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BIRBOBDELRITE O LD, 045 EDN, EESPEH#HFOEME L
M LR OZbIc L b, HRERS RECEBELTE v L, ik
AR ZZIBEDSHESL L TR W ALS ITHWT S, 72RO 2 A BEE
T E N, RIFEPCWIRIRE, By 7, EEERZELE L 0lERPETFE L
7c. LAATIX no hope, nocure &&Fbiic ALS T, BUERL C OFEHHEM
2 AT T.

ALS BHDRED—DOTEDH Y 397, HAPCEZ(DBEFSAVL LN,
HEd SNAITbRTEH D 9. SEEMZED 27 & TRIKRIFFERIC I W T & 4R
ZOF LD ETF Y ABBERINTEH D, MREERIC b 2 ERE L 5
LOVCHIR 2 S Z7cERZ RS ETOCBERDH Y 3T, BRI FI4 08
BHHEOESHIE» BRI N TH D 3. HATIE 2023 455 H I HARMREES
BB DBHEITA ¥ T4 ¥ 2023 FIRBFEFI S, 2 OHEFERS 2024 FlcFHEKS h
L7, BT, BINHRRSEAB A R4 v 2Bl L L.

—J7, ALSEHRICHOLTIE, TEFYABHLSNTOARVHEES % ¢, &
BROZEBIG I 00 TRAL T b EERE ORRBRIC I D W I THi - T < B EEn
Hh 3. AEIEZ, Iy TOHEBICHCT, BEFAL K4 @3 ErLPNT
VR, FEZF AR ORREB R, BEIMEOWHLA»S & LD 0 TT.
SHIGEIMEEL LTOr RN RVARIEINTLS LIZBVET
N, ENEFNROBUELED, BEISAOEBEFRICRCLEERNE, PLTLE
OBRIEDZEDPTENRELDBCTES BT E L. WhIEHaER AR
JRBED ALS BEEHOERK E D FTAINEILZH-THD 7.
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L LoTHD 7.

2025 4% 5 H#H H
i ST AT N SROSTCRR ST I A SROTORR S AR e A,
HCRHNLIF e £ v & — il
ERVNE P



e e/
. AW APIER

;\;, A
|| mEmemsEC

O ALs oEsELE, B, P

AR 2R AEALE  (amyotrophic lateral sclerosis : ALS) (3, A F80E S
BB =2 —w EED S b, BLLOEETT. — AP ICIBE L,
A #) = 2 —w >~ (upper motor neuron : UMN) [#58 & FAEE) = 2 — v »
(lower motor neuron : LMN) P& & 2 iERDHEIR ICHETT 3 2 BT, BIREA
TIRALS B —RREHTDH Y, BWAA F == —BFFE LR, BRI
Wi % &8 7R AN 2L R IS EED TR L & §. 7278, JRIHIE L-CIRUMN & LMN
DWH DML, BAEM: (RO —FPIT L £ 5 770) I & oI (il
MFE) 2B L ShTwE4. ERWICEREIFERICBREShTws 2 &
MWLic, BH =2 —v YEEL LTHESY S Tw 32, BFEOMETE,
HH) = 2 — v VPSSR BB RRE LD o TEH Y, SRMEEPEL S 55
BrL3hTtuvid.

R —REBTRED D 295, PR » R VB -T2 LEZLNTHRT. &
EAENMIEMETH b, BRAER (REEEE, mERESE), LR FTRofk @hik
- B, FEofER (G RB 0, PR R EXFRIER LD 9. BA
T, BRAREISIEARIDS 25%, LIRIEIERL 46%, TFIBFEERI30% LS nTxHbh &4 17,
AR E T ICEAL L, TR A BRC e h T b, EREL, SToRE, )
IR, BRUIER S H 2 LS h T w9 R, PRAIRRE, R,
EA AR 3R o & 2%, TSRO A R dEBIEIR S B L 2 . HARIC
B B IEFESE 1L, FEREHED 10 )7 NI 2.2 N/ 4E, AIREH» 10 TAIC99 AL Sh
Texd?.

ALS (213 2 OEIRFT RIS & b AR A RV ASFE L & 7. UMN - LMN &%
PR T & 2 AL, LMN 50 &% 25 2 @7 HHEEE (progressive mus-
cular atrophy : PMA) %I, UMN [ F k0 MM RAELE (primary later-
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CHAPTER 1

FHEREIERIFRIRALIE & (&

al sclerosis : PLS) #Y, ERIEIRTIIE L, AT H LLEIRE R 20 BRIBE RS (isolat-
ed bulbar palsy syndrome), il Lo #iZEHE»3803 72 flail arm type, Wil FA%
2R B 75 flail leg type R EMEAEL & . 2D 5 b PLSICOWLTIE, F 7%
BRSPS SN T2 LIZE AT, hoBEE L OEMPEEE R D 23, HEHE

FEICDWT S ALS L A3HRSE L 7eHiGER I ko T & 7.

MFEM: ALS 0 Ear v, EIZIKOD%M?.&“#EI?J ALS #B#H v A b Y (Japanese
Consortium for ALS Research : JaCALS) O35 T, IHZBRMNIEI ) 217 -
THBA LAY, BIED S ORI 4 LWESRTE Y Y, 10 4L AT 20
FFM10% TF. G PHREARO PRIFR &, WE7E, 2 cofM»E L,
PWi & TORTHEEH G, W TOREBDDKE WV, DWIREO R T,
LW O FRAFEREIC T, S KR RE, REBDF LN TH Y 3447,

MIFEM: ALS o i B2 BLI%, UMN - LMN #iiffd o Bt (< il 2 C, Bunina
/MA & TDP-43 (TAR DNA-binding protein 43 kDa) [t A4 - HifEE D
HELTF. TDP-43 (&, ¥ ALS 8 = 2 — v > L BifSAAIEHEEZEME (fronto-
temporal lobar degeneration : FTLD) O KMEE =+ —v Y IcHBl$ 2 2 %5
VI A ORER X v A2 T, DX VA2 DAY SHIRE~OBE), ME
NToORED, BHBRICEU2E LT AThrEE2LNT0ET. &1,
WRRAELL LTI, ZvR I VRIS X BHieEtE, & v R EMREE, RNA AR
B, MAEA N VA, BIEA N VA, MREER EBEESR TV,
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RIGEEDEL SN TH 5T, 7T OERMNADRFRGBRICER T2 ALS I
BT, BBFHCITIf Y 74— F - aryer b (FORRRMEICIES (R
B OBFE LR PR EEL v A T¥. BUEICET LT CGERRICHEVT, B
FH - REDOPITRRO Z ERBML, ZUAN, BRI D S 2HEEBICHD ISR
JELTW A, 2L T MEJFOE (quality of life : QOL) | %# W #4213,
BHIDA V74— F - aryeY Mo T3 LEE-TEBETRDHD VA,

BRI, BOURRRORA M, BEPE L VI RTRELVIE I
b, BAENZITD RS TR (e T & U7edd, BUETIRERN 2 9905 R
SNEABEEI/NEBI 2 &) B RerE 0, BEBHSICIEL RATEM - RiREH 2
Toxd., H8-FHZ LW LOBEIHUTOL > BbonbFohE T,

O BEEED TAbEhwv] L& 2TRNT, BEEE OMEsAE o UM I 23k
35 (Nx—FVYRX2).

@ BEOHBMENZHESTLES. BLALDBEDIEMZERZAD 72h >
TWw3.

Q HBEAHPFIROMEFT RT3 0T, IKOMRET CcifE L, EiED
AL b TEBE~ORNFIROFRE 2 5. BERERP G 2R CEEEIIEH
Lwl, BAO=—APERHEIMEAL L Lk kb, ZOFE, &
WEFBEOLOWMTICFPVE R RDY, REPS SBELOEELRR
FErEoTLEO S Lick ik,

@ BWiHRO NERG 2 THEHITHESZE N, #RE LT QOL o - m k%
Wi+ 2.

RS - FIRBI 2179 S LORBBRU T 0BT 65 E 7.
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R DB 2 A TREIC T 5.

EEZRTRICHES T, SHBONERF 2 THET Z E2AREICT 5. FHiR
L LTHEED QOL OffER; - M Eico %2 5.

IEL WSS, NELBEERLAL LIRS 5.

EE L ORRBR» BRSNS,

R DBEERAI 2= — a ViR 2RI T 5.
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ALS &£ L ¥ 2 HERIEREOBE, WAEAIC A LHESA»D Y 3 7. 3
MARIEICEE D & 325, BELRBLFERICHNZ T2 2 L, HFOBMRE 2R
LAEDSb2 ) F B+ 2 2L, 71 BoBMRMEH2cth (HRE1
] 40 43~ 1 R, EEEMICEZTHC S L, i 1R Lok 220 5 &
RS L 72 D BESE L T L X D e, AP UCHMIT 2 2 & (BRI,
LG DAXFVDRD 6N F T, 2023 FEICFETI S T HAMRRER D ALS 9
HA R T4 VB RENO DD F 2y 7 ) A M PEKRINL T2 TOT,
BV,

FAHERICIN AT, HECTDRZUINER S 2B PREMNTT. WSO
BIcBER R PREIMEAZLDErH D T, FANLEMTHR G~5F) %
FERLLTEAZ T, FRCHNNL PRICE TN TEH C LBBRETT. 4
PRI AED D b, FORERL AR O BRG] T IXRRER 5 7 H, REH
MR AN 22 L OARBET 22 4ECF. 29 LEIESI #5225 2 L CHERFLE S
N2AHREMED D D 2§, HZRREHEIT L, MR - T2 FElIcEa Tk
PilbNIBER, enNFhoRilzli: 2/ kT, HEREZZLERD Y 7
HEERMDLAE 2 Y o TR TO PRGN, RS N2 AR WL
%h 53—, X A —Y RS ¥, QOL 2K NSk H 2506 T
1.

HOWARBICHL D Z LTI, AV I74—LF - aryey ML TRES
PEEF Y ARKDSCTFREPIEHEICEZS & LIS, BE OB A I
S0l d O TRINER ST, FRHICEREMN O & 2% (BYs, RBr3)
kD b ET. ALSHMBHT — 2 2filte 2 LTS 2 REE TR, EROHMM
BRI TUE Leizal, Bl CREPLAZ, #HNEIC LD
HHIPES T2 L PREEAZ ZEMEETY. YD 25 EREIC
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LEFICHED VIR Z LWy RENPKRD LT,

< ik
1) BARmEYR, 58 HERGEARELESESM N (4 VFREER, FE HER
MRIREE (ALS) BB A4 FZ 4 > 2023, R : BLE ; 2023, p.65-7.
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1. W2, I, HMPMTIH?

JRAT L UCHRRMIIC ALS LW S sy, RIS IR AL 2iTv 3 7.

ﬁ%ﬁ@f“%ifﬂ L, BE~OLINELR LICEAREI NI BELHETLL D
, HHlOBERBIE S L X0, BEEEPEIC X 5 advance life planning, ad-
vance care planning (ACP) Z#¥» T kT, RS RG] 275 2 LE
BHThdLEZET.

ALS 0¥ A EFAIRAT & LT, RAER ARSI & b BYR Do RUE e R
PR LT02BE20RE, BERNSH LTV, 78RNSR e Rk
JIMER LiclBFIS LT s, BEICEELIHET, 3illEiivd . k%o
JABR O NI~ OFBIC DT, BEOFRBE LA TS 2 LRATE L, BHE~OM
PICEALTIY) CLddbh A",

ALS 23 L & ’9“6*43%’755’%?“%& &, EITHET, RIREREPHL S h T,
—HRICTFHRAREEZEZ S NDEBICOVTRAEMPZ IS LR, BEICLST
& “bad news” TH b, n%ﬂﬁ%ﬁ‘@%ﬂ'ﬂ&:ﬁ DI5BELDHY T, BFEOT Y
F—THAICK B L, WAGEMEZT I, BEOLZ{BREBAREZE LT
LoBIERDH D 47, 7:880% DBED TFKES L —HIcHi 22 0iavn] &
AL W HESH D 7. 8 5BURTE, ALS (cBT 2R 54
YR =4y MEEHEUTEDICAFHREL RS> TH D, WAEMORELTT TSR
%, IBIRE, AT, quality of life (QOL) FIZHOWTHEHS VTR TLE
EAFTIRS, SEMPZIMNTT CIREIRALPRATWIY, EBEICHE
NIEHLTwRIL3BLIRDY $EA. BE~OEMET IR, [EkRTch—
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FCHHZE TR LOANZWE T2 7)) LB CEh, BEPHLT 5 NDHFE
A L2RL, FfEE LFERICHMAZITD CEBEF LB ONET.
WAL EREZEDEMM»TC & 925, WAPKHRAREER, HRECEM TR
EALS BT 2HERICOWTHAT 2 2 LiciENd2H % b, EfMrHEMIC -
TRECEGE PHK I, HESIVLHDLTLES> LRI S 2 bER
PEL Y. BN, MARARI 2 EM L § 2 ERIC L 5T ALS 452175
LM% v LIRS 37, FEEICIMRARIER O 70% 3 ALS 2 L OEE) = 2 —w
VIEBOBWIRIEAS Z LOREES 2L, AMVA, ARPEL TV LV R
Hydh Y KBS U TEELDEERR 2 AT 2 LRES R 2k,
HYR—1r2%J, TORVCHMZHEIEL 3 7. &l ALS 0BHRRO &% 2 1&
N CRCEE, YA FACE=F 2 2RD2 ESHERAGBERHL T, 36
2, HIlh, BERY - vy == ELHMERRT — 24 L LTERE LR
BREZIT) ALy 78S Mo b, ) SLPEZLwEEZONET. &M
ZU T2 LEPHEIEE ORI 2B L, HM%OMELEEOH &~ K-
b 2 FEICAT S BT, BERILA O BRI R 7 3 & ENI D THETT

2- %%u‘:y‘f%%%ll\\

ALS DEHID & S ICBEICE > TD “bad news” #1525 L &I BADEH
I231) 5 SPIKES BRESE 22 b Y, HAMIRESD ALSBIEA 4 F 54 > 2023
T SPIKES #3 Lic RIS OCTHERITRELL Foy 27 VAN LL
TRERhTwE T,

SPIKES & & Setting, Perception, Invitation, Knowledge and information,
Empathy, Strategy and Summary »*572% 6 2D A7 v 7T, “bad news” %1%
ABEFICHBITRERAL VD 2EEIOREIREN TV, UTICEADR
BB FEPBE LI 2R AMHL 7.

(1) Setting : BYILHEAIRIEEHRET S

P TT T4 Ay — BB LT ls 70 & 2R L7 T, 0 2R 2 HY
D9, AR ERERLERY 235, 1HHZPHEZ 255 3BEF 0P, HH
EHE (BB I 22 2R N EE L 7 2 ATREMEICELRE L, Bl 2 ¥l
WCRET 2L PRET L& T, &/, Ha- SHoPM»EELZ 0 & 9, BN —
VR E G FRNCEHL T 6 R EORER L& 7.
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