ThH o7z, 207, —EOREKIER)
EERRLTERBENGENT B2 b

2) 1% ALS S T8 53 B SO o BLIK

AR TIL, UL EOTEE ALS EF DB CTHEEZFEH LT e, (BT ALS EERHIC
& o T, BRSCTMIT L AMC FEOOESTHD EEZLND. BT O HFEH
ELT, BESPRLERRT INE BT bz, HililE, 28940 TPPV 255 L7-/E%E
ALS W E kIS L LIFZE D, AC KSR O AN EATEEI E L CoMH 2T ER O —
DThol bW L. £/, 2214 (76.5%) OEEHEDN BE#TH CHLEBBETELZ
& A EROMEECBHER2EMED 27 L RIE L2 Y. BEmEEE O AT E 2
EDOMCHRRIE, ala=br—TalEELROASERER ICE>TARaIa=r—
a VIEFETH S, LhL, ZROEAMROaI a=r—va U FEE LT, EROM
RO B, R EOBEN S L. BYSCTTRIY, BETHY, BRELEL LA
V. BHISCTFRRE, ALSIRBEOME D3I o= —a kS LTTIERL, SGmidh
U CHLod AAC #E28 L ML AE DY, B ZIZFMERED AAC ik L L C OB SCTHE O A VEE
INnb.

il JHRED 59. 3%7%, FEWISCTHE 2 MU D FEFAR ) DA T S v Tune. E72, RGBT
MO TIL, HIBROEMEETH 72, ALSEEE I AAC T / BB A T 5720
21X, MESEE R R E OFAENLETH L B9 Z ORI, HNEEC) e 7 —
voa VMRS WV o I HIR OB, TEETAEITT S ALS EEH D AAC XIRIZB W TEE
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REEITHDL L ERB LT, — T, BHXTFHROEREA VX — Ry NOBERREN
D HE T ALS JEEH 1L, 9. 5% E ooz, ERHFEMERICIE, BT EZ ST AAC
CBT A MIB 21T O BB RO OEND. ZO7w, EHFREMEES AAC 2RI 5 Hikrom
BEHICE T TR LEERSD EEZLND .

3) % IR SRR B A BRI

Nobematsu and Takahashi I%, SCFHER OB AR ISIT 5 ALSFRS-R BRERELAT A.0D J
v hATZEE LT, 9 TEBE LY. ARBFEIZE T 2 ERFREA SO BT 3. 0 52
(ML #PH: 1.0-6.0) TH YV, ERFEORE L L TE, XFHREEASINLIREFYTH
HALS EEENHF L ThoTe. DFED, ZL OXMEFITEBIT 2RI OREN, EHI U
AT ACENE LT HKETHSTL EBEINT. 2D, ZEEQ VAT 4 v 7 [BF
SIIFTIZIRNT, BHISCFREAE IS5 2 BRGSO ER R S iRhoTe L EZX B
7.

SZEBEO AT 4y 7 ERSHTN D, EEEEEOIR TG SCERERICE ST 5 2 &R
RIS, ALS 1L, BEE L > TS F I FRIERSCHEITO Y — U PFAET S V. ALS
1%, FEREIC L o CERFRBARLC LR, FEAELC O SN D 2. ERFRHA ALS OEEH T
I, EEEREN LRI D AN D Y. EEEEENMR N T D ALS REE TlE, &
TRV AF =R LD aI a=r—ra UNARETH D, £72, AL, AACHEERT
GESNDIAFE LTRLZWHOIE [#mE) ZE®iE LAY, EEEENS R T
ML, IS 2 AT ) = — ARV E PRI, LB LY, TPPV
HEHETREICLVRFENRNEEIC /o722 LTH, EEMEEEN R T2 TV ER S LB
RV L LiphoTc b B2 bive. EIRHMRY ALS JEEH O ACIBIRZ BT 51
blz>T, FEFEKEET T TR, EHIEREAEZBET 2 NEEN R I, o, 2EER
PAT 4y 7 AR TIXEEOE I OWT S, B SUTERE T & OF B R BE AR
7o, fEFRE & R B O bel TiE, fEHRED ALSFRS-R 2ME <, R M 23 v Vi ) & 38
Wiz, FERAEEOBFBEEMAREOS SIE, ALS JEROEITZ KL TV D b O L BfiE STz,

ARFGETIE, PERFERETS RIS DWW T, B SUFRE R ~O A B BEIIRE O e o lz. ff
FREICEBW TS, 35.2%% TPPV ZfEH L T 7ed o> 7=, Makkonen et al. (%, ALS JE&EEH D
60%7%, 24EMD ) LICSTEMEME T L, MCEZMEL LIZZEE2MELEY . &b
%, FEEEERG A TSR (NPPV) OFEEEDS, ALS R H OALFHIMIEE O — > DHER & 72>
TW5. TPPV OEEFAMIZEDL LT, ALS EEFIIERRIEOHEITIZ LY AAC 2L T 5.
I SCTFREIE, TPPV 2RO EWVHARD A2 67, TPPV HE RO KEZR LIz ThH
BN AMAC FBEDO L DL 155 29

4) AAFFEDRRR
AT O RE 1L, PIEEZFIH L TCWAET ALS EEICRONT-. TD7=, ALS
JEROHELT L TRV, BRI O RE 1T D72 o 7=, ACITHT 5 =— XD @RI
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BWTHATTE7Z—JT, MCZEELEL LRWALS BE~OZFEIZOWTL, 4% &5
RO METHD.

AAC DEECRIUCIE, HEBH L iE Ok 4 R ERNEES 2 2% | KRR, BRSO
NI TNt A KBS H8W T 7 — RE TH o 7. ZD7, AAC I CEIRIC
BRI 3 2 BHE R KISV, Homptsniz iS22y, Lo LAE, AAC~D=—X
MEOHBIZIEBNT, AR VAT (v 7 BRI &g A SO B3 2 2K %
BEtCE. A%IL, Mo AC T / B2 &0, AAC BETICBEEE 3 2 BME R BN & ft
LTV LER™HS.

5. f&wm

TEE ALS B E ZXIG L LRI T v — FRE L Y, BFASUTEESE ALS BFI
Lo THERAMC FEO—D2THLZ VLN ERoTe. ZEBR AT v 7 BElwy
Mrick v, BASCTHEOME ] & ALSFRS-R OEEMEREIF UK T oA B2 BE SR SN,
ALS JEFEH D AAC KHRITE T, FEFTHEARESC TPPV 325 721F T <, TEEIERERTAM o 20 Bk
DIRIE S 7.
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