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4) BRI T A2 2RI R T E T U A DOMEMIE & DR

5) BE LUWRIRELT LLRWVHIEDONT Y Z3AAD L IR BRI Z 3 5 5

6) Z ORI IEE L FIERBREICE > TRY L D O»

7) Z D4 AIFELTHED

RAANTA MEER E CQMUNNANVERBEET, REZLIZ)S—FZET VAN H
R, LR e L7

2512

CQ1l. ALS BHIIBWTY VY — VIR SIS H
CQ2. ALSHEHIIBWTIF IRV IFHERSNLH

Xiv



CQ DTE & HEDIERTTE

DOERIIH LT, BITER 2 0N S E =T 7.

r2 HEUXNI

IS EEMETSD (HUHEER)

TS T EEFMIETHIET D (T HES)
TNV EZRETETHEIZT D (AT EHER)
ATORVNT EZHET D (GRLHER)

« & [conflict of interest (COI) (LT Bfsh]

Mz TCQIHFT 5T ET ¥ AMKRDIIEITOWTIILLTER 3 @ 4 DO A L EE L 7.

x®3 IETFVRDHE

A (GRB) : MROHEEBHHEEZ375 9 2B S (CRLEENHS

B () : MROEEBHHERE 23759 DB [CPEEDHEENGS

C (5 : WROEEBHHERE 23S BT TN I DHEESBREENTH S
D GERICEEV) @ |[MROHEBHHERZSHFI DB CF LA LEETIR

#2513 web (Google form®) & IV C—E DM 2 3T CEIES N, FRER & CQ ML
NANVEROEEDPRE L. B, HRLANVOPREIIH-> T, BERICHSH LoD
To2mEREL.

(7) ZOHNRET H2RHD 0%, D OHBMBOMADIZ) S [HMET L] &F

BRED 20% R DOWEIZ, O A% HFT B2 EIRT 5.
(£) MR T, 70% L5 [FRNHESE | 2 SCFF L 723512, [3RWIESE | 2 fRIRT %

6. FTHETOHEBUANIETIET Y ZHEFDEREICOVTDORE
EtD 7 =7 VIZBIF2 ) —F 2T Y ADHE LRI R L NV 2 5 TIZ 8T Y A
WROHEEIZOVTORER, HEEOMRE S L IERERE L CQUV A VEREZDOE
[l 23 (web) 1Z31) 5 ik &k CUE S N7z,



Mz (COD B

[HZERIEAFBLELEN A RS V] (EZEERDEER, 8. MAHNE Y ATIYT 1 vILE1— (SR) £8

CQMI/NNRIVEERES, M
ORERIARL 1 1 DORZE - FAN S DOIMENEEA GRS 100 HALLE
OHfRA - Fla
ORFFFHEMEAR 1 1 DOREFFEARINER 100 BAL L

@FER 11 DORE - IEN S OFEER D FERIEE 50 A E

OFfEE 1 1 DORE - EMED SORBENEFE—EEGET 50 HALLE

©RE 1 1 DOEERIAT (8%, HEWFR, REEAERLRE) (U THEEFR 100 S L
ORZHMNE 1 DOEE - BFEDS, FIET 5B -
o—;ﬁﬁr %?éﬁ’]luﬁﬁ%&%& UiS2FMNECEREICEID B TSNER 100 SAHME
OIfIT - BERE 1 1 DOLE - RN SR TRBNDER 5 HAL E

BT00%

COI BBEIRR (REEFE 2020 ~ 2022 F) (H1+SIE)

CAEZES, BRUNBZREICRODERET COl DECBEZERDI.

1 DOEED 1 FEDFEN 100 BREUEDED, HBWVIFHZHAD 5% LREE

DI FI(FIARE (SO IAREENERT 100 B

— QKR | ORsErE —— 2 o . ®FIHE | (T -
K& OFERH 5 -S| EER @FEN CFfEH CHFE () | EsRs
EARIES = = - | KEHE F-=#| - = = = -
=28
BT = = = - - [trv=vwz = = =
R=ILT 12T
A
FRMES = = = = - | BEEERIXE = = =
HFOBEF |FERHBS| - = = = = = = =
MR, N—
A&
e B = = - | Ea==aE - |[PATSRBUNEFERIT| - =
X AVERR (% N4
D
HEF (B = = — | ohHEE = - I—H41, x| - =
A
thlifgsk = = = ﬁi?ﬁ”i BAA—>| — |(3J3AST74 |8884—ILS| — =
AUU—, TrAt—, v, DFAEEIE| 1T, 2<%
R A b L B, BR 1 5 &l
R=ILT 4 T
2 (I&H i — )b
F o4 VTR)
ALHE = = = = - - I—H41, K| - =
BRI 155
RHE, XH
MERBEE
EAKRTIFBEE
TEDZEB KLU - FHRZE(C DV TIFEBRESEERL.
OEREE : BMER, JEKEX, PUESE, WHEE By, BmED, BOD—, FEXE, 2|

ORI NE hHHE, HAN R EUER b R FOLET, HPED, EHAE PH=8TF PEE—8 FEET,

=3

BARS, WMBTE, T B EIRE
OVAFNT 4 wIlEa— (SR) &8 /53, @D, JENESE, TENEAES, BREED), =450
o0 CQMIIINNRIVEEREES | 6A=R, FAREEF, BTFEZ, 2% #, PEAEXR HhiExX

=RE—ED



Clinical Questions (CQ)

cQl
CcQ2

ALS BBZIZB VT Y I — U IEHEIE K FLB Dy cevverrrrrnrenerni 2
ALS BEICBWT I Y IR VIIHEIE S I D 7 ceerrvrrrnrrenrreeeees 6

Questions and Answers (Q&A)

1. B, AR, BB - P, JRE < JRAE oo 11
Q&A 1-1 FEIERRHIRE, FKIEHEDOEEIZ LD  SHUags e 12
Q&A1-2 IEIEY) A ZIZIZE D L D 70D DAII) D) weeeeeeerermeernmeeeniiceeae 14
Q&A 1-3 FEITITEE VA U B IEIR, A PEEICIZATATE B Ay crreerrererrrrenrre, 16
Q&A 1-4 FIRIE, A TR E D L D TIH DA v 18
Q&A 1-5 LT « IR G B AR e veveerrrer e 20
Q&A 16 FHMEREREIEDHEIE X ED  HWT, ZOUFBUIATD e 2
QEAL7T SIS & 2 A THHRESHE BE ORGBIE LD LD Tl Bhr e 24
Q&A 1-8 IFA, TR ATAAT DS I o ) cvvveememrere et 26
Q&A 19 R - RHE & L T ATAHIE S AU TN D D) coverenerseeeneinittitiitceee 28
Q&A1-10  BIET Z2#IZTCRMAAH Y, EDX DD o TNRD DR e 30

2. oW, SERUSSHR, FRET o 33
Q&A 2-1 MIIE LD L D LTAT D) A rrrerrrerrrrre et 34
Q&A 2-2 BWFILHEITIZ LD L I 72D DATBH B coeeerrrrrrrernnreeeriiie e 36
Q&A 2-3 ST REPEIITNL E D L D 7o b OIDSE D s ceeervrnreeemmmmeeemminnteeniiiieeniiieeans 40
Q&A2-4  WHERMIEHED A Z R THAITED L I ITHIET BAp -veeveemeereeseeees 49
Q&A 2-5 A E P AR D TEFEITAM 7+ v evvmrrerer e 43
Q&A26  SHFERIOHATIIL ED k3 U 2 7 eeeeeeemeseeeemsonremeseneessneesseee. 15
Q&A 2-7 WG DFATICIZ E D L D 72D DA B s oreererrrrnrrrnnsrrineriiiiii 47
Q&A 28  BWTA T TEIRARE B 2 7 oeeveeereeeesesemeemeiereee e, 50
Q&A29 B = 2 — 0 VEEEQFME L LTED LD B DBE B A e 52
Q&A2-10  BWHI B 2 MBS & OBAFBEEHA D ERUTHTD +ooveveeeernnns 54
Q&A 2-11  splithand Bt (JRBEE TR ZERG) D FEFRIT A D reemermree 56
Q&A 2-12  FIHRM T 2 — M D EEFEIIAT A vvvvrereeeermrmrm 58

3. BE o BB oo 61
Q&A 3-1 2 PR RE R HE TSI & LRI s o eeveee e 62
Q&A 3-2 LA HE SRR IS X BRI RIZ E D X ) To B DR ceeervereerer 64
Q&A 3-3 ED X ) ITIRIR B DU G B s o eerermee et 65
Q&A 34 BWIAFEE L TR W EIC E D L D ITEE T coeeeeeemmmmeee e, 68
Q&A 3-5 SBIZIZOVT ED L I ITHI G D s vvereerrremerer i 70



Q&A 3-6

Q&A 3-7
Q&A 3-8
Q&A 39
Q&A 3-10
Q&A 3-11
Q&A 3-12
Q&A 3-13

4. TWEE -

Q&A 4-1
Q&A 4-2
Q&A 4-3
Q&A 4-4
Q&A 4-5
Q&A 4-6
Q&A 4-7
Q&A 4-8

5. SHERDE -

Q&A 5-1
Q&A 5-2
Q&A 5-3
Q&A 5-4
Q&A 5-5
Q&A 5-6
Q&A 5-7
Q&A 5-8
Q&A 59
Q&A 5-10
Q&A 5-11

6. BT - 5%

Q&A 6-1
Q&A 6-2
Q&A 6-3
Q&A 6-4
Q&A 6-5
Q&A 6-6
Q&A 6-7
Q&A 6-8

7. DFIRESER

Q&A 7-1
Q&A 7-2
Q&A7-3
Q&A 7-4

RHAUER ) D738 B ALS OFIRFIIR T OBIRDOIIRIE LD & 912479

......................................................................................................... 792
FEIRFEIHIC BV TR TRIZED X DI R R DA e 74
HEATICHN L 7 BEFRALE DV CTOFEINIED X ITF D2 veeererrereeerreeeneneens 76
TR VT DS DTETT UL A - vveervveernreersnremsnreennte et ettt 78
FHPLE R B D L D UTTERD B s +oeevvvvmrerreeeees it 80
,L‘)Iﬁ/y? -}j—;ﬁ_]\%k@l«‘)czﬁﬁf)ﬁ) ...................................................... 82
LIRED TR A S0 L 5 (M B s cvrvereereeeserseesietaese e 84
R Z LD X D ICHZ, R TAUT L s oo 86

............................................................................................................... 89
HWERRIZIZ E D L D Zo D DD B s coeereeremerrtri 90
VIV — e 5 B DT BT I s oeveeerreee e 92
TG AR PG E DT T AR A v 93
BT EF A FIEED L DI T T B s veeeerrrerrnreere 95
EEIEERIZ LD X D 1T DAL D A coerrrrereerrr e 97
AFEEIZ DOV TIIE D L D ITHEHT G A A ooeeeeerrrrrerree 99
P BHIRE I E T F THEA TUN D DY crrrerrrrrre et 101
TR DOBLRIZED L D 7o DA corrvreeemrmmeeemiiiee i 103

............................................................................................................. 105
SRS (RTSEMISEL R 2 &) 1128 D LT UL KUz e 106
AR (R4 + 9 0) 11Z E D LT LT L U7 coveeeeemeee e 108
THEIFEIEE IR &) PG AL Z VA v 110
ARIRIZIE & D LG AU ZUATs ovvreeeemmmeee et 112
PENRT ENITUE E D TFULFT AU LU cereererrrmi 114
AR EI R E L 0D CFEF A FRTZEE) oo 115
I 213 &L UE K v (FEd £ FRERZ G ) oo 117
FEHRITIE &) THLF FUUE Uy coeeeeerememmi e 119
FEIEIZIZ E D) RPLT FUUE Z U7y ceeermmereeeee e 120
TR IZIE E D T AT L UA S coevrmree et 122
B ITIE D TG AT LA ceeermree ettt 123

............................................................................................................. 125
KFEPEE - RIPEEDIEBL & TR FEITAT A v 126
TR ORFIREIT LD L I 1T ZNT LD oo 128
HE TAEAEIZ LD L I ITTRMMITT B A coeeereeerreerrerrmerereenee 130
AT FEEIZIZE D L D ITHIHLG B A e 132
RIS 7 5 72 & FITE L) R AUZ L oo 134
PRS00 B IEE IR ORI & U R 27 1Z[Al s veeeerremmreemmmmreenmiiiee i 136
PR 5 R D RIEEFLII ED L DT IUT Ly v 138
SRIERE I TFAHT OIS - i - A BEIEII I DY oo 140

............................................................................................................. 143
AR R 22 2 EL ISR A 121 &) TAUT LWy ceeeeeereeeee 144
PR LR T B2 U N E Y T =2 0 VI ED L I ITATI D cveerereeremeemnees 146
FRHBEALTE GHEFE) IZIEEDE D 7 DRI D7 cveerrrrerrrreemnreaninieniieaen, 148
AR CIZ E D X D) 7o B DAIIH D7)y covererrrererneee 150

xviti



Q&A 7-5 IR B N LH4AL (non-invasive ventilation : NIV) O&pHE L FHEIZIZED L 9 7%

By DD E) DTy et e 152
Q&A 7-6 IR N TS (non-invasive ventilation : NIV) (2 X 2 Wl Bh i3 WO BdG 3

D e e 155
Q&A 7-7 IR IR AN T4 (non-invasive ventilation : NIV) & &0 X H IZRET A 157
Q&A 7-8 IEREN N T (non-invasive ventilation : NIV) 24845 9 2 TLELR T &

PRI S +vveerseeseesmeeems e ettt 159
Q&AT-9  KEN=Z2—VIZRED L) REENH Y, LDOL) BT B oo 161
Q&A7-10  SEYAT AT [tracheostomy (and) invasive ventilation : TIV] %729

DY, D, ED X D ITAT DD crreerrrrrmrrerrmee e 163
Q&A7-11  REYWH T AL [tracheostomy (and) invasive ventilation : TIV] (& X

S UTEERET DS woverreeeen e et 164
Q&AT7-12  FIIREYIR T A LIS [tracheostomy (and) invasive ventilation : TIV] B#

BT BIFEBIER - GIHEICIZED L I BB DDDH DA vvereeerrrenieeeees 166
Q&A7-13  SEYAT AT [tracheostomy (and) invasive ventilation : TIV] % Bi#h L

Tedn &, HEBARNE 2B FESITRGEER 2 ML L7253 0 X ) ITHIET

Z) f‘)\ ................................................................................................ 168

8. U/\E‘U;—-)ay@;ﬁ, QIO +-vvrrrrrree e 171

Q&A 8-1 UNEY)F—T 3 ‘/IE??@EEW;M@%‘ ...................................................... 172
Q&A82 VUM T LY NEY T—2 3 YERBEED LI ITFTI A voeererereeeneeeees 173
Q&A 8-3 BEEEEICHTA YN Y F— 7 y@;ﬁgi{qﬁs‘;ﬁm# .............................. 175
Q&A 8-4 ALS BBFICIZ ED X D I EASAGT I Ay weeveererrerrerrree 176
Q&A85  AWEDH (quality of life : QOL) DML Z REIZIZED L) % b DOVDH

D SR R E TP TRR TS 178
Q&A86  BELNHEHEOEFOY (quality of life : QOL) I L3E57-dI21Z LD L)

T T E DS A ce e 180
Q&A 87 (ALSHHD) VEATE - LUK - HAEIZDOWTIZED X ) ITHFE G B oo 182

O, A S A T — S g/ et 183

Q&A 9-1 I3Ia2=H—3 3 y@%@%&fﬁgi{ﬂﬁx ...................................................... 184
Q&A 9-2 T2y —va VREE (BEREZ) OFMELBEICEEDI I R b0NH S

S E 186
Q&A93 WA -MBEII2=F =3 a VERBRICEED L) BB DRH DM oo 188
Q&A9-4  TIaZr—a YEBROBAR, WOIH, EDOXIIATI R e 190
Q&A9-5 WML EOWHGEEEAN (information technology : IT) #ei & v A WHEK -

3 I 2 =47 —2 3 ~ (augmentative and alternative communication : AAC)

12, EDX%0D0HY, EDXINITFIHT AN coreeerrmrrrees 194
Q&A9-6  TEHEBEHAN (information technology : IT) F#s % F V> 7o B AR E 2 & Ok

K- 323227 —7 3~ (augmentative and alternative communication :

AAQC) DFFIRIZND T A, ED LD ITIT I A cvvrrrrrrrrmrerne 196
Q&A 9-7 TEHGRIEHAT (information technology : IT) ## % 72 BB ERE 70 & O3k

K- fF33I2=4—3 3 ¥ (augmentative and alternative communication :

AAC) DEBEABZLDOHR— MILED L I ITHED TUN Ay v 199
Q&A9-8  BURANT, »NvarrnElvicala=r—va BEEHCLE0ORK

FTAEAAI S veerveermeessneense ettt ettt 202
Q&A9-9  MEEHPMRTERVHAEDII L= r—2a Y REDEHIATIH e 204

Xix



Q&A9-10  #EK - F3 I 2 =% —3 3 ¥ (augmentative and alternative communication :
AAC) DEAL, BHOEHOY (quality of life : QOL) & &d X 9 2] L&
HEZ) s eeeeeee e e 206

Q&A9-11  TIa=r—a VEEECHRTE ) HECIRED LS B L DD 50 208

10, FBEEEETETIIE e 213
Q&A 10-1  HEHIZD b B ERFRMEGTNII LD L D b DA v 214
Q&A10-2  EHREMAIHETELLMBMICIZED LI BRODOD D HA e 218
Q&A10-3  HEFRANGZ LR PR - AL RISHRITIZ ED X ) BRI DD DA oeveeeeeeeess 221
Q&A 10-4  FBREAENTIRIZ DD L HE LT 2O ERIZZED L) b ONDH %7

...................................................................................................... 225
Q&A10-5  HEEHERLHEEICOVWTED L) L TATHRTE SR o 227
Q&A10-6  HHAIKRESEITH LT ED & D B AIBATT HID A reverremssssrmssssnisssnnnss 229
Q&A10-7  HEOWSIRREEREDNBNIHEDTT) S EATTE DD rovrerrerrreeneeee 232
Q&A 10-8  (EEHEII DD EIILE D & BUAHY ceverrvrereemeeie e 235
Q&A10-9 L ZSA PABEEIZED L G b DAy -oovvreerrre 238
Q&A 10-10  HELIMNZ ED L D BIRIHEITATE D AR woveereerrmeresmsseisiis 240
Q&A 10-11 KEIH R A 720IIZ E D K ) ZpHEAS LIS covevrererr 243
Q&A10-12 EBEIHZ 572011 ED X ) BRIUEFFATLEEDS corvrrrrrr 246
Q&A 10-13 HE I T F 7 A NV AEIYEISH LTED L) BRRERDDH o7 weeeeeeeeeeees 248
Q&A 10-14 HAMRFADTTo TVBKEMFIZLED LI b DA oo 251

WG] ALS BERERTATIR B (amyotrophic lateral sclerosis functional rating scale-revised : ALSFRS-R)

.............................................................................................................................. 254

W Modified Norris scale (HARGERR) < -cceerrerrmerersemee e 256

- Modified Norris scale PR EIR R B ( H 7_’;3%#&) ............................................................... 256

- Modified Norris scale ERJEIR R EE ( H zlgggﬁﬁ) .................................................................. 258
BXEYH T AT [tracheostomy (and) invasive ventilation : TIV] #® ALS IZ 381 % &5

BTG v esv e sttt 259

WS LS ATFSEIE LS £ B ALS TEREHESHE +veveereereeseereeenseosessease ettt 259

WS GEEH) A TIRULEEOFEIE & BEAL <verveeeerreesenseesenseate sttt ettt 260

W A7X7 4 v 7 L¥a— (systematic review : SR) BILEZDRL -ooverrererinrm 262

%5‘[ ................................................................................................................................. 277

XX



W f— 52

AAC augmentative and alternative communication KR - K812 =5—y3av
ACE angiotensin-converting enzyme TPIIFTIIIERER
ACP advance care planning =R1Y 7EE
AD autosomal dominant BRefEs @B
ADI-12 12-item ALS depression inventory 12186 ALS il 5 DE/ME
ADL activities of daily living BE4ESE
ADM abductor digiti minimi N\FESNERE
ALS amyotrophic lateral sclerosis FRZE a1 RZREE L
ALSAQ-40 40-item amyotrophic lateral sclerosis assessment  |—
questionnaire
ALS-D amyotrophic lateral sclerosis with dementia SRAEZ S ALS
ALSFRS-R amyotdrophic lateral sclerosis functional rating scale-|24ET ALS #EESHIIRE
revise
ALS-FTD-Q amyotrophic lateral sclerosis - frontotemporal ALS- BIER{AIEREISRANAE - BRI
dementia-questionnaire
ALS-FTSD amyotrophic lateral sclerosis - frontotemporal =
spectrum disorder
ALSSQOL amyotrophic lateral sclerosis specific quality of life |—
instrument
ALSSQOL-R amyotrophic lateral sclerosis specific quality of life |—
instrument-revised
ALT alanine transaminase PSZUT I/ BEBER
APB abductor pollicis brevis ERHESN IR
AR autosomal recessive BREesfsE (B
ASHA American Speech-Language-Hearing Association =
AST aspartate aminotransferase FANSF VBT S/ EEnEiR
BCI brain computer interface fx - AVE21—9— - AVI—TIAR
BMI body mass index T 1 XA
BMI brain machine interface TUAY - RIY - AVI—TIAR
BPI brief pain inventory R REERR
BUN blood urea nitrogen PRERER
bvFTD behavioral variant frontotemporal dementia TENREE AR EE{AIBR Y ER A
CA communication aid Jd=a=5—Y3VIAR
Cho choline JUY
CIDP chronic inflammatory demyelinating RN B BB 2 AR
polyradiculoneuropathy
CK creatine kinase IJU7FUF+—¢
CLIS completely locked-in state SR UiADHIRAE
CMAP compound muscle action potential EEHEENENL
CMCS Columbia muscle cramp scale Columbia BiEMtHEER T —)U
CMCT central motor conduction time PREENHGEHFRE
CMT Charcot-Marie-Tooth disease Charcot-Marie-Tooth 7%
CNS-BFS center for neurologic study bulbar function scale =
COVID-19 coronavirus disease 2019 RO DA )V RRREAE
CPF cough peak flow FB RS
Cr creatine IJUVF7FV
CRP C-reactive protein CREIVINTE
CRQ chronic respiratory questionnaire =
DMVAT disaster medical assistance team KEREEEREF—L
DTI diffusion tensor imaging WLET VYV IVEIR
ECAS Edinburgh cognitive and behavioral amyotrophic  |TL5« /NS R4{TeIEh=HEERIZRE LER
lateral sclerosis screen gu—=—vg
EOG electrooculography HREER
EPAP expiratory positive airway pressure FREREE
EtCO, end-tidal carbon dioxide BARES —B{ERTDE
EV electric vehicle BEXEHE
FA fractional anisotropy BRI
FAB frontal assessment battery AISREEREREST /N v T U —
FALS familial amyotrophic lateral sclerosis KM ALS
FBI frontal behavioural inventry AR TENESRIAR

xxi




=H__E85

oo~ &8
FDA Frenchay dysarthria assessment =
FDI first dorsal interosseous £ 1 SRIE™—H
FEWDON-MND finger extension weakness and downbeat =
nystagmus-motor neuron disease
FIM functional independence measure FEREN B T E SR
FLAIR fluid-attenuated inversion recovery =

FOSMN syndrome

facial onset sensory and motor neuronopathy
syndrome

PBEEREREEE = 1 —0 / /N F —EREE

FPL flexor pollicis longus REHEERH

FSS fatigue severity scale EFEEERT—I

FTD frontotemporal dementia AISEAIBEEISRAIAE (ERFREZINE)

FTLD frontotemporal lobar degeneration AIEEAIFEEEZMAE (RIEFHIEEHIR)

FVC forced vital capacity BHEE

7 -GTP 7 -glutamyl transferase Y-ZWISIWESYRTS5—E

GWAS genome-wide association study 5/ LD A RESEREN

HAD hospital anxiety and depression scale REAZINS DRE

HAM human T-cell leukemia virus type | (HTLV-I) E kT H#lRBMm%E> LA |8 (HTLV-I) B
associated myelopathy BEEE

HbA1c hemoglobin Alc ANEJOEY Alc

HDL-C high density lipoprotein cholesterol BHEUREHIVRTO-)

HEPA high efficiency particulate air filter =

HFCWC high frequency chest wall compression EEREEEE

HFCWO high frequency chest wall oscillations BER M EERE)

HFO high frequency oscillations BERIRE)

HIV human immunodeficiency virus E hRBEARETAILR

HMSN-P hereditary motor and sensory neuropathy with BRI G EEESRE =1 —0/NF—
proximal dominant involvement

HSP hereditary spastic paraplegia EIGIERRMET RE

HTLV-1 human T-cell leukemia virus type | E b~ THlEEmREY AL | B

IADL instrumental activities of daily living FRNBELEEEE

ICTRP International Clinical Trial Registry Platform EREARRBRER ISy b T —A

IMT inspiratory muscle training R sL—=2T

loT internet of things E/DAVI—RY I

IPAP inspiratory positive airway pressure FuEREE

IPPB intermittent positive pressure breathing AR IR IR

IPV intrapulmonary percussive ventilation FA/NN—hy ¥ DRg

IRUD initiative on rare and undiagnosed diseases REMEEAZVT7F T

ISSCR International Society for Stem Cell Research EffFHRES

IT information technology BRI SR

ITB intrathecal baclofen therapy NoO7 x VERERNRSEE

JAPIC-CTI Japan Pharmaceutical Information Center-Clinical |BAEZR{EHR > 5 —BRRAERIER
Trials Information

JMACCT-CTR Japan Medical Association Center for Clinical Trials-| BAEMRER{EE > 5§ —RIRABRER Y
Clinical Trials Registry AT A

JRCT Japan registry of clinical trials E%%%Jéi ERPREFZTSRIESTE - SRR

Y27

LDH lactate dehydrogenase FLEERKREE R

LDL-C low density lipoprotein cholesterol KHEUMREHIVRATO-)

LED light emitting diode HIAF—R

LIC lung insufflation capacity RAEHRTE

LIS locked-in state B UiAHIREE

LVRT lung volume recruitment training MEEVII—hXV K- hU—ZVT

MAC manually assisted cough FEFHIZRAHEN

MAG myelin-associated glycoprotein =TIV VEEREYVINTE

MD mean diffusivity TIHEER

MEP maximal expiratory pressure RANSE

MI-E mechanical insufflation-exsufflation PERRimBNERE

MIP maximal inspiratory pressure BRARTE

MiToS Milano-Torino staging Milano-Torino #&Ei (548)

MMT manual muscle testing EFHIIGE

MoCA Montreal cognitive assessment Montreal 305

MQOL McGill QOL questionnaire =

MRI magnetic resonance imaging BT HISER

MRS 'H-magnetic resonance spectroscopy 'H- SRS A

MSC mesenchymal stem cell BEEA R

MSP multisystem proteinopathy SRR VINT B

xxii




s
oo~ 8

MuSK muscle specific kinase RFENFOY Y+ —E
MWS modified water swallowing test HEIKERH T R b
NAA N-acetylaspartate N- 7 EFIL7 RAINSFVE
NFL neurofilament light chain —a1—0O745XY &
NIRS near-infrared spectroscopy WETRNDIEE
NIV non-invasive ventilation FHRERHATIES
NMDA N-methyl-D-aspartate N- XF)L -D- 7 RNSFVE
NPO non-profit organization FEEFEE
NRS numeric rating scale BT R o —)U
oS operating system QAYE1—9—DEAYIKIIT)
oT occupational therapist EEREL
PaCO, arterial pressure of carbon dioxide ERIM B LR E
PCV pressure-controlled ventilation ERfERS
Pdi transdiaphragmatic pressure RAERRRE
PEEP positive end-expiratory pressure FUHERIEE
PEF peak expiratory flow BRANSURE
PEG percutaneous endoscopic gastrostomy R RIRN B EISER N
PET positron emission tomography FBEFRILRERE
PHV plug-in hybrid vehicle FTSTA4VNATUw RE
PIG per-oral image-guided gastrostomy =
PIP peak inspiratory pressure RaxuaAE
PLP palatal lift prosthesis ROBR LRE
PLS primary lateral sclerosis [RFMEAAIZREE L AE
PMA progressive muscular atrophy E TR E R
pNFH phosphorylated neurofilament heavy chain UVEBMEZ1—0OJ 45XV hEHH
PNLD pallidonigroluysian degeneration NEREBILAAEMN ()
PSG polysomnography BIRERU IS &
PT physical therapist EREAL
PtcCO, transcutaneous pressure of carbon dioxide BRE_BRILREDE
PUMS Penn upper motor neuron score Penn EApEEI = 1 —0O 2V 5HiE
QOL quality of life EEDE
RCT randomized controlled trial BIEREHEEER
REM rapid eye movement =URIBERES)
RIG radiologically inserted gastrostomy -
RMR resting metabolic rate TEFEHIE
ROM range of motion BEROIEhis
RSST repetitive saliva swallowing test REERRHFT A b
SAQLI Calgary sleep apnea quality of life index =
SARI serotonin antagonist and reuptake inhibitor 0 b= ViEMBEE ) JAHEEE
SBMA spinal and bulbar muscular atrophy IRE BB A EREE
SDM shared decision making BEIRRRAE
SEIQoL-DW schedule for the evaluation of individual QOL-direct |—
weighting
SF-36 short form 36 health survey -
SICI short-interval intracortical inhibition F A R B PN
SIF sickness impact profile —
SMA spinal muscular atrophy LHEE AR E R
SNIP sniff nasal inspiratory pressure SRRKE
SNRI serotonin noradrenaline reuptake inhibitor Eg k=2 - /L7 RUFU VBV IAHBE
SpO, saturation of percutaneous oxygen R EARINEESREIFIE
SSRI selective serotonin reuptake inhibitor BEIRNEO S VB AHEESR
SSVEP steady-state visual evoked potential ERNEEAREN
ST speech-language-hearing therapist SEEELT
SVC slow vital capacity (B31Y) FEE
SWI susceptibility-weighted imaging Wi b ERsEAER
TASS tollgate-based ALS staging system =
TDP-43 transactive response DNA-binding protein 43 kDa | b5~ ZiEHLIHE DNA 59 /NI E 43
TEE total energy expenditure 1 BEBIRILF—E
TIV tracheostomy (and) invasive ventilation S[EVIFETALRES
TLS totally locked-in state 5B UiADHIRAE
TMS transcranial magnetic stimulation RIRE IR
TSH thyroid stimulating hormone ERRBRFBNILE Y
TST triple stimulation technique =FRIEE

XX11l




=R__B85

oo~ &8

UMIN-CTR University Hospital Medical Information Network- | XZERIEERIEHRR Y 8D —7 —RKHRE
Clinical Trials Registry BRYAT L

VAS visual analogue scale HE7Z7FOI R =)L

VBM voxel-based morphometry -

VCV volume-controlled ventilation BEHIEHRS

VE videoendoscopy B FARER

VF videofluoroscopy & &R

VHI voice handicap index -

VTPCV volume-targeted pressure-controlled ventilation BERAEHEHRT

WHO World Health Organization SRR AEHEES

XL X-linked X ZEREHME

&) =" I BEYRBARE GREE) PEFO>TOARVDD

xxtv




]
Clinical Questions (CQ)
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Cli
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ALS BEICHWVT, VILV—ILRIREERZITD C EZRMHTE THET 3.
[GRADE 2B : #RNDEX 2 [REF(FTEHE|, TET>ADHEEMH B [P]]

FHSIE (5RF)

DFIZoWTHEE - KE~NO 5 R ERRIE 1T .
CFERBEURAFHBOARBN T Y 2T 5, SRIEIREWTHL L
- JEHEARE (ALSFRS-R) D THIHNIC OV THHN RO LY F U AN Z LW &
CRIEH & UOIFREE, MEMNEOGIHICHET 2LENH L L

HRER DB

1)

B CORBEDOELE

ALS OIFBIIWE M SN TE ST, BN RETE2 R T A RETD 2 7-0F% bk
DFEAHR T BHFFIEIERICRE V. T F TIZ ALS DIRREIRGLE LTIV 7 3 VRO BRI
HIC X 2 BB HFEOFBENEZ H5NTEBY, WEETO—RNTH2 L INTnE. HEKE
T ALS ORWHEL LTRASNTVL YV —VEZ V8 I Y EBOBURIIRIER 2 Hb, BB
DOHATHHNCHFEG T EEZONTWES, T4 FI4 MR, CQMU SR VERAREIE
ZOMBEOBRNEN TV E DR T L1205, —H THIROBIZB I 5 2O EOFEED
FHIZL, BIEH#HE D H S 2 &, SElioRERARH SNz, VLV — Vv oR5IZHT 5
BERFEICOWTOREERIZTIZV]H322%, [BZ25L, B0 14THo 7.

2) @S, IETVADEY

(DY ET ALS #% fg #F i R £ (amyotrophic lateral sclerosis functional rating scale-revised :
ALSFRS-R) Z a7 O T, @IFREWRAEAN M OERAA, GOMFREEREOIE T #IH], @
HERZEWER - AEFLOMB, GOEHFOY (quality of life : QOL) YHEMRD 5507 7 + 7
LEREL, YATRTA I LE2a—2TIET Y ALNVERGEL 7. 4 DOMER LI
BB (randomized controlled trials : RCT), ZD#O 3MEOHIME, 5 MDOE A X BILHI%
PHAELTZH, 2D B, T M AQ@LEOIXhb 5 THIZED Lo 7.

(DALSFRS-R R 377 DK T

xFHERED & % il & LTS8 1 i (Mandrioli 2018) (25T, #Wid & O R HIH @ 90% 2L
ETOVY =V ERH L72EZICBWT, IERGRERZNUT OMIRIRA L7 BE I, 14
Aa&72Y O ALSFRS-R X T lEA BRI VAR Sz (Vv — L IERRTEE 0.83, 90% LA

2



T 0.86, 90% VL ENRRAI 0.69, p=0.016) 7%, xIH&RED B % 1410 ZHFZE (Watanabe 2015) Tl
BRGUWENMRZBD Lro7z.
QFEQEVIRAFHIRIDIERINR

47D RCT, TOHD IMOHNE, AMWOMHE S S BEMEIFAAET 5. A 3O RCT
DHH 2 TIEVTN S I EVHAMFMMILERICBIT 2 )V — VOFMERD ST
Bensimon 5 O i5TIdA 80 H DAAFIERR) R % 58%, Lacomblez H D5 TlIHEE (50,
100, 200mg) M7 #C 100mg & 200mg RABEDAT 12 7 H, 18 » 1251 2 LW DY
A7 BFRIART Sz, ZOB, BREFEEDIZ ) HVURIERE & 0 EHERIR S W &Rl S
NTWwb. —J, Bensimon 512X 2Z2? 1 #ld & 72 IZEEEZT 2 RICE S N, HX
FEIIRENL o7z, HEAD RCT 3 EEEZRBDRDP-7205, BHEBINZ LW ITEEDR
VETH 5. BIGEHIRTE, L) RNOFREVDRAFHHIEREZR L0, RIIMOIK
H,  F 7B RIE R R EIE CRIRD R TV L VI HEDH 5.
GUEIRHERE DK T

KT N LIIHh b 5 LHIEFRD o 72,
@EXGEER - AEBROLIR

3DODRCTIZBWT, WELAVHREICE RO SN I LA (EH MO 3~5 fF)
HEKREETH Y, RIEPIECUESHRE SNz Z2ofl, EfERY & LComt LA,
EHL L L TOMIMET, KiidE B, 32O RCT §RTTERGEZEMEOBREIT L,
YN = VIIRAEEDE L, ARErAENEL El>Tnws EE 2 55, 2T, HADRCT
T1H (%), WMEOZRWEAR S BIZAIET 360 (4.3%) ORMEEMEIHE E N Tw5E, =
Y5 Y ZADOMEFEEZCNDS, 2T EDICHATOMIETH Y, SBOBMEDOEEINELE R
bk,

B TEWER ] S MERENERORKNEZEZ SNDEF LA VEFRNERZEL, [HEHS]
FEFICAEUHE L 2WHR T, EHHG (bA) SIRFMICEEI R SN, $#51L
723H e OREBRIEE DR WTRTOFL 2.

®QOL tAZEZMR
KT N LITHh b 5 LHEIEFRD o 72,

3) MIUNRIVBRERRE

(7O MNHAZRICETEZIIET > ADERMEEF ESH]

RCT X 4 MDOARFAEL 725 20T 7 b A ADH 5, @IFZEMEFHOERRR &,
OERZEWERHOALYE T ¥ 205 5N 7. Yanagisawa 5D b DB FI A% {, Cochrane
review TIIFRH SN TV, ZOMIIAT A I TR LZZD O, dob 2 hin &
BAZIIFZE 3 i & X HARE D & B 12 5 1) S BIGFZE 4 W, WO L WERAIM SR LM TH 5.
A NIA MERER, CQMVNNANVEREGRAOEGEMAIT [h]224, R ]14THo
7.

FIIEEDNZ D RAEEDSH]

4D RCT 2BV THMMEDFEH SN2 7 7 b h 23 @IEEEE OB A AF W 0 HEE R o0 A
TH Y, DALSFRS-R A 27 O THIHNINTREED B 2 A 10 S BILHIE 1 iR & RO D 5
R EBEE L M Thorz. EELWAIRE LTOEMNEIZOWTOHREREFE, [/hEWv] 16

3
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Clinical Questions (CQ)

G, TH17T8THo7z —F, BELLRVRIRL LToFERLE, 4D RCT IS THHESR
FEREZEGRA BERPMEEINTZD, WTRBEELIOTIIRAVWEEZ SR &R0k
HRERII DT 4, [hEw]9%, [HI3HTH -7z HERMALNEHOA RN L FE
HEDINT 2 AT TORERRIE, (B LAA ()WY =ik HEN]17 %, [HADS
AEl4%, [HAALIESHE () vy —VIERE) SEMTE V]I A ThHo72. [BZHH
PN ADERL ] &Rl S 7

[EEOFIEE IR MNPERD/NZ > RFEDSH]

VIV =R TH A ) VT v 7953 1374.3 F/8E, FEHIE & LT 30 HHT 82,460 I TH
DA, HEMIE 596.2 M/8E, 30 Hd72h 35,770 I TH 5. A THECERE: (Faa i) Bk
EPFHATE S, WIRETH 20BN LGB WRETDH O, 5k REMEE R EM & L%
Ll AADEFWMREEIC OV TORERRIZ 1TV A 1954, [BELITW] 44T
Holz.

BERDTL—T 1> 7]

TEiZE, CQMV/ A NVERREZHOEMRREDORAE, (179 2 L 2HE3E3 2 (RVHESE) |
T4, 479 S R & THEIE S 2 (G S HESD) | 28 16 4 CTh o 7o, BRKKICBT 5%
RORER, T4 FIA YERELLT, BFETHD [17) 2 & 25N & THIRT 5 (MY
EHELE) | SR YE LT,

CQ ¥ 5T E T ¥ AMRDOMIEIHMNIZ B3 2 3R ORR, [RROHEEMHHESE & 3§
%3EY) SRS HEREA D B (A) )2 4, [RROHEEMEHHESE 2 53 58] S ISR OMELE A
»% (B) 118 %, [FROHEEMIHN T HHERFIIRENTH L (C) 3B THo7. GRIZHEICS
D EHEOMR, MPROBEMRN O LT Y ZAOMFERIEB L HE L7

4) BETBEhDHA RS54V DEcE
ALS BEITHT 5V VY = VHIREFRZTD o 72 HRD T A B 74 3MBIZiE . ot
TIEKE (2009 4E) RN (2012 4E), e (2001 4E), H % (2020 4E) % EEEFE O A KT
A TYIVY = VORISR SN TS,

5) BBETE=I VYT L5
VIV = VNIREFR OB RMEL, EFPRERRIIBNTOAREINTE D, EHHEREL
THHENCBTBAMEZAMCTE LT Y AIEZ L. BIEH OB L CRrkae, IR
BER &, MEMER LV E=F) 7L, T U TREMEMNREIEOA EZ BET
T572DCT A%y v 2 HEHT 5.

6) SEDIAFRERE (future research question)

DV = VIZAEHHCE T 2 A E ZEEICHT 2T Y A2 (9 28HHITH 505,
BHILTICHL TR T Y APAR LT A, E 512 ALSFRS-R, QOL IZ2OWTHIE T
A LRV DECGRXHRD T v, REOMHE L, 48 RCT M 5 Z L3R LICCw
P, RO LBEMIEOERPEIND. SHIT, ALSOHEEHREE LTy 7K 2FI AT
RETH 575, MEMEHRLIHHOA RN AFEOH IOV THREENILETH 5.

4



ik

1)
2)

3)

Miller RG, Mitchell JD, Moore DH. Riluzole for amyotrophic lateral sclerosis (ALS)/motor neuron disease
(MND). Cochrane Database Syst Rev 2012; 2012 (3): CD001447.

Andrews JA, Jackson CE, Heiman-Patterson TD, et al. Real-world evidence of riluzole effectiveness in
treating amyotrophic lateral sclerosis. Amyotroph Lateral Scler Frontotemporal Degener 2020; 21: 509-518.
Beswick E, Forbes D, Hassan Z, et al. A systematic review of non-motor symptom evaluation in clinical tri-
als for amyotrophic lateral sclerosis. ] Neurol 2022; 269: 411-426.
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Clinical Questions (CQ)

Clinical Questions 2
ALS BEICHSVWTIISHVEHEINSD

ALS BEICHWT, IISRRUEERETDO CEZRMHMTETHET S,
[GRADE 2B : #RNDEX 2 [REF(FTEHE|, TET>ADHEEMH B [P]]

FHSIE (5RF)

DIFIZoWTREE - KIENO 02 EHie 217 -
- EBFEAE (ALSFRS-R) K T HIHIAI RO AN E T Y 22 G T 5, RERENTH S S
&
- IERE AR O R, WAERE O TH], AT OE (quality of life : QOL) DU#
WRIIRIN T RN E
- ERREEEO 2 WEF IR E L, BIEH & UCIFREE, ERE, MO E12H
BT EPHHE
C PGS B 72 ) RBEIO I R & AT A LB D H T &
$72, TRV RGHEROMGIC OV TIIROFICHET 5. T4bb, BRI TILHET
MOAMEDREN TR0, 5 & )R - Gk o Bz ML, BF Ok
BEA LD AT 5, BIWEH OA R RN EARTECR (A ) IREE - 3598 72 &% 1530 TE Al & ATk
L. BEIICHEBE O W THETT 5.

HRER DB

1) BR, COREDELE

ALS IIBOELI IR TH 5729, HR)GHREOME AT 5 ZRITFFFICTKRE V. ALS D
RBIX W AR AL VDS, BILA P LV AP EBELREEZHD, WEETO—-HRTHL L
ENTWVE, HRRKEZIZLDELT, TF¥FIRVIZALS DFEFEEE L TREINTED,
POV & o TERAEDOETIFICHF S THEEZONTWS. — T, BEOHIZBNT
MROEEDFEBIZ L, FEFLOMEDLH D, EioMEL LB EIND. ZoOED
BRI LT, T4 F9A4 MERBRRE SRV ERBRBIZE DB E R 707225, T3] A
19%, [BZ5IZWV] 2334 THo7.

2) @S, TETVADEY
(DK ET ALS #% 58 &7 fii R £ (amyotrophic lateral sclerosis functional rating scale-revised :
ALSFRS-R) 227 OCTHIH], @I EDHAAEGIH OERMA, GIFRAERE O TH, @
ERBREIVEN - AEFRROMB, GQOL AERMRDOS5ODT Y b LAEBREL, Y ATV

6



TAVIZLVE2—ERTIETF VALV ERGEL72. A7 T7F) YA 1R, EEA{LEGK
E% (randomized controlled trials : RCT) 3 #, B DOD LHi0 SWIE 2 M, WBHEODH L% 5
MERZEAfRE NS EL, 52007 % M ATTEEHML7-.

(MDALSFRS-R 2 377 DK TN

AZTFVVAIMBLOIRAY 7)) P AIRHA SN/ RCT3 M xR L7z, 12 B OHi#
SN BIF S ALSFRS-R DIE T A -1~ -4 THo72BHICBVWT, ¥ IRV HIET T LAREE
IZHR 24 H O ALSFRS-R DR TSl S b 2 & AVR &7z [FFI197 1.63 (95%EFHIX
B 026, 3.00)]. 72751, MlAANS N3 OOREITBHERITHENIDH D, 2T HH
ALS ¥ [ALS HfE B8 (FAEG @AM 13 L<d2] %, 1#IEETH ALS B# (&
JENE 3) MR L LT CERER [p259] ). £ RCTHREADL L, Rz EL L7
WIFEIZBWT TS TR V1iE ALSFRS-R A 2 7 DAL T 23] L T 7248, T ClEa B R RIH
RO SN Lo/ DEXYD, ¥R VELVBEMICBOWTERTH A Z EAVRENT.
QIR EVFEFHARDERNR

RCT3MZHML, & BUIM OB T IREEDO B 5 1) X BIZEHF5E 1 #ii (Abraham
2019) EXFEHEDD % A0 S BIEI%E 3 M (Okada 2018, Vu 2020, Houzen 2021) # &% & L
7z.

3HD RCT 2B W T 24 BB OB BT A0 CERE 4+ v AW THHMiL, A5 75V
AR L7z, 3T RTIIBWT, ¥ IR HEE 7T REICBIT 2R BV DOFRE
RICHEEEIRD N o7z [ A 1.97 (95%EHHEIXH 048, 8.03)].

T/, 2MONEEED D %A1 EWESE (Okada 2018, Houzen 2021) TIX L% 5K Y FETH
R IFLAE DR EFENB OLEAVR S N2205, 26 & DRIEL S OEFMMZERILTH Y,
BRHFOERREEL T+ U—T v THFIET AR S Nz, —J7, 1ok A
D LA ZHFFE (Abraham 2019) R 1 fEOXHEEEDH 5% A ] X HF5E (Vu 2020) TIETF IR
VL ZDOMOBEBE CHEAE RO Lo 1A%, Wi & LIS ORENART 5 TH B0
REVEASH R S 7.

IR HERE DK T

AZTFVIAIMBEIP AT 7F ) P RERH SN RCT3MARH L. =5 5KV
&7 TR THEVC DI T ICHBEREIIA LN R D> 72 P75 2.99 (95%E X © —1.46,
744)]. MAANSNIz RCT 3MEEBHETRIEVWDH Y, 2 M50 ALS B# % (ALS HAEREE
GE1HLLIE2), 1HIEETI ALS B (ALS HIEE/HH 3) 2R L LTz, Riflicsw
TLY IRV THFVC O TFAHHI SN A HINCH-72b 0D, 3L DITAREETRL,
MELIHRDAEETIE L o7
@EXGEER - ASBROULIR

AZTFVIAIMBEIP AT 7F ) P RIERH SN RCT3MARH L, MNEHOD L0
M) & F%E 2 i (Abraham 2019, Lunetta 2020), *FHR¥ED D 514 A M) EWF5E 4 #i (Okada 2018,
Fortuna 2019, Vu 2020, Houzen 2021), WA CFEHRESE L L7

RCT3Mi&E bICERGHAEFROBERICII Y SR UL TS RBETHEATALNE
o7z, RCT3MiE DICEMERED L VWEZTEZWNRE LTSRS 248D 575, &
KBREVEDBEI RV EPSIY IRV IIAEME L, ARUEIHEEZKE L Elo
TWVBEERIN TV, BIEMIETIET T 74 73— 1 FHE SN T 525, BRARE
PIEE Do 722 P HE I N TV,

(©D) suonsany ed1und



Clinical Questions (CQ)

BASGENHRCIRTAZEIENY & LTamBEAre (026%) « 70 —BiEfEE (0.02%) - 4
FENFI HEEANDT) - IFRERERR T (0.24%) - M/IMRIRA> (0.08%) - BERIERIA (BHEEAH]) - Hffd
PRI N EEEIEGRE (0.08%) - SVENIRE CBEEARN) - BBURE EEARM) - > a v 2/7
F74 7%y — HEAY) 258 ESNTEY, 57K H¥G S NIRAER %L 317 #iH 46 11
(11.7%) QRN S ST b, EREIEIIRFEE 411 (1.3%), HESE 40 (1.3%), &
e 375 (0.9%), y-GTP L& 31 (0.9%), 7 B 8ERE 311 (0.9%) % & Th o7z

B TEWER ] B UFEFEROBREZZONLEE L AVEENHER LR L, [HHEFL]

FRFIAECHFE L AVERT, S OrA) ERRMICEEIVRIRS N, 51
7oHH E ORERBIRIEM DR VIR TOFHLZIRT.
G®QOL EIR

AZTFIVIAIMBLORAS T F ) Y ARMENZZRCT3MZHRM L. =5 TR UEE
& 77 & KEE T 40-item amyotrophic lateral sclerosis assessment questionnaire (ALSAQ-40) @
B EEIRD N e o7 CFgE —474 (5% EEXH © 1118, 1.70)). MArAND
N7z 3 2OWMBRIEFTRITEVD DY, 2630 ALS B (ALS HRERZH 1 H LR 2)
%, 1#mI3ESTI ALS 8% (ALS BEUEEHHI3) ZHHR L LTz, ML bITHRARR <,
A LR D AR T R o7,

3) MIAINRIVEERRSE
(7O NALERICBETZIET > RADOEREFESH]

AFTFVIAIMBIOAY 7F) YRR SN2 RCT3MERAL, 52077 b A
FTRTCTIZET VY APEOLNT. TOMIIIRIA NI A4 Y TRALZZD O, BEOD %]
I X BZETSE 2 M (Abraham 2019, Lunetta 2020) & xtRBED B 2 £ A M) S BIZEHISE 4 4 (For-
tuna 2019, Houzen 2021, Okada 2018, Vu2020) TH» 4. H A KI 4 YMEREH, CQ M/
ANVEHEBEHOBERRIL ]2 %, [RW]1 A THo 7.

FIREZEDONT D R(FESH]
AZTFVIAIRMBLOIRATTF Y R ENZ RCT3Maxtg e Lz, 52077 b
A LDH b, ALSFRS-R DMK FHIHIFIR O AL B LG El RO LN, EEFLVRIEE LTof
M OWTOHREDORERE, 114, [hEw]9sf, ThErl24ThoT. —Ji, 2F
L BWRIEE LTORESELIE, 3WMORCTIZTIY SKRUEE 75 b RBICERRAESR
SORBPRICHEZILRL, WTRLEELZLOTRZWEZEZ SNz, EFERAEG (K,
KIBE, WENE, J85, BIRZE, BERLE) B 5%LLT LKL, FECIIIPIRREE S L NP
TP LA L THRBOBITIZELZIDEEINTED, 1HAORMELEBALN. BB,
RCT 3Mld T RTEBAEDIER R EZEZHNRE LTS MICHABILETH L. LFE LRV
FIZOWTOHRERIE, [hEW]124, (b3 74, HI38THo72 EFLwahRe
ZELLBVRIRDONT VROV TOHERERIZ[BESMAPENRTN L] 14 4%, [HA
PENTVD 64, [MADHBHNEL VTR LR LAV 28 TH-7. BLEXD, BN
AEHIEBEOAH RN E HEMED NG ¥ 2OV TOHRERERIL, (B2 5 BFENADEN] &
Iy A



[EEOFEE IR NPERD/NZ >V RFEDH]

LY ZRIE1H 1 60mg % 1 KM TREEEES 5. WE, AHZRGH & AREL 2 G
be7/z28 HEZ 17— L, ThEigh&Ed. H1 7 —nid 14 HHEEHRS T 55500
%14 HMARIEL, %227 — VP14 HRE®O 9 5 10 053 255 0% 14 HEKRES
5. 17— VHRLTEMEOHIET 5 E#i% TG54, 2 27— VHDMKED K#FitE ok
2L 325, ALSHEME (ALS ST 5 T % inEfSEZ 4 L, ALS OZWIEETH
LEEHR) ASmEbe L HIWE L7 A, w5 e b BEB I OZOREICH LT, HYEMIZEY
TERINDLEWERICOWT TR HEZITY, HF2H29 2T, 25217 2 L b
Thb. BTG OBIIIE 7 — VoGRS, BHRE IR & s 2 255
HEEbiz, EMirgst L THE, IEE?—@'\@;ZéﬁHEE T HZENLETHL. T,
HMPE & Jﬁﬁ_a‘% L, BEOIREIE U CTARZ EOREEIRE AR 2 HRT 5 2 ko oh
5. FAfffiiE 60mg H72 0 6,896 M (202242 HBIE) THY, 28HH720 1 7 —)VHIL 96,544
M, 27— VHDFEE 68960 [T THh 525, R GRCHR) KON L. St ADHE
ITRMEIC OV TOHEFERBIE I 235134, [B25613w] 2384, [BZL w28
1% THote.

BERDTL—FT 1> 7]

TEZER, CQMVNANVERXEROERBEAOMR, [179) 2 & 2 5&MM & THRT 2 (5
PR & HERE) 117 44, T479) S & 23389 % (GRVIESE) |5 4 Th o7z, BRIGKHIZEIT 5 &0
Rk, TAFIAYRRAKELT, BFETH L (179 & 2 RMAMN & THERET 25 (Gt S
)| exPEL.

DbEzpiEz, CQIINT 2 ITET ¥ ZDOBAKDOIEFHMIZE T 53 FORK, [RROHEE
MEAHESE 2 S5 ) SR SR D D 5 (A) |1 24, TRROHEE M AHESE & STHp§ % 8] S
WCHREOMED D % (B) 17 44, TR OHEEMI T 2 HEEFIXBENTH S (C)J4HTH -
72 ARAZEROFROME, WIBOBTHR R, LT ET V AOMFEMEIXB HE L7

4) BBETBEHhDHA RS AV DELE
ALS BEIC T B85 RV ERZMOFo 2 ARDOT A K54 Vi 2w, ke
uﬁ%ﬁwmmﬁﬁKﬁwfliﬁﬁywﬁm#FvAwBJf%%énfw

5) BEE=9Y VT &5
LY TR VGEHEOERNEE, ALSFRS-RAK FHHIBIRICBVWTOARENTED, I10OH
IEERTIE Ty AIZZ L. BERRAHEFLOMBUIK LT, EiOBES & Ol
CEHRE, MR L 2T ) VT2 EICX D ER, II‘EE&QI}HB«@A ETOFEE ¥
RT 22 ENUETH S, F7-, HEMELHEHEL, BEORRBIIL U TARR EORFEAHTT
RE e hH 2 TR 2 2 LAk 5N 5.

6) SHEOAFERE (future research question)
T4 K% ALSFRS-RAK FHIHIZIRICBIT 280 &, BB T 2T Y A2 AT
LA TH BN, FRE @F#ﬁéﬁﬁﬂf'ﬂ@i_ﬁxb%%’ﬂ?'ﬂﬁ% EQOM T, QOL OYE#IHIcD
WTIE T IR THEEEZRED TRV, SHICENEGICEHLT YT VAN

9
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Clinical Questions (CQ)

FRLTWS, EEOMWE L, 4% RCT 29874 2 L LIC was, o H 2 BIgF
TGO MAOEFENLEEING. BIEFHTEE, H250WIEE5R%THEE & 51300 ALS DR
OB EFEO AR A ELOAIEIZ OV T O RS LETH 5.

ik

1)

2)

3)

4)

Abe K, Itoyama Y, Sobue G, et al; Edaravone ALS Study Group. Confirmatory double-blind, parallel-
group, placebo-controlled study of efficacy and safety of edaravone (MCI-186) in amyotrophic lateral scle-
rosis patients. Amyotroph Lateral Scler Frontotemporal Degener 2014; 15: 610-617.

Writing Group; Edaravone (MCI-186) ALS 19 Study Group. Safety and efficacy of edaravone in well
defined patients with amyotrophic lateral sclerosis: a randomised, double-blind, placebo-controlled trial.
Lancet Neurol 2017; 16: 505-512.

WRITING GROUP ON BEHALF OF THE EDARAVONE (MCI-186) ALS 18 STUDY GROUP. Exploratory
double-blind, parallel-group, placebo-controlled study of edaravone (MCI-186) in amyotrophic lateral
sclerosis (Japan ALS severity classification: Grade 3, requiring assistance for eating, excretion or ambula-
tion). Amyotroph Lateral Scler Frontotemporal Degener 2017; 18 (Suppl 1): 40-48.

Luo L, Song Z, Li X, et al. Efficacy and safety of edaravone in treatment of amyotrophic lateral sclerosis-a
systematic review and meta-analysis. Neurol Sci 2019; 40: 235-241.
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Questions and Answers (Q&A)

Questions and Answers 1-1 1. B, B, B8 - F%, KR - Kk

FIELPERE, REEOISFEDLSLIH

EZ

02009 FENRHEZHEICUILMET, BED ALS BRI 2.2 A/10 AAN/F, BRER
9.9 A0 BAEHEENTVS. BERIIBIMEQIICHSD. REEDHZBEDEISIH
5% THBHLEHRSEINTLS.

2009 fEEEIC BT B EEENF IR O R e BRI A R A L, SEOERRRRZGE L
GRE T 5T ETALS OFIER L AL T LAMES L SN TEY Y, HAD ALS REE
1222 (5% EHEXME : 21~2.3) A/10 T3 N/AE, AHFEIZ 9.9 A0 A (95% X 9.7~
10.1) EHERFS Nz CORETIRAEETI10231 AD ALS BEHE IR TWE. 2o
2009 4FBER DR B IBIEFRZAE B I 8,492 N TNADH A, TOTIUIEE BB TLEL &Y
RGBT B L7 BN T 5 L HH S T W S,

ALS DI EH BIER R E L 2000 4EFE 5,738 A, 2014 4EFE 9,950 A & — B L 7283 2 8400
A dH - 722 201545 1 H 1 HICHR O BRI 2 E# % &I 2 BT S h, 4§
ERRD ST EHRICHIELGZE DY, EIEESH 1ISHYS T 2 R0 BF /IR e sh
7272, 2015 AEELEO BEBDOEINIANTH 5.

ALS DFFEHIZ 40 ACLUBAE AT EAS5 T EIC ERA L, 60 @5 70 mMicE—2 & 42 %
CERMREEOEFLMIIED A Z TF ) Y ATHERINTVS Y HRIZBW TR ALED
ZALIC LD, ZOFERONOBEMETICH D), ALS BEOBIMEMICEE L TnwbsEE 2D
N5, ALS BEF OB 2 M L 725530 CTlda iR ¢ 2015 4RI LT 2040 41213 ALS BEK
A3 1.69 F5ICHINT % LHERFL TV B )

FKEME ALS o# &, BEHE 2 L0 Ea—12k 5L 51%TH 5O

[S&OHFRE]
FEHESR R AT N CHRE 2 OMO R CEB»E Sh, @ LHANLETH 5.

ik

1) DoiY, Atsuta N, Sobue G, et al. Prevalence and incidence of amyotrophic lateral sclerosis in Japan. ] Epi-
demiol 2014; 24: 494-499.

2) WEEHCE vy —, FRERRERESTIRE AT R
https://www.nanbyou.or.jp/entry/13564p09 (5f&7 7 A 2023 4F 4 H)

3) Marin B, Fontana A, Arcuti S, et al. Age-specific ALS incidence: a dose-response meta-analysis. Eur J Epi-
demiol 2018; 33: 621-634.
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4)

5)

1. &%, B8, B8 - PR RE - K/E

Arthur KC, Calvo A, Price TR, et al. Projected increase in amyotrophic lateral sclerosis from 2015 to 2040.
Nat Commun 2016; 7: 12408.

Byrne S, Walsh C, Lynch C, et al. Rate of familial amyotrophic lateral sclerosis: a systematic review and
meta-analysis. ] Neurol Neurosurg Psychiatry 2011; 82: 623-627.
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Questions and Answers (Q&A)

Questions and Answers 1-2 1. B, B, B8 - F%, KR - Kk

FEYRAICREDKLSBHDONHDH

EZ

O UIEREIRA7ELT, G, 45, REENHS. REXRSIHEEEICERL, 70
BEATE—7&RY, 80 MATIETY 3. BHELHECHLT 1.3~1.5 SREXRISL.

HA®D ALS SIERZ R L7234, FIERIZ 40 48T 0.6 A/10 73 N/4E, 50 AT 1.9 A/
10 73 N/AE, 60 & T 4.2 N10 5 N/AFEE B L, 7032565 N/ 10 T ANAEEE—=27THY,
80 1A% 3.6 N/10 T AMAE LA LTzt SHERIZB S LIS L TR 15 % - 72
L ALS ZER & OIS E 2 5 OWE TR TH D, 40 fCh Sl - < L
L, 60@fihs 70mTc—r 2, TRUBOERTIIED TS 2 FIEROMZED #H
EOHETHBELTHY, F/LHIZ11~30 L5050 575 @ L THEMEIZ W

TANG Y FOTRTHOALS BFEZHRBT AL YA M) 2T, ALS BEOH, +
F 3 MRIEAEE B U T ALS 2 BHET MRS AL L TR ATHRREC AL I LD
RENTWS Y Tz, 7 A AEREL S MO 100 4ELLEOFEEHEEZ V7258 T, ALS &
ZOB, FEEZAMBIZALSICEAEE) AP AIBTHHIEIRENTWE Y 7272
L, ALSBIEIZH Db L HEATOEGOHTIEIHARERK TR R LEGDBH B EDbroT
BY, FBCROWIEERVBZOFEFHRIZHTIE S L WITHENEDH 2 2 LITHABET L2 LELND
5.

ZOMD ALSFFE) A2 & LT, BUE, §ik COELSIBETE, RNHORE, SARIIGEE
DS, FHERIME, Ktl LTosiR L s iIFoh, BE L ofsrshshTng b
TOZNLIEMIRICE DEROIESDENDH Y, FNFNIKEL ALS ORERZEZ HEF L
FTIIWV R W,

[SEDIRKEE]
FKIEED ALS SIERIZE 2 55 BIZOoWT, HAMAOHEN LI NS, ALS BIEICHS T
BHEEERAERBIEOERIZONT, 5% 5N LETHS.

ik

1) DoiY, Atsuta N, Sobue G, et al. Prevalence and incidence of amyotrophic lateral sclerosis in Japan. ] Epi-
demiol 2014; 24: 494-499.

2) Marin B, Fontana A, Arcuti S, et al. Age-specific ALS incidence: a dose-response meta-analysis. Eur ] Epi-
demiol 2018; 33: 621-634.

3) McCombe PA, Henderson RD. Effects of gender in amyotrophic lateral sclerosis. Gend Med 2010; 7: 557-
570.
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4)
5)
6)

7)

1. &%, B8, B8 - PR RE - K/E

Ryan M, Heverin M, McLaughlin RL, Hardiman O. Lifetime risk and heritability of amyotrophic lateral
sclerosis. JAMA Neurol 2019; 76: 1367-1374.

Gibson SB, Figueroa KP, Bromberg MB, et al. Familial clustering of ALS in a population-based resource.
Neurology 2014; 82: 17-22.

Longinetti E, Fang F. Epidemiology of amyotrophic lateral sclerosis: an update of recent literature. Curr
Opin Neurol 2019; 32: 771-776.

Nowicka N, Juranek J, Juranek JK, Wojtkiewicz ]J. Risk factors and emerging therapies in amyotrophic lat-
eral sclerosis. Int ] Mol Sci 2019; 20: 2616.
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Questions and Answers (Q&A)

Questions and Answers 1-3 1. &2, BE, B8 FE, KA - KwE

EITICHWVWEU SR, SIHECIENHDh

O

OERDETICHY, DERFFOMNET, KERICH DZSER, FIRFME CH S FRAR
SERNERTS. CNSICHNAT, RABEEET, FDRHMES, SHSHOER, 115
D, BRER, EREE, HEE, RE EReEOIREREREELCSTEENHS.

ALS BH TR ELOFRBOM KT, HZEMOMEITIREROPLTH L. MFIEIRDE L O
ZOHRDOERIEZATLIZEHTH Y, O LEFHIALT TRIET 2555 LV, T
AR, A REE 2 & OBRRBEIR, SR KT R IR RRMIEIR D S 06 F % Bl % SRk A
Tho. JERFETETH Y, % OBEMFHBLA S BEHET 2B & FHIIITIC X 2K
DIRH . #ATT D EHom ) OB, B, BE), BEBES 53 PRkZ & H R ASEE
OEVAHEEE 2, FREREIC & 2 W FREE D S SRR E LI 0 ) 2 7 AL, B
BEESCHEFHREICL 2T I a2y —Ya YEESMEE 20 5. WPRHE D S PR, A
ENAELD B, HIVET, BT TSR = 2 — 0 VEfREE LTELS2S, RS = 2 —
O HEREE LTy OB ITEREMAE U S, 72720, RS = 2 — 1 Lk s T E
B o -0 EBEOBNFIEFITLICEKTH Y, FBICL > THEMT L. &HOFHH
BAETH b — X ADTLEDPH OB S HE, R TAEE = 2 — 1 CEREIC X ) RALES)
Za— 0 EBESECE S, RS H OB B 5.

ZNENORERITLT LI EBNTAE T E DT TR WA, Bl o 72 Thk 4 e JEEBIREIR 2
MBS 2 WD D 5 1 — 0 B TR ISR AE & ol & 2 REAMRRE AR T 2520 b
% (Q&A1-6 ZH). RWIZTHAaho72l), BRLDPHLTESTLE SV TLES
720 3 HEE AR L 284% OBETHIB L2 LG SN TV 5 2 BETTEIMEOMT 4 12
X % BAEE, W CERAIA~N O Z &1 & 2 S H M, Am IR, Eiafk= 2 —oo8
F—DEDER 8N X B AR BN 7 SR A RERIC X VIR A A TVWD I eS8 £
DOFPEIL 15~85% LT L D IEHDEDKE V. 6~29%D ALS BFIHI ) DA LN, I
ARRNLOIAEL LI OY (quality of life : QOL) IZHE S EL TWA I LAVRENRTWY
20 BOWERIEE 30~40%DBEVE LTV L ERE SN TEBY, #1192 ofiRsh
Twa Y @m%%uLwL@%b%néﬁ,%%K@%%%ﬁﬁﬁ?%%ﬁﬁ%b.&%%%
T 5. ARRHERESEIE ALS OFGEP O &2 AT 95% DBFIIAERT 5 LG Sh w5 % it
R AE > TH L, 20~50%DBHETHALNG 1 X 46% & WHEICAIET 2 2 L8
WEENT0D 0
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[SEDAFRFE]

ik

ALS BF OIEEIIEIRIC OV THARIZ BT 207885135 < % <,

1)

2)

5)

6)

&

BROBRPLING.

Fang T, Jozsa F, Al-Chalabi A. Nonmotor symptoms in amyotrophic lateral sclerosis: a systematic review.
Int Rev Neurobiol 2017; 134: 1409-1441.

Thakore NJ, Pioro EP. Laughter, crying and sadness in ALS. ] Neurol Neurosurg Psychiatry 2017; 88: 825-
831.

Chio A, Mora G, Lauria G. Pain in amyotrophic lateral sclerosis. Lancet Neurol 2017; 16: 144-157.

Edge R, Mills R, Tennant A, et al; TONiC study group. Do pain, anxiety and depression influence quality
of life for people with amyotrophic lateral sclerosis/motor neuron disease? a national study reconciling
previous conflicting literature. ] Neurol 2020; 267: 607-615.

Caress JB, Ciarlone SL, Sullivan EA, et al. Natural history of muscle cramps in amyotrophic lateral sclero-
sis. Muscle Nerve 2016; 53: 513-517.

Niibling GS, Mie E, Bauer RM, et al. Increased prevalence of bladder and intestinal dysfunction in amy-
otrophic lateral sclerosis. Amyotroph Lateral Scler Frontotemporal Degener 2014; 15: 174-179.
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Questions and Answers (Q&A)

Questions and Answers 1-4 1. &2, BE, B8 FE, KA - KwE

BAE, £MFEREEDLSTHH

EZ

ORENSTETH UL BIRK[HBINNBE R D FE TOHRNDPRIEF 32~48 hATHBEH
SINTWVS. 2L, BBICIIHESDBAENHS.

HARDZ gk dbm ALS B L T A 1) 12 2006~2012 41288k S L7z 451 B % fifhr L 723k
T, BEDP LTS L IIAEWH T ATIRGIRED LI 2 5 T TOMB Otz 48 » A
THHIEARENTWVS Y 2010 4F F TROEBIZ S N7z HARDH— 512 331F 23 150 41
DT, FHEP LTS L IFIFREHANTIRA 2 & O RAMIIREDPLEII L L ETO
WM O AtiAs 32 » HTh o722 1985 4ELIBE 10 4E > ALS SE LB 698 Bl Xt L Tirb sz
JEABRIZEPEC X 2T, FIENSIC T TOHRIMEIL 31 » HTHhH o7z % FRTOIF—
MFZET ALS BE QAW MALFLERE L TETWL I EARENTEY ) BT 7 0t
B SR ) EEHHSEELTE T2 RELD 2. BAEO HARIZB W T HRLAHBIZ L
THATRE R I ORI 3~4ETH L L ESNS.

MBI DEBFIZ BV TUHERDME TR PRI L ZE DD 5. YET ALS BEREFHEREE (amy-
otrophic lateral sclerosis functional rating scale-revised : ALSFRS-R) Tafiffi & 115 Ly 4Bk ki
FEOHLTRY — VIO EBE TR YRR EAREINT VA . FERk 1 FE AR
AV BED VLT, BEAHMPIRESR LIZ 10 L EAES 26005 1 HILEH B 2 &
HBRENTWVS O

BHEOERESEZ G-l 5 27 — VIEAEGBHEM RIS LV Eo 5 h7zd 0w s Tw
5 (BERER [p259] )™ EREMICIIMBI/IH & LT King's staging ® & MiToS (Milano-
Torino staging) system ¥ 25 STV 5.

[SEOAFRFE]
HAREE, @ PRIEBH, 7 7 ORELREICL VR E & BITELT 2 WML DH D, it
M aAE, RS 2 LENDH 5.

ik

1) Watanabe H, Atsuta N, Nakamura R, et al. Factors affecting longitudinal functional decline and survival
in amyotrophic lateral sclerosis patients. Amyotroph Lateral Scler Frontotemporal Degener 2015; 16: 230-
236.

2) Fujimura-Kiyono C, Kimura F, Ishida S, et al. Onset and spreading patterns of lower motor neuron
involvements predict survival in sporadic amyotrophic lateral sclerosis. ] Neurol Neurosurg Psychiatry
2011; 82: 1244-1249.
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3)
4)
5)
6)
7)
8)

9)

1. &%, B8, B8 - PR RE - K/E

PRI, BTREBLL, WRRER, (32 AIRITIT B FHZEA LI SR A e 9 Bt at— s A A e i A Al
RSP B AR JE e A X 0 . AT ZE O3k 2004; 48: 133-144.

Gordon PH, Salachas F, Bruneteau G, et al. Improving survival in a large French ALS center cohort. ] Neu-
rol 2012; 259: 1788-1792.

Swinnen B, Robberecht W. The phenotypic variability of amyotrophic lateral sclerosis. Nat Rev Neurol
2014; 10: 661-670.

Pupillo E, Messina P, Logroscino G, Beghi E; SLALOM Group. Long-term survival in amyotrophic lateral
sclerosis: a population-based study. Ann Neurol 2014; 75: 287-297.

BRI > & —. TR R AR O LIRS AT 72 3E | 1 X % ALS He 704
https://www.nanbyou.or.jp/entry/214 (l#¢7 27 & X 2023 4F 4 H)

Roche JC, Rojas-Garcia R, Scott KM, et al. A proposed staging system for amyotrophic lateral sclerosis.
Brain 2012; 135 (Pt 3): 847-852.

Chio A, Hammond ER, Mora G, et al. Development and evaluation of a clinical staging system for amy-
otrophic lateral sclerosis. ] Neurol Neurosurg Psychiatry 2015; 86: 38-44.
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Questions and Answers (Q&A)

Questions and Answers 1-5 1. B, B, B8 - F%, KR - Kk

&7 - PRICEET SETFR AN

EZ

OREFIN SE, KMERE, [FIREERE, ARAIRRRIENSH, HEsHBRT—IL
DIETEAKREZNC L, BN SOBKBEADER, RHHSOBEELEAEFHEIRED,
SOEFHRNES LEET 5. BHMEEET, RBEHNHETFZOROFEFIRZTR
THIRTHS.

HARDZ g3t ALS B L YA M) 2725 T, FIEERAEA LIS D Stk
FOMEATIZH Il L7 TH ), WEIEE CH 213 LAEFNM 2 <, ek EH O ELT
AN LAVRENT WS N HINORBIBE T R — & FI W TPRET 2 RE R L7z
T, ERRMEISIE, FOENFEIE, LE] El Escorial S WiZEHET definite TH2H 2 L, B A
7= &, BIMEREART, Wil ALS BERERFAli R EE (amyotrophic lateral sclerosis functional
rating scale-revised : ALSFRS-R) D TFHRAKE W &, AT ERANE DG I3 P RA RN
F L L Thii s i ? IREEIEAIINTH 505, FRARTH L ®

HARDHRiE 3 A — b & W23t 2T & 0, 2k, BB, FREHH O &KoV T,
FEIE T S RIS R 5 2 BN AEAA B AYE N Z EAVRENT W2 ) WET El Escorial &
Wi 23 T definite Td % 2 & IZRBWTIRFIC 3 FHBIEMAIL A > T2 T L&KL, FAAEORK
EROLEZOND. Fio, EBEPEEFEBIIEDY > TWE EBMAR O ERT %5700,
FEIED DM L TOMM AP TFRAR LRI EEZER 6N,

TR OBEZE L REFV I TFHREARNTTHL I EDPMHELLTNE Y SHITHARICBIT BHF
FACL Y, BWEROEERD M L2 FRARRTFTHL I LEDIRENTWL O HADS i
At ALS BHE L VA M) 2072 #E IS X ), S T OROPHRARZRTH
VLERTTHLIEIRENTVS

[SEDIRRRE]
ALS D#F#, FHROLZHEOBERIIHLIHATZESIZWPHLNIIL T ZEPLEIN5.

ik

1) Watanabe H, Atsuta N, Nakamura R, et al. Factors affecting longitudinal functional decline and survival
in amyotrophic lateral sclerosis patients. Amyotroph Lateral Scler Frontotemporal Degener 2015; 16: 230-
236.

2) Westeneng HJ, Debray TPA, Visser AE, et al. Prognosis for patients with amyotrophic lateral sclerosis:
development and validation of a personalised prediction model. Lancet Neurol 2018; 17: 423-433.
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3)

4)

5)

6)

7)

1. &%, BR, BB - PR KR - RE

Shoesmith CL, Findlater K, Rowe A, Strong M]. Prognosis of amyotrophic lateral sclerosis with respiratory
onset. ] Neurol Neurosurg Psychiatry 2007; 78: 629-631.

Fujimura-Kiyono C, Kimura F, Ishida S, et al. Onset and spreading patterns of lower motor neuron
involvements predict survival in sporadic amyotrophic lateral sclerosis. ] Neurol Neurosurg Psychiatry
2011; 82: 1244-1249.

Janse van Mantgem MR, van Eijk RPA, van der Burgh HK, et al. Prognostic value of weight loss in
patients with amyotrophic lateral sclerosis: a population-based study. ] Neurol Neurosurg Psychiatry
2020; 91: 867-875.

Shimizu T, Nakayama Y, Matsuda C, et al. Prognostic significance of body weight variation after diagnosis
in ALS: a single-centre prospective cohort study. ] Neurol 2019; 266: 1412-1420.

Nakamura R, Atsuta N, Watanabe H, et al. Neck weakness is a potent prognostic factor in sporadic amy-
otrophic lateral sclerosis patients. ] Neurol Neurosurg Psychiatry 2013; 84: 1365-1371.
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Questions and Answers (Q&A)

Questions and Answers 1-6 1. &2, BE, B8 FE, KA - KwE

AR E SRR L0 SUT, ZORBISEH

O

OPESHLRIMEZHSBIIENTHBY, BEDEDZSHS ERIEEERTHEEERDE
ETRESN, FRAOETEESICHEEANENT 5. ARAEREENET (TS, B
DOET, E2RIESPSEREDET) PAIRICILSE, EENLRESCRIBESEZET
3BlEENTHS.

0T, ALS I3 mKMBERERE I3 tE b v & S, FRAERERE I ok 2o Bl (FRAIAE % BF
9 ALS : ALS-D) IZH6N B EEZ LR TE. LiL, BokEdube L22WJEc L, s
PHTERRRE & D & L 72 RBAIBRRE R E 23R L VAR B ClI I 6§80 6N 5 2 L AUR
SN RHIOMITE L DICZOBENEINT 2 Z ENBHS ML o TE 2 FRAIBERERE 0
IS B E LT, ALS B#FIZHB W CHIBHM BB O N MK LR W B Lo b5 TH D,
ALS OFEB) = 2 — 1 Y ZHRBIFRMIZEED 5 N5 H AMKOfER A (transactive response DNA-
binding protein 43 kDa : TDP-43) % & &H A HIBHMEED R H =2 — 0 TH RIS T
W5, BUETIZ ALS & HTBEMBHEEZ PEIE (frontotemporal lobar degeneration : FTLD) ®—

B L 7R E A T2 L) BBSES LTS

HAIZ BT % Z i 3L mAF7E T 174 Bld 5.4% 75‘ A7 B E R A S SR ER A (behavioral
variant frontotemporal dementia : bvFTD) &8t & ZH S 722 LI FID AP CTld % 145
1 -C Montreal cognitive assessment (MoCA) DEEEEALT (21~25 1) 2540.0%, ®EEAT (21
RUART) 2527.6%I2F8% 1, frontal assessment battery (FAB) DEEEEALT (11~15 #1) 2%
44.8%, TR (11 5AR) 2% 22.8% 2380 biv/z. L 7ATEIREE O R & L T ALS-FID-
questionnaire (ALS-FTD-Q) % F\V> CEEEE DOITH)IEE (22~28 £1) 258.3%, mEEOFTH)REE (22
A 23 4.1% 27D Sz

A5 T OHIEN— A D ALS 2k — MFFETIE, ALS B D 20.5% A% Hif 57 0 528 58 i
(frontotemporal dementia : FTD) & & FIWr S 41, 51.8% 124 & A D FRABEREAL T 25500 51
728 T A A EREO KRB ALS 2R — M X SHF%ETIE, ALS cognitive behavioral screen
WZBWTC, BRI 7 LITHREAITHREL LB IEFHMATHLDIE287%THY, &
H 5N FID ISHIY L 72013 198% 72> 7. HARANTIX FTD O HBUIHE < LB % CIORF72
BIZTEROBFENFKICHRTE L PRV EAURINTE Y, Bk X FID AHHEE D
BB RN D 5.

ALS TH LN L BN S & LT, FATHRERE *°) THEIRRAIRE N OIRT © Hamid
THRIRPL (social context) OEFEIJOMT 7, SEEMEEORE Y LR EPELLT LD L. BITH
R id, HEZED, TORDOBERY 217w, FEEIATE 2 Fdh - Mk L, RIS T i
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1. &%, BR, BB - PR KR - RE

U2 To CTHEZEB T2 3O TH Y, FITHEBIIRESH L &, HHFEPRFLR
EZMFILTT, FRISTERVE VSN ETENS. HERAE LT, LEPEED
MEeElHhobansz, NOBHECHAMIKELR EOWHZHANLENPETFLTVE Z L
BRENTVD, IMTOBERAE, L% BT 2 181 2 5 R IRIL O B ) A3
T2, SitkeREs LT —E0RHNICE D2 BRET 2 2 EPREEICRS X9 %
St EORT R, HFICBWTEFOFR) WA DOBIEHN HILD X ) 12753 5 % EDFERD
HMHT L2 Db, IhHIEFVT NS ETHMWFEREOEKT L HETZ2ERTH D,
Alzheimer BIFEANE TREO 5N 5 & 9 R EEORERER RYMEE 2 27503 INTH 5.
ALS BHEDITEIZALE LT, HOHWDI RS BV, BRI, M), BEH, &0 o
S, WBULR EP—HOBBETAONDLZENH L . B ISR 5 %% BRI
BB ALN D Z L bbb,

[SH&DFRE]
HAR®D ALS BF 2 B1) % B HIBRRE I T R AT B AL O & RRIC B A AF e 132 < 137 <,
EORDEMNLING.

ik

1) Phukan J, Pender NP, Hardiman O. Cognitive impairment in amyotrophic lateral sclerosis. Lancet Neurol
2007; 6: 994-1003.

2) Watanabe Y, Raaphorst J, Izumi Y, et al; ALS-FTD-Q-J research group. Cognitive and behavioral status in
Japanese ALS patients: a multicenter study. ] Neurol 2020; 267: 1321-1330.

3) Chid A, Moglia C, Canosa A, et al. Cognitive impairment across ALS clinical stages in a population-based
cohort. Neurology 2019; 93: €984-994.

4) Phukan ], Elamin M, Bede P, et al. The syndrome of cognitive impairment in amyotrophic lateral sclerosis:
a population-based study. ] Neurol Neurosurg Psychiatry 2012; 83: 102-108.

5) Abrahams S, Leigh PN, Harvey A, et al. Verbal fluency and executive dysfunction in amyotrophic lateral
sclerosis (ALS). Neuropsychologia 2000; 38: 734-747.

6) Girardi A, MacPherson SE, Abrahams S. Deficits in emotional and social cognition in amyotrophic lateral
sclerosis. Neuropsychology 2011; 25: 53-65.

7) Cavallo M, Adenzato M, Macpherson SE, et al. Evidence of social understanding impairment in patients
with amyotrophic lateral sclerosis. PLoS One 2011; 6: 25948.

8) Ichikawa H, Hieda S, Ohno H, et al. Kana versus kanji in amyotrophic lateral sclerosis: a clinicoradiologi-
cal study of writing errors. Eur Neurol 2010; 64: 148-155.

9) Gibbons ZC, Richardson A, Neary D, Snowden JS. Behaviour in amyotrophic lateral sclerosis. Amyotroph
Lateral Scler 2008; 9: 67-74.
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Questions and Answers (Q&A)

Questions and Answers 1-7 1. &2, BE, B8 FE, KA - KwE

[EVHIC KD ATHRGEREZEDEBEIENDLSTHIH

O

OQEBLRAIC KD ATIFIRSBES(CL Y, EFHRANKBICRSBBIENRINTSY, &
FHRLERNRIEEREF TIIKREL. FRBEBEROLESOHHETNETISZ L
[C&KVW, X275 —YavRENRELLS. HHRES, ES, BHFE NEORRE,
SMiE, STBRPELCENDESHEDRBELS.

HARD M2 S O T, AEWH T ATIRK [tracheostomy (and) invasive ventilation :
TIV] 12X 0, ALS BHEOELFWIH P AliAs 74 » AER L7722 LAVR &N HADS fiikit
[ ALS E L YA M) 2L oMETIE, TIVEARE TR EZH A7 TIV IELAREE OET,
TIVIZX ) ALS BEDOAAEHIM P RAEAT 6.7 LR L2 2 LAVRE N7z 2 o TlRAA
BRI ERTI VL TH Y, TIV EARE THRIAEERAT 50 ARl TIRIIED 5 O 5 EALF
HAY934%, 10 FLEAFERD 741 % EAHY 2 RIVEAA AT NS 25, FSEF 23 70 sl R Tl
FERED D D 5 LD 79.2%, 10 FELFHEM 225% L A% b, AR ILED TIV &
ABEE TIVIBEARE L OBV D, FIEERG 70 M LL LRSS & 23 ETH - 72 TIVEARE
DAL 2 FERNE MG 975 25.8%, 48 HZ DM X B IFFBA D3 16.1%, REA12.9%, 2
WAEN81%, EVENERDY 4.8%, AN 22.6%72 572,

TIV AL D EFOMHIMETIZHEITT 5. FTF, A v T OREREVPLIEZVICHEEICRD,
Iy —3a VREPHEE R DGE0H D, RO X 2 76 Hlod TIV 8 AF O
Tl BIEDLDS 20 EDEICh) LFICL BT I 227 — 2 3 YA RERIREEO BE D
B —HT, yesno x5O TE 572 I3 2 =F— ¥ 3 VP HNRWELH UADIRE (total-
ly locked-in state : TLS) & 2o 72 EHED 13 FH ), £ D % 10 HlIEFEHE 10 42 LINIZ TLS 12
Lo Tz d KEEONT 6, ALS ODIERETHHNBIA, OBIZaIa=r—v g VEEEL
ZLRT VI LAUREEN: (Q&AIZH).

HA DIz 5 0 72 BIOFHRE T TIV BAZIIH 4 2 IEBHERAEE &L 05 T EAVRENT
W3 Y PEREEED50.7%, MEAZED 38.8%, TH %A 38.8%, Midkns 34.3%, iKidAs
26.9%, FEDS22.4%, WREEEGEDS 23.8%, NAAHEDS19.4%, WILEEAY 12.1% TR SN, £
NZNTIV AN O ORBELRNRL 25 EHEDPWT I LATREINTW S, O TIE ALS &
HIIBEITE LRV E SN TV, ZOHETIZ104%ICAE LI E29RENTBY, F
BEr BT 5 (Q&A7-12 BH).

[SEDIRRERE]
TIVEABZORME, FRIZOVWTOI LR LEHMOEAENRE, II2=2Fr—Ya VIR
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ERRA SR OGN R UE AR D HN D

ik

1)
2)

3)

4)

Tagami M, Kimura F, Nakajima H, et al. Tracheostomy and invasive ventilation in Japanese ALS patients:
decision-making and survival analysis: 1990-2010. ] Neurol Sci 2014; 344: 158-164.

Hayashi N, Atsuta N, Yokoi D, et al. Prognosis of amyotrophic lateral sclerosis patients undergoing tra-
cheostomy invasive ventilation therapy in Japan. ] Neurol Neurosurg Psychiatry 2020; 91: 285-290.
Nakayama Y, Shimizu T, Mochizuki Y, et al. Predictors of impaired communication in amyotrophic lateral
sclerosis patients with tracheostomy-invasive ventilation. Amyotroph Lateral Scler Frontotemporal
Degener 2015; 17: 38-46.

Nakayama Y, Shimizu T, Matsuda C, et al. Non-motor manifestations in ALS patients with tracheostomy
and invasive ventilation. Muscle Nerve 2018; 57: 735-741.

25

= >OY

v FNERSE



Questions and Answers (Q&A)

Questions and Answers 1-8 1. &2, BE, B8 FE, KA - KwE

%8, RBUCIXETH S S h

O

OALS (3ZHTHY), HRABEBRICKDINDE, RENHS. MFRMLL, BENDELFEBICHK
EBRNHEREEICHATES. T, DRBAUCIZHE, LUBIUOTLESH=1—
OVERODEEICL BN TOND. FFHBNLER, BBERIBEEZNSNTY
3.

ALS BE DK 9 FIIIMAENLTH 575, —HIIFEOBETRE L HEERE LTw5 (Q&A
1-10 2H). %AEDL QBRERENS ), FREETOMBICL Y 2 TE S, 72 213 SOD1
BMIETEREZAT LN, TOERDO/Y — 2 X0 ERMEIT R 72 LA 55 2 Lt
RENTNVD,

BT & 2 08 I BEFAERY (G ILRY) X BRRIER GEATVEERFRR) 25 P 205, il
FAER TR F A OFZEM, R T TR, SRS L L Tw L Eilz
7280, RLBEIE. HEM L b A, PRI AN — ) EBGEN O 2 T
HEDLHOERIET. MR LR OBE I LR, FROBEAEICTER LIRS E05H 5.
TROPRBRN I BRI - VEERBREIC X 2 B B TIECIAE D, S, JHHW 2 5 UK
EOFHZPW KL T L IPNTREIRDSERRBFEIR IR S, B REI AT LIS P72 54
WH Y, EATVEERRRIE L IFEN D, TNTH L DMPRTRED SIEE 2560 0, IR
EWIEN . FHW % K INEREREE SBT3 2 A IERRANE A 19 ALS (ALS-D) &I %.

ALS (& 1B KOV ER) = 2 — 1 OHETHEEME AR E 3525 BRI LALES) = 2 —
O VHERED VI TGRS = 2 — 1 VIEEO &5 SR EROYED D 5. BRNIES O
PALEE) = 2 — 1 VERE RO LA TGRS = 2 — 0 VEEE RS, BER =2 —o v
B F 7213 HEAREERY (pyramidal type) LIFIENS. TNHD ) BIED S 2 FLL ERR#E LT T
EE) = 2 —0 EfEEROT, bk T RS0 ) B 2 SRS ETHET RO FALER) = 2 —
O M E RO B 7 EORRMER G 72T A EIEMEM SR (primary lateral sclerosis
PLS) L Wi 5 I LATE L. RO 4D TR E (spastic dysarthria) Z/E LT 52
CIEELFHTHY, WRERELLGELH L. PLSIIMVLEETHL L T5 0D
HDHH, BIRMICPLS EZHENTY, LD MVEH =2 — 0 VEFESMBELTEY
PRSI TALES) = 2 — 0 2L RO 5T ALS LIREBIT SN2 ) 328085 h i
S5FHY, ALS OB ERZ WA 5. 7B, PLS & L THEEME (HElR) Mo
2B IIIFED S 3FEL LOMPLETH L 2 LIIFEREEZET L. REE) = 2 —
O HEGEA BT RCTEAIT L, R 2 B S AL Mills BER E IS,

BRR I AEATYE FALEE) = 2 — O EBE 2 R 528 PAEE) = = — 1 VEREE R e, #
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1. &%, BR, BB - PR KR - RE

TR ZE4IE (progressive muscular atrophy : PMA) &IFEN 5. fEEHHICBVTIEINS
BRIV ZAE VL S L CRE T 2 HMAIZ 2 o T b, PMA O %2 C, W) EBICBRIGS %
b D1 flail arm B! & I IX 11, brachial amyotrophic diplegia, man-in-the-barrel T 3 X O°
Vulpian-Bernhardt H# % [6] Ui 2 ZIRT 5. Wl PRS2 b D13 flail leg B & IFIEA,
i 28 (pseudoneuritic form) b [f] Ui 2 BR$ 5. PMA OHI 06 HE T3 B E)
Za—u Y OEWFAF#RO OGN ZEHE L, TORBFITALS THDEEZ LN TV 2.

REER, BV B LR PRUICEMEA RS ALS OERIRIRPLS7S ALS with pallidonigroluysian
degeneration (PNLD) & L THESNTED 2 OE&o0fiille LTRIEENTWS. ZhbD
I H—TIERII A O ABEREEB) 253 5B 7 EIFWAY L ERIRIR 2R L7z,

finger extension weakness and downbeat nystagmus motor neuron disease (FEWDON-MND)
EEBEMOMEF NI E Y, SR ST 25 R ISER L, ThHANOIRR
PR —BET, HiME LTRESNTYS?

FOSMN (facial onset sensory and motor neuronopathy) JEBEREE, % < DIGE LA IERT R
ZEIH OB EN SR T ), HRREREIRRC_ERELT OB LR H AR 1 EAT 3 2 il &
72, SIEFN B A EE ST W72, JHBLAEIYIC transactive response DNA-binding
protein 43 kDa (TDP-43) J%2%> Bunina /ME7Z & ALS & 3l 5 2 RAED 51, ALS & i
ANRY b T RERAGLTOLIREEIEH STV Y

[SEDIRFRFE]
¥, R, HEOERICH WA, WEEZHOPIIL T ZEPRLEENS.

ik

1) Turner MR, Barohn R], Corcia P, et al; Delegates of the 2nd International PLS Conference, Mitsumoto H.
Primary lateral sclerosis: consensus diagnostic criteria. ] Neurol Neurosurg Psychiatry 2020; 91: 373-377.

2) Tto], Shimizu H, Ohta K, et al. Amyotrophic lateral sclerosis with pallidonigroluysian degeneration: a clin-
icopathological study. Ann Neurol 2020; 87: 302-312.

3) Delva A, Thakore N, Pioro EP, et al. Finger extension weakness and downbeat nystagmus motor neuron
disease syndrome: a novel motor neuron disorder? Muscle Nerve 2017; 56: 1164-1168.

4)  Vucic S. Facial onset sensory motor neuronopathy (FOSMN) syndrome: an unusual amyotrophic lateral
sclerosis phenotype? ] Neurol Neurosurg Psychiatry 2014; 85: 951.
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Questions and Answers (Q&A)

Questions and Answers 1-9 1. &2, BE, B8 FE, KA - KwE

wH - mEE LTI BESNTLSDh

O

O ECHNERELIFEGNERNFET DD, MBICETINIIVEICKD 8RS, EOESD
AL RNA KRS, IFEANLR, BIERANLR, HRRNERESDILBEREDN
BEINTW3.

ORI ALS TIIREEGCFDEEERT AV UIIEEERENDSHER, HALIIZ0O@EBIC
S OBREMHNEESN, MEM ALS CREBHAREZENT 5 TDP-43 NMRRECE L
EFEEINTWLS.

ALS OFFEIIGEENER & IR BERIAAAET 5. MiFo@HEEs L TEshTwn

% b DL, B ERITREE, RNAHRE, &OEMEEHEE, DNABERLE, 3
Fa Yy R THRERE ERILA N LA, BERERRE, NIER N LR, vy 3 R,
7 TR RE R E R S TH D VY

ALS O ) 5~10%F K IEHE % 4 L, FKEM ALS (familial amyotrophic lateral sclerosis
FALS) L vybits V. T F T CIORF72, SOD1, FUS, TARDBP 7 & 30 fif % W 2 % 5N
ETAEE SN TBY, HARTIE SODI BRI HR L% 20~30%% L 5 % HIK@E =T O
ML o TEB = 2 — 0 » ORRBEMERC Db A8k 4 AR EESH O & 2 ), KM ALS
DOIFEIT Z N S AEFEREDOTEY: (loss of function), & 5 WITEHEMRIER 2 &8 FE OFREE & 130t
BIER 72 MR (gain of function) DWFND, HEWIFZOMHIZL S LESIN TV >V
(R ALS R HE & JF R EIE T OB IZ2D W T Q&A 1-10 BHR).

IMFEE ALS TIRES WIS 53 F AR TH o 7243, 2006 FFI2LE F 5V BtEE A
ROARAR L LT transactive response DNA-binding protein 43 kDa (TDP-43) #& 1 23[R & & 11
7z. TDP-431ERNA DA T I A4 ¥ 7R ACHIE, A ML AYERICBT HIEFHHEHi % & RNA
O PEMERR S E B Sl 2 72 L 5% TDP-43 ORErE R LMl E ~ o Rtk R e 1L RNA 6
TSt T EEZONTWAS. ZTOM, RNA LDORETHELS A L AR & & x
U728 7, TDP-43 & FVE DM BIHZHIC X 298 HIE K 7 Sk 4 2R EDE ST
Z) 1, 2,8).

MZ T, T4 ALS & 45 5 OB 2 /R T Wi ARV T b, CRP A8 BE B il 2 7R 3
ALS TIIEAERE & EAREFEPMET T2 LR HIEET ) OBV = AT 4 v 7 %
PEREFIH 2 21 TV 5 T e A SN, RHSIEIRBIBHI O 53 ALS O —FIMW 2 ik
WTEsie LCHER SN TW S,

DX IT ALSHRIEI, EARN %R & AR NI O BB SRR A A b ) o T
WBEEZLNTWED, WEZAWREL S,
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1. &%, B8, B8 - PR RE - K/E

[S&DHFRFRE]

TDP-43 HE4ERIE ALS DAL OB TH ML, ZOWEEICO VT LT LMmoroh
TiEwiwv, F7:, MBEERRGUERERBOBIN AL D EELRZEZL T TH LN, Ll
TOHYERDOIE T Y ANZLL, GHROBEEIFF/-NG. BIEEEL ALS ORHEIZOWT
Y, TUYF Y ADERDEN5.

ik

1)
2)

3)

4)

5)

6)
7)
8)
9)

10)

Brown RH, Al-Chalabi A. Amyotrophic lateral sclerosis. N Engl ] Med 2017; 377: 162-172.

Taylor JP, Brown RH Jr, Cleveland DW. Decoding ALS: from genes to mechanism. Nature 2016; 539
(7628): 197-206.

Nakamura R, Sone J, Atsuta N, et al; Japanese Consortium for Amyotrophic Lateral Sclerosis Research
(JaCALS). Next-generation sequencing of 28 ALS-related genes in a Japanese ALS cohort. Neurobiol
Aging 2016; 39: 219.e1-e8.

Van Damme P, Robberecht W, Van Den Bosch L. Modelling amyotrophic lateral sclerosis: progress and
possibilities. Dis Model Mech 2017; 10: 537-549.

Arai T, Hasegawa M, Akiyama H, et al. TDP-43 is a component of ubiquitin-positive tau-negative inclu-
sions in frontotemporal lobar degeneration and amyotrophic lateral sclerosis. Biochem Biophys Res Com-
mun 2006; 351: 602-611.

Neumann M, Sampathu DM, Kwong LK, et al. Ubiquitinated TDP-43 in frontotemporal lobar degenera-
tion and amyotrophic lateral sclerosis. Science 2006; 314 (5796): 130-133.

Ling SC, Polymenidou M, Cleveland DW. Converging mechanisms in ALS and FTD: disrupted RNA and
protein homeostasis. Neuron 2013; 79: 416-438.

Brettschneider J, Del Tredici K, Toledo JB, et al. Stages of pTDP-43 pathology in amyotrophic lateral sclero-
sis. Ann Neurol 2013; 74: 20-38.

Lunetta C, Lizio A, Maestri E, et al. Serum C-reactive protein as a prognostic biomarker in amyotrophic
lateral sclerosis. JAMA Neurol 2017; 74: 660-667.

Beers DR, Appel SH. Immune dysregulation in amyotrophic lateral sclerosis: mechanisms and emerging
therapies. Lancet Neurol 2019; 18: 211-220.
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Questions and Answers (Q&A)

Questions and Answers 1-10 1. &2, BE, B8 FE, KA - KwE

BET ZEIEFICRAaNBY, EDKSICHhhrbh>TLWHDh

O

OFi&E ALS DIEEEEFE LT, BEATIF SODT ERAFHIBENS®L, FUS, TARDBP
DREHTNITRL.

OREEMLF(F, OEOHER - @K, ORNA H#, COHFRMX - MASKOVINHELIIE
HICEESTBBDOHEL, TNSDMBIRAEEBOREN ALS DFEICEAS L TLS ERES
ns.

ALS RO 5~10% XHEETH D, KM ALS (FALS) LIHEN S 19 Ktk ALS O
50% BRI O IR REE T AR S s (] 1) HATIE FALS @ 32~36% % SOD1 Z %55
B, KT FUS %5 8~11%, TARDBP % 2~3% &G S Twb *9 HEEMBERIZEHANE (fron-
totemporal dementia : FTD) & GBOERE(L T 282 b DDA LN, CIORF72 ¥ HZD—
BITH 5. KOKRTIE CIORF72 BEN iR b EHIETH 505, HAZEDT7 V7 ATIEREET
BEIMDTENTH S 15 HAKRI F/3F =045 Paget % AT 5 2 /MBI EIE (multi-
system proteinopathy : MSP) % FALS DHHMIKE & Z X 5N TETWw5H " FHIVEN ZME
(spinal muscular atrophy : SMA), AR IER FRE (hereditary spastic paraplegia : HSP),
Charcot-Marie-Tooth ¥ (Charcot-Marie-Tooth disease : CMT) 7% & D& (= E I, BB
RFENBETIZFALS & DG —N—F v THEDENLGEDH 5.

AT HREAREED L 3t (AD), R Asttd L d#Etk (AR), X JetflE
M (XL) 230, ZBEIZL ) ZOHABEIFEOARKORETEZ EI$ 5 (loss of function) & 5 \»
(3 7 AN 2 #4359 % (gain of function), 72132 DA A ALS OFFREICH S35 & &
ZHN5 % HARTRE O SOD1 #InT-Tld, BLA MLV A, /MafkA bL R, JEEHEMEES)
FFEHIEZE (7)) 7 Ml BB AR SE A~ ORARY 22 B 5-) 72 EAFSRERT & L CHEE ST
Wb, ZT0EH, £ OFERERTFIE, O&ASH - ik (OPTN, SQSTM1/p62 137*), @
RNA {3 (FUS, TARDBP 7% k), Qlizii% - MilaEHs (SPG11, TUBA4A 72 &) O 3 DDf%
G- LT 5 29 AR - ik ORE I ZEAEE RSO 2, RNA RO R
B EABHLEG ORI LT 2 8L KT, BEVMR 24T 2 BRI, s
ik - AL EROBREEIS LT EZRTEEZ LML, IO ORBORENHMD 5
WIAHEIZER LT, ALS ORBBICE R 2 &#l 2 K- T LRSI NS *% WK THED HW
C9ORF72 Ti, JERFRHO A ~ 1 v 112 6 3% (GGGGCC) DY & LELH O FH KA
HY, Corf72 HIADKERETEL, RNA BEMAROIEK, FEMEHEBAMRE BT E 5312
HIREND IV RTF FY E— T OfEE,Z EQBESN TS Y

MFEYE ALS &% 2 SN BIEBID 02 b —EDEIE T FALS O RN & T % 43 % BIAHFEAE
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1. &%, BR, BB - PR KR - RE

1 kMK ALS ORRETCTF

AT BILFH BLFE | B | FREFR h
ALS1 SODT * 21922.11 |AD (DN ER(L, JBHA SR
ALS2 Alsin* 2433.1 AR HE EBNE - T
ALS3 KEE 18921 AD A
ALS4 SETX* 9934.13  |AD = RNA 3
ALS5 SPGT1* 15921.1 AR aF BRI - HRR S
ALS6 FUS™* 16q11.2 AD mA RNA 5
ALS7 REE 20p13 AD/AR mA
ALS8 VAPB * 20913.3 AD (DN EEDHE - Enx
ALS9 ANG * 149112 [AD A RNA 1351
ALS10 TARDBP * 1p36.22 AD mA RNA X
ALST1 FIG4 6921 AD A EE DR - EnxX
ALS12 OPTN * 10p13 AD/AR HE EODEE - X
ALS13 ATXNZ* 12924.12 |AD mA RNA X
ALS14 VCP* 9p13.3 AD (DN EBHDE - Einx
ALS15 UBQLNZ2 Xp11.21 XL A BB - Enx
ALS16 SIGMART 9p13.3 AR B EE DR - EnX
ALS17 CHMP2B 3p11.2 AD A EODEE - Bx
ALS18 PFNT 17p13.2 AD A BRI - HRR SRS
ALS19 ERBB4 * 2934 AD A SRAIFO VU VbR
ALS20 HINRNPAT * 12913 AD mA RNA 5
ALS21 MATR3 5g31.2 AD mA RNA X3
ALS22 TUBA4A 2935 AD A HhREnNX - HRRES
ALS23 ANXATT 10g22.3 AD (BN BRI - HRR SRS
FTD-ALS1 |[C9ORF72* 9p21.2 AD mA RNA X3, EBDE - @x
FTD-ALS2 |[CHCHD10 22911.23 |AD A Sh3VRUP
FTD-ALS3 [SQSTM1/p62* |5q35.3 AD mA B - Enx
FTD-ALS4 |TBKT* 12q14.2 AD A B - Enx

DD ETREDHBELCTER, © RERZILELT EBIRSND.
AD : BREFEN B8, AR BREFSMN (B, XL: X RerEHE.

T5Y F72, HHOBGETERICI) ALS 25ET A BNBRTOE»IS, 7/ 574 FHY
HFENT (genome-wide association study : GWAS) 2> S IFEME S & 72 ALS OFEE, il
SERE B % 5. 2 D BIEZEEE TP SIS R > TETWAH. ATXN2 (ALS13) 135
ALS OFRBIEZWBIZ T L EZ LN TWAS %Y HAD S ZNF512B A EIZ ALS LT 5 2
ERHEE I TWwB

[SE& DR FE]
KIEVE ALS D5% % 50% O R KE 5 TR L TN 5. RIS T OFBE DR 2> & Rk
ALS DIREEZ WIS L 22 V), IBIEDFEL SN D 2 &, ZOHMEL IS ALS OJRRERIHE (2D
LHRLZEMEENS.
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Questions and Answers (Q&A)

ik

1)
2)
3)

4)

5)
6)

7)

9)

10)

Online Mendelian Inheritance in Man (OMIM®)

https://www.omim.org/ (i#%&7 27 & A 2023 4 4 H)

Mejzini R, Flynn LL, Pitout IL, et al. ALS genetics, mechanisms, and therapeutics: where are we now?
Front Neurosci 2019; 13: 1310.

SRTECHE, VYIRS, MBS, 1272 FKEM ALS. BRAIN and NERVE: fl###iF 78D # 4 2019; 71:
1169-1181.

Nakamura R, Sone J, Atsuta N, et al; Japanese Consortium for Amyotrophic Lateral Sclerosis Research
(JaCALS). Next-generation sequencing of 28 ALS-related genes in a Japanese ALS cohort. Neurobiol
Aging 2016; 39: 219.e1-e8.

Nishiyama A, Niihori T, Warita H, et al. Comprehensive targeted next-generation sequencing in Japanese
familial amyotrophic lateral sclerosis. Neurobiol Aging 2017; 53: 194.e1-e194.e8.

Ranganathan R, Haque S, Coley K, et al. Multifaceted genes in amyotrophic lateral sclerosis-frontotempo-
ral dementia. Front Neurosci 2020; 14: 684.

Benatar M, Wuu J, Fernandez C, et al. Motor neuron involvement in multisystem proteinopathy: implica-
tions for ALS. Neurology 2013; 80: 1874-1880.

Mathis S, Goizet C, Soulages A, et al. Genetics of amyotrophic lateral sclerosis: a review. ] Neurol Sci 2019;
399: 217-226.

Taylor JP, Brown RH Jr, Cleveland DW. Decoding ALS: from genes to mechanism. Nature 2016; 539
(7628): 197-206.

Tlida A, Takahashi A, Kubo M, et al. A functional variant in ZNF512B is associated with susceptibility to
amyotrophic lateral sclerosis in Japanese. Hum Mol Genet 2011; 20: 3684-3692.
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Questions and Answers (Q&A)

Questions and Answers 2-1 2. 2R, #ERIZH, KRB

2 EDKSICITSH

EZ

OALS D, OLNBIVTLEE =1 —0VEEDEE, OETHEDRB, CBRIEZET,
[CLDTHENS. ALS DEENZHIVY—H—RBRBERTEELEVW EHS, BRAR
CHRE (BEREBFNRE, WRER) MRZHS UL TEMT 5.

ALS O WL, OLfEE) = 2 — v > (RCHITHE, KM, R & T AzEs)
Za—u ol (WEOHRT, FZH, SHERPEDUR) DS bloTRlobNs 2 s, @
JERDHEITIETH 0, ORI HMWIRALANDOHEEA A BN L 2 &, OFPOERE & 72
FTHRBOER (BB W) U ETH S V2 F 112 ALS BB 2 WHFHE RS %

ALS BN BB L O M) = 2 — 1 VEREOWMEDTRO b 2 EPUWHFHTH 5
23, BRRBIGICB W TR AR D R VIES 2 A5 2 &b TR Tld kv, IHROBZHIEED 7
L' — FTid possible IZE R AL BWERTH > Th, ALS BMETE RV If, FizZ ALS #
BEOMBLEED, FERREEZE) LEND L. FFICIEE =2 -0 v EEOREEL
PATES) = 2 — 0 CREEAMRIN T E 2 WIERNE, HEHEE S 1172 Gold Coast i2 Wi AT ALS
CHZOOLNTBEY, TORBREIIOWTIRIESEME SNLLEDND L. HROBW L 72
S TY, ZOX) I RRE, METHEE, RIS SREIIC ALS LT AL
3H09H 5.

LRI D72 B IRE R EE) = 2 — 0 U REEE UCIE, SR BB R A e, S, W
BE, BALBEO 4 FEBICHT T, 2B EICBWT B - TRES = 2 — 0 VEEEZRTITR
HAHELNIUL, FFTHETIZHNTE R VIREDILA ) 2R En s, THhER) = 2 —o V
EIZOWTIE, BRIICEEEDO I 52T WHIZB W TR TRARIT A H Lk Ed
D LHEINS.

=1 ALSEMICHITBEEIR
A. PENFET D
1. MBS 1—0OVEEZRI BRARNG 2 WVIEEIEEZNE
2. HApEE = 2 —0OVEEZRIBREAR
3. ERDEST ERFEEAIN S BN DER
B. TEENTEELIRL) : BRoVESHA
1. BRER (LA - MIBEB -1 —0VEE) ZHTTSMEER
NI EBEIEREZNG D WV FHREFZHATR
2. lBAAR, BREEFPHNERZHATESMREGIRE
(Brooks BR, et al. Amyotroph Lateral Scler Other Motor Neuron Disord
2000; 1: 293-299. 2 &) 3|A)
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b U CEBl = 2 — 0 VEEE X 724 OEIIEE (Q&A 2-3 ) DIIAI, B
B L UCRERE, BOMmEE, HEmgms, HERE, #ASNRER, Alzheimer HEE
HIBRBERE ED BT O NS,

[S#&DHFRE]
Gold Coast 2 2EHEANRIEIENG S N727s. T DA MEIZD STHROBWIINE & 5 2 L1
LHTHY, GRIEBOERMPELTH 5.

ik

1) EFNS Task Force on Diagnosis and Management of Amyotrophic Lateral Sclerosis: Andersen PM, Abra-
hams S, Borasio GD, et al. EFNS guidelines on the clinical management of amyotrophic lateral sclerosis
(MALS): revised report of an EFNS task force. Eur ] Neurol 2012; 19: 360-375.

2) Hardiman O, Al-Chalabi A, Chio A, et al. Amyotrophic lateral sclerosis. Nat Rev Dis Primers 2017; 3:
17071.

3) Brooks BR, Miller RG, Swash M, Munsat TL; World Federation of Neurology Research Group on Motor
Neuron Diseases. El Escorial revisited: revised criteria for the diagnosis of amyotrophic lateral sclerosis.
Amyotroph Lateral Scler Other Motor Neuron Disord 2000; 1: 293-299.
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Questions and Answers (Q&A)

Questions and Answers 2-2 2. W, BRI, BE

SHEEICEEDEL S BHDNHBH

O

OBFRNIC ALS DEMBEFZHIREZ LT =HDBETN TN TH ) BERRICHS.

@EL Escorial SZHIEEE (1994 ) (FREMELVHBETSIN (1998 ), TSICHBEREE
ZUWEINL Awaji B#, DL\ T updated Awaji BEMRIES NS, BIREICZSULLE
NRETHS. WThOBREICHFELLESZHIL—RZELL, SH7OtRZ2[EBEL
7= Gold Coast ZHiE# (2019 F) FRIAIZWRICK DRI FHFNS.

1994 4R (2 FAREE I IRRT R 5 7% 5 ALS DF Hﬂf%ﬁ (El Escorial 2&#E) Z 4 L7z (2

DL, FHEAA XA 2O El Escorial TYER SN 722 &12X %), El Escorial 2:4E TIXF W
FZEEIZZ L — F (definite, probable, possible, suspected) % OUF, probable Ll L& G/ A
DOHIELTHIEZHIE Lo, BROEE IR 2 sy, SR, Wt BAISEo 4 s
ST, 2 IS BT R - TAGEE = 2 — 1 YRR RS AT S U probable, 3 HEISIC
BT definite & N7z

L2 L, ElEscorial 2:#:(2 X 5 C probable P\ I & G5 & 2 KEEASIEH AL, i BT AL
EMRZAHRE LOBRAR W I NF=72012, 1998 4113 BIXFT L % 2 © 72 laboratory-sup-
ported probable & \»9) 7' L — F& I 2 722IEAMT D7 (ET El Escorial 2538, F 7213 &5
fibNiz7 2 ) A EREN—Y = 7O Airlie House 125 7% AT Airlie House 2:)". 7] El
Escorial 26# Tld BAV - FALEE) = 2 — 1 ¥ FEH OBRRAERA 1 #I8IZRIE§ % possible ALS,
HHVIE, FGER = 2 — 0 CREE 1 IO A L2 BRIZIEERD SN2 WEIT, 2 I HE
B CEERRET I GRGHE 8B A, Bt didk) 35 X OMBPEBORReAT i (R - 2 A0k o &)
HALEAL) OWMHD A SNE S DR LT [laboratory-supported probable] &9 7' L — K&l
Z T probable & [{SED 7L —FE L7z (R 1). LaL, atks XOEEAET RoOmE 2 2
& L727201Z probable UL EOZBRIEREEII RS M LIZ L ah o7z, THEHHZEMIERT 5
B OB TIIARE R SR & 2 B ALK (BPEBIAEE) 25 > TH Y, L9 LAk
HREFT AN S wizdTh S L lbh .

SNEZT T 2008 FIZIERERR A2 D ALS BTG IS4 LT, El Escorial 2:iE
DOJEHI % BE L OO ERIRE % S SICEH L -WET 218 L7z (Awaji ££8E)% ZOYETOK
SR 2 5D 0, OFEREE 2 HRN 2520 & F e FRT 25 2 &, ORMERATE
% BRI E LCHRB L2 L THhH A, DIZ XD [laboratory-supported probable] &
W) Z L= Nl ol Mk Awaji isli2k#E 2 v % & probable UL E ORI EEE IZYE]T El
Escorial 2 X ) 89 % &L OFIEAHHRNTE Y, Awaji BITEEII—EOLFE2HZ L
L. laboratory-supported probable 77 7 ) ZHlfg L7=Z &5, EAGEE) = 2 — 1 Y EHEOL
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K1 EETEl Escorial ZHrE#EDHIE

Oy EIEH (IEEH 1 ~3 DI CEEI &
1. B 1—0VEEDORENHD T &
2. MDEFH= 1 —OVEEDREN G &
3. BENSARLED 6~12 nAZBATEELTVE &
ORANIEE UTDEENEEL, ALS DADEKRE, SR E(ICE > THIETERWVBEIF, ALS D2 & [FEERL.
1. REES
2. ERREE
3. BEURES
4. BISRERS
5. Parkinson J&ICH SN2 EENRE
6. Alzheimer iRICH SN 2RIAEE
A

@ ALS EEWEH#(CETLD, FILUTD ANEET 2.
D1 MMEHZ 2 —OVEHOHNEERY, BREEFN, FFMRREZNREICKI > THSH THS.
A2 [BIRWFTEN S AL _— 1 —OVEUHESNTHD. ZULT,
A3 BESHRBMA (e R RFHELE) T 52V EED DEBRINDIERPAEIRDETIHER ZRED 5 W S HRIRE(C K >
T 3.
FNEEBICLITD BHRINYT 5 ENRETHS.
B:1 Liisp2dWE MEE— 1 —OVEREOMEN ENDEEPKREICK S EVWSBRIAEEZY, REFNEHLNGS.
B:2 MHRINERRK - EREEFHNMED, SREBFREICK > TIEDDREICK D EVSFHINRIND.
O UTEAE
1. BRPREVICHESRTR ALS (clinically definite ALS) &I&, B 3BMIICHSVC EALEE — 2 —0OY E MOEFH—21—0OVE
EDRAFMEN DS &.
2. BRPRBIICTIREMRTR ALS (clinically probable ALS) &I&, AR EBHEHK 2 BILICHWVWT LI - MEEH—1—0OVE
EENGY, TSICTTOMLBEE 1 —OVEEDLUANILE Y BBAICEWVT HEEE - 1 —OVESMEN D2 &.
3. BRERBIICTIREMEAR Ch WAREPME CTEDIF 512 ALS (clinically probable-laboratory supported ALS) &I3, EREREY
[C AL - MEBEE— 2 —OVESMREN SR 1 SMICOHRH DN, S5 1 S HLEE— 1 —0OVEEMENH 25
BT, D 2K CRIRDHEREREZRD, HREGREVZDHDIREICK > THREZRATETZD.
4. BREREVIC ALS DElgEds ) (clinically possible ALS) &I, (1) 5k 1 EBRIDHIHC Hfi& MuEE)— 2 —OVEERR
FHBD, (2) LAEEH—1—OVEEOHZESEH 2 B EICRDZN, Field, 3) EADEEH_—1—OVEEXY
DEAITC MIEE Z 1 —OVEEMRENHDHDOD, 5 3 DERKEYICTIREEKR Th UAREMR TE DI 5112 ALS (clinically
probable-laboratory-supported ALS) H'Z C TIFERESNBEVDBDTHHHD, DLWITNHERET 2. LWINDEHE
BMERBFFRAN TETVR IR 5.
5. ERPREVIC ALS #8L) (clinically suspected ALS) &I, fE#RMOEE—1—OVEEZZI2HDTHY, ALS DR
HREEBNET DT IV —TFEUTEIRL. &> TREHIEED S FERANT S.
@ ALS EZDHELL - BhERE (EBEZ#H D)
1. fUFME ALS
2. B Xk ALS
3. ALS 7S RIEREE
4. BEDIFHBESH TRLERBRERMEZ/HS ALS
@ ALS DESEBZIZHT (TR
A. StEIEX
BEHECHMWT DR UT, BoES K ORIBERED TR s MR DRBS 2 ;T MLDHEREEZRH D&,
F D S OHBEER ClE 1 i CRBROEEZRDHD T &
TMIEE =1 —OVEELULT
- TR
1. #RAEBFBMN
2. FRIESOR
- 1B MERARIRET R
1. RismisE 28 SIREOESHRMUE
2. HApEE— 1 —OVEEHNBVES, T9RBTFHNI—UhHoNBVNTE. g 1 —0OVEEN D3 5E(F
FONBEE(F 10Hz IR
EFTHERR S IR R O@E DAMENUE CTH 2.
B. #H#{EIRE
- BEHEEBANME T U TOLBWVRY, EEEREEREFEETHS.
- REMRCEREFERTHDN, BEEZ1—0/VF—, LR 1—0ONF—C[FBELEITD. FicamETELIFLE
FAHANECTHD.

GBS 2 —OYBEERIARE LT FORRN DS
RBSEEENAT, PROBSOES. MNBE0LR. FRBREOET. RO - BABNCEBLIEIO
FNEE R

(Brooks BR, et al. Amyotroph Lateral Scler Other Motor Neuron Disord 2000; 1: 293-299. " & W {ER)

BHBHEA% \» probable 71 7 TV IHLAA T NTRER, BRIEREMERT 52 &) MiEVH -
729 Z®7:%, updated Awaji FEHEDFREME S, UET El Escorial #2 Wi H#E 12 & 5 72 LAES)
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Questions and Answers (Q&A)

% 2 Updated Awaji ZHIEZEDEIE

Awaji %?%ﬁ%ﬁ’i%[c U, UFOTLU—RZEEDS.
1. BRPREVICHESER ALS (clinically definite ALS)
2. EREREYICTIAEMEATR ALS (clinically probable ALS)
3. ERERBIICTIBEE R Ch WREMR TEDIF 5N 2 ALS (clinically probable-laboratory-supported
ALS)
4. BRERE9IC ALS OTTREMS Y (clinically possible ALS)
o Awaji PEEL 3 LADES 21 —0OVEEN 1 7, MIESH—1—0VEE% 2 HEICERH BHIIE 3
DI S IERD IR D.
* BRAEZHEEDRE
A. EHHEX
TMIEEFZ1—0OVEEELT
o ETIHRR PR R
1. #RHEBFREM
2. BRIESHR
3. BRI R 2R D 2B DRMRBRABM (RN PHERIRVHICE <, LIXULELBERETRT)
< BRI BREE) R
1. RISHER, S48 SIRBOESSEMUEL
2. BERD HEOUEA UTOEBBRAORVFEN). 2lE USSR L8~ 1 —OVEENHES 55
[FRVFEN/INY — 2 ZRDIFWVBEN' D S.
3. 500Hz h'5 5kHz DIV T « LY —E 7LD T & TRETE D ARE CEHIBEDES) S A1EA]
EATIER AR S AR MRR OIS DI RN N E TH S.
B. #iR{-EiRE
- REMRGERE CIHRES CERERERECHDIN, KIEMZ21—0/NF—PtDOZHE -1 —-0/NF—
NH2EEZR<. BEDIRBIE M OLEELEFRRNADREEREEDHFLE UT ALS OZMZS
ELRRL.
s BEHREERE CIIMEEREN I ERE TRD 75% U £ T FRRIEBINIES _EBRD 130% U T THs.
o ENERBDECH GBI BADENLEE & HHERENERED 150% U T TH 5.
« RE T 0w I RN D EZSRD IR,

(Geevasinga N, et al. Clin Neurophysiol 2016; 127: 2684-2691. ¥ &) fERR)

X3 Gold Coast liﬁ%ﬁ

1. ﬁfllEﬁ@Eiﬂ%&%ﬁE"@&ﬁU@b“B, TR IFEHODEER(IC K W ETIHEDEB RS Z

;b\&JéLt

2. M- SE%E - fOEE - FRLBEREE AR B 1 58" CHADES -1 —0OV & MLEFH =1 —
OVESZRDHDE (1 BEOFDBEIFE—DBEHIC_ EAES - 1—0> & MOEF =1 —
OVEEZERHDTE), Field 2 BEHUEOTMLER = 1 —OVEEERHDT 52

3. BBEICLUMEENBRASNDZ L%

L RBOHIT 2RHE LT, @%B$O@M&Eﬁtm@@t%@@iﬁ@ihé2%t
RARMENHEBENEEZRDD &, MBS LURNERETE 1 BHICTREODEEZSR
&

2 MBS 21 —0OVEEG Y SIS NS REIUTO 2 BEBBOWVITNH THD
1) BRERBICHIHDEHERZERD D&

2) HENER ((a) BESRREMEL (SIRIEFCFRIGNEOESEAEN CHERE
AREWZEMED T ENZL), BKRU (b) EBNERER (REBRSM, BHUSE, F
[FERHMER B FEEEAT)

23 BUBRBFREFRICKD N, BRCERE, HERN, MRIGEDER, MED KU
BRRBREREESD.

(Shefner JM, et al. Clin Neurophysiol 2020; 131: 1975-1978. ¢ &KW {EM)

= a2 —u YREED 1 HHIE7Z1T T &L v laboratory-supported probable 71 7 I HMEIE L T Awaji
HHEITIMZ SNz V(3R 2). BB Awaji 248 X 1) updated Awaji 25825 Bl 5> T 2 &
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ARENIZY Lo L, UET El Escorial ##ER° Awaji D L H %, BWi7L— FE2ERT HH
MR B HETIE, 7L — FIZOWTOMERBIMEICZ LW s hz

FNOORA % ZF, BWZ L — K2 BEILL ALS 252 & B 70 & 2 % ik L 72 Gold
Coast Wi HHEAT I R MR F 4, FERRERMRAERY S, 7 A Y 7 ALS %, KEEH)= 2 —
O B OWHIIC L D 2020 SEICHRIB Sz 9(F 3). @ Gold Coast I L #ETIL T E
B2 —0 VBEEZITOPMA D ALS & LCHRD/ZZ L I RELNETH 5.

[SEOMHFRE]
Gold Coast Wi HEHEASENE SN 727s, FBROBRRBL 51 2 BUTREERFF RILOBGET 745
DERLRHETH 5.

ik

1) Brooks BR, Miller RG, Swash M, Munsat TL; World Federation of Neurology Research Group on Motor
Neuron Diseases. El Escorial revisited: revised criteria for the diagnosis of amyotrophic lateral sclerosis.
Amyotroph Lateral Scler Other Motor Neuron Disord 2000; 1: 293-299.

2) de Carvalho M, Dengler R, Eisen A, et al. Electrodiagnostic criteria for diagnosis of ALS. Clin Neurophysi-
ol 2008; 119: 497-503.

3) Higashihara M, Sonoo M, Imafuku I, et al. Fasciculation potentials in amyotrophic lateral sclerosis and the
diagnostic yield of the Awaji algorithm. Muscle Nerve 2012; 45: 175-182.

4) Geevasinga N, Loy CT, Menon P, et al. Awaji criteria improves the diagnostic sensitivity in amyotrophic
lateral sclerosis: a systematic review using individual patient data. Clin Neurophysiol 2016; 127: 2684-
2691.

5) Johnsen B, Pugdahl K, Fuglsang-Frederiksen A, et al. Diagnostic criteria for amyotrophic lateral sclerosis:
a multicentre study of inter-rater variation and sensitivity. Clin Neurophysiol 2019; 130: 307-314.

6) Shefner ]M, Al-Chalabi A, Baker MR, et al. A proposal for new diagnostic criteria for ALS. Clin Neuro-
physiol 2020; 131: 1975-1978.
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Questions and Answers (Q&A)

Questions and Answers 2-3 2. 2R, #ERIZH, KRB

BRI TRNEERBICEDLSBHDONHSDH

EZ

OALS DM (FBERBRDIRADNURE ENTUVS.
OFRIITNETHERELT, EHOEH-—21—0VHER, SRIEESH_1—0/NF—, TBHE,
HABER G EDRERHERBDNH TSNS,

INFTRBSN TV LBHIEETIE, B TALER = 2 — o V3L 2O~ DIA
Y DIED, MWIRBOBRIDSLHEE SNTWD. ZOHEINIE, MRfEERE - HEN - 4k
e - PR R AT - MR A - BN RO A 7 &S B 2 5.

ALS DL Q&A 2-1 12H 5 L )12, #ITHO EB L O FALGEE = 2 — 0 VY EEZ2 RO S
TENHERTH DN, EHTERTHRORL ZMEEEZRINT 22 L MOTHEHETH L. 72
& ZALRR o THMEIE L BT SN TRl ShA, MRS SICEITT5 222 51E LH T ALS
DFWHBTENEZ L D), NELFMBEERLBFICHZDHI LI D. T 1ICEREIK
BLZOENEEHIFH V2 FRT ALS LB SN T WIHRE (ALS mimics) IS BT 5 LE)S
HY (T, BLTES), ALSICE ALK F 37— - BIEMBER ZRAYE - & Paget % % 7] U
T RRNTET 2BENOL RFEHEARED fE SN Tn5 7

F7o, BREEREGEEE LT ALS BEEL D 2 WHEMEATRIE SN TE ), UTomE H N
EEDHFAEEEE)RETH S« OB OMST, @ TFMEE) = 2 — 0 ¥ EENETLELIES
O FRBEE, OBRBAREE 25 % R 2 IRAEIR 7 EIEEBREIR O G b, @ORNE A To
FAEFTHL, OPURIERIECTIGHIC X 2RSS © SN o Oz 80 2 58 XAk &
&) EWEREOAMEBETTRETH S (Q&A 2-8 )P,

[SE&DFERRE]

FHEAE FHE DR IRETH 2720 ALS EDOEHEH TN TR, ALS OEHFZRIET 51
AT WA T & XIS MNC 2 % %%% . facial onset sensory and motor neuronopathy
(FOSMN) JiEfihit Y ALS O— Wil TH 2 W HEVED D ), FHROMNVEETH 2.

ik

1) Yedavalli VS, Patil A, Shah P. Amyotrophic lateral sclerosis and its mimics/variants: a comprehensive
review. J Clin Imaging Sci 2018; 8: 53.

2) Turner MR, Talbot K. Mimics and chameleons in motor neurone disease. Pract Neurol 2013; 13: 153-164.

3) Kazamel M, Sorenson EJ, McEvoy KM, et al. Clinical spectrum of valosin containing protein (VCP)-opa-
thy. Muscle Nerve 2016; 54: 94-99.
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F1 AL EBAITREEE, BIUERE

DEE)— 1 —0OVEE]

- BREHERE B TFRE CMNBLTFRE - ER)

« IRBHEUEEMRE (Kennedy 58) | BLFRE (FY ROSVELRT CAG UE— NEBEE)

o U IERET  REE, BRCERE, HEN

cAFVHIZY—T ARZHE | (K - BRGE

 BEEEENRE - HEBR, SnFeE

CRIETRES - MRARE]

o SEHERE - FEHETE | RER SREERE, HER

¢ SEMEE) 0 —0/\T — | REERE,. HEBER. H1GM1 Hifk, MEEER

o (BN L FARMHEX (CIDP) : M CEIRE, NERER SRER

o FRRREE - IRMERIEINBIERST | MRCERE, HEN

 Za1—0O=4 hZ— BB, 7K FvRILESHKEIIE

+ Charcot-Marie-Tooth %% : X CERE, BLTFRE

- EIEBERE  BE~Y—H— BEg SHENGRE

«BREPS R - RRE

o LEBERN | WRCERE, HEX, MEXNRE

o FHIRERAERBAE - MRI, B4R

 MNIBAESKE - 2 —0/VF — (hereditary motor and sensory neuropathy with proximal
dominant involvement : HMISN-P) : BR&AEE (EEM), TABECOmHELN

(R ARG RS

o SIEMEEIIME M7 EFILDU VZEEIAE, 71 MuSK Fitk, REFIHRE B—mHiREmHER

* Lambert-Eaton BhEDIEIRAE | RIERIEER

(B - BHEERE]

« BEEZEIE : MR

o ZFEMEHBAE - MRI, AU J270—F)LINV R, FHREN

o FUIfE - BHEER, SEHE MR

o A LR DEGETEEFIVADIRE, Y5 ZRIKEZRDE UfotEE bt

o HIV, HTLV-I BEEEEEE (HAM) : FUHIV ik, H1HTLV- Fiix

o IUIMESFEE : MRI, FHER

o Parkinson ¥, ETHEM EMRE : MR, RIS=EY RS YRR—I—IVFITST 4

(Rl

o BN 1 RIBER & ABRIUSER CEBARMLT] - BiE#E, HER, CK, fER

« LHEMUMHN, HEHRN, RENEHEBRESA/NF—  HER, CK, HE&k, Beid

 RUZILITVIMESR | RS, TRREREE, @RmERE, HER, B - i

» facial onset sensory and motor neuronopathy (FOSMN) fEf&Ef : BRE_ERREREES, MHEBER (ALS
D—HEITH 2 OEEMEDIBEINTLD)

[NDMER - REEE]

o ERIRARFSRETTENE | EPIRIRISEERE, R, iR

o BIEFRERAAET TEESE © IBAILY D L, BIERRIRRILVE V18E

« BRABBEC S | BUIRROBHE, [IEEY <Y B, %A

s CUP VIR (TIUT VUARMHE) @ T, [ARE, I\EER

EXFFRFICRE2TINP T LIRRE

4) Mélé N, Berzero G, Maisonobe T, et al. Motor neuron disease of paraneoplastic origin: a rare but treatable
condition. ] Neurol 2018; 265: 1590-1599.

5) Corcia P, Gordon PH, Camdessanche J-P. Is there a paraneoplastic ALS? Amyotroph Lateral Scler Fron-
totemporal Degener 2015; 16: 252-257.
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Questions and Answers (Q&A)

Questions and Answers 2-4 2. 2R, #ERIZH, KRB

RERENREOH ZRIIBSICEDEL S [CHIHT B h

EZ

OFER ALS (CREY 2TREMZIRNTEY, REBMORBBEREZET 3.

MR A A S T IR BT A 5 2 M SR IDGHE % RS SR DG & 5. —fgIC R
PR ARG OFE KB IX ALS ODZ N L D b EwEvwbhTwa Y $/2, ZoWRELIEHR
OFEBYHATEAL & [7] U < Bl (M) Th Y, ALSICBU2HMLZHTO DL 3R RS &
ENTEZ L, ALS OFINIBWCIEHAKH RO Al 2 B O#fE R B B EAAAR S NS
ZENHEEIN, WEOATIREENENIHNET L2 EXHEETHL L ENTWE.

WINSIEBIFRETH 525, UWHEETH L EEZONTOIERID ALS IZEE L2 W)
Wshidh 20 BYEEEZ SNz 1LIERIE O BHIZ ALS (238 L 72 28 61T oMo H JE AT
DI TIEPACEIT R L, LA ALS DT ) AR ABEIIE W EHHmINTVWE Y L
T, MO R ZEMOA MO X EE IS E BT 5.

FLVERUHE MG & £ 2 5Nz 35 LD BER 24 » HBHF L 720128 Tid, 71%25B M TH 1/3
PERERE o7, NEZERUDBEDL Do 1205, ANRA7r —IVTId%  HIEH T2 5
7z, RRHESEU L TS 2 < Rtk 72 5 7228, BIEHII IS ALS 2 589E L 72 o 72 )

[S&OHFRE]
FRAE ARV (2 ER A5 B TR S T & 7278, B a— IS & D IR OBIZEAHEL 4 o
Twa., BEE ALS TRIFiTa— ETRR 7238 =Y 20 9 2 DS LETHS.

345}

1) de Carvalho M, Kiernan MC, Swash M. Fasciculation in amyotrophic lateral sclerosis: origin and patho-
physiological relevance. ] Neurol Neurosurg Psychiatry 2017; 88: 773-779.

2) Eisen A, Stewart H. Not-so-benign fasciculation. Ann Neurol 1994; 35: 375-376.

3) de Carvalho M, Swash M. Cramps, muscle pain, and fasciculations: not always benign? Neurology 2004;
63: 721-723.

4) SinghV, Gibson J, McLean B, et al. Fasciculations and cramps: how benign? Report of four cases progress-
ing to ALS. J Neurol 2011; 258: 573-578.

5) Mills KR. Characteristics of fasciculations in amyotrophic lateral sclerosis and the benign fasciculation syn-
drome. Brain 2010; 133: 3458-3469.

6) Filippakis A, Jara ], Ventura N, et al. A prospective study of benign fasciculation syndrome and anxiety.
Muscle Nerve 2018; 58: 852-854.
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Questions and Answers 2-5 2. 2, ERISZHT, BRE

EREEFIREOSRE @D

BE

OHEHBERE TMHEE =1 — O /BEZHRBCREIT DDICHERATHS.
OWRGERE(IHESE= 2 —0/NF—DRADT=HICHBETHS.

i

Elﬂ"!

ALS B 5 BAEHAHA L LCE, M & i Bgig s HTHh b, Thod
DEFE LTIE, OSHERIC XY ZEHOH 220 B0 2 BiAhg iz #oil L CRemk
NS5 L, ORISR L) B = 2 — a8 — (ZRIGEE) = 2 — 087 —,
MEPEIAEVERLBENE S SR = 2 — 185 —) REEMEE B TREZ BT 2 2 L hniFoh
5. HOKARERE SRS & B BB REFERALIIW] 5 22 % EALEE) = 2 — 1 Y BRSO Sk
P IR BRI D SRR FRCE 2 RN 5 720 ICH I TH A WD S 2%, TRIE, JEREED
MLTBELY, WERIBEED TS L L T RWBIRTRIBMEEZ Db 7:00+ 7T a
YELTESITONS.

1) stEEm

ALS IZB) 5 FAEEE) = 2 — 1V B5E 2 7R3 720 1B 3 & O EBLARE AT WO Wi #5532
DHNLWENH L. IHEPERANET R & U CREHEIC BT 2 MR B ISR - Mk B ZE L -
FrtE§idk (WiaiiE D HISE) 53 5 V. F72, Awaji &, updated Awaji 2, Gold Coast
FHECIIMHER B SN CEEYHALD 2 I EB) AR 0 B FHCE) ASTHEPEBAREIT R & L
TSN TS 29 BRI & LTI EB)HAL OIRIGH K - ZAHL - FRR TR, &
B HALFESHEE OB - BB O GEBHALOMA 2 BIKRT %) BdIFoh b, SllEwE (-
B0, EALRESEER (P 2B W TR MRS DR 5 2 i TOMEBEILIETH 5. Nt
BTREOHEXITDONG 2 EDVL WD, Like & N\ 72D I IEENEBAIRE O M 23 C &
BWZ EDBL WY HEMOBRNBIEN L) EETH L. MBEHEBTIE 510 H L5 VIEE 7
S IE O B F A R MBS AT ) °)

2) MR CERE
ALS OHFAEMRATH SN LA IE, EAETEEEMNORIGKT, FRBBEFKTTHY,
EBEAEHE 2 55 72 RGBT - (il 71 v 2 IR S v, Mkt CHisME = 2 —
08 F— (ZHEMER) = 2 — a8 F —, B IEE RS R = 2 - F—) 2B 5 2
ENEIETH L. ALS TR RS (R EE, IGEEMIRIE (JEE TH5H. ALS OMA
G BB IRIE O TEE, REMOFEHNG L DBEMOFHH Tl L AU L LTiltE S
NTW5, T/, EEHAEHEC RSB ELZ BT 20ICEHTH Y, SHOEEMNA
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Questions and Answers (Q&A)

B AEHMEEE & LTS Tw5 9 g A/ HKEHIBIF 5 H/M i FAER) = 2 —
O oEAEMNEEZ L, FAGEE = 2 —u EEOERIICAR L OMERH 5

3) tPHRERESRESIC & B EEARELN (Q&A 2-9 BH)
BRI S 222 EALES) = 2 — 1 Y BIEDTRD SN2 WA AR 2 Ehb 5. P
HRMOEEDNEE L REHRLTH L. BURICB W TR OB R 5L idv 2 %
WD R L 3% bR, SRIBAAED 2 AW ShTw s,

[S&DMFRE]
HREMIREGTH ) BHIALED 720, M —LMlaGbED 2 & TRERN
WAL & BRI RINCT & 520 SRA ORI D 5.

ik

1) Brooks BR, Miller RG, Swash M, Munsat TL; World Federation of Neurology Research Group on Motor
Neuron Diseases. El Escorial revisited: revised criteria for the diagnosis of amyotrophic lateral sclerosis.
Amyotroph Lateral Scler Other Motor Neuron Disord 2000; 1: 293-299.

2) de Carvalho M, Dengler R, Eisen A, et al. Electrodiagnostic criteria for diagnosis of ALS. Clin Neurophysi-
ol 2008; 119: 497-503.

3) Shefner ]M, Al-Chalabi A, Baker MR, et al. A proposal for new diagnostic criteria for ALS. Clin Neuro-
physiol 2020; 131: 1975-1978.

4) Sonoo M, Kuwabara S, Shimizu T, et al; Tokyo Metropolitan Neuromuscular Electrodiagnosis Study
Group. Utility of trapezius EMG for diagnosis of amyotrophic lateral sclerosis. Muscle Nerve 2009; 39: 63-
70.

5) Xu 'Y, Zheng ], Zhang S, et al. Needle electromyography of the rectus abdominis in patients with amy-
otrophic lateral sclerosis. Muscle Nerve 2007; 35: 383-385.

6) Shefner J]M, Watson ML, Simionescu L, et al. Multipoint incremental motor unit number estimation as an
outcome measure in ALS. Neurology 2011; 77: 235-241.

7) Christensen PB, Nielsen JF, Sinkjaer T. Quantification of hyperreflexia in amyotrophic lateral sclerosis
(ALS) by the soleus stretch reflex. Amyotroph Lateral Scler Other Motor Neuron Disord 2003; 4: 106-111.
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Questions and Answers 2-6 2. 2, ERISZHT, BRE

HEAEEDMEITEAIF ED K S ICEIRT HH

BE

054 %, REreAl (IREGL) - REERE (ERAD) - IOBERREL (1F%Eh) - R(LEEEE (T
Bh) @ 4 BBAIICH (T, A MEBERAE T3S 1 8, REERECIBUBERAE TS, MRIRT
B R HBREZENDRE D 2 BHEERT 3.

i

EID"!

ALS DFEEZM DO 72901213, SHEXDOREPFEDL I LA TS Z & 27T %4
YiHH . WE] El Escorial SHiEHEICD - &0, BR%E LFLo 4 3RS0, & OMEBEOEW
i & IR 5 12

SR AR T, A - BHIE - B - MSHFLZER - REMEIER OV & IR 288, %
EHF A OB BRI AR D B 2 LA L, MSHFLZeR & B AR IR & B AL~
BEA 5 D LB S N T A 72 0MF R NI ZELA & 13V 2 v, B CORERFEM oML
Fid T, BRIRM G M OMIEERIIE TR WA, BEP 25 E OB W ERITE V.

SHpEEI I, LA - ARG - TR S 22 IR L, BE e M Lo Bude U
HPRT B Z RS, ERfCId BN - E 2 L, BB IR AR - B
MFHET 7% &, TR TIEE 1 WG - R 2 SRS NS 2 &% v, ]
ALREREIR D FARIS, KRG - THEf 254 1 IR 5. KB <I1&, KBRS - 4MIEH, -
WL - RERZBEM 20 &, N CIERIE M - BERERG 22 &0 8IS 5. MamtsaiiL, £
FHM S L CRMEENZ#IRT 2 % HHEEHIZSHECRTH Y, LR E OMELXLvo
BT BT 2720, 81055 \VIXE 7 WSRO R 2 BT 5.

JFHIE UCMiZEMDd 2 % BT 5205, HEMEROLWHTLRESRIBINS 52
FRESHH I T, B 2B A LETH D, BRI LHETIE VDS, PG FREE AT
OHBEIERTH Y6505 5 °.

VEXY, WEZBRRIIEZ IO 5 4~6 FHiTEEOMREINLIEL 5 5 Z EDVL VA,
FNIRENGTHRAZED 720, BHRHEIIRDRIZE EDL I HIED 5.

[SEDRFEFE]
ST & i E R 2 ML A B DR 72 G OB MTR LR L E R R B SR OBET H
5. F BB AL EACRAHER B O VR - EEAMATIC X ) EOREZIIERED B
MY HREROEDH, S5 HMENLETHS.
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Questions and Answers (Q&A)

ik

1)

2)

3)

4)
5)

6)

Brooks BR, Miller RG, Swash M, Munsat TL; World Federation of Neurology Research Group on Motor
Neuron Diseases. El Escorial revisited: revised criteria for the diagnosis of amyotrophic lateral sclerosis.
Amyotroph Lateral Scler Other Motor Neuron Disord 2000; 1: 293-299.

de Carvalho M, Dengler R, Eisen A, et al. Electrodiagnostic criteria for diagnosis of ALS. Clin Neurophysi-
ol 2008; 119: 497-503.

Sonoo M, Kuwabara S, Shimizu T, et al; Tokyo Metropolitan Neuromuscular Electrodiagnosis Study
Group. Utility of trapezius EMG for diagnosis of amyotrophic lateral sclerosis. Muscle Nerve 2009; 39: 63-
70.

Pan H, Jian F, Lin ], Chen N, et al. Needle electromyography of the frontalis muscles in patients with amy-
otrophic lateral sclerosis. Muscle Nerve 2016; 54: 1093-1096.

de Carvalho MA, Pinto S, Swash M. Paraspinal and limb motor neuron involvement within homologous
spinal segments in ALS. Clin Neurophysiol 2008; 119: 1607-1613.

Stewart H, Eisen A, Road ], et al. Electromyography of respiratory muscles in amyotrophic lateral sclero-
sis. ] Neurol Sci 2001; 191: 67-73.
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Questions and Answers 2-7 2. W, ERIZH, RE

FIREFDSHEICF ED K SBHDNH S H

Oz

OFFE - iEK - HAFIRDED, BHinEE (FVC), RREBARMERREFE (SpO.), KR
K& (CPF), #MRIF["EMELRFDE (EtCO,), HRELRAFERE, BHARMA R
L<AWLWSNTWLWS. SpO,, CPF, EtCO, IREETHY, ARTEHREUETHS.

i

WP RE ORFAMIE, 0T, IREEM, PRI, BRICBVWTEETH L. EREOEISR
JEEE, BRDPRGL720WRICREG o e ). 72, WG ORI R & O I’
Highd U IEEEFEBERGED 5 4 I v 72BN 2 2 L0 LETH 5.

IR - JEWR - BRI S, IR O W BIBE 2 Wk S v X ) 1255 Y IR RRE O
FERISE RN T 2> SU6F 2 2 3% <, IR, FEoEERK, HhoBE - IR5z L2
WTHZT 5. 203, FHINS %D, SEFBING, BAVNS W, EXHELRW, &
FROWMD, IR ETROPNDL ZEHL . RODLFREDAZTRZL Z LIFIFL
AL RRFMAEASES &, BYII, SFRITN, B, ARG E 20, & MRAR
FMFEASES &, BAGEGE, BHImALE, MmE EA, BIR, ARRKEE 25,

WP AR RE AT & LT, K AEIPR AR RARAT, BERRI o B EE A IRAT - B PRAE A
b5 (52 1)%% ALS TIIMPHERASHBLIT 20155, WRGERIK T2 % 5720, @i
BEBYBTVEND D, V—F s U CIREBIIR IMEZ 5 fafE (saturation of percuta-
neous oxygen : SpQ,) & ZJJililf & (forced vital capacity : FVC) &l 3 5. FVC 2S#liH 134
WETHES 225, BAMLTOMEDIT ) HIPRIER EANBIT 2. 72720, BRI L1 3 95 70 1%
TAH 5L FVCIIALEMIZZR Y, F72 FVC AYEF T IR LR £ I3RS 2w, FVC A*
80% A DI 1d & U FEM B MADLIETH 5. | slow vital capacity (SVC) 23 FVC & [F]
FRICH 72 L DA Z 2,

I OfE kAR L LT, &AWSJE (maximal inspiratory pressure : MIP), &AM
F (maximal expiratory pressure : MEP), BZBk#iz Kifi & (cough peak flow : CPF), # KI5
i (peak expiratory flow : PEF), SJEWRSUE (sniff nasal inspiratory pressure : SNIP) 725
% %% SNIP IFBIEHATH v MAAFTE . BRREAERE O b Sl g, pkkEE
JT. (transdiaphragmatic pressure : Pdi) TH 525, K IZIZV:7zo T,

TRAL B 3 M R 0 BEAIN (3 By AR it MR AL i 3% 50 IE (arterial pressure of carbon dioxide :
PaCO,) g &, MK Al FE 5 (end-tidal carbon dioxide : EtCO.) 2% 5. EtCO, %
fiifEC, JbkL VTRl e TH .

ZDEH, IFREHY A TS (non-invasive ventilation : NIV) O B#s 4] Wi %> 4 %1%k 0 &
ELTHEDND D7, WEIRFEEIMIL (SpO,) WE, WA I AR FE /P HEME (transcuta-
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Questions and Answers (Q&A)

&1 FPIREEEDFHIE
sPAif % BEO
REE - R WREHEN' S BBEELT, ZOMTOBEIR, I\,
SENBINDBEIFREET 3.
SR SHEIFR, AP, REFRNSNIREZT 3.
EHEE (FVO) L—FURE. BMITOAEDESNER. WERNSS

ERNIEHE. [ERTHIREREIER S (EVARL. 80%KiE
TPEREZT 2.

J0O—RU 21— LBER

IRERE FEERERE) I'H2BERELBD.

BARKE (MIP) / &AIESIE (MEP)

FHETHONRIFIRMEETER. IRAEKN DD & AIEHE. MIP
60 cmH,O K € NIV Bie.

BRAFURE (PEF) OEmMIHNDIE T N5 D ERIERE.

ZREARE (CPF) FVC, MIP & W &8, 270L/min RiGaDHG, R
B ZiaHh 5. 160 L/min FKis © NIV BiiA.

EPRIN A R DT PCO, 45 mmHg £ T NIV BA.

FEARPR—BRIEREDE (EtCO,)

ETHICOHERZET D.

BIRRANEE (Pd)

PRIt RE T C (FERE. )L—TF VARA(CFAE.

SERSE (SNIP)

FVC KWUEHT, MIP “4HE8T 3.

femEEFREAIE (SpO,)

SpO, 88% AN 5 DU LR <IHE NIV Z6569 2.

ERER—BRALREDE (PtcCO,)

PtcCO, 45 mmHg LI EAY 5 LU ERE<IBE NIV FHs.

ERERRD IS5 J%RE EEERI RIT IR (CB M.
R CERE EEEHBAIRIEN FVC £AHE99 2. 400 uV hVRBR.
HREBERIRE HREE (R ETHDE) Y FVC EHEEIT 3.

neous pressure of carbon dioxide : PtcCO,) Td 4. #ANMEARAR ) 27T 7 HAs |3 B AR RF -0 >
A TH 2.

BAEIAM A & Ui, BRRAROERA A S 5 * B AR B AU X 0 R
GHEMZWET 2D TH Y, T ORIEIIITRARE & AR 5. AFRBHE &R X 28
PRSI (W] & I O L) I3IHRBEITH D, Bl E AR 5 &0 ) Hhhid 575, 139D

W B RERR A & DF B I Rl DS LT B °°.

[SEROAFRFE]
S, B ALS BH O RGO 720121, MO HB R IFRAERERAE DL ETH 5.

MR AL, FRENTH ) SROTOHEHEIIOWTE B, £k TORGEEA L

HWTHb.

ik

1

2)
3)

4)

Helleman J, Kruitwagen-van Reenen ET, Bakers ], et al. Using patient-reported symptoms of dyspnea for
screening reduced respiratory function in patients with motor neuron diseases. J Neurol 2020; 267: 3310-

3318.

Lechtzin N, Cudkowicz ME, de Carvalho M, et al. Respiratory measures in amyotrophic lateral sclerosis.

Amyotroph Lateral Scler Frontotemporal Degener 2018; 19: 321-330.

de Carvalho M, Swash M, Pinto S. Diaphragmatic neurophysiology and respiratory markers in ALS. Front

Neurol 2019; 10: 143.

Jenkins JA, Sakamuri S, Katz JS, et al. Phrenic nerve conduction studies as a biomarker of respiratory
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5)

6)

insufficiency in amyotrophic lateral sclerosis. Amyotroph Lateral Scler Frontotemporal Degener 2016; 17:
213-220.

Pinto S, Alves P, Pimentel B, et al. Ultrasound for assessment of diaphragm in ALS. Clin Neurophysiol
2016; 127: 892-897.

Hobson-Webb LD, Simmonds Z. Ultrasound in the diagnosis and monitoring of amyotrophic lateral scle-
rosis: a review. Muscle Nerve 2019; 60: 114-123.
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Questions and Answers (Q&A)

Questions and Answers 2-8 2. 2R, #ERIZH, KRB

SHICERRERRER 55D

EZ

OALS ZEIBNICEZH T BT DBBRREIEIIINTULEWL. UHL, BBER - BEE MR (XBR
NEBRICHNETHD.

B RUT ALS 12 BT 2 Wit o AR BEOBRINCH 25 (Q&A 2-3 Z).

CHETHE SN TV LHEGZH & LTiE, RN 2BERILBE S (magnetic resonance
imaging : MRI) ##&?(32*, voxel-based morphometry (VBM), IL#x7 >V VIEI{% (diffusion
tensor imaging : DTI), 'H-MR spectroscopy (MRS), Fs® T B Wi &k (positron emission
tomography : PET) 7 EDHE SN T V225, WIS B & L T3z ShTuniwn 2

PRERY MRI AL & LTI, T2 Siimif% - 7’0 b Y Witk - FLAIR Bif§C o R EHF B OE
24t (e, Wy, KM, MM, ERESER), T2/T2* MR 1% - susceptibility-
weighted imaging (SWI) (23517 2 B ¥ DALAE 5 b L2 RRT 29T % °. FLAIR Biff
DR EFHHERE T & SWI OEB IG5 2 MAGDE L 2 & THMIRE 70%, ZRiFRE
81%IZ LA%% 2 LWl SN T2 Y VBM CIRALLHETRH QK TR O BRI A S ST
D % BRIEMENT T L HT I O BB IR OT 28 ALS IZFFRINICA BN S L \» ) Jidididh % ©)
DTI Tld/fi - FHEO I (k% &) ORFEOMM AT HETH Y, fractional anisotropy (FA)
DL, mean diffusivity (MD) O EA2S2D SN 505, ZOBWIKEIL 68%, ZWiFREIX
3% L#EIN TS

'H-MRS 2B} 5 N-TEF VT ARG F W/ 7 LT F I (NAA/Cr), N-TE2F VT AT
F /2 v (NAA/Cho) DIKF, ®P-fluoro-2-deoxyglucose PET 1231 % 3B EF T HHLY
BT, flumazenil PET TOEHE 22 LSO EALTOIY SARMET % EOMEDID 5 B3,
WER D BRI AR L L IR SR Tuan 28 7272, BROBREZHMASDELZ LIZE
D, BWIREE - FRREEA LA WRENEIZ S ), MRI & DTI Z#lAGbE s 2 L2 XY BRI
93%, ZWIFEREE 85% F CYFE L& v ) Wiihdh 5 °.

BENESRE R & L C o ALS BB N BB Erid, WRMRAE 72 &2 X 0 RS OfFE % Wiat 3
RETHH M

[SEDFRE]

ALS (YRR 20 Bt % Ml C & 2 {2 W oM DS HIFE X LS. 45712 TDP-43 EROW{R T
ORI NS,
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1)
2)

3)

4)

5)

7)

8)
9)
10)

11)

Swash M, Burke D, Turner MR, et al. Occasional essay: upper motor neuron syndrome in amyotrophic lat-
eral sclerosis. ] Neurol Neurosurg Psychiatry 2020; 91: 227-234.

Menke RA, Agosta F, Grosskreutz J, et al. Neuroimaging endpoints in amyotrophic lateral sclerosis. Neu-
rotherapeutics 2017; 14: 11-23.

Conte G, Sbaraini S, Morelli C, et al. A susceptibility-weighted imaging qualitative score of the motor cor-
tex may be a useful tool for distinguishing clinical phenotypes in amyotrophic lateral sclerosis. Eur Radiol
2021; 31: 1281-1289.

Rizzo G, Marliani AF, Battaglia S, et al; On Behalf Of The BoReALS Group. Diagnostic and prognostic
value of conventional brain MRI in the clinical work-up of patients with amyotrophic lateral sclerosis. ]
Clin Med 2020; 9: 2538.

Shen D, Cui L, Fang J, et al. Voxel-wise meta-analysis of gray matter changes in amyotrophic lateral sclero-
sis. Front Aging Neurosci 2016; 8: 64.

Walhout R, Westeneng H]J, Verstraete E, et al. Cortical thickness in ALS: towards a marker for upper
motor neuron involvement. ] Neurol Neurosurg Psychiatry 2015; 86: 288-294.

Foerster BR, Dwamena BA, Petrou M, et al. Diagnostic accuracy of diffusion tensor imaging in amyotroph-
ic lateral sclerosis: a systematic review and individual patient data meta-analysis. Acad Radiol 2013; 20:
1099-1106.

Chew S, Atassi N. Positron emission tomography molecular imaging biomarkers for amyotrophic lateral
sclerosis. Front Neurol 2019; 10: 135.

Foerster BR, Carlos RC, Dwamena BA, et al. Multimodal MRI as a diagnostic biomarker for amyotrophic
lateral sclerosis. Ann Clin Transl Neurol 2014; 1: 107-114.

Mélé N, Berzero G, Maisonobe T, et al. Motor neuron disease of paraneoplastic origin: a rare but treatable
condition. ] Neurol 2018; 265: 1590-1599.

Corcia P, Gordon PH, Camdessanche JP. Is there a paraneoplastic ALS? Amyotroph Lateral Scler Fron-
totemporal Degener 2015; 16: 252-257.
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Questions and Answers (Q&A)

Questions and Answers 2-9 2. 2R, #ERIZH, KRB

HLEE = 1 —OVEEDFHEEE UTEDKLSBHDHH S
h

B2

ORZBAEUSIRIAC KD PIEDCORRDIER, EHFRBUDRIBIET, KRHESHEFHLE
RIFIBORT, I - B MRI (CX3ESHFF L HFBDESEIIRSINTLISB,
P ERABREE UTIREILEINTULEL.

1) ERPREVEF@AR o —IU
KA O F-M & L T Modified Ashworth Scale 7%, 15 8) i §i i 3 0 3l & L T CNS-Lability
Scale 23 T & 72 V. FAEARA 19 % 34 X 7~ — )V & L T Penn upper motor neuron score
(PUMS) H#iit S, FEBIMES X O MRUIEELT ¥ v OVIllRO 5% & OMBIAER T 5 L #Hi
a2

2) HRRIBIREIC & B 5H

FRUH R AR A (transcranial magnetic stimulation @ TMS) (28T, BRI X
5 HENFE B ORIGIKT, BRI MO AL, PRGEE{ZERER (central motor conduction
time : CMCT) OIMER, “HEZERIBIC X % EB) B2 B NIPH] (short-interval intracortical inhibi-
tion : SICD) DAL (BB, AR LR % M b7 = 58RI (triple stimulation tech-
nique : TST) TOMRIFLT 72 L2 G SN T2 3 BREREILC, PURIHEIRO 2 WIEFIICB W
TR - R CEBFFBEME N SN2 WIEAE R, HRBEEI 2 WEMICBWTD
CMCT DIEEDH 5 W E 3B M EF#RD D 5. TST I ALER = 2 — 10 > OFHli DR b RED
BV L ENTWA. SICHIZOWTIE, BIfEBY TMS 12 & 0 BIA S B AR S h=e§
BRI FHRTIMNCHHTH 2 LB SN2, RERZOL RLIZIZW/ 2o Tuhin?,

3) EfIREIC K ST
Jit - FHE MRI oSS & SRR OS5 21L%°, 'H-MR spectroscopy, PET TR A5
ENTVDY, B ELFABRAE L LT S Tuiwy GElE Q&A 2-8 BIH).

[S& DR FE]
BRI A EE) = 2 — 1 BEE RO R WIERINE 20~30%fFHET A L Wb TBY, Awaiji
B E TlLALS LB C& Loz, MEE) = 2 — 0y oEEr Loz T iifHc
M T & 2 A OB SN .
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1)

2)

4)

5)

Meseguer-Henarejos AB, Sanchez-Meca ], Lopez-Pina JA, Carles-Hernandez R. Inter- and intra-rater relia-
bility of the Modified Ashworth Scale: a systematic review and meta-analysis. Eur ] Phys Rehabil Med
2018; 54: 576-590.

Quinn C, Edmundson C, Dahodwala N, Elman L. Reliable and efficient scale to assess upper motor neu-
ron disease burden in amyotrophic lateral sclerosis. Muscle Nerve 2020; 61: 508-511.

Vucic S, Ziemann U, Eisen A, et al. Transcranial magnetic stimulation and amyotrophic lateral sclerosis:
pathophysiological insights. ] Neurol Neurosurg Psychiatry 2013; 84: 1161-1170.

Tokimura R, Murakami T, Ugawa Y. Central motor conduction time reveals upper motor neuron involve-
ment masked by lower motor neuron impairment in a significant portion of patients with amyotrophic lat-
eral sclerosis. Clin Neurophysiol 2020; 131: 1896-1901.

Menon P, Geevasinga N, Yiannikas C, et al. Sensitivity and specificity of threshold tracking transcranial
magnetic stimulation for diagnosis of amyotrophic lateral sclerosis: a prospective study. Lancet Neurol
2015; 14: 478-484.
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Questions and Answers (Q&A)

Questions and Answers 2-10 2. 2ih, ERISHT, BE

ZEICH I 3 MBRES & UREHREEORRI O H

EZ

OMABIRESH JUREHRIRE(E, ALS DBZHIDBRCHERBDIRNZITSILHICERENHS.
ALS DFEZ#iZ R MR - HEERDBRNG Y —H—(IKREILTHS.

ALS OZWIZBWTIE, EELOBUKIZ, FERK - Iz 3Rt mNTs2 &
PRETHY, TOO0MAE L CEMREDS X HNEMEREORRDID 5. Ellh7:
D, ZFLLLHEAEZDITA (TR 1YY FEBICLELREFIXEN O BEOREIR - prid - REBI2S
UCTHET 5. 72& 21, ALS OBMIICH 72 ) INEFMEMA 2 £+ 5 2 & 13— Miy72as, &
MRS 2 IR OB, BT 2 Thawnwe ALS #BIC&LnwWZ L2 BRI 5D
TR L, BEMIHKTARETH 5.

F1TIXHIFEBDH B, 7L T7F v FF—+ (creatine kinase : CK) (& ALS & CITIEH#
D LIIBED LRI EE L2 0%, BEOBAICIHEEOTREN 2 Z K 5 L%E
BHDH, TNUHNE DD, T A IEREOL KOG HH 517z 8,600 Hld ALS B#E
T=F R—= 2T L7 Tl Y ALS BB T CKED 3413 280 U/L, FRrILfiix 195 U/L,
514% D BETIEFEMPATH VD, 97% T 1,000U/L A, 2,000U/L LA E1Z 0.3%72 - 7. Hlﬁ%—‘%
WREAIE OB TRED FA %230 5. 385 FloIsH ALS B TOME TIL67% T
45mg/dL L F, 5% 75 75mg/dL BLE, 100mg/dL Bk Eid 1% DA TR iAs 118 mg/dL 755 7= %

[SEDIRFRE]

ALS O 2 I L, FERIITRS 2 L OTE B X 7213 B CIWE T REZ /3 1 F
=AW EIENDLD, FIEEETHY, BESRTHEHNTE 2015w, BHdZH
HIFoh, BIZEssEDO 5N THEY ° MR OMILEKIZBIT 2 TEMEERE THL =2 —1
T4 IGAVIOH Ty DI L, Za—u7T 4T A MESH (neurofilament light chain :
NFL) B YBit==2—1 7 1 7 X » b #EH (phosphorylated neurofilament heavy chain :
pNFH) (&, @b L OHETTFWICH WS WEEAIRINTE TS

ik

1) Hardiman O, van den Berg LH, Kiernan MC. Clinical diagnosis and management of amyotrophic lateral
sclerosis. Nat Rev Neurol 2011; 7: 639-649.

2) EFNS Task Force on Diagnosis and Management of Amyotrophic Lateral Sclerosis: Andersen PM, Abra-
hams S, Borasio GD, et al. EFNS guidelines on the clinical management of amyotrophic lateral sclerosis
(MALS): revised report of an EFNS task force. Eur ] Neurol 2012; 19: 360-375.
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x®1 RAEEE
SZWICH Iz % < DIFEHADIREIEER

= | 25
Mm%
FRIERERERE, CRP KAERE, RRAEDSER!
2MIKEE (M8) MREEEDRRIR E
fFEs= (AST, ALT, LDH7&&E) MREDRA T V—=0T
JUT7FVFF—E (CK) HREDRAT V-V E
ERIRBRILAE (TSH, free Ts, free T.) ERRBRMEAER R (T D = 7/ VF —DikA)
E9= B, EY S URZ T D HREE DR
MEEBDE T/ 0O0—FIWAYVENY—[CHESKEERESRE
MEREBSAE D7)
BfEE (Na, K, Cl, Ca, PRE), JUTPFZY |BEREEERICH S HRHESRE DR
m#E, HbA1C REPRIF A ZE B AE D357 |
WERER
R, &8, . M2 | PR R, AR R S DR

WEICH U TEEZEET g NEIEE
m#&
TIE,. 71 DNA IR, U b+ REF BIRRODR
M7 EFILIY VZEEGE, 1 MUuSK itk SR E DR
FUHTLV-1 FUE, FLHIV HUE HTLV-1 BREEEEE, HIV SRS HHEDER!
angiotensin-converting enzyme (ACE) )L IA R=H/VF—DiER|
LB, CILEVER = hIY RUPRDER)
AV TUZY RiE (7 GM1 AR ), Befegt— 1 —0/\F—0ik5|
71 MAG itk
1 Hu FLE1R E BB AR IR R D357
hexosaminidase A, B GM2 BV T7UF Y R—=2 R (RICAAZL Tay-Sachs
) DR

&E (Pb, Mn, Hg, Cd7e&) BENMEESNZBERE, BREPSDHA
TR U PHiE S 4 LRDHER
WERER
ZUIo0—F LNV R, 18GAVFv IR S LEDHER
AT UF Y RiiRRE MR TCOTARE L EHOE TUEICIH U TENE
PR
FEEKE T/ 0O0—FIWAVE/INY—DEF|
#E (Pb, Mn, Hg, Cd7&e&) BENEECNDHBERE, BBPSDHE

3) Prior DE, Stommel E, Lawson VH, et al. Distribution of serum creatine kinase levels in amyotrophic lateral
sclerosis. Muscle Nerve 2020; 61: E16-E18.

4) Norris FH, Burns W, U KS, et al. Spinal fluid cells and protein in amyotrophic lateral sclerosis. Arch Neu-
rol 1993; 50: 489-491.

5) Verde F, Silani V, Otto M. Neurochemical biomarkers in amyotrophic lateral sclerosis. Curr Opin Neurol
2019; 32: 747-757.
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Questions and Answers (Q&A)

Questions and Answers 2-11 2. 2R, #ERIZH, KRB

split hand &% (BFREMEFARZERR) OFEEEH

EZ

Osplit hand @& (ARBEEFAEZER) &3, SHERIOFAE (B15IKE - 5 1 BRISKEH)
ERITBDIHL, IERINES (IEIKED) HLEBREURIZNBPARTH Y, ALS (CRRVEER
KRTH3.

FEFRERG @ 9 B B RHES R (abductor pollicis brevis : APB) 1345 8 St (C8) - 45 1 My
(T1) BHI=ZHE, IEHMReZ R, 45 1 M4 [ (first dorsal interosseous : FDI) (& C8 - T1 #fi
BiSCle, REMREE, /MESMER; (abductor digiti minimi : ADM) (& C8 - T1 #fi% i, R
HHRESBCTH Y, split hand BEIIEEI 2R BLEAN SHIT 5 2 LV TE§, ALS OJWEAEM
CHEL7ZBRTHLLEEZEZONTWD Y

ERAEIZIE, ERRE, gz BRI L7z L 21255 APB, FDI,
ADM D4 il B) A7 (compound muscle action potentials : CMAP) Ozl % &l L,
APB/ADM<0.6 %2 FDI/ADM<0.9 % 3&# & L7256, ALS 3 T 20% 2% 24 L 72 D12k
L, TS =2 —0 Y RETIX 6%, SHHEMEFRHZERETIZ0%E, ALS 2B W CTHED
Motz 7z, [ 3O CMAP $RIEA 55 M S5 split hand index (SI) (= [APB 3l X FDI
RIE] /ADM RIR) 2\, 52 &7y M7k L7af, ALS (<5.2) TORKEE 74%, FHRE
0% THhdLitrehiz? F7z, TOHDRAYTF Y T ATDH, splithand BEIE 50% D ALS
BHEICALN, SIORKE, KRR 78%, 81% & iy shsz?

split hand B DIFRER T & LT, B & /MR OFNF O HBEE D223 S RIEA b
LADZE, FEE=2—0 DY F 7 AMEOROE, b - TR = 2 —v > O iE
TEDENELEEN TS, FRIORREB O MR REE L APB, FDI D139 4% ADM & )
w0 BB HEAETE DR T H 2 B E NS S APB, FDI 0139 %% ADM & D) & B
EZF T LOWEDDH S ®.

72, ALS TIIBHEERA %M LA 2ME T § 20120 L, R C8 - T1 3R - iErpifesc
BLCd 5 BB (flexor pollicis longus : FPL) O iR 7zN 2 Z L b ENTH
Y, split-hand plus sign & MBI T2 °

[SEDFRE]

split hand &% split-hand plus sign DFWIHIA HEIZ OV TIZHERIE RIS X 2 i & Bl
MREPLETH 5.
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1)

2)

4)

5)

Kuwabara S, Sonoo M, Komori T, et al; Tokyo Metropolitan Neuromuscular Electrodiagnosis Study
Group. Dissociated small hand muscle atrophy in amyotrophic lateral sclerosis: frequency, extent, and
specificity. Muscle Nerve 2008; 37: 426-430.

Menon P, Kiernan MC, Yiannikas C, et al. Split-hand index for the diagnosis of amyotrophic lateral sclero-
sis. Clin Neurophysiol 2013; 124: 410-416.

Hu N, Wang J, Liu M. Split hand in amyotrophic lateral sclerosis: a systematic review and meta-analysis. J
Clin Neurosci 2021; 90: 293-301.

Shibuya K, Misawa S, Nasu S, et al. Split hand syndrome in amyotrophic lateral sclerosis: different
excitability changes in the thenar and hypothenar motor axons. ] Neurol Neurosurg Psychiatry 2013; 84:
969-972.

Menon P, Kiernan MC, Vucic S. Cortical dysfunction underlies the development of the split-hand in amy-
otrophic lateral sclerosis. PLoS One 2014; 9: e87124.

Menon P, Bae JS, Mioshi E, et al. Split-hand plus sign in ALS: differential involvement of the flexor pollicis
longus and intrinsic hand muscles. Amyotroph Lateral Scler Frontotemporal Degener 2013; 14: 315-318.
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Questions and Answers (Q&A)

Questions and Answers 2-12 2. W, BRI, BE

MR I I—REOSEZEEh

EZ

OKRHHR I I—TRGBOWRIRDEFRERDH B ENH SN, PHI ALS TREEREME
L.

O T I — TR R PIREREIRBHIRETES.

ORFRTREMBEICII-ARESIENT, MBRELELTORICEEES.

ALS ZWNIT MG B L R H 2 7075, REMPMEK Ny YA FTHfTTiEZR = a—
MAE, AR OBEEREREI LIS X D ARG ShTwnsd 70 KT —0E#E LT
(&, OMREIE R % 520 2 B - Sk = 2 — a8 F —2BRA 25 2 &, DALS IZBIT H sk
V% s 2 MEEM M T 528, b5, Hra—oFEHEL LTI, OBIfFEZ
I R R 5 2 &, @OBHEREIG R Z RIS 5 2 &, AH L. MR T a—
AR X B LI Awaji ST #E#E R Gold Coast a2 WiAEHEIC & T3, BUKRTIIMiBimAg L LT
DEENZH E 70,

1) RiEpET J1—

JEEH MR Z L L C, ALS OEIMAT A TR BR CHEMA 0 5 2 L%\,
BT O — TIESATT AR R MRS B W T ALS BB OMBREMEMRI L9 5 2 L2 5 s h
Twa Y oL, MRS L OERND Y, MERERIRE RWIZOBRICHWS Z &
RSN TR, LA, MREKZRL ALS &L OENZINICEEN L L HMER) = 2 —
T8 F— - BV SIEVEBERETE S SRR 4% (CIDP) + Charcot-Marie-Tooth 5 + fH AN E 72
EOBAIMNCHERTH D, EMHRT I —ORMIIFHHREICZ LW L THILP, MELRET
O N IVOMETEIT) LT, ALS ONA &= — A — & L THRRZER O #EAT AL D 1] ik
WA 5.

2) BT a—

ALS 2 & 0 it D ZM - ZU2AEL S &, o a—CHZEMRPHT a2 —MHEDITEZ 20
5. INHOPTHRIE ALS O#ETIHEV, X D BEZ ISR Z WA W2, Nt —Ah—&
LCHHTE WD D 5. BRI O ZEMEITFRA S LS ), T3 —12 & 2 5HIEIT
WARRERAT & B ) BB ORERICELA SN WO RBINIEE LTHHTH 5 °.

FRMERVE DG X PR AR B X ORI B TR S LT & 7278, TRE % & To i il 720 4 PR % 5%
TEBZMHTa—% VLI LX), $HHERE ) BREEEI N E V) ErH 5 ¢ Fii
B CIEFIGHED AR 2 57280, BT a—CTORBEED R Wil getkdd 5. $HHEX
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THUH T & 2 M A A JE AL SRR SE R E 2L D A D IR NFEPH T d % 72 OMAIEE R %
7%, WIZHEMZEAPIZIE LGl eAT) LMo I — X ) REAR O RENEY S 2 7

[S&ODFRE]
FIRERG T 3 — 1358 7% o 7oE RIS L AP OERM SN TEB Y, BN 2R EkIE 2 i
VY B UEN DB

ik

D
2)
3)
4)
5)
6)

7)

Hobson-Webb LD, Simmons Z. Ultrasound in the diagnosis and monitoring of amyotrophic lateral sclero-
sis: a review. Muscle Nerve 2019; 60: 114-123.

Cartwright MS, Walker FO, Griffin LP, Caress JB. Peripheral nerve and muscle ultrasound in amyotrophic
lateral sclerosis. Muscle Nerve 2011; 44: 346-351.

Grimm A, Prell T, Décard BF, et al. Muscle ultrasonography as an additional diagnostic tool for the diag-
nosis of amyotrophic lateral sclerosis. Clin Neurophysiol 2015; 126: 820-827.

Nodera H, Takamatsu N, Shimatani Y, et al. Thinning of cervical nerve roots and peripheral nerves in ALS
as measured by sonography. Clin Neurophysiol 2014; 125: 1906-1911.

Pinto S, Alves P, Pimentel B, et al. Ultrasound for assessment of diaphragm in ALS. Clin Neurophysiol
2016; 127: 892-897.

Misawa S, Noto Y, Shibuya K, et al. Ultrasonographic detection of fasciculations markedly increases diag-
nostic sensitivity of ALS. Neurology 2011; 77: 1532-1537.

Bokuda K, Shimizu T, Kimura H, et al. Relationship between EMG-detected and ultrasound-detected fas-
ciculations in amyotrophic lateral sclerosis: a prospective cohort study. Clin Neurophysiol 2020; 131: 259-
264.
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Questions and Answers
(Q&A)

3. BE - ITESBHM



Questions and Answers (QSA)

Questions and Answers 3-1 3. BE - NESHn

ShEERZEE an

EZ

OALS BENZHBNBPIRICEDT7/O—F&RIT5SNBLREVD.

Z A EIE S & 0L, RN (AR NELEE, IPRERNELEE, BEEERENATEE, YY) T —
Ta VR, RMEHE, 7 TERY), HEM, A UNE) T—a v, EE
V=T VT = — famakt), L BB -TA4 =S =R hF—LLLTIND
OMEERIL T VAT LA THS (F1)7% ALS B TIIM 4 R WEEICER S 5720, %
ARSI R O AR R T EEZONTWAE. TOBHEAT A4 VI, 1970 4T X ) #

UNEUF—
¥ avRE
[EAINERIANE SIES

ERRENE
RIS

BT 7=

MBI EE

EH
B
A

SHREIEEED
TR

ERERDIELT

1 ALS BZFVPREZDRIDE UILZBEOI DL

0620



3. BE - NESHID

ARETHTY, TOHRI—ay XZWIIRT 72 EICX o TRRLAS, TAY HEREL
ETIZALS &R ENFB 2 IT-oTBY, EFEED IO ORI HEFEIH LR > TiThh
TWh. B oHAEL, &H&*@@@Fﬂ%~lofk% ENTWEILTHY, HMEMEM O
HHERENTWA I EDEEHINTVS, T2 ALS BHEIBEICHEEZ B3 254808 iz
D, LWAHEEZ L 1 MO ZZ TRET 2T ENETE L\,

[S&DHFRFRE]

WA T, BB TIRTEAHETZ2OPNETH 5720, ALS HEIRLBEBRONA, 512
BAANDEFNIZE 5 TEDOEENE DDLU TWAEEAEL V., ALS BEFEOMEEED 35 HIZ1
FETH L. BEPLOERFERL AR TR L ERE BITT 5720120, DA EORBZH
WT ALS D% B EE S M E BT RE D O S ETH 5.

B4

1) Booklet: Including the Multidisciplinary Team Approach in Your Care. ALS Association.
https://www.als.org/navigating-als/resources/including-multidisciplinary-team-approach-your-care-booklet
(&7 7 £ A 202344 )

2) Hogden A, Foley G, Henderson RD, et al. Amyotrophic lateral sclerosis: improving care with a multidisci-
plinary approach. ] Multidiscip Healthc 2017; 10: 205-215.

3) Miller RG, Jackson CE, Kasarskis EJ, et al; Quality Standards Subcommittee of the American Academy of
Neurology. Practice parameter update: the care of the patient with amyotrophic lateral sclerosis: multidis-
ciplinary care, symptom management, and cognitive/behavioral impairment (an evidence-based review):
report of the Quality Standards Subcommittee of the American Academy of Neurology. Neurology 2009;
73: 1227-1233.
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Questions and Answers (Q&A)

Questions and Answers 3-2 3. 8% - NEEN

SIAEERZEICLDMREEDL S BHDOH

EZ

OSHBERDRER (BB, £FPBERVETNE (QOL) HEL, ESICIIAHAL
ELFBFENDABRDYN RS TREMEN 5 S.

ALS I LHEATHEORBETH Y, HHMTHIRDVEALT 2. RFW R IER S0 7, #H4a1
MEE T OWEEAEL 5720, BHENEOIRZZ T HaIcRL &Ry, £
WAEDHIPIR L & H 1A RIEEZ IR TE D L) R R T A LN EETH 5.

INFET, ALSIIBU 2L MM EIELHOR B LG L2 onfrbTE . 7
ANVT Y FORAETIE, ALS BEDVLMMEEIELHR L 21T 5 2 L CTHEMANEA o HERE L
EHICAETGOE (quality of life : QOL) 25§ 5 W REMEAVRIE S M7z . ALS A AL A
WHEZ 5L, L@ RN AESII 2= r—Ya vy - W BEASN D7
HEHEMEINTVDS 2 SSITHIERHAZEICEATEL TV ARVARREDEAR, 1O
ABHIH OEH O HE SN TwD 3 DEDZ Ehb, 2009 EICHEEINIZT A Y A4 REHM
BRFEDOHA FTA4 0 TH, SWEEESHICB T 240 FRIEER R EHESERL IR EN
ANL#% (non-invasive ventilation : NIV) & A U Level B & L CHERR X N7z

[S&DIAFRFE]

HARIZBU 5 ALS OLWAEEHEZHRIC X 283 TGEH S T w20 5% O
BThb, Tz, LWMAEIICBT 2 EEFERICHEREBEHEMN 2 EBH LN TBY, Zo%E
EMGET D END L. GHBkA LT 7 70V —=DHBINLLETFHENDED, BEOALRD
FEREICE > TBEORBICLZO VWS LI HEETH 5.

ik

1) Traynor BJ, Alexander M, Corr B, et al. Effect of a multidisciplinary amyotrophic lateral sclerosis (ALS) clinic
on ALS survival: a population based study, 1996-2000. ] Neurol Neurosurg Psychiatry 2003; 74: 1258-1261.

2) Van den Berg JP, Kalmijn S, et al. Multidisciplinary ALS care improves quality of life in patients with ALS.
Neurology 2005; 65: 1264-1267.

3) Chio A, Bottacchi E, Buffa C, et al; PARALS. Positive effects of tertiary centres for amyotrophic lateral scle-
rosis on outcome and use of hospital facilities. ] Neurol Neurosurg Psychiatry 2006; 77: 948-950.

4) Rooney ], Byrne S, Heverin M, et al. A multidisciplinary clinic approach improves survival in ALS: a com-
parative study of ALS in Ireland and Northern Ireland. ] Neurol Neurosurg Psychiatry 2015; 86: 496-501.

5) Miller RG, Jackson CE, Kasarskis EJ, et al; Quality Standards Subcommittee of the American Academy of
Neurology. Practice parameter update: the care of the patient with amyotrophic lateral sclerosis: multidis-
ciplinary care, symptom management, and cognitive/behavioral impairment (an evidence-based review):
report of the Quality Standards Subcommittee of the American Academy of Neurology. Neurology 2009;
73:1227-1233.
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Questions and Answers 3-3 3. BE - NEENm

EDK S [CTRIAZEHRIAT B H

BE

ORAE LTEBERAILKIKRGBPZT 3. HADBICIBENRABEZBTRIE, NES, B
BORBZRYT. BBEXVFICRECNEB(TRRSHAZ TS &F LA

OEENSTHEICEBLEDL S, TOLEEEZ L > TRISDEHIGRZHRIPT . SBEBEDEHP
RHSEFNLGERN - RO 7ICDOVWTHEHRET .

O+ALBEBECPMENESNTLAWSESIZIF, BRVRUSRBPZITS. WRBOEBBEPLZEND
REBICK - TIF, EBENICHAETOICEHERT S.

&

1) FRREHBADR IR

ALS OIRIRFINIEE B L OKRISH L TERE 2D D L % 56758, FBANER I DR EICL-T
BEICGERDPET L CW2EA%2KE, WIN2OARNIFHRIHEIT) . BE XD IBICKE
RAELRRIAZ T L2 LG L. HEETHo THOHMEZITANS DK - R
REASH A A R 2T 9. BN, BEORM - BAEEZFMT 2. 5 2R
HEASH B YA EN S ORBICHIE L, WIRSH DAL IOV THEICKRE T2 (Q&A 3-6
ZH).

WIRFHICH 72V L DBEEIALEZE LTS Y HHOBICIIBREOREZ2ETRIE I
M, ZWAEORE MRS, 2002 4EI1C ALS BB SAWITT L7z ALS B 236 %4 (9 154 44, &
PE82 %) 1T AT, WIRFIHICETAHLLE LT, [RiEL o L X2 2579%, [
BORMIIDB12% E V) FERTH o722 S5, Filll, BV —TxVI—h—, F7<%
V=Y, MEREEDITo T TR IRAEHMEI BT A AL E L (Q&A 3-
1, Q&A3-2ZH).

EIUII:I

2) RIRRADTE

HHIZHZ), BEHEPEZETH>TBELVWER STV L0 ERT 2 2 EDEHET
?})Z\) 3,4>.

B OEHE, HE, EATICHET A KRE RMEAE, BT T CERAI BRI A LR
T2 ETHIMEREARDERDELVI)IIREL, HLEL52 5 EVHEETHL. £
72, ZWHOBEMEH S BARWG R EHN - 507 7120w THaHAT 5. +oadilz1r)
7202, BHOD L PLETH L 0 TFEITBEEHIV, V¥ =4y Ml EELT
MBI ALS IS 21BMEIEETE L. Lo L, EPNTOLINEL IEMICHMET 52 1L
WELIEHEETH Y, 23 2D EMEOBEEIMECEEDLH 5. WRFEHICBL I Ia=
r—3a VHENEETHLN, 33225 —3a VIINHNTHY), BERPKIEOSE Lz
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Questions and Answers (Q&A)

&1 FIRFAICBULTEFEIRNEZE FIvIURBS

*RIREREAZE I S HIICRIEZER, RIEHE, RIE, - RAEE, 22ME, BAERGEDEEEREL -
THE, INTDERZEFTICFH>THL

* THREFEZE ST (TEETHNIE 45~60%) FRTSNBUVL S CRERAI—ILBIEFTZ2D UL IEFY (U
VRE—RICTD. BEAHNRSNTVBDESFHSD UHEEICIEAD.

*BEDAREESCRK ENEEBICNATCEER, EEY— I vILD—H—, TP7IRIv—RBELERE
WE/EITDZENEEUL.

*BEDEREEDLSICIEATHY, F/IEEDEELAYUEVWEE>TWVWEHEDHD

* IRNTCDERZE—EFITEADHNEFFL. HEOR—Z(CEHETHEICHIFTHEFEULEHBLTWLL.

FBNBERS, FEZILL, BEL, FECREVLWRPUER DI L. BECRENICHESBRVLDITERT D

*BEQRBRISRIICTGADELDICTD. ZOKR, BEICE>THUWBRIFEVBEREVL DU LITEAD.
BEOHENKEVNSEV>TEVBEREGATEDH TRNDDIEDBVLDICTD. BELREDK
IBEHBHS, EADAE, B, TAHZHEEHT S

* BEDERIEBO RV, EDKDICEUTNBOD GEENGDN, FFRENDREAGEZEIE > TLERL
hire) =iE3.

* BENERLPIVRIRELEEZAND.

$BEICERENGRIE IO EREEE CHEEI 2L DRBKIE (DEELFHYFEAL, [HRETITZZ
EFBUFEBAL BE) [FITRETRHN

* BT B ZELICh D THES.

* 2EEEUTRRPFEBREBAENKEVERTHY, 4 VI— Y MPERICEVNTHDZEHNNT L
HHTCFESRBRNT EZHIAT .

*BMELEHBRVRETH > TH, RIREWB I 2HLBHEN DD EAGAD. BERNICE, ERE
DIEHDBEFH D E, REOEFEDUTOHRIGBIIODT 7P@EEIN$d 2 &, GHEFERE
TEBDE, FRBRUMEREEREICL > TREF CEAZD > THH D> TV T EZHIAT D

* BEDKEZHRT T 2EHICHBDD T EETOIN, BEDBEICHITZ2EBREFEEND I EZR
9B,

FBBEAHNRECERVIES, #REEITAREDHIFICHE->TWVWD I EZERBUSRBAZNZ 5. #BA
HEENETHS >THLWT EBIEAD

RBEAHZERELTCD, HOEHTZDAHEZELTHIVNEELRRD.

*BEDNBDHEEHY RACZF VICEERETD 2.

*ESUTCIDEIBMEAFZ LT DVWTHERIBZNINZ S

$IRIREHIAD B & [TEHENAE K RVH Z S BB EES BT — A TEND.

* THIRERPENESNTULRWESICIE, BRURBZTS.

*IBEOSZTEDIREICL > TIE, RIEMICEHET 2 &Hi%sId 2

(BRI LEZEA A RS> 2013 9 BKU SPIKES @ &1 ER)

TR &) \CH 2 MY, EBEIIH LT O R 2 TT SIS 5.

3) FIRSREAR DX
KB, BB L OREOWRUS T MR L DOZFIIRE CLIL, $mnE<
ZEVZOT, HRFEYIROLIHZITEERE T 2LEN D 5. WADOMET, HERE, W
WAl 72 SN0V THo BRSO N TV ARWEEIZIE, SR ELITHIZ LD
KUTHD. F72, HMRLZHEOREIZL o TREBWICHIZ T L ERT 5. 6HRT
HERELLHETH, HOLOTLZONHELELELTHIVEREALZILEORYTHS.

— IR OB O R, A S NESNFZRL (R 1, T 2).
[SEOAEFE]

F—A MY T ONAMRENFEZ TR & L7 2014 SEDEL A TIE, IRAREPIFHE D 70%
WL ASER = 2 — O VB OBMAEA L L IEHEETHL LKL, FOBICA ML A - A%
LTV, Fio, BEOBRBICHIET 27200 N —= v 7RH A4 K54 X OBFICHEL
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3. BE - NESHID

K2 WRIRFHBICRUTEIREZE FIvIUR B

SZRrlCW e > 1238H

s PRIBDEEDHPZEINDDON el &

- RBDEM, BR, ZIhohhsel s

ALS [EDWT—figim (RR, &z, $8E, REOEE)

o EMER (ETEARE, BKME, 1Z1Z5—Y3aVEE, FIRFHRE)

¢ SEDTRINDIERBLUZORL (UNEUTF— 3y, @EEE RERE, TINS5 L)
« BENMRIDBBEAVEVWBEICIEBBRZDETEZDTRICDOVTETH, BAENATVNT EP,
FRICIFRAN D2 &SRB IED. FREEAENKAEL, 58, 10FHULLFZNULERFT D5
GHhHDTEICERT D.

IRTEIRHTE28%E

s ULV —ILETI SR ETEETEDETIFRVWN TR EZNEI DOREEN DD &

- [ERZEEN S 2 AN TECH D&

SBEOEIRIFBSRENREICTHY, BSEREULERTDCENNEERDE

- IRMETREIRBERIC DT

c REBDEZEM, MNEEHNEUHEEDRERS (BERY)

s FIREENE U0 GHRENGERS, JEUF NATRI)

#=HEFAICDONT

c IBEHRGIE, NERKR BEEEROXIELE BEXEEG EBERE) BE
SEODETFEZZDVATLICDONT

- BEOI EEFENICKICHT, EE - BILEETZA TV I &

« NEDFE), TEEERE, MR, R, LR/ MARBE

REISHEICDONT
- REFE, BRToE BEFE LfofikeERES, BEHRIERE
BFRINET L

c AT DRERESA D, BEPNAVIDSRBRVERESA D, BRECIERELAD., FEERADED
(BRI RIZBAERRE A RS54 > 2013 ¥ BKUSPIKES ¥ & WER)

R L7 RO I I 2= =2 a3 YAF VM LD DO AN EGH S HITKD 5
n5.

ik

1) Hirayama T, Izumi Y, Nakayama Y, et al. Communicating the diagnosis: a survey of patients with amy-
otrophic lateral sclerosis and their families in Japan. Acta Neurol Belg 2022; 122: 471-478.

2) BRRHUZ, KW, AT, 13 MEREISRELED A Y7 r — A F - 3y P—ALS B X
BITEE B AL RBURE HHMOH Y J7. BEHE 2002; 56: 338-343.

3) Baile WF, Buckman R, Lenzi R, et al. SPIKES: a six-step protocol for delivering bad news: application to
the patient with cancer. Oncologist 2000; 5: 302-311.

4) EFNS Task Force on Diagnosis and Management of Amyotrophic Lateral Sclerosis: Andersen PM, Abra-
hams S, Borasio GD, et al. EFNS guidelines on the clinical management of amyotrophic lateral sclerosis
(MALS): revised report of an EFNS task force. Eur ] Neurol 2012; 19: 360-375.

5) Borasio GD, Sloan R, Pongratz DE. Breaking the news in amyotrophic lateral sclerosis. ] Neurol Sci 1998;
160 (Suppl 1): S127-5133.

6) McCluskey L, Casarett D, Siderowf A. Breaking the news: a survey of ALS patients and their caregivers.
Amyotroph Lateral Scler Other Motor Neuron Disord 2004; 5: 131-135.

7) Aoun SM, Breen L], Edis R, et al. Breaking the news of a diagnosis of motor neurone disease: a national
survey of neurologists' perspectives. ] Neurol Sci 2016; 367: 368-374.

8) HAAMEFR ElE). CoXHITEML, WIREFHWT 27, FHZEMHEWRELESRTA 874 >~ 2013,
MYLE, p46-49, 2013.
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Questions and Answers (Q&A)

Questions and Answers 3-4 3. BE - NEEZWD

ZHNEE UL TULEBWESICEDEL SICETH

EZ

OZHIEERITH ALS DTREMAT UV EHEIENBDTHNE, BREERENENDLS(CRR
TWBHZEHIAT B.

OALS DTRERHNBETELRWBEICF, BRIREEL TLBLHZDRVDHBEZELX,
PRERERT D.

ALS OFZWHERZIZH L WEELH Y, BHIHEE L TRV FROBVWIRATH L & v
I LEEMITRELZOPR) ZEH L.

1) BRRHIC ALS LHIBFTER N, BHBEEEBEIBVES

RO LB, BWREL N TA L) LTI T 525, B0 L) 7 H
B CHERR S 72 HMC & 0 KB RCYF R EE DS 2 4. El Escorial 2 Wi2k#X°ILET El Escorial #2135 #
R 2 HIGIZ L7z 7 ALS 23 2 720 OB WikETH 5 7:0, Bk z /i
S VIEFIAE U A, El Escorial Wi A:HE T ALS & I L 72 388 Bl oS Tld3EL L 72 254 )
i 25 B (10%) #% possible F 7213 suspected DZ W7 7 TV 2L & F 572" Kano 53l
T COMMH»RART 131 » A, BMH9.2 » H, MPFAS15.2 » H L #HiE L Tw% 2 Updated
Awaji BITFHEAEIIET Bl Escorial R2HEH#E X 0 S IBIEAR . 2N 5 ORI RN R %
) ANTWAOT, BRMIC ALS 235D LWHATYH, BIICOW TIRBELEI AR %
FEhi L THLHYTRETH S (Q&A 2-5 ).

LaL, W7 L — Fe®H LSRR T, SHEiE M ToORBEE IS SHE L 72
5. HARIZBWTIEAE S B AW CRRIZEI U TR S 7B WiL 2053 1 3852 i il
DEIZHWSHNTWS, L L, TR = 2 — o & 850 Ao HET PR ZEHE ORI T,
KRBWEEAED - S VERD PR R, —OBBECTIIBMHEELH/ 2T TORMEZE
L, TN E TITHERRACT ASEAT LR SRR R IPIAHE) 7 E ORI E ;LI L 525 2L b H 5.
BEHHONERG2E 259 R COHEEREMERD ) 20T, BWIEEZMNI 2T
ALS DR E W L HBI S s 0 THIUE, BUEERHFES LD L ) IR A TS 12T
5L EHERTS.

2) ALS ' ESHYIBTHEE L LSS
ALS &) I HEL W L b H DA, TOWFIIEFEEH LT LEFMT L. WD
HHEBE LTALS Z2HIFA5A21%, BEOLIANEHEAKRE W L L 2FHICEVTHIIL,
ZOHROPOLD FERIRBET LULEDN D 5.
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3. BE - NESHID

[S&DHFRFRE]

Gold Coast ZWiZE#ETIX, ALS 7 ALS THRWrE W) /ML EZHEIC, W7 L — FAsEEIL
EN? ZORETED L) BIFED, ALS EBWTE L WAERWIED HIREICHENT LD
o FRFOHEIEDL ) BRLONENIET 2LENDH S (Q&A 2-5 BH).

ik

1) Traynor BJ, Codd MB, Corr B, et al. Clinical features of amyotrophic lateral sclerosis according to the El
Escorial and Airlie House diagnostic criteria: a population-based study. Arch Neurol 2000; 57: 1171-1176.

2) Kano O, Iwamoto K, Ito H, et al. Limb-onset amyotrophic lateral sclerosis patients visiting orthopedist
show a longer time-to-diagnosis since symptom onset. BMC Neurol 2013; 13: 19.

3) Shefner JM, Al-Chalabi A, Baker MR, et al. A proposal for new diagnostic criteria for ALS. Clin Neuro-
physiol 2020; 131: 1975-1978.
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Questions and Answers (Q&A)

Questions and Answers 3-5 3. BE - NEEZWD

BIGICDOWTEDKSICEHIAT B h

EZ

OXEECIEFUEN T VEE(Z, BEEOTEMMEVWC EZ25HET 3.
OXIEEDIS W2 BENBEREKRDIZFRICIE, ALS DEBETICDOVTHHRAT S.
OELFREICDVTRIBGHV LI VT ZFATIRE, RIEBNEERZTSHCITS.

BEE (FIRME) ALS I2OWTHREZ L0V ATFIT4 v 7 L 2 —Tid, Hil& AL
R—ZADBEBFH T2 wbl, REEODHD ALSIE51%TH L EHmLTwE Y F
72, HAROWN EWIEOMED 5%, IMFHEETDH 3.0% XM D ALS JE K@ 7122 % 380
L a2 ALS OJERIZOWTHHT LR, —#ans LT, —THEENETH L5, K
TIE R BUE DY 70 WA I EB A O TTREE RN C & 2 FT 5 (Q&A 1-1, Q&A 1-2 ).

AR ALS OEET-RENR A LR S, ALS OWEIRICKEREREZ D5 L Tnah.
BIZTHEOBBIEE LR E 25— T, BEMEEBLBEESNS I L MEE IS0
DLMEE L. ZOL ) R O0HENEICHSICRE T 52 LENH 5. T, Einth ALS O
WITHEBEAIA BN, SOD1 MIZFEFIZ X 5 ALS ICIHMER D EHLEhooh 5. 41k,
BIRIZDOW T OFHNIIHE R R IR O M Z SO S 272 NEDRD 5D (Q&A 1-10 ZH).

R B OBIETEREZ M5 2 &1d, EENISHERISHE D ARV TR 212
Z. RIBFESRE RS BEHIWEEETH LR Z HEL TR ANZ VA, &
D& BPGETH, BEEMOEEBI 22 AN, 2 E~OEPUE, HENRFERNOARR R
EICEE L CHHMT DN ERETH L. 562, BTz dshre )bt nwy) &Il
LTd, BIEAY ) v FOEREEL T REER 2 SNERETHD. bHPETH#
mho ) Y 7RIS ood ), BIEEMBIRESTS FI4 v R EEBRT L X

vy 3,4)

[SEOAFRFE]
—EROMIRTE ALS 123 U THIRIESEAHIE SN I ST b, 4%, st ALS (12
o UTRIRIESE A FER LS NIz L &, BIZFZOE_-IRD SN L7720, TOkiH]o <A
LETH 5.

ik

1) Byme S, Walsh C, Lynch C, et al. Rate of familial amyotrophic lateral sclerosis: a systematic review and
meta-analysis. ] Neurol Neurosurg Psychiatry 2011; 82: 623-627.
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2)

3. BE - NESHID

Nakamura R, Sone J, Atsuta N, et al; Japanese Consortium for Amyotrophic Lateral Sclerosis Research
(JaCALS). Next-generation sequencing of 28 ALS-related genes in a Japanese ALS cohort. Neurobiol
Aging 2016; 39: 219.e1-e8.

HARNEEZ S, BEEEEOBETBWICET 274 P74~

HARMRE S B, [HREBOBEZTBW A Y74 Y IERZERS (). kB o@E 2l A4
FZ 4 > 2009, BE&SEHPE 2009.
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Questions and Answers (Q&A)

Questions and Answers 3-6 3. BE - NESHn

ﬁ

SRAIAERS S5 D' B ALS DFRIKEHEA ;A S EDFEIRDZIEI
EDELSICTSH

B2

ORIEZEH L TLBIBE, Rk (F—/N—V2), ENEEEEB(ITRIKHPZTS.
05 D0ZBHLTLRIRE, BHREDRBESECLTRE (F—/1N\—V2), ENEELHE
KNSR, WRSADREITEZRTT 3.

ORHEC S DCK>TEBREENMETLTNSIEE, BENDEXHFZIEBRLTVS
KRG E LB, REOBIREEZS.

ALS TIRFBAVER ) 22 50T 285 H 1, E@ia’ﬁﬁﬁ%%Ltﬁﬁﬁ;w@#uﬁ
I EBL . FBABERERER ) D03 > THEBARAHFERICH L THLHrHEEORE %
RL7E, E2FTAY Yy FeF A v NEBFL ');c“(@ Eﬂd%nzf%é@/r FI W23
Wb H 5. EMTPRICHEET S L) ABEEREOALRLTHES 7TOWHIZB T,
HHIZANDBEIN) DR L VOrME LV EbH 5.

1) RAEZSH U TV BIEEDRIRHA
ALS (A BT 2 A E M BRI R AE & L CRATERER OB S DL 25, BRIED S EE O]
%@ﬁ%@%%ﬁ?%é%@ﬁmua%%&%Fﬁ*fi@ménf,%ﬂ&@ﬁf@&@m
ENBEEDHAH720, FAREREDSIHICOVTRFICSHEICEWTE2 2 TE RS %
u\@&Athwusﬁww F72, %#“r®Mﬁ#%Mwaé EbdHY, HTHEMET
PRIHE DN O BIER B2 A0 L T 254 %&é«xa51%%)
msmaﬂr%AMwaéﬁA K (F—3—=v V), ToERE LB ITWRIRII 21T .
FRAME D EE T, BEIIRIEEFTEL L 75%1/\ RS F o7 BT E
I ERARRRER EASEIT LTV AR ENTH S (QALI-3ZH). F7-, KL L DITK
’%ﬁ%?% ETARACKRLTWS LW ) REORMMARZEMT 222120 % 5. L
, —EHPLTOFAEMRTETCORWEAREMML T2 RED H 5700, BRI
@éﬁﬁﬁ@ﬁbﬁwiﬁﬁmK%MTa

2) 5D7%&GHUTWSIEEDRIASHIA
ADELEPLTOBGEICIE, EGICrPbIEREEREZELDL I ETH) DIRENE SIS
BALT D HEMED D %720, FEMEHE & X SHERD D 2, Rl (F—r3—=2 V) OTRERLZD
SRR A D L. WA A L L O BFRIETTIRELZHEEKT L LIlhb720, Bl
RIS T BHWDBA T TH B I D, DR o TRRIEROBEALRERAEICOLAE I D
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b5, EmTPRITHWLZ2WEETY, BUROFNCHREOHWIILETH L. ALSICE
WTHESHELLED ) D23 13 BLEIZEI L THB D, MBHRICHEIETH 2 1ZEGIFRIEV (Q&A
1322 72, I DIELARRL QOL DK T EHEL Tn2a. ) 2OEIESEEDN LB
FARHE LML, ) DDORBMOMIETRETH S (Q&A 52 SH).

3) FRAMER S DO TCEBRERENNMET U TV RIBSD/aEAH
BHAER ) DD 72O BRIERDIMET LT EEAICE, AN TRELERD L)
B RINT 5. ENEZORHIN 2 TR DL KB GEIHE 25720, RN
bo THWT 5 AW (REEEREE) (Q&A310B) &, AEERIZOVTOIIRZILREL
TV L LRSI T — & (Q&A 3-1, Q&A3-2ZEM) 28, ¥y vF—TaryHiFHL
MEtT A2 EDEFE LW 3Y FHIIAADOZ L2 L bhoTnDB E W) & A TFERLRFIIE
e ERIEMRD DL HOMEITHET 5.

[SEDAFRFE]
AT ERE 2 & 0F L 72 ALS BB OWHE - 7 7 S OHLEIZA Y » T HETE Tz

WEW)HRIFARELRETHRENL D, ZOERBIIAVITHSL. Zh5DOMHRER ALS
% b 70 W BE A BE R SR R DS R G OHE & 2 U 72358 O IR IREE R B 7 S 0 BIR DS
FIZOWT, WP LETH 5.

B4

1) Swinnen B, Robberecht W. The phenotypic variability of amyotrophic lateral sclerosis. Nat Rev Neurol
2014; 10: 661-670.

2) Thakore NJ, Pioro EP. Depression in ALS in a large self-reporting cohort. Neurology 2016; 86: 1031-1038.

3) WA, RARMEROUET T 2T EHTA FTA >,
https://www.mhlw.go.jp/shingi/2007/05/d1/s0521-11a.pdf (3f&T 7 A 2023 44 H)

4) JEAEGBAE. [ NEORABREIC BT 2 EROPE T T L XIWT 274 K74 ¥ ] OYETIZ2WT
https://www.mhlw.gojp/stf/houdou/0000197665.html (7 2722 202344 H)
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Questions and Answers (Q&A)

Questions and Answers 3-7 3. BE - NEENm

RIAHBICHE VW TERFRIEEDLSITIZR B H

EZ

OB NBENWRARRBICAILLERTREZTZAD. £, FEDHIFICIFRENATIRR
(NIV) DBAGENERFPROUEBICOBANBEHEAT 3.

OSREBUFRTATIER (TIV) BADERICK) BEDEMFENRLE >TSS, FWREALL
BOII1=5—Y a3 FR, NEPRBNCRRETYI2L—Ya 2 LEBN5ER%.

1) E2DEEDRFRRRHICENLERTFERELRAS

AR O, HEICE LT Tl L (Q&A 3-35HH). KBV N ATHA [tra-
cheostomy (and) invasive ventilation : TIV] Z {7 L 2\ 3p& ki 48 » HT, R E L
TIEIPEA G, MRAPHLL L2 BT D Y — iR TR B E O LGP B2
B ENTVDA, IEOHED SIWHELICR ST, HREOHEFRFRL IR BN A TIA (non-
invasive ventilation : NIV) 3 A, ZRAHESEZHIVEG PRUGHIZO L5 2 LAVRIEE T
E7200 INOLOWEREMLZBDS, ALS BERRIEVHREEZFL RO HIM & 25561274
5LOBET 5.

ALS OIFRFSBIZIEFFICERHTH Y, FEL T IEDNIEET 2885 148, 10 F508
LTHTIVRLTEFLTWLEEIR L HWL LG ShTwD % 72, BREBRITE
W PRICENDH Y, FGEH = 2 — 1 iz /K< flail arm, flail leg AT, 21
AAEHIRIAY 76.8, 75.9 # H & —fiy7e ALS (BRIBRBIRL @ 335 » H, HHEFHERL : 462 » H) L1t
BLEW Y (Q&A 18 ZM). ALS BHENINLOHEITH o G, BHEIZE o THIERERT
b BHORBANERA TV, 72, ALS OEATICBI LT, G ALS #EREAFli R (ALSFRS-
R) OEB D HBLET 2 L 25%DEHT6 » AU E#EFTDIEE 2 L0 ) EDRH 5 7 SERDR
BUZHEIT L T B BEHITH L TH, ALS DHETIE—ETII ARV EER D Z LIFRLIZORD 5.
ZOMh, ALS DB ZORBIOEREEZ DL, BERPREICL > TRl & I1IC42Nh 5 &
I HIEWMERIET 5.

A FPHREZLEMIEZ S ZERAESTE RV, BEFBBLIZ0EGTFHEZMD I LITX
0, FERDEE DR TIRITREVHR, AKANCKRI) G ERFEL-fAEE XL T L HREICE
B, WIEGTHREHNLZEIZE ST, IDIEIEELHY, BERPREDOVEN L FF )] %
ER UMD R OIEZ D, T, BEEEM S OBKRFEIIMA A v & —% v bRFHHEL M
UCCHEBIHERERDLIEDNTESL, 2L, ALS EWI)RAE D EL LY THBL TV Y
GH% L, B TR SO A O BB IS L2HB &3 F v,
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2) TIVEADZS
TIVZEAT LI o TEGTFRIZT o R R 5TL S (Q&A 17 Z). JEIN b 447
WMoORS 2L, MRAERHZICMZ, RERLEEEEOM G2 5. S51213%
RIE (UML) 2SEZ 2HB L MBS N TWAD Y TIVIZX VIEMRIZWRETH 575, ALS HIKDHE
TEIEDLZEFIARTMETHLZ L, HHETICMZaIa=r—va v WALz L%
FHHTH. A7 =%y FREBELLOHBRIIT, ALS BE TRIBKEFFEEIEX X 20
WARNEDALNDLH, ZNIIROHOZ L THY, #EITE & HICEE ISP HBAT
FE DMK EICHEED 2 CIIATREIC R 2560 H 5 2 L &R 5 Y FIoHARDBIR I
BT, TIVOHRILDPHEETH S Z L F3HTE. INSOREZRBLANLEEY - v )L
T—A—CHEEL, TIVEZEALLBEOS4, 10452 WIEZN REDOM#ERREFH 2 &
DEMEZ Y I 2L =2 a Y LTBLLLEND L. LTMEIHELEE L 205 TIVEAOZBREZ
YT HY, HHEROLNLZV, 3V ot ARELTHZRIF L BNEIC BEZ LWL O
BEAZZLZLIIANTHL L bR, BN AAHEZEC T2 LHEETHL. —F
T, WK TIVEAZRINL 2ZEBHIHF LT, TR o729 A TORKITH 500, EHH
W2 SR T A 2 L B VETH 5.

[S&OHFERE]
EHEOWS NI O RHT, WHLBHE - RIEL R 2 2 Tl LA 2035 o
Thab. bPYRTVASY T Ly bRETHEM L O, EHANESNS.

ik

1) Hayashi N, Atsuta N, Yokoi D, et al. Prognosis of amyotrophic lateral sclerosis patients undergoing tra-
cheostomy invasive ventilation therapy in Japan. ] Neurol Neurosurg Psychiatry 2020; 91: 285-290.

2) Knibb JA, Keren N, Kulka A, et al. A clinical tool for predicting survival in ALS. ] Neurol Neurosurg Psy-
chiatry 2016; 87: 1361-1367.

3) Shimizu T, Nakayama Y, Matsuda C, et al. Prognostic significance of body weight variation after diagnosis
in ALS: a single-centre prospective cohort study. ] Neurol 2019; 266: 1412-1420.

4) Traynor BJ, Alexander M, Corr B, et al. Effect of a multidisciplinary amyotrophic lateral sclerosis (ALS)
clinic on ALS survival: a population based study, 1996-2000. ] Neurol Neurosurg Psychiatry 2003; 74: 1258-
1261.

5) Traynor BJ, Codd MB, Corr B, et al. Clinical features of amyotrophic lateral sclerosis according to the El
Escorial and Airlie House diagnostic criteria: a population-based study. Arch Neurol 2000; 57: 1171-1176.

6) Wijesekera LC, Mathers S, Talman P, et al. Natural history and clinical features of the flail arm and flail leg
ALS variants. Neurology 2009; 72: 1087-1094.

7) Bedlack RS, Vaughan T, Wicks P, et al. How common are ALS plateaus and reversals? Neurology 2016; 86:
808-812.

8) Shimizu T, Hayashi H, Kato S, et al. Circulatory collapse and sudden death in respirator-dependent amy-
otrophic lateral sclerosis. ] Neurol Sci 1994; 124: 45-55.

9) Nakayama Y, Shimizu T, Mochizuki Y, et al. Predictors of impaired communication in amyotrophic lateral
sclerosis patients with tracheostomy-invasive ventilation. Amyotroph Lateral Scler Frontotemporal
Degener 2015; 17: 38-46.

10) Yanagihashi M, Sugisawa T, Fuchimoto M, et al. Contradictory responses to the COVID-19 pandemic in
amyotrophic lateral sclerosis patients and their families and caregivers in Japan. Intern Med 2021; 60: 1519-
1524.
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Questions and Answers (Q&A)

Questions and Answers 3-8 3. BE - NEEWR

Rt

ETICENUEEBRLEICDOVWTORAIRREDLSICTHH

EZ

OFEBENLEE, NBRIRZLELILSXAT, EHRFHHSKEZHITTHATS.

1) SHIARBICONT

HEATICED L 72 RARILIE %2 479 720121%, BH - RENZOLEN % 40 IC8# T 2 2 L A%
HTHAH., BUEDEFWLERZFHIIL, EGTROERRCHEMICE ) HETLNZHIIL
Twl, ToeEcmz, BE - REPSZIANL T TOREEE 2 5L, B0 ALS #)
WEEL LD, BRI OCIZER T CICEREICTASEST L, Fak Btk & o RFFILE
WUFC DL, BFH - REO TR L7729 2 COMITAREEC % 5.

BEFRALIE ISR LT, 38 (Q&A 6 ZHH), I (Q&A7ZH) T H3I 2=
r—vav (Q&A9IZSM), KHEIHERDE (Q&ASSIE), L7 7 - HKEMT 7 (Q&A 3-11,
Q&A3-13ZBM) FTHATH L. ThHE—EICHMT20EHRETH 2720, BEOWHIRE
ARLEP BN 2RO THHT 22 ETRBLETH L. T TEELDIL, AaPHridss
RIS T OB D, HRINLWEIL EHE LEZ Lo LEIDLZ L THS. Hiik
PR IHE M A TSR (non-invasive ventilation : NIV) 38 A 7 &% HIGRINE 2R L, “d %7z
PHLETIIHATL 97 L Vo 7S IIABY T, BEMIZESSICA ML AZHBRZTLE). £
7RO BB TUIFICBBE DL, MEREZHBLREST 2. 222~ AE6LT
POMIMET % E12 & ) B NIV M TE R NUZEID THL AR TIE R Wi REE2 S 5.
R B ERRALIREOWGE, FHRAOIRE, S5V -T2 L, HAHE
AR LR 2 5 2 L QRIS

2) SHEAEFHAICDWT

HESR NIV 2 &N EIEAMERIEIO H213H 5. L L ALS OMEfTOR 8%, KER
AV A BYEAT e & CHEBEAREEC R S 2 HEL, BT VBN ST 1) ATk v,
I —a VEBROBAICELTHRHBET, UNEY)F—2a VIE, @Ekeixli
Mo, ROAT Y TTEATLY—=VEHD, HBEEZHETS (Q&AISH).

—7, ZEWESLAEWH, [KEVMTATL#HA [tracheostomy (and) invasive ventila-
tion : TIV] OEFALEICEI LTI, T35 &) @ER%E LG, BRgodikizmEETS
. ZOHDTIVIITIZEASAY y bEFAY v b, ESICEEN L 2 WA OIHEREICD
WTHGICE 2 220 TORMDPLETH 5. TIV ORIEIZIZ D OHESE S 5 ERRULE & 1358
), BEOLREITER) DL 020, FOEBTHITAZ EPREICR S V2

WIS OERBE OFIL, BEEER AT IR R IR ERNELE, e 7= 3 U
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Bk, B =Y e VT — =Rl RGO THEEL TIT) S EETH L. itk
WEHE O ZHHEIRICM R, < OFMBO R F v 7053 HE 252 E12E 5T, KPR
7, BMPBRRT 256055, FLBERREPEHLEZ Lk wE v ) @Ik E RA Y
HTH, TOBROMIBIZOWTHEL TEE LA ) LENH L. BEORFLIZTLI LD
AU, BHEOMMOBEZFMELLY, HPNEEHELAD T4 2 L2 LM TLANT
T,

[SEDMFRE]
RN R O HENRRE R, BEEO/NS 20k T, 2T ALS B D72 720 12 L T
SRS 2 DIIEG TR, ph ) DFE GIRZHRE) AV —72 80 &0, [HHcEE P
% ER MW MRE LA D 5 R OBETH 5.

B4

1) ALS Association. Booklet: Including the Multidisciplinary Team Approach in Your Care.
https://www.als.org/navigating-als/resources/including-multidisciplinary-team-approach-your-care-booklet
(AT 7 £ A 202344 1)

2) Hogden A, Foley G, Henderson RD, et al. Amyotrophic lateral sclerosis: improving care with a multidisci-
plinary approach. ] Multidiscip Healthc 2017; 10: 205-215.
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Questions and Answers (Q&A)

Questions and Answers 3-9 3. BE - NEENm

FiiZ32(F BR0EER A

EZ

O=SME BT HFMZT ORI, ALS BEDIFIRMERE, ETORE, FRICNZ, [EU
RTATB®RS (TIV) FENEREZEB LI SEECHLT S.

OFHMAENFMICRAL T, HBENRDSNZTREMMELS, EFHRNERT BHEEEL.

O REEENME T LT LR EENBBERM T, IHREBHOATIES (NIV) #RATTITIS>CE
MEFELLL.

1) £BHBEET 3 Fil

ALS BEDVEEMM 2 23 5 Fili 2479 a3, IPRBERRIC T ORI X D IkEE T E B WwiT
REVEDH B 2 & 2T EET 2LERH L. ALS OHEFTORE, FHINLTFHREEZ, R
BYIB T ATH#5 [tracheostomy (and) invasive ventilation : TIV] A ZE SN WEZITH L
T, Tz LawZ EQHEICANLDLEDPH L. TMEATIBETS, BRREH B ORI
g, PUREEZHV, WbEER T B, ERESDHLEH M T LI EET LW

ALS BF BT 5 G il E 25 2 TIICHT 27— 7 RGN TV 27, Hillid ALS B#
ICBU T OME TIE, TIVZMHA L T2 BH B T B O EELO Y 2 2
EEETHUENR VD, WRINZEIETM 2T A5 HRENH S L LTw5 2

2) BHEDFl
ALS (2 X ZHREIK & 2 THRINHIE S N2 BHERED FAli % L7z ALS B 47 AOFAETIL, 86%
THENALNT, POoEFUMIEEL 2h o7 X512 ALS BHICBWT, BHEFMHH
BT 2 AR SRR 2 RIB T 2 5D H S L INHDT En s, ALS BEMTFH#EIG
DHLEMELZ G L TNTH, WEERRY RN RREETHINT 5 2 &2 F L,

3) BEEIl

ALS BEIZ L o TURELFM & v 2IX, JSPTREE T CORENBEN BEERM 2B HIT 5N
5. BHEEEFMICE L TIE, ALS BEDKRELENOMA S bHIEIN TS, EH% 30 H
VINIZFEC L 72 B O % % )1l & (forced vital capacity : FVC) #%34.3 ThH D, IHiknE
KFAAOLNLBETIZ) A7 BASLNT. —FH TREVC A 50 A 30 o BE T LTI
(RN TP 2 2 V2 h S Bl Lz & 24, #Eiktk 30 HOAFEANT100% THh - 727
MBS REDMIC T L7 B E 0BG, FEREM A TS (non-invasive ventilation : NIV) %
T2 LXK DRI TEL I LRI TVS (F1).
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B1 NIV ZHBURH S DBEERG)
(71U FR AF541 ILT7 21 RTRT°)

[S&DIHFRFRE]

ALS B TIUIEIFASREIR T, B O TAARSNAETIED ) 27 258, — R 8 Rk
BTICEDFMEIL L IR eEEEZONE. FRICTIVEAZAEL TV RWEZD, M
W N CRAEICHE TE 2 HE & % 2 IR EE WO OB S5 OMETH 5.

ik

1)

2)

3)
4)

5)

Prabhakar A, Owen CP, Kaye AD. Anesthetic management of the patient with amyotrophic lateral sclero-
sis. ] Anesth 2013; 27: 909-918.

Nishi M, Miyamoto R, Shima K, et al. Robot-assisted total gastrectomy for gastric cancer in a patient with
amyotrophic lateral sclerosis receiving long-term tracheostomy invasive ventilation. Int Cancer Conf |
2021; 10: 318-323.

Yoshor D, Klugh A 3rd, Appel SH, Haverkamp LJ. Incidence and characteristics of spinal decompression
surgery after the onset of symptoms of amyotrophic lateral sclerosis. Neurosurgery 2005; 57: 984-989.

Pinto S, Swash M, de Carvalho M. Does surgery accelerate progression of amyotrophic lateral sclerosis? J
Neurol Neurosurg Psychiatry 2014; 85: 643-646.

Sancho J, Servera E, Chiner E, et al. Noninvasive respiratory muscle aids during PEG placement in ALS
patients with severe ventilatory impairment. ] Neurol Sci 2010; 297: 55-59.

79

SAEORRH=) - DitelE w 2O



Questions and Answers (Q&A)

Questions and Answers 3-10 3. BE - NEEZWD

BRREZEDLSICEDH DD

EZ

OEFE, RECNEELISHBOFPIIRNMBEREHBLENS, BRREXFTHOTOLRZE
RULEBBRBIRE (shared decision making) %Zi&sH 3.

OEEN BN TROSNBUWBEICE, FAZILHZIREENRREZSE(C, F—LTRE
HRREHBLEN SEDH B EHKRDENS.

1) ALS CB1T 2 HERETARE
BRUCEICH LT, 28y —F ) XA OCHEER) oL, f v 7+—AF-arkrh
oI, B EEIE (shared decision making : SDM) &, FFIIYT 70 —F DL ED
AHND L
B EEFE D YT, B ICEAE T EER T A @ EEE OB E LT, T
D4 BFEPRIBEN TN D 2
OBA-FEREOBMRREE  BRREOLEEZ @ L, BFH - EFREOHRINELR = T
F—ThHbI LrRikd 5.

@BPYLDOTERSRLL © TREA TR TORFZRAFO DL LTHRRL, #RD A1) v | -
TA) b~ ONEHREHT 5.

QBPUL O « AL, BEOBG L GFZIHA L, BEIEN - AZEEIOR
I CEE LA .

OFBEREDFELT  BRREZ AT 5. A LB RIUE ORI R Il L % 3 2 K % A1
KT 5.

BHRIEEPERZBEILICT 22D Y, FEiERee VT 5ERIE [REDET] Lo
WEHHL % 2F), BRSO ERDONZVED VR, TNTREHIZEDEVEED
bh. Q&A3-3~38IH D L HIT, YT LI IS 2D 2 &, FHC AT O
R EEMEPIER SEHHIOVTOFE LAEVIZEIATIRE L END Y TELET
RN L E MBI X 235282 M L, S EIEROREF R H I EIFEIE (activities of daily liv-
ing : ADL) #R D700 7 2 R L 5055, WEOMTIRR 2R L, BRREO#Y) % 5
A3V RSBV ENEETHD

Hi b o TEGERRL T TIZoWT, XEF—s L LAY, Thze i 7l (advance
care planning : ACP) & LT, #HiZ&ETRLT Z LIZL )AL OB TRINTEN TN
[RREEHTE TS %’FE%:%E'P’C 4L~0)ir$6_0tc7b>%> LEhs? —hT, HHIRKTILE
Z, [ZORE] TOREIZHELZNWI ETHY, RELZHRTEI R REEEDO YO X%
KUNZFT HBRIESLETH 5.

L. &%

S
H>
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2) ANDEBZEEUBERREXE
FERETIE, HCBEOBRIRIUEINL LHICTIH, Zooi2ix, BFoHE
PIERNVUETH L. ZEF— 213, NEBEZOBEIERDZHAWL, ot ERdueht
BB LpwE R Lz 212, RN b THRT 2 AW, RHEEERESEB X Ok
ZRET LS. REBERREER, ROANOEELZHETEDL NP Z2LENH Y, HIIK
BTHBEN)ZFTHE, @Y LT hv. FICREPEE S TEOERFZHSoTwL R E
FIERRD D 256121, COFED S OMRAHEH 2 EEIREICEETH S ¥ (Q&A 3-6
W), MR 2 A OB S S0 LR D AT R TH S (Q&A 10-3 BHH).
BEPUEL, RPN BIERDG DS v L) SEADMEBIARAT T2 2 L hB i, £
DTREACBOTHIENTH L 2RO ON, F— 2 THBHHSZEG LAY S HD D
ZEIRDLENS.

[S&DIHFRFE]
BHRELRBIIBWT, ava—F =20l E R ug o iR Encly o
INSOFRIE IR — ) (decision aid % online decision aid) D FI%E & A HTEICBI$ 5558
R BIE OIS A EOBEARD SN 5.

ik

1) Barry M, Levitan S. Shared Decision Making — The Pinnacle of Patient-Centered Care N Engl ] Med 2012;
366: 780-781.

2) Hogden A, Greenfield D, Nugus P. Development of a model to guide decision making in amyotrophic lat-
eral sclerosis multidisciplinary care. Health Expect 2015; 18: 1769-1782.

3) Murray L, Butow P. Advance care planning in motor neuron disease: a systematic review. Palliat Support
Care 2016; 14: 411-432.

4) Miller RG, Brooks BR, Swain-Eng R], et al. Quality improvement in neurology: amyotrophic lateral sclero-
sis quality measures. Report of the Quality Measurement and Reporting Subcommittee of the American
Academy of Neurology. Amyotroph Lateral Scler Frontotemporal Degener 2014; 15: 165-168.

5) Foley G, Hynes G. Decision-making among patients and their family in ALS care: a review. Amyotroph
Lateral Scler Frontotemporal Degener 2018; 19: 173-193.

6) Levi BH, Simmons Z, Hanna C. Advance care planning for patients with amyotrophic lateral sclerosis.
Amyotroph Lateral Scler Frontotemporal Degener 2017; 18: 388-396.
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Questions and Answers (Q&A)

Questions and Answers 3-11 3. BE - NEEZWD

BT 7 « Y R—bZEDKSICITSH

EZ

ODENEENELZEEN SV EZEBHBL, ZORRZEREHTITS.
ODIBEE, B8R - KFBET7HV VT, EMEELESRICHIZS.
OEFREN —ATRALISHETESLL, WMNT 3.

1) ALS ICB(F 3 DENERORE

TSR 2 IR REOB, T ALS IZB VT, SR & U % SR 2
R, B L RRHINCAT 5 3 v 2 2%, 20 L1, HESRY, ELA K50
Wbiknde ¥, ME  OLTER A RET 5. £ 2L, BEO R ST, HHC T
REED TS Y, BEELRT 5 &R, FEENOEEIES HECTE, Wiz S
U2 SR AR & 7 BT 5.

ALS Tlt, BEEFEORHC, LHIGERHOL U BIENE ) S 512, B E oM
BEWEIE) D% 27 LT WERAHS 2 F7 Rk 5o BIOLII AR S U
(<, ZOBEREFRAMERS 465 5. B, BT, ke LBk
ENd Y, BEENWE L QBRI L WBE 525, WIREREL, SREE ALS B
DR 30% T MBLL, SRERIRIE, RIS = 2 — 0 VR, RAINEE, HRAEOH (quality
of life : QOL) EBL T2 % 5ok R, iz MbTFREC, HREEAEL 2 7% L5
ROV A3 5 7200, M WBIEC L 2 0BG RN 0 RO A EETH 5.

2) DIBS 7 - UIR—NEZOHR

LT T R MR, AP S OMENLCH D, HHBESLLHE O EED D & DEE
M7 DR, RRAATENRE, <A Y 7 VARY, MREEMOCThY v v 7k ke
bONHY, iR - HEH - AT rTRIEEND Y IS EHASDEOET TAAT T
75 LD EN, FOMPREEIHAASNT WD, 2k 21E, BATTEIREE A ) v
TEERR) AN OIEEEIZ LY, hospital anxiety and depression (HAD) REE &9 DR EE
12X %9 DIRRBOEYENEHWA LR °, ALS IR 2~ A4 © 7 VA A2 L L7z
I ADHERT 7 REZ IR LA RIS L7 His ¢ IR O coping strategies (RFALHRNE) 12
0, HHENEREPHEREIN LR ENH L7

HAIZBWTIE, WIBKFED ALS café R E L BB BB 331 2 i3 R — T+ 7 v —
7, R AR B1) 5 ALS/MND BHERER % &Y HH L EHREOMBERSD
ZORMRIZOWTORED RN B GHEHRIEIZOWTIE Q&A 5 ZHH).
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3) SHBSEELEICLZES T - Yik—k

LW HELHIC BT, BH - KRBT OISR LA 2 B GO EO IR, M
LHEATICBT 22 Lo, AR SR OEE) 2 {5 T & S He)), ARIERHELLAND#EIE,
BIPRIER R IE I HI ML, BRERELR EI2H T 508 - BB ZML, OBy 7 =—X
WZOWTHERET % 1 KR, BEOFFOBRMEEMEIL, BHRE ORI E MM - AR
ZHREEDLZLIZORNDEBINDH L. WIREELPHPDDLILIZA MV AZKL D EH
FIP LR, 2oz, EREN-ATHAATY, F-ATHRTLILEPEETH,
T3 TR OBROGIL BNy 7F — A 05 Ae LS WMHEIESHR 2 0T 5. ikl
Lo Tid, HEMRESNERYERIMAFRMBCEDRVRET YT VT =Y a YLV D
oW, F—LANTHERREFFOZ LT, BHE A AOBABZERTE S L9150 5.

W <24 Y F7NVA R JonKabat-Zinn (2 & DS N7EFRNZE T v bo—)b3 5 EHED:
WETICEERE RSS2 ETA ML AR LB well-being UG SR HZ EDHIS
nTns,

[S#&OHFERE]

TEBY AR iR E 7 &0 ALS ISR 2R & OB O B 2 BF7E R0 OB i 12 B
277707 T LD LIRS 2835 IC oW L 2AHTH Y 5, ZOWRD
HRARD SN,

ik

1) TFelgoise SH, Chakraborty BH, Bond E, et al. Psychological morbidity in ALS: the importance of psycholog-
ical assessment beyond depression alone. Amyotroph Lateral Scler 2010; 11: 351-358.

2) Caga], Ramsey E, Hogden A, et al. A longer diagnostic interval is a risk for depression in amyotrophic lat-
eral sclerosis. Palliat Support Care 2015; 13: 1019-1024.

3) Thakore NJ, Pioro EP. Laughter, crying and sadness in ALS. ] Neurol Neurosurg Psychiatry 2017; 88: 825-
831.

4) NICE guideline. Motor neurone disease: assessment and management. Published: 24 February 2016.
https://www.nice.org.uk/guidance/ng42 (&7 722 202344 H)

5) Diaz JL, Sancho J, Barreto P, et al. Effect of a short-term psychological intervention on the anxiety and
depression of amyotrophic lateral sclerosis patients. ] Health Psychol. 2016; 21: 1426-1435.

6) Pagnini F, Marconi A, Tagliaferri A, et al. Meditation training for people with amyotrophic lateral sclero-
sis: a randomized clinical trial. Eur ] Neurol 2017; 24: 578-586.

7) Larsson BJ, Nordin K, Nygren I. Coping with amyotrophic lateral sclerosis; from diagnosis and during dis-
ease progression. ] Neurol Sci 2016; 361: 235-242.

8) De Wit J, Beelen A, Drossaert CHC. Blended psychosocial support for partners of patients with ALS and
PMA: results of a randomized controlled trial. Amyotroph Lateral Scler Frontotemporal Degener 2020; 21:
344-354.
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Questions and Answers (Q&A)

Questions and Answers 3-12 3. 8% - NEEN

SEROMILE EDL S [CEHET B D

EZ

OREBUB TATIRS (TIV) FEDBEHELSHIEBRINFLEVCLBHHRENRLEET
H%. DPHUDOTELGELSHILZHBRTEEL, REUVLROYI2L—232%1To
THL. Fe, BEADKRRNMEC B EHEZRL, BAETRECERIERRMEZART
3.

1) SZEROHEEHDFELEL

SEWE LTI GTE L WHHiZ, ALS BEOLERL LTHEL TV, TH4IEL
Holz) ZTIR, SEWH N ATLHA [tracheostomy (and) invasive ventilation : TIV] %7
PBLTVEDOTHIUTI WD, HLL TR, HEVIEHRTE > TR WEAICERIEET
% ERE GBS, WRAEREAMET Lz ALS BEICKEMELTCLE ) &, ks ENE
BLTHHETELRLRLWREDDH Y, AANOEMIZKL T, KAEWHAS TIVICBITLT
LEIZLIIRB0OTHL. COX)HRHEEZHCH)RATY, HFHANS LR OGS LE
WEGE L THM L TB2 2T ER S v, TIVIZX &M LA 7, & 5T oA %
IZEB Ay FEFAY Y MR, KHEPTCERECTHNAT 2 LD EETHL GEIE
Q&A 3-7 ZH).

2) HEtREZ DR « %

SEROMIER TIVALZOAMZEZ ANV TI2hb2 ) R {iliT 5 2 & T, HYERAERFON
DERLYBEE OB AN DRI D, T2, P DOTFEPVLEIZIE, Ihbokits
DHRERE L TLFIERATBL. EHRAELZBOMEKERPTIHEZ Y I 2L —vayLTH
CTEDVEETH L. mAIHhH Y OFRISHEKET 202, KEHHDHIGTEETH 5 D,
MG TELRWSERREEZITRO»%2H 50 LOMELTBE L. @kl Tw Ak NE T T
HHYGEL, BEBEZHEETHRET LI ENNEETH S, HYE LKL 2055, HEan
IS REZR AL EAND S LOMARE RS L2 LTBL 2L, FlllmEmz BTt
WEF L.

3) BREZEFRT IRDIER (REFEZHELLBVESD)

FAWREGG L2V F R L Tl B2k % ETH 6N G, ATRZB Mk 5 O
FHBERIRATR TRE L SGEOMIE D ZE 2 T E R b v, OB, LD TZHT 5
FEEOHEFE T, BEOHHSTH TR VI-OREMILE L TREMEOWLEN % S
MR D %, BERA O AR Z KO bR, KEME LRV E W) K5 o LA L
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3. BE - NESHID

LB, RIEVPHFRL, WwEeHrCE ol hoTLI) I LIRETLILEDND L.
ZOHIZIE, [EHFEZAEL 2V RS N2 FHHRE LB MR E 2 ¥ 2R E
LIENPITINECIROANGEHELEEZ LS. $72, Kz GO w270 A%
T, OB IRREICBR Y, BRI X 2 AE M E S HEHGETRO O TwD. 272
LALEIZIE, BREIO BARRER & RIBNOHW - WAL L % 5. FEHERE LB RN A
HFL, HEHG LI b5 L) 5 (XH, W% L) IRELTB I EPRFETH
%

[SEDIRFRFE]
TIVEALZALSEEDI L, KADBHLALLZOD, HDEVIEHLEL Rho 2B ox)
JIETREMEDP S TIVABIT L2004 E, AW AR 2 AT 208 H 5.

B4

D O %2 2 F R WERENOISIZOWT, BRI SR, RatEbT, ARCAE 12 5.
https://www.tfd.metro.tokyo.lg.jp/Ife/kyuu-adv/data/acp.pdf (F#¢7 7 £ A 2023 4 4 H)
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Questions and Answers (Q&A)

Questions and Answers 3-13 3. BE - NEEZWD

BERHZEDLSICRZ, MInThiFELD

EZ

Oi&KHZ NEVERDFEZRIBLULIH] LiRX, RRFTRBDEENH 5D LZRE
LB ST 75tEZRET 3.
O ) SBERZREL, BUEHEREP T 7(CLW, RAR QOL Z&RD.

1) KHDIRZA 5 & U 7EtE

ALS DYy, FHZ [REW ] D@ L v, WIRA AR EAIIIC X ) [FEEAS R 2 72 80 #4&
KL EVHEC, AHTIEE E EWFROFE 2 G LR &9 5. ERLEDOWIHD S
FEZAHE, BRAENE, B EERL 2GS, FREN AT (non-invasive ventila-
tion : NIV) Z 3 256, L& WHT AL#A [tracheostomy (and) invasive ventilation :
TIV] 295 23560 3500 (B 1) $XTISBWTELLY, TIV Z2BIRLBLAIE, A0
i - BEHEIRDMBHEAL S 5720, EVFROELZREELZVWEIHZAR LI L DH 5.

FeakEHTHEEIE, RRRPBEMEZE LI L%\, LOLIRILWRI 200, F
7z, TMUSH L TED L) Bt iiEdH 5 000 b o2, AEIESHICKREL LS.
FERHEARI o 7S B AR R AR AL & TR AR 5.

HERHA
//
| ]
IFIREE (NIV)
\ 4

IFIREOE (TIV)
v

B1 ALS [CHIFDHERA X - (3 15H)

ROM@S: : REHSORBERMICRL, BERNERFPET . —RICTFRIVEDEHIRR
(RBR, NIV, TIV) (&b, ZORBERES. FRESEERULEVSSE, ROES, ©FH
DR (1) PERTS. NIV BBRULISSICE, FRBEODMERBOERICNZ, NIV O
ML (tolerance) NRBERD. TIV HRRULIBSICE, BRLFPENRL. SHHEMEET
B, BFBOBRLEBNETET 5 EPNBRTHS. (QRA 3-7 81R)
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3. BE - NESHID

xR 1 EKRHICEUSER (ALS BT 7 AT—)U)

AEIR FERDOAE
NS dyspnea BUNNTSD, FRALDOSHL), E<KEEFLL
3 pain L), BIEIAYEL), FEENEL), MDY DD TREL)
BDEZFFE  |restlessness Lo &ELTLSNIEL, EDAENRESHL, BITBI IS
08 thirst EANE<, ONB<, BIELKAFELL
SEURA burning sensation BEHEL, BHELED, mlcLWZERZEANTIFELL
O - /H'5H | choking ERPENDECHSATELY, TED, BEHEFSHL
=D nausea HEINTD, [FERL, THOHT D
EZ constipation EAHIRL), BIENR> TH UL
ENilis insomnia RNV, IEDERENEDD, BHEEECLED
i3 drooling RN TN SKNTCLED, KENHHD
Rk fatigue HHEZL), BRIV
Az anxiety CNDBHARRTH D, [IFENDEL, DEENDD
mUE loneliness UL, —ATL2DND5L), HBHH>TINEL
(AISTATSY- irritation VWEWVB5T D, [IFEMNEEENRL, NZEEDH<BD
BLDEH ST |communication difficulty | B DZXABFICLD SR, BELTHS IR

(BKIER, 1Fh. EREREIZS 2021;61:361-367. ¥ KWUSIH)

FHINEI DA A KT 4 2 TiE "% end of life care planning & EV.THH Y, #EKW 7 71285
i1 7 7 w1 (advance care planning : ACP) OHEZEEZR L TS (Q&A 3-10 ). IPIREE
REDBHE AT [% 25 0MilivG & (%FVC) <50]1% BHEERRR NIV %% EOEHI A0 LE i &
ERFMRETLHEYA IV ZICREL, BUROa I 2= —¥ 3 Vik)) L RbkRE, OB
XY T A RRBOLEYED, BEORERLNE LY ZMY Ao EEDL Y Fiz, K
ANOMAAL 2 RAEER TS 2 L, EICX - TRAT 7 ORRMATIA R 2 2 2 & 3R S
NTw2 % FHCHARPCRSEERE & LT TIV 247 ) BHOF G 5 TIV FTh
AG D (quality of life : QOL) 21353GdH D, HAOFFRIZAIL 2tk b s, #
Ko THLTIVZRETHEEDBY, RBEITERILEDY ) H L2 RPITEED
OB H72HZENET L. AT, ADffEEldk4 ThH Y, EHE A ORI E R
NG BERZST M IAT 2L I HERT A, #RMICBWT, M2 LTIELLT (B
R WR DGR T OHE), Mz LTUILL 2woR (Bl @ ABRSLHEEOIE % &),
PRI FOFIH L TH L. 72725 LT LA EB D IZwhrnZ & b E L TORIED
RoOLND.

2) ¥&KHT 7 DRE

BWTRED & OFEH T 7 ORMWPHER SN T WD 0T KWy 7IdZ0—#<Th, ik
HWREWE LTS, BYZIPMEREZIT) S EDPEETH S, BN ETHEIRICOWTE
LIZHIF D FRTI A ERPHEIRICO W TR RETH 1 °) #ERBNITE 2 ) 9 23R %
BEL, TOMIBET) (Q&ASAMEREZSI). BHE N LT, BEEETBROMY, Wi
DR, R SRREG R E O, WIGENOF EF A K, XYV TUTEE VRPN LE,
WE R WL e LCofia ) Y EREEHEMLTB 28, KR L TG, iri#EGHE
B LBE L LD ITRMEZBIELLH)ICTHILERE) =T AV M 7P ofRESEEND
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Questions and Answers (Q&A)

F7o, MR &) I 2 IRDIS BT T2 72 % R O LA Z TG L,
BHEEFBOHREZHEL, RABIZ QOL 23R72N 5 X 9 IE L 720 OXHE L LR SHED
HETH 5O

L) =T A T BBERR LD LD, RIROWHEANOLE T B HH % & %
Ze.

[SEDOFERRE]

WK T8 2 RHEE OMIAE RIS OWTORL, BEIEISEEEZ RITTEROMN
R, AT TICHTAEBN G AT FTAL v D7zd0, HRZEOERAEL
THb "

ik

1) NICE guideline. Motor neurone disease: assessment and management. Published: 24 February 2016.
https://www.nice.org.uk/guidance/ngd2 (i#¢7 7 A 2023 44 J1)

2) Miller RG, Brooks BR, Swain-Eng R], et al. Quality improvement in neurology: amyotrophic lateral sclero-
sis quality measures: report of the quality measurement and reporting subcommittee of the American
Academy of Neurology. Neurology 2013; 81: 2136-2140.

3) Bede P, Oliver D, Stodart J, et al. Palliative care in amyotrophic lateral sclerosis: a review of current inter-
national guidelines and initiatives. ] Neurol Neurosurg Psychiatry 2011; 82: 413-418.

4 FRER TR, NEFREET, 34 HiZREMSREEEZ BT BB ek T A — VDR &
WRPEIR O, BRI 2021; 61: 361-367.

5) Jackson CE, McVey AL, Rudnicki S, et al. Symptom management and end-of-life care in amyotrophic lat-
eral sclerosis. Neurol Clin 2015; 33: 889-908.

6) Connolly S, Galvin M, Hardiman O. End-of-life management in patients with amyotrophic lateral sclero-
sis. Lancet Neurol 2015; 14: 435-442.
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Questions and Answers (Q&A)

Questions and Answers 4-1 4. L

FEMEBICFEDLSBHDONGHSH

EZ

OALS [CHTBFRIELTILY—ILETIT SR DRBEANBHSNTNS.
OIFREPCEBNENIC(E, EHET T ROERANTETHS.
OALS DEMICH U THERRIRREMAZAT 3.

HRTRI VY =Ny IR ALS I T HRBEHZ A T4, UV =i 18 »
BOFG CHEAHIM % 2~3 » HER LY, T 7K V136 » HM OG5 TUET ALS BERERHl R
J# (amyotrophic lateral sclerosis funtional rating scale-revised : ALSFRS-R) DA % 33 % #Pil
L722 LaL, WihodEH S i) Mg E O SEE R RITEE S Tun e 9 (B EIE AR
ERFEOBIRIE Q&A 4-7 BH).

DV = IE YT TAREN S D7V Y I VRIS &, BUENE T X ) B2 ik e o
IEBAWMEEH, BOREEF V) 7 2 F v AVHEEHEH L, &4 OHMbD 5038 E
MARL L THREERET 2L E 2 5N 5. BEOEEAIABRIC X > THRIMEISEEI S h
THY 7 HATIE ALS DRHE, RBEROMEFNIIN L CREGERZSZO 5N T, 1 H
100mg #5375 (VW= VoFREICOWTIZ CQL, MM EOEEMIZOWTIE Q&A
4-2 ZH).

LY IR BPBIMERAZ AT 2K TH Y, Lidr S MEZEIMENNIIS LTl s Ty
%. ALS OFHIBNI 0 U THRIMEZ R L72BERAS R 2 521F T2 ALS O BB Re R & o 174
HLZRS LT 2015 4R ICHRBOB AT 7z, 1 H 60mg 2400 14 HFE, 1[0 1 BERE AT T i
FHELZO®R 14 HIRET 2. RO 14 HOH 5 10 Hi#RSG-& 14 HOKREH &) 4 B D
YA 7 Vahild s (5T Ry OOV TIE CQ2, MM EOMEE IOV TIE Q&A 4-3
ZH).

A YA A FThHLEME AT, WBRRMWED p o+ B 4 FZEEE A L CIGE &
BT 5. 2008 4EIC 6 FIOWI; 243 5 ALS B OHin X IFEMMIZEIC T, PR o
RALEDOER, B LOWNRBOBWAN RN D2 LoHiE SN0 HATIE 20114 9 HIZE
AT A ME)R £ 0 TR EM MR AL [ 2 A a7 1 — OB REER: O BRia | 126 LT
T, MM 2 EE LR 5, oMY SNz (B4 ¥t 4 FOMAEIZOW
Tt Q&A 4-4 BI).

EHIZALS OFEMIIK LT, =YYy, FHZY Y, TIRITRY, NI T RS
Y T LG EOYEEHHEORBGEH SO b Tw .

B, ALS IZHE) B4 OFERISN L TiE, REBGEHAOE PN SN EZE b H DY, B
JE MR DBANZHE TP & M ESLETH 5 GHEHREICD W TIE Q&A 5 ).
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4. FYBER

[SEOIHFRE]
5T R ORMBEGOHMEZOCTOE S 2 HEES KD LS.

ik

1)

2)

4)

5)

6)

Andrews JA, Jackson CE, Heiman-Patterson TD, et al. Real-world evidence of riluzole effectiveness in
treating amyotrophic lateral sclerosis. Amyotroph Lateral Scler Frontotemporal Degener 2020; 21: 509-518.
Writing Group; Edaravone (MCI-186) ALS 19 Study Group. Safety and efficacy of edaravone in well
defined patients with amyotrophic lateral sclerosis: a randomised, double-blind, placebo-controlled trial.
Lancet Neurol 2017; 16: 505-512.

Jaiswal MK. Riluzole and edaravone: a tale of two amyotrophic lateral sclerosis drugs. Med Res Rev 2019;
39: 733-748.

Miller RG, Mitchell JD, Moore DH. Riluzole for amyotrophic lateral sclerosis (ALS)/motor neuron disease
(MND). Cochrane Database Syst Rev 2012; 2012 (3): CD001447.

Miller RG, Jackson CE, Kasarskis EJ, et al; Quality Standards Subcommittee of the American Academy of
Neurology. Practice parameter update: the care of the patient with amyotrophic lateral sclerosis: multidis-
ciplinary care, symptom management, and cognitive/behavioral impairment (an evidence-based review):
report of the Quality Standards Subcommittee of the American Academy of Neurology. Neurology 2009;
73:1227-1233.

Clemens KE, Klaschik E. Morphine in the management of dyspnoea in ALS. A pilot study. Eur ] Neurol
2008; 15: 445-450.
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Questions and Answers (Q&A)

Questions and Answers 4-2 4. E=YAE

VLY =5 EDEFRREh

EZ

O EBHERICDVWTTHDHRAT B ENEETHS.
OXLFMEREFENR, B, HFEVTH, BEELHEEEENHIIEEIIERTHS.

BITEIHICOWTIZESRG A ¥ & o —7 1 — 4 2017 48 10 HET 45 4 BUCEEMC iR s T
Wa U ERFEWERIGEEK (16.1%), i (15.7%), HF v (96%) ThHo. FHEEICET S
B O MBUHEEDS ALT (29.6%), AST (245%), y-GTP (15.3%) &<, HEERITHERERE
NhHALYGHIIBETH S, T2 IEOLFEHTIERL, 18 » HMOHETEE 2~3 » A, R
EURATHNN A TR SEL2EATHL L2 ? RPFOIE TV AT 220540123 M
Lcdheic#b592% (CQ1EE). 1 H2M, 1M 50mg % &Hiic#kE53 525 &Hifk5 ol
IR X D GRS T 55720 Th 5. BIEHROEAIE, 5 EORESCHIL
EEET 5.

B GHMICOWTT A ) h AR EMRAEZ OIS T, BRI 2S5 4K T EMIE &
A360% DL 3 D RAF VIR FERGEBI~ O @IS AL S, BTG RS 60% Al OB TR ED
WMEcEhve, FROBNCECRERENATYS. Lo L, EOKBER FHFEIC IR
X, WHRAREET L5500 LIEEEICEET A2 AT = U 0 [8 U2V LIZTICBITT %
FCOMMEZABICEET S Z LAMEINTND 3

[S&DIAFFE]

YV = WIEENE L BEWICET 2 T 0T E TV AR T A3HTH 575, #EFTHICH
LTIEZEF Y ADPARLTEBY, YAFIT 4 v 27 LY a—ORENPRENTHS (CQL S
), E5%220)T7NVT—IVE - F—FDEMIPKDOLND.

345

D U= VEE BT SCRREESE A > 7 ¥ — 7 4 — 2 2017 4F 10 JT ST 45 4 i

2) Andrews JA, Jackson CE, Heiman-Patterson TD, et al. Real-world evidence of riluzole effectiveness in
treating amyotrophic lateral sclerosis. Amyotroph Lateral Scler Frontotemporal Degener 2020; 21: 509-518.

3) de Jongh AD, van Eijk RPA, van den Berg LH. Evidence for a multimodal effect of riluzole in patients with
ALS? J Neurol Neurosurg Psychiatry 2019; 90: 1183-1184.

4) Fang T, Al Khleifat A, Meurgey JH, et al. Stage at which riluzole treatment prolongs survival in patients

with amyotrophic lateral sclerosis: a retrospective analysis of data from a dose-ranging study. Lancet Neu-
rol 2018; 17: 416-422.
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Questions and Answers 4-3 4. BHpLE

I9SRVES EOFRERFEH

BE

OEMEFHERICDOWVWTTHRICHBT B EHNEETHS.

O SRIBIINARLE S TIRSPFTHLBRREEHIREETD.
OEELBHAIEESZRHIIBEIERTHD. BHEEDRE(ICIFMBE RIF > C R ERHA
SOFEEZFIKVRBEIEB(IC L 3BT ZRT 5.

i

BIVERICOWTIRESRGA v ¥ ¥ 2 — 7+ — A 2017 4F 6 HUETE 20 U EEMIC SR s e
Wa Y EREIWERIZRE (1.3%), IFHERERE (1.3%), ®IE (0.9%), y-GTP k& (0.9%),
JRH T R (0.9%) & TH D, HEATZIED LA TIEIRL, 77 REMKLT6 » H
M O¥e5-T ALSFRS-R DMK T % 33% Ml T 2HEHANTH AL I LA RFOIET v A% B E 2 %278
LTCHL72H & 128555 2 (CQ2 M), SMEAL T - IXEREEDORE, EEL
PR RERE S, SRAEE A N EEEE R (DIC) 2PF% L, BMhiliz /-2 ehdh 5. &
MR E 2 R AR RETH 5.

F 72, BKIREDRD SNZBETIE, BN ARRE L2005 % EESNTWEDT,
BHICHRLEGERZMKT 5. MEMOZMRELE, REHBOINCEIT L% 0
DT, FHHE 23RS HBHEICBUN, 2 L7 F =, AST, ALT, LDH, CK, [Mf%Eo
MEMRAEZ EET 5. Z0Hd, MEZEHMICERL, MEHOREIRD SNEEI12E,
BEHIHG 2L L, @Y RLEEIT) . PUEWE R CERERE L X729 2K 2 0T
Bty PGB S 2 EEICRE T 5.

ALS BEH T, WEER I HEMICL VG2 LT F o VO T 22052 05H 5
7o, Beh-BMaHTB L 0BG eI, g2 L7 = Sl - BUNHOWBEICIZ T, I
VA F Y CILEAHEARRARIEBEOF N2 BRI X BB ZZI O WERRRERE 2
FEhid 5.

BeHIIZoWT, BRREBTIE 48 MO GICB W TEREIHG R TH > 72 e MiF ST
WA YRR O R WIERIRe ALS EAEE 5 4 BV RO BE B X OBt E DS 70% K 12
BEFLTWABEIIBILIEFT YV ANALLTWS

BIRE S CIRETHOGEMEITR SR TV neo, H5-BIEE X )k - 50 ko H%g %
kL, BEOMBEALEZOAL ST, RBIVEHOA R KR IR AL ) W - Sk &% 8
D TRAMI L% HIRT S 5.

2022 FEBIETIX ALS ICBRBET OB 5 25T RV BANI T TV Hh v VDA TH 5.
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Questions and Answers (Q&A)

[S#&OHFRE]
LY ITRVIAIEE BRI T 2T Y AR AT LHAITH L2208 (CQ2BM), HATH
KBILTIk, 3545 TEF Y ADERIROSNL.

ik

1)
2)

3)

4)

FYHy ME®EHEMA ¥ F ¥ a—7 4 — 4 2017 4F 6 HELET 4 20 i

Writing Group; Edaravone (MCI-186) ALS 19 Study Group. Safety and efficacy of edaravone in well
defined patients with amyotrophic lateral sclerosis: a randomised, double-blind, placebo-controlled trial.
Lancet Neurol 2017; 16: 505-512.

Abe K, Itoyama Y, Sobue G, et al; Edaravone ALS Study Group. Confirmatory double-blind, parallel-
group, placebo-controlled study of efficacy and safety of edaravone (MCI-186) in amyotrophic lateral scle-
rosis patients. Amyotroph Lateral Scler Frontotemporal Degener 2014; 15: 610-617.

Shefner J, Heiman-Patterson T, Pioro EP, et al. Long-term edaravone efficacy in amyotrophic lateral sclero-
sis: Post-hoc analyses of Study 19 (MCI186-19). Muscle Nerve 2020; 61: 218-221.
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Questions and Answers 4-4 4. BHpLE

MAETA REEDKSICERTSH

Oz

OALS DERE (FRS, BEELE) CRELERDBENTHD. SHEROSHHSOERHE
FUL, ERCMUTHBY 3. TILERORALCHL>TEIEHERICHRIERT S.

i

Elﬂ"!

HATIX ALS OFEFIERICBIT 24 EA A F (B rh ) OHOERNEL, Fow
F2ICEWERICR S 2 3R IS VTR 2 25 LIEZ 238535 505, 2011 4F 9 H I AN E#
PRI LA E A4 FOMAD ALS TR 51, 2013 4 H RMREFS ALS A ( N9 4V TF
O RSN

ALS TIZHA EA A FOMMAIZE Y 81%ICB VTR FRM I Nz HME IR TS 2
F 72, BTN BEE o, FHR SRR LD, T4%ITHRTEL 1 F
BERThHo72EWESNTVWAS 2 F72, F L RIIPRE OB & IR RIKOWBIE D725
T—F, B URFZEOERRBEREIEMETIIRE 2w HEINTN S

2013 4RO H AR 45 ALS B A K94 Y CRENAEF A FOEA - EHHEOF
ZUFIRT Y

1. EREERTHZIEME/IL L% 2.5mg/@ (PaCO, 60 mmHg I ETIE 1.25mg)
TEAMBL, MRERKITDET 2.5mg (PaCO, 60 mmHg L ET(F 1.25mg)
ITOBETS .

2. 1 OBME (BF 2.5~10mg) ZHRL, WRMINTSLSERER (BHXZ 3
~ARECEIC’RS) TBH2ET 1 BREEERRT .

3. BT ER 1 BEN 10mg LLEICRZ15EEF, REBHEATHIMBEE/ILERE
1 B8LULTHELTRST S (B EXHRBIEREIBNOBE(E 1 8 2 @1KkS). &
SCBRERLDEZFLRAF1—ELTREBEIER 1 OFWE2BEERERT
2.

4. LAF1—DBEZTIL, MEEILCEREEZIEETS. HERICMUTES
O¥% 8REICEN3@ETS. IBENBREN 2 EEEET 2.

5. EDBERIHLE, IREREIELVEE(CE, s (e U< EH¥RET
) (CPWEBZSC BB 1 B2ELT, ROKRSE  FHE=2~3:1%2B%
ETBN, MRAIZLVWBERIEBELTLL.

FEA A FOBEAIL, FERPEEICZ > THLTIIAMEICZ L WzD, TES7Z2T R
BLOREI»HAT) . W ZBEORYA S, 72K, JOBEEEIHDRE, WEERE
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Questions and Answers (Q&A)

ALS DKM OFER M GD 72 & &1L, 5% EET 5 (Q&A 56, Q&AS5-7SHH). £
Vb R OFEBEOMFRIZ IR EN AN TR (non-invasive ventilation : NIV) #4175 TW iz
#7113 30~80mg/H & 47 <, NIV Fid 100~200mg/H L FI27% 5 2 L h3d 5 ©.

ALSIZBIF A ENE RIE, BWEICH S LIPRIRHIOBIER S %720, #YNAEH T 5 UE
BHoHD, ELLABPERTENERDZE V) YTV AEhV. BFEERNO-O0FEA
BEEZRBOTHHALTWS ZENHFETHL. TV ADIEILOENERE LTI, B, [k
RA, A - XI5, TN, BB, PERBEER &S5 7 B, NI, BIH3E, %
THEHFHT S, ALS O¥f, AR - JRITH BLRZNIEICX 5 2 &%\,

7 x ¥ SOV RN AR AR TH B, WRIIHE X 2 L9 <, T ALS IS
ERRBGER S vz, AR L 2w

RS A ERBEZ VT T VANENT LIZE 2EHICIEF CA A FIEES w7
B, FRES [ RYREMEE 2 Lol T 4. R OL HMERHBRIEIC LD 2 L
W%, BREBRSLAT AL, 20T 70 —F B0 ETHL. MFET S FEEHR
ST 70— F THERARMEN L VE SREHEITI LD EET 5.

[S&DIAFFRE]

T EFA FOFREZOWTIIHNERABRDSATRETH 5720, TE T ZADOREENHE L a3,
WYY - BRI A — VERER L, BISEE LT EMGEL T 2RO LN,
BN RO ED, ALS OMKIMREAERICE LT, BRENEHEAND S 5% 5 7%5%
VLEETH 5.

ik

D HARMEEE EE). A Er 4 F (BEVe A% E) ZED XIS 7. FZEMIL MR LEZ T
A FJ4 2013, B{LE, p.70-72, 2013.

2) O'Brien T, Kelly M, Saunders C. Motor neurone disease: a hospice perspective. BMJ 1992; 304: 471-473.

3) Clemens KE, Klaschik E. Morphine in the management of dyspnea in ALS: a pilot study. Eur ] Neurol
2008; 15: 445-450.

4) EFNS Task Force on Diagnosis and Management of Amyotrophic Lateral Sclerosis: Andersen PM, Abra-
hams S, Borasio GD, et al. EFNS guidelines on the clinical management of amyotrophic lateral sclerosis
(MALS): revised report of an EFNS task force. Eur ] Neurol 2012; 19: 360-375.

5) Jackson CE, McVey AL, Rudnicki S, et al. Symptom management and end-of-life care in amyotrophic lat-
eral sclerosis. Neurol Clin 2015; 33: 889-908.

6) Oliver DJ, Campbell C, O'brien T, et al. Medication in the last days of life for motor neuron disease/amy-
otrophic lateral sclerosis. Amyotroph Lateral Scler 2010; 11: 562-564.

7)) AARKEMERE (). AAVSEOIYRREHE T 204 F 74 > 2020 4EM,  SEHHRL p.53-81, 2020.
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Questions and Answers 4-5 4. BHpLE

BREREEDLSICHESNS D

BE

O8RLEDRKARIZ, RETBRCANT—IN—RICERIT DI EHBHEITSNTH
3. ZORHREBEIRBERRZROEBRARIBEBRA—IILT TN (https://rctportal.
niph.go.jp/) ICHVTRRNICRERTE 3.

i

EID"!

BrHEFREOA RN L REMERMEET 5 720121%, EAERAILILEGAER (randomized controlled
trials : RCT) % EOBE R 7 A DR ER S 5. WO ) 5, BBl
b L REFREROKRHHOL-DIATbI L b OIHRBREIFIEN 5.

BRIRBUER - TBEROFEMEET I I FATICE SR, ARSI NL I LI2X ), TOHEEVEZHRT
B2 EOBNDH. Tz, FOVRRIIFER IR T, HENGHEREIERIIICWEWVY)
RFNA T ARMKIKTE 5. L OO ERINCERIRRER - RO E AR OFRE DT HHED
i, 2005 4F 8 HIZHEAPRERER] (World Health Organization : WHO) & EIBR R AR G ER G 6% 7
7 v + 7 4 — 2 (International Clinical Trials Registry Platform : ICTRP) % ki L 7z. ICTRP
(& WHO 235€ & 72 24 & il 72 L 72 4 B 0 B R 3B 8§38 B (Primary Registry) & 4 > b
7 =27 TRHATWS . HATIIEHRABS G & L CHAREMSGIRIEE L >~ ¥ — R
Bk A7 5 (JMACCT-CTR), UMIN [ERFERE S, A 7 2 (UMIN-CTR), HARESEEHR L
¥ & — RS JAPIC-CTD), JEAE57 82 R 8 F2 M at I - #5 R NB o 2 7 402
(RCT) ® 4 273 Fix SN THY, N5 ENREE OB EREHUE E R ER 2B & ) Fs
SN, ICTRP IZHAANLNT WA,

HATHEN S 2 BRHER - BERIE [, PR omE, AR O e ORERE
RIS B ] (HEARE), [HRRIIZEE: ] R T A2 i &3 2 by - BRAERITZEC BT 2 fi B
88t % LI X BB ZZITTBY, WERIZZD %0 T L ORKABRESFEE O S hh~og
B DBERDFHE DT 5N TW7225, 20194F 12 H 4 HIZEEEDSUET S, 20204F9 H 1 HEL
REDF B FKIL JRCT ~NOFERII— AR L S N7z, BEk S N7z BRRRER - WEERO TG HUE E ORI
WRHEBEC X 2 BRIEZERE AR — 7 v A+ 9 12 W THEIRENICRE T 5 2 LT E 5.

FEEIC ED & 9 ZERREERATT DN T2 0010 72WIGEI2iE, 7 2 ) EREORIES -
] 37 PR 2=XIE A (National Library of Medicine) @ F Cilis & 11T\ 4 ClinicalTrials.gov 254
Ths"

[SEDRFAFE]
R EER - RERO MR R SN E BARN 282, L0 bh )29 CBF - KR
AT M AARD SN D,
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Questions and Answers (Q&A)

ik

) el oo, BEE A BN BRRIITE GRER) ORI & TR« BRSSO R - BUIK - 31
. PR R 2015; 63: 297-305.
2)  FRRBFIEFERGRTI - AFTEBEE B > A 7 & (R4S 04)
https://jrct.niph.go.jp/ (A% 7 7 £ A 2023 4 4 1)
3)  FRIRWIZEIE R — 7 VA4 b (ENLAE SR =)
https://rctportal.niph.go.jp/ (#4727 & A 2023 4% 4 J)
4) ClinicalTrials.gov (U.S. National Library of Medicine)
https://clinicaltrials.gov/ (ix#% 7 7 & & 2023 4-4 H)
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Questions and Answers 4-6 4. BHpLE

KBELICOVWTIEEDKSICERIAT B h

BE

OEFE - KD SHONIZIBER, KBEEN ALS (CHUTEMNTHBEXANIRREI GV &
ZHET B.

OEBENBRNICABREZHEALTLREHEL, LREERE - HENBURIZBHIS
JOREMNH B8, ERSAHSBEZFICRBREERICOVTEREINETHS.

i

2001 4E1C KA Y TIThN 27 Yo — FAIC K B &, 171 4D ALS BFIZHBWT 54% 530 5
PORBFEZRAT> Tz 8, 47%), 7TE<HLH0IIN—TFE (40%), FREDE 20%) %
1T, P 4,500 Kk Fva e LTwiz

2018 4EF — A M7 1) TH 6O TR, ABHBEOWNRE LTHIBHERE Y I VAR DS
Motz ALS BE D I IBREOM IO W TH EMN GRS 2 IMET HHE b WD, £
CIREREICRBBEEZHH L TWAZ EZHRT A L IR TH - 722

2013 4R E 2 & O TIE, 231 AH 229 A (99%) 2347 K L b e DREHREEZ A L
720 KEFLLEOSE, WA DS & L BHONRFEOMA, B & Ao EE O
S ICHIBA A Sz, UBIRE RS 2 2800, BT - 9857, kR ALS DT,
), AE, FROFARL LN, VY —VICHET AEWEH R ETh o 7.

— I ALS IZB I A2 RBFHEOMHOARMEEZRT T Y AXZ L L, BHEOHFICH
B o MM 7D 227 % b T WA D 5 720, EHRRMAEE RREOM M 2 MEAL, B
B R U CHREICEIT 2 EEIRIE 2 W L 252 D RETH S.

BIFE T A ERICOVTIEZELEDOILEF VAL NV EZ L 2 — L2y 2 7H A b AS
FIHWHECTH D )

[SE&DARRE]
REFEDOM BT 5 HADIFIEIZZ L., ABREOMHERBIIEICE > TREER
LEFHEN, HARATHMENLETDH S.

ik

1) Wasner M, Klier H, Borasio GD. The use of alternative medicine by patients with amyotrophic lateral scle-
rosis. ] Neurol Sci 2001; 191: 151-154.

2) Adams], Lee M, Peng W. Critical review of complementary and alternative medicine use in amyotrophic
lateral sclerosis: prevalence and users' profile, decision-making, information seeking, and disclosure in the
face of a lack of efficacy. Neurodegener Dis 2018; 18: 225-232.
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3) Pan W, Chen X, Bao ], et al. The use of integrative therapies in patients with amyotrophic lateral sclerosis
in Shanghai, China. Evid Based Complement Alternat Med 2013; 2013: 613596.

4) ALSUntangled™.
https://www.alsuntangled.com/ (i#% 7 7 £ 2 2023 44 H)
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Questions and Answers 4-7 4. BHpLE

REEMEERZIEZTTEATVLDD

BE

ORFRTRARBICVWIESIERRIRVILY—ILEITSHRODATHBY, SLDOERDESR
EEMRMREEEN TS,

OHFEPTRARDEAS, BMEICNZTR2MLRERTHY, BREER - BRUNTH
WA E(HHERLEL.

i

YN =), TF TR ORBHIERIZ S Z  OFEHDY ALS OIEFEEE L THEES 7228,
IR AN ZRT ZENTE Rholz. L Lads, AR OMELRIZL Y, FRIEDH
FT& 2 FHIDHBEAE SN TV 5 (Q&A4-5 S ).

R A F OV 28T 3 2T AR AT Al T 50A B C IR 1 4R O 125\ T 16 R T
R] ALS #ERERHIE R (amyotrophic lateral sclerosis functional rating scale-revised : ALSFRS-
R) DIRT % 43% Ml 28 R e o7, BREEDO M7 2Vt i3, SOD1 x v &~
¥ x — RNA O5 &L, SOD1 &HEKEIHT 27 ¥ F Ly A1) TR 7 LFF FTH
D, SODI % %4 T 5 ALS OBIGRIEII O L2 Wiglkdd 5. % 1 - THBRTREG 12
W OB SOD1 & 13 BE & WM BHAGHT & R 33% KT &7 1 BRMICH ALSFRS-
R QT PIRIRD R AR S, 48 MAHBERIC CHBAEMGE S T W 5.

Z oMb % { OFBBEFEESRE SN TVEA (R 1), BT TRAEOERNIAREC
Mz CTRES KR TH Y, BRRKER - U CTHWS 2 L3 H#R L 2w (Q&A 4-5 2).

[SEDIRFRFE]

HIED ALS GBI A CORMEZWGET 5 b D0% . BEUHRGICX 2R E2WGET 5
7202, SHREEMEBEEL A NI REDY T VT =LK - F=F 2T 5 & LLET
H5b.

ik

1) Miller T, Cudkowicz M, Shaw PJ, et al. Phase 1-2 Trial of Antisense Oligonucleotide Tofersen for SOD1
ALS. N Engl ] Med 2020; 383: 109-119.

2) MoraJS, Genge A, Chio A, et al; AB10015 STUDY GROUP. Masitinib as an add-on therapy to riluzole in
patients with amyotrophic lateral sclerosis: a randomized clinical trial. Amyotroph Lateral Scler Fron-
totemporal Degener 2020; 21: 5-14.

3) Paganoni S, Macklin EA, Hendrix S, et al. Trial of sodium phenylbutyrate-taurursodiol for amyotrophic
lateral sclerosis. N Engl ] Med 2020; 383: 919-930.

4) Benatar M, Wuu J, Andersen PM, et al. Randomized, double-blind, placebo-controlled trial of arimoclomol
in rapidly progressive SOD1 ALS. Neurology 2018; 90: 565-e574.
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x 1 HARPOEGEBEMEE (2021 F 9 A 20 BERAE)
JOERMHE

=E T FIRMEFRRE
ETH)
Methylcobalamin (XFILONS =) 3 TS VBN, MEIVRT A VEMHORH
Tofersen (7 z)bt)" 3 |SOD1 ZEHD &R
Masitinib (X¥F=7)? 3 | EENECHT BREDR
Sodium Phenylbutyrate-Taurursodiol 3 |MNEFERNUR, R3OV RUPEBEREEORE

(DT ZIVBEBE T NUD L)Y
Arimoclomol (ZUEZOEI)? 3 EEEHEOREIH

I\ASC-N'SI')F cells (EZEMEHERR - HRARER 3 MRFFEDIDE, RN, MBRRE
T

Cannabinoids (H>F /A R)® 3 |BESNE BEANUR, BRSEOIFEIER.

Deferiprone (7 U>0OY) 2/3  |BOBRIEH, BB S ADEE

CUATSM 2/3  |= AV RUPICBIFBHERZ DS

Ibudilast (A 7YSR ) 2b/3 |x2o07 7 —VEERERTFPRARIIRT S —F
(PDE) DBEZE, 7' 7HBRaDINHIIER

Memantin (XA¥>F2) 2/3 | TILY S UEEEMHEICN T BIREDR

Trazodone (hZYV RY) 2/3 | Toxic dipeptide repeats Mig4

Zilucoplan (¥)LOFSY) 2/3 | #EKEEDIEE

Verdiperstat (J /LT «/V—RF v ) 2/3 |2IONVAFII—TEEER (MPO) DFEE

CNM-Au8 2/3 |ZAFVTPEIR-FPTFZY - IXTUFF RKKILEY
(NADH) DfaifeE

Pridopidine (Z’U RETY) 2/3 |Sigma-1 B&EE (STR) DiE4E

Oremepermin alfa (hepatocyte growth 2 MIRRBRFER, 77K b— X DINH|
factor : HGF)

Bosutinib ((RXAFZ=7) 1 Src/c-Abl ¥ T FIVGERBDESE, #—hT77J—
DfEEE, = IOV RUPHEEEEEDE
Ropinirole (OE=0O—)L) 1/2a |2 b3V RUTZHKEREDNE, EREEEOREN

fll, B(ER LU ZADER, 77— 20

5) Berry JD, Cudkowicz ME, Windebank A], et al. NurOwn, phase 2, randomized, clinical trial in patients
with ALS: safety, clinical, and biomarker results. Neurology 2019; 93: €2294-e2305.

6) Urbi B, Broadley S, Bedlack R, et al. Study protocol for a randomised, double-blind, placebo-controlled
study evaluating the efficacy of cannabis-based medicine extract in slowing the disease progression of
amyotrophic lateral sclerosis or motor neurone disease: the EMERALD trial. BMJ Open 2019; 9: €029449.
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BEEBRORRKEEDKLSEHDH

BE

ORRRATRIEMEZRIHFNRIUNZLL<, BEERBEIIL TLEL.

i

ALS 23 2 @il & 72 FRAERR RS, AR I < & Re ki e & v Cal )
Za—nrZERL, ALS BFICBHY AN E 2 bz, RERAHHEBIE, ZoTk
FEBEFSCE EE o T2 0 BUES 2 MR ER ISR ISR G5 57201218, BRish/:
S HR DM = 2 — 1 VIR 2 R L, WBIC Db A RUNRSEZ Wik L T= 2 —
Oy RERGE Y FTAERRET 5 LEN DS .

L2L%A5, WsRORVEE) = 2 — 1 ¥ OfERIKIIBEN TR W20, ALS OFAR
BRIHEZEIN, EH=—2 -0 e S THERRBEZUEL, MRAER MR 2 BT S
HDHEVIWIEAERE Lo Twd. D F ) B RIER T2 SRER T 055 W hE
G L, RECHEL AW 2—0 b LARNRER =2 — 0 2T F T ARET S
Bfi=2—0 LS EDE ) bDTH S " 2 ORMIIEIYE TV & 7R ER BN
BWTHRMEDSHER S, SMa#E O RRISH2sHR S .

W OGO BRRAER TIE, F4 2EMIRAHE S 7z, FRCE IRk H ko
25 REHMIIE (mesenchymal stem cells : MSCs) % H\W 72 IR FERAE T L, R4tk
A SN TV D, MSCs & HENICHRBR L 725 T A EiERE T, —BEoFiHe
TIPSR EHE TR SN PBRARETH 572 % RLED MSCs % &7 LHFESIER T D5
WHEZ 5 L7z MSCs & I\ 72028 Y TH AMROZ MR S N7z, S HITHERERT O
SRR & A5G- U 7o B Bk MSCs OREFEN B X OVE#& T B KRB CI1L, Rot & A% Bk
§ 57 ¥ ¥ MMEEES TAHRERD DN, FIERE L SERE T ALS AT IRAS CTh o 7275, &
HAEATHNZ BRE L7 7T Tk, 4351 4 HMH % TIXZET ALS #EREFF R EE (amyotrophic
lateral sclerosis functional rating scale-revised : ALSFRS-R) O F IR RATA & 17z ?.

—7J5, WM B CHIRBALZ 21T 7 ALSJERNC BT, BAIIC X B RRIY - WL
WHEEFFDOLN RN LY, G LABMA L VELL2BI2H 5L, ZLTMIZELVE
ERPHE L2 EWMEINTVD V2 RIS, 2) =y 207 27, MRV =T b
Ay M =F T —ERIIBWT, RIEMERMIGER BT 2 T HRASLECS S FBIAHK
WTB DY, [stem cell tourism] EFRTRE A ¥ & — % v MMIEED W7 2GR E Y 4
ABHITLCHY, EEIPLETHD P

PDLEXY, ALS IS 2 AR ORISR Z W § 2 1S TR T €T Y A% L,
SHICERERCHEEZRIOOH L. &b, EEEMIE 2 (International Society for Stem
Cell Research : ISSCR) #2513, KL OMRISHICBET 274 N7 4 > offdk e LT [l
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PEZOWTOBHE /Y K7 v 7 (Patient Handbook on Stem Cell Therapies) | V2B & TH Y,
HAGEM D MM Twd ™

[SE&DOFERRE]
ALS (2K 2 RO AR % BT 2 72012, 4 OB R E AT, HHAIR O
i LT, WREZRIR D KBIBLZR T > 5 UGB T 5.

ik

1
2)
3)
4)
5)
6)
7)

8)

9)
10)
11)
12)
13)

14)

Boulis NM, Federici T, Glass JD, et al. Translational stem cell therapy for amyotrophic lateral sclerosis. Nat
Rev Neurol 2011; 8: 172-176.

Lopez-Gonzalez R, Kunckles P, Velasco I. Transient recovery in a rat model of familial amyotrophic lateral
sclerosis after transplantation of motor neurons derived from mouse embryonic stem cells. Cell Transplant
2009; 18: 1171-1181.

Maragakis NJ. Stem cells and the ALS neurologist. Amyotroph Lateral Scler 2010; 11: 417-423.

Lunn JS, Sakowski SA, Feldman EL. Concise review: Stem cell therapies for amyotrophic lateral sclerosis:
recent advances and prospects for the future. Stem Cells 2014; 32: 1099-1109.

Staff NP, Madigan NN, Morris J, et al. Safety of intrathecal autologous adipose-derived mesenchymal stro-
mal cells in patients with ALS. Neurology 2016; 87: 2230-2234.

Mazzini L, Mareschi K, Ferrero I, et al. Mesenchymal stromal cell transplantation in amyotrophic lateral
sclerosis: a long-term safety study. Cytotherapy 2012; 14: 56-60.

Oh KW, Moon C, Kim HY, et al. Phase I trial of repeated intrathecal autologous bone marrow-derived
mesenchymal stromal cells in amyotrophic lateral sclerosis. Stem Cells Transl Med 2015; 4: 590-597.

Petrou P, Gothelf Y, Argov Z, et al. Safety and clinical effects of mesenchymal stem cells secreting neu-
rotrophic factor transplantation in patients with amyotrophic lateral sclerosis: results of phase 1/2 and 2a
clinical trials. JAMA Neurol 2016; 73: 337-344.

Berry JD, Cudkowicz ME, Windebank AJ, et al. NurOwn, phase 2, randomized, clinical trial in patients
with ALS: Safety, clinical, and biomarker results. Neurology 2019; 93: €2294-e2305.

Piepers S, van den Berg LH. No benefits from experimental treatment with olfactory ensheathing cells in
patients with ALS. Amyotroph Lateral Scler 2010; 11: 328-330.

Giordana MT, Grifoni S, Votta B, et al. Neuropathology of olfactory ensheathing cell transplantation into
the brain of two amyotrophic lateral sclerosis (ALS) patients. Brain Pathol 2010; 20: 730-737.

Gamez ], Carmona F, Raguer N, et al. Cellular transplants in amyotrophic lateral sclerosis patients: an
observational study. Cytotherapy 2010; 12: 669-677.

Julian K, Yuhasz N, Rai W, et al. Complications from "Stem Cell Tourism" in Neurology. Ann Neurol 2020;
88: 661-668.

The ISSCR Patient Handbook on Stem Cell Therapies.
https://www.closerlookatstemcells.org/patient-resources/ (57 7 & & 2023 4- 4 H)
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Questions and Answers (Q&A)

Questions and Answers 5-1 5. WEEE

SoAlE (AUERRAERBYERAEZZ D) IS ESHLTNIF LU

O

OZHIF D SR VIR USRAIMEEZSHE L, Z04REN S ALS (TS RIGERITERSRAKEERES
», Alzheimer ®ma EFH DRINEZSHLUEZOHI ZERIL, ThZThHNT 3.

ORLRIEREIRPEL, ULKIEZEEIIE, BAZNDTEREZZEELT, FRA2ESHE
BAESHEIGLH ZTERT B.

RHVER, S DIREMMEEIC L 5T, —EHEL T 7232 He I L,
HEEFICE 2 E 729 L) IR0 2 RBERML 2D TH S, KHOBWAEREICIES X,
BRBEEOLRWE ZIZBM SN S, ALSIE 60~T0 MLIZFIEL T VI &h 5 (Q&A -1
M), 72%7%F Alzheimer % EOBEMRAIEZ GO L72b DR, Thi b ALSIZHE) R
B DAL E 2 O 2 il L, £ ORBHIBRRERE (28 U O35

RS OHRAE 21T &, RANEOBMIEEEZ S 2 L b ALS ORI T T 5208
WIBERER T R AT L 2 80 5 (Q&A 1-3, Q&A1-6 ). T LT, ALS &k 5~15% 13
FEarp, RIS ATEY R A oo i S SR BEE (behavioral variant frontotemporal dementia
bvFTD) % &85 % 2% MR EBYBEREREE O A % 7R 376l & B SHAN B AL ZRAME (frontotempo-
ral dementia : FTD) % T ALS O FRAIBERER HI13 L MMk 2 > Z & %° 5, ALS-frontotemporal
spectrum disorder (ALS-FTSD) & L CHIZE H ORI HEHEDHRIE I N TV 5 )

HUSH - ABASERERRAR 12260 CERIRIEIR & LT, 81T (FAT) BERekEs, 7733 — (@00 - &
1% - BR - BLOOIKT), fTEIOBI, WRATE, %bE S0, FtE - Ekoxm, 1%
BRRAIREE, AATEISRE, £ L CTHo B OTUE L Vo ZATEERSC, SEEOIGTEI T 2B (#F
F) OB ITRESINL SRR EDNA LN S (Q&A 1-3, Q&A 1-6 )™ @, hbid
WAICHBIT 2HERTH L.  LAWTHB - BALL 720, ZHLZDT25512E, TAED
R Z ZR L, MRAEZ GO EREIEDS R VA2 R T 5.

BEPE O BIBEAR T 2 3¥M 3 2 720D F & b ) F — VB JIEFli (Montreal cognitive assess-
ment : MoCA) HAGER (MoCA-]), HiSHIERERERLE %2 A % frontal assessment battery (FAB)
RHTBHZEMEATE) - WIAK (frontal behavioral inventory © FBI), ALS IZig#ifb &Nz 4 2 NF
FREATE R R MALAE X 7 V) — = > 7 (Edinburgh cognitive and behavioral amyotrophic
lateral sclerosis screen : ECAS) HAGERM (ECAS-]), Z L TR 2 RDDITEIA 7 1) —
=¥ 7 & LT ALS-FTD-questionnaire (ALS-FTD-Q) HAGEI (ALS-FTD-Q-]) %= &E43H 1, i
M3 %7

bvFTD OFTBERIZH LT, TORMER T 2720 7, [TE8#E R & OIIEYHEED £ 374
["INDY EYWE LT, o b= VBRI AKFHESE (serotonin antagonist and

g
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5. IMERCE

reuptake inhibitor : SARD) 7V F ¥ OFRESHE SN TV E IRBGERSL. 20135, &
yasgaenudbF r i EOERKELT b= D AKRBESE (selective serotonin reup-
take inhibitor : SSRI), #FHLD AR WEEEDLDH L OO, TEF UV APRTHTH 5. 1TH)
WM 7 70 —F AN TVWEY, TN ETFT Y RAEATHTH 5.

—Ji, N-AFNW-D-7T AT X (NMDA) B0 ¥ I VERZHARIHERE (A3 F ) 13
EOMEIHEED L. 51, )V VI ATFIT—VYUER (VNRFFIV, 505 V%
E) OFHIE—E L TB 5T, BEHCHEEIRSE LS 2 B2 NbH Y, AiEME O BHH
REREEIC TR S N TRV 1)

[SEDAFRFE]
ALS (ZHF ) BTSSR O BRI T IO 2 PREO L 7 2 2137, R A%
PRI 5T PRRNEENOLE S ZTOZHIN S S AR LETH 5.
TEFHFERE & RARBEDI T IZ LT L O WAT L 2\ & SN A, RIFALE H3IL T AT 3
AL A2 i3 X SRS N, FHORRBIER.LR RN - R OBBIME T2 H o84,
EO X ITEEVESHREEAT) D IIMEHETH 5 (Q&A 3-6 ).

ik

1

2)

3)

4)

5)

6)

AAMRE S (Flg). SBAUEREZHRETA B 74 > 2017, R¥EEE, 2017.
https://minds.jcqhc.or.jp/n/med/4/med0115/G0000998 (f#%¢ 7 7t A 2023 4 4 J)

Beeldman E, Raaphorst ], Klein Twennaar M, et al. The cognitive profile of behavioural variant FTD and
its similarities with ALS: a systematic review and meta-analysis. ] Neurol Neurosurg Psychiatry 2018; 89:
995-1002.

Watanabe Y, Raaphorst J, Izumi Y, et al; ALS-FTD-Q-J research group. Cognitive and behavioral status in
Japanese ALS patients: a multicenter study. ] Neurol 2020; 267: 1321-1330.

Strong M]J, Abrahams S, Goldstein LH, et al. Amyotrophic lateral sclerosis - frontotemporal spectrum dis-
order (ALS-FTSD): revised diagnostic criteria. Amyotroph Lateral Scler Frontotemporal Degener 2017; 18:
153-174.

Trieu C, Gossink F, Stek ML, et al. Effectiveness of pharmacological interventions for symptoms of behav-
ioral variant frontotemporal dementia: a systematic review. Cogn Behav Neurol 2020; 33: 1-15.

Benbrika S, Desgranges B, Eustache F, Viader F. Cognitive, emotional and psychological manifestations in
amyotrophic lateral sclerosis at baseline and overtime: a review. Front Neurosci 2019; 13: 951.
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Questions and Answers 5-2 5. WHEESE

BHER (AR« 52) [KRFESHLITNEFINHD

EZ

OFRR + SDICIBHBEEZEICKLZIDIBT 7 - HR—M&ETS.

OFRR(Z(F, BRI EO M= BEVIAHPEAEER (SSRI) EOKR=> - /L7 KL B
VIAHBEEE (SNRI) D(Fh, FIRINFISERUDDNAREZRAS.

@®>57DI2(F, SSRI, SNRI, ZUT=ERRMOIDEZLEHSHAD.

ARG HRI - DENZEITT 28MICRAS LS TH Y, O, WK EFbErk
WEVS T TH L. —Ti, )2 ) 2) k)] LR LR DT, ILALED,
WRRZ: &2 d S bT. ALS OIERMEST & DZF D27, EiFOEL, KHEEFLEORIRNE
E% K OREIZETS 5 %2 0C, JISEOARLR )2 (19 2) 2 LR T (Q&A 1-3%
W), F72, BEOALLTAEFHICL I OPEL) B2, FTRAEREERL BRI A 5b
BHRVILICHET S QA S6BMI). TN 2 MY LY 32 & THEEDY
(quality of life : QOL) O FZ X %.

F9HRE - RIE B ROR, ALAGEIEL, 4 oRik - il - AR ERICHE
ZeHEERL L LB, SWMHELEMSESRICL 207 T - FAR- P 21T (Q&A 3-11 BIH).
ZDI) ZTUETHIUIEMEIE L3 L, EWIELZ MR 5. AL L THAREE, 9
D0 L CIEEIR L 1 b = 2 B JAABHESE (selective serotonin reuptake inhibitor : SSRI)
b=y V7 FLF Y YY) AR ESE (serotonin noradrenaline reuptake
inhibitor : SNRI) R =ELRHT) D2 D EP SRR L. FRICHE L2 2 ThRBEAR L I
9, - REORR RS,

ALS IZBIF B ARER ) D - J DIMOFERIE—BAD LR TEHVE T 2HEIL VDS, 1~
6 F LIRS 2EFHEREEIC X 2 2BAIRE VY AR D, BIEWA F LR & ALS JERDHEST
E ORI N MR % <, FABEREOART & OB EE OB LT LS IFI L
DD )OI OWTUE, FIBIEICERELR BN E G E NS, B E CORMARWZ %G
HOTUMAT L %2 L OWE»D S .

[S&DFERRE]

ALS IZHE) LR ) DOMHE, BLOAEGTRANOBEIIH T2 27 Y AR, ALS I
B L 7eANL ORI IZFETL L TWRWAS, D DDA Y1) —= ¥ 71213 12-item ALS depres-
sion inventory (ADI-12) 3% 1) °, HAGEMOFE/-1 5.

B, MFIEE G 2 WEEDE 2 5N S AT EHIERAE (frontotemporal dementia :
FID) O&PfHE, FICHCHEEXZ &L 2 AL ) DOFFMICBWTRE 2EE 2 5.
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ik

1)

2)
3)

5)

5. IMERCE

Carvalho TL, de Almeida LM, Lorega CM, et al. Depression and anxiety in individuals with amyotrophic
lateral sclerosis: a systematic review. Trends Psychiatry Psychother 2016; 38: 1-5.

Thakore NJ, Pioro EP. Depression in ALS in a large self-reporting cohort. Neurology 2016; 86: 1031-1038.
Gauthier A, Vignola A, Calvo A, et al. A longitudinal study on quality of life and depression in ALS
patient-caregiver couples. Neurology 2007; 68: 923-926.

Caga J, Ramsey E, Hogden A, et al. A longer diagnostic interval is a risk for depression in amyotrophic lat-
eral sclerosis. Palliat Support Care 2015; 13: 1019-1024.

Hammer EM, Hacker S, Hautzinger M, et al. Validity of the ALS-Depression-Inventory (ADI-12): a new
screening instrument for depressive disorders in patients with amyotrophic lateral sclerosis. ] Affect Dis-
ord 2008; 109: 213-219.
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Questions and Answers (Q&A)

Questions and Answers 5-3 5. WEEE

BEEEREEEICIE E ST NE LN D

EZ

ORXBLFEREL, HETERL, RENICIUL (HBWVLIKRD) EROBRZRS.

OFBEHIUNEB (CERDERZRL, SHELO>TLVRHZHRTS.

OERELIBSIC(E, FROEO M= BHWIAKBEER (SSRI) ¥EOKZY - /LT RLFV
~BE)AKBAESE (SNRI) Z2EH5HAD (WTNBHRREMS).

DO TIEHRH B 5 VIDIHIE WAL S, BRI &L LIRS T 727s, LA IS E) aR Hi
& (pseudobulbar affect) &IP3 "2 ZORKEE LT, FGERTE - kA - 5 TR S s i
Bl RolEE, BLONEICBITL2HEHOr— 3y bo— VERREENEZ LN TV Y

ALS D 12~1/4 THOHN, MR LOEH =2 — 0 VEEDOH 2B <, KPS
(Q&A 1-3ZH). LaL, (I ondEiE GMEmmiag, b, ZIRvEmfiE 2Rz
i, HEATHR LR &) THILCRRDHNLE 0 OO & 13BIR % BT E Z2wIiEH)
JOBT, G5Z 9 & L7z ZITELRTL, TNBNEY LBHTOREMIAEL L. 2070,
BHEDB L ONEROWER & 72 ) AFEOE (quality of life : QOL) AT IZ2%2%) 95 % V2

HE B RD 2565 d 5580 ERONR E R L. Wb REGEMI E 7 575,
B Lo b= P ARESE (selective serotonin reuptake inhibitor : SSRI) 1 | =
Y VT FLF ) I sAARBHES (serotonin noradrenaline reuptake inhibitor : SNRI) %
AERICER LR 5 A 5 2 7 2 ) A RETIIEB RS OHE - FE 2R
H7FAPOAMVT 7 (HSE) 20mg & F =2 Y (REIREFFEHE) 10mg OE7#] (NUEDEX-
TA®) AREIN TV LAY, ZOEREFICIEIAI 2 mAKY), £ L THATIRARR I TY
2\,

[SEOAFRFE]
HATRBIGR S TV EBESHFIE L 2\ T A5, BT TR E o5 RE A o 37
W & & DWBBEFIFENFEARD 5N 5.

ik

1) Thakore NJ, Pioro EP. Laughter, crying and sadness in ALS. ] Neurol Neurosurg Psychiatry 2017; 88: 825-
831.

2) Ahmed A, Simmons Z. Pseudobulbar affect: prevalence and management. Ther Clin Risk Manag 2013; 9:
483-489.

3) King RR, Reiss JP. The epidemiology and pathophysiology of pseudobulbar affect and its association with
neurodegeneration. Degener Neurol Neuromuscul Dis 2013; 3: 23-31.
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4) Pioro EP, Brooks BR, Cummings J, et al; Safety, Tolerability, and Efficacy Results Trial of AVP-923 in PBA
Investigators. Dextromethorphan plus ultra low-dose quinidine reduces pseudobulbar affect. Ann Neurol
2010; 68: 693-702.

5) Brooks BR, Thisted RA, Appel SH, et al; AVP-923 ALS Study Group. Treatment of pseudobulbar affect in
ALS with dextromethorphan/quinidine: a randomized trial. Neurology 2004; 63: 1364-1370.
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Questions and Answers 5-4 5. WEEE

AERICIF ESLTNIE KL

EZ

OREENRE - FEZWASH(ICL, BOFVERZREIRT 3.
OFREEZICEAT ZMECBREL, EBREDERINGVHZEETS. EBRPOEBRSIC
(FFHRBROATIER (NIV) H—EHREB THS.

AMRIZIE, AMRFESE, dafi, REEm, 2IREEZ 0D, Fpnd o SR, Bk
KF, BPHET, 50VEAEKKT 2 EIIO%03), HEEFHIIKELZ &7, BEBIY
i DHE DY (quality of life : QOL) [ 728, RIS U CEENI LT 5.

ALS TIREDIET 2 1) MEIRFE A%  ADN B2, TORKRIBEHTH L. L )b, I
MR DAL SR P ZE B D BE RIS WIS E R TH 5 0 20IE»OFERMER & LT, #lER
PR, AR TR & R WA, SRR AN X DA (Q&A 5-6 BHH), WET R
EAHED MR TIEN - KB W OPERAR, ZLTLA ML A - Ly 7 X (TIHEIEARRE)
SEBREDSHITHN L T S ST LI R ER E LT, AR ) OPARIREREL D 5.

R HRIRE DA AT 32 & U TR DA X 2 BERIE DM K TIC X 5. E 0NN BEE
KT, FIRHHIRIRES) (rapid eye movement : REM) BEIREIICIAE D, A CTIE REM HEARY]
WD RSB LRFMEDA U TL 2 Y2 IR OIEP R RAIREE, RloEE, HioRA
RENRT SO %D D720, O X)) BIEROA R Z MRS 5. BERD OB Z BT 5
ZI&, WSV AFF IR =5 —Z X BRFBAEORE X 0, R FRALRFZTHEOWEDIF
IBENT D, EIRFFERRA DL, HHI B OIFEAERRRAESER THoTH, FKR
B N T4, (non-invasive ventilation : NIV) ##%E9 % (Q&A 7-1, Q&A 7-6 ZH4).

ALS O [ R Ry S (X PR & ) BAZENEDS S <, B3ED B WIZDUBERIIC L D 2 v & D
BB T 2013, WERBEEBFEE S LT, LA MLR - by 7 ZIEGRERR ME IR 1)
PENBGES), BWEMNIIA 7 0—X X, FNTIEDH %7 REM BERITEIRE O S O5HE S h
Tw5 "9 Zh b OBHIZIZIERARY 77 7REPHAHTDH 5.

FRAME AV DG 203 2 RHEFEE I L T e v, AIREMEER M I OW T YT v
ZFZ LW, BIEIIIAER RS AF O LT v (BN &L, B IIPuiiEs %
32 (Q&A56ZBH). LAMLR - Ly 7 ZEBEICIZDRD K83 VEBIEE (75 I _F
V=), aFIF L), WEEDETREINRVF I F AN, BHFNIET L AN
¥ (BB DALMY H B (RLR ) 21220 TIE Q&A 5-2 ).

T R H 2O TR ORI S ZRE T 5 (Q&A5-9 ). S N ATHRA [tra-
cheostomy (and) invasive ventilation : TIV] #1Ti&, KM OKENWG KL Z T & AR
D—HWERDID, JB7 VT TV AHDD (Q&AT-3, Q&AT-11 BHH).
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RIRDOFHZ AR L THEED A SN WA IIMEIRSE (fEIRERSE) 2EEB 34, Hi
Wd B WIIIPRHIEWER DA WIER VY 7B Y U RIER (UL EFLA, AV 70U Y)
RFLUF Y USHREETHE (ZARLFH UM, LRLIH Y N2 E) 52T L,

[SEDMFRE]
ALS IZB1F 2 ARROERIIZ WA D720, FEMIREEIZ BT 2 AR AL IEBR Ot  Z v.
T2, BERMEERRY, ALSICEUEY 2 MEMRBYH BB B E AL L 223k T ¥ 7 v 21k
23K, TORMIE L RV EBGEET 5 LEDH 5.

ik

1
2)

3)

4)

5)

Boentert M. Sleep and sleep disruption in amyotrophic lateral sclerosis. Curr Neurol Neurosci Rep 2020;
20: 25.

Boentert M. Sleep disturbances in patients with amyotrophic lateral sclerosis: current perspectives. Nat Sci
Sleep 2019; 11: 97-111.

Lucia D, McCombe PA, Henderson RD, Ngo ST. Disorders of sleep and wakefulness in amyotrophic later-
al sclerosis (ALS): a systematic review. Amyotroph Lateral Scler Frontotemporal Degener 2021: 22: 161-
169.

Lo Coco D, Puligheddu M, Mattaliano P, et al. REM sleep behavior disorder and periodic leg movements
during sleep in ALS. Acta Neurol Scand 2017; 135: 219-224.

Reyhani A, Benbir Senel G, Karadeniz D. Effects of sleep-related disorders on the prognosis of amyotroph-
ic lateral sclerosis. Neurodegener Dis 2019; 19: 148-154.
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Questions and Answers 5-5 5. WEEE

BENOIECRFESHRTNIEI LD

EZ

OZEPHRRICL > THTRICEE LB LVES N ALS TREKASNBD, WAERSEIIFHEIIL
TLVEL.
ONHDIFIREE LEEET BIFENH V), FIREEEDTHDZTS.

PR SITUE, OFEITHERITE U WM 2T (B & @28 0PIk - 1%
BEDH Y, ALS TIIEFHRREIC L o THEBIIC LARIEL 20 D 44~83% & L A
SN, AWGOE (quality of life : QOL) X FIZD %535 2

IFRBERE DL FASEN R T X & LTHNS 2 & 05 5 SISHIET, IPULRE S35 DR R
FTHH B L7ahoT, HIH OIS Z YN L#EUISHS T 2 2 &5 FEhed &
NORUZ S D% DB WRNED D 5 (Q&AT-1 ZH).

W7 D— M 2 3k & LT, fatigue severity scale (FSS) X brief fatigue inventory (fifi 5%
BERE) Ao NnL. LaL, MEHREHELL TV R Y

[SEROAFRFE]

ALS 2513 20T S ORMBIROMINIL 53T, FIEMLEHIERE, 5> %R
2L\ o 723 ORT & OB S Hi— S NI TO ALY (QEAS2BIH). S512,
PR SIS 5 EPRER Y N ) T — Y 3 VIR BRI T A RO
7B v

345}

1)
2)
3)
4)

5)

McElhiney MC, Rabkin JG, Gordon PH, et al. Prevalence of fatigue and depression in ALS patients and
change over time. ] Neurol Neurosurg Psychiatry 2009; 80: 1146-1149.

Lou JS, Reeves A, Benice T, Sexton G. Fatigue and depression are associated with poor quality of life in
ALS. Neurology 2003; 60: 122-123.

Vogt S, Schreiber S, Pfau G, et al. Dyspnea as a fatigue-promoting factor in ALS and the role of objective
indicators of respiratory impairment. ] Pain Symptom Manage 2020; 60: 430-438.el.

Gibbons C, Pagnini F, Friede T, Young CA. Treatment of fatigue in amyotrophic lateral sclerosis/motor
neuron disease. Cochrane Database Syst Rev 2018; 1 (1): CD011005.

Rabkin JG, Gordon PH, McElhiney M, et al. Modafinil treatment of fatigue in patients with ALS: a place-
bo-controlled study. Muscle Nerve 2009; 39: 297-303.
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BHICREESHLTNEIVD (FET A RERAZSE)

BE

OEADRRA - FEZREL, WENICHSTS.

OHERRDRERTHABLE LTI, ARUHEE, TR, 9 TBCEERENHITS
n, FR701 NERBEREHL SHIBT S.

OEFUEMMEH B\ E QOLIETHASHRIZEIICE, RHMTHO>THAET 1 REAZER
g3

FEsH

AR AL OZERN S 7% ) AEIFOE (quality of life : QOL) 2N S€ 2728, ZDOJH
HWEW ST U729 2 THRIBIICH ST 2 L5058 % V. ALS 3HiK 2 8 8) (khiE) HE L o
RS, WA IZOVTHERL BV ENH L. LaL, FEBITIE 15~85% D ALS BE A A
EREERL, MIRIEIRE 2B 2L S 2D, IEBPEROMREL V2 12

M EREROREZEMEER & LCid, OFMREmESE, OFH O OFABREEA L
M. OIBFIINCE <, O - RIS v, OITHE D W6 I ZHE O AL
ZRFETRAL) IS TR —T), MR ENR O E oA TG T2 L0 HD
ZOWEFE L TREMEREREOE T2ME SN T0D 2 BEO L) BRMIEETHI L
%L, DEAETHHREL AN ERET L2 0D 5130, LHARWEROBSEIZD
HET 5 (Q&A 3-11 ZH).

AT EBINZR D D725, $E T F a7 A —)b (visual analogue scale : VAS) 2l A
s — )V (numeric rating scale : NRS), fli% & B[ (brief pain inventory : BPI) 7 & % {if ]
LT, ZBIWEHIIC S0 5 1 72, MRS O A 7 1) —= ¥ 71213 painDETECT 7 &
DEMFEE NS "

HRVERAEIZZ < O ALS TH LN, #EITE L HICHRIGET 52 0% v, Bl D
55545121, Columbia muscle cramp scale (CMCS) 7 & CHRBINIZEHM L °, 23 HFH R 2
FILF Y ORBENN), HNARYF LR UNIEE L R EORTAD AL BRI,
Z U CHERCPE D B I3 hUE i 2 BT 5 (Q&A5-8 ).

A7 & BE L EEE) R < v — P AR G L EERE AT, B TR 5. AT -
WA OARE - TR U@ B2, <~y M RMAMo T4, EEREE L 5512
119, 209 2 TLER, EFEA A FEIFESLIEA T O 4 FEOBRERZ KBTS b L
MR EAR OB A R T AL, LAY eI s N YR ED Ca¥ F Y AV sl
VI FeATd Lw ) BLEo X9 23 fs 30 LTk L, LEgsEAIC
HHE, QOL KT A H 2 HE IR TH o TH A YA A FEALEZET S (Q&A 44 ZH) "
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[S#&OHFRE]
ALS 128U B AOEFIREMIIA 5T, RO T Y 2Z L7 K 28l
B DHER D BEAE DAL HEABIIF M L D6 Wb 00, TOIE T Y ARMEITRETH 5.

ik

1)
2)

3)

4)

5)
6)

7)

Chio A, Mora G, Lauria G. Pain in amyotrophic lateral sclerosis. Lancet Neurol 2017; 16: 144-157.
Akerblom Y, Zetterberg I, Larsson BJ, et al. Pain, disease severity and associations with individual quality
of life in patients with motor neuron diseases. BMC Palliat Care 2021; 20: 154.

Ghasemi M, Rajabally YA. Small fiber neuropathy in unexpected clinical settings: a review. Muscle Nerve
2020; 62: 167-175.

HARNA 7)) =y 7 258 MRS R SEMIE T A ¥ 7 4 YUEIIER T —% > 77 v —"7" (). i
FEREEIREHE A N T4 >, H2 0, EEE SRR, 2016.

https://www jspc.gr.jp/Contents/public/kaiin_guideline06.html (%7 27 £ A 2023 4 4 )

Mitsumoto H, Chiuzan C, Gilmore M, et al. A novel muscle cramp scale (MCS) in amyotrophic lateral scle-
rosis (ALS). Amyotroph Lateral Scler Frontotemporal Degener 2019; 20: 328-335.

Adiao KJB, I Espiritu A, C Bagnas MA. Efficacy and safety of mexiletine in amyotrophic lateral sclerosis: a
systematic review of randomized controlled trials. Neurodegener Dis Manag 2020; 10: 397-407.
Brettschneider ], Kurent ], Ludolph A. Drug therapy for pain in amyotrophic lateral sclerosis or motor
neuron disease. Cochrane Database Syst Rev 2013; 2013 (6): CD005226.

116



Questions and Answers 5-7 5. WEEE

FRSICEESHLINERND (FEF 1 RERAZZD)

Oz

OFRENRAZREL, BENICISTS.

O FF—MROBIFIRIBRBZEAIL, ALS (CHSIHIRAFADAERCBIHREROIATIRG (NIV) 2
HAZY, REBOERRE#THS.

OATHRBEAPOIRSICE, QELEOHESRER, [EZ)750ANHECED, £
IV T T EERUTREZRELT B.

ONIV ZEBALBVEE, BAEATREEHIHUVESICE, PHICHES 1 RBAZTL,
DENSNERBALERT S.

FESH

FRIE L, B L Soldn, BWh, B2 ENS, ) WA RV - BEADBA-TI RN
EVo S HAEHEERTH SbEINL. ZORKIZ, FPFRAMKEC X 2 KRR IIE & Z L
HHZRHITE 5.

9, ORISR EEEN T 5 (B i, RHIEURE BT 2 RBEIRIARIEIC X 5
MligEfe 72 &), RIC ALS 1Z & 2 WPFHLG R LA 9 IPIRAS A fsefe, AR LSRR S IMILRE A% 72 W 7> & fifE
R 5. WP 2 K U AR R, B, FIEICKVAEL D H, LhEEMHRATA. ERR
T & - RRIRCHEIR PR o, SRR, FEEIMKT, Z L GRERROIHE & o 72 MR
WA EHEIR DS 20 W 2 2 FRAB IS A, PR RE &2 374 L, A RERIRF O By 1M 77 2 53#1 247 5
(Q&A 2-7, Q&AT-1&M). L CIHREMA LIS (non-invasive ventilation : NIV) O -1
BAZMHKYT 5 1

KEYIB N AT [tracheostomy (and) invasive ventilation : TIV] %3 AP ThILIL,
REPOFHINZEALZETH T 5. T TIINIVEALTWRIEE, —HfKRER) —27, E5
KL Wo/zE=8 ) V77— 2 BF AN LRG0T, ~ A7 Qe ez
AL, K2 )T I AOUFEICED, REbERD (Q&A7-8 &), TIV iifrh Tk, A&
H=a—LRh7bEOTHEEIPRERELHRT S E LI, MREHEEIHED A K%
M 5.

NIV Z38A LW, BAFRALEZNTIVZHL SN TREEDHEL 2D 20H 56T,
FINCOF € 4 FEAZITOIEEOFMZ KD (Q&A 3-13, Q&A4-1, Q&A 4-4 ), K
MERIMAEIZIZ@ICO, F IV T — 2 AT HERE LooA s S OMEERA (MRS L < 1 33H#6)
AEET L0

PR e BRI A AR E T E, MHREAARRER D D, IO EROELBITH
% e &I, SWMAEEESHRF — 22X 5087 7 - BAR— MIMAEDHRE L EET 5 (Q&A
3-11, Q&A5-2ZMH).
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[SEDIRRRE]
NIV Of#EREAT 4 3227, NIVEAT TIV 252 LR WIS ORI~ O LIZ B
THLIEF Y RAIARTHGT, SHBOMEIFF7-5.

ik

1)
2)
3)
4)

5)

Radunovic A, Annane D, Rafiq MK, et al. Mechanical ventilation for amyotrophic lateral sclerosis/motor
neuron disease. Cochrane Database Syst Rev 2017; 10 (10): CD004427.

Vrijsen B, Testelmans D, Belge C, et al. Non-invasive ventilation in amyotrophic lateral sclerosis. Amy-
otroph Lateral Scler Frontotemporal Degener 2013; 14: 85-95.

Hobson EV, McDermott CJ. Supportive and symptomatic management of amyotrophic lateral sclerosis.
Nat Rev Neurol 2016; 12: 526-538.

Bertella E, Banfi P, Paneroni M, et al. Early initiation of night-time NIV in an outpatient setting: a random-
ized non-inferiority study in ALS patients. Eur ] Phys Rehabil Med 2017; 53: 892-899.

Jackson CE, McVey AL, Rudnicki S, et al. Symptom management and end-of-life care in amyotrophic lat-
eral sclerosis. Neurol Clin 2015; 33: 889-908.
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BHEICIFES LTI LD

BE

ORSENDIRFRED Iz (CfhENESN G & DIBFEEE, MRIRRLG EDEMTEZITD.
OARIRTHRICIY FO—LTELRVEEDEBHFHET DI5E(CE, NT707 2 HIRRK
SEELEERICEZRT S.

i

R XL HE, 7 b — X A &SRR O BORTEMIR I AT L 72IKET, ALS DA 5
FEALES) = 2 — 0 /SRR AR R (MM REE, S5MERELRE, AMBIEN - HHaHEE;
L) THEL AV FMEOFHEIC Ashworth REEAFEIHITE 5. ARG, 7 0—X 2,
ARTERIRE RSB 2 ) 2 L% <, BEICEEDOLEIC D Rh b, 7T RRHE O
FIZd %0 ) %720, ®UTQOLIMETF§ 2 M2

ALS Tl RS = 2 — 1 [RE ) H L2 6 CRERE) B~ v — ¥ 2 & G Rt &
v, B Z TR 5. S 512, KhaaSEBRIER QOL O TIZ2o %A o TW A, #E
BRI ENTwE N7 07 = 0 3 EOFHEHEZZRT 5 12 BWERICHEL, 2o T
NAHELOYER, Fle & QICTAER) = 2 — 1 ¥ FEEDPBEL L TR L 725812
&, FIEEEET S AIRTHICa Y e =V TERWEEOEMARRT 2551213832
07 = il NEc G- (intrathecal baclofen therapy : ITB) ZZ M L TH L \wass, BRI %
T - RIS L o TR W OEE LR 2 ET 5.

B, AR -BELRY ) X AHHRPANIHAT ALS IS L THERE Lo TV 2.

[SEDAFAFE]
I LA I R0 2 FEPEREALIE | K e & IR L T, ALS OREHRIIH 9 B iRk 0w 4t - A
Wk % OBEY L 7P 813150 C, T 7 Y ARED;RETH 5.

B4

1) NgL, Khan F, Young CA, Galea M. Symptomatic treatments for amyotrophic lateral sclerosis/motor neu-
ron disease. Cochrane Database Syst Rev 2017; 1 (1): CD011776.

2)  Ashworth NL, Satkunam LE, Deforge D. Treatment for spasticity in amyotrophic lateral sclerosis/motor
neuron disease. Cochrane Database Syst Rev 2012; (2): CD004156.

3) McClelland S 3rd, Bethoux FA, Boulis NM, et al. Intrathecal baclofen for spasticity-related pain in amy-
otrophic lateral sclerosis: efficacy and factors associated with pain relief. Muscle Nerve 2008; 37: 396-398.

4) Bethoux F, Boulis N, McClelland S 3rd, et al. Use of intrathecal baclofen for treatment of severe spasticity
in selected patients with motor neuron disease. Neurorehabil Neural Repair 2013; 27: 828-833.
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Questions and Answers 5-9 5. WEEE

TRAE(CIF E ST NIE KL

EZ

O=RRMSDRLGENHIV ANERZAET IRV EABIENH S, BERICERUE
REBALELN.
OERSANIEERRIRSIBHIEABENHS.

W AST IS BRI HE T 5 = & % A 2 s, TR S8 M 2 DR, o % U I
TFTCTELWIETHELL., MIEIEFHFLOSL E2IEL, BIRZ W20, *SMSomE I
DN THIELHY, TOMEAEELEE 2D, ALS TR, BRERHZ2 23
% L% OBITHT 5132, Parkinson iRl ZEMSEIE L AT ABNS V2

HATIEBGEH & 2o TWAERZEANI v, FEISI A TR S 2 b &0 234,
Poa) APERZ MR L CEBGRI) 232 AL 0 UL, BWER & L CIEsE oRsmavEssin,
HEROTAL, B 5 VIIPHREEEZ E0HEE 20, MR R 2 L%,

5%AIRT I VIKE (RIKRT IV RAKEEIRE KM 1 g \SBUKKE 2 NZ&R% 20g 12
L) 2 H ARSI B AT RRAIE 2 ) T20868 %2 ehHs 0 AaKT
I UHHEPFNER SN TEB S TRBEMI & 2 5720, FRNCKEREE TED SRtz B
T4, F7z, AMEME LCINBICERT 5. EERETIE, A TMERFHRKT | F 2 — 7 % 1k
DIRIER ¥ 7 LR AA D 7R SRR 15 2 A5 20035 558, ZOMAEDLEIIRE
PRI E L TRAKTH 5.

—77, EATIEIMMOE NI, b L GH FROSMR/—HBI3 2 B 50 21T
ARIB IO BEIARY ) X AFHZ#FA] (abobotulinum toxin A 3 & U rimabotulinumtoxin B) Djf
HWAA BT COMERRIEALR, 556 b ARG SN TYS @IS, W TREE,
IR L) Larl, HEATEMAL HICKRKRTHSI 2, ABRBIUOBAEKRY Y X A3
FHFNL, [ OMEHIEGTBOREZFFOBE | ITHY T L SN ALS TSGR E Lo
TW5h.

[SEDIRKEE]
MRS 2 A0 & L7t Ry ) X AR Al o e - AahkicownT, HARAMN ALS
BEAWNGRLE LT UF VAP 25TV 5.

ik

1) Garuti G, Rao F, Ribuffo V, Sansone VA. Sialorrhea in patients with ALS: current treatment options.
Degener Neurol Neuromuscul Dis 2019; 9: 19-26.
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2)
3)
4)
5)

6)

5. IMERCE

Banfi P, Ticozzi N, Lax A, et al. A review of options for treating sialorrhea in amyotrophic lateral sclerosis.
Respir Care 2015; 60: 446-454.

Young CA, Ellis C, Johnson ], et al. Treatment for sialorrhea (excessive saliva) in people with motor neu-
ron disease/amyotrophic lateral sclerosis. Cochrane Database Syst Rev 2011; (5): CD006981.

Odachi K, Narita A, Machino Y, et al. Efficacy of transdermal scopolamine for sialorrhea in patients with
amyotrophic lateral sclerosis. Cogent Med 2017; 4: 1365401.

Hawkey NM, Zaorsky NG, Galloway TJ. The role of radiation therapy in the management of sialorrhea: a
systematic review. Laryngoscope 2016; 126: 80-85.

Shehee L, O'Rourke A, Garand KL. The role of radiation therapy and botulinum toxin injections in the
management of sialorrhea in patients with amyotrophic lateral sclerosis: a systematic review. ] Clin Neu-
romuscul Dis 2020; 21: 205-221.
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Questions and Answers 5-10 5. WEEE

{ERICIFES LT NIE KL

EZ

OALS TRBMICHEPTVCEICBEL, ZOEEZBIBNICHEDRT 3.
OSHULBERICIE, —MRONBTFRBIUBEICEL THANT 3.

DRI DD VDI BB KIBENIC & B2 B o 72K, & 5\ 338 2 Bl 123k
HMTERVIREZHE 2 W) U HEOIERIC X DR ER 2 ET A IRENEMETH L. F
4 OB I HE T, 43 B0 ALS H 46% IMERASA H 72 b DDELREEIIA SN d >
722

ALSIZBIFHLLUTO &) RERER % O & DT OMER LA 5. TV ZRNICAT
550 OEHEOKT (FH), QEEDKT, OBFNENEL, ORFEROWD, BLIO
SHEBEEIC W B 3HF] () 23, Hia) YESLFEF A F) OIS 5 5 17

T8, WHELHPECHEBIE 2 MY 5, BRBEEEZ D, PMERIETEZ TR T VL) TR
T 5, EWHHEOL VEERLEY ORI, BHBE ROV v =TV ELAEDTE, Lotz
SHLELTD . Z09H 2 TLELR LI, BEmBRESE & T EhtloEy o) X
LERHEFET A Y

MHIOBEIEH DN DA, TORWBREELEET 5. LHFE, FEF A4 FFmko
FEAAMT U TR p A ot A4 FZBEREEEE (FU 7202 bV VEE) BHARTERSNT
w5,

[S&DAFRFE]
ALS IZBUF A ERMI OV TORMEIDEICE 0, FRFRHICE LT ALS I2HE L 7z
WoWERti-nb. F, i ALS 2B 5 HAEIRERED D L DL LTEZ HRE
PRGN TE ST, WEMEILENS.

ik

1) HAMALER S BT sE S BB OB - Riises (). BUEERMERSHR T4 N7 A > 2017, WL
&, 2017.

2) Niibling GS, Mie E, Bauer RM, et al. Increased prevalence of bladder and intestinal dysfunction in amy-
otrophic lateral sclerosis. Amyotroph Lateral Scler Frontotemporal Degener 2014; 15: 174-179.

3) Jackson CE, McVey AL, Rudnicki S, et al. Symptom management and end-of-life care in amyotrophic lat-
eral sclerosis. Neurol Clin 2015; 33: 889-908.
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HHEICIFESHLTNIE LD

BE

OFRBCLBEEUICHEHBEZEHT B IRINGDCEZREL, BRE, RF¥T7, RE
BEGECBRLTHRL, BRBHOLGTHZTD.
ORELULEBICHUTIE, —MNGIFEICELLLE - 8FETD.

i

RIFTZA IS % &, & & BB EE O M ORI T - F1kd 7269, Zhs
g 5 &, A% Rk SR> THE L 25 V2

BIEZAPELICS WZ ENALS OREMED O LD LTHIGNTW 2, L, #iT#Ho
AENAECIREZ AL ) 5 2 L 230 L, BN TR 24T ) L8N H 5 GHREMN A THA
RAZIZEBEE N7 7V Q&A 7-5 ZH). ALS \HHL L 7= bl d Rt o7z, &HEA A
R4 L TPHiEZFERL, FHIERICEO 5. JE L 25E02 0 — i R BB L -
ERETVY, WoZ)OFRiREHL S V2

WiEsE ) 227 & LT, REERLAF O, HihE, IREREME, ST, R orE
OERE, BUE - Kl EABITTONTWSE VY Fz, BEREY X7 2 FT AR oRE L
LC, BradenScale 2°%% * E 512, #HEIRELZEHET 5 A7 — & LT DESIGN-R®*%5% % "2,
®E (Depth), B (Exudate), K& & (Size), #JiE/&%s (Inflammation/Infection), K3
HK% (Granulation), S (Necrotic tissue), & LTCHR% v b (Pocket) ® 7HH SR,
WSUAO 6 HH THEEO B2 L, Z€OEEMEELZ ERICHKTE 5.

HARDRAIFIEZABE L 7o s 8 592 Bl O 12 & % & ALS 13 41 BIH 2 B2 A BERg 1245
BWEALTBY, ZOAMRIIEMNERICESLVEDORENDH L Y —F, HECEEERE
KF—F W2 12 EMORAKTIC L UL, ALS (514 1) #EIA ) 2 7 130 BB EE (2,056
Bl) EhEmwEHREINTNS P,

[SE&DIARRE]
ALS IZBIF A BIEORAEIZOVWTOHREIVRICE EF D, 7r 7T OERLHEEERELIZL - T
BVRLDTREMD D B, 515, FRCFRIEICE LT ALS I8 L L 22 E NS ORFIEA ;72 5.

B4

D HARESES. T - A NI 4 >, AR, 2015.
https://minds.jcghc.or.jp/n/med/4/med0036/G0000915 (#%¢ 7 Z7 £ A 2023 4F 4 H)

2) BARBERESBBIRBG A N7 4 VRERRE. A - 855 - B0 4 K24 2, B2, &k
Jix, 2018.
https://www.dermatol.or.jp/modules/guideline/index.php?content_id=2#%E3%81%95 (i #& 7 7 & A
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202344 H)

3) https://www.bradenscale.com/index.htm (i 7 7 & & 2023 44 H)

4) Hayashi T, Narita Y, Okugawa N, et al. Pressure ulcers in ALS patients on admission at a university hospi-
tal in Japan. Amyotroph Lateral Scler 2007; 8: 310-313.

5) Chen JH, Wu SC, Chen H], et al. Risk of developing pressure sore in amyotrophic lateral sclerosis patients:
a nationwide cohort study. ] Eur Acad Dermatol Venereol 2018; 32: 1589-1596.
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Questions and Answers (Q&A)

Questions and Answers 6-1 6. BET - &

RERS - (LHHIES0RE LERNEREH

EZ

O DFZERDDIZE, RNMOFEFDREIIRILULESGTFERTFARFTHY, KR
BEOGIXNF—RBOTENERICHBEEISNTVS.
OIFRBBPRBEDETHICE, TRLF—RBIETL, FERIBNT NS

1) TRILF—KH
HEEYERDEEET, W TSR TO 225, KERDHBHALNDL Z EDE .

FREBDOFERIIZEZRNTH Y, WFRE, AR iz PR A F—FoRRe L
DD, HRICTANVF—RBOTCHE (BT ANVF—ROBK) PHHET L L VbR Tnd "
IV DR IR A DR R KRR HEDS, M2 LA PRFUMRFTHLZENE, T4
NEF—RHITRIIREFERTHLEEZEZONT WS Y Tz, FURTEIREOFED L < 13H
RESLCH DMREIBAD IZ b o TV b EME SN TV S Y FED O LS £ TORERD I,
IR SRR SR OB P12 D PS5 7 —T7, MHRGRE R OB, EHEOKT, B
BZEMOMBETIZE Y TRV F— IR A T LT &, KRERN - BERICE TS 2 &
VL. TORE, WBRDOHMPLERKRZ S 7252 20H 5 °.

2) MEEERS
R HT OBERIFAS ALS DFAEIZKT LBIERNCAER$ 5 & oG 0sd 575, FElIEAHTH S "
T AERESLH 2R IICRRD 5 2 L5 ), BRI OWMAIIHED 4 ¥ 2 ) VIRBEO B KA —R
LEZOLNTWS Y G, TR 2SHEL, BALT 22 2B 5720, MAEER HbAlc
DEWINEHIEI AN D SN D, F IR EEHOETINE, A A VIEPIEORKIZ X ) &
Pelp e BB L CRBEEERIMBERESHBT 2 22 0H 0, @ RIEasko S °.

3) EEERE
KILE Y KEH I L A7 12— (low density lipoprotein cholesterol : LDL-C) Ifili£, LDL-C/
HE) K& 2 L AT 8 — )b (high density lipoprotein cholesterol : HDL-C) .25, ALS D
TTIBIFEMIAE S 2 L OBED L Vs, TENZHESH D . ALS BHIZA Y T~ Ol
EPEZLREPIZOVTIRIET Y ANARL TS,

[SEOAFRFE]
HHEIFAE, EHhDED L) REERIT (72 & 2 I XEARERERE 2 &) EHE L TW2 D70,
HRERDZET LR L B LVEEOEC D, FZARERPOBRMLHREIEZ 200, 5
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BHIEF VAW RD LN,

ik

1)

2)

4)
5)
6)

7)

8)
9)

10)

Dupuis L, Pradat PF, Ludolph AC, Loeffler JP. Energy metabolism in amyotrophic lateral sclerosis. Lancet
Neurol 2011; 10: 75-82.

Janse van Mantgem MR, van Eijk RPA, van der Burgh HK, et al. Prognostic value of weight loss in
patients with amyotrophic lateral sclerosis: a population-based study. ] Neurol Neurosurg Psychiatry
2020; 91: 867-875.

Steyn FJ, loannides ZA, van Eijk RPA, et al. Hypermetabolism in ALS is associated with greater functional
decline and shorter survival. ] Neurol Neurosurg Psychiatry 2018; 89: 1016-1023.

Ahmed RM, Irish M, Piguet O, et al. Amyotrophic lateral sclerosis and frontotemporal dementia: distinct
and overlapping changes in eating behaviour and metabolism. Lancet Neurol 2016; 15: 332-342.

Nakayama Y, Shimizu T, Matsuda C, et al. Body weight variation predicts disease progression after inva-
sive ventilation in amyotrophic lateral sclerosis. Sci Rep 2019; 9: 12262.

WRER, M AU, B SR IPUHRD - RAEAE T O ALS BEOLTEL AN F —HOKRE. HK
A 1991; 31: 255-259.

Schumacher J, Peter RS, Nagel G, et al; ALS Registry Swabia Study Group. Statins, diabetes mellitus and
prognosis of amyotrophic lateral sclerosis: data from 501 patients of a population-based registry in south-
west Germany. Eur ] Neurol 2020; 27: 1405-1414.

Pradat PF, Bruneteau G, Gordon PH, et al. Impaired glucose tolerance in patients with amyotrophic lateral
sclerosis. Amyotroph Lateral Scler 2010; 11: 166-171.

Shimizu T, Honda M, Ohashi T, et al. Hyperosmolar hyperglycemic state in advanced amyotrophic lateral
sclerosis. Amyotroph Lateral Scler 2011; 12: 379-381.

Ingre C, Chen L, Zhan Y, et al. Lipids, apolipoproteins, and prognosis of amyotrophic lateral sclerosis.
Neurology 2020; 94: e1835-e1844.
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Questions and Answers (Q&A)

Questions and Answers 6-2 6. BT - 55

FRHDORBEERFEDLSICITARXIND

O

OUEZMIITINK/TIRNF—BZHENT 5L S(CEET 3.
O7FH ALS BED=HOEBEMIRIILF—SENEEXIMRIBEINTNS.

1) ERIXILE—8

WO ORERNIEGTFEETFNTL2RFTH Y, EEFRN IR L EZONTW S,
R THROYUEHEDT2DDFIEFLE L WHMEDIT T, BT AN F—EORBH RIS ST
W3 VP REMEFRE R SUHICE W CEHE SN RR AR E, SRESAGFRERE S oL
W) TGOS & Y 2EUETE ALS BEICB W CHE OAEFH T T A 400kcal/H O & i
D RAEFREDE M P RUGE AN o 72 L0 ) 8 TAGBROMETH 5 2 $72, BWiEOKE
WA RSB & D DRER I o 7ERIRR, BWiRIRERIN L 7S Tl AP &
W EPHESINTWS ® ALS BEORIHE T AN X —alllE R EOMEr S, T2 Gk
EH, RNBLOHA (Fid) 225 BEENT AV F—E0FHAIRB SN TV L0387, 721
HERE D SFESNZZEHRNIAARANGZAVFEF—BLZI12% 57 AARNBE ToHfE
UTo200HEshTns >

(1) TEE=1.68XBEE+11.8XALSFRS-R—680
- TEE : 1 B#SEEI R/L¥—2 (total energy expenditure, kcal/B)
- BEE : Harris-Benedict XA 58 LB HHIEES (basal energy expendi-
ture, kcal/B)
- ALSFRS-R : 245T ALS #8ESHIRE (amyotrophic lateral sclerosis functional
rating scale-revised) D8R

(2) REE=1.000251XBEE+313.3507XTV—112.036
- REE : REBEIRILF¥—HEE (resting energy expenditure, kcal/B)
- TV —@E&E (tidal volume, L)
- TEE (3 REEXEENMRH TKD B

%8Z Harris-Benedict ® (W : f&&E kg, H: & cm, A:F§&)

[$31%] BEE=66.47+13.75W+5.00H—6.76A
[%z1%] BEE=655.1+9.56W+1.85H—4.68A
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%B, [EYWH T AT [tracheostomy (and) invasive ventilation : TIV] A%EA &7z
e BT, BAHICR 5720 ERRofS I TE v (Q&A 6-7 ).

RS NS BICRER G EIZOVTUIZE T Y ADAR L T % 8 REOMERE - BINZHR)
BIEHNIHE STV R,

2) BEEH
HEG R L, AT FRE ORE & MRS, REMEFFODOKIMEL LTIRR L Z
EDVHERE SN TS, HETREDPRETSH > THETEORERD 2300 25651213, B
HEROIAT, OB TEAN TR A VT -2 B 55§52 L 25 (Q&A 6-
5 Q&A6-6 ). HELERAKRS A PR2EE Lo v) #ihidz v,

[SE&DHFRFE]
BRIV F —FEOEG T RIS T ABREIIE T Y ARRIBOTWAEA, HARIZBWTY
MREDSLETH A, FLEBRI AN —mORNEE, BERTREZTFHFLALVT—F - AL
F—Ro IOV T MLV LETH 5.

ik

1)  Wills AM, Hubbard J, Macklin EA, et al; MDA Clinical Research Network. Hypercaloric enteral nutrition
in patients with amyotrophic lateral sclerosis: a randomised, double-blind, placebo-controlled phase 2
trial. Lancet 2014; 383: 2065-2072.

2) Ludolph AC, Dorst ], Dreyhaupt J, et al; LIPCAL-ALS Study Group. Effect of high-caloric nutrition on sur-
vival in amyotrophic lateral sclerosis. Ann Neurol 2020; 87: 206-216.

3) Shimizu T, Nakayama Y, Matsuda C, et al. Prognostic significance of body weight variation after diagnosis
in ALS: a single-centre prospective cohort study. ] Neurol 2019; 266: 1412-1420.

4) Kasarskis EJ, Mendiondo MS, Matthews DE, et al; ALS Nutrition/NIPPV Study Group. Estimating daily
energy expenditure in individuals with amyotrophic lateral sclerosis. Am J Clin Nutr 2014; 99: 792-803.

5)  Shimizu T, Ishikawa-Takata K, Sakata A, et al. The measurement and estimation of total energy expendi-
ture in Japanese patients with ALS: a doubly labelled water method study. Amyotroph Lateral Scler Fron-
totemporal Degener 2017; 18: 37-45.

6) Jésus P, Marin B, Fayemendy P, et al. Resting energy expenditure equations in amyotrophic lateral sclero-
sis, creation of an ALS-specific equation. Clin Nutr 2019; 38: 1657-1665.

7) Kurihara M, Bamba S, Yasuhara S, et al. Factors affecting energy metabolism and prognosis in patients
with amyotrophic lateral sclerosis. Ann Nutr Metab 2021; 77: 236-243.

8) Nieves JW, Gennings C, Factor-Litvak P, et al; Amyotrophic Lateral Sclerosis Multicenter Cohort Study of
Oxidative Stress (ALS COSMOS) Study Group. Association between dietary intake and function in amy-
otrophic lateral sclerosis. JAMA Neurol 2016; 73: 1425-1432.
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Questions and Answers (Q&A)

Questions and Answers 6-3 6. BET - &

EETHEEIX ED &K S ICEHET B H

EZ

OB S, R, SHMRE, BRETEENOR V) -—ZVT772 N, BRER - BT
RIFIRG E(ICK V) ERNICTHET .
OREFIRAE - FREEESLRIICTHET 52 &D, BTREORPRRICHETHS.

FAHE TR ILRETZIZR R TH 5. ZOMETBRRIITMEANED D ), IR E 1T
A TETEMBEEEATY A TS 5. BAFKREZ 7§ & & bIZ, BEGELEAHIE~DI
A, B LT AT ORMEZ 479 .
FLAHE T E O BEH & RN ADEETH Y, ETOEEKETHoTHINEY 77—
TaUHABHRATH D L) BEESWETF -2 L LTHAL, AXDELA - IKRbIEL
AREXZBLBED DD Tz, RYMAANIBERTPE - KEEFHCOEHNTH 5. HANE T RE
DHEDP VB EREEZENE L VWHEIR, HAETREECOVWTORIP RN LEEHD,
TETORFHMIOWTH LB T LI EPEETHL. HEZE LT3 2 LM%
HOIEHE 24T .
LUFICEHMIE B L Ol R 4 > + 2R
L. Ny FH A FCHRRTE2EEWTREEDT A 2
(1) & AEFORWICL 2 LERHERD L.
(2) B : fogh - R 12 RIS S, B2 LA 5.
(3) & AT B, HBICEMARL B,
(4) FOZAL : AFPRERICB LV LFREN DL ALFENM L.
(5) MHEHEFE © Bk Lo £ THEAED L.
(6) FLHRAKT.
(7) AHIFH OUER & AFHP DT,
(8) HEFNEDEAL it/ 3 L72b 0% dtlT 2, o0 bDEIfT.
(9) AR OZAL « fkAdL & S EzM, AP IRNS 2IEND, YD TIENIZEE L
TW5.

2. A7) ==V FANY

(1) IAEMER KA T A b (repetitive saliva swallowing test : RSST) : W ST kS 2 MEGH %S |-
OfiEs CEHM. 30 BT 3 MPLETHIUIIEF.

(2) WETAKREKA T A I (modified water swallowing test : MWS) : 3mL DK % FIPERTEE IZ A
T, W ARRE L HE T RI R OIS O 2 BB 5.

(3) SRR - SHERICIEZ 2s 2 24 C, W35 L e T HIAR O MR 2 JEIS 5.
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3. BRER R

(1) M T35 (videofluoroscopy : VF)V 1 ARSI COBE /T T4, MARIZE 74 Wi
B L TS 5. VF OMAERRILT L O BEOTPHEORELZ L T2 L IFRS
. REROHMNCH 720 TE, BAERF O - PHE R EMAIEE 2 5 2 5 BN
IRGEAR - R 2 RS 5.

(2) W NINBIEE (videoendoscopy © VE)* 1 NHHEETIZ, WET BRI E O L, B IRE R
REDIRTE (FHIZAEAZE), IHBERWRBHN O Rr R OIRRE, DO ORI, WET BT #% O I
GHRPMEIHN O BB OIREE, 72 &% 3Fili§ 5.

ZOEH, HIEWER S, HTEEFEMEICL 2 HEOWESEHTHL " LOWENDH L.

WP A4 & T R E I LIEAT LTS 20T, IR OEALS AL N6, FAVR L
b A TRRREO Rl 2 M 24T . e, REIKE L BN T RRAE T T 5 2 LS.
FLATHE P RRRERTAN L, SO & D EIIICAT ) 2 LN E L. BEIREERZ A 7 —viZon
TIE, AR RIS U TRV MT 5 8

[S&DAFAFE]
HETHOWE FHREICOWT, BEOEHDP DR, B2 RARL T ORHEE ORI KD 5
ns.

B4

D PPERT. BRheafR, TR
https://bsd.neuroinf.jp/wiki/ % E5%9A % A5%E4%B8 %8B %EI%IA %ICHES%AE%B3 (i #% 7 7 & A
2023 44 1)

2) R R RER, 30 AAEAETUNEY T - VEQRERGIRA S - BT
R R [ 5HR] 2015 SR
https://www jsdr.or.jp/wp-content/uploads/file/doc/assessment2015-announce.pdf (3#%7 7 & & 2023 4

47)

3) W, FERRRT, NLERSE, 13h. HABAEEE T NE) 57— 3 VESERRERES BT
i 5 o> 5 2019.
https://www.jsdr.or.jp/wp-content/uploads/file/doc/assessment2019-announce.pdf (3#¢7 7 & & 2023 4
4 1)

4) kR, BRI, NUBRSE, 13 HABRET U NEY T - VEQPORRGTRE & TR
oA GEI) . HARBEW N YN 77— a VERERRET A S 2014 FE. HEAW T &
7t 2014; 18: 166-186.
http://www jsdr.or.jp/wp-content/uploads/file/doc/VF18-2-p166-186.pdf (fx#%7 7 t A 2023 4-4 H)

5 R A%, AR, BOUNE, 13 AAEE T UNE Y T - 3 VKRR RN S BT
BEMAL O TN 2012 BLRT (BIERD). HHELEHET V) /v &3k 2013; 17: 87-99.
http://www jsdr.orjp/wp-content/uploads/file/doc/endoscope-revision2012.pdf (¥#% 7 7 & A 2023 4 4
H)

6) Hiraoka A, Yoshikawa M, Nakamori M, et al. Maximum tongue pressure is associated with swallowing
dysfunction in ALS patients. Dysphagia 2017; 32: 542-547.

7) Nakamori M, Hosomi N, Takaki S, et al. Tongue thickness evaluation using ultrasonography can predict
swallowing function in amyotrophic lateral sclerosis patients. Clin Neurophysiol 2016; 127: 1669-1674.

8) Yunusova Y, Plowman EK, Green JR, et al. Clinical Measures of Bulbar Dysfunction in ALS. Front Neurol
2019; 10: 106.
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Questions and Answers (Q&A)

Questions and Answers 6-4 6. BET - &

HRETFESICEEDKS ITHUT BHH

EZ

OZHBICKVETIIR (A - BEIIR) ZEAL, REBLLZRSD.
OHERETESNMETL, RERBE, Rt ZROBRUNTE > TELLLHKLEBEE,
RERE, REHLEFHCESEZRTS.

A TR E L ALS OFSEHIEIZREOEIRTH Y, Bik, K2, HHErENizs, RE%e
DRERMEDE T 5720, FHONHERBW ENEALEE 25, BEAFICE 85K - AFHD
BoteoHESR, SHEEHOER, KREHRAD R EHH 5B @M 1 TN (Q&A 6-
3BM) 24T, WET IO 2 FIN 20805 5. B PRSI LT, KA - Bl
fili - BFEEOeAE L - SREIEE L - AR KRB R — M F— 2% EOLRRME I L CHE AT
BRED MBI L ERIGE AT S AL T L, MR M7 U722 Mid% T IR B A N S a3
BB TR O N5 (2021 4FEERFAT).

We T ABE, EWEAVAEEIE, AuRuBEIRICRI S TS, EEIHTE, 4§
B - S8, YRR, BARNER EICOWTEREDIRBICG UCHEL4T) 1 MEIHE L
T, BERFPHG, ISR, e T AR, SRR & BIK S 8 5 BEIRAS LA, S P 8K
Aoy FE R EHWE Lz7a—A Y7l (A bE—T3 v 70KE RSBV TS), &
BALERZ IR S A 7N T (B, ) 7 54 =2 Z OB RIC T2 25C, WEiE
BB LSETHH RS2 L1 %KL), W FREHOFBREFEREND D, FERIIS U CTHifr
T4, TIPS L e T RIS A S e AR S TRB Y, IR IIlkE ) 2 LT
HEFHEREDSHEFF SN2 e TAME D H B2 Lo L, B3 ML DICBAIZED X H I
M ZHED725 L VDOPIZOVTHOIE TV AlF a3

WEFAMAE-L, 2OoRMEROLEEL L%21To T, KERE, 2 - 2R oGt
BE o TEPAE, BERE (Q&A 6-5, Q&A 6-6 ), HER I T (Q&A 6-8 1) 7%
EERETAZ LIRS,

[SE&DFRE]

ALS O T AFIZOWT, ZFOIEROMEEIZIE U2 EO YT v A DMEIRD S
5.
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ik

1)
2)

3)

6. BET - RE

Waito AA, Valenzano TJ, Peladeau-Pigeon M, Steele CM. Trends in Research Literature Describing Dys-
phagia in Motor Neuron Diseases (MND): a scoping review. Dysphagia 2017; 32: 734-747.

Plowman EK, Tabor-Gray L, Rosado KM, et al. Impact of expiratory strength training in amyotrophic lat-
eral sclerosis: results of a randomized, sham-controlled trial. Muscle Nerve 2019; 59: 40-46.

Epps D, Kwan JY, Russell JW, et al. Evaluation and management of dysphagia in amyotrophic lateral scle-
rosis: a survey of speech-language pathologists' clinical practice. J Clin Neuromuscul Dis 2020; 21: 135-143.
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Questions and Answers (Q&A)

Questions and Answers 6-5 6. BET - &

ROEMPREH#ICE > fcEFLEFESHLTNIE IV

EZ

ORDEMEPIUEFZFIRUAZELL, BEPREBELGLICIIBEREZIRELTS.
BICRBD ) RT7DH D563, BERBZRHICEATS.

HIERAELTT 2 &, HOEHFEFIC L) DENBEPWEEC 22 & & 12, IS O )
R R & DRI E12 & ) IHEHA S B OBRWEEAELT, BHED Y A7 05 E 5.
FETTHRIN D A CTRARERD DT T 256, TIPS X 2 PR RE O B LR Rk D 1) 2
I HHDHYEE, BIENE PR LAREL L, BEREL EREL T 5. SlE)H
ETHAHLEE, EWERDLIZTEL, T L2V ) IHEL LD S, HENRGIT 52
EIC & o TRMEMEMI SR D FBEICHD %

R AR, B REREE - MKW 280X END 5. R AW
ISR EIRT 2550 5575, ALS TIXHILERRI RN 2 Lh b, &
IR RAE DRSNS 2 & 13— TIT AW,

1) BEDSDERERE
ALSIZBWTIRBAWLNTWE HETH L V2 THE - NPT 22— 7wz jE -
WEED 7 725 LR &, BN T 2 — 758 X Bt o Fiicb 2% s, 7272, 8
BEERITRENTH Y, IPIEREAMET LTV EFIIIY A7 b H L7720, &R0 EaT
BRVAZEWMRLGVOLEATLIRETHS (Q&A6-6 ). S 2 —TDF L 712iE, N
YOR=RNE N — IO 2FEFDSH B S, ENENIHHBBES R H 2 L, FEHRKEDOY
A REEF 2 —TDOBELED) AR LI L2 EELTHIET S

2) RERERS
BANGIEEEY - T, TOPHELEITRIESERL TV, 272, RMEHTE,
FIE - N OB AEIZ OV T DR Ty THLETH L. 77 HEAR T LA MR LY
{, Fa—TOLKPHEL BWF 2 -7 XD 3PEL R L. VAT & LTIRRFOZIFAD D
%.

3) EERRE
HLERREPMET L Twah L &L, BERENATIRE L JIZIEMTHSL " 2, Bl
DA EFELMELLVEFICEEATLIENDH Y, TOERE— P 2RI 25605 5.
L L, IRRDOGIEMETH 2 58 2 L 2 W7D IAKDIENCARTH Y, Bz +
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FIATIREND D, APHEE LTH T — T IVIRY, MRER R &5 5.

FEITHENHNETH > T, BOELAZLZDGNPLETH L. —J7, BRHEMENi%ILES
DATEDY (quality of life : QOL) % L (KT S 5720, MR FHIIRD EELWENTDH
b, 72, ANDHZIEDHMREN AT ZIE LGS 5 2 & ETH L. BEEERIE KB
Lldwvz, BEISHELZVLER, WRERBE T V@RI I v 72T 255650 L
TR AIEDLETH 5 5 FEOLEIEIZOWTOFHM 2 A 517, FEROB VR A
LIEE LSt R E L T LRSI RDEND.

[SEDIRFRFE]
BHANE GV — RO EF QOL OHEMEII R S hTwiewnds, BRI S O S8
HEARIN, EBELZOBEVEHBEERZIBINL TV AL OWEIIREETH S ).

B4

1)

2)

3)
4)

5)

Stavroulakis T, Walsh T, Shaw PJ, McDermott CJ; Progas Study. Gastrostomy use in motor neurone dis-
ease (MND): a review, meta-analysis and survey of current practice. Amyotroph Lateral Scler Frontotem-
poral Degener 2013; 14: 96-104.

Miller RG, Jackson CE, Kasarskis EJ, et al; Quality Standards Subcommittee of the American Academy of
Neurology. Practice parameter update: the care of the patient with amyotrophic lateral sclerosis: multidis-
ciplinary care, symptom management, and cognitive/behavioral impairment (an evidence-based review):
report of the Quality Standards Subcommittee of the American Academy of Neurology. Neurology 2009;
73:1227-1233.

BRI, FTREAIME, AT W, (37 AR RISREEAUAE T B IR IR IR AR AR L. AR
F 2004; 60: 543-548.

Greenwood DI. Nutritional management of amyotrophic lateral sclerosis. Nutr Clin Pract 2013; 28: 392-
399.

McDonnell E, Schoenfeld D, Paganoni S, Atassi N. Causal inference methods to study gastric tube use in
amyotrophic lateral sclerosis. Neurology 2017; 89: 1483-1489.
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Questions and Answers (Q&A)

Questions and Answers 6-6 6. BT - R

AR B ESEERMOENE Y R T (3 EhH

EZ

OFAIFED 10% U LOGERL, T - BEEOFL G EDBRIEFTEEDYNBHIRA D
S5N315EFBEERZIRETT .

ORREARFBIBBERMSE, RAE U TEAMESED 50% L EDEHAICITS.

OB EEHEDITREENRIENRAND) R T TH .

ALS IZB 1T A #EEREOTE L LT, MENBEN BN (percutaneous endoscopic
gastrostomy : PEG) 13k d —#% HiETh 5. B H A LM PR OUGE & EEO]
(quality of life : QOL) OHeFF - 1 F & HIF L 7R TH 5 2 &, AR MRS
FTAHAMRBIEE 2D 2L, ILERBROLEVHRINIRETHL I LW, mxiFH0oE 2
TIORARL 2%, FFHE L W) BUND S IKEIIA DS, T REE &) Bl S 1T RE
DIIIFEIRDS, LAVEE V) B S IIIFRBEREDSERR D FEHE L 72 5.

1) PEGDIL=ZVT

HEWD % PRT 572D DREFLE L VI BLED S, KERDOBESH G OIEEL %
. JREARED 10% L EOKRERDPELRTH S Y i EIHEE (body mass index : BMI) <
185kg/m* I AEMFPHEAROFMUHFTHY, ZZFEFTHE-> IR SRV

We T REEREROFEAE L LClE, AHEOWMD, AHMOLEE, SFHBEOZ(, ekl
MHIFHND Y e - BRI % D PEG OIS & 2 5A%, FEFRENE LTUIET &5,

PEG DREWNZHET 5 DIEIFRERETH 5. BTG R=50% TOERDHERI NS 49,
NG <30% TO PEG 3G THh ), ik - BICIFRAEDSEAL T 2 W REIE . I
W REREASTE W IGA R 3 TISIHBR Y A THA (non-invasive ventilation : NIV) 258 A SLTw»
L1, NIV FTOPEG 2179 2 & bET§ 5 ¥ (Q&A 3-6 ). BIIRIL " FRALK R EDS
EH LD 210 (A7 < LD 45 mmHg Kiilf) TOMEEIEE L7

TN I BHE A PEG OEFR LI L 2 WAL, BEREIPEGOREEHEONL X
TP 5RHEZZBBICANGZS LR OHH 28RS &, Tl AE - IT0RpE

fE - METARREOFHII 2 47\, PEGOWYI R ¥ 4 I Vv 72k S BV ENEETH 5.

2) PEGDURT
ALSIZBIT 5 PEG OV A7 1%, ik - RO OE/LTH 5. ik OMREEHR M D
137, FPIRBRREASE WIRE CO HMLERRIIITRA I L 2 R CD ) X7 2155 . 2N
FAi AIROFA L D IRAETFADIT) 5 IIL R, TVEXI VT A L MEDIEH A
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RARETH ), PEG B S N TSI TO/_KDLETH S "

PEG D3O IHE L LTI, WIS, R, B, B R PR o WEETE IS X
5 HEEROERY, BEENZEPHTOoNL. BHETF 2 — T ORI, JEEN~ O
ATHEET 5

3) PEG LINADBBERFER
A TlE PEG BAAHIZ, radiologically inserted gastrostomy (RIG), per-oral image-guided
gastrostomy (PIG) 25t SN TV 2%, HATIZE KTV 7zo TnZe s 310,

[SEDIRFRFE]
PEG D ¥ A I 72O\ T, WHEFEEZZ T Th <, BMI RIIDDRERLE, wAl 78
HEBAMNGEBLED S OIBRKO SN .

B4

1) Fasano A, Fini N, Ferraro D, et al; Errals, Mandrioli J. Percutaneous endoscopic gastrostomy, body weight
loss and survival in amyotrophic lateral sclerosis: a population-based registry study. Amyotroph Lateral
Scler Frontotemporal Degener 2017; 18: 233-242.

2) Barone M, Viggiani MT, Introna A, et al. Nutritional prognostic factors for survival in amyotrophic lateral
sclerosis patients undergone percutaneous endoscopic gastrostomy placement. Amyotroph Lateral Scler
Frontotemporal Degener 2019; 20: 490-496.

3) Stavroulakis T, Walsh T, Shaw PJ, McDermott CJ; Progas Study. Gastrostomy use in motor neurone dis-
ease (MND): a review, meta-analysis and survey of current practice. Amyotroph Lateral Scler Frontotem-
poral Degener 2013; 14: 96-104.

4) Miller RG, Jackson CE, Kasarskis EJ, et al; Quality Standards Subcommittee of the American Academy of
Neurology. Practice parameter update: the care of the patient with amyotrophic lateral sclerosis: drug,
nutritional, and respiratory therapies (an evidence-based review): report of the Quality Standards Sub-
committee of the American Academy of Neurology. Neurology 2009; 73: 1218-1226.

5) McDonnell E, Schoenfeld D, Paganoni S, Atassi N. Causal inference methods to study gastric tube use in
amyotrophic lateral sclerosis. Neurology 2017; 89: 1483-1489.

6) BanfiP, Volpato E, Valota C, et al. Use of noninvasive ventilation during feeding tube placement. Respir
Care 2017; 62: 1474-1484.

7) Bokuda K, Shimizu T, Imamura K, et al. Predictive factors for prognosis following unsedated percuta-
neous endoscopic gastrostomy in ALS patients. Muscle Nerve 2016; 54: 277-283.

8) Nagashima K, Furuta N, Makioka K, et al. An analysis of prognostic factors after percutaneous endoscopic
gastrostomy placement in Japanese patients with amyotrophic lateral sclerosis. ] Neurol Sci 2017; 376: 202-
205.

9) WAKERE, BRI AR FUL 130 AN R 30T B R RIS B S R O fl O By if—x)
SR, AIHE, FRICOWTORE. AR 2007; 47: 565-570.

10) ProGas Study Group. Gastrostomy in patients with amyotrophic lateral sclerosis (ProGas): a prospective
cohort study. Lancet Neurol 2015; 14: 702-709.
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Questions and Answers (Q&A)

Questions and Answers 6-7 6. BET - &

[FEIRZRREEZDREEEFEDLSICTNREXIND

EZ

OREVIR TATIRR (TIV) BWEZHEE T IETHICHVT(E, ETICHVEABHREC S
BeHBEMIRILF—SBZHIRT 2HENHS.
OIHREHNATIRSG (NIV) AT CTOREERTEGEILLTULEL.

ALS T, K[EWH T AT [tracheostomy (and) invasive ventilation : TIV] 3 AR %
TIEAHIUERE D < 25, TIV FBEHOEITINIIPFRIC X 2 AV F—HEP R LD, &
K& DBEML > & BB A D T AN F—IHEHIF RS 5720, RAHRENERITT2 2 F
755 UiADIREE (totally locked-in state : TLS) 12\ 725 &, HREPED T4 L F — iR itk o
WAL, SHICZANVF—RBPETT 5720, HERZ AV F—BOFTENLETH S

TIVHOEFIIBITHMEA DY) — XA — % =12 X % 24 Wk A OV ¥ — B = E 07—
oL, TBAEREREG] T 1,000keal/H, PURBSESIREIER]TH 900keal/H, TLS BITH
800kca/l HOZ AN F—{HBICL LE L EHESN TS Y F72, ZEEMKECLZMET
b TLS #Ti% 600~800kcal/ H DI #E TH > 7= L DG H Y, TIV FOHEFTH ALS TIEFEL
WERHICH L LB 2

EACHRET, BUNCHOA-) AT -5 R0ML < &, REORN (W), Wi - K%
THeBiOBR, TR, SIEREZIET 20T, BT RVF—BOHIRAWLEIZ R S 30,
L Lans, TAVF—moRMHIBIE, K7V 73 Vi, SRt S5, MEoHEs
ROBEICH %5, BTEREZTHIL, REREDHERTE 2 K8BREIIME L SN TR,

IR A THA (non-invasive ventilation : NIV) FIZ3B 1) 2 REB I L T,
NIV (2 & 2 AR ORI T AL F— 2T S 2037, BAKRTHRERDIHEL &9
THNE TG BTN T EPLETH 5.

[SEDIRRRE]
EACHREE, IBIERIREICH S TIV F ALS BED20D, KA NVF—Th ) 2235 5E
REEZMEFECT X AR EOMY, BEREFOMEIHHFEINS.

ik

D KRR o AW, HE A RS - BERE T O ALS BEOLEL AV F —EOME. FR
AR 1991; 31: 255-259.

2) Ichihara N, Namba K, Ishikawa-Takata K, et al. Energy requirement assessed by doubly-labeled water
method in patients with advanced amyotrophic lateral sclerosis managed by tracheostomy positive pres-
sure ventilation. Amyotroph Lateral Scler 2012; 13: 544-549.
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5)
6)

7)
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Matsuda C, Shimizu T, Nakayama Y, et al. Macroglossia in advanced amyotrophic lateral sclerosis. Muscle
Nerve 2016; 54: 386-390.

Nakayama Y, Shimizu T, Matsuda C, et al. Non-motor manifestations in ALS patients with tracheostomy
and invasive ventilation. Muscle Nerve 2018; 57: 735-741.

Nishiyama Y, Abe K, Tokunaga J, Numayama T. Metabolic syndrome in advanced amyotrophic lateral
sclerosis patients with tracheostomy-invasive ventilation. Neurol Clin Neurosci 2019; 7: 174-179.

Shimizu T, Honda M, Ohashi T, et al. Hyperosmolar hyperglycemic state in advanced amyotrophic lateral
sclerosis. Amyotroph Lateral Scler 2011; 12: 379-381.

Georges M, Morélot-Panzini C, Similowski T, Gonzalez-Bermejo ]. Noninvasive ventilation reduces ener-
gy expenditure in amyotrophic lateral sclerosis. BMC Pulm Med 2014; 14: 17.
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Questions and Answers (Q&A)

Questions and Answers 6-8 6. BT - R

SREERSLEFHTODER « 757& « SHAE{ETH

EZ

O:3ERSIEFMIE, REFEMRORENHZH, TEFZORBRENSVIES, B FEEEND
EPPETERES, SESETNII 1=/ —Y 3V RBTOENRAAD LSS
[SERERS.

O REFHLEFMICIEBOMXHN H Y, IREBELEM, WRIERANEM, SEREVSH, RESE
DEMBREDRNTHS.

OEHHEE UT, FMispiiR - MigFRA2IHF5NS.

1) &

AAHEVEN O SR, W T RREOMIBEIRF TE ZwvwihE, SRR TOII 2= —Ta Yy
DWHETDH LG HEIS & %% 5 Y ALS OB TN 23D 720 12 NG 172 ED H
WTEREVRAPRIREN DG ED D 505, ZORRIZB VTS { O ERMER; IE T4 0 #)5 %
W7z LTHY), HEMWERE & Od#EZ EET 5. FEFEREL AT 2028V TISE W
EEDYIF RV, AER RS ERERELZ M) 2 & L PTREDHELE 2 5.

2) Bk

AR IR Tl 20 RSB s, MiIEER D S, LT IUD IR - R - BEICBVL TR
WeABEREETHEL, RMZ 22T AW THh 5. WREHST, EEB M Y, A
FOEWI AN ®, WEBH A 8 © 7 EMRENTH 5. BT 5 2 L ITRARELE 2D, S
WHEEET S 2 LITMA TRIFEERE (WU - BAEE - i) 28K 50ThL. BHEMEN %
FHIRIFIIE <, EHERE - WH LB R Z R SED ZENRTE L0, BEOEIRER, it
HLOAHBROIEONS. LI - INERERE ORI X o TR gL 2 5%, Tk
BFREOREICL > TEIBOENTELR2VWEAELH ), ZOLAICEKRD I B LAZY K-
FTHILREDL, FEICHIT .

B, FHFEREOEELIMAT, 5P LORMFELIZAGOFR ZioTCIIa=r—Ya >y
DTFE LT LRAPITON TS (Q&A 99 BH).

3) SIHE
BB D2 AIRSRAERCIPIARAEAC T 20 &4 SIRB I HEA S V) AT RE DM 7 72, I
BRI AT Tl RIS X 2 ) A7 A3 < 7% 0 JRFTRREE T T OMGES 2 25 2 56
D BH\3H, EHMRRRICANTIFREG»SEER TE 2w EAeE N5, i A THke:
BAOBEGERD LHEE b, MROGHHE L LTI TSR M R AN 4 0 BAL I
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Y500 AANKEILMEGIHE L LT, WM 20T X 0 M2y 525, #8872
MR 7% EOHEDOWETTHTRRTHSH. /2, AATELZHBEL TIWITEnI L
TR - NEE - RIS v 7R THRT 5 LEDD L. RAREL 2 ZEDHILE L
TPHSRE, AT e EAER T C OB BEHOHE STw B, BREERTIE TR IS, RIS
LA & oy 2Dy, EHINR BTN O OBKR A AR EWE R ETHIET 5.

[SEDMFRE]

FHRRECAIHE - TINO S A I 27, BREHEIZOWT, IPRIRRER REIRELR E2 R T R
AR ARO 5N L. PAHIIH SR & OMEED»LETH 5 2%, HHMHEF CoaEHRHAD
RIS X B &, FRHERS LT 247 2 A IR L TV 223 0 A3 % 10 IAig A RL & 5 5
MHWER: & DD L T 5.

B4

D JEH{Eih. ALS OME T Bt sE—IBEH U 0 M/ S8 Bl 4 O Pk & IS5 4E. Brain Nerve 2007;
59: 1149-1154.

2) HARFRMWER 2 Gi). WETREZHA A N7 1 2 2018 4EiR, 2018.

3) Katoh M, Ueha R, Sato T, et al. Choice of aspiration prevention surgery for patients with neuromuscular
disorders: report of three cases. Front Surg 2019; 6: 66.

4) EEFEA RUBRIEGNIN 5 2 Wik b 2 019 2 /5 PR SR. 1R 2008; 20: 5-12.

5) Lindeman RC. Diverting the paralyzed larynx: a reversible procedure for interactable aspiration. Laryngo-
scope 1975; 85: 157-180.

6) Yarington CT, Sutton D. Clinical experience with the tracheoesophageal anastomosis for intractable aspi-
ration. Ann Otol Rhinol Laryngol 1976; 85: 609-612.

7) WHE, AR, BOKZ 130 TR T 7oRME NS 2 7R T GBS O A R AL
H 3 5% 2014; 117: 1457-1462.

8) Adachi K, Umezaki T, Kiyohara H, et al. Clinical outcomes of tracheoesophageal diversion for intractable
aspiration. ] Laryngol Otol 2015; 129 (Suppl 2): S69-S73.

9) Zocratto OB, Savassi-Rocha PR, Paixdo RM, Salles JM. Laryngotracheal separation surgery: outcome in 60
patients. Otolaryngol Head Neck Surg 2006; 135: 571-575.

10) /NTHIERN, BEADRE, ANAEGE, (35, AFBOF RIEGERZHI 3BT 5 T FSE 0 5 TAT O FE iR

JL. HH 5L 2020; 123: 563-571.
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Questions and Answers (Q&A)

Questions and Answers 7-1 7. [FIREIE

[FIREEEEES = RHICIEET 3 ICR ESTNIFINLD

EZ

OIFIRERNEIRT BA0(CIFIREEERE (FLIRT 5726, EHRNLGBHINESE (FVC) REZT
5. F FVCHMET T ZAIICKRA (ERIER) ERIZRHPTL<, ZORBICEIRAE/NILR
FFIA=F—, RUVLITF71—%1T5.

ALS OWFWEAERERE E 12 ) SER OB FUIAETE OE (quality of life : QOL) & AAFRIEEZ 5.
2 5. WRERERE SO R HNE, JEHREM A TS (non-invasive ventilation : NIV) DEA
KR D PE 2 & O TR AERDOBIHR TS b o T 5720 HETH 5.

ALS TIIFPIRBEAEREE 120 ) ARIRPBURICIE (R 1) CHITFR L) b OXH2H, NI
HEERICZ LW EWS v, —RGEITE LTI IRINESE M2 205 2 e Hdh 5.
SERASI B 2 RETZIZ % 1T & (forced vital capacity : FVC) % 1% U &M CRE T L%
BB, MR A 2D DD DS (Q&A2-7TZH). #ITETHL7-00MIZIE3 2 H
TEY ZORIZ1L 2 HTLICEHET A2 LELNDH 5.

H o ORI ASBLS 2 B ISR - BEIRE OB MBIT 5 2 E MO THB Y, KHE
B XNVAFFT AT =, RV LT TT7 4 —3RITENTH S > ey 7 7
774 =S N TV D287, By, 3 X MYRED SEHR CTEIES 5 2 L IZHEETH 5 ©.

FVC, &KW AT (maximal inspiratory pressure : MIP) CaFilis % Z L AHENTH YD, £
D7 H>T FVC I FEMEDE S CHRAIER EHBE T 272012 X K{ATbTw5 7 & 7Bk Kt
i (cough peak flow : CPF) R KI5 (peak expiratory flow : PEF) I fifH 25} T X,
FVC &0 b RN 5 2.

BN EBIRMGE T 2 ATIERE ST DL, Ak G OB S IR 5 °.

xR 1 BEEEAIFRECERSE(CH1T B IFIRIEIR & iR

R Iz
- IR - IFIRAEN O
- SERITIR AL - SRV
- RAIFIR - SBITIR
- SADEER - BIEEEBN DR

» B DIRIRIAG
* JBiE5 LI IZR
s INETIREE
* NEEE), R NBITORERE, HERFR/IBRTEL.
(Braun AT, et al. Clin Chest Med 2018; 39: 391-400. " &4 {EM)
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7. IYOREIR

A B M 2 Ko B R AR AR AT X AR B 2 BTl 2 720 I Th 5 4%, RFEICH
L L 72 BRI LIS TS5 5 2 & IIHEETH 5 ©.

[S&DIHFRFRE]

BRIR CHIEICAT ) & E AW RE R L ORI LETH 5.

RIS B b e £ 3 E (end-tidal carbon dioxide : EtCOy) € =% 1) ¥ Z I3t nd 5 72
DD, BREEH DR iREDH 5.

ik

1
2)

3)

4)

5)
6)

7)

Braun AT, Caballero-Eraso C, Lechtzin N. Amyotrophic lateral sclerosis and the respiratory system. Clin
Chest Med 2018; 39: 391-400.

NICE Guideline. Motor neurone disease: assessment and management. 2016.
https://www.nice.org.uk/guidance/ng42 (ixi#&7 7 & A 2023 44 H)

Clinical indications for noninvasive positive pressure ventilation in chronic respiratory failure due to
restrictive lung disease, COPD, and nocturnal hypoventilation: a consensus conference report. Chest 1999;
116: 521-534.

Baxter SK, Johnson M, Clowes M, et al. Optimizing the noninvasive ventilation pathway for patients with
amyotrophic lateral sclerosis/motor neuron disease: a systematic review. Amyotroph Lateral Scler Fron-
totemporal Degener 2019; 20: 461-472.

Boentert M, Glatz C, Helmle C, et al. Prevalence of sleep apnoea and capnographic detection of nocturnal
hypoventilation in amyotrophic lateral sclerosis. ] Neurol Neurosurg Psychiatry 2018; 89: 418-424.
Morelot-Panzini C, Bruneteau G, Gonzalez-Bermejo J. NIV in amyotrophic lateral sclerosis: The 'when'
and 'how' of the matter. Respirology 2019; 24: 521-530.

Andrews JA, Meng L, Kulke SF, et al. Association between decline in slow vital capacity and respiratory
insufficiency, use of assisted ventilation, tracheostomy, or death in patients with amyotrophic lateral scle-
rosis. JAMA Neurol 2018; 75: 58-64.
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Questions and Answers (Q&A)

Questions and Answers 7-2 7. [FIREIE

[FIRERERREZSICHTHUNEYF—2a VR EDKSICITSH

EZ

O IREREBE (T B UNEY T— 3 (IEFHRICHET 3728, —ROICIRSHH ML —
Z>7 (IMT), MSE2%IBPIT=HONL—=27" (LVRT), FEFNIZEFHE (MAC) &
PIThNBLSCE->TWS. [FIRERDLIRT BHiCEIAT 3.

ALS (ZBF % MU AR RERE T D SR 0 O & DISIFR O KT T 5. PR IR §
MXKE W 2 BRET HRENHMET L, SOEEGYE 2 13 U W% B o M E AYE 65 P #5121
K69 2 72D IS L ETH 5.

ALAE, ALS ICBUF HIPIRREE I L, PR B Ak e MR & L Tlifs S hTwv b,
SABEALE 7 EIPRBL A RE I AR D IR A ISEATE THB Y, HARN & HELR E DR
AAEINDL L)oo TETWD. ALS THEF 2EENIAETH 505, WM & R
THHEELDTOMEEIAIETH L WREMNEYD 5.

IR RE R S5 209 2 WP B SA9E & LT b L — = > 7 (inspiratory muscle training :
IMT), %) 7 v— bt X b+ b L—=r7 (lung volume recruitment training : LVRT),
PETHIZIEARE) (manually assisted cough : MAC) 7 E7%3% 5.

IMT (SRS AT 220 % JEREB) RUIP B AR I (A LS 2 )b I IMT) 7% &% il CTfT
bivs. HEIICIT) 2 & THFVC DT EL 20, AAEMEIERT 2 L 0WE»H 5 "

LVRT 3NVT T ¥ BNy 7Y A7 K &% v TEI A1 KIS £ TINE S 2 % &0
FHiiTfrbiad. HATIELIC (lung insufflation capacity) TRAINER®2SFHV 615 2 L 03%
D, TOMMIHRATH LWL H 5 2

MAC (3Hg#B, BEEHEAIC X 5B & LTITbN L TR TH L. AANDHIIEARN - i)
HHOMREE L EDUETH L DR Kt (cough peak flow : CPF) OMMAWIFFC& 5. &
FERZRED S 2 B\ 3RIRD 2 K, BHBRIED D 55 1 I3 E I IZERPLETH S,

N TN T A 8K B AR, A5 v F 2 I X A BB b & AT
BTV LFHTHY), WARELIS L CPF 2S¢ 5. MRIEREREZ 0L HEI0E A
Yo x 27X KRS 21T S IIWEETH Y, ISR (positive end-expira-
tory pressure : PEEP) NV 7 2§ 5.

ALS IZB1F % EWGRILIZ B3 2 MR A AL BEGRERIE 20 2%, SET-RYIEMKGRAL - HREEHiiBh 228
PHHEICH G T2 L OWEDH S 20 Ny FNVT AT I &N KBS & E TRk
FHLA G DETITbNRS.
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7. IYOREIR

[S&DRFRE]
INEY F—3a v (RIRARRE) AU O R 4G O (quality of life : QOL) D
BIZED L) ITHET L OMENLETH 5.

ik

1)

2)

4)

Pinto S, deCarvalho M. Can inspiratory muscle training increase survival in early-affected amyotrophic
lateral sclerosis patients? Amyotroph Lateral Scler Frontotemporal Degener 2013; 14: 124-126.

Yorimoto K, Ariake Y, Saotome T, et al. Lung insufflation capacity with a new device in amyotrophic later-
al sclerosis: measurement of the lung volume recruitment in respiratory therapy. Prog Rehabil Med 2020;
5: 20200011.

Cleary S, Misiaszek JE, Karla S, et al. The effects of lung volume recruitment on coughing and pulmonary
function in patients with ALS. Amyotroph Lateral Scler Frontotemporal Degener 2013; 14: 111-115.

Rafiq MK, Bradburn M, Proctor AR, et al. A preliminary randomized trial of the mechanical insufflator-
exsufflator versus breath-stacking technique in patients with amyotrophic lateral sclerosis. Amyotroph
Lateral Scler Frontotemporal Degener 2015; 16: 443-455.
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Questions and Answers (Q&A)

Questions and Answers 7-3 7. [FIREIE

[EREE BERGE) CBREDKSBHDNGEIH

EZ

OQEHLIAIC(E, PRAKIEPLIEL UTREFNZEFE (MAC) PNy INILTIRTICK
ZRAEE, BEREBIRE (MI-E) BENSHS.

OEFNTFE, SRKINEERE - £:8 (HFCWC - HFCWO), SRERIRENZ & SHEAmeIHERE
Bh (MI-E with HFO), FR/N—hy TG (IPV) BENHS.

ALS (XIS O TR RERBRIE 72 £12 X o THR R IEMKATT & 72 { % D) G IEHE R 5
Wiz azpl&RIL, TNORFERECHERNE RS, ZODICKETLEIIEETH 5.

SE AL (WO RE5R) & KRS (Gl &2 iR ~B)2>9) 12T o (B 1)
OB LICIINETL 7 & DI ~DORIL L LTETH B (Q&A 5-9 BHR).

Wk O 5 ek T RFA 1 — A9 1 I3k Kt i (cough peak flow @ CPF) JllSEIZ & 5 TH79).
ALS TIIRBEEGHEA 2\ & Z121E CPF A% 160 L/min % %, AEEG4REIZIE 270 L/min % Tl %
EEITIES BEHKIIARTRVITREEYD 5.

AR R S L IR, PR, 720320l 2 w5 2 L CHlkE RS 22 L% H
e L7zFHTHY, CPF 2SS ERENOTMI 2 RETHILEHME LTS,

! '
PR RINERM A MBS LA
“IZBRDIER" ‘D DEE”

IR - B SirE)

TR EFHIIXBEE) IS fE) S I smBI D EFHFR (MT)
HEAREI IR BN (MAQ) Haaht SHEENERS) (HFCWO)
FHREEHEST (NIV) AT fEEN PeERE=E (MIE) | | B5REREIEE (HFCWO)
RIRHIFGEIEDR (IPPB) Fi/N—A v 2 TS (IPV)
BEEIIFIR
SIREAIFIR (GPB)
e8I NIV
B8 J)L— XY by T
BEDEISRZE/IHENYT

1 ERbA
(Chatwin M, et al. Respir Med 2018; 136: 98-110. " K W1ERL)
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7. IYOREIR

PETFMEMAIB) (manually assisted cough : MAC) 3MHF, MEETEIC X B IF5HB) & L TfT
b b FHTH2 (Q&A 7-2ZM). MAC TO CPF MMV, PiskeslilhiE (mechanical
insufflation-exsufflation : MI-E) 1&iZ2OFH & ) bEN T2 L OIENDH Y, MIE 2ERT 5 10
MI-E D& THA % CPF 2 5N 2 W EHIE MAC 2#lAGbEL 2L bdh b, HERDTDH S
W iE, MIE ARSI R ABIS SN TB Y, EEILETH S Y RO T /34 A
WA - IS & IS m R IRE) (high frequency oscillations : HFO) & il 2. % #&REA T
%75, HFO B L Cd CPF IR L 2\ % MIE M TORHEHGILIW M, S
&, TR, SR Z AP EBI TG S Tw 5.

RIEHZGEFA LR X W ORPE 2 T, R SR~ OBE 2R Z L 2 HE L
TWa. A7 A=Y Y7 EORTFRHTHIE—HICE/BIN TN L.

7= U W BE AR E) - IR0 (high frequency chest wall oscillations : HFECWO or compression :
HFCWQC) (3% 2 —=F 2RV v 7 v M3k LEY 5. Mo IREBEEI M7z 5~20Hz OR¥
HCIWBEDIERG 23R L, BN OSIRAME AR LR 2 S5 P~ 2 B8 S 5. X
7o P ARB AR ORI E AR T SR L EhTw3 " Lo L, FREPNATIES (non-
invasive ventilation : NIV) Zfif]l L T\ % ALS & Z x4 & L7248 Tld, HFCWO 2/ L
T A R I BB A N B\ 2 2 e o 72 B,

W78 — 71 v 3 745 (intrapulmonary percussive ventilation : IPV) (& IR IYB I (inter-
mittent positive pressure breathing : IPPB) #i& Z 4t L C, B T2z i+ 5 2 &
T, SO EAHNT 5. ALS BB TIEIAE 2 V) T I v AB X Uikt % L& % 0

AR L=, g O MIE M —KINIATORTE Y, AHEEZOLR TV,

[S&DMFRE]
ALS 2R L L7fEd D7 {, 5tk ALS MR E L7t AWFEDLETH 5.

ik

1) Chatwin M, Toussaint M, Gongalves MR, et al. Airway clearance techniques in neuromuscular disorders: a
state of the art review. Respir Med 2018; 136: 98-110.

2) Sancho J, Servera E, Banuls P, Marin J. Effectiveness of assisted and unassisted cough capacity in amy-
otrophic lateral sclerosis patients. Amyotroph Lateral Scler Frontotemporal Degener 2017; 18: 498-504.

3) Sancho J, Servera E, Diaz J, Marin J. Predictors of ineffective cough during a chest infection in patients
with stable amyotrophic lateral sclerosis. Am ] Respir Crit Care Med 2007; 175: 1266-1271.

4) Bach JR. Mechanical insufflation-exsufflation: comparison of peak expiratory flows with manually assisted
and unassisted coughing techniques. Chest 1993; 104: 1553-1562.

5) Andersen T, Sandnes A, Brekka AK, et al. Laryngeal response patterns influence the efficacy of mechanical
assisted cough in amyotrophic lateral sclerosis. Thorax 2017; 72: 221-229.

6) Sancho J, Bures E, de La Asuncién S, Servera E. Effect of high-frequency oscillations on cough peak flows
generated by mechanical in-exsufflation in medically stable subjects with amyotrophic lateral sclerosis.
Respir Care 2016; 61: 1051-1058.

7) King M, Zidulka A, Phillips DM, et al. Tracheal mucus clearance in high-frequency oscillation: effect of
peak flow rate bias. Eur Respir ] 1990; 3: 6-13.

8) Chaisson KM, Walsh S, Simmons Z, Vender RL. A clinical pilot study: high frequency chest wall oscillation
airway clearance in patients with amyotrophic lateral sclerosis. Amyotroph Lateral Scler 2006; 7: 107-111.

9) Toussaint M, De Win H, Steens M, Soudon P. Effect of intrapulmonary percussive ventilation on mucus
clearance in duchenne muscular dystrophy patients: a preliminary report. Respir Care 2003; 48: 940-947.

10) Riffard G, Toussaint M. Indications de la ventilation a percussions intrapulmonaires (VPI): revue de la lit-
térature [Indications for intrapulmonary percussive ventilation (IPV): a review of the literature]. Rev Mal
Respir 2012; 29: 178-190.
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Questions and Answers (Q&A)

Questions and Answers 7-4 7. [FIREIE

FEREEEEICIE EDLSBHDONSHDH

EZ

OIRENATIRS (NIV) EKEVRTATIBRS (TIV) #¥'$%35.
OERIEN— 2 T DHMREBEEINTLS.

ALS D ELCCHRIIIFRALTH ), WERER H3 TG O] (quality of life : QOL) R/
ISR 5.

IR N T 5 (non-invasive ventilation @ NIV) ##EEIFIRAERKRFIN N 2T A A7 BT 4E
R QOLU#HEAX HWICITOND X5 1lho7: (QAT-5 B M), KEWH T ATHA [tra-
cheotomy (and) invasive ventilation : TIV] (& FIZAFHIBIER % HWIZAfTbIsb, HARTIELL
Bl TIV FEE O E 1305 < NIV EO B G 138 o 7228, 3E4FE NIVIREORIGA w20,
GARD 2/3 M & D> OWRAFEIIREZ 21 T B b

NIV IR A7 R T A =220 L2 ERBRE F 24 72 (W4 T) 285 LTI
JFERIRED D 5. WIEIHATTRE 2 N LIRS IZEH 5205, HEIMHEATESZ 0RO
5. F7z, BRERXBRZD ALS OAFHIFER R QOL g8 I35 L7z & v ) BRIz,

W K D SRR A — 2 ¥ IR A, R, R R S Tirbh T & 7 Rl
TlX ALS ~NOISH Z #aT§ 23BN o frb i Twa. Allicfrb 7z 34 ay MfFET
1%, MG (forced vital capacity : FVC) IR F DA, WA O ZEMED IR 2 &
BOLNERATH LD &SN TV ThURIATbh R ORI — 2 > 7 %2 54 L 7:
TR AR BGAER TIRIE R OB % O RHE S, BPRIEIBESIN TS 3

NIV AT 2 7 WA SRS S & 5.4 = 2 — L (heated humidified high-flow nasal can-
nula) FEEE BT 520%, RHMIE NIV ORA L 3% 5%,

[S&DHFRE]
HAIZ B8\ TPl B A AT % QOL 2B § 2 P O BN ETH 5.

ik

1) Takei K, Tsuda K, Takahashi F, et al. An assessment of treatment guidelines, clinical practices, demo-
graphics, and progression of disease among patients with amyotrophic lateral sclerosis in Japan, the Unit-
ed States, and Europe. Amyotroph Lateral Scler Frontotemporal Degener 2017; 18 (Suppl 1): 88-97.

2) Onders RP, Elmo M, Kaplan C, et al. Final analysis of the pilot trial of diaphragm pacing in amyotrophic
lateral sclerosis with long-term follow-up: diaphragm pacing positively affects diaphragm respiration. Am
J Surg 2014; 207: 393-397.
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3)

4)

7. IYOREIR

DiPALS Writing Committee; DiPALS Study Group Collaborators. Safety and efficacy of diaphragm pac-
ing in patients with respiratory insufficiency due to amyotrophic lateral sclerosis (DiPALS): a multicentre,
open-label, randomised controlled trial. Lancet Neurol 2015; 14: 833-892.

Gonzalez-Bermejo ], Morélot-Panzini C, Tanguy ML, et al. Early diaphragm pacing in patients with amy-
otrophic lateral sclerosis (RespiStimALS): a randomised controlled triple-blind trial. Lancet Neurol 2016;
15: 1217-1227.
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Questions and Answers 7-5 7. RS

JEBEEMA TIAS (non-invasive ventilation : NIV) D%
EREICIREDLSTRBDOHHSDH

o2

ONIV DBRDIET VAT THS. BRHARHNS(E NIV JIFRES(CHRT HFEER
DHREDHTFEL, OIFSEVREFPHROLER, QEFNENHE - S, CEIRES
(BEERDES) MigE, OEREAEETOMFEINREINTWVS. REE L TRAICHSITIRE,
RENSTINPBREREDEWHENHS. Fio, ETHIICRERRBCSRATREICEK
3 ERUERAEA DAL BE(CE L), NIV DA TRIEFERERSBHNTESRVMEENHS.

JEREH AN TS (non-invasive ventilation : NIV) OxIF A § % MAEA L ILEGAER (ran-
domized controlled trials : RCT) i3 HFD 1 fiDOATH Y TETF ¥ AIART5H5TH 5.

ME— RCT TIEH A5 DL T O ERBRBRECIE NIV L 7 » H OGS IR O &
ARENTVEA, EERKEHCRERIIREIN Do/ ZNRUHZOBBEOK X 2R BIZN
HTIEHADPLDL DD EDTA~11 » HOMEAREINTE D, FRFRMEETHERIRIVR
ENTWS 7 NIV B ) AR E MR E o 72 L OWEL HH05, Thb
I NIV LT H o 7o L R0 o 72hETHT SN TE Y NIV BE TR E A - 727
REMED B 5 L BRI N T W5 P

— M H W & N5 EFMiFRIE T3 % short form 36 health survey (SF-36) % chronic respiratory
questionnaire (CRQ) % & T L 7243 O H (quality of life : QOL) & NIV i T - #EHE
SN, ZORRIT 9 » H~1ED LR 2 2 EAVRS TS 178 ALS (RS % QOL &l
815 T % amyotrophic lateral sclerosis specific quality of life instrument-revised (ALSSQOL-R)
TaEMili L 72 QOL 13 NIV A i TAIL Lz & S, BALZ L &2

Calgary sleep apnea quality of life index (SAQLI) 7 & ORERIZBIE$ % QOL & NIV [T
o - AMERES LS Y NIV A A #2 CRERR IRF 00 fie /N BT R S fl B, R SR AT EE 90 % ALy > 5]
BHEL O, JEERRRERE CIIMEIRAE S 3T 2 Y T E2R LTS, —F, NIVEHFI#
T SAQLI 1Ztk35e9" W, KM PR EIEZ bR < 0 BRFRETE CITIEIRAE S 2 GE Lz
Wi ot bdH b,

%% )1hliiE (% forced vital capacity © %FVC) 13 NIV # T < (NIV # —0.5%/H vs.
JE NIV B —3.46%/H)", NIV Bt 1 45D %FVC 1& NIV BTV (NIV B 43.5%, JE NIV B
36.6%, p<0.02)? ZEAVRENTWS. NIV A% THFVC LT RIILHET 2 & Ot As
HoHr—FHY BlLlievwiofmtEddhs o

NIVEAIZH725T, YAZBEDA V5 =T 2 4 ANOAPUER MY TR VEHEIC L -
TP 308§ 5 7 EDBLHIT NIV 2T R W E036 5.

\
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7. IYOREIR

NIV IZ X BEPHEE LTHERIERT AZICX B8 b5 7y, BRFREEE COWRTEIKILAE (W
ﬁﬁ%%@ﬂﬁﬁﬁﬁbf%ﬁht%ﬁﬁ# BRIZHEZATNLIRE) OMESIH TSI T
Z) 17~19)

SEAFIIC NIV ] CIRIERASEM T E 2 W4, TIV A AL T 21T TIVEAZIT)
(Q&A 7-10 ).

TIV # HE LR WIA, AT ER O R RIS I X 2 RE 27 VT 9 v ADKT,
ERFBRHCEE ) HARIL TIC X 2 FAGERZEIC X ) NIV ICE o THERI IR DMT R % B 2 &8
HbH, FlEVE A, BEBAZIHLCHPRIERSUETE Rni L, KRBT 712
W35 2 LB D P (Q&A 4-4, Q&A 57 ). BHE OFMIHEE A R RHes | 25 h %
Ve Y R AN

F72NIV F Tl CO, EADPBIETH 5720 CO, F N IA— Y AL B L NIRRT AE T
12K, WHREABIES 5. ZORDWREMO IO YT EYE Vi EOEAORER
GRUBEZ LI LbHD0, BERKEOTHLHAHPLETHS.

TIV ZHE L2\ —AO NIV AR, #ETINEREH 2170 2B RNEHICE Lo 55
ZED TSN LETH S (Q&A 3-13, Q&A 4-4, Q&A5-7, Q&A5-9ZHH).

F/2NIV 2 A LT THETIICE, A7, e, FEGEMZEICE ) BRIEE &
7292 2: Wb, FHEEEREEDOHG TIYARAZ R EDE RS OBRIENTE LR,
KR - WAL 2P LEII L 5.

[SEDIRRFE]
ALS T NIV IZARTHH L EZOHNTEY. MEMIC RCT ElxEEEE Z 2 5Tnwb
SRITHARICBT 5 RE R H0 X B ROE_RPLETH 5.

ik

1) Bourke SC, Tomlinson M, Williams TL, et al. Effects of non-invasive ventilation on survival and quality of
life in patients with amyotrophic lateral sclerosis: a randomised controlled trial. Lancet Neurol 2006; 5:
140-147.

2) Sancho J, Martinez D, Bures E, et al. Bulbar impairment score and survival of stable amyotrophic lateral
sclerosis patients after noninvasive ventilation initiation. ER] Open Res 2018; 4: 00159-2017.

3) Hirose T, Kimura F, Tani H, et al. Clinical characteristics of long-term survival with noninvasive ventila-
tion and factors affecting the transition to invasive ventilation in amyotrophic lateral sclerosis. Muscle
Nerve 2018; 58: 770-776.

4) Khamankar N, Coan G, Weaver B, Mitchell CS. Associative increases in amyotrophic lateral sclerosis sur-
vival duration with non-invasive ventilation initiation and usage protocols. Front Neurol 2018; 9: 578.

5) Mandrioli J, Malerba SA, Beghi E, et al; ERRALS Group. Riluzole and other prognostic factors in ALS: a
population-based registry study in Italy. ] Neurol 2018; 265: 817-827.

6) Klavzar P, Koritnik B, Leonardis L, et al. Improvements in the multidisciplinary care are beneficial for sur-
vival in amyotrophic lateral sclerosis (ALS): experience from a tertiary ALS center. Amyotroph Lateral
Scler Frontotemporal Degener 2020; 21: 203-208.

7) Mustfa N, Walsh E, Bryant V, et al. The effect of noninvasive ventilation on ALS patients and their care-
givers. Neurology 2006; 66: 1211-1217.

8) Vrijsen B, Buyse B, Belge C, et al. Noninvasive ventilation improves sleep in amyotrophic lateral sclerosis:
a prospective polysomnographic study. J Clin Sleep Med 2015; 11: 559-566.

9) Zamietra K, Lehman EB, Felgoise SH, et al. Non-invasive ventilation and gastrostomy may not impact
overall quality of life in patients with ALS. Amyotroph Lateral Scler 2012; 13: 55-58.

10) Katzberg HD, Selegiman A, Guion L, et al. Effects of noninvasive ventilation on sleep outcomes in amy-
otrophic lateral sclerosis. ] Clin Sleep Med 2013; 9: 345-351.
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11)
12)
13)
14)
15)

16)

17)
18)

19)

20)

Jackson CE, Rosenfeld ], Moore DH, et al. A preliminary evaluation of a prospective study of pulmonary
function studies and symptoms of hypoventilation in ALS/MND patients. ] Neurol Sci 2001; 191: 75-78.

Lo Coco D, Marchese S, Pesco MC, et al. Noninvasive positive-pressure ventilation in ALS: predictors of
tolerance and survival. Neurology 2006; 67: 761-765.

Terzano C, Romani S. Early use of non-invasive ventilation in patients with amyotrophic lateral sclerosis:
what benefits? Eur Rev Med Pharmacol Sci 2015; 19: 4304-4313.

Bourke SC, Bullock RE, Williams TL, et al. Noninvasive ventilation in ALS: indications and effect on quali-
ty of life. Neurology 2003; 61: 171-177.

Aboussouan LS, Khan SU, Banerjee M, et al. Objective measures of the efficacy of noninvasive positive-
pressure ventilation in amyotrophic lateral sclerosis. Muscle Nerve 2001; 24: 403-409.

Elamin EM, Wilson CS, Sriaroon C, et al. Effects of early introduction of non-invasive positive pressure
ventilation based on forced vital capacity rate of change: variation across amyotrophic lateral sclerosis
clinical phenotypes. Int J Clin Pract 2019; 73: e13257.

Yamada S, Nishimiya ], Kurokawa K, et al. Bilevel nasal positive airway pressure and ballooning of the
stomach. Chest 2001; 119: 1965-1966.

PHERCT TAEALT- AVWRT. Floppy epiglottis |2 & U 150 PA%E & 3 L 7= B LI AL O 2 5
B, HAH SAMRL 7 2 ¥ 2009; 112: 660-664.

Fiorentino G, Annunziata A, Gaeta AM, et al. Continuous noninvasive ventilation for respiratory failure in
patients with amyotrophic lateral sclerosis: current perspectives. Degener Neurol Neuromuscul Dis 2018;
8:55-61.

JE A7 A8 MR TR DU TR PR 17 AR~ 19 4R L (R EUIEE O &GO E (QOL) iy EIB
S HWSE] BE ALS IZB U IR A N F 4 ERUNER & BT R AL O R o 7
RSB s & JFR BRI S AU (NPPV) 25—, p.46-47.
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Questions and Answers 7-6 7. [IREE

JE(BEEM A TIAT (non-invasive ventilation : NIV) [C& %
IF0R#HENIE WL\ DRIIR T B H

B

OE< L BIFIREE(CBHE UTZERARAEIRN'ERH SN R THIET 3.
OITRFERNMBIRUI=HETHIBLTH, EREENTEIUREELHS.
ONIV ZRH(CRB ULIIZE ICEFPRZER T 2TEMN 5 S.

i

IR % AT 2 A 0 IR AN THLA (non-invasive ventilation : NIV) O & 72
YAIVTICET AWML T E T Y A WA, NIV IZREICHGT 5. wWDhDH 4 F
T4 Y TRIBOFMDPIRESN TV S (F 1Y L, HAICHES S NIVEAISERLTY
LI v, JEL LD IR E B L 22 BAREIR (Q&A 7-1 03K 1 BR) 5o bhi:
K TG T % (Q&A7-1 ZH).

)1l (forced vital capacity : FVC) %% 65% il & 2T 7283, 2 LAREDORIZE TR
EAIX%BFVC 2380 Kiili& SNTETWAH. %FVC 280 LLETHEALBEDIT) 25, 80% Al
THEALZHLDZHA» ST TOMMARL, 3FEHORTEIME L OHERH L 2 72
72L, %FVC 2880 L ETdHh - THR&M (M) KFRHK, & MLk FIME % R0 5 2 & H34E
EINTW5B,

%EVC 78 80 UL E OBl T b - M AL S NZ-F5ETld, NIV E AR - 15 NIV EA# Tl
AN 2o T ETOMM) ICEIE o725, NIVEAHOIZIN1L 2 HH72D
D %FVC AL A 72 %)

K1 NIVEIBOIAZVT (BHA RS54 DHIESEIR)

EFNS AAN NICE
LFOWINAZRDHD |UTOVITNHAZERDHS |UITFOVITNHZRDHZ
ERPRAEIR D W) ACARIF IR W) FVC 80%=Kim h D oA IFkd ¢

S1% : SNIP/MIP 65 cmH,O Kiii h\D AR )
Z71%  SNIP/MIP 40 cmH,O K H\ D eIk +)
FVC 80%=Ki FVC 50% K& FVC 50%=KiE

SNIP 40 cmH,O FKi& SNIP 40 cmH,O i SNIP/MIP 40 cmH,O K

MIP 60 cmH,O FKii MIP 60 cmH,O FKiii SNIP/MIP H' 3 h B7%Z#8Z T 10cmH,O #BIE 9 3
RREERENERT RESRENERT
pCO, 45mmHg #2
(Dorst J, et al. Ther Adv Neurol Disord 2019; 12: 1756286419857040. " & W {ER)

EFNS : European Federation of Neurological Societies, AAN : American Academy of Neurology, NICE :
National Institute for Health and Clinical Excellence, FVC:ZBM4MEE, MIP.RARSE, SNIF:2FRRSE (B
KTIFIRTE SNIF ZRIET B /2O DHESEFAF TEIRLY)
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INF THIRIERD e WO NIVEAIZT 75 VARNREDREDV Lo 72705, 7l
DFETIIFIIZ L 5w Y AR, ABROWTNTIT- THEARIIRICE I Lo 720

[SEDRFRRE]
NIV & ARHIC & %455 DE (quality of life : QOL) G OHLEIZH S TR, SHOM5E
WLETH 5.

ik

1)

2)

3)
4)

5)

Dorst J, Ludolph AC. Non-invasive ventilation in amyotrophic lateral sclerosis. Ther Adv Neurol Disord
2019; 12: 1756286419857040.

Vitacca M, Montini A, Lunetta C, et al; ALS RESPILOM Study Group. Impact of an early respiratory care
programme with non-invasive ventilation adaptation in patients with amyotrophic lateral sclerosis. Eur J
Neurol 2018; 25: 556-e33.

Jacobs TL, Brown DL, Baek J, et al. Trial of early noninvasive ventilation for ALS: a pilot placebo-con-
trolled study. Neurology 2016; 87: 1878-1883.

Vitacca M, Banfi P, Montini A, Paneroni M. Does timing of initiation influence acceptance and adherence
to NIV in patients with ALS? Pulmonology 2020; 26: 45-48.

Bertella E, Banfi P, Paneroni M, et al. Early initiation of night-time NIV in an outpatient setting: a random-
ized non-inferiority study in ALS patients. Eur ] Phys Rehabil Med 2017; 53: 892-899.
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Questions and Answers 7-7 7. IFIRESIE

JEBEM A TS (non-invasive ventilation : NIV) & ®D
KSICERETHh

B

ONTARENFEALTONTHST, BENBRIE— MHIENTLSZERIEHINTLE
L. UHDUEF, LWOHDERARH STERIEEHERSK (VIPCV), BRESERK
8mL/kg AETHRET B ENRESNTVS. FEKETICHVEAR O ERNLR AR
PUETHS.

i

EID"!

FEDBGAE— FAEN TV D 2 LIFFEI SN TV WS, iR OBISFZE Tl fl
DIF) BAEFIEE S, R ZHER L TwD

REIN TV LEARFORE L LE (R 1) 1ORT Y HEFEL 8mL/kg RETHET
% % ST E— F (spontaneous/timed mode) T\ & DA DH 5 5. LD T/5A ADLYRIZ
PECA RDRGEIEH 185K (volume-targeted pressure-controlled ventilation : VIPCV) & — K73
FIATE2X512% Y, FEDERTIE VIPCV E— FOREE 2T 2 Wik S 5 * AT
PECEREDTIEDWLE T Y Eah %\ P,

FARGEPAZEICHE ) AR EOFHEDLE RV T, IR IIE (positive end-expiratory
pressure : PEEP) RI55GERT (expiratory positive airway pressure : EPAP) (34A% %4307,
— I IFR B N T4 (non-invasive ventilation @ NIV) (i &% 7734 2 Tld EPAP
1 2~4cmH0 ICEE S NS,

FAGERZEICHE D R TIE, EPAP & EIF 2 2 EMHMTH 20 2 b ANE 7

K1 ALS BEBED NIV FHEDREE

SXAE NG Bz
ET=F RIS [ERIERS
IPAP (cmH,0O) 6~10 (EPAP + 4~6) 6~16 (EPAP + 4~12)
EPAP (cmH,O) | BRIEIRTR U 2~4 2~4
BRIERSG 2~4 2~14 or EPAP BEjFEEE
IF0REL (T / 5) 14 16~20
SAXIA s (ms) 200 &/\~400
R U A— PIEE PIEE
s U AH— PIEE (BRAED 50%) FiEE (BRXRED 50%)
MBS (S) BHFE%E 0.8~1.6 BEpFEzE . 0.8~1.6
FrelE FrelE
BE:1.3~1.6 (FRENSEK|EE: 1.3~1.6 ((FIREHSK
S / IFiE = 1/2 Z515) | <iSE / WisE= 1/2 Z5t5)

(Morelot-Panzini C, et al. Respirology 2019; 24: 521-530. " & WJ1ERR)
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&2 EUERRECH SERIN DR

ATV, HFSN 23R Pap:S
OYRT - T4 wT 17T | « EOWMSEYDRE s D& DHNETDBENEETIEEY
« ENDOEZTFTU—IBALE AIITEE (FUN)UIRL)
« EPAP DU —7 - IR FBALE * BYRICEE (FUN)LhHY)

s BONVRI T4 wT « VT DEREIL

Q@ EPAP Z#Bv 9 s EREREFEONE » EPAP Z1EV»Y

o 4@ _EIC &2 ERERETEDNE (BEE : 4~14cmH,0)
» EPAP Z#EP 9
(E&FEE : 8~ 14cmH,0) *

OIS DEHE o FRKRH FREBRERDBE D A > R | « Timax REDE—RICYWIEZ D
DI e Timax Z FF%d, KLU/ FrelEEH
ETiZ1.6DN5 1s(THEMESED
@RS EE EF'S cREZEFDE, ERENEHAEL| BT ARXIA LD VIPCY E—RA
TEIRRETRK T &EN'HD D LEI D
ORI 3 VEE o (AALMEFRITIRDERE o MEAMIZBEF D
®©TSEE) « NEEDHIHZEAL - DS —THAIRE (BRBHEE

L)

L EBTILVTUXL EBPAPFRZIF LYY v—0R—NA) &, FNARBTRKELERS.
(Morelot-Panzini C, et al. Respirology 2019; 24: 521-530. V &k ¥J{ERL)

WL OO EAIREIN TV D (R 2)Y, FEEHRAEIC L 8% Bdi§ 5729012 EPAP %
HEIFE T 2E— FLBBEEN TV 5.

AR TR 2 15 50 ~2 B2 S BG4, M1 O IR o B AZ % A7 I R 2 2
TR AR E L, SRR 20T 5. A2 REDA V=T 24 ADT 4 v T4
YITLLETH D (QAT-8BMH).

BRER (p.260~261) IZFEEH (i H) A LIFlds oS & fF#2 R L7z

[SEDIARRE]
CNFTALSIZHT A NIV OREICH L TIZZ L RBIEMETH Y, SHEL GREICE
LAV LETH 5.

ik

D
2)
3)
4)
5)

6)

7)

Morelot-Panzini C, Bruneteau G, Gonzalez-Bermejo J. NIV in amyotrophic lateral sclerosis: The 'when'
and how' of the matter. Respirology 2019; 24: 521-530.

Contal O, Vignaux L, Combescure C, et al. Monitoring of noninvasive ventilation by built-in software of
home bilevel ventilators: a bench study. Chest 2012; 141: 469-476.

Vrijsen B, Buyse B, Belge C, et al. Randomized cross-over trial of ventilator modes during non-invasive
ventilation titration in amyotrophic lateral sclerosis. Respirology 2017; 22: 1212-1218.

Arellano-Maric MP, Gregoretti C, Duiverman M, Windisch W. Long-term volumetargeted pressure-con-
trolled ventilation: sense or nonsense? Eur Respir J 2017; 49: 1602193.

Georges M, Attali V, Golmard JL, et al. Reduced survival in patients with ALS with upper airway obstruc-
tive events on non-invasive ventilation. ] Neurol Neurosurg Psychiatry 2016; 87: 1045-1050.
Gonzalez-Bermejo J, Perrin C, Janssens JP, et al; SomnoNIV Group. Proposal for a systematic analysis of
polygraphy or polysomnography for identifying and scoring abnormal events occurring during non-inva-
sive ventilation. Thorax 2012; 67: 546-552.

Crescimanno G, Greco F, Arrisicato S, et al. Effects of positive end expiratory pressure administration dur-
ing non-invasive ventilation in patients affected by amyotrophic lateral sclerosis: a randomized crossover
study. Respirology 2016; 21: 1307-1313.

158



Questions and Answers 7-8 7. [IREE

JEBEMATIAST (non-invasive ventilation : NIV) Z&I8
B ATUHERI &IXEh

B

OEFE - NEBORIFLT7 RET7S2 A" Z{RD.

OIFIRHEAERZ DETICHL NIV BBENBMEZHEL, SREDEEZTD.

OIRFE VT, [EDMYDEBLERYE, SRMRKERS, NER1>9—T711RBER
NIV BEEB DB E 25726, BUICFHBL, MUNURETHS.

FEsH

IR AN T4 (non-invasive ventilation : NIV) ¥ % fkHe 3 % 7201238 E - fri#EH D
T RET7 Ty A% RIFICIROVEND 5.

T RET Ty AZHGHEY, FH ML= IO 4 V¥ —T oA R, REOHE, K
FORETHR SN TS, NIVENIFIIEIRDSH 2139057 FeT7 7 Y AERHTH L &
DOWENRH LAY, NIVEARHICE o TT7 Fe 75 ¥ 20T R, EORITHH 10% 13
TReT I UVARARRTHLLEOMEDH S Y NIVEARCOT7T N7 5 v ZOFH6IEE
Fo T, NIVEAIH/2o THERGEREBE - AMilF IRt L, BEL2ECHET5 b
L= 7%y DR ENTWDE Y FANIVBFEOTAZ ARSI Iaor— 3
VHEE, MRS EORERELZD T Fe T I ARKT SRS, [ V5 —T 2 A (XA
RIYTAE =A% L) OWYREABLETHY, HHA v =T 24 ADHEALEET 5 *.

IR B RE R B D AT IS NIV L2175 TOTHIERSHBT 22 0D ), AREITFERK
TERWVWETFLT IV AMET TS, NIV E— FIZX o TEHMliT 2EE X582 555, FEHIH
15 (pressure-controlled ventilation : PCV) D& 13— ALK E A H WMISE L TV 5 1 EHH
PIREOOE DI 5., BMINZEHI L, RE2RETLILEND 5.

ENCD, BRI °, GHIE 20, SGE WM ORI EE O GRA - ATEIRE 2 A% NIV L Ok
ZHEHEICT2H0L LTHIONTYS (Q&A 51, Q&A 59, Q&A7-3ZMH).

[SEDIRFRE]
Z B BRAMSBIGENETH Y, Bl SHENF2NS.

BT ReT I YA B L TEESRBIC b Y JSEL, T OUEILH o 12t E
2Bk
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ik

1)
2)
3)

4)

5)

6)

Bourke SC, Bullock RE, Williams TL, et al. Noninvasive ventilation in ALS: indications and effect on quali-
ty of life. Neurology 2003; 61: 171-177.

Russo M, Bonanno C, Profazio C, et al. Which are the factors influencing NIV adaptation and tolerance in
ALS patients? Neurol Sci 2020; 42: 1023-1029.

Vitacca M, Banfi P, Montini A, Paneroni M. Does timing of initiation influence acceptance and adherence
to NIV in patients with ALS? Pulmonology 2020; 26: 45-48.

Baxter SK, Baird WO, Thompson S, et al. The initiation of non-invasive ventilation for patients with motor
neuron disease: patient and carer perceptions of obstacles and outcomes. Amyotroph Lateral Scler Fron-
totemporal Degener 2013; 14: 105-110.

Gonzalez Calzada N, Prats Soro E, Mateu Gomez L, et al. Factors predicting survival in amyotrophic later-
al sclerosis patients on non-invasive ventilation. Amyotroph Lateral Scler Frontotemporal Degener 2016;
17: 337-342.

Vandenberghe N, Vallet AE, Petitjean T, et al. Absence of airway secretion accumulation predicts toler-
ance of noninvasive ventilation in subjects with amyotrophic lateral sclerosis. Respir Care 2013; 58: 1424-
1432.
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Questions and Answers 7-9 7. IFIRESIE

SEH-21—-VICREDKSIBIEELNSHY, EDLSITHEIRT
3h

B

OALS TRIEVRIFATIFRER, [UESBYORS|, REFHELEZBEHELTITONS.
O LIRS IEENEABE - BEH7DKEH -1 —LHEROBENICELTVWSA, IR+
NREBERBENHB.

i

RENZ2—VIIATHREMOS ¥ 5 —7 24 A, ERE - TERIBO5EE, HEHREE L —
e HWE LTSNS, A 704K, —EE - HE, 77 RGO A, 4,
RS, #FMeLERE L) A TERT L. OATHHBM LRESNTVWIREN =2 —L
(ZAEYRERIE S 77— 7 V) OFEE &R R 2R3 (R 1).

NTWEB DA ¥ 5 — 7 2 4 2L LTORA TSR EZ RO 72018 A 7H & h =2 —
LASEIRES NG, R - BIEA 7 L) KRER - ES 728", LG 1R H %139 25 AL
WP 2t B A R DB DM 7200 2, BRMENC X 2 JEHYRE T B 0 7212 EERILS [ BEREA & K7 -
WIEH 7OREN =2 —VERERNT L. T2 710X 5 NG EIHEICEE LB D 50
Rz - AREA 72 BIRT L E THEZRS T I LATES Y KBS ERTE E 25~
35mmHg (34~48cmH;0) TH V), EBEDHG & PV 57201274 7JE1d 18~26 mmHg (25
~35emH0) I[ZHHET 2 LENH 2

WE, —HEEERMEHNT 2GR ETRE S = 2 — VINEORZE - FIEDY A7 HEHnE &
CIINFEIATESC & 2 “HEF 2RI % 7 W DM CAER ORIAL WIHEITIE, FED
WLE |2 AU TN 2 B 7 TS IHRE D & B /1 = 2 — L Al LARE R FHRG | 2 83 5 ©)

1 SEUNREENT —7 L OBESHRITREE

(1) —fgsy
OAIFEREYREF 21—
(77) 737 L8RRS [4EEd W)
| I —E8 4,110H
[T 5,790 H
(1) 737 L8PS #6873 L
i —88 3,800 1
[ ——y = 6,080 4
@QHI7RBULKREVRF1—7 4,080
(2) EIREPRERYIFAF 21— 2,740
(3) FAKETRF1—7 6,140 9

(2022 F 4 BIRHAE)
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Questions and Answers (Q&A)

KAV T A T4 [tracheostomy (and) invasive ventilation : TIV] ##5% 17> T2 A%
HREPBRET, B ML INLGEIIADP TR ZENH T 2 —7dd 5. FEHRFICIE
REDERZETHILdHY, FNEOMELHEHILETHL "

SOETW OB EDHBTHATH) T TE S, KHBHEIL I~4H T &L, BED
MBS U CEET 5. AED = 2 — LIRS X o THRMBRS L2 2 2 3 0 05d

D, IAMHREICLDLILYDD.
[S&DMFRE]

WERD ALS Zif G E L727ETIdZR <, 41k ALS Z xR & L72iiZEnfi7an .

ik

1)

2)

3)

4)

Spray SB, Zuidema GD, Cameron JL. Aspiration pneumonia; incidence of aspiration with endotracheal
tubes. Am ] Surg 1976; 131: 701-703.

Mahul P, Auboyer C, Jospe R, et al. Prevention of nosocomial pneumonia in intubated patients: respective
role of mechanical subglottic secretions drainage and stress ulcer prophylaxis. Intensive Care Med 1992;
18: 20-25.

Mooty RC, Rath P, Self M, et al. Review of tracheo-esophageal fistula associated with endotracheal intuba-
tion. J Surg Educ 2007; 64: 237-240.

Park Y], Lee J, Kim SH, et al. Care status of the ALS patients with long-term use of tracheostomy tube.
Ann Rehabil Med 2015; 39: 964-970.

Regan K, Hunt K. Tracheostomy management. Contin Educ Anaesth Crit Care Pain 2008; 8: 31-35.

A B BHEOLZEENEZOATBROI20I—[EN =2 — L 1S OBIRO ABRET ¥ A7 5 O
ADSHHEIS. A & A7 2010; 15: 544-547.

Leder SB, Pauloski BR, Rademaker AW, et al. Verbal communication for the ventilator-dependent patient
requiring an inflated tracheotomy tube cuff: a prospective, multicenter study on the Blom tracheotomy
tube with speech inner cannula. Head Neck 2013; 35: 505-510.
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Questions and Answers 7-10 7. FOREIR

SEVIRTATIIRS [tracheostomy (and) invasive venti-
lation : TIV] ZHLT 35S, L\, EDLSICIT5SH

B

OTIV DEREEPEZER I NEERLGERICOVTEENICROSNA T RS 12 RBEBLY,
FAHPREUHREBHATIRS (NIV) CHE#EBIRE (MI-E) Z@ICAL, SpO. 90%
Bk, pCO, 50mmHg K@N I TIRVES, PHIEICRETERVMESICITS.

OR209%L TIV EERIBI M S TIABL, FENICEBATBESIHLELL.

FEsH

KEYIH T ATHA [tracheostomy (and) invasive ventilation : TIV] O 5#EHEHE R Z 5
EEREL NSO WTEBIICRO LN/ AL K4 Vidhw ) RADHLE LIEREHA TR
% (non-invasive ventilation : NIV) & HEE#iBI%E1E (mechanical insufflation-exsufflation : MI-
E) @Y L CHIMFIRARLE DS EZ RO R WA, BN TIV EERGE EE T 5 2
Sp0:90% 2L F, pCO,50 mmHg AiiiASHERET & Wi HZITT 5 % BRRMIHE < 75k
WAL, L) BENCHGT 5 Y

TIV BRI O VSE ZWA AT 2 B EICATH1E ) A3 K <, FRIICAT) 2 TIV BRI
ABETITb B 25, £ DBEVPHENBREL, F#M - ANV =7 EORB) & 20 THRET
572807 HENHEEM, NV S—DOFRLIHILETH S (Q&A 3-7, Q&A 3-8, Q&A 3-
12, Q&A 10-7 B).

[SEDZRRE]
Lk, TIV OBIERHINC X 2 AR R 406G O/ (quality of life : QOL) & &l L 7=AF 5 A%4%
TTh5.

ik

1) Dorst J, Ludolph AC. Non-invasive ventilation in amyotrophic lateral sclerosis. Ther Adv Neurol Disord
2019; 21: 12.

2) Ceriana P, Surbone S, Segagni D, et al. Decision-making for tracheostomy in amyotrophic lateral sclerosis
(ALS): a retrospective study. Amyotroph Lateral Scler Frontotemporal Degener 2017; 18: 492-497.

3) Miller RG, Jackson CE, Kasarskis EJ, et al; Quality Standards Subcommittee of the American Academy of
Neurology. Practice parameter update: the care of the patient with amyotrophic lateral sclerosis: drug,
nutritional, and respiratory therapies (an evidence-based review): report of the Quality Standards Sub-
committee of the American Academy of Neurology. Neurology 2009; 73: 1218-1226.

4) Bach]R, Bianchi C, Aufiero E. Oximetry and indications for tracheotomy for amyotrophic lateral sclerosis.
Chest 2004; 126: 1502-1507.

5) Palmer JM, Armstrong AD, Kathiresan B, et al. Tracheostomy ventilation in motor neurone disease: a
multi-centre review. Thorax 2017; 72: A28.
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Questions and Answers (Q&A)

Questions and Answers 7-11 7. [FIREE

SEYIRTATIIRS [tracheostomy (and) invasive venti-
lation : TIV] FEDKLSICERET DD

B2

OALS [CHWVWTHEIND TIV ORER GV, —RENICESSHEERES (VCV) PEFERIE
HERS (VTPCV) B ENBEHEZHSRENALSND I ENBL.
O—ORKE(X, FRHEAE 1kg HcV) 8mMLEEICHET S.

HATIZ ALS 3B VI T A T4 [tracheostomy (and) invasive ventilation : TIV] %%
2AT) S EHA v BIEINCBT 2 TIV IS 278134 7% < v, ALS I2B W T
REINDIHER R, TNENOEEREDFEIRICHE DS THENFTDOR TV,

ALS S OMRFHIREZ ZOTELPOREDO T F AV 22D F TZTANDL Z L IAEH
ThHWREEFEHIN TS Y L LIREOBIGHIZE TIEE — FIZEEHIEIRK (volume-
controlled ventilation : VCV), FE#EARTE 1kg a7z ) O — BRI 8mL, 7R 13K
0.13L/4 (K 50kg DHar, — ML IE 410mL, R AR L 6.31/5), AR RGE
(positive end-expiratory pressure : PEEP) 4 cmH,O D& TH ASIBIH R TH o7& SN T
w5

ALS IZBUE L T 2 WSR2 b 2w TIV T, RESH 72 ) O —RHRKE X 12~
15mL &) 8~9mL Kiili13 ) AS A THRBENHEG OB I & STn s 2% 5B
D7OIKERTE 1kg H72 0 12~15mL IR L T 72WE D3 H o 7248, BUEIR ISP o
7o OIZIIHBEAIBI 2 (mechanical insufflation-exsufflation : MI-E) Z i35 & 9127 h —[a]
PRBERIDPLIBRETH L) T HRo TV 5.

T 7o, NTHRSBIENE 2 B <720 1213w M5BT (peak inspiratory pressure : PIP) %
35emH,O KA EE LnEER TS

Inl % D R & FUBMRAE 5 % 7230 OF 78 T3 A &2 ARAEE #1385 (volume-targeted pressure-
controlled ventilation : VIPCV) €— F, FE#ERE 1kg 721 6~8mL, WA XGENITE (inspi-
ratory positive airway pressure : IPAP) 10~25cmH,O, M-5&UER/T (expiratory positive air-
way pressure : EPAP) 4cmH,O, WEE 15 [/ Tdh ), 30 HHBIZ L, 7 AZRIIIER AT
bz

2%y T NIV TR E N TWE—FT, TIV TR O R bx % = T3
UMD ) T 7 T 4 THEIMEDNL 2 L% o7z BEDT v 7 AMULEBGRER T,
M C AL R B A o 72 Y

BARE LR EZZZIIRET B0, DK pO, pCO,, LHIEZ FHEI— A= 2 &0
R WIET 5.
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7. IYOREIR

[SEDIRFRFE]
TIV OB L Tl3% CIEBISIZETH ), ALS # R & LM AN LETH 5.

ik

1)

2)

4)

Park D, Lee GJ, Kim HY, Ryu JS. Different characteristics of ventilator application between tracheostomy-
and noninvasive positive pressure ventilation patients with amyotrophic lateral sclerosis. Medicine (Balti-
more) 2017; 96: e6251.

Schultz MJ, Haitsma JJ, Slutsky AS, Gajic O. What tidal volumes should be used in patients without acute
lung injury? Anesthesiology. 2007; 106: 1226-1231.

Glas GJ, Horn J, van der Hoeven SM, et al. Changes in ventilator settings and ventilation-induced lung
injury in burn patients: a systematic review. Burns 2020; 46: 762-770.

Vianello A, Arcaro G, Molena B, et al. Effect of a passive exhalation port on tracheostomy ventilation in
amyotrophic lateral sclerosis patients: a randomized controlled trial. ] Thorac Dis 2018; 10: 1007-1014.
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Questions and Answers (Q&A)

Questions and Answers 7-12 7. [FIREE

RHESEVYRTAIIRS [tracheostomy (and) invasive
ventilation : TIV] BEICHI(FBIEEBEIR - SHEICIZIED
&S5 HDONHBIH

EZ

OEEMERE LT, SEA, DRGENE, MRERE EESE HRERLENHS.
F1, BHHEEUTHRE, BEE - RBREE, BELENSS.

ALS IZRBLAINIE L RO MIEE MR A TH ), AT I EBER I 2 TIEEB IR
bRDODLEICHEDLIEDPMENT S (Q&AL-3, Q&A1-7THHH).

ALS B OIEEFER & LTIE, WK, BAMRERE, IR, MAmE, JRR N
REDHY, BENIH5KEVHAT ALK [tracheostomy (and) invasive ventilation :
TIV] #EEOGIHE & U CRAYE, AR - KRB A, SR L0555 "

TR EW TIV #1TIE 20% L0 - CRRo S, AT ALS TIEZ AL F — 8 A3 (2K
{ ook, WITHRZAER L0 EHE I TN 2

H AR E TS T & 2 it <R KRIIUE & v o AL EMEDS SO b h
%% HEHEREED I & F X DN TS 7 ZOIFBLUIIEDO RS HE ShTwa. 500
B LTI — WAz 272 ALS BEHD 14% Tl 223 BLLHIEZ B0z i ShTwn s ©)

TFERE R I3 LS EM L2 DA ¥ A ) VIRPI T X > TEZ S B WReED S 1
RUITIVAITIZE LW SIEIREZ 2T 52805 5 °.

PCARIRIE (X R TIV B TIE 25% L ETRO LN TV S Y RO I WL LT 5
CENTELRVAET TR, ARMEREOR G bIFH ST 2.

PEIRREE ST R TOBEREDEE STV LD TR ZRWWA, B TIV BT 50% L1 ETHRER
HT—TVPRBEEINT0D EOHED»H 5 2

JEASETIEH %€ (38.8%), Mg (34.3%). WREKEALE (23.8%) 3% < V) HANBEEIR OGS
b0 RUBICIIEIBERDOIFEIEIY I 5.

[SEDFRE]

R TIV B#F 123800 5 JEBER - S OHEICB§ 205813 ROl T L2 frbh T 55,
% Dliix TOMIEPLETH 5.
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ik

D
2)
3)
4)
5)

6)

7. IYOREIR

Nakayama Y, Shimizu T, Matsuda C, et al. Non-motor manifestations in ALS patients with tracheostomy
and invasive ventilation. Muscle Nerve 2018; 57: 735-741.

Matsuda C, Shimizu T, Nakayama Y, et al. Macroglossia in advanced amyotrophic lateral sclerosis. Muscle
Nerve 2016; 54: 386-390.

Shimizu T. Sympathetic hyperactivity and sympathovagal imbalance in amyotrophic lateral sclerosis. Eur
Neurol Rev 2013; 8: 46-50.

Choi SJ, Hong YH, Shin JY, et al. Takotsubo cardiomyopathy in amyotrophic lateral sclerosis. ] Neurol Sci
2017; 375: 289-293.

Shimizu T, Honda M, Ohashi T, et al. Hyperosmolar hyperglycemic state in advanced amyotrophic lateral
sclerosis. Amyotroph Lateral Scler 2011; 12: 379-381.

Kitamura E, Ogino M. Occurrence of cholelithiasis and cholecystitis in amyotrophic lateral sclerosis
patients with long-term tracheostomy invasive ventilation. Intern Med 2011; 50: 2291-2295.
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Questions and Answers (Q&A)

Questions and Answers 7-13 7. [FIREE

SEYIRTATIIRS [tracheostomy (and) invasive venti-
lation : TIV] ZRIaLIcdh &, BERAFIISRED TIN5
RERZLEULEBESREDKSICHIHT S H

EZ

ORVKTII, IFIRSERERZTTREE T DIERPFIRNEDH SN TULEL.

WP E TR D B LR D 72 0 K45 VI B T A LA [tracheostomy (and) invasive ventilation :
TIV] FEEEAE L CHANCARANDO R BRSNS I N5, TDdH LITRAD TIV
Pl MeEs 2 — AR, R4 UADIKRE (totally locked-in state : TLS) (ZFfio 723545, A&
ANDOFEFHRIZE Y TIVEEREZ HLT 27— A0 5.

IRE 2 &0 0boTWbAAY vy 71k, ZOL) LRIV EL, FRELAIRED L
WZ EnL, ZOMNIBICEERT HHIRRH 5 N

TIV BEBLIE [25850 ] 5 [ OHIE] OWTRTHEH, FEmShs 2 Lidd - Thiam
HTwhwv, WINOBATORAOBEENRIEEIN, REOBNOATIIIT) LT
&, ALS TIMEATT 2 L ATTASERGERE 2 & LWk iR % 50 5 2 L R TLS
EETLIEDPHONTEY, RANOEEBEZMRATELRS DI % BV &0 b S
BRPERENLZELDHD Y

[ (REARIY) 2350 ) &% 2 B, R E DD DERIIHRIIIFAEL 2. L LEER
FHBEFE ORI G BT T 2 BBNREE L L CHAE SN B L LT [HRHIIE
DT HNT, FORMASBE-TWDLIE | ZHIFTWAE. FFUHRTHEPIEICSF CE
HERHIFHLN TS

JV 135 )9 B S OB 5 BRI T %) RIS B\ TR OIBIZIERE L 9 5 G
HiEoZfE L LTEAEOHCUEDRIHEE LT [BIEORAARDZ CFAHAENIZES TWnD 2 &
BRERBIFOLNTVS, TN HFEHAPTHILTDH 5 HEH H IO 720121% [FER 2358 - Tw
LIl RBEMHELTWS. ALS 220 TIV ikl CEATTE A6, [FEM > TWw5 ] L%
b cirEF o EzZoN5.

—77, JEAGEEINER L7z [ NEORABE RSB 5 B - 7?@&%7ntxm%¢5ﬁ
A RF4 7] T, RANOBESHEEZERTH-> THMRTEY FiREH IR (RO IE)
WUFETHILEEINTVD., 272 LHA FI4 VNI ci(é%?@l’\]ﬁ My saiidvt &
I, GEAMEITT D TIV LD LA L TIV BEBLCBI L TG SN2 X9 12> 7. TIV B
W EROHIE] L OWENS , BERANOHAPEEINL L3N THD VP
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7. IYOREIR

[SEOIHFRE]
TIVEEBLICBILC, S5 &bl ttama sy oy S AEBMT 5 LENFH 5.

ik

1)
2)

3)
4)

5)

Magelssen M, Holmey T, Horn MA, et al. Ethical challenges in tracheostomy-assisted ventilation in amy-
otrophic lateral sclerosis. ] Neurol 2018; 265: 2730-2736.

HGEHT BAHITRIR ~F- 4 () 1172 %, 1995 4 3 H 28 H.

B 7 BRIk <1 14 () 3802 5. 2005 4 3 J 25 H.

RSB, TANEORGEEREZ BT 28 - 7 7 OWET UL XIHT 274 K74 ¥ | B,
https://www.mhlw.go.jp/file/04-Houdouhappyou-10802000-Iseikyoku-Shidouka/0000197702.pdf (i #
77 EA 202344 1)

Braun AT, Caballero-Eraso C, Lechtzin N. Amyotrophic lateral sclerosis and the respiratory system. Clin
Chest Med 2018; 39: 391-400.
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Questions and Answers (Q&A)

Questions and Answers 8-1 8. UNEUF— 3 ER, QOL

UNEVF—2 3 VEBEOBHIXEH

EZ

ODSHEE - BRETIHE TGRS - HBEL, HABNERL, BEERKOETO
& (quality of life : QOL) %#5 - AL ZE 3 &THS.

INEYTF—va YEFEVD L, BERE>SORBICERSEINSLTHL. Ll
A5, ALS O &) ISHUAN ZRIGHRED %, EFOFEKT 2 H#ET S 2 EEICE VTR, &
FLRD MR, D LARMIIAEZEZHOTRARICENZRIETE2LHI1ICTHZET
HHEEHTOWEBZH A, WO ZE LIRETHRETELXHICTH2E, D0TIRE
HEREOETEDE (quality of life : QOL) & [A] L3825 2 LAHMWE 25 V2

ALS (XIS, Bz LS OWME T 2 B9 5% T, 2 ofEICB W TR EE,
R - WETREE, RAEBRE, aIa=r—va VEE PREE KT -9 O%EORMINRH
M LA OREZRZ LI LIChE. UNEY F—Ya VEETIE, ThEhofEIcsL
T, HUAREE, VSRR SRRIEREE R EOFIM - SRR AT) L& BT, ek, AW, W
2 A X EIROTWHRETYUE % L OBSEL 28 U TRERBEORMICHO L 2 L2k 5.

ik

1) Vanina Dal Bello-Haas. Physical therapy for individuals with amyotrophic lateral sclerosis: current
insights. Degener Neurol Neuromuscul Dis 2018; 8: 45-54.

2) Majmudar S, Wu J, Paganoni S. Rehabilitation in amyotrophic lateral sclerosis: why it matters. Muscle
Nerve 2014; 50: 4-13.
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Questions and Answers 8-2 8. UNEUF— 3 ERE, QOL

MEEFERICHTHUNEYUF—Ya VEBRREDLSICITSH

Oz

ORIETTIENE (range of motion : ROM) T 7 HH 1 X - (FiiZ - BRLETEE (activi-
ties of daily living : ADL) &ZB%17>.

OBE~DPEEDHHETOHICH U TIE, BEDEHSRIIR - FHRFESDH—FHNCED
THBUREMNDS.

OBRLZESERE I, HHETEZRILSELITEMENHY, BBICHPE - &SR - [FIRSE
KOLIR - BBHABUVKSFRRITD.

&

EIUII:I

A Al U O A BERE - HE AR - AL MoMF - L2 HvE 5. FEICRER
WNIBERERIBIATLA T N DR D720, BWith, ERPIIHMATE I LRI NG.

BT Bl (range of motion : ROM) .7 H44 X34z @ L CTHRITH S ! S - F
B - WS - JHHH O ROM HIBRIE, MHRBEREIC T 12D 42 h3 %720, R SMI6T 5. SHHS -
R - R TR O ROM #MEFHE, ABHIHED EHOTE, O 2 VRS - FRF oAk fs
TREE - YRR OLHIN Y — VR T I eNED LD D 2 AT LR T ROM =7 4
AR a=r—va VEHOMEMICOENT, BF - RIROEFOHE (quality of life
QOL) MR b D %ns b 70, ZWhE & HHE LWNH % SRERIICAT D . A b Ly TSRS
RPN 2P B AIIFICRET, vy =V R Eb A - MK - OHA N LR 2R
SELMEDD S.

TEBFENTB AT - BB % 5 2 X9 Bl H A = & B8 LSRR - IGB oM A1 5.
5 D DIAERALLEGRER DA TIE, BE~ RO IKT 2 7”§9EBNI T LT 20~45 43/
[, 38 3~5 AL O B HRER) - TV T X — & — L, FEFROMEMNA  REHATT
HBCTHho/ " iz, PAE~1 %O HEAFEE (activities of daily living : ADL) ¥ - #
FHOWN T 2R Z Lo 7285, 7 70— TN Cl3mB b k<> QOL #Mikk, MBEREAERHC
FRTH HWHEMEAVR S/ 30 BEFHEOB — 7% ) N 7— 2 3 Yl 3 2 TR
MR, EITORE - FEEIRAL - WK - REREOGIEZEE L, /i AFBAL - FEE % WD T
INEY T =g YRREEREENET 2 LEN D L. W L BB AR R AR KT (over-
work weakness) %3 { WHEMEASH V), AMESLTIEO RBOAEETH 5.

Ry k- UNEY TF— g VERD ALS FEFIEA SR, FAERIY 1 K — 2 Hybrid Assis-
tive Limb® (HAL®) 25 ATHBEDIE R, 473 A 7 LGSR R DD LW DS 5 500 AT
MWCTERLBDEZMICADLIME T 528005, TEBMYBITOMIHILD D Z LA WEE
Thb. HHEHELOMIBETETIR° ADL OMFHCAHRITH 5 (Q&A 8-4 BH).
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Questions and Answers (Q&A)

[SEDHRFRRE]

%7 v 2MULBERBIE T NS REGIA B L DR TH Y, &0 KRB A AWFFEAT L
LE3NDB., — /T, H—ENINEY)T—2ar7ul g AOMVITEEL C, ZHBRRER
29 % &) BARIICHER T 2 LEDH L. £ NE) T — ¥ a YRR RAD BB 0%
W5 DMESLATRE TS 5. HAL ORI RE B AL STV B BERE 7223, JEBi
Lo TRMRPRATINL OGRS L4 LIEFOERMATETH 5.

ik

1)
2)

3)

4)
5)
6)
7)
8)

9)

Krivickas LS, Dal Bello-Haas V, Danforth SE, Carter GT. Rehabilitation. Amyotrophic Lateral Sclerosis,
Mitsumoto H, Przedborski S, Gordon PH, eds, Taylor and Francis, p.691-720, 2006.

Bello-Haas VD. Physical therapy for individuals with amyotrophic lateral sclerosis: current insights.
Degener Neurol Neuromuscul Dis 2018; 8: 45-54.

Clawson LL, Cudkowicz M, Krivickas L, et al; neals consortium: a randomized controlled trial of resist-
ance and endurance exercise in amyotrophic lateral sclerosis. Amyotroph Lateral Scler Frontotemporal
Degener 2018; 19: 250-258.

van Groenestijn AC, Schroder CD, van Eijk RPA, et al. Aerobic exercise therapy in ambulatory patients
with ALS: a randomized controlled trial. Neurorehabil Neural Repair 2019; 33: 153-164.

Bello-Haas VD, Florence JM, Kloos AD, et al. A randomized controlled trial of resistance exercise in indi-
viduals with ALS. Neurology 2007; 68: 2003-2007.

Lunetta C, Lizio A, Sansone VA, et al. Strictly monitored exercise programs reduce motor deterioration in
ALS: preliminary results of a randomized controlled trial. ] Neurol 2016; 263: 52-60.

Zucchi E, Vinceti M, Malagoli C, et al. High-frequency motor rehabilitation in amyotrophic lateral sclero-
sis: a randomized clinical trial. Ann Clin Transl Neurol 2019; 6: 893-901.

WHE, i % [ALS (FZEMIEMRELE) GO 4 R — 7oKy  HAL 12X %38
Bj=a2—u YREBHROMER. EFEOH WA 2020; 272: €523-e527.

Nakajima T, Sankai Y, Takata S, et al. Cybernic treatment with wearable cyborg Hybrid Assistive Limb
(HAL) improves ambulatory function in patients with slowly progressive rare neuromuscular diseases: a
multicentre, randomised, controlled crossover trial for efficacy and safety (NCY-3001). Orphanet J Rare
Dis 2021; 16: 304.
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Questions and Answers 8-3 8. UNEUF— 3 ER, QOL

BEREICNTIUNEYF—Y 3 VEBRENERN

BE

OIEERENETRHICOBABZIANEINE D F— 3 BB REIISNTULELY, {8
WFERDIBELETCII 2 - yr— a3 BEOHR—NETDIZEHNTES.

i

Elﬂ"!

WEREZOL ORI T2V NE) T— 2 3 VBRI T E T Y AL SN TE S
8 2 1205 U CRE 2 52T 5505 4. MEERED RO 2R X 0, % &S0
WS ZMESER)NEY)T—2a Y - HEORTR— 2179 L &b, OEFHICOAE
T35, QEZADECEHT, ORFHEZER LT, OHVELTHEDL ZWIEE, BH
2, OF —TU—FTERS, @V AF v —2RATRMTLHEIIWETLILLHHT
B PEE~EERMTREESICBNT, AENTRELTRELY TV AZELTHZET
SRR EEDS EASH Z L AVRENIZ Y JEHRA b L AEERELY B S ¢ 5720, BRI
BTN LB E R RS TH 5. BIHPEHSHA AT X 2 M B A5 545,
135% F#i8 (palatal lift prosthesis : PLP) A5—FICHH 285653 5 ©. PLP % LIPEPICE
ALTHHOZZ B EIEH T LX) RN SRR Z /i) L, SEAREOLIENELZ EAS&
LINRD B 5.

BAF S HREERBEOMEFFICH O 20, MEHEICL) 2227 — v a VIZWEED RO
LRI S, YK - 3T I 2=/ — 3 v (augmentative and alternative communication :
AAC) OIS - HADOHEMALE L\ (Q&A 93, Q&A9-4ZHH).

[S#&DRFRE]
W R 5 BB AT b7, HARE REG L T MR 5 57
EROWAEAHIETDH 5.

B4

1) Tomik B, Guiloff R]. Dysarthria in amyotrophic lateral sclerosis: a review. Amyotroph Lateral Scler 2010;
11: 4-15.

2) Elizabeth K. Hanson. Dysarthria in amyotrophic lateral sclerosis: a systematic review of characteristics,
speech treatment, and augmentative and alternative communication ] Med Speech Lang Pathol 2011; 19:
12-30.

3) Allison KM, Yunusova Y, Green JR. Shorter sentence length maximizes intelligibility and speech motor
performance in persons with dysarthria due to amyotrophic lateral sclerosis. Am J Speech Lang Pathol
2019; 28: 96-107.

4) Alfwaress FS, Bibars AR, Hamasha A, Maaitah EA. Outcomes of palatal lift prosthesis on dysarthric
speech. J Craniofac Surg 2017; 28: 30-35.
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Questions and Answers (Q&A)

Questions and Answers 8-4 8. UNEUF— 3 ER, QOL

ALS BEICIF ED K S BHBIENTFAD

EZ

OIEEE - MERFERICKRE U THEZHMEIT 0L, BREETDZHETEHE0D, BEFE
EBBHN, MBEDII2ZF—Y 3> FRELBBZHD, BRUBERBIEKSBENIERATH
3.

ALS OWFEREIRRLEBAL, FEROMEATIZ—HETIE AR L, RIS K D IR S5 HEEHB
(activities of daily living : ADL) ® FE 1) H %A1 HE (instrumental ADL : IADL) & % Z
CWCER L. BEOWHIEL B2 WREZIR Y M5 2720, Wil Pids X ORI 2
ZR LoD, BYURMIICHEESLBEITE, 23227 —va VBB BEEHM (infor-
mation technology : IT) ### 7% K OB B AZOWTIEHGeME L, BAZATY.

EAMBAER T IORT. ITHRGEL LTSV ay, Ax—b7x>¥, §7Ly b f
=2y MIERTE2BENHITONL. TS ORMERCHEIES:, HHBEREEEA
A, BEOEIRPHEICMA, WETREEZEETHLET TR, BELRKEOLIRE
OB L, WY 2RI RER AR Z8ET 5. RARLBERKE (ERT42L), BREE
(b ¥ A77—=F=F, V7 4&), a3a=r—3 a3 /8 ADL 0720 0RO
&, R EREEIC L D RS ) BEEATIIERICL > THETHEVRT <, ALK D
KM S 2 TREERII TR B e TREZHH L, 172 ZEftd
% 3 SR RIS - HHWOMHIKTIC XL 2E P2 ) LPOLER, WTHORI Y a=
VA 0 AT 2B R AR & WA TN AWM EAD Y £ 3 V7, il
Wa2EET 5. MEAERPEROEARDMBIEHREA Y v 7 LHlIEL, I NE)F—2 a3 YFT

x1 FHHE - BUKS OB - FEUEORE

fxRE EfEs FEE
+ %8 (LR - T - Bi) s REMAB * F9 U DIYMF
s BRI  HEE @BENYR) o BREMH
s BEER/T « IRSNBHLEAE  2AO0—FHRE
* 5{T8s o A(IZEHRES * RAT - BRI DZSE
s ST R s BEIRU T b e 5IEFRENDEDEJIEZ
c EEEESEARRGMERE |« NEMBAR o (BEEDE R

« dSa=h—vavis

BRO—) - BIERAWTF - [§
FERT - BFAE/NYR -
EHRARGEMES - -
REmEESE)
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8. UNEUF—Y3aVEE, QOL

IR EF 2 47, BEE OIS U THIBI BRSO L E 2 a3 5 LE 0D 5. FEFil
DYAI YTV AN, FPABRZTENTA2L 85 5.

THHOREREE AR, TG EERMEH L Twiwv ALS B8, “PFERSEWEIN S
D, ITHE&GZEGEOLITIENT 572008223 % Y(Q&A 9-6 ). F72IT %
BALZZS0OO, FHIREIC X0 MG NEE L 2 ) 2Pk LTL ) BT, K
O 2 W HE & 3 2 EMEMOSRAR PR L TWD 2 ep3H Y 4 HA L2
MAE T e & 3 2 KRRl oL b EEND. TLA Y Y Y - F =T x4 R (brain
machine interface : BMI) WL, -3 ¥a—%— -4 % —7 x4 A (brain computer
interface : BCD) &, ALSHENDII 2=/ —v 3 VP a v ¥ 2 — & —HillIFE L L TRE
ENTVDD, ZOFROMEIITIF Vo T 7 (Q&A 99 BHH).

[SE&DIRFRRRE]

fEEZEOMBEER T I 2= — ¥ g YIRS - ITRGOBES R AMIEDOKGE, B XU
o DR 2kl L TR TE 2 3RMHIOME, 3327 —va VRGP ITREGEDOT v 7
T—FMRE/ DA ¥ —% v |} (internet of things : 10T) DFIH & EDHEHEA KD SN .

ik

1) Connors K, Mahony L, Morgan P. Variation in assistive technology use in Motor Neuron Disease accord-
ing to clinical phenotypes and ALS Functional Rating Scale - Revised Score: a prospective observational
study. NeuroRehabilitation 2019; 44: 303-313.

2) Arbesman M, Sheard K. Systematic review of the effectiveness of occupational therapy-related interven-
tions for people with amyotrophic lateral sclerosis. Am J Occup Ther 2014; 68: 20-26.

3) EHE—, kA5 BTESRDG [BRE o - BEEIC 70 2 R HHRE] R SR AR LA
OFERFRE. AR HFEEE 2014; 30: 15-19.

4 I PR ALS BFEICBIT S 3 I 2=y — ¥ g YIRSROFITARIL & SRS 2 BURAT.  HAMN G
2k 2015; 20: 125-138.

5) McFarland DJ. Brain-computer interfaces for amyotrophic lateral sclerosis. Muscle Nerve 2020; 61: 702-707.
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Questions and Answers (Q&A)

Questions and Answers 8-5 8. UNEUF— 3 ER, QOL

EFDE (quality of life : QOL) DFF@IICEHLNBREICIE
EDELSBHDHHDH

B2

OALS BE(CHT S QOLFHEREC[3EH S, FHEBNICE > ILFHBEREZRINC EAK
HEND. BEAART7NAOBENEZHET 50H, BARER, RERRE, £F0OHEE
EICRT S QOL ZFHET DMKV ZBRT B.

[EOE ] v L [Ear R EAF 0 | & HIREN L quality of life (QOL) 13 lifEBIR3TALIC &
DBE SN, HEESCHIRE SRk BERICEIE L2 NAEOIRDUSH§ 2 HEFHTH 0, [ B
S OB ] [ ESZORERE | [0 BIAR | [RGB | TR Bk R B ME & ) ol %
. INOEkE VO EOORETIHGET 2 2 L IEWEEZR 720, &5 FIBIENEZE W72 BRE
172 REETH§ % 2 LA TH 5.

QOL REEIE, WG &3 2HERLME 2K EE L2 \WEHE QOL FHli R & # B QOL &F
liREEZ DT Z 2 EATE S,

BATYH, WRNAL EREUEFTAORMRIEICIE, HERE QOL 2V S b, Wi
MR EE T, sickness impact profile (SIP), short form 36 health survey (SF-36)", EuroQol
(EQ-5D)? % EWd Y, 7z, ALS DHRBIFRINIE L L Tid SIP/ALS-19°, ALSAQ-40 (fili%h
& LCid ALSAQ-)Y % &45d 5. SIP/ALS-19 &, H51C ALS B# T 2 BRHERIC BT 5
AHEZ BRIZ LU CTIREBZBUE L 72 SIP Th 5. ALSAQ-40 1, ALS & & E&ilfj=2—n0 >
PEDOWFE I B 72D OISR 2B QOL TH Y, fli%hie LT ALSAQ-5 238 5.

72721 ALS @ & 9 1ZH#EATYEIC ADL 2% 25T, AEHEBE QOL TRFfi L & e v
Wiz Ffo720, BEHEASPHPICE > TROEELEEZEZLHH 2EIRL, HASITHTH
schedule for the evaluation of individual QOL-direct weighting (SEIQoL-DW)" %, il
Hb B PEB LKW O BH O QOL % &l 3 % 72 912 Fl % & #7172 McGill QOL questionnaire
(MQOL) 7 £ OWAEMREE®, MQOL IZH:D 72 ALS #ESF S R E D amyotrophic lateral
sclerosis specific quality of life instrument-revised (ALSSQOL) 7 & & fliH] S 115 9 ALSSQOL
(&, MQOL 22D\ CI SR 2T % & 72 QOL % &Hilid 4 HIWTHIESN2b D TH 5.

F7MRRAMREDOBEDNEED QOL ZiHili§25 2 &b, BHED QOL ~NDRELR L%
ZBHEEHEINDERETH L5, ALS ITHHL L 75l 2 WO DBURTH 5 7.

[SE&DFERRE]
ALS BHE DA% O FNH & 572 QOL FHliiE O, HHIZHATIREEWH T A T#HAX
[tracheostomy (and) invasive ventilation : TIV] D3 AZRAHILNE <, FEEH%D QOL 12D
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8. UNEUF—Y3aVEE, QOL

WCEHIT A HEDREB LK LT Y ADREITRD 5B,

ik

1)

2)

4)
5)

6)

7)

Neudert C, Wasner M, Borasio GD. Patients' assessment of quality of life instruments: a randomised study
of SIP, SF-36 and SEIQoL-DW in patients with amyotrophic lateral sclerosis. ] Neurol Sci 2001; 191: 103-
109.

Green C, Kiebert G, Murphy C, et al. Patients' health-related quality-of-life and health state values for
motor neurone disease/amyotrophic lateral sclerosis. Qual Life Res 2003; 12: 565-574.

Bromberg MB, Anderson F, Davidson M, Miller RG. Assessing health status quality of life in ALS: com-
parison of the SIP/ALS-19 with the ALS Functional Rating Scale and the Short Form-12 Health Survey.
ALS C.ARE. Study Group. Clinical Assessement, Research, and Education. Amyotroph Lateral Scler
Other Motor Neuron Disord 2001; 2: 31-37.

IR, KRR, AREAL 1370 ALS ##54 QOL RIE ALSAQ-40 H AGli—2 D% L L BRI
T Tl & AilE 2004; 56: 483-494.

Simmons Z, Bremer BA, Robbins RA, et al. Quality of life in ALS depends on factors other than strength
and physical function. Neurology 2000; 55: 388-392.

Felgoise SH, Feinberg R, Stephens HE, et al. Amyotrophic lateral sclerosis-specific quality of life-short
form (ALSSQOL-SF): a brief, reliable, and valid version of the ALSSQOL-R. Muscle Nerve 2018; 58: 646-
654.

Page TE, Farina N, Brown A, et al. Instruments measuring the disease-specific quality of life of family car-
ers of people with neurodegenerative diseases: a systematic review. BMJ Open 2017; 7: €013611.
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Questions and Answers (Q&A)

Questions and Answers 8-6 8. UNEUF— 3 ER, QOL

BELNEEDOETDE (quality of life : QOL) ZEm L E
BEDICIFEDKS BT ELNERAD

o2

OREFEL (PT) - {EREEL (OT) - SSTBREL (ST) B ED=—XCMULELINEY
T—aVvieRETO LN, BRDETONAR, BED QOL DHRHICHEST .

OFREBHATRS (NIV) BEFEBED QOL 2@ LEE2TEEENH S (Q&A 7-7 BHR).

ORI SITOEHEEIETF —AICKZBET 7 IBED QOL %, e, BET7EN
EET7JO—FRBNEED QOL 2@ LI 3.

ONERIBREINEEZED QOL (CHEZSABIY, NESHIVEETRT7PH—ERZE
tDICiRHT 5.

D22 7 EH ERKBE, WKGETIC I WV ELT 208 2fax o0, HEEGEZ%XS. &
B LR OETG O (quality of life : QOL) ZHERFT 27213 T% <, ML S®2WHEEN S %
FTRINEYT—=2ary77ua—FERE L, #EKRT 52 L, B ERKBEOREENZ L
Ro—WE bl EVHIRFTES.

BEEEROLMEERET — 22X 57 7TIRBEOEGTHR QOL M EICHFLG T 50, —7
THFEDOT 7L LB —AT AT AL P efTo THOHF LERBO QOL A LI 2\ & DHE
bdHb% ALS O L) 2 HATHREIIET 5 BH ERKBEO QOL 2 Y ¥ 57 7 u—F D
QLD T3 % °)

PEAFR L (physical therapist © PT) - fE3EH##{ 1 (occupational therapist : OT) - & a5
1: (speech therapist : ST) 12X 2 U NEY 77— 3 YRR ERLHE O AZEZ D QOL (2
WEERZL, BEO=—ZE C7REEAT) 2 &7 QOL DMEFRFHISD Y

KRB ALS B I3 3 2 =7 — 3 3 YRS 2 BT VB R A S8 A Ls i N i s
ALK - %2 3 2 =% — 3 3 ¥ (augmentative and alternative communication :
AAQ) D b L == 7 %479 2 &I LRI AEE AT O QOL 1l RICH 59 5 ¥ (Q&A 9-10
ZH).

IR N THS (non-invasive ventilation : NIV) Bl#a# 8~15 » HiZ, REIR & OfEIC
B L 72 QOL RIS #HAHERFTE, NIV O3> 754 7 ¥ ik QOL Flf (benefit) & A7
BHSRCAHBEIAS A D273 0 EEEOERRMR ALS B TIE—#F QOL IR L722%, Aifi
FROYHFIZRIFG Lahorz.

amyotrophic lateral sclerosis specific quality of life instrument-revised (ALSSQOL-R) (23>
CRFAMITIE, HHER NIV AL O BH O 4 2 QOL (W] 6 2 2 ftid 7 ap > 72 9.

I ORI, ARERRR, QOL KT, Myl ORI & &2 nA 7% A
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8. UNEUF—Y3aVEE, QOL

HY 9O AEGHEDEVIZE QOL AMED 572 WA MENDH B 0 A-HEZ ORI X K%
fRAEL, MEICHTABENLHEZMS T-DICH — U X L ERIAHI 220t 5 2 L1, /i
ZOQOL #M L&A & 20d Lk,

[SEDIRFRFE]
BERPEKED QOL ICHTA7r TRINEYF— a7 7u—FO—KEIY 7 ¥ A%
T 572DI21%, ZEBITORHENREEOKGELLETH 5.

ik

1

2)

4)

5)
6)
7)
8)
9)

10)

Traynor BJ, Alexander M, Corr B, et al. Effect of a multidisciplinary amyotrophic lateral sclerosis (ALS)
clinic on ALS survival: a population-based study, 1996-2000. J Neurol Neurosurg Psychiatry 2003; 74:
1258-1261.

Creemers H, Veldink JH, Grupstra H, et al. Cluster RCT of case management on patients' quality of life
and caregiver strain in ALS. Neurology 2014; 82: 23-31.

Bede P, Oliver D, Stodart ], et al. Palliative care in amyotrophic lateral sclerosis: a review of current inter-
national guidelines and initiatives. ] Neurol Neurosurg Psychiatry 2011; 82: 413-418.

Soofi AY, Bello-Haas VD, Kho ME, Letts L. The impact of rehabilitative interventions on quality of life: a
qualitative evidence synthesis of personal experiences of individuals with amyotrophic lateral sclerosis.
Qual Life Res 2018; 27: 845-856.

Maresca G, Pranio F, Naro A, et al. Augmentative and alternative communication improves quality of life
in the early stages of amyotrophic lateral sclerosis. Funct Neurol 2019; 34: 35-43.

Bourke SC, Bullock RE, Williams TL, et al. Noninvasive ventilation in ALS: indications and effect on quali-
ty of life. Neurology 2003; 61: 171-177.

Bourke SC, Tomlinson M, Tim L, et al. Effects of non-invasive ventilation on survival and quality of life in
patients with amyotrophic lateral sclerosis: a randomised controlled trial. Lancet Neurol 2006; 5: 140-147.
Zamietra K, Lehman EB, Felgoise SH, et al. Non-invasive ventilation and gastrostomy may not impact
overall quality of life in patients with ALS. Amyotroph Lateral Scler 2012; 13: 55-58.

Galvin M, Corr B, Madden C, et al. Caregiving in ALS - a mixed methods approach to the study of Bur-
den. BMC Palliat Care 2016; 15: 81.

Burke T, Galvin M, Pinto-Grau M, et al. Caregivers of patients with amyotrophic lateral sclerosis: investi-
gating quality of life, caregiver burden, service engagement, and patient survival. ] Neurol 2017; 264: 898-
904.
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Questions and Answers (Q&A)

Questions and Answers 8-7 8. UNEUF— 3 ER, QOL

(ALS BE®D) 4178 « 1R - HEICOWVWTIREDKSICIEET
3h

B2

OEZBLERBE - N\— M —RETOEENHNFMEETFICEAL THRZNZ 3B 0. 7
Ik - BESTRETH DY, BHFCBEAORTE, ATFRBREDOTLEMZIMICESHM
TRIBENDS.

ALS TIPS RE IS B 2 T2 213 L, HATEICB L CHRIBRZ A A& L »
IIUET Y AF R, LALEHH, ALS EWIHRBICREALTWLLWnw) 2T, BEAY
FNEBRL LIPS VEMELR WL S= b —IC X DR EHNRBAEIAETLL 2 ER
WP B RERE E R W KT 20 E MBS ES 2 2 0d ), M0 H ) 22 721c o TR
HEEME - = N —ORTOEENLEL 5.

HARTIIMDOD ) 072+ — 7 VIRETREIIE > T ws, FERi, FHi#fiz & ALS 12
53 5 R HEE L, TEORTEICIR S S, HEICh b b kA B EIT) 7200k - 7Y
YRV VTIIHIRTEL LD, KHEEZLIRETHD V2

LPEBFHTIZ, ALS BIERICIR, HWEICW o 7ER L IE STV S, HRD I THIE
L7225 d H 2205, WRADMEIC L Y W5 50w EYIRZ BN 2 282050 H
D, OB, FitEEoOMA 20, ERERVERAT O BIREREA O, W NRE D
PR, FEHREM AN THA (non-invasive ventilation : NIV) B E2EE L7252 L1245,

IR ) VY =V BB G L2 SO BDd 25, A CETlE, i, ek, milin s
ANEEG LI, BATAHEACEHG 2 TIETAZ LIl o TV A,

T ITRAIOVTYD, HRFELIITIRL T A REOD 2 m AIEHEG- LaenwZ &
AWEI L UERP ORG-S 2 R L T zw), B o NI G- i
BRAZMTSES T L ERMNCEFICHEBEINTV S,

[SEDIRRRE]
MPATENCI T A A k) 7Rl L, HEBRIBLOND L HICT YTV ADWEZ X5 P
BB D.

ik

1) Poletti B, Carelli L, Solca F, et al. Sexuality and intimacy in ALS: systematic literature review and future
perspectives. ] Neurol Neurosurg Psychiatry 2019; 90: 712-719.

2) Shahbazi M, Holzberg S, Thirunavukkarasu S, Ciani G. Perceptions of sexuality in individuals with amy-
otrophic lateral sclerosis (ALS) and their treating clinicians. NeuroRehabilitation 2017; 41: 331-342.
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Questions and Answers (Q&A)

Questions and Answers 9-1 9. O3Ia=#~—33>

d= 1= 45— 3 VEEDFHEEh

O

OES, ®FE, B8F, BHRRE (VIAFv—) BEDBEICKY, II2Z7 -3 HEE
BICPEEIN, EITTEHLTHS. RIE, KB, FTRERSLLEOTRMHERTZ
5P LR

01317 —YaVEENHESHICHRBZEHNS, RBXFOHRF, BIREOBEE, RS - EF
NiEE, BHRNOBELEEZRHZENHS. BHAEENII2275—> 3223
CEHEHB.

ALS DIEDDFEREFERIC, 232/ —va VEELLHTH L. Yy, J5 #7 &
BRER (V2 AFv—) R EOREICLY), II2=7—7 3 UPEREND O A R REEICHE
SN, #EITL, EMIIa=r—3 9 VHIBTE - BRI T ORERETE [SEal UiADIRGE
(totally locked-in state : TLS)] 12\ 725 Z&WH 5 7 TLS A FRTH I LITTE LWV
TLS (272 o 72670 5 OGN Tld, #ATAE L, FIED 5 /EWH T ATHX (tracheostomy
(and) invasive ventilation : TIV) R RIENVEI 2 5 T TOMMIE 24 » ARG & Hh o728
TIV f#/] ALS T® TLS OHIEEIL, WAV AFIREE T D 70 FlokE Tk 8 1 (11.4%), Z0
35 TIVHESELED 336Id 6 61 (182%) TH - 72" 2006 4F DA FEFATIX, 709 Bl 89
Bl (13%) 25 TLS T, Z 09 LIEFKRFEAATEE T X 72 41 Bk 28 6 (70%) 5 TIV Bl#kTHE 5 4E DL
WIZTLS IZW iz T/ 2 72, ENR AR R A R bE 15 45 38 o ks Tk, 761
(184%) 2STLS 2, EHIZZDTHI%ETL 2061 (52.6%) A EEHUEAT ISV 25720 &
B, BEPS 0 FED LTI a=r—Ta UyPMRER T Bl mEshTnws % TLS & B L
ADIEBRE ], TP LADIRE | DE#HITEL D (Q&A 9-9ZBH).

ALS %, EH)=2—0 > OLMWNH% & aiBHMBHELME S LCoMmZ, M4 1ITHk4 2R
THRFFOZENHOND & ) 127> TE 2 HEEIHERICI 2 TIBEBERA ST 2 7. TLS
BNZIEBIEIRD S 0o 72 7 BATRRRER 2120, Bl A%k, HESRE, T—F 7 AEY —,
TEY DO BG - TR EOREREN G TN L0 (Q&A 1-3BM), B4, 178, HifEROIEXS
DEIFIEFITKE W, FEFAMEEED S, IRICZE bV E - B EREY) 2 R vk
U, KEHENII2=r—Ya v ICHBRE5R520HAHY a3 a=hr— 3 VEEOHENE
LETIZ, B OMEY, FERRLEFORS O, KBOWDHR - QUNLOKOBN, R
R, HFEOREWREIPELDLZENDH LY. I 27— a VREANOM A 550385
BERARLTCOAHTELR VYA H 5. TIVHAITIITEROEGMIEENTIEAR L, TIV K
A5 5AERIT20.0%, TIVEBEHZSEM ETH41%, $/2a33a=r—Yary 27—V
(yes/no DA FEIMHE, BRBRBM) T TTIX27.3%IHL, ZREVEKTFLZATF—Y N
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9. JXaZ4H—Y3YV

(yes/no DEsEAWHEEZ Z &5 %) BLUAT—TY V (REZEARHE) TIX60.9%T7 Bk
FHHRHET 5 LED D 5.

[SEOMHFRE]
T3 2=y =y a YEREOEREREROS T 2 EH LSRN D,

ik

1

2)

5)

6)

7)
8)

9)

Hayashi H, Oppenheimer EA. ALS patients on TPPV: totally locked-in state, neurologic findings and ethi-
cal implications. Neurology 2003; 61: 135-137.

JIHBL, #0012y, #k P, Tracheostomy positive pressure ventilation (TPPV) %3 A L 7z ALS &
# ? totally locked-in state (TLS) D4EFREMA. FRIRAIFEY: 2008; 48: 476-480.

HIRAH. R0 TPPV Jif7 0> ALS F O, Mk & 57 7 2013;19: 9-12.

Benbrika S, Desgranges B, Eustache F, Viader F. Cognitive, emotional and psychological manifestations in
amyotrophic lateral sclerosis at baseline and overtime: a review. Front Neurosci 2019; 13: 951.

Christidi F, Karavasilis E, Rentzos M, et al. Clinical and radiological markers of extra-motor deficits in
amyotrophic lateral sclerosis. Front Neurol 2018; 9: 1005.

Ito J, Shimada T, Tada M, et al. Clinicopathologic features of two patients with sporadic amyotrophic later-
al sclerosis who maintained communication ability for over 30 years. ] Neuropathol Exp Neurol 2018; 77:
981-986.

Nakayama Y, Shimizu T, Matsuda C, et al. Non-motor manifestations in ALS patients with tracheostomy
and invasive ventilation. Muscle Nerve 2018; 57: 735-741.

Finegan E, Chipika RH, Li Hi Shing S, et al. Pathological crying and laughing in motor neuron disease:
pathobiology, screening, intervention. Front Neurol 2019; 10: 260.

Pinto-Grau M, Hardiman O, Pender N. The study of language in the amyotrophic lateral sclerosis - fron-
totemporal spectrum disorder: a systematic review of findings and new perspectives. Neuropsychol Rev

2018; 28: 251-268.

185

Vw\—\J[Ipild © >0



Questions and Answers (Q&A)

Questions and Answers 9-2 9. O3Ia=#~—33>

A 12—y aVEE (BEESEEN) OFHEFEICIEEDK
SBHDHHZHH

B2

O FENEAD S HAERRK F TOHFHEIC (32HET ALS HAESHERE (ALSFRS-R) A& <ALSNTWL
3.

OQEBEVHTATRR (TIV) BROBRBGERNESIC(E 5 REORT—I 08N HD (BEXE

HEMR).

AT ALS BERERTi R (amyotrophic lateral sclerosis functional rating scale-revised : ALS-
FRSR) (33 I 2= —3 a3 YRR OMAEL 7 2EHI )k L SNTW2 ™% ALSFRS-R (FFEHIILL
NOLWBRELKFETHIATE, B L RRFNFMOAAELMEREIN TS, —J, ALS
FRS-R TiE, &2 —EDHAE X VB % o 7356 I THEERTIN T & Z2WiIRIE ORI A3 S,
center for neurologic study bulbar function scale (CNS-BFS)?, tollgate-based ALS staging sys-
tem (TASS)®, voice handicap index (VHI) # & U Frenchay dysarthria assessment (FDA)® 7
EPREINTVDD, aIa=F—7 a3 YVEENRPHIEROMEST 25T 5 k& LT HCH
VL TWARWYY TIV EOBERMEERDEEEICOWT, HIEFWIZBWIEE SNz 29 Bloks
PO SEDOA T —VREBRESN, ELFAMENTWS Y 72, —E0XEEHEEE, 7
HOM S ZWEST HMEDVDH S .

S 51, BERERY L EEEFi % (functional independence measure : FIM), Norris scale (/Y4
Je - BRA S —v), BRBEREEHE (RIS TTE)IR (range of motion : ROM), #ETHi)it&dE (manu-
al muscle testing : MMT), FBCHERBEFMN] 70 &2 RBERENICHE T 5 2 & T, MK T2HEL,
HiBIBRER DEADME TE 5.

ALS OREEHZEREREEF D A 7 1) — = > I frontal assessment battery (FAB) (& fifjfHl T3
I D0 FIENP - B - FRARRREDMR7- N TV B EIERIC B VT D FAB OIF AR S
720 UL, EERE LD TE R o ETHITIIFFMASHEE & 22 5. FAB LIAF R /5
BMRIEN TR, TR E S > THHTE 2D %W,

B, A3 2= —Ta PHEEATHL2MWHEEE LT, ZTFME 52 BARELRE
DAEBSE 2 b LIS 2 MR T 5 LSRR S Tw 5.

[SEDFRE]

BIEOA r —VCTEEHMLE N vwa I a=r —3 3 VIEEORERB X ORROZ LD H
B, INSERAMICTHITE B)IRHLENL TIN5,
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ik

1)

2)

4)

5)

7)

8)

9)

10)

9. JXaZ4H—Y3YV

Allison KM, Yunusova Y, Campbell TF, et al. The diagnostic utility of patient-report and speech-language
pathologists' ratings for detecting the early onset of bulbar symptoms due to ALS. Amyotroph Lateral
Scler Frontotemporal Degener 2017; 18: 358-366.

Bakker LA, Schroder CD, van Es MA, et al. Assessment of the factorial validity and reliability of the ALS-
FRS-R: a revision of its measurement model. ] Neurol 2017; 264: 1413-1420.

Epps D, Kwan JY, Russell JW, et al. Evaluation and management of dysphagia in amyotrophic lateral scle-
rosis: a survey of speech-language pathologists' clinical practice. ] Clin Neuromuscul Dis 2020; 21: 135-143.
Pattee GL, Plowman EK, Focht Garand KL, et al; Contributing Members of the NEALS Bulbar Subcommit-
tee. Provisional best practices guidelines for the evaluation of bulbar dysfunction in amyotrophic lateral
sclerosis. Muscle Nerve 2019; 59: 531-536.

Dalgig OO, Erenay FS, Pasupathy KS, et al. Tollgate-based progression pathways of ALS patients. ] Neurol
2019; 266: 755-765.

Pawlukowska W, Baumert B, Gotab-Janowska M, et al. Comparative assessment and monitoring of deteri-
oration of articulatory organs using subjective and objective tools among patients with amyotrophic later-
al sclerosis. BMC Neurol 2019; 19: 241.

Chapin JL, Gray LT, Vasilopoulos T, et al. Diagnostic utility of the amyotrophic lateral sclerosis Functional
Rating Scale-Revised to detect pharyngeal dysphagia in individuals with amyotrophic lateral sclerosis.
PL0S One 2020; 15: e0236804.

BEOMEORER, EARTF, lES, 3. RENGEMIRSCEA RO B RN RELEIC S 5 R
{EIERE /Wi E—Stage DM & PR TMK T OMET.  EiH A 2013; 53: 98-103.

Stipancic KL, Yunusova Y, Berry JD, Green JR. Minimally detectable change and minimal clinically impor-
tant difference of a decline in sentence intelligibility and speaking rate for individuals with amyotrophic
lateral sclerosis. ] Speech Lang Hear Res 2018; 61: 2757-2771.

Terada T, Miyata ], Obi T, et al. Frontal assessment battery and frontal atrophy in amyotrophic lateral scle-
rosis. Brain Behav 2017; 7: e00707.
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Questions and Answers (Q&A)

Questions and Answers 9-3

9. O3IazZH—3>

K -RBIZ2=5—YaVBEBEICREDLSBHDONH D

b\

B2

0577 /0 —%FfALBVWFE GETTR) &LTROXFHENSS. BRBEHEM (infor-
mation technology : IT) EBEUHDEEZAL\DII 17— 3 V#28 (communica-
tion aid : CA#28) (O—FT7I1RK) EULTRBANFELENHS. IT #szAL\S CA
s WNTTI7I1CR) &LTE, /NAVIDY (PC) PRY—KT7+>, 97 Ly hOEAICH
A, EARSBL L TOEFEASEMBRBCRREERELENSGS. COLEE,
EERITBZLEITERL, BONFERRLTHE, BODOBICLUELBFEET I5E0H3.

K - 3 I 2= — ¥ 3 v (augmentative and alternative communication : AAC) 1,
sz I 5720 7% <, BROEREEELZEH L, BERELUNOTE (V2 AFv—, H
4 2) Rt (24 F) ZFAH L THCOERZMHFICRK LT 23 220 — 3 a VIFHOHT
2t % 59, ASHA (American Speech-Language-Hearing Association) D 3% Tl [HEE DK
HiFEE 2 £2 N % @ impairment % disability P& 2 BREEO#IE] TH Y, ZHEZ%ET 7
U—FABRETHL 2 KRELIZT 7 70y =2 T HEROBRAEEO A Z TGS 5 T (FF
IAR) &, FruY— (B 20T 2 FERICTT SN, #EICOWTIE, [FHEE R
(information technology : IT) ## 2 iEH$ 275 (A 727 24 F) &, Lawiig (u—77

IA R)IZHFAIENRTESL (R 1)?

=1

AAC DRFREERFER - 12 DH)

AAC

IT#ERICKS5BRW
5
(Q&A 9-558)

FTO/0I—ZFED
BVFER
GETA 1)

e T AFv—
o R (ES

o =
c[OXF BE

O—>27./0J—-0
BB (8 =AM

cEH (R—R)
cOSaTH—YIUR—R (XT)

BFE  BRANFE L
(O—F27I4R)
|T}%§%§Er%}ﬂ‘g‘é NATT./0I—D|« PC- 9T v =BT ZHE 5

YD
(Q&A 9-6 B83)

B8 (Hgs) ZFRT
DFR
NATTIAR)

BY T NOEREZEHAT D) BE

- SRk
F—IR— N (EHERARFRIRERLE)
XFiEEBRY (BROERERL)
EFRKE (R - HIDRE) 6L
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9. JXaZ4H—Y3YV

INFTRCEELTCVAIETAL N, o—F 27 (4 N2, %k Foge ey o,
EAL T WL EDVHLH. IO, FhRREBRREIIAETHD L L BT, BEIHERTE R
WHMBETOMICHITE . 72, KELRLICL2EBFEEELHEL T, WEHEOIM D
PEELRBEIN TS (Q&A 9-5 B H)"

NAT 7T NI, EHOCARGRLD L2, ATV IVRAY— N7+, ¥7
Ly b l2FHT25 002 Twa. BEHRMEOOIZE, FEEEE) T RE 250 (U, T
A, I, IEREE)Z: &) OB, FHER, B M IRERM, &2 wIERsbiEiic X %
ATPEASERR T DL 72 &2 BRMNE T IO LT S8 2 Hird 5 % ZOZHEIH
T DLONAL v FREyH—ThbH (Q&A -6 BH).

T/, BEOMEEE, [KECIR, WEREBRN R R & OREERE IO LT, MR E A ET
FTAHHNCHSOREZRA L CHEAT 2 FEPH 5 O ALS 7 & OMRHEERR R MR R £ 72 &%
AR, A 2 ISR L 72 B SRR - BT AR R S CE A AT 4.
BT R B AR TG A LT3V 2 nb Db H DA, BEIETT 060G %
FETHAEPL X EZHE L TBITE, 2o Mo dbd5. &b, AFZEIILEZDD
DIZYH, WS OPDORESEN DD EZHH L TBLLEND S (Q&A 9-10 1)

[SEDAFAFE]
BROFE - B2, $20EL, a3a=r—v g U Rea 2 ki3 2729
2, ZRRGEREIZIB U7z AAC DRSS L IBHDBLETH 5.

ik

1) American Speech-Language-Hearing Association. Competencies for speech-language-pathologists provid-
ing services in augmentative communication. ASHA 1989; 31: 107-110.

2) American Speech-Language-Hearing Association. Report: augmentative and alternative communication.
Committee on Augmentative Communication American Speech-Language-Hearing Association. ASHA
Suppl 1991; 33: 9-12.

3) Fried-Oken M, Mooney A, Peters B. Supporting communication for patients with neurodegenerative dis-
ease. NeuroRehabilitation 2015; 37: 69-87.

4) A T HEMEMBREGERFE L O I 2= —v a3 v RAEENE 2020; 93: 356-361.

5 AR BEBLEDNEE R HANOBERR Z L I2RKD SN A RTHIH T 2L ¥ o —. fRIEESR
Fl&~ 2017; 66: 502-511.

6) SRS, EEREER R E— RO 5. HEENEL 2021; 95: 66-72.

7) Cave R, Bloch S. Voice banking for people living with motor neurone disease: Views and expectations. Int
J Lang Commun Disord 2021; 56: 116-129.
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Questions and Answers (Q&A)

Questions and Answers 9-4 9. O3Ia=#~—33>

dAS 3= —YaVEEDEAIR, LWOIT3, EDLSICITS
b\

B2

ORIRFIAE, BRHAECSESEREZRRT AN S6HD. SHREHBORHEIERT
BEEBIC, BECXBERFABEZBEUTHCENEETHS. Fic, BEBHIC
N9 HMBENLESTEF — LADBROZH(C, RIRFALIZ (CERMENICSHETHINSZ L
HRHS5NB.

FEBNZ, TI 2= — 3 UBEEE (communication aid © CA #82%) 2SWEE & 7 % BeBE LIRT 22 &
BN 2B AL TH S Y 728 213, WIRFHE, 2GR ToaIa=r—avh
TR BBy (M) Tk, CARZRAELELE LA, LaL, i, 5%, SLEICLRLY
HFliz, a2 i) 2 TOWRLEZIML, BTN L T R &
W2 A, X0, JFIROETO P TEHEGHIIS L2, LA F, o—F 7T F, N T
I FOEFEEAMOELZEDOHMDLLENH L £72, PCRARY— 74>, 57
L v b 7% EORHGEF A (information technology : 1T) ## OFIHFEERD R WIAICIE, Eh
LOFMMZERET LI E BT (K 1).

CA BEER ST & e L BERE (FUHHD) 1B W T, ENSH 2 MBICGEATE 20000 IT #E 0
FIRREBRASBILR T 5 °. PC 7 EOBIEO BB R B OUGEZ 1TV, CARE L L TOFMIC
MO 2 Z e 2B LAZBOHBICANS., ok &, BEEEEEOBREINKZIET O
TIE%RL, PCRAR—F74 >, 7Ly brEORHZDLDRE LA, EFX—V a3 (H)
o) L% ) 2 & BB N OWREIFRCATR R ICHEA THRE L, o3 2 & RET
H5 (&1

SO L) BRIBDOLDOITE, TRZFROBFI LT, HHNOZEF - 252 METZL
2% 5. FHEOUELRITH FEREDINM O F —r3— > (SRl EHE 250 O PRI SHEE)
LT, FELLZT TR, HEBFEZILRTAERY — v v VT —h =L E~OWfFd K
. SR, EEOBMOBMLEG 720 TR, HHEFICEEELFTHLED L
T4 — BNy 7 OffRR 7% EDFERI R IE T OMEEED KD S s >

B 2 OZERKIETESL I L E2 @R L T L, HHOZEENBHE VO
BB AR LEEOTRBE~OATET 2T 2 L RTE2 7 903, ZOFHloRESE
HUREAZMRE T 5. WIRIC L o T, EBREHEPTEDOLE (TR E 251 e
7= a Yk R, TEDTE L 23R OW G (RMEFT OFIRE, AP, AR
T vy =7 l), WERE (TEERE LR L) 1L A, BESPLIEFEFIRIE (non-
profit organization : NPO), & %\WIFHTE - BiaFHIEFAREIHNIGE L T 26 % EEVH
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9. JXaZ4H—Y3YV

OFHANA

RRFAE TR (PR -RE - 2= —Y32)| | - PCITEN, HBOBAZLER

O~Q@ERITA

DFHE - ERPERR IR AL
A
| Gt / @CA HBDBA
@ IR BAER RS) PCEFALEIZTaZ—Y 3y
I~ . HEERAE 3L Iy
ﬁ ,T\ \\\@\g?ﬁgﬁﬁr‘ﬁ) }%ﬁ'ﬁﬁﬂnﬁ*ﬁﬂjéﬁmt
HY v ~<
:{f R T~ ORBmEERBEDEAT
Wi L (FURH - AR - BB DSHGHIE
= ~— EZETI - HREFI)
(FIFRHER - HERFERDE)
OFIAIE —~
- [REDHARE] (BE) & T~
- [PV —2 3 VAIREE] (REEE)
B
N \ > [SEEE
@ASEE (RA v TF) 3 ®I=a2=5—Y 3 VFEDBE®K:T

AERRAL R E(C K2 B MHEETD - BES

- BEEEECOMRNRSTY, ERNGRIORES | | - OFER (EFRR, BMI) OFIRRE

1 RIRDETER - STEORE
(Y 2 20177 KUIERD)

=1 BEENRE

- Stage DHEICE DK T T —REXERE

SEIRRORD T BETDIEEENN, ZEAT ()
[EfiER] FREEDEL, IX1 -5 — 3 ViEEICHIREDIR UV EFH

Jz—X1

BEOIZ21Z5—Y3Vh o (BEE 1~2)
= HADBHREA S 1T #asHBieE

[FEEE] 1S [FIREE] "NDRAL—RAB#ETZEHEd. PCICLDI=a2=V—
Y aAVHIWEICRBD T EICHA, PCREDER (IBN) DHE.

EECF, EEBEICSITEDEREPTR— NDER.

Jr—X2

THSEZFE- D2 =5 —Y 3 VL (EEE 2~3)
= RRBATIEBERETOD PCHIARE

F—R—R - YOZARBEBOFEPCREZFALLIZ2 = —Y3VE
BT D. A vFOHEBDCHICUEIVIREDFIA.

[FIFEA] PCIREDAMSHD IT #zs ¥ CARSSEANDCET, =225 —vavia
B 7R L T L\ D EFHEE
71—X3 |BRmERBEDEAN (B|fEE 4~5 - Stage )
> EEANARDEE
BEREEREDFIERG. RIEAEDEEZREELFAARDBRZRND.
T1—R 4 | ATERBDIRB E(C KD FFEDMkT (EEEE S - Stage 1~10)
= FRME DO DEAFT
BERMERBEDANRERBOHREE. FATICKD2EMNGEHED - BES.
[EREEER] FERM RS IRIED REE (TR Y, HODFICH U TORIBEFREDEIETHDER
HWRANTEZN, I 21 =5—Y 3 ViEEHh R RESH
T1—X5 | AA Y FICKBDXFATINERNTIEL (EFEES - Stage V~V)
= BAHEEESRDEZFHE

BDOSAEBADTHEDHTL), BREEXBOANADTARECTHNSL, BOFE
ZRsIbME. BE - SRAKREDIER DXL,

G R’ 20177 KYUIER)
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Questions and Answers (Q&A)

HREZTHL
YiR—htry—
Bt ESEm
- O= 22—y 3%
PAA w FREOBNE

{REZFR

- EYREPIRPHEIAA
DOBFEE
- BhEEE

D[ E [G IS
s O 25—y 3 V%S
DEANBRBDZHDREN

~EEEEEEOHR IS 1=/ — Y 3 UEKRI~

AhHOIFE SRS BB LR

BE RESHBIR

- REBICHUCHPIES S OBHRIRP D R —RR R P
S1Z/—Y3V(CET BRRDRE e ==/ 3 5 EE
- PR ORRBIER Rl S 2y Y AR
. N UNEY RO TIZT 25— 3 vk
= —23 i% BOEA=—XERBL, BB
[EBHEMEhBEBT aa?b:b\ HERIBN, SIATHE, RaSRER
BEE I=1-0—V 3 DRRCES

FEDQDBVWZIEEL, EEHED
B T EDIEE

MSW  HlIEPHEERICDVTEREA

HRZEEE T R—I— &I
A I CHIRIE (CEBID 2 BRE DEER
[CHBUET,

Ry 7 -7« 2—I—&IF
Bl T -RAO-N—FEBEET

WiBHLY —E D& B 22T, teRECORE, ik M
FEDERERIHG LT,
FPREZ— 1 — SEUNEUTF— 3y H—E RIRHE R
takziESrIS (PT/OT/ST) GHREIBH - BREINELRE)

- BERKED - — =R
L, =AY T7LY
ADFfE LR

CEYIBRIZT A —Y 3 VIS DB
. WRICH U e B35 zTV, &
SEANE & LR eI

- =225y 3vDhSTIEE
FHEOHE T —ANVT7ULVR)
HENRE

2 X2 —yavEHRERY v 706l

(R RERBE R E=

K&,

ZOFEFIC

, 2020 2 KW1ERL)

WCIE AR GERDPREN L H DD,

HEEST DL ENHEMTH B (H 2)"

[SEDFRE]

ZNTNOHIRN O G2 R L

B ) 205D A X B CA BB OME RBEAD 72O DIIROME DLETH 5.

ik

iy

ALS. NeuroRehabilitation 2007; 22: 445-450.

2)

Brownlee A, Palovcak M. The role of augmentative communication devices in the medical management of

Doyle M, Phillips B. Trends in augmentative and alternative communication use by individuals with amy-

otrophic lateral sclerosis. Augment Altern Commun 2001; 17: 167-178.

3)

4)
5)
6)

7)

I R ALS BHICBT a3 a=F— ¥ a YREGOFIIRI & SRS 2 BURGHT. B AREN A #

%437k 2015; 20: 125-138.

AL [QOL D% 24 3 I 2 = — 3 3 VSR MENHN & SRR WE I I 2= —Ya VX

RO, BLEAFRE LR 2019; 48: 55-60.

ARG, BRI R GERFE OO0 I 2= — ¥ 3 Y& The Japanese Journal of Rehabilita-

tion Medicine 2018; 55: 564-572.

Beukelman DR, Ball L], Fager S. An AAC personnel framework: adults with acquired complex communi-

cation needs. Augment Altern Commun 2008; 24: 255-267.

A R AEERREEE ST a3 a2y =Y g VIEEHEASEREA A KT v 7 ~ALS L E Lo

1% Ihh B RO 72D O KB~ [ALS BE T 23 3 2207 — ¥ 3 Y REEEA SRR OB
B3 BHFSE ] B UM SR« I %), 2017.

https.//rel.chubu gu.acjp/ca-gb/ (B#7 7 £ A 2023 4F- 4 )
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9. JXaZ4H—Y3YV

8) N PR BRUZEREII 0 B MR R SGR IR & SRE FEIRDO MDA b DL WHLESE DR,
AR A v b7 — 27 E2BRIEE 2016; 4: 21-31.

9) RIS, RN T S 2= — 3 VARSI~ v 7 (R B, R
EHIBE,  2020.
https://www.hosp.gifu-u.acjp/uploads/docs/nabyou_map_gifu.pdf (GR#é7 7 & A 2023 4F 4 )
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Questions and Answers (Q&A)

Questions and Answers 9-5 9. O3Ia=#~—33>

R & DIERBESHM (information technology : IT) #
#ZAVBWEX - X115 —2 3~ (augmentative
and alternative communication : AAC) [ClE, EDLST&
BHOHHY, EDOKXSICFIAT S h

EZ

OAAC & LTOXFEITFERR (BAXFE) 1'E<, XFOXESPEEREDELIEZE
RUTERT S. NEENINFZERA LT T, ZNICRESLGETEETZO0NFIGS. &
5507556, 322753 VCEF, THBRREZEHT, BEICHU TABZELERY 3.

THHGEEHAN (information technology © IT) Bt 2 iV 2 WK - a3 a=r—a >
(augmentative and alternative communication : AAC) 134 77 A N7 EOF5k % E B4
WCThoHELHIZ, FHNELRETEEIHRTE 2V E ZITHMHHICHHATE 2 Y CPEROF)
MiE, a3a=r—va ORI ) BEORIDIEEOLHEZT T L, I72WRIHET L
TBSCRIRDE SN NA T 27 LA FOBMETTBEOIRIZH D435 2 e Uiz,
LT Ry =2 GERA)) R ¥ Yy BV eHCTRELZ ETHRT 2 oSN, ENoT 7
VU7 &% ORI TRH 2 [EWSC iz ], WA 28 B 2 D 31/ # 2 5 % 50
HRmA LT D [OXT B b 2.

EWCTHRE, SRR L 72 BRI LT, 50 HERRES 7)) v 7 A0sdh 505, HIT
NF 2l ) TETRKHS 5 2w, MzRadala=r—Ya YNEIIY -
fEENTVBEZEDEL, LFRORRLTVE ZAIHHBEOR VL 0% @Miyey v R
TRET 2% L, HRERIEDETHAY A X (% - £H) LTERTL2ZLHHETH
50 BARMRNEIZOWTIR, BHEREORBHENPLOEROSEIIRD.

1721, REL 28 ORERH Y, OEDRIM#EBDEN LT RIS - FEO
NHT 50 H 2w LT E 2 ETRETHHETHAH. b)) 0EDIE, BENFITREDON:
LaRRL, TNEHRIMo 7NEEPTE G LT THRE R ETRET L HETHS

EVSCEE, X Es 563, ZEHE (ZI) o [E5ADOTE ] HBHEIZIhL 2 EhD
. ZHUETHEREY ORI AH - REL) OB | AR THL. A3 2=F—vavilidty
gz 2T, 2O OBECEREEZRE, NWEZ X EHS L ETRETL2LENDH 5 °.
—77. Wbt ELICRBET T, FAEMIE, X BT BB T L L THRARZ Do
TERBO=— X THIBZ BV E, EFr0BFO}EE ENPLENNTERVEIREDY
VYSRIEREBRAPNVAZEL TV " ZORRIS, HilfizEBINo60EERGLTW
BWEEbLH L. kB, EFRRFEISTT L T, FHIa - A TORBEET, 641
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9. JXaZ4H—Y3YV

BRICHBEGHREZHRL, AHROBERLHE SN TWHiE S5

[SEDRZRRE]
TEE LTI SN TV A25, FIRMNZENIZTTORAL, ITHEE~OEDL-L E %
N ROMEHDPLETH 5.
SRR
D NIHBE, P/ SRS, 32, JFEsBEE LN (Quality of Life, QOL) O I3 %

3)
4)

5)

6)
7)

8)

W78 TPPV - ALS 8 O RIAEEITRARE O KIE & ARHIMEELN, B X ORMIICRAEL) 2EEI 2
=7 —va YEECHR T, FACHFOEEEZLL TBLL0OR LGV OLEEIZD W TORG.
FpoE i BB H O O (Quality of Life, QOL) D[ FIZBI$ 2 WFZE T 17-19 4E BEAS AR 78 s 8,
p-66-71, 2008.

Maresca G, Pranio F, Naro A, et al. Augmentative and alternative communication improves quality of life
in the early stages of amyotrophic lateral sclerosis. Funct Neurol 2019; 34: 35-43.

AR, 232y —YayEOaA V) SEEEBRDL L2 IR HHu—C5 i - BIRREREE.
PESERE Y v — 5V 2009; 43: 1134-1140.

TR, A LT, VR SR, I I T AN = HBEOaIa=s—varREEERELL

ALS BEANOIIE—EW LR R TPV T MEERE Y v — F b 2019; 53: 1200-1201.

ICT $Bhlk. MRS D720 DN Y F 7y 7 3 NXFRICE LTI 227 =2 a v O720DT F A
b SR 28 A BRI (BB R ZE R A ) B [ e E A~ O SRR B3 2 BF7EBE] (PHiEE)
https://plaza.umin.ac.jp/nanbyo-kenkyu/asset/cont/uploads/2018/07/2017.01 (3#¢7 2 & A 2023 4 4 1)
HIEFAI, BB - BT I 2= —v 3 YOTRBEAM KRS L72a 32 =7 - a Y OFL
Wi &R 7 2006; 11: 23-27.

JEEIGE, ZURAIL, SRR ALS BE L OBEWXTHRER MM L a3 a = — v 2 YIZB 2 FHEM
DAV IS BT, BT S SO A RE 2006; 36: 231-233.

Ishikawa T, Narita Y, Imura T, et al. A half-day education program for healthcare students on communica-
tion support for people with amyotrophic lateral sclerosis. Journal of Communication in Healthcare 2021;
14: 114-125.
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Questions and Answers (Q&A)

Questions and Answers 9-6 9. O3Ia=#~—33>

EERE{SHT (information technology : IT) #BFZRAWL=E
BEERBEREDLEX - KBI1=21=5—r 3> (augmenta-
tive and alternative communication : AAC) MiERIZL\D
A, EDOLSICTSH

EZ

OIT #BZALVEL AAC GETA REFLEFO—FT7I1 Ri4L) 2FALTREBICERERED
TEBHVELKRLBHEZHAS. IEL, BRENEOTWVSESEILRDERENSEZS
TNICBAT R LRZTANSNGWC EEHHD. EOBER, IFEFIEE (non-profit
organization : NPO), &AL LDEEICLDERINZIEF—LZEBRL, Ri6ZEHLOTE
AZEDHS.

II2=F— a3 VIHEOEHGEEEAN (information technology © IT) ##AEE L T, fi
AT 5 ANOBEREEEI MR- N T RITIE, T3 22— 3 U8 (communication aid :
CAME) #BALLATTIIa=r—3a VD RLT 50 TE ARV, F72, ITHEO L,
WKIEZHELZ O DY), KANPBRELTEZBRRT L7203 TEHL, Kk - XEAEREICX 5
ERRBEOAMIREL LD, 207D, RAOKEERERO AL ST, RIEA#EE OZLEOR
MR, WELZII2=Fr—YayH - HF2EOAEERETO=—-XLOEHDLETDH
V-

PCRZNEN— R L7 CABEHDOBRIETIE, F— K- FANIZIE, EBOWENIIMZ
F—RA ba—2 (EMGHRE) PLEERD. ¥y FRAVEROS T Ly MEETIE, F—A
FE—Z73AETH Y, R EROWEES CRE#EE) B IETE, 2 Lo
WEHRIL 7% < & b FREDP/NHPFOWEBL A H L, T AR T v 7 R— IV xHWT, HEH
FICFRERTF—R—FE2RL VT4 Y TANTHHELWRETH S (1)%°

INSHDOFFEIHHREREIZIL UCRIRT 2 LED D 575, ETIECFIHTRER D OP Db o
TL A, 20720, FRAATRICZ>TLE ) WM EZIEDS 2wz, SRR REZ B 72
FTHRL, ROBEBTHHATSLDIZOWT S HEMZRIET A ULESH 5.

BEEEREOERTH 2 LT EEXAT (AF ¥ ) KR, Wi LICRKEF—FR—-TF%
FoREE, ANTHBEMZINERRL, AL Fh Ex @R (E) 5 HRTHY, LI
OB (Z2/ - PR REE) OREREE LC, MEIdE (RFRSHE) v )EFE L I3R% 5
TETOREHREZ RO TWD, ZOPEDT=DIZE L DBFEIZOE DD AN EE (A4 v F)
VL. #iEAEOIGE 2T 5563, AEREEZ MBI O ESLIETH Y, Ehl
FLMAED S IFHIUE L COBNEDER S LETH S (R 1)
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L ANARORM §

(+2r0-o| | [ sl |

: Bhits i

om || surmn | T mEPC s |

| YU | J L §

ZeRSS RAE < (R/\ERE) ; ’ jrev—— ‘ e i
: ~ ‘ ;

| PC '

@® ||| L-y—H1vT V7] ASEFER |

| @ || wmrses | {} i
AR meE |

B R = | = i
RIS |
e )

e e e m e m e m e m e e m e e m e e e e e m e e — e —m— e ——————————— - >

R NGl I —

1 BEEHEEE ANTEDRR
G 1R, 2017 2 KWTERL)

Wy, RN SEESIERETICARSANE, AL v FE LT, A% PCRE
BUREREICERTE S, TOAAL v FEIR LA L BEMKEREOREICIL, ITHEERLKRE
DRITZHH L AEERD & B AR IE 2 (Q&A9-TZM). LA L, 20X R AEIEA
AT HHIIIZ <, HROEFZ, IFEFIEIE (non-profit organization : NPO), kLt o
M & MR OSERT — 22K 2 N4 SARAERIOC D SEETH 2 (Q&A 9-4 ZH)°.

[SE&DIAFRRE]
BAE RO L) fEEC, JEIT H20 5 OME R BATAWEER CA #EHB XL WA EE DR,
A O BARBEREREM O DML S ETH 5.

B4

DI B ALSBHICBU 233 2= — ¥ a YEEGOARIRI & STRICH S 2 BURGAT. B AN A %
240 2015; 20: 125-138.

2) I R FLwasazsr—3a ViR L LTo IT/UD BE OIS BT 5 A0 3Gk EE O Gf I O
Af. RSB - ERAE BRI AR ZEAL 2 2014; 15: 51-61.

3) Y R AREFIREEEICH T 233 a2 — v 3 YEREASHER A K7 v 7 ~ALS bk Lo
FAZD D 2 IR O 72D OIBERT~. [ALS BH T 23 I 2 =7 — ¥ a Y EAPEASGRIH O
GRS 2 WFE ) BE (AL 4R« A £R), 2017
https://rel.chubu-gu.ac.jp/ca-gb/ (i#&7 7 £ A 2023 4 4 J1)

4) HARVNE) 7= 3 v e [ RERER R AERE | EAT A 74 > 2020, HRYNE) 7—
voa v LEe ()
http://www.resja.or.jp/com-gl/ (%7 7 & A 2023 4 4 J)

5) /AEF. BZEMEEMSRELERH DD O T I 2 =7 — 3 VH¥ZE. The Japanese Journal of Rehabilita-
tion Medicine 2018; 55: 564-572.

6) HMBWER, MR, BRI BT B R EE AN OEERETEE MMM SR 2 2.
PESERREL Y v —F )L 2002; 36: 1263-1268.
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Questions and Answers (Q&A)

=1

DD E FRGD

i

R - BUHRENANR B BHRE

BALHIE
= Q&A
9-11 288)

ESANE)

N

PC (&1F) -
ITUw b~ (M) AX—

EEDBDYICF— (FvF) AAICKY, XFOEERTY, &
Bod EFBEEE. AN—h T VDL, NEDS v F/IR)L
IATDBDE, FIROUREEN IR B> TOFIFATETH .

(E=1249)

PC-97
Ly hig&

(R{EZIRT
INA R)

(R{ETIRY
TURRE)

PC DF—ANPY U RIREE, BHDIET/NAZP, PP U%
FBLT, K8 - @RET2.

OS (Windows ¥ i0S) [CHEEEHINTNEHDHHNIE, F
SEHOLTRP R A v FRIETEDY D ADREBR (F/VA X)
P, ZFNS5ZIZ2U—hIB7TUT—ra vV T hEHS.

3
74
BE)

I

\\J NG 11

k1
3
PA

)<I+\T

PC- 97Uy hREZFALTOXFEAAZDBHDETTEL,
H LIS - SFGRKEZFIALT, RECERRBEZITS DD
TUT—3vVT 5.

FEFEETZESHR S0 BANRLITRL, BEL, KRREZFA
T2HDHHS.

=
a7t
7

—5F BE
4ERBGN
Ex (BHRE
EEAR)

5<5<¥DRIM (PC)
A4 wFA2 hO—)L (0S) r&E

27 U—rF—R—R (Windows)
TJV+—I IR (Windows)

Uy IFIZ L (Windows)
FRU—KFETT (Windows)

~—F>JITA R for iPad (iOS)
$EinEE (I09S)

HV& b—2 Mini2 (Android)
HeartyLadder (Windows)

EHARG MRS

[REFESKLUEFICREEZE T DAN, F—HhR—RREEEAET
BIETMZEER UK T, XFRICHDINF (F—) ZHLT (=
BREANAR), XFRY CNEDOIERPERE CIEASHE] &, [H
5N UiRE UItEBONSZE, XFRICHDI VML (F-) &
EEBUT, BEONFRESEDIHE] £N'Hh2. BHEZEESR
UTeHEEDRN DEOEBHIEBETH Y, BAPY I —hZT
ARBRELCBVTEEMITTERTES.

HE4LEAE
fafd=% (%
A=
KBE)

RFvS (G
R—FVTT AR+ HAERS)

EEESE
AREGE
XKB

XTIk SR
EATIAR

BREESEZEIT DY T D T PHEMATNCEAMES (—&
WY AT LELTHEHSNIZBD) THBHIE. XFREFFT Y
ﬂ*‘)b@:t“@i%})?(:d:é%_@?ETB&O)&%EE’&%@'%EG)
BIETEC LT, [BEICKESNENFPEEN, —ERER
RBTRAIT 2005, )UjL/T:L\Xli\ﬁié’éb‘ﬁﬂbfcﬂﬁlc, BRIE
AA Y FERIET D ETEDNFREEZRRNT 2N (=EE
ANAN, B2V, AF vV ANBH) LN, ZTOREZR
RY T ETERZERD] HIECHD.

IIEEC LT, MBEREHPOEYLE (REPNEER L)
WAERET, REBREDHBREEZNEE T HEZENRE UK [B
RHIEEE] ., BIEREZRV ORBIORKER E & EHEZED
TENRESNZEZNRE Ulc [BIEHRE] IHEEEGHE
[CHESNTND.

TR 30 FEN S, BIRRERXANIEE (PA hSvh—) BA
TERBOO ED(TBIIS N,

UM U, PCORMABENELDD, BIRCXFRI ZITOV T DT
FPEAVAN=VUIEPCHHY, RECEMICSTTEEDEIBHK
TLBBREHHD.

EHRERT
=

EHRS BORPRMOMRERE) ZFALT [FL -
HETHBD.

WREG [EEE) (FEEPIERRE) [CRDEBRIENEE
BE. | TN, EEEE (BEE) (CRDRA v FRMENTERS
BOIEATHD. HFOFUNDFICHUTRILY B, REICH
BI'HRHEICH, RINTERL<BIHENDD.

BE [EL - VWWR] DHEBRY, BRNICHNTINBIZDIC,
ERNICIENFREEBANTROEEDRIEX A v F & LTHHB
GOET, AATBRIEDTRETHD. UL, IAZVITHRE
Lzl (BIERN'HE) BT EbdHl, XFHRUANOFAIFIFREY
THD.

WWx| =

MEEETIG
I

T7AY - Fryh (B
LD (HEASE)

eeyes (HHIAKE)

TCRF* vy (XFREEEAIHN

IR - ARRATIEE)

Cyin
MACTS
HDEEY

(2E) RREEESE T EsEw Y9 —

[BERIUSTTSU—

BARUNEUTF—Y 3 VTR [EEEEER E/u\fﬁéazggﬁf)\ﬁ A RSA]
(Zk 7 ~ 9 KWERL)

7)

IR R,

B SRR IN T — & N — 2 [l

5 % AT PE
http://rel.chubu-gu.ac.jp/com-assist/ (T 7 £ A 2023 4F 4 )

8)

BB RE S 1T Ml i v & —.

iPhone,

2 H A SR I EE

2B B H OfE & Ik

AR E T

iPad Tl - BEDDH 2 NIRRT 7)) —&

https://www.tokyo-itcenter.com/700link/sm-iphond.html (5&#¢7 27 £ A 2023 4F 4 H)

9)

JOEHRBE 4 1T W3S > o —.

Android #4 H - BEOH 5 NIRRT 7)) —5.

https://www.tokyo-itcenter.com/700link/sm-and1.html (7 722 202344 H)
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Questions and Answers 9-7 9. OIa=#~—>3>

EHESHT (information technology : IT) #2sZRALE
BEEREREDLEX - KBI1=21=5—r 3> (augmenta-
tive and alternative communication : AAC) QEA DY
IR—BMEEDKSICEDHTLLD

B

OSRCERELLED ITHE NTTIIAR) L&D AACICIF, SEDOFKEFHEEICRKHUE

BLDBHENHS. UHL, RIRDETICE>THALTVWBHEBPCANEE (R1TYF) O
NEENELTLBDT, BREFIEICANRT Y FORNBENE L TWEWHDSFER
DOEHD - ABZTV, DI 25— a EliFT 3 ENRDENS.

i

EIUII:I

IT B2 ORI BIAG & MR, RIRPERBIRE 2T T ) OIIWEETH 5. LA L, AR
DR BATIDIE U TAAL v F 25l f S8 5 Bl 2 e A IREBIIRD 2 2 L 1dTE v,

M OBABKRE T, BEHEZ TDICHBTE TRV ERLDOREAELE L, BiEL
R NPO 7% EDOTFRHUKICHMIRRZ RO DG 5 H 5 2. 612, FKEE LDV AL v FORE
2AT) s, TOEHOL R WHEORE O KN4 5.

FIHAERBRE S 2 &, BRERROIRTIC L 2 AN AL v FORBEEDELTL 2Rtk D
Hh. A4 v FIZRGREMODT 2B X 2FH L TREDEH E 72 55 AR EEL T
D% OFER - Bz (B 1)%, ol TSN 2 FUH L CHESCHEIRE 179 b &
5. WIZEOWE, HWFERAAL v FEREDT2DIZFEMNRIRIEDT & 2 FRTOFEHIGR A 1 v
FOMRHPLEN 25 (H2)", BRMREREZMER L LTHe®R, 9147 » AT, v F
M, VG191 A ATAA v FORBORIR Y 2170, P 211 » A CHHATE R kb LW
IIEDD B O Ml LA O7201203, BARES LA AL v F OBRMEEICEERIER &
DARBEN 0D 2R L, ANKEOEEIIITDRVE T BENEOMBERLLEHINLET
bHh. FEE EWRAAL Y FLIRITL Y 4ER) ICERERERE;FATE 20 #HiEdd
%7

HEWZ b5 2 L DS WHER - MR EAZ &%, BB A TE 20T & RF
BT LT a2 IRV aid, kL, ENSIGEE 7% & OB ARl 2 4K
THIENET L. ETREOYAE, SHINEY) T =2 a3 Y ORPTHIET 2758 &
575, Ak Giike) T3 aeiAiz <, o BEsfo APt Abiz &2 A LT,
EHMICHIET 2 BB HEMTH 5 ®.

T72, AA v FRRHPBE 5 &, BHIREEZRIILBEEINL. Tokw, I
EDAA v F 2 UL CTEIET 2720 T% <, R AL v FREDPOTHMTHRIET %

199

Vw\—\J[Ipild © >0



Questions and Answers (Q&A)

Rl HEBIL
#BURY =) (FvF=H)

EERFH

1 BERICEREBICHIATIRERR A1 v F DiEH|

BRINE) T3> TERe [EEREEARVRERE] AN RS1> 2020, 2 KWER)

G EBBOTERZRBRL TBL L, BEDAAL v F 2R FEDMMTHRIET 52 LI LTDZ
ZhY Ry, FHRIRNOZAIZEG DA TN T 2 MPUROER D WifFT& % 2

[SEOAFRFE]
SR DZACIIHIE S 5, EHRE LTOMISE, #EBHIIEZ LR 5 3HRFIED & 1 4072
DR PLETH 5.
ik

D I B TR EERER AR REE | FIH SRS 2 k2 0 BUIR. iz ke - ihikaebekss
B AT T AL 2 2012; 13: 13-23.

2) MRS, A&, LR EEERCEEHEREREOY R — oK OBE, B AREG SR
2k 2014; 14: 32-39.

3) HAUNEY T—3a y T [HEERES HRERERE | EATA KT 4 > 2020. HRYANEY) 7—
va Y TEmE i)
http://www.resja.or.jp/com-gl/ (I#7 7 £ 2 2023 44 )

4 HPBRE ovr P4 kbalazr—vay- [H48] BREMII2=r— 2 VHEORE—
T HE D72 0. HEE L AR T 2004; 10: 23-28.

5 AT fROALSEBEICBI L3I 2=y — 3 3 YHREGOFIHIRD & SRS 2 BURGHT. B AR
Faxis 2015; 20: 125-138.

6) MRS, (3. HEREE HEMOERENHERNTICOWT BREEE)NEY T—T 3 V%
£ 2013 Pk, p.106-107, 2013.

7) EHBLE. BEMEMRMGELRE~NOIT I 2 =r — Y a YR AER D ITERSERE RO O #
PERTTREE 7 o 72—JEF].  BHURRAHAIFZE&EE 2008; 1: 110-113.

8) EWARHET, B OTiH, WERE. LASA NABEZFA L7z ALS ¥ o 5 R E I R E ki
WREHANOZE. DNTEA YT 7 b v AR 2017; 32: 47-48.

9) WA 2 MHNER, kTR HZEEEMSRELERBICT I a2 — v a YRGB RNV TR D 2wk

SEREBLL, MRS INT 72 38R 2 A7 o 7220, A NRAVESERRIE A A s 2018; 27: 17-20.
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9. JXaZ4H—Y3YV

Vuw\—\3[Ipnd o >0

v
S/ BB DR
TITRNAA YT NATORA WF
v v
NEBCOES| | FEBCOmES | | SEBEOmES
KB — CTVEYY— | | ZREREYY—
\ AR
e ey
[
v v v v v v v v v
i et O L 7
B 2 il o E ) b 4% =
& ) ) o o U iR 1% D
A £ = E = 2 2 £ fi
fe fie H t ] ?
: y 7" N 7 ¥UsvF  EOG EEG,
TA OO v F 5 yF Y- A

B2 HEEERREICIN U RER A v F DEILH
FIRRRBIC K BRIEE, B2 DWRICIEL TR SERINS
(BPBREB. RS T 2004; 10: 23-28. K {ER)
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Questions and Answers (Q&A)

Questions and Answers 9-8 9. O3Ia=#~—33>

RBANT, NVAVEREREZRBWEIZS 1 Z5—yavlsExs
AW3I58DBERIZEh

B2

ORBRDEGEMATIRBES EERT S. ALS DETICHVRIKESHERSHILIRT B
CFAREERY, EEANARDEINRELLFALELZBEELHS. RRICHUER
BLHHETHS.

B E AR A TARE IO M R SRR E CoREERMEL N EREERBEO A KB L L
TR R A ZEBE AU S Nz, BBAT TO PCBIER LT AN, ERATTRICK
NRT, LPANCET LW EETIEE DD T DR H 5. L L, ANERIEL Z 0k
FRERICH U 2 ) 2 L ToaEb REL, IEEY RS SNS Y RICERMRED -0
DL FANICRE S, PCH#fER, B LTFBTH->ThH, ERMOMBIEEICLZVTE R VE
VRBEHPLETH D 2 BB ANEE (T4 by h—) 0%, ERMEES A+ —F
(light emitting diode : LED) &4 LA TOGT 2L T a. ARISHT 258K S
NIz REIEHL o> TR, RMMOMBASEEEZ 52 2vordHoabEinsZ L, &
BEHPLEICR D,

BAEEREE L SICBWTE, BRI AT E DA O AT 2 E T HDSER TE v
DD, ELLDEFIVELFAHTELOP R EREEICRTT AL RWTH L. IREKES)
R F R-OMMEIEZ & olEE, FEHEERTIROFEL, XTFANHEL L TORBOMER
WITE 2 B R 5.2 B D 5 5

T, BBMANCHCAHBE S —1d PCE=FICHET H720, FHRICEE I L2V,
BEOHOMEEOF Y ) TV — gy (BIE) BPLETH), RLBRSPE= Y 2BH IS
TEICHFESLBEIIR DI LD, KBEDVEORENIET S EPRDONS. 72, PC
ZAH LB REEREICHERT A0E, 20 ANEE L B2 PCICHEERE L T 0S
(operating system) LX)V TORIENI 72 57280, BEEHERIC X o TE, WO D ISR 2 flio T
DRI LUEER EOB ) AR X BIFOHHBIEELAT) T LN TE L. OO #EERN % &
DTHAOMGE L MEAT LI EPLETH D °

B, BRI TH - TH, BEIHEAT CLFHER) 2179 D72 TR, WEROBHIHES
WAL, BRRTTOZLEZ B LT, Yes/No OIREDHEEAHTE 5 %iEH (MCTOS Model FX®, 7
AAAL v F) bd b7 BEINIIERAN XD AT EEE & L THHWETH 555, SUbH
FERWE T 7 B HH R SLTR D OIS O3 7% <, FERM N E7ZHEEE A5 5 8
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9. JXaZ4H—Y3YV

[S&DRFRE]
A A L) R A REOHENHIE SN L. T, HIRIRESTICE L TORBIY
Bl T B ETH 5.
Sk
1) Ishikawa T, Narita Y, Imura T, et al. A half-day education program for healthcare students on communica-

2)
3)
4)

5)

6)
7)

8)

tion support for people with amyotrophic lateral sclerosis. ] Commun Healthc 2021; 14: 114-125.

ARESE, KWeZ, WL, BFIEHs ALS BEF SAOH ORI IIERE—A NOHMKP 5D 7 F
A AL HAR ALS &t 7 a v 7 & 2017; 84: 12-15.

Ha S REEW, SEEE T, ST Y — )V EyeProof & ]\ 7z HREREB)EFAG 0 S A—TTHALIC &
5 BIBREREBE D). [E LR BB E MRS 2017; 37: 23-26.

Ball L], Nordness AS, Fager SK, et al. Eye-gaze access to AAC technology for people with amyotrophic lat-
eral sclerosis. ] Med Speech Lang Pathol 2010; 18: 11-23.

HARUNEY 7= a » T e [ EEREE N REMRERE EATA R4 > 2020. HARINE) 7 —
a YT Gi)

http://www.resja.or.jp/com-gl/ (#4777 & A 2023 4 4 })

W&tk 727 7 2 Y %732 [MCTOS Model FX
http://www.technosjapan.jp/product/communication/2017/1020103617.html (5#¢7 2 £ A 2023 4F 4 H)
BREA L7 7 Y R[T7A 2L v T

http://www.emfasys.cojp/index8f.html (#4727 & A 2023 44 1)

e M, LERRS -, b A 13 B0 I 2= — v a VIREL o ALSEAND T I 2
Zr—varIE~mEL -2 HOITI I 22— a VIRDUGE LR~ KRIREE
- AR v — RS 2018; 40: 17-19.
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Questions and Answers (Q&A)

Questions and Answers 9-9 9. O3Ia=#~—33>

EEEFSHHERECERVNVESDIZ 2= 5—yaviEEDLS
175D

B2

O ANZT AP ([CRDERBAESHALVEE, WiKHDVIRMTESELGENE
FREHNSDAT Y FRIFEHHS.

ALS ® a3 2=/ — a YEEEZRIS 2 0B EHAT (information technology : 1T) ##®
FBEEFFEL VD, HMEEHSE o KHERTE R Lo T TG Ly, BEEEB)RE
ENVHER, AL FERIECHMIRZ EO Y 7 F M ENR L o TEEAITIE, KK, IR
W, HDHVIIIMLIHERH 2 &, &2 hMEER TR LT 2R, tr -2 TRLTH,
A4y FERIECUBE LB E PR ONRWEEITE, YA N 7 ZAEAM 12 X B ARENAR 5
AE D FEE, PRI R s EOEEBR DL DAL v FEREE AR D V2 BEEW A
B EAE T IR SR, b R RERMGERE ICHEBR TE 5. BAMLEREORE, W
B, AL v FREAIE, IT S L REOBIT IR L RBEO D 5 ANMDPLETHL. AL v F
DY A —RIR, FAEEA LB, BRSO, HRRE R D. AL v FRE
D72\ BB W HE 2 By 2 4R B RGHIIE EE CTH A%, BRGHIR IT SZHE 0T hE 2 A A
ARLTVLHBEY % v, BEEHPHERTE20EETY, T RiHiRTE % <,
212 [584P UiA®IREE ] (totally locked-in state : TLS) & HIWi§ % 2 LId#tF 2 XETH S °)
%k, [H UADIEMRR] (locked-in syndrome) X [P UiA®IREE | (locked-in state) ® HFEIZ,
SRk LTI LIS OMEEA H THN T A 0 LISIE, IREGES) 2 & O L AR T
T, Zoige Va3 a=r—va UHAMRAKRENILEIN TS, TLS I2H 7% HGk
& LTI, completely locked-in state (CLIS) 23w H T2 5 >,

ALS~NOfi - 3y ¥ a—%—+ 4 % —7 x4 A (brain computer interface : BCI) It & L
T, BRA RHU) MADHET STV 5. MK ORENZH) (slow cortical potential) P300, EH
M B EE 8 T (steady-state visual evoked potential : SSVEP), ¥ 7z #4445 ik (near-
infrared spectroscopy : NIRS) @ & 9 ZRH G Z A L72b @, IRFEM (electrooculogra-
phy : EOG) Zfb& iz, WRLAEbETHII 2= —¥ 3 ¥ ¥ A7 A (EOG-based auditory
communication system) 7 E2%kA 5N T &7z HATSSVEP # W72 BCl Y A7 ALY
S UADREOBEIZ, BUBEDII s r—Ya vdBohtliEshe? —F
T, FARRICIEAZEIRE C, BB TARICE EEoTna ©

B A N= 7 AFT ¢ Cybernics (Cybernetics + Mechatronics + Informatics) (&, L3352
DR L 72Hr A 0 O MEECH 5. AT TIEADEEE R Z F6HE L 72 B2 S~
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9. JXaZ4H—Y3YV

EONLWERE T2 “EEEMES & L TRANLEAMRZ V).

[S&OHFERE]

BUE, FAN=2 AP & B KBRS HA L ) EEFEZ T THR» L W) A3
BRTwaRv. SREBEDOED L) BHEBIZED X9 % BCI = EAH M &) e L
n5.

ik

1)

2)
3)

4)
5)

6)

7)

CYBERDYNE #ixtt. [Cyin®f@lH | —IGEME DB 5 5 2.
https://www.cyberdyne.jp/wp_uploads/2018/09/180926_Cyin2.pdf (iif&7 7 & X 2023 44 1)

HE . HEMENREESS L TRy b A— . B 2020; 93: 349-355.

HEEAE. gy 7 4 kb aia=r—va>y BESH] Reuvy s FA v eorrbh. #L
s 7 2004; 10: 31-35.

Smith E, Delargy E. Locked-in syndrome. BMJ 2005; 330: 406-409.

Secco A, Tonin A, Rana A, et al. EEG power spectral density in locked-in and completely locked-in state
patients: a longitudinal study. Cogn Neurodyn 2021; 15: 473-480.

Tonin A, Jaramillo-Gonzalez A, Rana A, et al. Auditory electrooculogram-based communication system
for ALS patients in transition from locked-in to complete locked-in state. Sci Rep 2020; 10: 8452.

Okahara Y, Takano K, Nagao M, et al. Long-term use of a neural prosthesis in progressive paralysis. Sci

Rep 2018; 8: 16787.
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Questions and Answers (Q&A)

Questions and Answers 9-10 9. O3Ia=#~—33>

K - (RBI= 21 =5 —2 3> (augmentative and alterna-
tive communication : AAC) DEAIRX, BEDETFTDE
(quality of life : QOL) ZED &K SICAEEE DD

EZ

OAAC[E&BII 2=y —2 3> DERIE, BEDBRMEZSY, M5 DVNENESEICHL
TEENLBHRIHY, BEOD2HNG QOLZE8H, NEED QOL ZMET 3. KD
ETULERRTE, DI2Z27 -3 3BEOERMLERZHNIILHICHREERT
»H>.

K -3 I 2= — ¥ 3 ~ (augmentative and alternative communication : AAC) 13 /&
BTOHEEEZED, W) ORCHNEREWE L, BHEOEGOY (quality of life : QOL) %X
BL, APERESEL) 232 r—va VEERZF>TVWLIBRFIIBVWTIE, 2322
=3 a3 v ORI T 7 2 RCHED 2 DICEHETH L 2 AACICL LY =T ¥ VAT
ThRGEUHAZII ==Y a VE= FAOT 7 L A0HMIE, BE oS, Has,
QOL Ol E&WHEIC S 5 % AAC OFWBEAL, HIRAEAT LR TOaIa=r—a
AFNEMLEIELEEELH 2, AMLVARH) DR SE, BHLHHEHO QOL 2 ¥
0 TRIRAHEAT LR TIE, 23224 — 3 3 VIZBEO B & Sk 2 MR 5 701
QHEETH 5.

AT KT N AR - a>¥a—%— - 4% —7 x4 A (brain computer interface :
BCD) 7 L' AAC #2313, TRIRVTEAT L7 CHOAER I KAF L s vwaIa=r—a v e
Bl 2 MeF g 2 etk 2 4Rt T & 2. BB IHATMEMRL, BEREEREZL I EHNT
%, QOL ##¥, NM#HFOAMEZRBTE S BHOHEEoLHL, BHELMEZOMD
IVMRENZII 2= —Y a3 YORREHEN SR TS,

BUE, BB OWIROMETR, FERT IR ORATIC X o TFZ L) HIS, B HHOEF DR
FEAMERICT 2B ELTETWA. HHOREL GBI, BHERL/#EHED QOL &
M ESELWREEDSH S O LA Ledss, REOZESTHICTE T WERICEF L
Bosrz L, GEEFITOLEOBMELMMLICSWT E, MAGRRKICE 2w S h
HZELHYVHMABREF ) T4 bbb IR EORELH S ©)

BN II 2= r—va v oRENIEE S L, &K% QOL KT T2 " BELHS
OREFERFHIET ZBRI21E, TIa=F— g VEFIROREVEEL5 25 72, WIko
HEATHEEZT I 227 — ¥ 9 YREEW A FRIEISEEL 525 0

BEEPODL, 33227 =3 a vy — L EOHEWDIAEELHLIO LI -7 Lo
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9. JXaZ4H—Y3YV

HINTwp

[SEDMFRE]
A3 2= —va VEREOTEREEDOEANIIH2), QOL OFHIli i LM ALETH S
HARHERFIZHE ) AR EORHli L ETdH 5.

ik

1

2)

4)

5)

6)
7)
8)
9)

10)

Connors K, Mahony L, Morgan P. Variation in assistive technology use in Motor Neuron Disease accord-
ing to clinical phenotypes and ALS Functional Rating Scale - Revised Score: a prospective observational
study. NeuroRehabilitation 2019; 44: 303-313.

Brownlee A, Palovcak M. The role of augmentative communication devices in the medical management of
ALS. NeuroRehabilitation 2007; 22: 445-450.

Caron J, Light J. "My World Has Expanded Even Though I'm Stuck at Home": Experiences of Individuals
With Amyotrophic Lateral Sclerosis Who Use Augmentative and Alternative Communication and Social
Media. Am ] Speech Lang Pathol 2015; 24: 630-695.

Maresca G, Pranio F, Naro A, et al. Augmentative and alternative communication improves quality of life
in the early stages of amyotrophic lateral sclerosis. Funct Neurol 2019; 34: 35-43.

Linse K, Riiger W, Joos M, et al. Usability of eyetracking computer systems and impact on psychological
wellbeing in patients with advanced amyotrophic lateral sclerosis. Amyotroph Lateral Scler Frontotempo-
ral Degener 2018; 19: 212-219.

Cave R, Bloch S. Voice banking for people living with motor neurone disease: views and expectations. Int J
Lang Commun Disord 2021; 56: 116-129.

Felgoise SH, Zaccheo V, Duff ], Simmons Z. Verbal communication impacts quality of life in patients with
amyotrophic lateral sclerosis. Amyotroph Lateral Scler Frontotemporal Degener 2016; 17: 179-183.

Mora JS, Salas T, Fajardo ML, et al. Self perceived emotional functioning of spanish patients with amy-
otrophic lateral sclerosis: a longitudinal study. Front Psychol. 2013; 3: 609.

Prell T, Gaur N, Stubendorff B, et al. Disease progression impacts health-related quality of life in amy-
otrophic lateral sclerosis. ] Neurol Sci 2019; 397: 92-95.

. HERIKRBRDO T I 2= — v a VEHROFER H 6 2 I 2 =r =2 a ¥y — L EOHEK WD
MEE DAL o7 ALS BE OB, ik & 484 7 2016; 21: 33-35.
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Questions and Answers (Q&A)

Questions and Answers 9-11 9. O3Ia=#~—33>

AZa=Z5—2aVREICEFRTS #R) FEICRREDKLSTE
BHONHBH

B2

@13 27— 3 FRICEBRTHIUHECE, K- KBIIa2=5—3> (augmen-
tative and alternative communication : AAC) #28ZDE DD IEICRT B HIE
&, AACRTLAZEBA - #9370, BECHER, BBLEZTOANLGZIEICET
3HEHNHS. UHh LHBRHECIIBEBENFET 5728, iFEORBECRITOERZHER
LTHEL T ENKIDTHS.

a3 22— a YEEICHT L ERITBEORIROBAE L ox A2 25125 oxts)s
BETH L., ZOMAHEIE, WL BRTDb D) & AW THE (AAC OTF-ERHR
OWARTEE, LR EE2ITHIAM) OREND 5.
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5 FMauF v A VABIIEDEIILRE R L R 724 ¥ T4 VBRI OWT.
https://www.mhlw.go.jp/stf/seisakunitsuite/bunya/kenkou_iryou/iryou/rinsyo/index_00014.htm1 (3% # 7
7t A 202344 1)
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10. RE4EEE

ORRICH U TEEBIR (5N D EHI D<)

Bekp iR MR, HEZH 2T ) B2 H, 2217 B, SR 2 #2426k, #
NIV A28 b ABE (Q&A 10-9 BHR) 7 & T § 29bie LofkE %2 LT, Aiflo< D
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AN T—2 g Y IOV THEY R EZ I 2 LB TH . BRI B
AR (NEREEZ T TV A HARFEREETHBEL LTrbhb) 2 0%k
LFHATE 5.

QFBE, NMEOFHEREEHENT 7 DR

ALS A DY E, FiMAEEINERR CTla % RO G & % 5. BRFFIRBRCTIZFIH T
e 28 2 RIS W TR X 2 N LIRS BB LR F iR EOFMANTE S
BEhd 5. BEPEGICX > TH#R oA, 0w TREE LESHEOFEIIIOL
D, EATHNIZESAIIC ) HE RIS ESLEIT R 5705, FERNT 7 25t c
EDLZLWEEHELMT DL EDRS Y e,

CRIEE R - B

AR R B I ERBRIC L2 L v Y Vil EE T TMET 5. Lo Y VHIETHIRTE %
WA IR ER ALY — © A Oz BHIER HEAEGEHEREA AT 22 L1102 505 HiFs
SN F CTHMD 2252 b5\

@ONEEZIE

IR 7 A3 WEREIIC UL, AR R ERAL Y — C AL X Ak TH Y a— b AT A
WUEETH L. LrL, EFRNT THEL o TERLYLAIE, EEEETOL 231  ABt
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L AR ARG HEB LR E LTAHMTH L7200 TR, BEOWRRIHGE 7 7o R L
AL LTHEET, RRPHEZZT TR, EEHEL LR DMEEM, ~Vi—%k
NOFHRIRPERTERIC L WV EEER T — 22 X2 5T LD WHEE 2 5.

CRREVIRE

ROV TSR E B LRHE IS L 2BI2H 512 LT, BRUICh 2884 EIIARAN
RIRICREFNEHEZ RN S 2 e 0% v, IAREICEI 3 2 56HIE, AGIaEde &% i H
5 (Q&A 10-8 BH).

O - TBADOXZIE, U (ki) XiE
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5 B DO RERER E 25D o T b @) 2 B & IS A H AUTSEATG 2 Hel T SN LRI H 5.
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WA R L ZDRERRAL YV I PBHHBEOWRTH 5. BEI~OEHEW 2L L LTl
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51, SEREOEL | EORIEND L. N TIFREFFIH RS [ AL E 2 & HE NIRRT 7
LT HIRETOGESCRITRIC X 2 R O 4 3 F il ICSE SR Ze s, 22
WLk E Lo TEB L L., RITROES, RITHOSAERTICHEL TREI =2 -1 D
HIEEHET DL EDPRBEII DI LN IIRET L ELH 5.

[SEDRAFE]
BERE LSl BE R BB 2 RIS % 56 DEIRIN 7 7 ORER IO W TR TN Z N ORI D3I
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D VEEIEE, 13 (W) HRMHCSaE~ =27V, A RBRGE, 2018,
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HIENTEDL., BFEY =YX VT =5 =25 ALSEELZHY L REBOARRE Y 7<%
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Tk, WA IAEE V8 — IOV TOHRIITHIH Y = 74 P HhLBHTE 5.
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W TR O RIS B BERRAF IS A A (R 1B 2 REHN & 3R %5,

[S&DIAFFRE]

BEEMRAL T — 2D R E L CTHIRD D o 7275, RALEHIE _Eos@ 0w TR 2 JEHER
FIERED SN TV LW REFTZH TV D L. EE L2E T CH#EITHEOBEIC
P B O WHEE BEEGALY — AT 0 AN =T 5 0IIZERN T 7 O EE D
TREHEE OMPERLETH L E V) kD b L IITBR T — CAFHELZ B E DT T LE
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ik

D) BEEmAL T A 8 2019~k A G50 & B BB o FaE, A REBmigET, 2019
2) SRR A2 AREERR, AL RBEZERT, 2020
3) KNEEEHE - BORERET A 2019, AR PRERBIZERT, 2019.
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DWTHERZZITTW5.

ONEXIESEMPI8 (F7vxI+v—)
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M TEDLAMEBERT A LNEETH .

ik

D el v 2 — BRI - el iR v v —— 8
https://www.nanbyou.or.jp/entry/1361 (i#¢7 27 £ 2 2023 4F 4 H)

2) WHERIEE, (32 G, BEMHIRSR< =27 v, fEafRBmRGEE, 2018,

3) PHEIEE (WMERE). $XTHDh A B MREEEREERE, PILEE, 2015.

4) PIFEEFIIH (WF). MRRBOEM s 7, wils, 2019,
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D) BEEERAL T A 8 2019~ BEH @430 & BE - BB oML, e mBmrseT, 2019,
2) Jri#EQRBONIE A2 AREERL, AL IRBRIFZERT,  2020.
3)  ABEEHE - WERESE A B 2019, AL ARBEZERT, 2019.
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il ] R PRMET 2 HEFO R T, BEREHRIRT [ SFHEE B L OB EITAFEE L, 4,585 4
Tdhorz (201744 A 1 HBAE). FEMi EOEEICIE, [EoMKE] & LThi#RkBES0THOE
W MR, ITHRZ SO B TO 7+ u—7 v 7, [ER & O #EOHE | [Rak ok
B, AR L LT, BT ISRImEoRA R e Y ) Ny MRFIOHIIN TORE DTS
ni?
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FEORS FFEDRIENES T DD BIAZ o U SHEEZ(ERN T 2

4. RIS IEDORERRICET 2MESZIEM L, EBICIEET S

5. WREOREOREZFICHA, EPNICEMFCIEEBENDEEZTADKD, BREFD
EHETEZH SN UHEDTH <

6. FEEDFRGENEBRIEZH LIRS IFXBCBT 288 EFNES) ZIENTD

(Bl 34)
NEMEFERING SRS
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B ([ ENEREXD (BRE (1 2 ) EN®E (1 2 3 4 5
mEEERy 691 K52 K93 K44 595 K56
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RiE R B RBEERE  BAOIEHRERE - GREEEE
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HAR:
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EEEOEEE
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x1. [BEEER] WICIE, NERR BEBEUSEEZCRDREDEN ELHIT D &,
X2, [ENEREXD | N EESREXD|#. [RETRENIM [EREM (COVTE. BIZEEBICOZMN L.
EICHBEEIRZELAT D &,

LEo@y . BERVLET,
Fal F A B
B8R
ERT
BE FAX
ESlavez Efl
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Questions and Answers (Q&A)

B, FoLEROHMEBEIS, UNE) T—Y a VIRRIR LA LB s
OWGNE, ZORBIMES T LN TN C.

[S&OAFRRE]
P & NEDHIEIZOWT, BRI ME LR TORR, VAT AT AL MIHT B0
Je7 ERFERBE O EICE T A2MROEM RO LN L.

ik

1)

2)
3)
4)

5)
6)

JEAE I, W | S S DT
https://www.mhlw.go.jp/stf/seisakunitsuite/bunya/hukushi_kaigo/seikatsuhogo/tannokyuuin/index.html
(i T 7 2 A 2023 424 1)

Il — € 2 DIRERACD 7280 DAFERBESF O — 2 YUET 2 BEHRO AT OWT (Rt L O
fal L BIER) (PR 23 4E4H3E5E 0622 45 1 75)

AL O AL Tk O — 2 SRS B O AT IS oW T (BT 135 BIER) (K 23 4EHLFRTE
1111 551 %)

S 30 A HE A NGRS SENEME L SE R ) 6 8 A\ BRI RE S ST R 1S B U 2 e | 35 0 L O R
BTS2 A A RS G . 2019 4E 3 A

W5 | SEIHIE I I B 12 DTGPk 24 RALBESE 03030 45 43 %)

EHEA S v 7 O - EHEZ L 2T — RO DN T (PR 22 4 EEETE 0430 45 1 5)
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Questions and Answers 10-8 10. BEETRIE

TEEBEECHIBERBZEDLISLD

BE

OEETHETIE, E£FEICNZ, ERE - NEE - BUARVCHBELEUNELHES - RFE
BENHHB.

OEEREICHHIEAR, BRE NERR BEBREEECLSEUARFECKY,
RMRCRMZHCE UTRAENGEZR(TE L HTRETHS.

i

FHIZOWTIE, LX) BENERLZDPTRER D20, —ICIE#H LSRR,

B, WBRBICI->TRR2ZZENRESIN, RkBEETIE, —2Ad72Y
1,049,923 +71,147 FITH Y, FEEHETIE, 1 2 HH72V 746,219+253581 FITH H, HEHH
1 73,690 £17,703 FICTdh > 72 V.

HA ALS AKENOHRAETIE, MBI PEORIR LMEE 2 AH L HCABEIL, AR
380,486 + 726,920 I, ABeLAk 309,513+351,031 HCTH -7z, F72, ATIHEIEEAEZE DT ) A
AREI/EROHCAMBENKE o722

7 A AERETOESANTIFRRERICBI L3 Z ML, ER20FFVESRY, ARTH
MAHERE XFEEVELEVEINTWS Y

WA 5 8L, OFERE, ONni#Es, Otk FREICLELESE - ) TS
N5, OFRFFEIL Q&A10-2IXHIF O NSRRI (freit i g e, MEm, iz
WESE), S OICHHIME SRS, ERBSESDPN L. ONn#ER L OMAREHE, BBk
EERALBEOT — C AR MAIRE SN, 24 BRI o A#EAREHITIE, H4200 FH %82 5%
G 2b (FRT)., —MIHAENIEENZE , BEBIY, KRITHITOHRRAIEL 57-90,
IWADHERPHEEC R 26055, HEHEELT, O-Q@ - - @FhZFhuIxl, ek
WMICXAABAMHERH L. Lo T, IROOHEZIEH LD 2T, BHRE» A
BHREZTWSEPEHCABHE W) 28R D, UTZOHEMEZ RS, BRI,
By — v v VT —Hh—%, MHkE, 78 % EICHZ (QkA10-52H) L, FHZED 5.

OEREE

BEREEIC X 2 EIERBE AT 2 2R ), BRIRE S, IRIC L D, ACHE WA
AUE B, BRI BN, ST EHMAEER O BCAIEL, 0Th o2’ il
ITRISHIRAIH L 2o Tnd . NTIREGRHEAEZIIB VTR, 24 RMEITL, 2o, BT 2H
AHHE L, o, HEEEEENE LHRINTWEHIE, IiEBECr2b5THEA
HIZHA 1,000 I TH 5. ABEOSE O RFHRERERHHIC OV TEEFACRME 2o 72
B, WHERFRIZ X 5T, FrEBRARRHE & 350 HBAME TREHIELH 2550 H 5.
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Questions and Answers (Q&A)

K1 EEATFREEREROD ALS BENFIATESINNER (EE - MEEZDIDIC)
A EE

EERELHE - 588
- EZH T (BROKS - EEDOMZEHRTTITON, STENBZEDTERL)
- EEREFEEEL T (888 =/ )
- FEREZHRGEIEN (AR AES2 - WAL, 10/ B& LT 5,000 %)
- SAOEERINIE (1 BIC 4 @R EDEZE o F 3R ER M)
TEeREESEE
- FEALITFIRIEEEER (2,800 M)
- ATIPIRESIE © BENATIFRes (7,480 F9)
- [EVREERAISNE (1,500 =)
- BRRRmBIEENE (1,800 )
- MRS
- FERRERM
Bkl GFREIEEETA - NEREZFERISIHETE BE)

* ERMBIRING R, TTRERSEN - TEREXERRICKY, RENRRD.
AR - BEDREICK U RENERS.
o TR IR SURRT - T ERE SRRt kY, RENRIES.
e RIIEEETSIC OV T, NS - REBICKDENHD.
B. &#
FEEEREAREE () * (RRENSDHEIF, EERSFHHEEE - 5ER)
- B3 HEFCT (IEE#EN5500M), 84 HLREE (EEE#EM 6,550 )
HEEENE
- #REEHOFHBEENE (2 @K 4,500 H, 3@LLE 8,000, 1HICDE)
- RIFEEEEENSE (B 1@ 5,200 A)
- BHEHBEEENE * (B 3 OZRECIE)
FEEATITREGEAZESIESE [#RE] (/B 260 OFE T @ 8,450 M)

*BIEICKVRRD
COED, HEEEEEREBECESEAGINEICLY 10 HPAEE /B, stESNs.

C. &

FHENE (TERRR)
- BUENE (20 ARG 167 847, 30 o7RiE 250 87, 1 BERE 396 51i7)
- EENE (20 DAL 45 73K 183 i, 45 9L 225 i)
SHEAENEE
BIULRAESS

X NEBERY—ERE, TP7FIUCLD. BENES S, 36,217 Bl
*RE 1 EA 10 AN, Y—EXRE, BEMICKDNEDENGD.

D. BE
BEFENE EFRBMU (1 Hoich 8 ~ 12 BEARE) 1,496 841
H=EED G
BHELEHE
QNEE

40 U ETHIE, SRR E ), ENEZIIS LT T 77 VIR — AN
feftsh, HCABIR1#HEZ2oTwS (ifRCdoTid 2 HE I 3FAEOLELH D). 2
DI e LT, BEEREGAREORERMAEDNDH ), FFERXDICHEDE, X
MESMRESIND. ZOZMEIL, HBRIEOEVWAIKE V.

GFUAE

IR & BEEE RO SAREICED , HUSGRRES M H 5 (QkA 106 £ 1 22H). WL

mH - - EAOYE, ERBROFMMAIELEINL. LaL, 200w T, FHER
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G THIS T E 281218, H#RBTORYS, TR A3 RR 5 Z AT O f 5 -
HRZET R, BEEZFOGZHRIRIUEDETHEINIIIS S 2 2 & AMAE EH L2561,
MR L LT, I DH I LIlh 5.

[SEDMFRE]
PRI LBANE, MAEPRKRECZENEMTE L. 2070, BHENAHEIREC
52 %508 BB S RIS X B AR BB ORI FERE & £ ORI ABREE B S % 0

GENRDENG.
ik
D WA SUE i 120 BRGNS B0 2 BRI ORI KA. S

2)

3)

4)

44 2011; 28: 83-87.

rgEs, R, TR HEMENEELE (ALS) B& O IHHICT 2 M4, RS MITE
AR R A (MY B AR BORITZEg3E (G TR RBCRITZE S ) i 3 O Mo S AR L 2 1Y
TR, P 28 AERE RS - i, p97-103, 2017

Mitsumoto H, Rabkin JG. Palliative care for patients with amyotrophic lateral sclerosis: "prepare for the
worst and hope for the best". JAMA 2007; 298: 207-216.

N B EH OREFFIH O ERRILK—ALS R B OAE Y J5 % thed 5 Bk L AT, k&
L7 7 2007;13: 13-17.
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Questions and Answers (Q&A)

Questions and Answers 10-9 10. EEETRIE

LANA BAREREDKL S IEBHDH

EZ

ONFEENEBERZR, EEREZMEIT L), —FNICEREBEAARTZCEZL
ANT MAREFATWVS.

VAN R, KR, T, Pl v BIRERD, LASS b7 by, TR
EXRERAENMEL TR, ZEENEL R LT, MERITIREL T
5T ERBLTVS. HRICBWTIE, FEERAT—CAD—BRE LT 1976 £ [ HBEE
W) BIAPTEE] AT Sh, HIEOAERER () 2R e LChhshi. 7, i
BRBRICBWT Y, BEAHEE 2 iR — I AT S8 5 [E AT AN % (Y a—bAT
4)]ELTITbhTWwA.

ALS BH T, WIROMITISH Y, HEAEREENSET L, AESRIHEILELE 5.
F 72, 1990 FEFEC N TR RBOEM & 22 0, N TR E2 25 L, ETHELTVWLE
BZHOBMLTV5, FEHEIIBVT, AESCH#EL EOHSEREZ HHCERAL T, B
HOWE 7 EDERI T 7 50T, RECIINMEAIIKE V. 2o, friELOARE
R L, TEEHERTMGT 5 2 E WA, BN T 7058 2 T 5% L EEfLY— A%
NHEMBRF—E 22X 53— FATFA TRZTANDHLL 2B D%\, D10, &
WHEND Y a3 — MATA, WbhWwh [ LA, A BHBSIN. LarL, VAL FA
Beld, WA - OO DO AR TIE R L, EHFEBRBIEICEPIGE 2w, 29 Lk, 2011
RS, MR AT [fE e R B — R AR 3iE ] AhBn s, 2018 4121,
B RS AATIC AT 2 L o BE sz,

F72, 2021 4F4 H 1T H XY, EEmARRIT SR EF IR O —IBEOE S S h, —FEA
B sElomA, BV A8 PEEMNBMEI NN Bl A5 MHEER, [{Eeimbs Lo
FE I BRI e P SR BB T, oM B2 2 BN L L CHEETA LIRS %
BHLTWAEE] 202 E LT, RESNIEFEAVBECICHAT S2D0T, Mg i
HELV A, bOWINE, FEAHIE LTI AICOEX 1T AH7720 4RHUNET AL INTWA.

ARFEOENEEMRIIIREFILT, BRI A EF T I A S DRI E 2T T
FHhiT A, VAL AR LTI, JEHL ARk SICBWTHEBS N, HERa i
T—F 4 F—F —HRABEORBEZITHIEENTWS Y LiL, 2018 4E8E, AFHEL2FEML
TW2 DL 31 ABEHF IR THIBI & OB Tb T A b o0, FEMFIRIC X ) FEHEIRI 1L
BoTWw5 Y REEZFEHEL TOARVEHETDH, UMD 2 FEDHIEL ST 2 Hiulk)s
HBH720, WRHRSHGEEEI SRR OBER S T — 7 1 A — 5 —, RS 5 —,
HBHVIE, PEFTICHEET 5 2 L BLETH 5.
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10. RE4EEE

%P, 2018 SEFEOBHFMMSCE TIE, MW7 7R GRK) THRERADFHIRICL S0
WL T DRODAREDZFANDEZDSEND L2k o7275 NTIREEES ALS HEIC
EoT, BEMEORENTHTH L7720, L AL N ABREIHEETH 2560% v (Q&A 10-
10 &H).

ALS JBEDS, WO SEMEDOEREETL 284 PABRZITH) 221280, JHIkoF = v

7,

HZ

TIa=F—Ta VRGO CETREICLELRSHRERE T A 2 LML 2D,
REOKRB L V) BRI LOFHEEH L EEZOND "

LASNA FABEERTT) ) AT, UTORPEETH S °.

1.
2.
3.
4.
o.

6.

a2z —a RO

FEIEPEEE & R - fEE A Y v 7 MO+ R AEHRIAE 12 X B E R OHESE

EEHFETHRR I L, IR TRER 2 LIZOWTORE - S DB

LIV PAE SN N

VAL b ABHICEZ ORIREFIR )N ) 77— 3 VI X 5 HEAEGEIE (activity of
daily living : ADL) & O/ OH (quality of life : QOL) ®1fj E% X%

L2234 b ABEOHE - X)) v b O

VZSA R ABE, BIU, LBV A MR, ALS BFOETHEZ ML T 720
WCIEEELZZETH Y, £ Ol - EREHTOE/BILINS.

[SEDAFRFE]
L EEEREEREE —BABRSEN TN TOMEF R TIrbhTwinwZ &, 72, #EN

2.

B4

1
2)
3)
4)

5)

FLZX ), WS ORTHEONENRE L > TV ABBIRD S 5. FEEiE R EE —’A
B & ki3 58021, BHED ADL R QOL DM EIZHFS5TEL L) VAL M A
FEDHIELEI B LETH 5.

TEEL AN FMREEDFHRIND, 12 H4REME W) EREMTH 5720, SHOFH
R ERFRL, R TWHIEICL T REDNDH 5.

JEA G748, 58 0330 35 9 % JE/ESFEIAIENER R Ml DI Sl S Nt B o> — Lk
https://www.nanbyou.or.jp/wp-content/uploads/2021/05/20210525-1.pdf (if&7 7 £ R 2023 44 H)

JEA . B ) SRHEAE S SR O — R IEIZ DWW T 2018,

W& 3. WREEOLDOL AN DA &SI T » EERRA, EAEGHE
MRS EOR MBI &HE RN QRGN SHRMETICE T 2078 ~FH 30 4EBE 4G - - HiFJE iy
#, p25-27, 2019,

PR IE S, ARG OO L 28, b T~ =27 )b, JEAG IR S o sk
RN B S 2 WF7E0E, 2018.

AAMRE A (Bi5). WZEMMEMRMLESHE AT A N7 4 > 2013, ML, 2013.

239



Questions and Answers (Q&A)

Questions and Answers 10-10 10. BEEETHIE

BEUHICED K SBEERIBFANGSH

O

OALS DFFHAIC(E, BHEEN G EDHBRBN MG LTERIRER CESHBUBRTERTA
NOEETH 2. BEICLIRERECTHNEE, BEYRR, SARERSR NTEERRCH
WTRIANDTRERIBEN $HS. ATHIRBEEL EERNT 7HS<BOIEIZENET
DiBE LTRES/UT —ERCIIBFENESELVDIERENDETHS.

ALS BHIZOWT, HIEEL, 2P ANTRZ iR, E20FRE K& LD bDTIER
v UL, #EATT B IHEVIEERIN T T ARIINT A 2 &, 72, W TH ) S AEEL v E v
IHABIT, BRI TT S, T ANPKEEL RS NL 2 &% v. HMEREHICE 5
Ny 2Ty T2, AN WTRE 25550525 0DT, EHRENE - WALO+55 % #
BUETH L. LTI, HRPCHEROMRIC & 220 Ah e BFH A CAB OISO TS
5.

O—RK (BEBMRE—MRK, WHUET 7REKEZST)

DUF ISR R 2 Al BB o0 Jili 5 <0 B B3 SR M R 2SR 1Y & 7S Tl s © & R4 %
W72, BMEIIRIR R R E S RS —BRR IS RIIABE L 2> TR BH DL v, B
B, EHRNT 7T T THY, WRRPAEIMEOFMIME S NG, EFOWTELnwI &h
5, BMNEHEAOLEE, BEFOEEOEOHRELLOHALHEFE L F R, BFAC
BRI O B QA5 Rl & LT R BEBKHEIEF M), B X, RRKIZIET
THERE, HRRPBLORELRETHD.

QEEHEEIVYRK

PSRRI & 2R ETRIR CTH 0, WM T L EHIR B O VLB R EEINRE 2 5.
ERLERFIZOWT [X4 ] DS E &N Twb, AT gssEss, KSR SdmEREE LT
K4 TICEEESNTIZWV 22, FEMOBE (20 5t 1) 122MENRERIERIET, FEIITTA
LWL, BEFHCHEBIZOLHEMETH .

ONEEEIRK - NEEER

SRR X B HEAERHIR T, AR IR 1 2023 4ETREIL S, MiERFRREICRATT 4.
EFFRERIFRR LD, & OICHHENOBLE 25D 2 IR CHEFTHI 0 B3 0521 F AL IR #E 70 B5
HbZv. BEHCAMHIIERRO B A FRaln s U CRe g R ER ) B
LORPITIB U T, MERE, RERLBOORERETHS.

@NEE AR
H LmPED iR & ALE O 5B 05, ERFRIEDT 2 R Wi h 5 7k EEEN T T
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AOFHBIE 5 & IEFVEEC O THEATI O BFHOFELINIE 2 DI v, BEHCAIIEG L
kTS 5.
OBREBAR—L - NEMTBEREBAR—LA

IR 7 ANDORFISNEH 7% ) OIEAH 5. 24 WA TN 7 7 2 5 2 iz b i
i, BEAEHIRTERWEHRDH S, M-I U T, AFBEICOEND L. /il
RN TR SN2, SIMBEZAHTAZENTE S, BEACAHIZOLIAMTDH 5.
O —ERAFEEHRERETE - FERERBAKR—A

GODOEREANF— L LIZED, NEF—CRAZEDRT T 77 Y 2HINERT HDT, i
MBEEZT TR L, @ErINEY, GiMINEY R EBHHTLIENTEL. BENTTO
ROV TIRER L DALV IESDENDH L. WE, O~@ODHMiR%ASERHEN 7 7 IhIE L
ENRV—FT, [EYWRBOBERLANTIFRGRESEREZITANLE, ©0ltiiksd bbb
TWw5, 6, ©ofiidEilE LTEZEO [HE] LIWbNDLDTHEER A AT 7 2147 itk
Lo, REINL7T7ONERLEIIITHEREEZILIRETH L. BEITHERFFE (KE
B, % &) WA CTAERBRAI 5o B ARG %409 . MR EHIAE PR
HTHOHHTE BHED SHLYOEFADRE T TR D 5.

OEENESE BSBUT—ER)?

BB RS — IR TH 5 & 2 HDRIK (EHEHEE) OfRE & BEmar— v ATHhL LS
2O HEBIFSE (iR Ol % 0 EDORIK G 1PReFio 7oA TH 5. R &
L CEM 23t 2 & B AR E LTS 20T, BHICOWT D ERE & FERE
Y —CRAED2RETE b, FEMZ T AEBEIEENRE SN, BEOAENZ
Z%. ALS BFEOWE, SAEYVML CALHRRZFAAL 0D, FRFIRIN T EH
W7 7S5 THHEA a7 | TL16 MULETH ) BEESIRX G 5~6 TH A Z EBAFTEME L
h.

AN, BEESRR G RBELR 2, HRREM ANV 777 V2L 2% — ¥ REFH
FHEAMER SN A 2 L DB TH LD TANALEN O AT E Th 5 HERH DL % 56
Wb, NIIEEHZEE L CHETOBEDIHE L o786, HEOHMAL LT [# ot
W ZRGET AME— Dk & W2 50, FORITEZF L vorgIkThH s BEHCATE
RN RS X OB EREALT - CABOHCAIS. &b, HEMEFEZART S LR
TEHER ORI IIFIATE R AR, BERIEY — R L L CoBEMERED | CHaH
HEAETLI IR D,

@PEEEIRMmR

JEANE UCEEN T TR S wDs, ESGD=—X0®mE ) OLhT, bt AR
LW ERICEBN T THAEZ TWAIRREH D, AN =2 X W5 % ExEALTW
HEZHBWMZTVD, BIIL L 2 AL GRESEBRAEZZITANTwEEIA0DH 5.
BFHCABIIEERLY — A0S 2 5.

@EHART (BERUT—ER)

BN EEOR TR wD, BHRNT 7 %2 H5 I8t © & 2 Wi ibiisk 2 &£ Ty a —
FATFADZFANDTERL ol &, OOBWENEFEOERKATTOBMPATFEE
FEEffY— A& LTHHT 4. FIHTE 2 HENICOW TN SEOREFALOZITIZ
BnEbes & kv, REOEHMSR IRy ¥ — 2 EIERE RO L L Lvw, BEACAN
FEEERAL - A0 HOAMGE 2D, (Q&A 10-9 i)
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OWEETEEHRBE—RARSE - TEL R/ MEE (Q&A 109 )

FRRODANDHEZRTERN T T DdH 5D ALS BEEZITANLE N E ) L, BEOWPITL -
TUHERERN T T 2R TELDPNREAL Y b b, BB LKL 912, ALS I3 L vk &
LT, MAHZTTZIANDIHEEINL LB PR BVDOT, EOX) BIICEETRE D,
DL BREIENORROBEHELEDLL RV, O REY FoiRMtT 22 L TZITAR
DHELILEEDH DL, Tz, MU, EuR &) A 7120 L CaEIEEY Ny 727 v 795
TEIZEoT, HERAREREELETIRAXRTOZTARTRICRLZ L UHLDT, EiHkk
B L M AE It LTI LT S THREDBESTZ KT TV 2 EDTE S,

[S&DAFFE]
R 7 %2 2T DS D RE L7 B0 & UTHRRET 2GRS N TE Y, ALS BE1E
[(HEE DY 2R HETHD. BEVPTHRIBREEERNT 722 0864 0GES LA
ETVITAHAZFE- RO EN TV 5,

ik

D) JEAEGEE. AR R OO R A (SE ).
https://www.mhlw.go.jp/file/05-Shingikai-12601000-Seisakutoukatsukan-Sanjikanshitsu_Shakaihoshoutantou/
0000174013.pdf (R#&T 27 A 2023 4F 4 H)

2) WAMNET (BRAZAT B ARRAL AR B s A b)), et
https://www.wam.go.jp/content/wamnet/pcpub/syogai/handbook/service/c078-p02-02-Shogai-05.html (#%
W77 2R 2023444 1)
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Questions and Answers 10-11 10. BEETRIE

KEILRADHICF ED &K S IRERD BHED

Oz

OFE, NESE, XY, XEEF, KERICHAT, BEOWMRILPKPEBHOEREES
C, WBELGER - NEVRZEMRL, FERBRZERLTH. FHRiHS, KXERORSE
WESRITEZ AR, BEITE, RN, BMEOEIRILE(IC, XEHFBHTIHEES
BBICERL, ERBMEHEZEMLTH <. EEERE, KBICHRDHDERETD
EEBIC, BRIBHEETEEMNDEEZTD.

i

EIUII:I

WRBETH- T, —EREMEE KEFRE L THP I RDEETHS. LoL, ALS
T, KT 2 LX), HEAGCHD - ASLEE R, S50, FEANTIFRIRE
BB T A AR EZ A L b0, BELNELZZTTHDOREREZ T2 L I3HN
HTHY, IEPULETHS.

HEhORA v e LTI, BE - FRIROEFHIR TR X LT VEEELNF— Fv v 7 TR
THI L, EIHS, EHE - NERR O E RANOEHE - AT A1 (BETFIRPEAK
WTFIRR L) BEE DL, 612, NTIEREAEETIE, FREECHAES Ny 71) — % &8
% T 3 2 R (T RIS 2 Wi  HE A L CBA R ITNUER 542w (Q&A 10-12 BR) Y
NS DM, BE - FIROATITZ LD TIERL, BEELE2GOXBEE L 28050
BCThb.

WA IV CTH S, 2011 4E 3 HORHARRBER AL LT, BN, SENRERED
BT, BEREFHO D HMETEHSWEETH SN H 2 EETEIE S B | L ERL, diiN
WZ0E, TR SRR A R R O . AT SRS A i 1,720 THETA @ 99%
HER LT 2% —hC, MMATE S SRS MBIEH e IL, RIEK 38.0%, —iBfERK 50.2%,
LEERVER 11.8% L HEA TV d o722 2072, 2021 4E 5 H FEEMRIEARENGIE S h,
AT B B SRR I R B I O VR AT OB N FB L o7z (B 1)% a2 T, [
TTEYE IR H OMMEATE L FE TR $ 2B MLAIRE | DSUE S, BEHEATEYE SR H 2 R
ORI EERT HIVERL £ COTMEAVR S, EBIREEETE OMERAIATR I TwE Y B - A
R, BXO, WA, PR, ARESCEREME, SiMEEN L EL MO SRE A, K
RO, W - M - R OMEE LoD, MR A MER T A 2 Lokt
LT, BEEDHMMICES L, SIETHIEPEETN5.

REMERIIWIETH DA, BRI - WRFEICOVTIE, BRBERIITET 2 EB0%030
W BB EICEE L) 2T, BELEXBEM TREMRTEZROTEL. B,
KEFAREZ, HETOMEIRN, F7z, #ELEOMEHHREZEETE 2BEOMBINTE
TBY, G, 29 L7-HMERT5ZEMPfrshs.
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Questions and Answers (Q&A)

HutERh KSR E STEOHT, M EEEEEDHREZIERT S

B TE R BT BB EMN
v

B TENSZIR BN BEE M

-

PrgT = | BEE= T KENREAENECKY, BB EIIFRIEHEIR
B TENE S RS B R B B FRL DEFBEIEL 1o T

METAD SEEFRANBEE THEEEDERE R Z XK
HBIENTE, WREOARIFTETHS

MR AERBHETEER DI, BEEHES - BE
ZEE(CRHT 255G, FADEARINETHD

1 Z@EEN SHEER, ERISTEF TORN
(Pl 25 £ (570 3 F30E) ARIRT (h48Y) [BTEIESURS ORI THISIE(CRIT SIS K W{EAL)

MEHESGETE LC, HEMEEAIHERIN LD, BEOHEBRII L ) ML E 0 5. W
T5HYE, BEORKICXY, #HEPT, &5V, BT~ OB L 22 528, AN LR ER
KAEFEOYAIE, FEHERZ M A 72RO AR E T Ly, #3088k
DWW, KEOMBARLHIIRMZ LI X VBT 5720, BlHZIZTTH-TD, FEKEIC
1, REXNEAI L OWPEDTLIE L 72 5

B, HOEHE Y REHRIEL O TIE, R A LIRS O MBI OB & /ER O KR A
YEPRENTWLEDT, BHL T2 &E 20,

iR EORBKETIE, HIBOEFKIRWIC XD, WRBANOILBI AL L 2 556
BdhbH, WHARELDOE ZITIE, EERBETN) 3Ty =PI, N aTy—o
FE - G, BEANBORER R EOMENH o7z T, AU ATy —TIid, AL
FREEICLLIVAEN =2 —LOA 7EFENLETH LT L, NTITERR EICHERTE S
BIRR RN L, MEDD, ZENTELWREPMEE o727 72 WMEFERZARE
PRERIICDOWT, [, BRI SEER AN R S EIREEHE T — 2 (disaster medical assistance
team : DMAT) & HARMRESES KELIRA Y VT =2 &L ol - S0 EHE %50

B, BREREWNICELAKEETHURLZKETH S, BEORMEHIBINY -~y 7
THRDERMIBTH o 729G, ¥4 274 YOFEEZAMLT, BEMICEETE 2 X
IFHHZNTH I D, REHETEL-ODOEELRS M d, NTIWRZHEEED
iy, AR IR SR R DB 2 b S LOTE L, WK E T B0, FHK
BICART 222D 0EDDHETHL OV,

[SEOAFRFE]
1 B - KIRDHEM L 72 9EE RO AMIEOMEEIINETH 5. LaL, SEFEOBIC, &
F o RIROWIIRD 7 EDTHIPUEZ ATV, BEIRF O O FTER &L bRz A L,
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ik

2.

1)

2)

3)

4)

5)

6)

7)
8)

9)

10)

10. RE4EEE

HREZHL T ZEAHRETH .

2021 4R, WEMEATED SR MR REEERT M 2 TR OB B L o2 D, AL
WP e S A 5 70 & FERE B S O {1 1) S w18 L PR SRR LS B - L T (B
Vdsb.

SR BB B SCHR AT & S E T B 720 OFREE BRI [ A O Mg S R AR B 5 2 WF5E ] BE,
SR 29 4R

AHTTEGA 19 T2 T 2 S FOMBIHT 2 F 77— % 0 77V —7 FRGEAERE 19 75
P R 7RI E S OB D Y T IO T (R £ &)
http://www.bousai.go.jp/fusuigai/koreisubtyphoonworking/pdf/dail9gou/hinan_honbun.pdf ({&# 7 7 £
A 2023 44 )

PRI (BG4 ) . ST SRR O — B2 IE S 2 S RIS 45 H
http://www.bousai.go.jp/taisaku/kihonhou/pdf/r3_01_youkou.pdf (3f&7 7 £ A 2023 4 4 J)

PRI (B 9EHIY) . BEREAT B B30 H 8 OMEMEA T SR IS B9 B UHLIE ST, PR 25 42 8 A (71 34E 5 Hik
7E)

http://www.bousai.go.jp/taisaku/hisaisyagyousei/youengosya/r3/pdf/202105shishin.pdf (I # 7 7 & A
2023 4E 4 1)

WAL PR R . [T N TIPS 0 728 0 SEF AR B SCHea T .
https://www.fukushihoken.metro.tokyo.lg.jp/iryo/nanbyo/portal/kaigi/pamphlethtml (3# 7 27 £ & 2023
FE4H)

WS [ICERSIS N Y B 7y 7 2021 4RRR.
https://www.pref.miyagi.jp/documents/23912/saigaihandbook.pdf (i#¢7 Z7 £ A 2023 4F 4 1)
KPR %I AROREER S ORI, ARG 2012; 29: 227-230.

WARIERE. 241 MR OREY THAREKD S ARNRY: 5. SNAVT 4 Ay ¥ a v —REEIC
BT BNBHEOER & - 35 D A TIPREEEH Ok HINEE 2014; 103: 613-616.
AR, ORI R 70 N TIP3 25 O ML A BE— BRI~ D $E 5.
https://www.neurology-jp.org/news/pdf/news_20200720_01_01.pdf (ix#¢7 27 & A 2023 4F 4 1)
LR E, 3. TR SR L LT o NP o R ARE.  H NSRS 2021; 110: 780-
784.
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Questions and Answers (Q&A)

Questions and Answers 10-12 10. BWEETRIE

BEICHEABHICIFED L SBERIBED

O

O A TIFREE, WR3IBHEFEBETFTTHVIERNIVECERHEIABNY T —ZEKBL
TLOHBZEML, ZORBREZERLTH<. EERSICBHEANY TV —1H515
BICF, ZORBERE, REHEERBICHELRBZERT . i, BREVEELE
WA EBRBOER, RBREBHCTSS71>/1N\17) v RE (plug-in hybrid vehicle :
PHV) B EZEBRELVLTEATIBEENBERRLBEZERLTHL.

ALS BEOFEBENETIE, e 2BEBEESHCON TV S, FFICHES N TR 2E% BE
Tk, ANTIPEER, Wol%, BEMmEEE, BHNY N, =73y MRS hT, 58
BRI TGS B 2 2 720 TR, AmofEiEicisi i b,

EEXROIEARIL, BREFEROBRBIEMZERT 2720, Ny 7)) =% EOTFHERZ
w2 b ERERBOFHTH L 2

LN TIPS Y 7)) — L E RNy 7)) =22 TV 525, BRI XD, BRE)
BRI R > TWLDT, WAFLETHL. RMOEBEBLZEL T, FHA NNy 7)) =13
Bl % HEMi§ 5 Z LS E L,

/2, A=V VEFALTHBENSERY L5228, — BNy 7Y =%
B2 LBNMETHS. REEBRCTRETLIBR AT LI LW THL25, HE AL
WP B 23t 5 2 & 2 N TIPSR L TB 53, ARy 7 —oFREICH
WBIEI)DRETH 5.

EWX Ny 7)) =1, BWEM L, EHOERSD - 7256, 1EONy 71 —DA NI
WAz TN Cnbd, HIRIC X - T, BEIRERRLEMAER N Y 7 — ol ATxh3
LRGN H B DT, REFT R SR L TW 22 & 2w

BEAERELE OB L LT, ALWPREHIN Yy PNV T A7 (T Ea—nNy 79, &
BRI [FHI R AN, HoviE, FEHAMRTSHRe 2 #EHLTBL E1).

29 LB LR Ny 7 — ORI 7k 81, AR % SO EBA»THIHE
NTBLLENH L. T2, BEREEOX VFF VR, ERANY 7)) —ORIESLR ED,
NEF ML TBLAREHHRTH 5.

AR, ST X DR CE R HBEIE (electric vehicle : EV) 75 74 Y4 7Y v F
H. (plug-in hybrid vehicle : PHV) %%, FEEOBERMGHE LR Y HEjEaH & K
EROWEZ TR T 5 HBEEIBINLTW5 9 4B, BEBOAEV R PHV & &EOBBFA
O NTLIFeee, MRFiHity, WOIRICEEZMA T PR E kol 72720, BERES
A —H =T ERFOREEN - Wi R REE LT B BRI L COME 3R ey, ik
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10. RE4EEE

®1 BENFTELGRBRKESE

BEN N ECERRE BREN T ELERRE
ATHRE Ny ITNIVTRRT
IRIESS ATE
R ERHRMS I, FHXR5I8, ATLT5 (50 mL)
BRCERE X
BN K FHRE v v IT v PR R
IrXyh FES Y bRE

DRAN STV DI TIEARNT L # B L THAI 2T A 550 )

[SEDIRRFE]
BB, AL EEICE S TEIRETH Y, EBHREDPS, BE - Kk, LEME
LB, BAK R KR E IO W TN S BEND 5.

ik

1
2)
3)

4)

5)

6)

e S O JCERT A BT 2 8T~ BRARBRBI D ) & ~~, THER B O HUSERAGN Y 2 0F58 ) BE
1K 29 4

G RN R B SRR 2 HOE T B 720 OFREE SETIR, [ 305 3 O MR B 5 2 BF e | 3t
A 29 AL

KEFERE  HBFER ERZGNY  ZeBBEER, RIPEESEER RS, SOERICB U 2 EE)
HOWHHME~ =27V, 202047 7 10 H.

HAHB Y JAF) SEERICBIT 2 7 V<55 0EFRME JAF 2—F—F 2 M)
https://jaf.or.jp/common/safety-drive/car-learning/user-test/disaster/power-supply (ix#% 7 7 & A 2023 4f:
4J1)

Bisk= v K> [FEOBEBIC BV, A —7— L FaEORERE 4 12021 43 4 11 H
https://www.bosai-nippon.com/biz/article/2023 (R#é T 7 A 2023 4F 4 H)

rEFERE  ABFRR, ERZGNY  ZeBBEENR, RPN SEER RS, SORRICB U 2 EE)
O E~ =27V, 202243 7 25 H.
https://www.cev-pc.or.jp/xev_kyougikai/xev_pdf/xev_kyougikai_saigaiji_xEV_katsuyou_manual_iryo.pdf
(AT 7 £ A 20224 6 1)

247

>0

R K C B i



Questions and Answers (Q&A)

Questions and Answers 10-13 10. BEEETHIE

BIOF VA ARFYEICH UTEDL S BERRNH S H

O

OFEIOF VI ARREEICH UTIE, BEEOREPCIHRIBEM CIHRIN &M T2 K
RFBHRZETOCENUATHSD. ALFRBESEHFHEIOFT VI RICRRELEZES,
FSPOI7OVILEN U TRRZILAIEIBREN LV, BRULEBSICE, FR
R—=NCT7 1 WVI9—%RET R L LEZTOUDENHS. HEIOFVI7FICDOVTIE, B
FHRERELT, BERNICERIT I LN EFNZLNDBMETRLTWVS.

2019 4E e A RIFIECTIRAE LRl aa 7 4 L 2 EGeE (coronavirus disease 2019 :
COVID-19) i, tFIcIRL, EHNTIX, 2021 48 8 HiZiZ, EWTORRIESH 130 5 AL
£, FEH 15000 AL EE o7z

WERFOBEORYTH D720, BEOAL ST, W1 SON#ERD 5\ VITFM T 25
Wk R AN 7 &SRR RGP R 2 FEFEICAT ) S e ETH D, MEDORETD [ =% (%
B - %4 - B3 | 2, ENOMKETRT 5.

Tz, WE FHRALEOBEAREICMAZ T, 202044 HUE, HNBRFL Y, ZEo@mss
FEHEhTws 29

IR B AR, PR REE O, AN TIPSR 2 E O r 7 % %217 T b ALS BH
T, FauF I A4 VAL, H50IE, BEITR DN A G, REOZT UYL
L, V= ThEREIFFEEICE L, 8, W[kE H5vIE, HEICBWwT, 79R5—%
BT DfabtEas . £07z0, NLIPHREES X OBE S 2 H8IC LC, AN RERS
HE LT, BHEMTHRE &S IRE TR & Bl Fikd 3 2 & oadib) 70 e B ks %2 &
LUENDH LY BPERERSE R VD, BEMECTEETLIENEZT LW

N T g3 BB DGk & LT, BENOWRIIT ANV AERRASELRW L LEH
DWFENLTANAERETSHIETH LY FIFREMANTLIHL (non-invasive ventilation :
NIV) THH S NLEEDBL 3y O 7Y (5K — ) 2BRE LTRHTS (1), A
TR ERA B BZ ) MR 7 4 vy — (1 o) %, Fiz, BEDPSONENE
WIZHER SN D FRIC 7 4 vy — (B 1 Hho®@) Z3ET 5. 7 1)V ¥ —Id high efficiency par-
ticulate air filter (HEPA) & RSSO REAFFODDONEF L\, 745 —%%EBET L7290,
RIERIHERA L v, T2, BEOMREL SYICBISET 22 L0 ETH L. Dok
X, 7774 TR RFTNT T FREEY SRR LNETH-TH, FEANIFEKTH S,

B, NI OFRE 2 Sk 4 2 BICEE L CREST R 2 fTb R b uE e b wnizw, X
k5 2BEIITHEEDIS, BRLELD L WVIZALITREIEREH R L TS d a2 &
PBEF L. F7o, WPRIEEEE 2 & N TIPFRESF DAL O 712w TIE k4 23R LC
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10. RE4EEE

NIV XRD ([[Fmi— bR U [EBYREF1-—T

J

)
o

@749 —

J FRR—h (¥

B1 NyyIJOEDES
(T TR DS kb iRft - —33E)

W7 E 22,

WXy YT, 7T 4 TR EOZBRIIOWTIE, SN DOTIERWZD,
%A D NIRRT OWT, R LTE LR N TIPREEIAR AL ISR T 5 2 L LT H
5.

FMHaaF oA VAT 7 F OV TE, HARMEE AR5 [COVID-19 727 F Y IZ$ 5 H
At RO M (5 4 0 235EH S, MR ER ICB VT, [HERMICHEMES 5 2 LA
EILW] LORMAVRIN TS " WEME LT, HAWNERPLERT 7 F 25z #Y)
AT 720, WiFEMEAEST L2 ALS BE TIE, FHHIC T o — THAE W RE 2 2 Mk § % 2T
bh. T2, ALSBERNALT 7 F VRIS EIZOWTOFMIIANTH L. —KkiRT 2
F BT BRI, JEAEGHEDOY 2T MY 2RI LT L.

%, 2020 4F, 2021 FEFHB T 0 7 A OV ZAEGGEO SEIZHE G, ERGAER 2R T A HIY
T, JBRZRICB VT, EFRHZOR RN - FE 20 ok LTHEIT IR TS % $7z,
PilanF oy AV ADBELEATIZ ALS OIERRCHIRITZED TRkt (e B2 52 5 2 L 0'd
5. FERFIIEERE (HAREE - BREIHE G (PMDA), fBlHEEZRA %2 L) X
ZiH#E L, TORREHERPICEE B L ONEFIMEZR DI EVRLETH 5.
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Questions and Answers (Q&A)

[S&DAFFE]

ALS 128 72 COVID-19 D58 SIS L Cldfkii L CET 20BN D 5. T2, ifrY
PNCHAHNITZR AT RT IV — V7 EERE - #AEWERRIZOWT, S#HICHA T, T8 E i
EHE R EE2BETT A LEND 5.

ik

1)
2)
3)

4)

6)

7)
8)

9)

JEAGHEAE. Fila oy 4V RAEGHE  EINOFEARD R &
https://www.mhlw.go.jp/stf/covid-19/kokunainohasseijoukyou.html (if&7 7 & Z 2023 44 1)

DRI 0 7 A )b R AR SV LR L 7o e o R A > ]
http://www.bousai.go.jp/pdf/hinanjyo_covid19_0l.pdf (ix#% 7 7 & & 2023 44 H)

(BBl T 4 )V AEGHE X B E 2 72 SEFIE DR ¥+ (1)
http://www.bousai.go.jp/pdf/covid19_tsuuchi.pdf (i#&7 7 & & 2023 44 H)

A W, 3. COVID-19 Btk ¥ A b a7 ¢ — « SO B B o5 V0 S5 O RIS B - DI 712
BU G BixE . BEHRE 2020; 74: 251-260.

HAW-R R 22y, HARBRIR T &, Tl a v o & A )V 2Nl 48 8 A 2 AN TIP3 o B Y
PO TR 2 A L 72 &g & k3 58l 5 - Ver.3.0) 2021426 H 24 H.
https://ja-ces.or.jp/wordpress/wp-content/uploads/2021/06/5fbedea278dcc2c72431£c28£502af61. pdf (T
7E A 202344 1)

H 4 COVID-19 % % ECMOnet. COVID-19 B3 it o> A IR AT B 2020/03/10 v1.4.
https://www.jsicm.org/news/upload/COVID-19-ECMOnet-report_20200310.pdf (##% 7 7 & & 2023 4 4
H)

HAMES 2. [COVID-19 77 F Y IZB§ 2 HAME AR O MR (55 4 i) 2021 £ 8 A 27 H
https://www.neurology-jp.org/covid/index.html (3#¢7 2 £ 2 2023 4F 4 H)

ARG A, HManFT s F 21220 T
https://www.mhlw.go.jp/stf/seisakunitsuite/bunya/vaccine_00184.html GR# 7 7 A 2023 4F 4 H)

B a7 4 v ZEGGE DIEANER 2 B F R 724 ¥ T 4 VBRI OWT
https://www.mhlw.go.jp/stf/seisakunitsuite/bunya/kenkou_iryou/iryou/rinsyo/index_00014.html (T
7 E A 202344 1)
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Questions and Answers 10-14 10. BEETRIE

BARHEZENMTO>TLBIXREWNREBEEDLSBHOH

BE

OBEFBREFRKENREERF, KEZERY NV—T7ZEEL, SHEMRICHEH#R Y
RO—OREWBRMR) IV ZEREL, KE - BXBROXEZRY, DELGZEETZ
I ZEEELDDHB.

i

EID"!

2011 4E 3 H 11 HICHAE L 2R HAREN 2 2 e U<, FEHAMZE AR TIE, HHiE
Heifi (information technology : IT) fL3EMER H 03 E R EFESIRRHIEM O I H 726 2 L &
otz 2014 4F ITLHERET B X0 6 SE RE R K 2 0B &, KFERSARONR 2
PP OMBEDR LA L L, PSS, KEEA Y P 2HETL I L2 HELT,
HAMBE SRR — A=V NIZ, HAMREARKEE R Ay VT =2 OR=V2FRL, B&
SRR T — & N— A (4% - B#R), BLO, SEEHOKELEA Y b7 — 7 #E7RIK (LLF,
TR 2 LTS N Ay P IHREERGET 5720, HAMREFSATMARE 2D, 2013
, BXO, 2015 4RI, SESRA v b — 2RI Tz 2 72, ERITIE 2016
AEREARHLEE, 2018 AF KBRALEP AR, AbigB RSB EE, 7Y H ARSI 9EE, 2019 4Ev5 A 15,
17 512 X B 9E 5 ETHRMRZ LD B, BSOS R e R T A L L DI, &R
PSRN E LG T LI LHATEL? 58, SHICHBNRIGTHPZENS.

HAM R AR KEN IR BR R TIE, KEROEREM D720, 2016 47 H AR JEE 0 5K
XA T VEERL Y 2017 EHAMEFERTORREE ZIT /2. =27 vy Tid, g
MEFRB M 2 e L, SEBENF IR A v b7 — 7 REMREENG ) =V v 2 i]E L 7.
FARHERR & > T — 27 Ro&kENE, ZhZho usoRaRe 2 & siligm e iess ok
&, JER, HRERTRETE AN THL, 2, MREGRY =V 12O T3,
2020 4F 2 H AR ) T g RS I B W T, O ERE, B oEHINE - 30 - 15,
@F K, EBNLIPREEEFRD) A Mb, OFEE N TP g5 5 o0 A5l 8 e 51 B
D 3 HoMREE, 4%, WHOHBET5Z L 2R Lz

[SE& DR FE]

HAMREF R L CE MR A v T — 2 OFABOMIEEZTo T 2 & &, fi
MR ) T ek 2 I ISR L, mRRER ) ok B OWEICL, BEtod b
EWAIMTZEE ) LT ZEDRE TS,
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Questions and Answers (Q&A)

ik

AAMEE S (B8). WML MRLESHE T A N7 4 > 2013, ML, 2013.

HAM Y& HARMRE RS ICE SRR v b7 =2,

https://www.neurology-jp.org/network/index.html (g7 7 £ 2 2023 4F 4 H)

FIFREE =, PINEL—RR, BMEBIEE, 1374, AAMREZEICHEIERS v b7 — 27 ORI T, BRI
% 2013; 53: 1155-1158.

HAM S, HARMRE AR IESTRA »y M7 — 2738 (077 4 351218, HAMREEO ID £/82
7= FAE)

https://www.neurology-jp.org/member/keijiban/disasterbrd.cgi?md=p (#7 7 £ A 2023 44 })

HAM Y& HARARE AR IR~ =2 7.
https://www.neurology-jp.org/network/pdf/disaster_manual.pdf (#4727 & Z 2023 44 )

AR, OAMRE R SIS R R RS, HARMRE AR X 2 SEER 3« i ) = > o BEN oW
<.

https://www jstage.jst.go.jp/article/clinicalneurol/60/10/60_cn-001493/_html/-char/ja/ (##% 7 2 & & 2023

HE4H)

252






BRER

W4ET ALS #BESTHRE (amyotrophic lateral sclerosis functional rating scale-revised : ALSFRS-R)
BIEE (4 RER) CEEITIRBOEDICOEDID. FIIEENTESHEEESATAHEANICHERT 2.
1. S8 4 | REIFER

REEEENRHO5ND

#RUEL< ERHENDD D

BELADEEFR R ZHA

EANRFEDRK

1ES
OADERIEHINEH, BASHICER (REIRKIIENNAENDZENHD)
PREECBREBER (bINCLENHENDT NG S)

BEE ORRBRER (KENHEND)

ELVERN (X TT vy aR—/S—PN\IAFENEET B)
ERRREEIE

PEADEREE (BICBYZRICGEETSED)
BYDOABHEL (L TEBNSNERL)

WYNLBTF 1—TREZNELT S

SHNICIEROMXCFREERE

1IES

BV, FEFEETRLD (TNTOHEFNYIFIEE)
—BRDEEEN G AT AL

RYIFENZN, THEEFREL

0 |[RypEnmu

5. BREME: BEOEREICEY, 1) HULIF2) OLINH—HTHET S

1) BEBL, B| 4 |EB

SHROENT WS BAEL, ETEBLH, fADBIEXES LEL)

JA—0 - AF—VIFMER BN, BIFHEZ B

0l

2. BRI

3. &R

=INWIRO=(NW|IA|O|=|NWIMO|=N(W

—[(N|W

BYIFHNDCT > THOSDRIFNEBESBVA, AENTr—TFRFRAT—VTBAN
BTENTED

HNCEBANSIETHODRIFNIEBESIEL

2) BE®HY, B R

DB FIBRVLA, TRTOELDEENTES

MRIVPIT7RS—ZEDHDDIC, HHEEFHINNE

NESCOHIHICEHAZNTD (HOOY DEEICFRIFTHUE)

F e <IBEDEWEN TER

6. BX 50O fEER<IERICED

" DEIE SHEETZH (HBVIEFHRIEVH) MY TRLCTES

EERY, FRIFEEFERDYDFENNE

ot OBMECFBII D NE

ZENICEAICHKTE

I

W< BAEL, ETERVA, MADB)FZAEE LIRL)

W) TERINTE, BEEZEISNZNIERICEHTD

= [(N|W|D[O[=|IN|[W[~|O[=[NMN|W|M~[O

FRVZBEDHDZEFTEDN, BUTRERCY, BEZEBACVIZIENTER
W

o

BHOTEESTBZIEHTER
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8. &H17 4 |IE%
3 [P HTHEE
2 |#BhS T
1 | STEARTTEE
0 |HZEHTENTEDL
9. BEERZEDIED 4 |IEE
3 |EL
2 |BEICARE, BENLIL
1 | "BEET D
0 |DEFNEL
IR (FIREREE, R0FER, [FiRAE20 3 EEZFHEY 2)
10. FIREZE 4 |BxU
3 |[HTRICETS
2 |HE#EME (BFE, A8, B82) OLINHTRIS
1 |15 2 WVWIFBARZEFDOWL I NH TR S
0 | CHECHIMELZEET D
11. AR 4 |=BRU
3 | BUINODI R E DEER DO D
2 |[R2DICEZRET D NE
1 | TRVERNTGWD
0 |F2r<KEDZENTERL
12. FkAZE 4 |=RU
3 |BEENITBRSEEIELE (NIVIRE) HihE
2 | EREICHERICIESAEIEE (NIVRE) hHE
1 |18t (RE BEED) @mK@EsEs (NIVIRE) i
0 |SEEEFEIEVRICLDATESES (TIV) HRE
ALSFRS-R:  sHMfiH F B =]
IS e
1. =S58
2. EERDW
3. B
4. EF
5. EREE (B=/185%)
6. B, BDFEDY DENE
7. BIRCOENE
8. 17
9. FEERZEDIFD
10. MEOREEH
11. AR
12. FFRAE
&at

(48 i)

(KIEuELE, BB, RUZA, FD. HEMUERIZRELE (ALS) BEDHBEENCH T S HEETTHHRE B ABRIE] ALS
Functional Rating Scale M#&st. M2, 2001; 53: 346-355. BLU HAMRZR, HEGRUEARBLEERZER. B
EMMEAIZBLAES A RS> 2013, SERERKUIER)
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BRER

B Modified Norris scale (BAEERR)
Modified Norris scale TUREIARE (BH458hR)

21 DEIEE B Rimm) CHHTDIRMOEDICOZEDIFS.

LECTED WL BAZENSG D TRICFTERWN ForLTERW
1. MBI CEZ L LTEICTED. FRD 5 # 30° A KH5 30° AT RNDOLEZRH
() 60 fEBHER| 2 |ERBHUGFREST| 1 |[EHEHTES | 0 |LEFsnzEn
F5olgE )
2. BRYZETD LEICTED JhY) TTEDH AFZEBEUNE FOLLTER
2 |MBEDOEHEF| 1 [TED. FIU| 0 |W
BZzET D DHTIFHREE
3. {MBAGRID 5 (L LEICTED JhY) TTEDH AF&BYRF FOoLLTER
ETRELEIND 2 ([HHEDOBHEE| 1 |[NUETERL 0 [W
BzEITD
4. ZEiEEL LEICTED R & D [T KDY I w7 FOeLTER
2 |[R=ILbRYTHE| 1 | THENE@EEEN| 0 (W
HIENETFD Y55 aTEE
5 YvVY-IT35D LEICTED BEDDHDTH —EN D NE FOELLTER
AZBHTED 5 NIXEBEEDH T 1 0 LY
nEmyY cTE
)
6. YPVYDRY TEICTED B ED T NIE —ZNEINHNE FOELLTER
ZFD (77 R 9 W TTED 1 B2 IE—EBD 0 W
FT—OBEFEEDH T I LD T
x3) S0
7. AR« AH— LEICTED BREZENITNE BEREH DD E FORLKTER
rzBEHTEL Y TTED T CRANTIF )
2 |01 &b 1 [&W 0
[ 1 3finZz &) OB
BHED) WHE
8. TRZHTTHR LBICTED R ENER RIFZFBDHR FOLLTER
Z5|< 5 B335 1 FBMICRIFS o |V
BEBERFEZ
REF51F2
9. Jx—JF & LEICTED BDHEFOH B25(F5<® Foe CER
A TS—%BD il & hSRAMIC BEICXITS 0w
5 BN 1 (BBIEZ®EDS 0
N, WZEKLY
I ETHEN
SERICRED)
10. 2RZEEHN SR TEICTED R E NN B Ht BEBEZEESH FOELLTER
[CHRFEZEAN, Z1 2 |ERANTHD 1 |—ENBhgnE| 0 (L
ZERD ENTED
1. I5EHN>T TEICTED BEEH TN U5 EANBN FOELLTER
HEFEZTD 9 TED 1 h, FlFEZ 0 (A
+oTFIFS N
0
12. E2EDT ( BBICTED BREZED N BHDB5L5 ForLTER
HEZ D) 5 T=3 1 [CTERL 0 LY
Flelg—EBNE)
HNE
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13. 5% EZEICTED BEBEENN DD BEBEZFESH FORLLTER
> ERNTH D —ZABTNIE W
3 2 1 [f@ENTEDS 0
BEHHEITSVU
HAMEZ R
14. KPEBZHS EZEICTED HAHIFFTFOHE ZEDREF 3 HT T2 TER
I3 RESTOY =G =251 EXRERSH 0
3 2 | EFBCEEFET] 1 | BEFSEND 0
x, EHAMNTH
)
15. $hEPRU & LEICTED BHHEEUVH EFNEEH N FolEL CER
BH5EF2 3 5 5EFBEN 1 febTR5 L o |V
TE, EFAMNT 2 DIFHEH
Hd
16. BONEZZE LEICTEDS Al =EE1AYaxv AFEHDWVIER FOLLTER
) 3 5 BEEADCE ] TRIDFICKLD o |V
N TE, AN NEBHHNIET
THh>d )
17. PEER7ZDIFD ZEICTED BREEN DD H BCADLVNE FORLLTER
3 5 EHWTHB. 1 FENEND 0 LY
FouponE (FIUHMNE)
EANICENS
18. 50m #< 3 LEICTED 5 BEREENH DN 1 50m & T & % 0 FOLLTER
A P [T )
19. 1 THL LEICTED BFREEN N DD S BB, B TN
3 2 | ECTHEFD 1T [BEEBRESNS| 0
(RDIBENIZE)
20. NB) (K- & NBYR U THTF NBh (B, 17T N (B, 1T BB ->TH
1788 - AF) [TKW ) & AF) [CK & AF) [Tk HFRRN
< 3 2 |WUEFS BB 1 (W Im<sWEd| 0
Ehh2Hh'=2H ()
HTH D
21. B KYIIH 3 LEICTED 5 B AED FNIE 1 i) ClFREE 0 FOLLTER
th'B MM TTED NEIHHNE LY

(N, KHEEHE, BRHE, 3h. ALS BEOSHRETIREOEREMEEETFTEE. MR 1996; 48: 999-1007. H&

U BAERER, HEREARECEENEZER. HEBEARELES 1 RS> 2013, BRERKUIER)
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Maodified Norris scale BSRIEIARE (BHZAEEHR)

13 DEIEE (G Rilim) TZAT2RBOLED(COZDITFS.

EEICTED VW RAEBLSD | THICRTEEN F5 < TERL
1. BE—glns| , [BECTES , |[Burm=EHE| | [BCen3s o |F2r<TER
By ) ()
2. OmER<S (O BECTED FLHLOBE5 L OmDHf=5Ic oL TER
ERSsUNTES) | 3 2 |<@cz3 1 |mapsEEEs| 0 (L
0
3. EWEASET EEICTED EERTEah OEGELZH OEHE AL
3 2 [RN3 1 [#EEFH<<5FK| O
0
4. EEREHT H5DBHHEIC FFEEICEH BHTH > <Y o< TER
3 |@HhEB 2 |E3h, Bo<| 1 |, B<<EmEs| 0 |u
T L)
5. SSS&EES 5 |BEICTES , [po<uers| | [SoxsErTE| [ [For<5ER
WA % i ARV
6. EEEETHT 3 LBICTED 5 OXKUSCH 1 mAFE THES 0 A7 R TR0
3
7. SZEEOWAElIC FHZEEDORRC DFBDENT ME(CAMND & D2LETHAHFET
2% 3 [DIFm<EEN| 2 |EB3HUWHEHNSS| 1 [(HTEZHWHE| 0 |LHERN
fECE3 LY UL
8. &%& LFICDIF F& EFECDF ZEUCHIFT FlcEhr->TE FREEAEF
) 3 [y el 2 |EB 1 |hE< 0 |Hh7an
HexE
9. MF5LETS | , [BElCTER , |EpnsRE| | (EAUNBEC| o [Fok<TER
CTE3 2ETVHELN 0
10. Jwit 2N} Tz@<l, BE BE ERE X I HD
h, RERLEIC ZLBLED
Foks) BFeHhd
o 2 ' lsanes| O
EnNzfR < NE
&5
11. &% 5 |BU , |PLiE®3 | [Eozunna| | [Bomsnon
=E S51IaVIEE
12. OCHY, N 3 *U 5 EEEETMORR 1 EEEEMDE 0 FEANERSTR
PV N2l WSENELS ENELD LY
13. BERNE 3 |BEB 2 |&mB 1 |HHE 0 |[#FREFR

(NEZEt, KAEELE, B, (. ALS BEOSHMEATHIREDERE R FMEE. DR, 1996; 48: 999-1007. HK
U BAHRER, HEMRHARBLEENESR. HEBERIRELEN A« RS> 2013, SRERKJIER)
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B EVFRTALES [tracheostomy (and) invasive ventilation :
TIV] #®D ALS [EBI1F22BImEENIEE

stage 1. XEICTEBRENTIEE

stage 2. EHEEDHRHTIAE

stage 3. yes/no DHFHTTEE

stage 4. %19 HFE=EEEH DN, yes/no DIERHRER T EN'H S

stage 5. £HEREENNEKL LU CEBIENREIRIREE

(PREERER, LRETF, PILIES, Fh. RENGEMIESEAROHEMHIERAZRIEECS!T

DEEBMCERRNES —stage NIEDRIEE PR AR FOMRE. BRI 2013; 53: 98-103. $

KU HAMRYR, HEBEARBLEERZESR. HEREAIRELAES A RS> 2013,

BRERIKIIER)

WELEFBERFIRICK S ALS BEEDEE

RE - BFFHHBTRTEE

RE - HHFERELD, HEEE EOFHUDILE) FHEHBTREIL
BNTES, #tt, BEBOLITNHNOEDMUENTEY, BEEECNBZET D
IFIREZE - ROEEEZD 2 VS NESNGS

JEVR, IFRONREEN REXRE, DOBRRES), ATIFRSEA

G > W e =

[F ] BEERE (BEH®R) B 2 L EZERRELTWVS
(BRERBRTYY—. [OREMERBEGOEBNFAEMRIE (CL3 ALS SEEH
https://www.nanbyou.or.jp/entry/214 (#7712 2023 F 4 B) KW5IMH)
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BEEA (E5H) ATHRSEOEREEHY (E— RERAALS BB NIV [CEHRSIN2DOEHDICEE)

NIV EH]
E—R
N AREE
[ElRE sheatt BR5E b WAR PCV
k s L
(kg) e e CPAP 6. S/T. T) VTPCV | VTPCV-AE
Vivo45 Breas Medical |FzA K 2.4 #3.0 [ ] [ ) o [ J
: Lowenstein
prismaVENT50-C | ool FIR L # 3.1 [ ([ [ ] [
NIP 2—t)L V RESMED HATT7—X 2.1 o o [ ] [ )
) T4UwTFR T4UwTFR
BiPAP A40 SIS ST # 2.0 2.9 o o [ ] [ )
[NIV - TIV @A)
E—R
> AREE
[l sheatt BR7E b= WARY PCV
k Sl :
(kg) e CPAP 6. S/T. T) VTPCV | VTPCV-AE
I7 - UF—RX .
MONNALTSO  |Fyhbvzzh |27 T4 5.3 ° ° °
2
i |V A : - —
o __ | Ventec Life NIRRTy
\éOCSN RUF L Systems 5 83 o [ ) [ ]
VOCSN-VC X>F | Ventec Life NIRRTy
=5 Systems 7 ol o g o
Puritan Bennett . 19474
560 Medtronic TSI 4.5 ( [ J
Newport HT70 : J94574T
PlUS Medtronic Sy 7.0 ([ [
Vivo45LS Breas Medical |FzZ bk 2.4 # 3.0 o o o
Vio50 Breas Medical |FzX K 5.2 we. 7 o o o
Wio60 Breas Medical |FTXA b #5.3 # 6.9 o o o
LTV2150 FPALITPAT 4 | T4 U TR
any; DAIAW/ 52 o g
~UOY— 100 T4 Uw TR - T4y TR
plus, 200 plus DATAM DA IAM s L L L
~UOY—Evo TA4UwTR - TA4UwTR-
ST S = ® *® .
W)=/ 77 ResMed JIJEBT
ASTRAL 32 o Ll ®
2JU—>T 7 VELIA |ResMed JIIEF 2.1 o [ )
JU—VIF W= 294 | DITEF
prismaVENT AT AAILTT 3.1 () [ J
B—

OF7IF7 4708, @/VyYTEE, @/NLT VRO
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= | m@ BB | -
IPAP EPAP | o pe e b N L I
(@H,0) | (o) |TERRE D\ emg |/VRZ 0 R | e ot
IR TR E
4~40 | 2~20 | 300~2000 | x 2.5 6.5 ;e | TV CHERT)
MR
ElE Sy S
a~s0 | 9722 D 100~2000 | x %12 e | (TIV I EEoE)
Az (TR
SEEREREE
2~40 | 2~25 i x #2 T | (TIV [CHERTE
e
SHEREREE
4~40 | 4~25 | 200~1500 | O 775~975 | T |V [CommTE)
MM
= | m@ EH | -
IPAP EPAP | e mes | B | BER | g
@HO) | (mH,0) |TERSE MU =g |2 o= 20T | e ot
(BA) 100 ~
2000mL "
5~50 | 0~20 | AR | &y 5 W | Mk
500mL
High Flow, PIE5Es
0~25 (@) _ ES T
a~a0 |22 D so~1500 | O 2 35X 28 | Ak |fm e D
A
_ 0~25 (@) - s, |High Flow, BEfE#
a~a0 | )= D s0~1500 | © 2 35x2@ | W (LS
5~55 |OFF, 1~20| 50~2000 | O ~1 | ~ox2 | T |memmts
0~60 | 0~30 | 50~2200 | © ~10 e | mzies
0~20 (@) .
a~s50 |5720 | 300~2000 | x #25 w65 | W |momts
0~30 (@) .
a~s50 | 9730 1) | 100~2500 | 4 “s e | Mzt
0~30 (@) : .
a~60 | 9730 D 300~2500 | © #4 8 e | Mz
4~98 | 0~28 | 50~2000 35 4 MR
0~25 @ | cn N
a~s0 | 9752 | s0~2000 | v 3 3 e |
- [0~35 @ |35~ 2000 @ N
3~60 | 3732 O 3322500 | &Y 7.5 7.5 e | mzies
40~500| 2.0~250 | 100~2500 | O 8 ke
2.0~400| 20~ 250 O 2~ he
40~400| 40~250 | 100~2000 | O 12 ke
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WY AFY T« v I bE 21— (systematic review : SR) B8iE&EF}

Clinical Questions 1
[FH@ — K]

@777 NAL : ALSFRS-R DK T
SE & UIERISERBR

ALS [CHULTUILY —ILI3HERENZ D

o EROB
(Certai‘ﬁ;‘aisﬁsﬂ;ﬁsment) (Summary of findings)
/ BN R -
UILYy—Ib I;g
i ~ 20 |smi
g | PR oAl x| % | 5 |zowl RN 0 ALSFRSR 237 DIET Eﬂﬁ%&w
7v FHA Y| URD | —Bk| B | ek | oikst %ﬁFZﬁV\]EE L= 2 .
s0%kED |
HRRSIAR
JeEH 575 0.69 vs. 0.86 vs. 0.83
Mandrioli | BIEE | FERIC | w oy |FERIC|BDE 90% = 8% Vs. FER(C
2018 |mmars| wa | AN | R g oy 99%2 228 | 106 | gog<mivs, Hzs | EL | BX
90% < 347
') (=7 B)
Watanabe [ 2@)E| JEBEIC | w ; JERIC Estimate impact FER(C
2015 gamz| 2 | 20 | R 265 186 | 05(-258~049)| &L | BX
@77 NAL K EBUIREFHEDER
=S i FERDEH) (Summary of findings)
(Certainty assessment) BEH IES Ies
UL |#amst Relative risk £ Y AD gy
W WR NP2 [ I | R |ZOf| VU | (esaE of deathor  |UJLY—| HERIE
TP Y| URD | Bk | e e | ossT | ERS |&7zld3E|  tracheostomy | JLEE vs. | (Certainty)
R | 858 | (with 95%EBRA) | Wigst
Bensimon FTl | FAT | BT | 043 34~ 077) 5325 |soe0
1994 e BLYFROV]F7RL w2 77 78 lend of study period ié;&(f% th =
0.66 (0.42~ 1.02) =
12m
Log-dose 0.90(0.85~0.95)
50mg: 50mg 072 (052~099)
237 100mg 057 (0.41 ~0.80)
Ltacomclez| o~p |RATE|RAC|RAT|RAT| S| 100mg: [ 5, [200mg 057 (041~079) SOOD| £
1996 ZNAR IEVZN A [=9-N AT IEV~NAY I 236 18m =
200mg : Log-dose 0.91(0.87 ~0.96)
244 50mg 0.76 (0.59~0.99)
100mg 0.65 (0.50 ~ 0.85)
200mg 0.61 (047 ~1.80)
Bensimon AATE|FZT|FAT| oo itz itee=] [CICIS]@)
2002 I S [ [ s - &t Exnl| o | EX
Yanagisawa - R TIFAT| oo Clee)
1997 RCT w70 0| 0 A 98 97 B E-PN
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SE L VTIPSR

=S kil FEROER (Summary of findings)
(Certainty assessment) BEH MR Iz
[BYIVAN E:ii97eb=¢::3 417HARY | YAD =T
% WE N7z E | k| K |zofs|v—iu| e NT—RE | ULY—L | BERE
POy URT (i | e | et | OfRET | PR [SE12@IE| (O5%(SHER) | 3% vs. xR | (Certainty)
=R | 858 B
L @000
Seorgoupadlou | IO | #a | ma | ma | A 133 | 60 NA B PERIcE| Ex
= . 0
L @000
Chen AIEE | W o o = 0.855 67 vs. 64 |5,
2016 e U S I WSl W57 415 | 1,125 (0685~1068) | (B, heafE) 3&?&@% EPN
. 0.98
B
T (097~099 @000
Mandrioli BIEE [ oy - - - D= o e - | 26 VS, 26 fovid
ARZ A | ORA | R =| 573 108 | fef2L, SEE@IAIC FEBICE| EEX
2018 RIS Ea;%ﬁ EEmEn 7o | (B PRIE) 7T
DHETARLIEE
4 No riluzole use| 14.3 vs. |®O00O
Toymor \BOES| ma | | Ra | R 149 | o7 1.08 102 |FmIctE| @x
U (078~148) [(B, pxi@| L
B SET
1.04
, 0 ®000
e |Eain| ma | | ma | 2053 | so5 | QN=MD | A3 43 LesmicE| mx
0.79 v
(0.64~0.98)
1.41
7 @000
Watanabe |&2@E( = o - (1.03~1.92) e
2015 AR sl el | e 268 I8 riluzole non-use 3E'$C(\“ﬁ ES
s, Use
e | 50mg:
King's .
237 Combined treatment
s Stage . @000
Pore  |E2D%| ma | | #a | |Biom| 18| 242 | EOMILER SR
ESR | 200mg: (035~081) “
B 244
@7V NAL  BEXGHEESR - sEADLIR
SRR FERDOEH) (Summary of findings)
(Certainty assessment) BEH BDIES Iz
HOERY Y AD ol
o w7z % | % | T zow| uwy—em | e | 29| B9 | wxe
o FTHAY | URD | Bk B | e | ikt JOERE EyplEEs o= o1 [ (Certainty)
1B52) FEXE]) | FEXE)
Bensimon FA T FAT|RAUT| o Fo CIlCle]
1994 RCT B0 | EEuliEmn ARZ 77 78 |H#HEEART th EEPN
N . . w= | 50mg: 237
Lacomblez FRATE[RAT[RAIT| o B8 . o SD®0
1996 RCT B0 | Em0liEmn ARZ T 100mg g 236 242 |H#EEARTT th EEPN
200mg : 244
Bensimon AL T RAT|RAT| o o ®DDO
2002 RCT AR [y e A 82 86 |HEEAT ot EPN
Yanagisawa A TIERAT AT e o Crlele)
1997 RCT R [y ARZ 98 97 [#EEART o EEPN
G| EERDIR W @000
noueShibull ez | wa | 70 | 20 | 22 92 |#ErT SERICE
i L
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[GRADE T

EFYR -

Z0771))

RCT # SR %t & L, EFEMIIEIEH T TEEL L
77 &A1 A [ALSFRS-R O FHIH] ], [QOL Ol H ] 122\ T RCT 13D o 7.

FESE 4T FERDER (Summary of findings) -
(Certainty assessment) BEH BDIES yxoT)
| | - = oLEE | AN | e pe |
FR|_JR 7R % | FE | R (2O DL | et | o5%ie| 95%iE|
DHE|FHA>| URD | —Hilk| Bl (1| OREY | NIREEE | i | mxem | ) | ainty
ALSFRS-R Z 377 D& N
0 | I I I I I I I I I I
FIEVREFRRDERNR
4 | per |[RHTR[RAC[RAT|RAT
BV |FRV] RV [FE0
TFIRHEEEDIR R0
0 | I I I I I I I I I I I
BABENERDHER
4 | per |[RHTR[RAC|RAT|RAT
BV |FRV RV [FEW
QOL D=
ol [ [ [ [ [ | I | [ [ |

([BENRTFITrvI0LEa—]

CQ1 : ALS BEICBVTUILY —ILIFHEEETNDH

ALS B&

LY —ILER

TS ERAR

HhERRIERISREE(LAE (@myotrophic lateral sclerosis : ALS) DRREFVEIZHEBASNTH ST, BIENRETZS
I BEECTHBHENRERADEILICK T BERIFIFHICAETL). TNFTIT ALS DFERHRE LTI ILIZY
BEOBFRLIC KD BESHWEIEDOFTENEZEZSNTHY, REETO—RTHDESINTWVS. HRESET ALS DA
BREUVTERINTVDUILY —ILIRZIVY S VBORBIGEIERZRS, EEOETIHICE5I2EER 5N
TW2. —AT, RERICBITDZOHRORFENFSICKLRP, BEBRP IR MOERBOLETHS. DL
KW, CORBEDEFTIRMLIIEVEEZSND.

o1

ALSFRS-R X J77 DK ]

FEREDT LD

BHD S DRIE SRR 1 R, 2PN 5DRIEEEHRIAR 1 IwOMS & ABESZEERFDF
NS ) IFEE I DRI F R S HIMT Ure.

NATZAURITDEED

NATPRURISE, BEFRTHY, ZOMD NIV DEREPT 7 DNARBRECEZRDDICHIES
[CRZ S LTe.

JF—BY - ZOMDFE LD

FF—BMEFENEHIRTLE.

XV b~

IETVROHERER [ETHEL (D)) ¥,

02

IR EYREFHBDIER

FEREDE LD

A7 BALICEEET 2 RCT (& 417, 2Z &L U TORIAISEREMAR 3 i, R2OSTHEMR 4 ECTHo
fo. RCT 3#R(&BHN SDIRE T NELANDIFEZMDBIREF RV EHIBT Uic. AN SDRCT (&,
7Y NALDEET D SALD—EBE U TEFHTSNTUL . RCT [EH1F 3 HR Z K-M BBfRK W EH U
XIBFEAT o, Fie, BEEUHEMRER, WRTYA VML NA 7 U (E5 E kT
Uiz,

NATZAURTDEED

BANSD RCT 3 {D/NA TP RAVURT SRR L EHIMT Ule. AFBHSD RCT TIEHZTFERRBIARE
DEEEGINS <INA 7 AU R D FRZEHMUTe. RCT 4 ROFETD/NA 7 AU R [FEEE EHIMT L
fo. BEE UBRERAD/NA P XU R [FFEB TR I Ure.

JF—Bf - ZDFEH

RCT (& 4 FRDIF—BHIC DV TITWRDBGHICERN D BN, WMEBOILARENH DI, BEEY
WiLic. 8ZLURBEMREBZOTH AV L, FE—BHEIEREICRA LU,

XY b

TET Y AD@RMEFBHANSDRCT 3FHDMETIE [& (A)], FFBD RCT FEEEHID'S < /N1 7
AUZTNEENBcsH, RCT 4fRDMETIE [h (B)] £HIBFLUIC. BERE CHESNCARDT
ETVADEREF FERCEN (D)) SHBTURE. 2RNBIET Y ADERME RCT 4 ROHKS
U [ B)] LMLz,
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03 IFIRHEREDIE N
FEEMDE LS

NATZAURIDFEESD
F—BM - ZDMDFELH
XU b BHORCT T, FIRKEREIC DV TEERBE S RIFNFHENBREIN TV A, NADBRICTHRS
NIcERN I < SHELPEE THS.
o4 SABEIER - BEERDLIR
IFEEMDE LS RCT 4, NERBIDIRVERDEEHRERR 1 WHINREGR /e, RCT TIEBHANS 3 fE, AFBHS 1

RCHIIFBREOBEER BV ENIET L. 8L UHEEMAL, HRT T L FERELEIES
[SRZ ST LTz,

NATZAURIDFEESD RCT 4 fRDNA 7 RUR IS, 1 R CEEEAINZ Vs, BEDD SHIRT Uz, BB DR ELISER
TR 1 #RlE, ARTIA VL, NATPIURITRAEHM Uz,

FE—BM - ZOMDEED  [RCT 47, WEREF DR VEFISREITZ 1 HINR B ofc. RCT TRIF—BEFRERL SHITE N,
FEBIERBITEDIBRIFIX Y MMTEEDT.

XU b ERIBTET Y XOERMEF [t (B)] SHBTL, AFBOWR CHRES NICHBEMFHRICOVTE [E
(@) UL,

05 QOL DeiEzIR
FEEEDE LS
NATZAURITDEED
F—BMY - ZDMDFE LD
XU b BHORCT T, FIRKEEEIC DV TEERBE S RIFNFHENBREIN TV A, NADBRICTHRS

NICERN 2 <FHHN R TH .

[SR LAR—hDFEEH]

CQl DWFENZ 4 >D RCT A3FMhE 1), ZOHD IMOINEEDOD HHINZ, 4 foOx AR
OB HBANEBIENZELS, TEFYALRXVOBETIZHED RV, HizaRlaEsnT
Wh. F7, WO WEBSIIRIERI LS, ANEEOBS2 S HARANZ R E L%
WBEBEEEZ, 1MONBEOLWES M XBISEMELIIH L.

CQ1 Ti&, DALSFRS-R A a7 DT, @IFEETIHAAF M OERRA, OW-Hikne
DT, @REKZEIEH OB, GQOL &FEME, &I 52077 MALICHLTY R
TYTA v 7 L¥¥a— (SR) #1To72. 7O MW AT EORALIIITFERDOEBD
(MALSFRS-R R 27 D& THRH

K7 b LCERT B30, 1 RONIEEOS LRI E, 1Mo REODH LB A EE
BWFEDMATH -7z, Mandrioli & (2018) DOXFHREED D % Hifli] X BISWIZETIL, BWid S DR
WD 90%LLETY VY — V& L72BE T, H % ALSFRS-R O T liAsA B IRV T fE
PR ENFzDY () v — IV IERREERE 0.83, 90% LU T AR 0.86, 90% UL EARA 0.69, p=0.016),
BHDON—ZF 4 »TO ALSFRS-R AT, §#ilis 4 I v 7 OWBELERIZ 2272 F72,
Watanabe & (2015) OXIREED B 5 1% A [0 X WFSE T riluzole & ALSFRS-R OFFREZALICH
BB RITE otz WL I, N4 T A, AEMIFHELEHAKL, 8722
DOREFEMEZIEF MLV (D) EEZ2 Hh -

QI EVIFAEFHIRDIERR

4OORCTAEME LY, ZOHD IHWOMNBHOD ZHMNE, 4HOMBHEDOD H14%AHM
EBENE,S, TUETFTVALNIUVOKTIRED RS, real world IZH) U728 72 2 HAASE &
nr.

Bensimon & (1994) @ RCT T, DTHhTIEH 553 VU —)V 100mg kR DA E 2 IEE
YIRAAAIIM OEEAR SN, F72, FRRBIIED (T ) ASUEIEAE & D IR 5 e
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WIREPEDR S 1172, Lacombelz & (1996) @ RCT Tl &R E (50-100-200mg) A% S,
100mg & 200 mg AlFH#ET, Bensimon & (1994) @ RCT & [AERIZ A>3 > 7 JESU 45 ) BH A A7 01 1)
DIERAVRE Nz, Yanagisawa 5 (1997) O RCT 1, HAAZMRICHITSh, HEEESH
TERHMEEHE XV TN O HEA L RO L h o 72y, BiEbIN% CFHliAWEE = #2R_ Th 572, Ben-
simon 5 (2002) ® RCT (& 21 TD RCT TidkpA S T 72 wils X 7213 MR 20 R Hi
Teh, FREEIRSN G, o7

BISAIZETIE RCT ICH L, &) RIOILEWRAEFMMIERZ /R L b 0%, ZoH
H& LT, RCT Tl & ) e 2o RAERA AN - BRAMSEEITE S I, WD S GG £
TOMMEL, B2 722 L R EPERE LTERINT W5, il S BIE%E
TIE, VIV —VIRHIZS NIV R A3 & ) & IRRE TR AR M I IE R R AR & Wil ReEAs
R EN7z (Georgoulopoulou 2003). F7z, V=L X ) BHIB O (Chen 2016) <, i#
I D 75% DL TONRA (Mandrioli 2018) A3JE5UE I B AE AU I AE R AN AR B 523 5 W RETE
AREMNTz. —T, Traynor 5 (2003) D&A M SBEHIZETIE, VY — VORI —#EMET
Y, REIMRHETIERRIWEET 2R, S O ICERIREIIE R S M TEIE TR 3\ IT
RETEAVRIR S M7z, 72, Lacombelz 5 (1996) @ RCT % {45 If) & |Zfi## L 72 Fang & (2018)
DBILWIFETIL, ) )V V' — ik King's clinical stage 4 (F855 548 F 72 13 IR 8 A TIFRAE )
O &2 LR W REMEAVR S 7275, [/ RCT Tld stage | DBEIWNLRE %o THEHT, R
WCHESLETH L. T2, HRAZG L L7z Watanabe & (2015) OXEIEOH 55 5 1) &
Bl sETId, FERE T AN M E R AR AR S 7.

GIFIRFEREDIE TN

K77 b DZBIFRT 5RO 2. O RCT T, GHERLARE & R 25Tl A3 7 &
NTWBHS, BEMH Z B L 723 ik <, FHlos W< 5.

@EAGENER - AR OWIR

LFL 4 >@ RCT TREAMMIZHE S, 320 RCT (Bensimon 1994, Lacombelz 1996, Bensi-
mon 2002) TIZFEKDEHMATR 2TV 5. Bensimon 5 (1994) @ RCT Ti&, VIV — VIR
BECHDART, 5, M A, R R 2% (o7 Lacombelz 5 (1996) @ RCT Tl
MEAAFEICIEFMEO 3~5 R DI % LA 2700, ik CesEd iRl S N7z, PR E5
BT AOMFERIIRE L (A), WETLILEVPH L0, 32O RCT §XTT, HRGLE
PRI R, VWY = VIBAFEE»E L, BWEHZ ARSI RE C ERloTwa EEH L
NTnab.

Yanagisawa 5 (1997) @ RCT Ti&, &Il (Vv —VE#E153%, 771 KEE52%) 25HEIC
BN L 7225563 TH 5.

%72, Yanagisawa 5 (1997) ® RCT T 16l (1%), Shibui & (2019) OxtHEEED 2\ A 10
SBIBHIZET 361 (4.3%) DEEMEMI S HE SN TWE., T Y ZDMEFEEIZER (C) 25,
2L E BICHATOMETH ), 4ROMEDEMPLELEZONS.

B TEWER ) I MEESEREOFEKR EZEZ LN E T L ZWnHg i L, [HEFL ] IIEE
WU L 2VEAHERT, EHERG rA) EREICBEE RSN, 5L
7oA & OFRRBRIEH D VT RTOFEL E T

®QOL taEHR
K77 N LIZBIRRT B RIS T
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[Evidence to Decision (EtoD) table]
Minds ZEH A K54 UE~ =27V 2020 ver.3.0, RC-7ED 7L —2A T — 2B 1K
RCT % SR O35 & L, SEFIERIIZEIEIH FTSEL L

CQ 1 ALS B LBV UL Y -LIFERENZ N

ALS &

U)LY —)UPAR

TS ERAR

%LS;S;R Xw ?ﬁ?@ﬁ??ﬂlﬁﬂ IR BV B DIERIR  IFIRFEEE THIH  QOL DHEDR ; EFLENFRA -
SERD

ofln]—]o

2E 1. B COBERELSBEN?

falla] US—FIETVR EIIHEE
OLWZ ALS DIFFER WK EEFASN TS ST, BIENRETEZ S 2HEE CH B IcOANIRERADHELL
OBZH<KVNVZ |[CHT BDEKIFFFRICAEL). TNFETIC ALS DFEREEE LTI ILY S VEOBRIBEIC K 5E
OBZS5< L (EBHRFEDFENEZ SN TS, FBETDO—RETHDESNTND. HRSET ALS DIEEEE

[ JEY EULTERBEINTVB VLY —)VIFTIVY S VEORBIIGHERZRS, REOETIHICSSY
(Ohs-Say-3 BEZZASNTVD. —H T, BRICBVTHER - BHHETOREDRZRDH T, BEBROV

Obn 5L AP IADEROMETHD. YLLK COBEIBESECHDEEXISND.

B2, ZFULLHR : PRINBZEF LLHRIEEDEEDEDN ?

Galla] U—FIETVR BIIHEE
P R ALELUTALSFRS-R R 37 DIE IS K UFEIEVFIEF BRI DERIHRD 2 F0'EHE
e CHofe. IREVREFHBOERMIRE RCT 41RN'S 18 n BEDERZ7D hALEL
THEEZT Sl BRNS, HRNAPR([EE< 18 nBIERTDHR 26> TUILY —)LUNER
DEFEUVHRERSD. &z, RCT DO TNA P RAURITHEECERL Yanagisawa 5D
REFRE, TETVADERMEN [B] SHETESNZBHD 50 3 fJRD RCT DFEFEFTICENTE
HRR/NA 7 Z(FERH T, 18 n BERDIETD HR (& 0.92 [98%IEFEXE 0.86 ~ 0.99] &£1&W, Z
DRF K W 3EE [CHESRS 1/c. ALSFRS-R X 377 DI TIHEIIC DWT RCT DM (F1R<, HE=bT
E2MDBNBSELRDT—ITHole. BEMKRTE, TNTNOHRICENTZDT T A,
BREHARCEERDERICLDINA P RAURINRATH B, H<FTSELLTRRLE.
MEKXRIUILY —)LDEE UVHRDOEERFNSNEZER 5NS.

ey Ty e
SufyorSibyosp_pRardRad) SE Weht . Randin, Sl Yeur ke 641

Obg'h yrnn 19 QI OER I QBRI 19K =

@\ i Q0RTS 0GTH 69 QP19 19 - |

Otp RN TP A R R ) AR R —_— - 5

Odk=in Brdvo QGBI LSRR 1RSI 0k — o

&
Tad @50 0 (UG LG L 4 <
Felngute Ta=000 Co7= 0870 JP= 045 = T N i o
esfurlletid 2: 141009 [T T T o RO S— & ' " S
6 L WRER BROEL pfE

TRERD 90% | BRHARD 90%
ALSFRSR 2370 [Mandrioli |ALSFRSRZIZDBZ|  ULY-ILERS | REOULY— | BLEOUILY— 0016

& RmE 2018 LOETE 0.83 (£0.69) V&S S
(RCT Tldm< 0.86 (0.85) [ 0.69 (£0.67)
SZEH) Watanabe [ALSFRSR ST 3UIL|  Estimate impact

- 1.05 (- 258~0.49) 0.181

2015 V- DNRHEE (95%(EHXH)

B 3. ZFUKRBLHR | FRSNZLEFE UKBLHRIEEDEEDDHDN ?

Galla] UY—FIEFVR BE
RCT 4 fRICTTSERELB UUILY —LNRDEESROFEEBEINRI TN TNS. LI
DXERICBVNTOESBREAOHTIREIC TS EMREE, ULV —)URREOEICEREEEFBRL, &
EHECEEFRBVEZEZ SN, ULHL, ERRREEENHDEEX SNBHEBERERDEE(E
BRICBLETIREDHY, FEHASIKFHICIERED 3 ~ 5 EOFEER LF 7530, REPLE
TOUSHHERINTND. Ffe, ABOWRTIE, RCT 1#wmHNSEM (VLY —ILE 15.3%, F
SERE 5.2%) WBEREZD > TEIL, U)LY —ILABREIC 1% DRIEMMIRESN, &8

S D SOKRBEDE 1 SEA=EERHIE 1 |05 UL Y —)LAHREID 4% [ RIEMR LR S
S INfz. S5IC, ARBCBIZEER (UILF v © OERMEBRCHNT, RLEBITNSE
E 71,997 Blch, 567 fl (28.4%) ICASHOEESR (BFRREEREZST) HRBSN, Tk

EEMIF ALT (GPT) E5 1386l (6.9%), AST (GOT) EF 1324l (6.6%), B, 71 -GTP
FE 756 (F3.8%) BRETHofc. Ffe, 18 nBZBA THRS Uz 485 fllCBWVT, BIER
FIRE(F, 202% CTHole. MATCENBRTAR ERARBEAESSPFFIHEORBRZGHET
BHSNEERBRENERE UCE7 74 SFI—RER BEEARR), Fpimd (0.1%FKE),
RIEMERA (0.1%), FPAERES, =B (0.3%) ETSNTWVS. BRBSHEED >fcZ DRSS
SNTLS. UEKUFRASNZAZTERDEEF/NSL), H$BVEFDTHEEZ SN,
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BRER

B4 TETVRAOERE | HRICEHTDILANBIET Y ADEREF EDZEDDDN ?

i UH—FIET YA BIRER
EROZK (Summary of
ERMTE (Certainty assessment) findings)
BER | IR lrewoz
b %%’D({‘Z% Random @ﬁ@%"ﬁ Bl
gy |mey| FR[MOR| | E | T[T | ga | efect model (Certainty)
- FHAY | URT | Bkt | -2k | et (4 72 pe | i Hazard ratio
) fan | Co%ERRE)
DIl ALSFRSR X -
o 7ot | @ | TR
O ) .
FRETR i | 5
- R RCT (6 rd Ed R e 093 P
OB L %E%E” YO e | B gm0 im0 |issn [gan| 42 | 50 |oss~100| see0 | BB
BREED [
T
EABENE RCT (6] R EEEEES ®
I R s T Lo [ ) e Il o000 | BB
QoLoxE|
e
BE6. IRONTVR  ZFEULHNREEFE L<BLIRDNSVABNAS UL FHENREZITI DN ?
bl U—FIET VR ENnEE
BRRDES Y, ULV — LI EREYIREERRDIERNRN RCT TR 5
OHESIRAEL NTHY, Fie, HLETSEMETIEH B, ALSFRS-R 2 17 D& R
OHBHBNBZ 5 < B BHESNZHEDHS. —AHT, RCT LBV TLROBBSHRENT &
ONABHERBOVTNEHBITEL [H5 ALS LBV TUILY —LRBNZHTNS. 2L, IEFYADEE
@57 5 < MADEMI HDEVRE 22N, AFBH S BEHERRG E DEERLES U < BLIRD
ONAH'EI EEDHICOIREETS. MEL [BZ5 <BBENANERM] £EX5
na.
9. SR | CORRBIBEREEREICE > THERDDN ?

FA UH—FIEFT VR ENNEE
OLLx ULY—LIETE 18R 1820 EBLUYEH), 1 HEE LT 100mg ZEHRORRY 5.
OBZ5<VWNE (B> 5EFRT 1858 137430, BERT 1559620 (WFNH 2022 F 2 BRAE) THUH
OBZEKEL  |BEHDD2H, EEERKICKIERERNONRESRTHD. UL, UILY—ILOERFZY
e IREREEEZ 5N 3.

OTEH
Obhh 5L
B 10. RAT008EHE - ZONAREFTOIEED ?

bl UG—FIET VR ENNEER
oLz ISEEIF ALS (LR UTRIBSBREBR>THY, ZOERMIC, BABERER ERERHZVNES
OBZ5<VNE |LEW. MEKYUILY—ILONARRITAEEEZ 5N 3.

OBZ5<[F0)
@F

R Tax-
Obhh 5L
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Clinical Questions 2. ALS [CHUTI9ISRVEHESTNS D

[FH@>— )
@7 MNHL : ALSFRS-R DK T3
AFZTF) I ABLORCT 2 SROWHRE L7,

FEERDEK (Summary of findings) e
HESEMEEHE (Certainty assessment) meg PR ASFRSRZ370| TE 7
= BT (Mean £56) | o (B2t
T [NA(7R] 3 | FE | & | Bl [T95 ] T50 | TISRY | —om o m | (Coriant
R |zoa | Uz |miee | —me e |72 | wom | R g | 7o | ()
Abe 2014 . . . .
FRATIE | RAT | RAT| gy |[RAITIE _ _ h
S(,t\xg” 866»16> RCT ™50 lama|Gmn| F2 [Tha | 100 | 99 | -570+085 | -635£084 | o i | B2
Abe 2017 :
Qe ke th
Study 18 RCT |2 d 13 | 12 | -650£178 | -600£1.83 ek
(MCI 186-18) BLY BB ©®@0
Abe 2017 PN —
Study 19 rer |FAClE AT 68 | 66 |-501%064|-750%066 | F | Em
(MCI 186-19) < ¢
@77 MNhA IEREVREFHRNER
RCT # SR Oxt5 & L, REIMOFHGISESERMIIEESZ L L.
FERDER (Summary of findings) .
=Tl (Certainty assessment) o ELEIF ZE;;;
= SEPH | ol |EEM
- WE |[NA7R] E | E | & | Bk | I9ohY | TR Z v X (catany)
o FHAY| VRO | B | -8 | [N 72 B fiid (95%{53EX)
Abe 2014 . . ) }
AR T FATRAT| gy |FAITIE 1.47 th
e e | KT B0 B fEma| w0 104 101 | (024~899 |e@@o| X
Abe 2017 .
EElralEd Sk 3.00 o
Study 18 RCT [ - 13 12 > 5=
Nic 186.18) BL BBV (0.11 ~80.95) [@@®0
Abe 2017 . .
BT [T 3.00 o
Study 19 RCT | - 69 68 i~ BB
(MCI 186-19) AN [EX=N0) 0.12~74.94) [@@@0
RN
HEEMEETE (Certainty assessment) FERDER) (Summary of findings) Ty
=3 —— —
or | I VTR| LR | 2 et s SR i (s | |Em
TIAY | VAT | BR BT 5T ks (TS5 R/BE vs. HEREE) ertainty
Okada |NEBED®HS | FBIC | o | = HR 0.37 (0.20 ~ 0.74) FERICEL
2018 |wam=mz| ma | BV || ¥ | 30 KM p = 0.0046 ®000 | BX
- i Death : 5 A vs. 10 A (p = 0.20) i
Soranam eS| P | sL [ | 22 | 7 Baseline to death FREN
FURRSNES | 282 5.3 (5.6) vs. 4.8 (1.8) (p=0.86)
_ HR 0.77 (0.43 ~ 1.18) _
Vu HBEODS | T | L, | - . FEHITEL
’ o U | &= 96 424 Time to event E=pN
2020 |&BEEHE| A 340.4 (80.8) vs. 475.5 (201.4) | ©OCOO
Houzen [XfR&DH2 | IFEIC | .. - Coeff = 1.011 (0.507), p = 0.046, | FER(TIEL
2021 wam=mn| 2a | BY | B | 22 22 HR 0.36 (0.14 ~ 0.98) ®000 | BX
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@7 NHA : [TIRFEREDIR TN
AFT7TF) T ABLORCT % SR OWHR & L7

MMM (Certainty assessment) FERDOEK) (Summary of findings) TEF
. BEH DR V2D
wE NPz 3 | %k | %k | 4 —— — e |E=
TR eordo| DR (| —m | oo T2 [ 70R] RRvCoRE | BRE
Abe 2014 . . . )

ARATIREFAT|RAT| oy |FRZITIE — 1457 £ 2.41 vs. ax]
e e | KT [ B0 [Emu|Esn| B[ Tan | 10| 99 17494239 |eeeo| TR
Abe 2017 ; :

BTl | BT — 1875+ 4.58 vs. &
ey | KT [eEn [ — 1569 + 458 |e@@o| EE
Abe 2017 ; .

FATlF | FHT —15.61 + 2.41 vs. 2]

o e | KT 0 [eEn 67 || 66 ~2040+248 |@@e0| EE
@77 MNAL : EXGEWER - BEEROLIR
A5 TF) Y ABLURCT & SROMZE L, JEFIEMIITELSE L L7,
MESEMEETHE (Certainty assessment) FBEROER (Summary of findings) I3
. BEH DR V2D
Zo \" |
w5 (| U0 e | e e o[ T2 | 7E | ERmemEs | mme |ERE
- Ry | RB | 7w (95%{EmxR) | (Certainty)
Abe 2014 ; . : .

BT | BAT | BT gy BT - t
S(,t\xg;/11866_16) RET 1750 Gmnldan| B2 [Tao | 102 | 104 | 071 (036~141 |go0 | B
Abe 2017 ; .

HHTIR | FT _ th
‘?‘RX?YﬂsSﬁ.m) RET [P0 | B0 13 12 | 1.50 (020~11.00) |paoo| BB
Abe 2017 - .

AT R T N th
?ﬁ%gﬂ 896_19) RCT (P50 | Bsn 69 | 68 0.62 (0.26~1.45) |goo0 | BB
EIERR

MEEMEHE (Certainty assessment) FERDEX) (Summary of findings) -

—

- wE | MR | im ¥ | smnasss | OREE |mSE

7 FHA > Uz =R B Iﬁ);* wBERE 4 v Rt (95%(EERE) | (Certainty)

Okada HRBEDHB D | - . — —— FERCEL
5018 w2 =i | RIS BU siczEz | 27 | 30 HWEARD 2000 | BX

Fortuna WRBIDD D | Jrpws — oo . o - FEHITEN
2019 B2 m=p | RIS BU JEEIcREA [ 31 50 HEARD 2000 | BX

Abraham | WBEDH D JR—— N PR o FEEITEN
2619 gz | FECRA | BL o [mioRw| 22 | 71 HEAT BO0G | BX

Vu HBRBEDHB B | Ly~ R s~ 7 - EE=TRh)
2020 % 2m=me | FRICR BU JERIcR | 223 | 669 AT 2000 | X

Lunetta HERBI DD D | Jrpws — o N P e FERICEWL
5020 sz | FFRICRL U IR | 331 | 290 HEEART 2000 | X
foszen | JRED®S |smcma | mL w1 | 22 | 23 werg | PEEY | g
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@77 MHA  QOL DIEMR

AT F) I ABLORCT 2 SROWHRE L7,

Tes2 45l (Certainty assessment) FERDER (Summary of findings) e
S HR 1 ALSAQ-40 237 | 55
iz wE (NP R| | | k| HER =~ DI (Mean + SB) | o, B
7 FHAY| URT |Gt | — Bk [ 4htets | /N 72 ITS [ TS [ TTTRY [ os iy ems | (Certainy)
R | M B Zen
Abe 2014 ; ! : .
AR T FATRAT| gy |FRHITIE =
?ﬁ%h?m@ RET [*50 " [amnlaan| B [Tan | 95 | 95 | 1960£38 [ 19132379 |o o0 | B2
Abe 2017 )
Al | BT o
S(tMugly11886_18> RET |50 11 12| 0912571 | 2634534 | g o | B
Abe 2017 P | E——
Study 19 rer |FACE A 68 | 64 |1725¢339 | 26042353 | P | mm
(MCI 186-19) ¢ ¢
[GRADE IEF>R - 7077 1]
RCT % SR OxG & L, EIIMOFNSEAERBIITEEZSE L L.
HESE ST FERDER (Summary of findings) | T3
. —— :
(C“ertamty assessment) \_,D\“%Qz Bt /Z’(p Emp
wi| B [NA7R] F [ F [ T [ZOM[IISR] yypm | osumxmm |ET
——— U7 |EE— ofE | VE =" (Certainty)
ALSFRS-R X 177 (DIE F0&
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. | RCT 150 |esu|iamn| &2 | 77 | (0.26, 3.00) |®®®O| EX
RSB IRDERENR
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IFOREREDIE TN
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BRER

(BENRATFITrvI0LEa—]

CQ2:ALSEBEICHVTIISRVIFHREIND D
P ALS &
| I9SRVES
C TSERES
BRPRBISIIR i@t RISRIB(LAE (@myotrophic lateral sclerosis : ALS) (FEBEHIREE TH DI, BN EREDIEILICH
I BHHFIIIER(CREL). ALS DRAEF WV EEARBERRNSZ VN, BER b L ADYRREETD—RTH D ESNTWVS.
AHBPKEZFOHELT, ITISRUI(E AL OBFREE UTERINTS Y, FIBEEIERIC K > THREDE T
[CHF59BEEX5NTVS. —AT, BROBICHBVTHROERHENFSEICK L, BEBROHMEDH Y, MO
BELBRINS. DLEXY, COMBOEEIEMLEFEVEER SND.
O1 ALSFRS-R X 377 DI T
FBEEEDFTED AP D RNALCEBRITBIXE LT, XITFFUIRTBBELOXITZFUIRITHEAINRCT 3
fﬁ’sfﬁﬁ Ufc. RCT FIXRTEHBDSDMECTHY, ANEZZSH CIHEEMEDBBIFRL TRV EH
#rure.
INATRAVRITDEED RCT 3RD/INA TP AV R I FFZTIFBEVEHI LT,

JF—B - ZOMDFE LD

P =11%DSREMDEVEEZ 5N, F—BHORBEIRFATIFBRL EHM L.

IXV b~

TEFYADERER [ B)] EH#iL

02 JFFREVREFHABDIER
IFEEEDE LD A7 NALICEET S RCT (& 317, SZEUTRCT KU BRE T # O—7 v T7Z17 S ISR
(FHBEDH B AEEHRD 1 17, NEBHODZESMEMRHN 3 fHFTH o/, RCT (FTNTEBN,
SOWETHY, NEZSH CFERMDORIBEIERATIFRV S, HREHZRIEHZT U1 > DR
L, FFERMRZ SR L.
NATZAURTDEED RCT 3fRDNA 7 AU R T (FRAITEFRBRVEHI UTe. 8Z & UcBERRD/NA 7 AU R T FFEEIC

RA ST LT,

JFF—B - ZDFRED

RCT 3IWCHAITFTUYRAEIT>cETR P =0%ThHY, BEEEHEVNEEZZ 5N, F—EHOH
BERATREFBVEHB L. 5L UBRHREZOTH A VL, F—BHEIER ISR EHIR U
fc.

OXYV bk TEFYRDMESRMEE RCT 31F& B (B) ] £¥BiLE. BRMRTHESNCARDIET Y XD
EHEF FERICEN (D) SHErLE. 2RNBIETY XDHESRMEE RCT 3 HFOMEEL [ (B)]
CHITLTE.
o3 IFIRAERED IR T
IFEEEDE LD AP D RAALCEETZIXAIPFUIRIE 1R, RCT (F3HFTHofc. RCT [FIRTEHFH 5D|ME
CThh, NEZSH FEREDBEERL TRV R UT.
NATZAURIDEED RCT THW, NATFRYURIIFRATEF RN EHIRT L.

F—BE - ZOMmDFE LD

P =0%ToHY, REMDEVNEEZ SN, F—BHOBBERGRATRIBL SR L.

mp A

TETYROEREE [0 (B)] SHETLI.

04 ERGEER - BEERDLIR
IFEREDFE L K7D RAALCERET DAY 7 FUIR(E1#E RCT F 3fFCoHofc. MREFDHDRIDEMER 2 1R,
WNIRBDH DB DMENR 4 fRZSE L Ufe. RCT FINTEAHNSDHRETHY, ANEZSHTIH
EEMOBEIFEZTIF RN EHM L.
NATZAURIDFEED RCT THW, NAFRURIIFRATEF RN EHIRT L.

IF—B - ZOHDFE LD

P=0%CoHY, REMDEVNEEZ SN, F—BHOBBRIEZATRIBL SR L.

IXV b~

TETYROEREE [0 (B)] SHMTLI.

o5 QOL DIENR
FEZEEDFE LD AP DO NDLICEETDAXAIPFUIRIE1#E RCTIF 3fFECHofc. RCT [FITNTEALH SDHSE
CTHY, NEZSth CGFEZIEORREFRZITERRL E R UL.
NATZAURIDEED RCT THY, NAFRAURTIFRATIEFRNEHIBT UL
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XY~
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[SR LAR—hDFEEH]

CQ2PHGHHE 3 DD RCT MR ELIAZTFY Y AZTE L, FzMArIEsLTn
%. CQ2 Tk, MALSFRS-R A 27 O M, @IFFFIRALMM OMEREE, G
REDITHIH, @EKRZEIWER - HEFLOMBL, GQOL OUERMRD 5507 7 M AIZH
LTYAFYT 4 v 27 LEa— (SR) #f7o7-.

(MALSFRS-R 2 377 DK TN

AFZTFVIANIMBIOAY T FHY P AR SN/ RCT3 2 PR L7z, 12 B ol
ZWNZBIF S ALSFRS-R DIE T A -1~ -4 THo 72 BHICBVT, ¥ IR VBIET T LREE
IZHR 24 H O ALSFRS-R DR TSl S b 2 & AVR &7z [(FI197 1.63 (95%EFHX
[ :026, 3.00)]. 7272L, MlAANSN/Z-3ODORBIZEZFEFITENDTDH Y, 2HITHEH
ALS B (ALS e 0 (EA e o AR A v AR A FZETE 1998 45) 1 d L <1k 2) %,
1 Ml EEA T ALS % (ALS BHREEE /3 3) g & LTz, £ RCT#REAL L, FWZ%t
RELIRICBWTIY 5K 21k ALSFRS-R A 2 7 DL ZHIHI L Twizhs, EFHTIRA
BRORIFEOLN o7 LX), 289K V3LV RBICBWTHEATH S AR
Shi-.

QIR EVFEFHARDERNR

RCT3MmZHML, X BUM OB T IREED B 5 1) X BIZEHF5E 1 #ii (Abraham
2019) EXHEHEDD % A0 S BIEZE 3 M (Okada 2018, Vu 2020, Houzen 2021) # 5% & L
7z.

3D RCT 2B WTC 24 BB OEFIAMIC B 50 CERE 4+ v AW TEHMEIL, A5 75V
ARV L7z, 3T RTICBVT, TFIRVBEE T I RBICBIT 2/ WRRECORE
RIHEBEETIRDODON LD o7 [y X 1.97 (5% EHHEXE - 048, 8.03)].

T/, 2MONEEED D 5% A1 EWFE (Okada 2018, Houzen 2021) TR T ¥ 5K Y HETH
BERIFFEVRAEGHMOMEREARENDS, 2 e DIELSOEFMMEZFNLTEBY,
BWREATOERARNEEL T+ U —T v THFIET W RESTEH I Nz, —J7, 1 fox
D& LA WL (Abraham 2019) % 1 #i O IEEED B 5% A1 EWFFE (Vu 2020) TIRL¥ T K
VL FOMDOBEMCTHERE RO LD o720, WG E D ICREORENIR+5TH LT
REMEDSH R S 7.

GIFIRFERE DK T

AZTFYVIAIMBEIP AT 7F ) P RIERH SN RCT3MARH L. =5 5KV
T TR TUFVC DI TFICHEEZA SN h -7z P2 2.99 (95% S HEX M :© —1.46,
744)]. MAANS NI RCT 3MITBET RITEVDDH Y, 28T 0 ALS BH (ALS FHEE
SGFELHLLIE2) %, 1#EEITH ALS B3 (ALS EAREEE 3 H 3) AR E LT/ B
BWTZF IRV TUREVC O TR SN AN H 720D, 3fE DITAREEITR
{, MELZHREDARTIE Rh o7z,

@EXLBNER - BESBFRY OHIR

AITFIVIZAIMBEIORAY T FHY) Y AIHRH SN2 RCT3ME A L, IEEEOD 55
M ZWF%E 2 % (Abraham 2019, Lunetta 2020), xfHE#EDODH 5% A0 W52 4 #F (Fortuna 2019,
Houzen 2021, Okada 2018, Vu 2020), R CEFHREzSE L L.

RCT3Mi&E bICERGHAEFROBAERICIIY SR UL TS RBETHEATALNE
o7z, RCT3MiE DICEMEREED L VWEZTEZWNRE LTV MICABT 248D 575, &

273



R REEWDBZRI VI ENLIY TR BRAFNN R, ARt aEEZ RS < Lo
TV BRI TV BEMRETETF 74 7F =D 1HIMRESN TV, BARE
HREPo 722 EpFEIN TV, BYCEHRTEIEARNZEEN E L TattBEre
(0.26%) - A7 v — LI (0.02%) - BHET I8 BEEAW) - IFRERERESE (0.24%) - MiL/IMICIR
A (0.08%) - FERIERIRAD CBHEEARB) - HEAEPE L PN BEEE MR (0.08% ) - SERRE S (BHEEAS
W) - BB RURE BEEAW) - Y a v 2/7F 74 7% ¥ — (HEARH) SilshTtis), =
5 7R VG S NTARIEBIE 317 B 46 1 (11.7%) ORIWERZEE ShTwb. EARIER
3395 411 (1.3%), IFBEE 4 1F (1.3%), ®iIfilE 3 7F (0.9%), y-GTP L5 31k (0.9%), JR
7 B HERTE 3 1F (0.9%) SETdH - 72.

PTEWER ] 3 SFESEROFREZEZ ONLLT L 2 WHRZIEL, [HEHR | 3EE
AU E LS ARVEEHERT, S (rA) ERRMICEEIVRR S N, 5.1
7oHH E ORRBRIEMD WX TOFHLZIRT.

GQOL DEMR

AZTFIVIAIMBELORAS T F ) Y ARMENZZRCT3MZHRM L. =5 TR VHE
& 77 & KEE T 40-item amyotrophic lateral sclerosis assessment questionnaire (ALSAQ-40) @
BINCHEAIRO N Loz PP -474 (5% EHXE © —11.18, 1.70)]. fAAND
N7z 3 DDRBPLEH T RIE DD Y, 2 M3 ALS B (ALS HAEFESH 1 b L <13 2)
%, 1HmI3ESTI ALS 8% (ALS BEUEEHHI3) ZHHR L LTz ML bITHRARR <,
A LR D AR TR o7,

[Evidence to Decision (EtoD) table]
Minds BT A K I 4 e~ =27 )V 2020 ver.3.0, RC-7EtD 7 L — 247 — 7B oD Lk
JiZ.
RCT # SR DXL & L, FEFERTEEH T TSHE L L.

CQ2:ALS BECHBVTIISRYFHERINDH

ALS &

IISRURS

TSERES

ALSFRS-R Z 377 DIE T : JFaBUIREFHBOLERMNR | HIREEEE THIH | QOL DiEMR | EXREIER -
BEEROHR

oln]—]o

BE . B COBMBEELREBEEN?

i ] UB—FIETVR EIIHEER
OLWZ ALS [FEBERRERR CTH D, BRIREFADMEILICK T 2 HARFEIFRICAETL. ALS DRFEF
OBZEKVVA |WEERBERBRRAZLVD, BIEX N ADREETO—RTHDESNTNS. ABLKREZRF O
OBZ5<EN  [HELT, TISRUEALS DBEREE UTERBINTS Y, FIBIEIERICK > TREDETHNH

oL [CHE5T2EEA5NTVS. —AT, BEROBICBEVTHRDERENFEICK L, BEERDHK
OT&FTHF SHHY, ERMEOEBEREDEIIND. UEKLY, TORBEIEILBETHDEEZ SN,
Onn BN
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US—FIETVR

EIIHEE

Ondgh
OMEL
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OXRZEL
OTFESHE
Obh 57

7D hALELTALSFRS-R 2 I 77 DIETHIH - SERBUREFHBEDLERMR - WIREAEDET
N - QOL DEFEIWRD 4 RAFHATIRECdH o fc. XIT7F U I RZBVTCHERBBERMES N
BODIE ALSFRS-R R A7 DX MNEIDH T o fe. 12 BREDAIERZHAIC SIS ALSFRS-R X 377D
BT~ 1 ~— 4 THHORFEICBVT, ITYSRUERFTSEMREICHAN 24 BRE#ED ALSFRSR
A7 DETHIHEND T QRSN (T2 1.63 (95%1E#KR : 0.26, 3.00)). 7z/2L,
HIFAN SNz 3 DDHBREBEERITEVN DY, 2 HIEFH ALS BE (ALS DEEEE®E (2
SEBERBOREEEBREBENARIL 1998 F) 1H5ULLEF2) Z, 1RIFETHAL BE (ALS
DEFEEEE3) ZHREL TV, SRCT DH/RERD L, BHERNRE LIEHARICSVNTIY
SR E ALSFRS-R R 07 DIE R =ML TWeh', ETHTCREERRBHRERD SNBN >
ENS, IFSRYRBEHICSNWTERTHD LN RSN UEKWIISRYOLEFELLH
ROEEFREEZ SN

Expenmental Control
—StudvorSubqrowp  Mean SO Total Mean SO Total Weieht IV.Fixed 95%C1  NFxed9thG
Ao 2014 ST 85 100 635 035 99 344% 0654169,299] — 5. o\
02017 501 528 €0 75 535 66 501% 249(0.69,4.29) —— e -
Abo (Grade3) 2017 652 642 13 -6 634 12 75% -0524552,44] I m— N
H
Total (95% €1 181 77 100.0%  163(026,3.00) -
Helercgenaity Chi'=226,0f= 2(P=032) "= 11%

Testfor overall esact Z= 233 (P = 0.02)

[ S TANT S EE—

10 5 5
Favours [experimental] Favours coatro]

BE 3. ZFULLBLIR : PERSNBZLEFE UL BLIREEDEEDHDH ?

T JT—FTE7UX =
X577 U R 1% (o 2019) BEUX5 77U ACIRASNIERCT 3% (Abe 2014,
Abe 2017, Abe 2017) &MU, WEHDH 3HHEHE 2 4 (Abraham 2019, Lunetta
2020), WEBEDH D% DETHIT 44 (Okada 2018, Fortuna 2019, Vu 2020, Houzen
2021), FIXEERESEE UL,
Ssn RCT 31FE BICBABBEBROFAECF TS SRR E S S bRB CERERH SNEH 1.
o RCT 34FE 6 ICEMEBED GO BEATRE LT mC BT 2UENGD 51, EABELM
olstn DEEEBENCENS TSR BBEENE, BN EEREAS< LE> T3 EEmE
Sk NTLe. BRAFRCRETF 745+ 5—1 1 BIBESNTNSY, BRBRESHREN ~fcoen
Onxas MESINTV . MINEBRCEFERBENERHE UTR2UEBARE (0.26%) - 70— UERE
Soncan  |0.02%) - sEms (REAE) - FRERE (024%) - MIVTES (0.08%) - FHHED (7
ENE) - BEEMENREREREE (0.08%) - 2MAES (SEEEA) - HEUHRIERE CBEARE) - >3 v
D/ FFIASF— GEERD) DRBINTSY, T95MRY MRS ER 317 I
464 (11.7%) OEHERDEEINT NS, THBNFRIZSE 4 4 (1.3%), FEE 4 ¢ (1.3%).
BOE3# (0.9%). 1-GTP LR34 (0.9%), RhT ROMBHE3 # (0.9%) BETH,
BLE& D FREN3 25 L < BUHRDERERINE VN EER S,
BE 4, 105U ADEEN  DRCET 22ANBIET Y ADEEEREEDEEDHDD 2
ballsiig UHY—FIETFTUR BINER
BRI EEDOBK) (Summary of findings) e
(Certainty assessment) BEH ItT{Z
= & i OEEt | BBk
ﬁﬁn H\ﬁﬁ‘n NATA 3F 3E Z( %@iﬁ} 197 i(ﬁ,ﬂf’:%*;‘ (95%%@2@ (Certa‘mty)
ot | 754> | vzo || —me| e | e | 0w | R
ALSFRSR A7 OB THR]
TR BT AT 5y | D163 B
9 | R "o |ian || 2 | 78 [ 181 | 17 | (026, 300 | eee0 | T
8%;”%'35%“ IR ROERIE
AT |FACFAT] oy | = OR197 B
o 2 | S e e o THE| llo | 18 | (048, 803) | 6080 | A
FRREDE 5
ORFAFEE L Tl | T | FT 5 MD 2.99 [
AT 30 RT 1 50 [iwmu|amn| B[ AR [ 180 [ 177 ] (a6 740 | e0s0 | EX
EXGaIER - 5283008
FATH | BT FAT] 5y | ORO7T B
3R [Tan | | man| P | AR 184 | g | 042, 119 | 6680 | EX
QOLOIETE
TR | BT ATy | o D - 474 B
9 | S T e o B i IR | 7 | (= 11.18, 170 | 8680 | B
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BE6. PRONS VR EFRULVHRELEFE UKBLHRDNS VRENAD UL FEBHRZSR I 2DH ?

bl UH—FIET VR BIIREE
BRRDEBY, TFSHRUIF ALSFRS-R 2 I 7 DIE MIEINERH S NTHY
Fle, BLETSEMRETEHIN, EFHEIERZHFSND2H/EDHD
—AT, BERRFBEVTENS ALS ICBVWTISSRUBRSNTFIND.
OHE A BT U, BEBEDRVEBEENRICTIBREFROHDIH, TEEEY
OLBSIEBN S Z 5 < )1 3. BEKW [BZ5 <GBENADEN(] EEZ 5N
ONABHERRH VTN HBAITRRL
OB Z S NMANENL
ONADERAI
B9, 5RM | COBERKRIIEERFEEHRECE > THEHRBHDN ?
bl UY—FIET VR BIIREE
ISSRVIF1H1E60mg = 1 KETREEET 2. BE, AEIRSHEAEHZEIEDER
28B@%Z 1 J—ILEL, INZEEVRT. $17—-)LF 14 BEEBRST2HRSHDE 14 HE
REL, £27—-LLIEIEF 14 BREDS5 10 BEKRS I 3®S5HDE 14 HEARETS. 17—
oLz am@f@%@wﬁ%@%@%mﬁﬁﬁgaé.29—w§u§5gﬁm$@®&5%g@¢ﬁé
OBEEL NN B, ALS EPIEE (ALS (ST S TDERIEBRER L. ALS DZHINTIRECH DEEN) M@k
OBZ5< F0) tﬂ%bk%ﬁ,@gtméﬁﬁﬁfg%wﬁﬁtﬂb?LEéE%E$U%@zﬂ%ﬂﬁ%tv
oL WTHABHAZEITL), BREFICSAT, HERSETOICLOTMETHD. EERSDERCE
Oz ¥ ST —ILORSEIARIC, BtEE, TREESOMRREZREY 5L Lb(C, EENERLU TRR
OPHBEL BERE\DOZLUNZERI S ENVETHD. &e, BPIEEBHEL, FEORELCHETA
Bria EDBBEN TIBERMAHI ZHER T 5 T Nk 5N D. Effild 60mg szt 6,896 F (LWINH
2022 £ 2 BIRfE) THY, 28HdfeW 1 J—IVBEIF 96,544 1, 2 7—)LBLIE(E 68,960 T
H2N, BEHRICEDEREHHRONREECHD. MEXY, IISRYOFEAIFZERER
REEZO5NS.
E¥10. =70k | ZONAGEITEED ?
bl UY—FIET VR BIIREE
OLWLZ BEEALS (S U TREEAER>THY, 1 7—ILBIINITEFEDREY 2 EEHER TRS
OBZ5<KVVZR (T2, 2 7—ILBLEDEREHER CORSZRAIET BN, ALSFFE (ALS [CHT 3 +HREHE
OBZHKEFL  |REZEFL, ALS DZMINTOIAETH DEER) M@EHEC KK LZiBE, WREBIBEHLUZ
[ JEY0 DRIEICH U T, BIEMICK) FRINBENERIC DOV TTHIREHAZITL, BREZFILOIAT
OT&FTFE EEREZTD T EDURETHD. RN CIFRIECHR B ERRR  EEESMENE S UL
OnH BN PIEKY) I SHRYDNANEEITIIRECE R 51D
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abductor digiti minimi (ADM) 56
abductor pollicis brevis (APB) 56
activities of daily living (ADL) 80, 173, 176
ADI-12 (12-item ALS depression inventory)
advance care planing (ACP) 80, 87
ALS-FTD-Q (amyotrophic lateral sclerosis - frontotem-
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poral dementia-questionnaire) 22

ALS-FTSD (amyotrophic lateral sclerosis - frontotem-
poral spectrum disorder) 106

ALSAQ-40 (40-item amyotrophic lateral sclerosis assess-
ment questionnaire) 8, 178, 274

ALSFRS-R (amyotrophic lateral sclerosis functional rat-
ing scale-revised) 2, 6, 18, 20, 90, 101, 103, 186, 254

ALSSQOL-R (amyotrophic lateral sclerosis specific qual-
ity of life instrument-revised) 152, 178

ALS B 7 A r—v 87

ALS HAERESTH 259

Alzheimer J§ 106

American Speech-Language-Hearing Association
(ASHA) 188

arterial pressure of carbon dioxide (PaCO,) 47

augmentative and alternative communication (AAC)
175, 180, 188, 194, 196, 199, 206, 208

B
basal energy expenditure (BEE) 128
behavioral variant frontotemporal dementia (bvFTD)
22,106

body mass index (BMI) 136
brain computer interface (BCI) 177, 204, 206
brain machine interface (BMI) 177
brief fatigue inventory 114
brief pain inventory (BPI) 115

C
Calgary sleep apnea quality of life index (SAQLI)
152
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central motor conduction time (CMCT) 52
Charcot-Marie-Tooth Ji§ 58
chronic inflammatory demyelinating polyradiculoneu-

ropathy (CIDP) 58

chronic respiratory questionnaire (CRQ) 152
CO, FNVva—vx 117,153
Columbia muscle cramp scale (CMCS) 115

compound muscle action potential (CMAP) 56
coronavirus disease 2019 (COVID-19) 248
cough peak flow (CPF) 47, 144, 146, 148
creatine kinase (CK) 54

C-reactive protein (CRP) 28

D
DESIGN-R 123
diffusion tensor imaging (DTI) 50
disaster medical assistance team (DMAT) 244

E
Edinburgh cognitive and behavioral amyotrophic later-
al sclerosis screen (ECAS) 106
electric vehicle (EV) 246
electrooculography (EOG) 204
end-tidal carbon dioxide (EtCO,) 47, 145

EuroQol (EQ-5D) 178
expiratory positive airway pressure (EPAP) 157
F
familial amyotrophic lateral sclerosis (FALS) 28, 30

114

finger extension weakness and downbeat nystagmus
motor neuron disease (FEWDON-MND) 27

56

fatigue severity scale (FSS)

first dorsal interosseous (FDI)

flailarm 27,74

flail leg 27, 74

flexor pollicis longus (FPL) 56

forced vital capacity (FVC) 47,78, 144, 155

FOSMN (facial onset sensory and motor neuronopathy)
SEMRE 27,40

fractional anisotropy (FA) 50

frontal assessment battery (FAB) 22, 106, 186

frontal behavioural inventry (FBI) 106



R 5l

frontotemporal dementia (FTD) 22, 30, 106, 108

frontotemporal lobar degeneration (FTLD) 22
functional independence measure (FIM) 186
G
genome-wide association study (GWAS) 31
Gold Coast iZWr2&HE 34, 38, 43
H
'H-MR spectroscopy (MRS) 50
Harris-Benedict &, 128
hereditary spastic paraplegia (HSP) 30
high density lipoprotein cholesterol (HDL-C) 126

high frequency chest wall compression (HFCWC)
149

high frequency chest wall oscillations (HFCWO)
149

high frequency oscillations (HFO) 149

hospital anxiety and depression (HAD) 82

|
information technology (IT)
199, 204
initiative on rare and undiagnosed diseases (IRUD)
214
inspiratory muscle training (IMT)
instrumental ADL (IADL) 176
intermittent positive pressure breathing (IPPB) 149
International Clinical Trial Registry Platform (ICTRP)
97
International Society for Stem Cell Research (ISSCR)
103
internet of things (IoT)

176, 188, 190, 194, 196,

146

177
intrapulmonary percussive ventilation (IPV)
intrathecal baclofen therapy (ITB) 119

IT #&2% 176, 188,190, 194, 196, 199, 204

149

J
Japan Medical Association Center for Clinical Trials-
Clinical Trials Registry (JMACCT-CTR) 97
Japan Pharmaceutical Information Center-Clinical
Trials Information (JAPIC-CTI) 97
Japan Registry of Clinical Trials GRCT) 97

K
King's staging 18
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L
light emitting diode (LED)
locked-in state (LIS) 204
locked-in syndrome 204
low density lipoprotein cholesterol (LDL-C)
146

lung volume recruitment training (LVRT)

202

126
lung insufflation capacity (LIC)
146

M
magnetic resonance imaging (MRI)
186

146, 149

47

maximal inspiratory pressure (MIP) 47, 144

McGill QOL questionnaire (MQOL) 178

mean diffusivity (MD) 50

mechanical insufflation-exsufflation (MI-E)
164

mesenchymal stem cell (MSC)

50
mannual muscle testing (MMT)
manually assisted cough (MAC)
maximal expiratory pressure (MEP)

149, 163,

103
Milano-Torino staging (MiToS) system 18
Mills T8 26

modefied water swallowing test (MWS)
Modified Norris scale 256

Montreal cognitive assessment (MoCA) 22, 106

130

multisystem proteinopathy (MSP) 30
N

NAA/Cho 50

NAA/Cr 50

near-infrared spectroscopy (NIRS) 204

neurofilament heavy chain (NHL) 54

neurofilament light chain (NFL) 54

non-invasive ventilation (NIV) 47, 74, 78, 86, 144,
150, 152, 155, 157, 159, 163, 180, 248

non-profit organization (NPO) 190, 196

numeric rating scale (NRS) 115

N-7 & FNT A8T ¥ H 50

N-AFV-D-7 A785 F ¥ (NMDA) 107

O
occupational therapist (OT) 180
operating system (OS) 202
overwork weakness 173

P

palatal lift prosthesis (PLP) 175



pallidonigroluysian degeneration (PNLD) 27
peak expiratory flow (PEF) 47,144

164

Penn upper motor neuron score (PUMS) 52
137
percutaneous endoscopic gastrostomy (PEG)

peak inspiratory pressure (PIP)

per-oral image-guided gastrostomy (PIG)
136
phosphorylated neurofilament heavy chain (pNFH)
54
physical therapist (PT) 180
plug-in hybrid vehicle (PHV) 246
positive end-expiratory pressure (PEEP) 157
positoron emission tomography (PET) 50
pressure-controlled ventilation (PCV) 159
primary lateral sclerosis (PLS) 26
progressive muscular atrophy (PMA) 27
pseudobulbar affect 110

Q
quality of life (QOL) 2,64, 172, 178, 180, 206

R
radiologically inserted gastrostomy (RIG)
173, 186
112

repetitive saliva swallowing test (RSST)
128

137
range of motion (ROM)
rapid eye movement (REM)
130
resting energy expenditure (REE)

S
saturation of percutaneous oxygen (SpO,) 47
schedule for the evaluation of individual QOL-direct
weighting (SEIQoL-DW) 178
selective serotonin reuptake inhibitor (SSRI) 108, 110
serotonin antagonist and reuptake inhibitor (SARI)
106
serotonin noradrenaline reuptake inhibitor (SNRI)
108, 110
shared decision making (SDM) 80
short form 36 health survey (SF-36) 152,178
short-interval intracortical inhibition (SICI) 52
sickness impact profile (SIP) 178
slow vital capacity (SVC) 47
sniff nasal inspiratory pressure (SNIP) 47
spastic dysarthria 26
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spinal muscular atrophy (SMA) 30
split hand #f5 56
steady-state visual evoked potential (SSVEP) 204

speech therapist (ST)
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totally locked-in state (TLS) 24, 138, 168, 184, 204
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transcranial magnetic stimulation (TMS) 52
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transdiaphragmatic pressure (Pdi) 47

triple stimulation technique (TST) 52
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videoendoscopy (VE) 131
videofluoroscopy (VF) 131
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visual analogue scale (VAS)
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voxel-based morphometry (VBM) 50

W
World Health Organization (WHO) 97
X

X G st (XL) 30

F3F5|

&
FEfIERS 159
FERHE X 199
i 115
TFeTI YA 159
77RZTRY 90



R 5l

T RAVF—NEE 128

(A
AT IR
MEPuE 80
REBEIREE 210
B EEERE 196, 199, 202, 204
A 115
1 HH Bz ALy —a 128
BEA Y T 0
=t ALS 70
SRR R 30
Fos s el 218
[RFALE 76
R — > v VT — ) —
PEHRI 2 7 DR 223
PRIHATHIR - 240
HERE 64, 76,78, 129,134, 136
A 7r—r2F-artrsb 80

214

227

D

9D 72,82,108, 120, 206
JHE R B NI 52
EEEESEM 44
L 173

A
SAREH 138
REFR—PF—2
FAEWE 126
S 128,136
I¥ IR 6,90,93 101, 269
LT A YN T SRAATE G ZEE R R LRE R 7 ) —
—>7 106
IANVE—MH 126
IRYY Y 90
220

132

LRSI
WETHERE 126, 130
W 131
WS 131

H
bR nm A 48
WP S Ay 48
FTE¥IF A F 90,95 115,117,122
AT 206
T4 vBE 218

7'_-)\

AR HEBE 240
Al REME 227
MBI 223
ST B s [ Fe Rkl 232
friEEE 180,238
SRk 225,236
R FERIRIR 240
il NREER: 240
Wk I K 47, 144, 146, 148
WET ALS BEAERHIER EE 2, 6,18, 20, 90, 101, 103, 186,
254
YE] El Escorial i2 Wi 26# 20, 36, 37, 45, 68
WETKEKA T A b 130
TREEYE TN 234 56
BIRESE 70
T > VOV 50
RIS % 50
Wk - R¥aza=pr—vav

196, 199, 206, 208
WA 50
FIEE ALS 12,28, 30
KIEHE 14
APHE 16
MR IMRT 173
fHABRIERE 114
fli A E M 115
MEkEE R 75
RS 223

W R R LI 149
Filf - A R RN
il 103
B 228

BRI By 173, 186
RAtdfE 119,173
SEL R LA IRTE
RGP AT 248
REX 204
BT _EEE 40
FEREANE 103

175, 180, 188, 194,

232

24,138,168, 184, 204

=

[&3
fEHN=2—1 161
SEEEYEH 140
SEYIR 24

280



ETR T AT 24, 74,76, 78, 84, 86, 112, 117,
128, 138, 150, 163, 164, 166, 168, 178, 184, 259

A e = 128

Kb 148

FERERY L EREAI R 186
FyYITL—3 a3y 202

WEH L —=r7 146

PR

SoRiRERGED) 112

S 84

BRFRSEE 16, 20, 26, 74, 152, 159, 180

R 26,52, 74, 180

Basamit 8

MAEYEAF 90,95

B EEIE 80

fma— 58

AR 189

LRI A4 F—F 202

LRV 204

<
Ze[H o HEE 196
I3Ce 188,194
JVTFrEF—E B4
sa—32xA 119

(F
o7 EHE 86
TFTIAY v —
MR 47
P OEE 132,134, 136, 232
PRI 223
Rk 16,52, 90,119
PEREAE 134
SR EREE 26
Heni T AEhaigh e 188, 208
PRPHZE AL 52
EREE 134
PR BRI SR MR 47
R PIHLEE I 150 Rt
R LI SR 47
KRR AL RS A T ) 5 T 4 —
MR 54
77 N4 FREERT 31
SR 180
BRIE 16
JEFEPEMIZRALAE 26

227

136

144

281

-

(&
BT AV F—#E 129
HEhids 26,175, 184, 186, 229
PUEEAHSE 90, 119
EILEE 24,166
PR E 149
AN REREY 149
R EIRE) 149
ke 95,115,119, 173
HIE 202
JE A 57 B A BRI ZE FE MR - 5 SRR Y A 7
297
R AME 112
WESHSUE AT 140
AT By A B GE A B R AE 22, 106
WEEH AT 140
WETE P SHAR 140
EHEYAEEAILATFO—)L 126
FEMER I TR 132, 140, 206
R &EmE 157
M-S A 132
MR E 157
ISR A 47
IR REREE 144
IR AL 168
WA 47,146
IR 47
WP 5 Rk 16, 26, 45, 47, 117
I 16,90, 95, 117
IR 150
R ) N F—3 3> 231
ERs % 103
FR RS T Iy b7+ —4 97
MM ALS 28
R0 AT 243
IIa=Hr—va R 176
a2z —3a VREE 24,159, 184, 186, 204, 206,
208, 229

&
KE 244
KEYEAY FT—2 251
KEREHZ 251
FERP AR 243
SEMFEr =27 251
=24

REIRBEET— L 244



R 5l

EFGENE 164
AERE 103

IRWARE 47,144
IRIPRIE 47
KA R 47, 144
TECTIEHR B E — ARSI 238, 242
T 235

LV A8 MEE 238,242
P ANy A 204
RIS 218,235
et 180
ZBGRPLD % 108,120
=5 52

L
BWETFarz2r—n 115
HogsEREl) 81
VUi - ERA 4 —)v 186
REREE 126
YA¥F L C 93
MK 189,194, 202
Fwg s 7 EFmE 80, 87
B A B 202
HHiiRaRE 84
BURAT) 202
HSRIEE 18
PR 101
fREHR 12,216,218
HoroR 140,188
TR 126,138
AT 208,235
MR ER R ERE 202, 208
HEEGGMEE 231,232
HRH 86
MR T 87
VRR TR R SE 47,145
AR 75 7 48
TR 214
Tl 78
FEMHFATEE 176
HE 182
EFAEE) = 2 -1 VEEE 52
R BEIX 4 236, 241
B ICT ¥R — MRAHEESE 210
B ITYR— by — 210
REEEARA LR 210
INESMERG 56

LIk REEHL 186

WYL AMEE (BEME) 30

WY A GRE) - 30

TEE RIS 16,110
TEERRIRE ) 22

T - BEBOEZE AR 208
TEHcBERS 176
TEHaBEHAN 176, 188, 190, 194, 196, 199, 204
Ya— kA7 238

#BE 123

HACRERE S 166
REZHE 115
PR aa 4L A KGR 248
PRaaFI A NVATIF Y 249
EE = 2 — i 58

RRR SR 115
FRE(REMAT 43

TR A v b —2 K 251
Ry = v 251
TEATPEERRE 26
HATEE A 2 27

Ly RBERERTAT 186

ZWr 34
BWDFEEL TR WS 68
T ALHE 36

DT - HAR—N 82,117
LEr7=—X 83
LPRRRRE 227

TG EGE 84

PR 82

El
BATHERERE 184
24 v F 199
A4 FARH 199
MEAR IR A 112
MR IRGSEDPR. 112
MERBEE 16
MEIRARY 775 7 Hids 112
BAEHt 2 —v 115
AF ¥ 196

t
ATGOR 2,64, 178, 180, 206
PATEy 182
AARBIG 204
R 14

282



AT 18,74

HEFORERERS 97

TRETER ZE 30

BTRESEAER 26, 74

THERE 78

A MREE 130, 132

s 199

TR 126,138,166

o b= ERTHID GAAESE 106

ta b=V VT FLF) CHIY A ESE
108,110

HRHE PR 42

AL 78, 140

FIRWL T b= 2P AKHESE 108, 110

AUEMIBESEARRE 16, 22

BTEEMIBERIRAIE 20, 22, 30, 40, 72, 106, 108

ISR SESE A M 22

TUAERRREREE 106, 168

ATSESEEATE L IAC 106

<
WERBSHRHIE 208
FEALATT 196, 202
BT AL F -4 128
MBSHREME 227

e
81 A 56
E=EHE 232
fCHBEE 126
RERA 20,126, 128, 136
BT 246
REE 99
i FERE T 126, 166
REEERES 73,81
4 R EE 30
% WAR S 62, 64, 83,108
LAl F— 2 180
L HMER) = 2 — T3 F — 58
T AT AR 238
PeWk] 232
JHATIE 166
FyR) oA 90
HRHRIMER 56

5
M A SR 210

F— LEROHEME 234
wERTER 97
FH=Tr 90
EHhiXoNy 71— 246
PR E) RS R 52
PR AR SR 44
ERHERA 56
RS 184

D
LTS 114

T
RIS |28 120
s 112,144
FAF—L R 231
R TIRE AL 204
ANRIE 166
RACHIREE 138
155 246
R EY) REHIL AT —)L 126
HAHEH 246
BRAEBAIMRAE 43

&
e 16
BRI B LR FESIE 47
EWICEAE 188,194
R 218,225
AT h 232
FEEBR 225
PA UADIERERE 204
I UiADIREE 204
HETFM kA 186
FETF MR AEBD 146, 149
229896 75,153
F7zvEy 101
BN 47,78, 144, 155

J2N

PARBE Y B AT 136
TR N 1) — 246

KOS L¥E 175

e R 1w be 214
HEREE A Y V=2 214
B B E Y K-y — 228
HewTR R 215,225

El



R 5l

W E s 7 T — 228

BRI I 214, 228

W RIS BE 214, 228, 238
Howtdi o —7 4 A — 5 — 228

WA SR v ¥ — 214,227

HoR R 214

B D RN B PR IC T A 214
Hewik 218

(C

HE RIS 229
HEENEIE 80,173,176
HE A BARAFS3E 208, 229
HAEMEHRBIRAE L v & —HRREBRESEY AT A

97
HARESEE Y ~ 7 — RS 97
AJJFEE 196,199
—a—m7 45 A MEH 54
—a2—074 5 A MEMH 54
JREEFG A 166
IR 182
ARABEERE 22
PRAIBEREIKT 16
PRAATERE 82
FRHE 72,106

e
iFi 14

D
Weavta—¥r—- A% —7x4 A 177,204,
206
WA 54
BiFBiRRE 54

(&
Rl 175
INA < —h—
Pk 148
PR MiB2EE 149, 163, 164
Wi S— A v ¥ T 149
PEIRMEE 166
AR ZV— P AV FL—=0
Nrazzy 90
Ny a7z s RENRE G 119
RV AYERT VT4 T - REFEE 210
NE—FY XL 80

54,58

146

284

SIEY A 14
FAER 12
FEWFEERE 246
SHHEM 43,45
Nna—gy—r 228
SARME kAT A b 130

[6)
E7H¥R—b 228
JEEEIR 16, 166
FEEAEA 190, 196
SRS 47
IR N T 47, 74, 78, 86, 144, 150, 152, 155,
157, 159, 163, 180, 248
H% 189,194
WEHEA T E) S B 4
JEHERT 244
Nl B FE 2L 136
AR 65,72, 74,190
YY—T A NrT 88
Wy 114

243

3
g 82,108
BEHIGEIEN 56
BAEFE 248
BITEH 3
fahLbEss 176, 223
fAl R 244
KHEFFE 80
ANEp 115,123,173
AR 112
TITAUNATY v RH 246
71 v 73 194
TLA Y RV A =T —=X 177

N
SIS A
fEf 16,122

196

(F
FERESZE 209
AilEHE 218
FHMUNEYF—v gy 223229
KT TWAT) VTINTG o —
PRAERE 227
P 227

229



#hhH 176, 229

iR 229

MR B SGRHIE 202
RIVL)T7T7T74— 14

ES
YA Y FI7NVER R 82,83
AppfEr o — 58
KA p €A 4 F2EERREEE 122
MRPEIIETEBLHETE S TR AE 28 58

H
KEWHRBA =757 214

&
AFNANT Iy 101

£S)
XgE 75,194
T/ DA —Fv b 177
ELE R 9
ELELR 95
E Y M)A —OVERAEHE 106

x>
BRGSOV AT F A MY — 144
Y 90

kb
HEHRG 3
HiMET R 16,112,115
A% 12

285

A3 189

EN
b TR R #GE 50
TREH 243
Al 164
75w PRI T B &
oo 16
#HORE 82
F#E 20
IO 202

157, 164

b
HEgah 1 180
DN T—3 3 VR 146,172,173, 175
UNEYF—3va Uik 209,232
WHE 16, 120
BAREENE 241
Vv = 2,90, 92,101, 182, 262
JUMfbma—a 745Xy MEH 54
MR ZES R — 7 LA & 97
EaER 97
MR AZE 225
¥ Y vF—var 73

n
LAFLVA - Ly 7 A5 EmRE 112
L Z284 b ABE 238

5
EANR—L 241

El






BRI ZRER(LAE (ALS) 2N 1 K5 1 > 2023

20234 5 H 30 H %47 Biss AR

AT NLAER

FAT Malackt 7 7L A

B113-8410 HFHHRCHIX A =T H 42 % 6 75

B (ki) 03-3811-7236  (‘#3%) 03-3811-7239

AR —2L~R— https://www.nankodo.co.jp/

B N

T F2 i (Amazing Cloud Inc.)

Practical Guideline for Amyotrophic Lateral Sclerosis (ALS) 2023
© Societas Neurologica Japonica, 2023

EAMIEEMICERLTHIET. Printed and Bound in Japan
HT AT OB EBI BV LET. ISBN978-4-524-20455-7
CER BIOWADRIIR—LAR=VETBHERELES .,

REOEMBREETET.

[BCOoPY]| ( Hikf#H 25 VEHERS FUBERE Zeat i Rm)

ATOMMBENL, FEHEL ECOPSERESELONTOEY. HBSIAHEIE, Z0OLYHIC,
HURCR 3% 11 HE 5 9B B (TEL 03-5244-5088, FAX 03-5244-5089, e-mail: info@jcopy.orjp) O f ik
TS,

AEOYRE (BT, Axvy, FYINTF—5LE) ZEFHTTOITE, FEEELTORS N
B (RO D7D DEE | %) ZREMUSATHET. K% ks SESoNBIcBWT, %
B LS % HIC L0 A %479 & LIBWHAIC ST EE T, $ 2R CH -
b, AUTEBSOEZHI ML T RO A ELT) LIk,




	TOP
	神経疾患診療ガイドラインの発行にあたって
	序
	筋萎縮性側索硬化症（ALS）診療ガイドライン2023 について
	CQ の設定と推奨の作成方法
	利益相反（COI）開示
	目　次
	略語一覧
	Clinical Questions（CQ）
	Clinical Questions 1　ALS 患者においてリルゾールは推奨されるか
	Clinical Questions 2　ALS 患者においてエダラボンは推奨されるか

	Questions and Answers（Q&A）
	1．疫学，亜型，経過・予後，病因・病態
	Questions and Answers 1-1　発症率や有病率，家族性の割合はどのくらいか
	Questions and Answers 1-2　発症リスクにはどのようなものがあるか
	Questions and Answers 1-3　進行に伴い生じる症状，合併症には何があるか
	Questions and Answers 1-4　自然歴，生命予後はどのようであるか
	Questions and Answers 1-5　進行・予後に影響する因子は何か
	Questions and Answers 1-6　認知機能障害の頻度はどのくらいで，その特徴は何か
	Questions and Answers 1-7　気管切開による人工呼吸器装着患者の経過はどのようであるか
	Questions and Answers 1-8　分類，病型には何があるか
	Questions and Answers 1-9　病因・病態として何が想定されているのか
	Questions and Answers 1-10　関連する遺伝子には何があり，どのようにかかわっているのか

	2．診断，鑑別診断，検査
	Questions and Answers 2-1　診断はどのように行うか
	Questions and Answers 2-2　診断基準にはどのようなものがあるか
	Questions and Answers 2-3　鑑別すべき疾患にはどのようなものがあるか
	Questions and Answers 2-4　線維束性収縮のみを示す場合にどのように対応するか
	Questions and Answers 2-5　電気生理学的検査の意義は何か
	Questions and Answers 2-6　針筋電図の施行筋はどのように選択するか
	Questions and Answers 2-7　呼吸筋の評価にはどのようなものがあるか
	Questions and Answers 2-8　診断に有用な画像検査はあるか
	Questions and Answers 2-9　上位運動ニューロン障害の評価法としてどのようなものがあるか
	Questions and Answers 2-10　診断における血液検査および脳脊髄液検査の意義は何か
	Questions and Answers 2-11　split hand 徴候（解離性手内筋萎縮）の意義は何か
	Questions and Answers 2-12　神経筋エコー検査の意義は何か

	3．患者・介護者対応
	Questions and Answers 3-1　多職種連携診療とは何か
	Questions and Answers 3-2　多職種連携診療による効果はどのようなものか
	Questions and Answers 3-3　どのように病状を説明するか
	Questions and Answers 3-4　診断が確定していない場合にどのように話すか
	Questions and Answers 3-5　遺伝についてどのように説明するか
	Questions and Answers 3-6　認知症やうつがあるALS の病状説明や治療方針の選択の支援はどのように行うか
	Questions and Answers 3-7　病状説明において生命予後はどのように伝えるか
	Questions and Answers 3-8　進行に即した医療処置についての説明はどのようにするか
	Questions and Answers 3-9　手術を受ける際の注意点は何か
	Questions and Answers 3-10　意思決定をどのように進めるか
	Questions and Answers 3-11　心理ケア・サポートをどのように行うか
	Questions and Answers 3-12　急変時の対応をどのように準備するか
	Questions and Answers 3-13　終末期をどのように捉え，対応すればよいか

	4．薬物治療
	Questions and Answers 4-1　薬物治療にはどのようなものがあるか
	Questions and Answers 4-2　リルゾール投与上の注意点は何か
	Questions and Answers 4-3　エダラボン投与上の注意点は何か
	Questions and Answers 4-4　強オピオイドはどのように使用するか
	Questions and Answers 4-5　治験情報はどのように得られるか
	Questions and Answers 4-6　代替療法についてはどのように説明するか
	Questions and Answers 4-7　疾患修飾療法はどこまで進んでいるか
	Questions and Answers 4-8　再生医療の現状はどのようなものか

	5．対症療法
	Questions and Answers 5-1　認知症（前頭側頭型認知症を含む）にはどう対処すればよいか
	Questions and Answers 5-2　精神症状（不安・うつ）にはどう対処すればよいか
	Questions and Answers 5-3　情動調節障害にはどう対処すればよいか
	Questions and Answers 5-4　不眠にはどう対処すればよいか
	Questions and Answers 5-5　疲れやすさにはどう対処すればよいか
	Questions and Answers 5-6　痛みにはどう対処すればよいか（オピオイド使用を含む）
	Questions and Answers 5-7　呼吸苦にはどう対処すればよいか（オピオイド使用を含む）
	Questions and Answers 5-8　痙縮にはどう対処すればよいか
	Questions and Answers 5-9　流涎にはどう対処すればよいか
	Questions and Answers 5-10　便秘にはどう対処すればよいか
	Questions and Answers 5-11　褥瘡にはどう対処すればよいか

	6．嚥下・栄養
	Questions and Answers 6-1　栄養障害・代謝障害の特徴と臨床的意義は何か
	Questions and Answers 6-2　病初期の栄養療法はどのように行えばよいか
	Questions and Answers 6-3　嚥下機能はどのように評価するか
	Questions and Answers 6-4　摂食嚥下障害にはどのように対処するか
	Questions and Answers 6-5　経口摂取が困難になったときにはどう対処すればよいか
	Questions and Answers 6-6　内視鏡的胃瘻造設術の適応とリスクは何か
	Questions and Answers 6-7　呼吸器装着後の栄養管理はどのようにすればよいか
	Questions and Answers 6-8　誤嚥防止手術の適応・方法・合併症は何か

	7．呼吸管理
	Questions and Answers 7-1　呼吸機能障害を早期に把握するにはどうすればよいか
	Questions and Answers 7-2　呼吸機能障害に対するリハビリテーションはどのように行うか
	Questions and Answers 7-3　気道浄化法（排痰方法）にはどのようなものがあるか
	Questions and Answers 7-4　呼吸補助療法にはどのようなものがあるか
	Questions and Answers 7-5　非侵襲的人工換気（non-invasive ventilation：NIV）の効果と課題にはどのようなものがあるか
	Questions and Answers 7-6　非侵襲的人工換気（non-invasive ventilation：NIV）による呼吸補助はいつ開始するか
	Questions and Answers 7-7　非侵襲的人工換気（non-invasive ventilation：NIV）はどのように設定するか
	Questions and Answers 7-8　非侵襲的人工換気（non-invasive ventilation：NIV）を管理するうえで必要なことは何か
	Questions and Answers 7-9　気管カニューレにはどのような種類があり，どのように選択するか
	Questions and Answers 7-10　気管切開下人工換気［tracheostomy（and）invasive ventilation：TIV］を希望する場合，いつ，どのように行うか
	Questions and Answers 7-11　気管切開下人工換気［tracheostomy（and）invasive ventilation：TIV］はどのように設定するか
	Questions and Answers 7-12　長期気管切開下人工換気［tracheostomy（and）invasiveventilation：TIV］患者における非運動症状・合併症にはどのようなものがあるか
	Questions and Answers 7-13　気管切開下人工換気［tracheostomy（and）invasive ventilation：TIV］を開始したあと，患者本人または家族が呼吸器離脱を希望した場合はどのように対応するか

	8．リハビリテーション医療，QOL
	Questions and Answers 8-1　リハビリテーション医療の目的は何か
	Questions and Answers 8-2　四肢体幹に対するリハビリテーション医療はどのように行うか
	Questions and Answers 8-3　構音障害に対するリハビリテーション医療は何が有用か
	Questions and Answers 8-4　ALS 患者にはどのような補助具が有用か
	Questions and Answers 8-5　生活の質（quality of life：QOL）の評価に使われる尺度にはどのようなものがあるか
	Questions and Answers 8-6　患者と介護者の生活の質（quality of life：QOL）を向上させるためにはどのようなことが有用か
	Questions and Answers 8-7　（ALS 患者の） 性行動・妊娠・出産についてはどのように指導するか

	9．コミュニケーション
	Questions and Answers 9-1　コミュニケーション障害の特徴は何か
	Questions and Answers 9-2　コミュニケーション障害（構音障害ほか）の評価方法にはどのようなものがあるか
	Questions and Answers 9-3　拡大・代替コミュニケーション機器にはどのようなものがあるか
	Questions and Answers 9-4　コミュニケーション機器の導入は，いつごろ，どのように行うか
	Questions and Answers 9-5 　文字盤などの情報通信技術（information technology：IT）機器を用いない拡大・代替コミュニケーション（augmentativeand alternative communication：AAC）には，どのようなものがあり，どのように利用するか
	Questions and Answers 9-6　情報通信技術（information technology：IT）機器を用いた意思伝達装置などの拡大・代替コミュニケーション（augmentativeand alternative communication：AAC）の選択はいつごろ，どのように行うか
	Questions and Answers 9-7　情報通信技術（information technology：IT）機器を用いた意思伝達装置などの拡大・代替コミュニケーション（augmentativeand alternative communication：AAC）の導入後のサポートはどのように進めていくか
	Questions and Answers 9-8　視線入力で，パソコンなどを用いたコミュニケーション機器を用いる場合の留意点は何か
	Questions and Answers 9-9　随意運動が確認できない場合のコミュニケーションはどのように行うか
	Questions and Answers 9-10　拡大・代替コミュニケーション（augmentative and alternativecommunication：AAC）の導入は，患者の生活の質（quality of life：QOL） をどのように向上させるか
	Questions and Answers 9-11　コミュニケーション障害に関係する（社会）制度にはどのようなものがあるか

	10．療養生活支援
	Questions and Answers 10-1　難病にかかわる医療提供体制はどのようなものか回
	Questions and Answers 10-2　医療機関が算定できる診療報酬にはどのようなものがあるか
	Questions and Answers 10-3　療養生活を支える医療的・社会的支援にはどのようなものがあるか
	Questions and Answers 10-4　療養生活支援にかかわる制度を活用する際の留意点にはどのようなものがあるか
	Questions and Answers 10-5　療養生活や心理的課題についてどのようなところで相談できるか
	Questions and Answers 10-6　日常生活障害に対してどのような支援が受けられるか
	Questions and Answers 10-7　痰の吸引や経管栄養の介助は誰が行うことができるのか
	Questions and Answers 10-8　在宅療養にかかる費用はどのくらいか
	Questions and Answers 10-9　レスパイト入院とはどのようなものか
	Questions and Answers 10-10 　自宅以外にどのような療養場所があるか
	Questions and Answers 10-11　災害に備えるためにはどのような準備が必要か
	Questions and Answers 10-12　停電に備えるためにはどのような準備が必要か
	Questions and Answers 10-13　新型コロナウイルス感染症に対してどのような留意点があるか
	Questions and Answers 10-14　日本神経学会が行っている災害対策はどのようなものか


	巻末資料
	索　引



