BEFEHHFHAEERM S (ERTREBERRAEER
ARG E

1
i DR (N=17)
LE AT
KB (X.n)
2€ TR 18X (n=3)
B 48 2B 47%(n=8)
AHZEXETERIFRIH (ELE 35X (n=86)
£ (2X: %X.n) 41%(n=7)
Foap (5R Y = SD) 68+ 15
IR EAR (5 : SF Y = SD) 6.2:x 3.1
FEsrEE R (X.n) [=)
2.3 20X (n=2)
4,5 80X (n=8)
0 a3 R
TE(Z: X.n) 78X(n=13)
SE&E (M D = SD) 62+ 14
E4A
B 15 & BS5X(n=11)
& 12X(n=2)
12X (n=2)
%2 8X(n=1)
S22 Wl 4% BX(n=1)
Barthel Index () +xSD) [x] 21+ 19
ZBI[*, xx) 43+ 18
[*]rem 20 2 2 K. AREKE ZE D A |
[#*x}Zarit Burden Interview

SEIQoL-DWIZBEL Tid, 17 ADHENSEEH 79 DX
2—MNEITFENT, Fa—2% I OULMNEFT R Tt
BN 3 AW, Fa—DEFHOFBEREYE 2 IR T, &b
L oTob DA TH DO/ (n=13, 76%) THY, NEIZ
[ (n=12, 71%) | [#RBE (n=8, 47%) | [#R# (n=5, 29%) |
D3k (n=5, 29%) } T ARBER (n=5, 29%) J[H 53 DAEXS
(n=5, 29%) | TH-7z,

12 Fa-—llLTEFSnEmEHDOEF(N=17) :
3 ) . n %
185 oREE Health(caregiver) 13. 76%
1R AR ) _Family . 12 71%
jEBeE o Hobbies = 8 47X
IERWE ~ ‘Finances 5 29%
HEE L Future e ... 28R
A PARE Relationship 5 29%"
IBHSroEEFH ;Autonomy 5 29%
(= ‘Work 4 24%:
1BzA ) Friends 4 24%
1A _ ‘Caregiving 3. 18%
‘Leisure

e activities .3 18%
j#ts=xyEh | Social activities . 3  18%
TERER U TRelative . 3 18%
BEOBRE Health(patient) 2 12%
I ‘Housekeeping 2 12%
1H 5y @ BFRA ‘Independence 2 12%
iWillenerd ST REICTE - THFE U 7= .

SEIQoL-DW A 7 v Aix ) 59 =24, FKfi 94 &
/Ml 1T THY, TR FL Tz, SEIQOL-DW A>T
ALY ZBREOBEE T, HEHERICH B Tt
272HD?, Barthel Index 3KV MEE SEIQoL-DW A7
I AMEVMERIZH T (r=-0.59, P=0.06), E/- KB
AT AN—F Y ARHBEENIIF B TR Wb DD
SEIQoL-DW AT w7 AMMEV MBI o7 (/3 —F

V9 33, HNAEZE 65, M BEREIEIZRIEALSE 65, P=0.10),

ZTOMOEXBERLETHAENICHE
(£ 3),

TiEehoTe

73®3 SEIQoL-D¥A > > 5 U X & FREF oM (N=17)
' S $5 + SO/ A PR (R 25 P{B

TEETR

2 — 2 T TR 33x 15 0.10
E LEE -1 65+ 18
it AHEEE LRI IE LA 85> 27
; Ecl 58+ 28 G-283
=Y B1x 21
&F 5% r=0.02 0.95
ITE AR EARA r=0.09 0.94
IESriES (]
. 2,3 52+ 138 0.50
4,5 62+ 19
BB EF LT
3 ,
5 6319 0.77
. z 58+ 25
] r=-0.01 0.97
AR
; Bt | & 54+ 22 0.28
Bt & & LL 5 68 25 i
Barthel Index [x] r=-0.59 0.086
ZBI[*x,*=*] r=-0.08 0.87
H*)oe— 2R UL R, RIET OIS
[**]JZarit Burden Interview

D. Z%

SEIQoL-DW DF a—Z T 2ZLiZk>T, /Mi#EH
D QOL 2 HETIERELAETHIENTE,
SEIQoL-DW A F w7 AIFMRIA SR L, KVIAY HiFE
THEED QOL %X BIENTEBAFEM N HDHI L
WRENT, 72, 1T AP 14 41X 5 DDFa—%2F5
TENTIHETHY, FDOMD 3 &b 3 DDF 2 —5 3%,
BHERAICEEMRZTNICE-SC SEIQoL-DW A F v s
FRHETAIENTETZ, ZHIE SEIQoL-DW 0 3 i 7T 4E
HEDORER LV Z D,

SEIQoL-DW DF 2 —DEFHDHRER, HbE<HTH
NIbDIX B 5 O (76%), BLUFEK (71%) THo7z,
ZOFEFAT Bromberg (XA B R R LIED /i
BT BRI NTEER - FHARLELET O
7=Z&, Lo Coco (ZLDFH MMM BEELIED /T i#EE I
*tT DI TR TOX G (Health) 2 £, 87%2
K% (Family) %2 F 72 L HIZE— KL TV, 2hbh
5, HRANBNEBOBEXEETHETINEE T,
B BREOBBRECEEL S, RRERLAY
WL TN ERITo TV BIENRENT, FT-AMFEIZIX
3 & HIZHE (47%) D3ZET, F72, 5 4 Q9B DA
&, 4 4 (24%) BMEE, 3 4 (18%) KA, tH&iEE),
2 4 (12%) DS B 5 OB & 24 Td, ZOIIITTiEHR
TH X ONEAFEOP TORBELLRLR misfa—v
YIEBEL TOBBRRLH SRRSO EBEHELRL TV
%, SEIQoL-DW A7 w7 Z& ADL, /i ffamk, 5 &
BREOBE T, R FMIZHEE TR o72h5,
SEIQoL-DW A>T w7 A& ADL (ZEDHBIBEIRMS RS
N ETRBHRBIRbLH T, 5 H%OFIEEBMLT,
HRHRFITIESEVEL L DB OB THAD, -,
SEIQoL-DW &t B IC B E N 2202 o 72 &1,



RAF BRI ERM S (ERMRBRRAASER)
SHAIFRE &

SEIQoL-DW 23, M AHMLIIHIDE EHb#E D 2006 (Suppl 1); 7:78)
QOL %l CEAFREMEE AL TV,
SEIQoL-DW H AFERRIL(E #tE - B4 DR He H. A8t EE DB - ZF KR
SEL TRV, BT AMERIE LN MO RELD 2L,
B LIk, [EREME - 2 YA, FESLL TVl
BERdHD, TS BTz, Fa2a—0Oh TIV~D5HEIT
FATHFERIZE ST o728, ZOFHE— L EEMLL
TRV, KA — /T EE) QOL A7 —Thd, V5
WARKMBEIZHL YT UK IELBETHA), &b
2 EVRA N CTHEBOFRZITO. HEORZELE AL
Bbha,

E. #5iR

S EIORLDIHT L, HENEHEREB (—F Y
A, MNRRZE, MREEMtE I RIE(LIE) BE2EEN#ETD
I EEE XL TIT 572, SEIQOL-DW A F w7 AE L
DAL, NEED QOL ZIEWHE TIRADILNTES
FIREMEDSHDHT LR, iz, MEAMRBRE ZBI L3 B
2372<, SEIQoL-DW 13/ # A HERLTRIOR A0 b0
IEEE D QOL 2 HIE CEHRREMENH D LN RSN,
SHIIAIRE T A TRESREZEL-HAEE. X
BRED LB DO P TITV, KR — 1 OfF Atk Z YD
BRETEEREZED THFEL TV T ETHD,

<iBFt TRk 19 £ 3 AiE, REEETANTURDD
B EFEAICEIT 2TV REORFIER. 5HE
BIRFtE, A - ERAERLE ORTFETV, DBEDOARX
TV D R RRCEARICZSLTHTETHD,

F. BEREMRIEHR
Frae 9 &z LizL,

G. IRFEX
1. AXHER
A EREROFMIIILEREEDOE F S IEHE
EHLRY BREPTHD,

2. PRER

Ohbu s, Nakajima T, Akiyama M, Narita T,
Kuzuhara S. Individualizd Quaility-of-Life
measurement for patients with Neurological
‘Intractable disease’ in Japan. 17th International
Symposium on ALS/MND Yokohama,
Nov30-Dec2 2006 (Amyotrophic lateral sclerosis



BEFZER AR RS ERERBIRPIZEES)
SRR EE

NIPPV OIELEE A A—TT (R

HMEMIRE UHEEF LBRFEFHHEAMT

MEEE

sAEm

UHERR AR AR BRI 3V VT IR B\ TIERRE (NIPPV) OBIRAIEZ T B3, — sk T%
HAEAE AL T BB D7 BT Lo Rt d B o3, 4Bl BATAF
AIREA: NIPPV BRSO ¥ — 7 oA Ak IREIL 728 25 BABEEICIIRE 2 E13720 )
DD, BALRTER STV~ I B2 | FEFIORIUISC IR LETH
BIENTRENTZ, Elo, AV HF—T A AIA—H—FEENR VD, DLOTHEEMICIIERA

72K, 8% DIEBIZ - T-BRZ§ & THD,

A BARREM

W, MRGEBICHE VTR BN N TIERFE
(NIPPV) 2R T D2 TWD08, BEL L FLVT R
FLEFALTERTDHERE DT, R ZHEEL T
ATEAREIHD, LL, — R CEHELEAL COND
JRREIT7a< , EBNCITHETES L O Rt LB R T DS
Wbien, 22 CHRIETBITHE> TS NIPPY f#fER LU
A BT A R HWBHREIL , HOHTITONWTERLIL,

B. ®&-Hik

BE AARTAF AR (A REV 2 IR A N TAPRERZ D
VT, FORHRERERE. BB, STV — DR E1T o
ThEad A7 —Fy s EOFERRE ARSI TR
BIO, BEMWEOEEIToBEOSHNLOE R, bt
DE FRBRE b L R ELT,

o HHOBIREEN TODBAZITONTH, EORY
RSB DEIIRL . BRFL T,

C. #R
1. JHBEEM A TIFRBDIER

FER B AN TRER SHI R E <ol THBER A T Ha
( non invasive positive pressure ventiration: NIPPV) &5+ B2/
EAXA IR I DD, %E THRIEEN THAHE
72D RTX VALV —4— (IML: BEE AT 4~V M) D2 L72>T
WD,

RTX VALV—4—13 NIPPV LHERL T, $E DS RE TR
MEL £V A HFOMERISGIVVERE CERTELZLN D, HA
LR WVEISRAH D, LAl FABEN TILRBRIEIS D 5 57
DL ANVEEEITE DO, FEETIT 13 HH/ ALY
HVERIRFB L LY | BUR TIXBLEMICIEEL 2L TE
DIEFN RGNS,

2. NIPPV D& SR

a. SOILEELT- NIPPV D858

NIPPV OHFEICIT NIPPV BRgRE . [EYIRRA R MY
ANTHERFEE (TV) BT 2 ABER H 5, BIFEICIT 410
5 7 H&5E (BiPAP, NIP #—¥"/, EasyFit ¥)—2") DIHEAHY
BEITIT 2, 2BV N7 LTV) DR H 5, (E1,
X1)

B uiRiEE

BiPAP

NIP3-$ pllI

Synchrony

Harmony

VS Easy Fit
(Saimett. /1A

SERENA . . od

ULTR i
INTEGR €0

bA#FELLES (DEKRIBERE

F USRS U BREO BT FER | ST, %
RTxBHE—N, REARER IPAP L8, EPAP [Eig% LEKL
770 B EFIIHITIZ L > TTE ERIEIZ/ D720,
EBRDOL L Z AT > CRIEMEIC)NTAHE 8L HD, L ¥
NEDIS TN E IR TEDOREXHE TELDDRFTE
HEHTHD, AL OBELSERTHY ., FEEMTR
M, A B —T7 A AZDWTUT BARANFTICERRE b D
HdD, NIPPV EAZ Y- T, RFUEOH DG E 1 HDH,



BT @F iR e B MRERIRTZEE3%)
GEiEL S e

EPAP [EZERETAZLICIVEANRAL—XITHRBIED
BV, FOBEITEDIIRRED TEXAMHELRETHLEL
VY,

cHSIELLE: QFEHEE. BEE. FDIEF

R2ATEEIEOTRERE, BRIk E ik, B &, (Fh SR
E R UT-, MR OH G2, R TRE TEDH
D& LE WTHRETELOLELN, FANNIILE OFED 5t
JETETCWD, FTAREA LSRN A — AL Tt <FREET
EDHDETERVLDNHY  EALRTIIIENTD, Bl
1< NIPPV BABEITERETYHAXbar I ThHA,
NIPPV (SR 2 L0RRE Y, LAl HKTH6Kg
EWTOBREL BB TR D EXTII AV, o, fEEE
% NIPPV BABFED F3beh LR EHERICT L THRE
TEY, FEFEITHITHDD, V2N LT7H 30dB AT EFENT
B, LTV (37— ERKREL EEPOIRRESNTNDT
—ZX0H R DI REVR, FIAFOLIIENT
U726 42<725L5TH B,

dASFELEE: (3)#ENE EOfth

FIBFEFEDOER OIS, £ DA LdL I,

2 @ NIPPV T JRTARFHENEIR 0D 35 72 R IR R0 7
AT DI RHRICBRRBIN TODH, FRERBO LI
24 FrfEhESEE A ATRE T 5 R BIZHESIFRDON TS,
A [ERBIT U B FEI LR BRI b R R E ST i F RTRETS 23,
24 WERMERTAEXITIIA T AR TALEN
b5,

FEGIZ Lo Thd 24 BEEEMALET, Pl 2L R
Zeled  AAHRFR K ERFE B X HENEH Ny T — B XU
R TV — DOt A L2 D, LA, EBIZIT Lo L
LR DORIED LN/ TV — Dl BEL HY | SN
T Y—ZDOWTH GO 3 DH5FE (BIPAP, Night star,b¥'zv
NIT ., LTV) EZ2WBEFE (NIP 3=, 1V I-2) 3dh D, Hl
DR 72 ST REFITII Ny 7Y —%HE R BEL THfELZ#
RTDLERDHD,

Fo LU FVEHIERR TH/R—ENTODE, SR/ Sy T
U—ITEAERDZENLEL Ny TV —IABRTLUE N TES
HEFE (Night star) IZIRRERNZAY v "R3B, 77 ARUETED
Ny 7 V=1 DC BERERY, ZOFETIIAATHERTE
72uAs, BT Sy T —RRBEEREIPEOETH T,

BHELLER Y 7NoRAERHY, BRI, T—
FHEFRT CEBEINTIR o TNB, FEE TONR K iEL £ =
H—F 5 TR, E77. BiPAP synchrony (345BHS &
AR L T—EICROMRER B> TRV, MR ELRERLC

FTUNEWDETHERLLTW,
e A 3—J1 A ANIELR

A B =T 2 A AIIRES DT TBIHHEICIY, B~vRs
(FZ 8 NVT) | BO<RT (TNTAARR)) | B AT (M4
NI A RRRY) 3dpD, (M2) —ARICEDEEFHDI D72\ H%ERD
BT IR ADIRTICEVEA O TERWERFNIZIT
BRI TIIANLDLNHELRY, BN RE R TRV
O, BOVRIERIRTIENE N, BOVAZIIRFENL
V2V, BRIBRELAE (52 &R 51 & EN AT FE B CId 2 OIE
XL TRBIZATO L ERH L E DR 85D, MHRHEREC
Lo TIRTPLAN—H N T 2 A AT AT D FTHRIEZ RIS
B35,

b—SLTIAAIRY

K2 TRLIZLSMIG BICHIAT 5547 BORDIH 5SS
AT IRERk A BV, T AT DIFFOULITHIEENHD, £
NEN, BROBRLEEIIIIENDY, LDIS78AT
BEFLLT VD EBREIS ML ETHD,

Fio, BARARICHRI <RI a0 O I w]
eZeb D, VLA T AZ LIS KVIEIREE SR 3 54 17 (A
HIZEER) 28855,

EFEDOIIRADISIHREL T2 A DFMOLHNDINC
HERIN TRV, RSO IDITHEIEIZ LRI TEAFEEHIC
ZENHD, EBRIIEFBRSLNORENGLEDO BHIH
ST A PEELL BEENTZw R TIEEDLRNZELD
By ZDEIRGEIIFREUAN DRI ANWEZEbH D73,
oA —FHAEF IS TOEEN THRRERIIHILDOD,
FRER FHSRERYICIIRE e MIEIT eV e Bbihd,

ERMER TS ICEBIN ALK EUHAE
ALDZELHY, EBRIIIERERO A2 ENHITHTEL
BED5F2VEELHD,

NIPPV B &% <K T Wbt IO~ 2%
BLTEE, ERICHRAL Ty MEERL THILAVWAEL
VY,



BEGZEBRFARERH S (LR TRAASE)
ARG &

D. 5

BIE B A C—RANTHI I @TREZ2 NIPPV F A TR 25008
RE. Pt E o ARR U T, RIS LD B AN cHEREIC K& e
38075 BABEESIIZBIL T, EPAP 28/Mc
TELEIECN T —DOHIN O ERENS CE AL - DT
bR THD,

ARy T Y — DI EREIC IV R D0 T, FEFIOIR
BUISC CTHRETT 2B H D,

T RZDBRIZBW T, EFELV <RI/ ESN TS
N AEEND~ A7 DERS FEFN T RSB,
&2 DFEFNZ T b DEERL TR EEZ B,

TR CIROBTED X D&, BAEFIERCEIR L EETEIC L
DR KEEH LM TH-T-0, BIESEI D ATREMD
5D, ZDT | EFTIT—FBHEAL I VEFES Bz T,
BEIR—UIEETHIST A ERBRENTHD, L.
ARG 24 FERMERAG L SEFIZI>TT@HE
TWDHBETIIRIGLENR2WEELHY, thoBFED Ktk
AHHEL THRZEIBREE LD,

E. 2FEEMRIEHR 7oL
F. fRIERECE
T TIZARIN TOAEREL LT — 2B LI-L D Th
D, MEAICRIET
G. IRER
1. AR
L

2. oK

H. MMM EEO - BRFRR(FEEEL) 7L



JBAEFHEHR AR BRHS GEETER BIRPTZEER )

SIEMEREE

=1 NPPV #SELLE; (1) EANgaEE
s iUk B =1 T TR IPAP (cmH20) | EPAP{cmH20) | RR (BPM)
BiPAP ST.S/T.CPAPPC 4~30 4~25 0~30
synchrony 7Y VAL 0ZhA KEVAY no)ast B ’
BiPAP harmony S,S/T.CPAPPC 4~30 4~25 0~30
NP 2-¥ I TEIN RESMED & ST.S/T.CPAP 2~30 2~25 5~30
Ultra
Integra FUKUDA Saime 1A ST.S/T.CPAP 456~20 4~20 5~30
Serena
Knightstar330 4 Puritan Bennett ST.S/TCPAP 3~30 3~20 3~30
VRV MI Iyosdi A PSV.SIMVPCYV, 5~40 0~20 5~60
LTV950 77 VAR OIA L K N VERFIVATAR NIPPV
=2 NIPPV #SEHE: () TESSwE EFE. FEI5F
e W5 Fisec) | T4 X1 Llsec) rUH— -2 3= HE B 1m)
BiPAP

' 0. 5~3 | 0. 1~0. 6 | Fo¥LA—} TAY 27k g 50d BILF
synchrony
BiPAP harmony | 0. 5~3 0. 1~0. 6 FOFINA—b XAY 18kg 50d BLAF
NIP 2-¥ v 0. 1~4 0. 15~0. 9 3 B TR 23k g | @EEE G—F2L)
Ultra

04~30 *—k/ 6 B 3kg
Integra 4 B Ay haxs s
Serena 03~25 F—k 25k g
IEH 11~
Knightstar330 4 5 B 5 BH[E TAY 12kg 30d BEAF
IEEE i~

Vb 1y '3 gl GIE:S o] 45kg 3008
LTV950 g 1y haxss 6.1kg KEW\(50d BEAF)

—100—




BEA @R REMS (ERMTRERRMAER)

HEZE RS E
3 NPPV #48H 3 3) HEME F0ih
 IASY Al
e ac | oo Giomm smru— | TV OTY | e | sosmm | s
BiPAP
L
synchrony © O B®RI0M & © ©
BiPAP harmony O =zl O O
NP 3-¥ i O A4 izl O O
Uttra O 4 B
Integra O A (DC26) Y. oik] O
Serena O AW
Knightstar330 O O (WA IEHZTH) a3 @)
vy b 17 O A (DCc24) 6 — 1 QMY A
LTV950 @) O (B&EA 107) 304 A
R4 EBIEEAA—TIAR
BiPAP NIP 34 Ml KnightStar 330 | VS Easy Fit
RESPIRONICS %t o o
RESMED %t o o
PURITAN BENNETT £t o
Fisher&Paykel £t o o
RE EEBHETA 53— T RADFEFH
BiPAP NIP#4 Ml | KnightStar 330 | VS Easy Fit
F—HITRY 7 3 6 4 (6)
TIVTTAARIRY 4 1 1 2 (4)

—101—




BAEFBREM AR S GHATERERIRMFEE)
SERERE & ‘

ALS/MND 285115 RTX (5 X A TFERES) OB —5F 18—

SHEMRE RHEXEF LEXFEFHHENTE

MREE

sSRM .

UTEE ALS/MND DFHERFHFEE I L CIHR A TIERIRES AV DR MR STz, | @
FIIBEBURE (NIPPV) & V5203, JHR B N TRERFRIEIZIE NIPPV DIEMNIZ, B FaE
(RAKX A LIRS (Faf4 :RTX) 2 VB 5D HD, BAIZEUWT ASL/MND (2361 515 AR
BRI DI EBbNDD, DBl AE R AR 15, MR ESE XA FRTH
0. NIPPV JOLIESREA KL TFTAT U AR L, SEFNC L > TIENIPPYV L0 EANE S Th

D3, FEE TIIARFRIRED RIEL 2D,

HEHARE
BINWHE, Ry 1Kk, SKEFHR. SRHFS0E
(LB RZEE A RN )

A BIREB®W

T ALS/MND DR i BEEIC st U TR EM AT
MR REE AW L ooz, BE LB RIE
15 (NIPPV) 2 W38, < A7 D@ ENS  E AR
G EabRBRT D,

FEIR BEAY N TR FRIE(ZIE NIPPV DIEDNZR  FRE &
HRANTIFRER (FRL RTX) EHAWS5ERSHS, B
AIZBWTRTXIZEID ICU 72 TEMIER R 20008
FHBIZHOLNTEY, ALS /MND (51T 5fH AR
i nEBbha, '

S BB TIEH 503, XN LTFERER (RTX) &
RLIZOT, HRESCEESIZ OV THRE T,

B. ®¥&R-Hik

YR TRTX 2FEALR 3FEFNC S, HG, A, &5
7%, PR ESRESE, QOL, NIPPV LD, ERMARLIC
DERFLI,

C. &8
1. FEfIl 70K B ‘ALS

B0 &

BLIRIEE : 2004 FFEEA F S CTRAE, 2005 6 10 L AT
<720, BEE DO biThe o7, 2006 £ 4 ALY
FAEREREIR I HEL. 10 ALV E5L01070, B TE
2oz, KA T 10kgDIREBADHY, 11 AICADERS
HiligoT=. 11 H 6 BICHBEE#12. $ARTHOHERSHY
BRENCRAAZATED 2D IR EORE, BlEEL

R, BaABLi-oT.
BEAERE i MLESE (68 mERFLD), + ZHaABTETE (38 #ME)
AETEIRE WA 25~30 A/ B X 45 4R, 5 ERTLYELE
FIERE: X 58 MM AR Do BT
ABE R BURE : — AR & (APT RLEL T, SRR, Z8 250
9, R EEH LR DT, MRFEMFT R ik, B
R, PEEOHBETEELRD . MEBRIIELRZEDORN
BB IET  BEOFEHLRDL, i TN
TMMT3 BEITIE T R ICEAL e i EE B L O
WM BREEZRD T, MBI, EHLEMUKE
BERMo, MR AR,
BRAPT R kBB o i i AR R : PaCO2 76.5torr.
Pa02 42.8 torr G M AR AR 2% 2L TV, CRP 2.5
CEEORERISEHMEALRD | RFT AL, R BB SR
FEMRBEDNABEATNIZHER ER -T2 E BB AE R
Bz >Zedoize Bz, MR HEERE I, O
B M TR R L ERD  ALS LB LT,
APEthiRiB B KRS BIPAP B ALXRLTI-N, BE
BEELERELHE~OFEMBEICLVALTLEND,
BiPAP % 1 3 Lflkfe 9D LN TEAeD o7z, £Z T RTX
AT AHEMEARESE T, FERRELREL
Teo BiiKELHEL, +HRA T —bRa b
DLEERERENTEREBEHATFRFEEIETIN,
BFOREETHADEMDHLFLEINT,
ERSERIZRBIC o0, RTX ORERELR»HLRE
BRI WVIER A SR L | Voltaren BB SK | T #E %) CREIE &
CRERRICH L CHBBET L ERESE | B 10mg THEMAL .
A ROIE R TR L . RTX 238 LI E R A 0K
KA REE R o7, B A TOEFE DY RS I3 n 7
TYAMBEEFHALEZS & 4 BB BRHICBEFORE
%BAARBEOHFBICLIVERERHLIEEHRD L,
RTX 2 ik, [ B FERREEEA L LFE T,

—102—



BT @R e RS (EBRETIRRSE )
ARG &

2. EF2 528 Bt ALS

3 ERANCAE TS TRIE, WA FTRET 2 FRIR 75 B A3
ETL. 52 AIVERE N ~RIIZL5 NIPPV 28 A,
T (T ERRRFESEML, BEML - AL R FE LSO
T 20 BERIE L, BSOS AITR b DD~ R H 35 R
DA EFZRTX 2R/ LT,

MEH 23 B LURRER) PCO2, Sat02 #E=F—17
HZETNIPPV & RTX & HBG L7225, IHIERIEOBIRR
PHER T, EERUT RTX OFBPB->T, RTX TR
WK2RBRELTUIBMET A RENILEERATEI L) A
Tholz, HEEHH LD, ERHmETEEEAILITE
STUVEYY,

3. EEFI3 72%% BtE SBMA

MARBTREZR SO Wy R, PR R D720 BV
TEERUeBROR[EYIR 005 NIPPV 21To T3,

MR EEDHEITDT=®, R4 IZIPAP 2L TWDH3,
BIEA~OEBENRHY, TN EOEMAERE2->TE
7=72% RTX ##&17,

PIEIRATRRL B RFER L RTX A3 07201, RFEL
TNBEEZTLOD, HORNEFFR LAY SatO2 13Tl
AETUE. 2RIBIZE=F—2 B RORITLIEEZA, ¥
AT BB/, AL—X IR TEDIIe-T-. BIE
EEE AT B,

4. FEHIOELD

3BIELEANE S T, BRI NIPPV L0b LW EET
L. (RS HE EL RIS THY, BB LEPLOEHERR
= RBIAFHERE QOL DB EMLLHEERD T, (&
VD FEE, AT —2aE—FeERTI2LTHER AR
BHIELFEEL THITF NI, FERELT NIPPV L0
RTX D¥EFEFHLEINT,

fBL, RAEELTIINIT —DMPWEREIXTE, <
WX F SRR IE L DT, T2, EERISETBIC
FEAR I A4 (3000 5/ AIZ L L 2V R Bl (13 5 1
/R 7272 BATELEFILROND, EHIZ, T3
BIDREBR THD-0 | IR ET RTX THRERHERER 2L
FBLIDDOMNIOWTIITR G RRBR 20, FEF) 1 DX
R EIT U Bl RRIEEZ DT BB OERIZ OV T
728, NIPPV EDENWZITFIZOWT, FEFIZERTHRE
HUBENRHD,

D. &8

RTX 1ZRKIMICL > TIL NIPPV IZBED B abHY . HRA%
ML KHBh 5 & 2 HLD, NIPPV B AR EFIIe T3 A
HMENRHBEE XD, LI, EEICBITHERBE SN
VHIVEHIH L IEE BV =0, IS T AR a LR 5
INBENTBLER DD,

E. BEARIFR 2L

F. mEBMERE A
FEF DB OWTEAABLIORED TEREETHY,
HEAMICEBL TRELT,

G AREX
1. ARBEX
L
2. BFRRE

H. MMM EROHE- ERIERR(PEEZEL) 2L

xR1 EHIDEED
FEG 1 fEGI2 | AEFI3

HARKL 1BIB 1[EH 268
=% 40 REF REF REF
[k Bt RECRE HE RE HE
QoL HE WE ME
INIPPV EDEEE: | RIXFEE |RIXHE | RIXFE
KA ARRICTIE | REHE [ EEEAT

TET4H |BTHS|ETHEFR

fal

—103—



JREF BRI EFRE R MBS (R IEEETIRFESE )
FHEFRREG &

ALS [ZF 1+ 5 Sniff Nasal Inspiratory Pressure DE R —F - —

SEIRE BRHFXEF LEXPEFIHGEARS #60

MRES

FESTAAAS (I SNIP DA IMEZRRETU 7, fESR. SNIP IAERIIE CRIE RIRECTHY | FREFRYZE
(LA BB R WRIE H L ThoTz, IHIT, BREVERAE Tl SNIP 2MEEZ RLRL$ V28, S
FASHIZ Y SNIP RIGERLEEAS RS, ERREELBE ThoTh, MR T 23l FRETHDE
EZ b, E-. BFERASICLD SNIP ORREFHL 2L BIE, ALS BEDO T % FHNC A R EHR
ERRNIBTEDIREINTZ, FRHT, SNIP AREFRERNZIE T T5MTi. PR R THLATREMED R

i,

HEMRE

EHEA VP K8 @Y BPEILA P @HEH VY,
ALS o7 7Ly RF— A0 SRHFE Y

VAL B R E R A

LB KEHRBBRY AT — a5

VLB K E R EARF

Y LB K BRI

A BIRBH

B S BifiTE B (Forced Vital Capacity:FVC)iX, ALS {2
BUIDFRBERELL T, BABRESVBLIWV
American Academy of Neurology? k- THERE L TW3,
LoL, JRRIKIZ FVC 3=V AL —2&MW5729 | Bl
DIFIE TR DOEIT 2 LIV BEP R EEL 2B L
WA 7pllpuy, LArL ., Sniff Nasal Inspiratory Pressure

ME S 2728, FVC 238 E B &7 fE FlZ 5t U THEIE A
BRETHD ¥, SNIP 13, MM fE R IR 2 MER B
RETHHEZEZLNSY | I0ITHE ZEMbLIR T MLEDO R H
BEEIZEAL ThH, FVC J0BEN TV 9, Iz T, HAK
TROBHIHEITLTH, SNIP (ZREFHETHLHIEH KX
RREETHD P, —FH T, BHUITIIT D SNIP ORFFEIIHE
OTLIRNDPBERTHY, AHITHBITDH SNIP OF
THOLTIIRVOPMBAEE 25, £ZT, A i3
HRABLUALS BEEXRIC, AFICBITD SNIPDOF
MM BT BRET L7z, £ 5, SNIP ¥l BaL
TIX. BARATIEERKALVLIEMEZ R T 43, SNIP
IE%FVC 2 PaCO, ¢ HEEDEBIZ RL , MIREERET L
LTORYMEHTHILITRER L, UL, RFEBE
TIX SNIP 2ME &% 7R L, PaCO, & DFEBMREAMENZ &N
ROOIL, BRI BE T 5 SNIP DR Y HICREL 7%
L=,

T TABIZETIL, BRBRE B A KT 5 SNIP OF AtE

BIOFHFTANCE 5 SNIPOF At SNIP DOREEFH
ISR ERE R BTN RE T 2282 BRELT,

B. IRAE

1.5

ALS ORZBEITRVOHD ARSI O REE 31 4
CEX)ER 63.819.9 i) &t Re LT, gLl ALS B
FHOFHRRHMIL4.023.0 £, BRBUIERBER 9 1,
LT 22 il Ch o7z, Fiz, #IIE] SNIP HIERFZ, BRIFR
HEFLCOERNL 18 FlThH-7,

2AEAE

ALS BEIZHL T 1 » HE/iX 2 # A Z &4 SNIP D #|
EZMATUTZ, SNIP ZHIE T HBRTIE, BRED %R
TEEMRULE, Tu—T R O RE~FEAL, O
AT DIORUT, BIEROEHICEL TIL, Uldry
DOFATIRFNZ BT, HFE D BELL L EAMLTD SNIP
EEDZEN 0.2~1.89ecmH,0 LEEENTEHY 9, F7-
BERONZIBWTh FEAL LB, £ 13BN LML T
D SNIP DZEH 1~2cmH,0 (F—FRKRERK) Thol=Zeh
5, BERBOEVNIED SNIP DETREFHBRN THDHEE L,
SNIP M E R BE DL EBREBERRUI,

&BIZ, SNIP BIEFIEICHOWTIE, 2 £ TORIERE
MLz, BE—DORIEFEL, To—T2HAL TN BE
DRIHUD BIEAR KL= KRBT, T IERHEE (B
HERRE) Db, MR BENSRRAEITWRIE TS S
(LT, BEERKAEIE) THH(H 1-a BH), F _0OH|
EFEE, Ta—TE2BAL TWDEIED R0 BlEs,
BEEIEIIREEDEFOICHASHUIRE T, B
FERAER (BRI R E) 20, S B BEN LR R EIT
WHRIES 251 (LU T, SIERRSHAIE) THha (K 1-b &
). 2%, BIERASRIEIIFERIEL T, SR HKRlE I

—104—



BAEGBFEMA RS (EBRITREBRRMASE )
SHEPIREREE

&% SNIP {43 30cmH,0 LATFIAR F U356 . SRR hi il
ELHALTERTHZEELT, 30cmH,0 %, BHEEASAI
EDOBICEHELUT-DiL, BRERAFRIEIC L DB~k
EDfEBRMEEBLIER THD,

[ 1-a (T EIEBIEBIE, X 2-b 14285 RIE, BIEEET8EH
TETIE, BDLHE— D B IER RS CHET B,
B 1. SNIP O HIE A%

F7z, SNIP O BIEIZ X, O FEANE T (RPMO1:Micro
Medical Ltd.) % RV, SxERRMBIE B L O B A 840 E
OFGMALHIZER] 5 BIMEITL, BESRITRICIX 30 72/
DOEREE ANDZEE LT, T —FDOEWICIX, T KEEH
W, BREBBOE B L O RPERASAIEIZIT S, SNIP @
1 > ARDOFHEEL EFIZLICBHUZ (LT, F
SNIP Z k&),

C. ARKHR

31 > ALS B#E %1 202.2+110.3 B ($9 6.7 » H)
BERL7-, BRI, BB 11 BB RE 369 H ThoT-,
F7z, B IS E SIS E R IE (TPPV) ~
BATUIEGNX 2 B, FETCUTERNL 6 Bl ThoTz, 7.
TPPV-FECHDIL | BREFHIRIE L ERL72DIX 4 #IT.
0D 3 FNTOVTIL, FIE] SNIP JiE ., TPPV ~BITE
7T HETORBINEUIN, BIFEHBIEX &R
yiENY fall ’
1. ERFREE BB ~0D SNIP D& Ffk

ERIFRELAEE I SNIP (HRMEZRL ¥ SIERRAGRIE IS
L BRREERZRZEALTIE, SNIP DR TFIZL DK R4 3k
Lo, RiBE BHI T AZ LN R ATREL A2 D AE 2SN H L
ST, BRI, BRBRELDSEIT 35 LEHI2, TOBMITEE
Tholo, Linb, BEMAEAELHAL TE/ETHILT,
SNIP D RIERKRE AR THIENRIRETHY , ERFRE A
TUTHRIAZBI ZENTREL 2T, [ 2 (2, BRI 3

S1E 51 0> 0 S B A B 2 o0 O BB P B BT 7 K B SR R G
SNIP Z2{LB% 7~ 7,

KRB E BLOERBREBRE D, SFERKEIELR
FEPASHMIEIZI51T D, ) SNIP b E% &3 5L, ¥
ERIBREL B Gl BRERKENE L AERASRIEICB TS
) SNIP ZALEICHEEHIR TR Lol L
L. BKREL B E Clx, SRERKEIE L S&EREAEICE
15 SNIP Z L EICH B2 %788 (Wilcoxon D5
fFHENERLFOREE . P0.05) | B FEBR LRI E L5 SNIP £k
BCIIRERASHAFELLAS R TENRKEARDIIENR
HHNT- (K 3), '

—4- 2ERK
—l— SR

cmH,0

SNIP
[=J]
,
»
|
|
/
|
|
|

15 U

10 bk\

5 A

0 .
BEEEA

BB E I I SR ENE (5emH,0) 13, BIERTSEREIZLD,
EEED L1 (25cmH,0)
2. SREFEEEIZH TS SNIP DEEAIZ LK

(] srEa
cmH,0/ 8 . gﬁgﬁﬁﬁa

000 ﬂ*t
-200 - _——

-400 [ l

i |
Y
o600
& N L
3 -0 I
-1000 __J S R
P<0.05 n.s.
-1200
HREFE JEERBESE

4 3. BRERER-JEERFRRABE D SNIP ELE

2. F#% FHNZ*3 5 SNIP OF Htk
BEFAR S TPPV ~BATEIZFEC L7 B3 (TPPV-

FECEE) LB RICAEFEL QO BE (ETFED O, &
REBRARL I & B ERA SR E (BT B SNIP k&%
B LIzE 25, BERR IR BT L5 ) SNIP B L &,
R CHEET AR RERD o7, Ll SIERS
BIE LB SNIP L E T, mBERIZZENH 561
2330 (Mann Whitney @ U 7. P<0.08) . TPPV - JET-&E
TIRAEFRLEST R TEARSWEENED LN

—105—



- BEFERFEUI RS (EBER BT RAERE)
SHERmEE

(K '4), X 5 2, BREFEBLRIE CLESRFEA LI SEFI oD | BARE
BRI TE 38 KOV R PR SR B IS K B AR PR RD SNIP 2L &
&Y, 728, TPPV-FELHIZIUNT, SNIP {X, TPPV ~
BATEIIEC T 5, AiiH~37 BRIETRHETEETH-
7

U] mpEpam
cmH,O/ﬁ . ;%Fﬂgﬁ
0.00 : ‘ —
7 300 - -
y | g
3 n.s.
-6.00
— P<0.08 —
-9.00
5%F. TPPV-FET: (n=4)

X 4. TPPV-FETHELEFHO SNIP E{LE

— 44— SERK
—i— S

cmH,0
50

SNIP

pilhict 30
BIEBEHREIZL BEAE B Tl RFHIEBIIE BN P BT
BETH oI (ARA]), BIELIHPE TOXELETIT, HFH
FTSNIP 1EE T L, BAEEDBEE N FTGETh o/ (RFFT)
B 5. EARFEAEFICF 115 SNIP DIRBFRIZ L5

D. ER
L. ERBREL B~ SNIP O F itk

ERIFREE BB E T, SNIP ORIEBAEMEERL, HoIk
EKRIE AR &~ T PaCO, EOMBIMR RV Z & EE SN
THD Y BRFRERE ~ DM GEETME L TP SNIP
ARMEITHAERZDO THHENZ D, AT T, HET
BIZ SNIP &I 3~ A2 & CERFRIE BB E T SNIP D& FtE
ZRRETLIZA, BERKRIEIZED SNIP ORI
BIZEAL T K 2 (R TISICHEBEMET LTV
D, HKEEBE TR EZBAEICRELIRTL, -
PR AL DB ESHEL 2> TV ATREN S E W EE X
b, Lol SFEFSIRIERFH 3524 C, SNIP Dl
TR N, RO E{L 2B TAZ LM AL
7. Flo, ERFFELEBE IZBITD RS ETD SNIP

A B, BFERARIE TO SNIP LB EHELTHS
NZ/NELI2Y (X 3) | BRBRELIZ LD SNIP (K T OB
ESNDAREN B AL, T7ebb, BRI BREIZB W
T, HDH—EFF A TD SNIP JIE R BHERA S T SNIP £
L EIC LD R RED ML R B CHD28, AR
TEAZED SNIP B LB Ti, BRBHEIC LA BE4IEL. IT

CIRASEEIR T 2 M AL TE AR REME NSRBI T,

2. F & FHRIZXT9 5 SNIP OF At

SNIP @ FVC % Plmax &HEIL TOF i3, KR ET
BUENTRETHDIEADHIT NS ¥, AHFREICE T,
TPPV ~BATE/IIFE T3 BAITH ~37 HATE T SNIP % H
ETDHIENFRETHY , KM ETHERE DM HEERE
M THIENTELEE LN, PHTFRNCETS
SNIP OF &L T, Morgan 51, SNIP A% 40cmH,0 i
KT 35L.6 » ALUNDIETEMR 9.1 {52525 H
HLTWD Y, F, Lyall HiX, SNIP O FHI{E (%SNIP) A3
32%&Tg T RS, bR FBIMFED T AN B W TH A
72 cut point THDHEHREL TVE Y, LasL, BRRE BE |-
175 SNIPEOIE TR0, B A5 SNIP DEEHE(E D
TREEZBETDHE, BATHRICBI KO T FHIC

BATDT —HE, RO ALS BEICHEIG TSI HET

bHEEZLND, —FF ., AMEIZBWT, TPPV- L E#
TIRAFRLVL, BFEASIETO SNIP K TENSKE
WA RO D=2 EN D, BFEFSHRIE TO SNIP £
EER, FTRTRICE>THARERERVIZEEZLN
7o FRIC. TPPV-ECBEICITER R B EL S A THY, K
FREOFEIZ LT, BFEASRIE TOSNIPE(L &L,
FETRENCHER THLRTREMES RIS T,

3.SNIP DRIE F5 ik L Ba R R B 25

SNIP IEIZ IV VT, B REBR BB E 3 L O B WERH 8 I
DERICBEL T, EITHETIILALERENTET
W, Ll AFREORE RS, BERHENETO
SNIP Z L &IV T, R O BN ES D WTREME
R, FE TR EBEETHIENRENT, Thbh, ALS 2
X4 DIFIRBERE D R BRI L OFFIC L, SRR SRIE
EHRTHIENFRATHHEEZ LN, E£7-. SNIP DI
TEIKEVALS BHE T, AR EEERT A TE
Eh, FFREHBSEFRIRIENPPV) 2 & OIGFHIT Ak
T RETHBHIENTREENT,

E. #:8%

Bk B E B L O 1% FHI~0 SNIP DA S, fEwr
FUZRRETL 7=, BRBRIE BB TlX, SNIP BMEEZ RLRT
WS, BEPASRIE AR 3528 SNIP HIE KB A HY

—106—



BEFEHHNFAREFMD S EBRRERRARFE
ARG E

L., FFRBEIE T E T ENFARETHILEELD
iz, F77, SNIP BERFFNAR T LU CTWOESITIiL, TPPV
~BATERRECTHEMEZRD . HICBMEASRIEI
175 SNIP L &L, FETFHRICE>THRRERERY
IBTENTREI NI,

F. X#k

1)

2)

3)

4)

5)

6)

7

8)

9)

BAMBES AL BEHFANTA
» .http://www.neurology—jp.ogr/Guideline/AL
S/

Miller RG,

parameter:The

Rosenberg JA, et al:Practice

care of the patient with

Amyotrophic lateral screlosis (an

evidenced-besed review). Neurology 52:
1311-1323, 1999.
Morgan RK, McNally S, et

nasal-inspiratory force to predict

al:Use of sniff
survival in
Amyotrophic lateral sclerosis. Am J Respir Crit
Care Med 171:269-274,2005.

Nava S, Ambrosino N, et al: Recruitment of
some respiratory muscles during three maximal
inspiratory = maneuvers.Thorax 48:702-707,
1993.

Miller JM, Moxham J, et al: The maximal sniff in
the assessment of diaphragm function in man.
Clin Sci 69:91-96,1985.

Lyall RA, Donalson N,
muscle strength and ventilatory failure in

124:

et al: Respiratory

amyotrophic lateral screlosis. Brain
2000-2013,2001.

Stefanutti D, Benoist M—R, et al: Usefulness of
sniff with
neuromuscular or skeletal disorders.Am J Respir
Crit Care Med 162: 1507-1511,2000.

Fitting J-W, Paillex R,

pressure: a sensitive respiratory test to assess

nasal pressure in patients

et al: Sniff nasal
progression of amyotrophic lateral sclerosis.
Ann Neurol 46:887-893,1999.

Kamide N,Ogino M, et al: Usefulness of sniff nasal
pressure (SNIP)
for Japanese patients with ALS. AMYOTROPHIC
LATERAL SCLEROSIS 7 (Supple1):83,2006.

inspiratory

10) Uldry C,Fitting JW: Maximal values of sniff

nasal inspiratory pressure in healthy subjects.
Thorax 50:371-375,1995.

11) Chaudri MB, Liu C, et al: Sniff nasal inspiratory

pressure as a maker of respiratory function in

motor disease. Eur Respir ]

15:539-542,2000.

neuron

G. BERERIFH 2L

H BIRHEX
1. REX
72l
2. FeHEK
D) EHEA, KEFEETF - ALS IZH 5 SNIPOF

2)

RtE -ALS (ZxF 3 DFFRMEREFTAM-. 55 47 [EFhAR
FoRE, 2006, .

Kamide N, Ogino M, et al:USEFULNESS OF SNIFF
NASAL INSPIRATORY PRESSURE (SNIP)
FOR JAPANESE PATIENTS WITH ALS, 17*
International ALS/MND, 2006,

JAPAN.

Symposium  on

L MMM EEOHE- FREKR(FELED) 2L

—107—



BB AR ERHS EAERBTIIRPT S )
ARG E

MBHBICH T, gy 7O X T AL EREREOFE A EZDHEEICEHT IME
— i 77 2 AAUDIEEICBE I 1R E —

SMEHIRE ME ¥ RRESERFR

MEEE

SRR BRI 7EEMRMM TEHARA

PR ER R A ORBRERBHEDROIHEL, FREFOQOLM LICE§5IL%E
BT, HUSs T TR AAL MEEECER 17 FEEROO W B UL TREL SR X R EFRO
ERRIL, &Y —E AR RO FMOFM 70 & BIMUTI R 18 FERR MRS T 7
TRAAMER IR RIR U, AR, HURRESTESORE L FH 5T OAFLL5H0
THY AHEEE D XS 5F) A FTREEL R - ST kDR (L, TR 18 FEROKE
R KD ARAZ O FE Ik fr O H BN A RIEE T,

HEARE

INFED DY ABETEY IR L NRHERF
O HRAZRFY (RTHETFD (RBENETY | AHF
BF" | PILEEY BEROHLEY | BEHWSZD KT
L&D ‘

1) ER R RAMERT 2)EfRY 3) 5
ERHERE RS 4) AAKRT+FREBEHFEHRY 5)FH
BT RS 6) BEE S— AR 7) WESRERE

A BIREH

AT — ATIE, MR HER RS ORBRIEE
PEHRAICHEEL  FERFOQOLDM LIZETHILE
HENC, PR EER ISR DS 7 7 XA MEIED
BAZE N DOWT, R 17 LV AN EPE IV THY
A TWD, ARELE T, HURS T 7 224 MEERCER
17 SEEERR) O B AL TRETL, ik 18 4R Rt
Y T T e AR MEREIZ SV THRRL ., ZORED R4
TEENC T DF A FIEICBEUTRETL,

B. RA%
1) kT 7T ERAAMEECER 17 FEERDY R A
[hle oAy )

FRE 1T EEBIUNER 18 FEERFERBERIESEHE
THEEXICBITD, TREAAVMEEOHREZHRICED
DGR e, MIBEE, SR EEICREDLIEE - E .
AHRAE AT D2 DI R EE I THIL, 7EAA
REOHBACELThEL., TOHBRT XA
FEREECERL 18 £ ERR)Z1ERLLT=,

T EAAMEEERWD, ST FIRE) Z KL

RAZTEEN L DRBAMRMEIZBAL TRETLT,
(fm L ~DE &)

THETOEBHEREMEEOGEEEL CRIRT55
EBNHHZEITONTIL, SMEICCE TR RL T ALY
157,

C. AIR#ER
1) HUKT T T EAAMEECER 1T EEROLR
JoXtll a2y g
JRE 17 EEERRHUE S 7 7 A A MEEIX, TR =
DR THERRL TV, .
HRL BEMBRICBITALSEREE O H KK L
EREY—E ADREHFIRI
R FHEMBICBITAALSEREF ICHDLIER
BIREOBELERF Y — ZAOMEARILOFE
1 '
B3 ALSIKBITAER Y — 2D TR IE T 53R
& OREETET)
LB aRED
AR 1T, Btk s, FEtukickiTH5AL
SIEBEHEOHERRREER Y —EXOBRIZE T2
STHERESN TV, EEMICEE S OBRIT. AT,
HRE. FEEH, WAL, BLOW Wb, iR E
AT —a O,
ALSH#EE R, JEWRbE. B Rk, S E#RT —
Tayv, EFEENSOEEEMBELR. 2. thEhn
DAL 10 5 A%, HBVIEHFE 10km2 b, B O#EK
It 5E|E TIRRLTWD, ALSHERE BRI OB
WOWTHL, FEE 4. ADL, R EEROE &, EFE
MBEEOERRTUCINZ , EFEH —EZAOFH - HeElk
WRARTRL WD, REBENICRTDT —F—2
LLTOMEER ED AT, TR LBINT 5L
OXBEHDBIERHES, ZRDbOmE B AMA T, #Hiikld

—108—



BET @R FMA RS (Rt RBRIRAREE)
SHEM RS E

LTERTBHIEELE,
(1) B
(2) RIERH B L UHRIER
(3) KE®ROXIEREICBEELT, FHERFES
(4) IrE B, B AR ESR TR, SHA0H EOR A
R
(5) RIEFRENITIITH, BAREERFE, BRBX
k. PHERBADEEMBIC T ANEE
1Z. A9 15 A/km? D HIEDS 4000 A/km? 22 2 HERATES
HY ., HIEERRIRNTG | ZOHEHTEEL T2,
(FrR=C21 B4 285
FEEEEMIRIZ IS, BRLUE BBk
AT RBEOEMRMEZOFNALCTEN, &
BE@END, $— AOFARIICKEEES
HTEMEREN., HHTIT, FriE2tL T,
TALSHERE IO ER A REEDOEMKM
LEDBRBE I EHH T A0 — BT S
ZEEliz,
(BR3ICBE BRE)

B#RA2ZH B L, FEN3ETHILEU, Fiik3iT.

MEEEMIRIC ST AALSHERE ICHEDAERE RO
BLEERY —EAEERREOFMIZTTHEOTHY, T
FLARDFERIRTIZHOWVTEERKL, 205716, BE
FHEEATHOLDOTHD,
a. HMZHE-BELHEOMBESE
b. SERED ABTRIER ORER
c. VASNANTT OfElR
d. FRIE#EORER
BERRUICBNTE, 24 OHEBIZHOWT—HEL
TRHEZAT > T, FHEOR S HOEN
72> TUEITEN BRI NI=, ZDT=0,
F OO S A RENC IR L, FORMIF T
FHhE T T AEREL T, B L, B4
DEEE, FitDEBNTHD,
OB LM QBETHHEDHER
EREIRIT, DB NFERE DI — ROF| AELE,
@F 0, @A
(BkX4)
k4, REETEESLROT-H DR, Zhico
WTiE, RIEEBIORRRESFMTELLIC, BELZD
R, BEOHELBRTHIEELT,
2) BIROHIRT EAA MEEOF I+ 58
FERL RER 5T, EFEERORRE DR DL
L E DI KMEE T, FA LY =R EEBICHE D

T DT ABEMB RS, F7-. L&
Nl ARDEE, AORTEDZY, EFEEROK. b
DT, BEHIEIC BT 52 FEREDER Y —LADE
RECHELAEEEEEE)E, FOINTMTL, Mg
Bt JRTERE Y —CAOFRE - FRE 12 2FT 5.

CIDWVWTHELII AT B LETHD,

B4 BRI SN 25883, EELTRvE
LeRERE, HOVITEE TR, FTHETH 2L TLO<Te
NELD, HDNT HYREANLV T REZERY,
xR RESOFBEPHIND, F-TCITMRTES
DT, BEHDWVIISEED N TENKA TR
SEBORTBLBELRDBIELHY. FRHEMmekL7-.,
A RIREHE S R RELRDLIRERA~DLEE DN
ML RIBICERSh T,

D. E%&

BRALDHUTHRRUIC, BHROHUET £ 2 A MEIEIT,
ALSTHEEELZET NEL T, FERAERNOFETIE RS
b, IR RO B R < b e
DTEMTED, BROREEEN A ALY — L DOEDT
HDEEZLNT, FT-RIFRC, HIBIREE R HE R 5
B BB U TSI 280 T ARISEDHE
JROFIRRTREMEIC SV Th iEia -,

LAsL. HUSEERORIETZ BN B B3 EL T DR D
HIREZRIRRE . 2D BARAY L SHE SR, (Bl TR
AR ElS N, 51D, SHITERL, ZOF|
R, R EFIZOWT, FHBE T A D LB
bigfan-,

E. 5

FERE 1T SFBERROO S B AU BIL TRETL . BER o sl 7
TAXMEEE(ERR 18 R A PR U T2, AFAEDIRA
MR FTREME L RSN TRY | KV — VD& 5% k& 5T
DB DN TO BB TSN,

F.B&ET5E-2MRHR

D BRTHEF DEIES, DEHF. FAZR
T WA R F | R R (2 30T D i 3T
BAEGCETIFM. REGAE, 72:
47-58,2006

2)  NKHEFnT . ADBEAF . FERE T DNBRE R,
ExkE—. REDML. FIBE, FHREEE. K
TEE LAE EEEET. EEENES
~OBBRETRV-TEEREOHY FRat®

.—109—



3)

4)

5)

6)

2)

BESHRFHAEGS EBIERBTRIEEE)
SRR EE

¥ WEE ERITFEREAYBEE AR
BEMERSHBE (EANREBREHESS
£5) #tHAEAN 2B HEEFEGS.
2006

Nk, i, IR, BT BEf
F. @I RT. BT B AR
BH#EAT —ar OV —E AR BERICE S
MEMEFE, CRI1TFEELEFTBEEZAN
i EEAER SIS (B ANRBERHEE
SEES) HHAEBEAN 2EPEBEESTED
£ 2006

HEERET AR, AT EEHE
BEEEIC T AR IEBOEYHFICET
R HE-BEHREE:123-176, Rkl
THEEBALFSBHEENMMEFEMER S
& (ENRIERFRHEES S | 2006

INEETFh, AT HALS, TR
AT 4 —EEEANTIERBEEHE-H
HIRFERED, FRIIF=—XLER - EIEX
B RZBETARE. ERR 1T FE R
# FEERICEATOIRRESE. FIRIH,
2006

KRAZEF, FHEEF /M- DBEF.
N ERERF RIS W TREFTICRD b D
TRIRBRE ~DOFBEIERERE. AAREREEYE
22K 10:218-223, 2006L 2006/3

NRAT . ARBET AR SRER &
EHE, SHAT /DMI—F, MEIFED )
FiEfF, A ZfnF SHREEICBITS, #
R HEREEDOHEMFLICE T OMET. B
11 BB AEREEFDEWES. LB

#211(2006.8-25), (A AZRFEHFRE 11:52,

2006)

BOFE—, EHFE., AEE, AR AR
F. AP NFER AHEF. RRD2D
X PIEZE IRILEEF. REYS . AT
FIRHERT  EEREEREREICRT
AIah e E R GHRIZH) JoR AMHICET
R % 11 B B AEREEFSFINES.
b 3E FLIR H(2006.8-25), (A AR EESF
£355 11:55, 2006)

—110—

3

4)

WNEDBD DT NAHETF, A=
Fn-f  ERERR T FRRERICRITD, RS T
VAT ABLORBRRBEOFM S EOHEEIC
BT A% — ks T T EAALMORREID
B4aet—. F 11 BIAAEREEESY
S JbHEEALIE T (2006.8-25), (B A#HER
HEFAEE11:56, 2006

MEMEF, BLF BT RTHTF.
FILEE AFHEF IR ERF . EEATL
PR 254 R S 9S BE D RIE R RSB 45
BREt. Bl BB AEREELESFIRES. 1L
HEE FLIR H1(2006.8-25), (A ABRFHEFS
2K 11:72, 2006)




BEAFERFMFEMH S R MRBRRAZEEH)
SHERTZERE F

BACEs TABLENEFONAEVHERMEARELE R E D T HMNQOLO T

SIEMAEE JIH X BikEHERSERRAERNT BRE

MRES

U HE ALS BBE DEIEAY: QOL FEMIZ BV T, SEIQoL % SEQoL-DW O HMENREN
TV, EBRICALS BFIZSEIQOL-DW E{THE, BE S TKBARZENSH>EITFHAR
WIEBI AT, FZTALS BEIZSEIQoL-DW A EM L 7= L 2 IKETONAHE B 2HOHNU
HIERLL SHICE MIZEA B 2EMTEHIOR KT, ALS BFEOEBM QOL OEME1T
T, ZOHEX SEIQoL-DW DEFIMBAEMNINTEY, SEIQoL-DW TKRHHIE“HyTE
STRFRSOOEF BEFHIBH, FFHNR NS QOL 2 HfE TR AT

BETZ o7,

HAERRE

ERBTEBRED, shAksth KKFED, FH
Mg mLERED RHRAD LACEY AH
mAY

1) ESLIRBes S s RPN FL, 2)RITE RS R

A BEBEM

T4 ALS BE OEIER)7: QOL FHMic v T, SEIQoL
X SEQoL-DW O fF AN RENTWDA, EBIZ
SEIQoL-DW %1TH&, B 3l s TRFRTENSDET
BAVRVEBI AT, DL EBEICH SEIQoL-DW
DRAZENLRBLEBN QOL FHMb%E1TALZHiER
R D,

B. IR A
LUB% T ALS BRE T SEIQoL-DW Z1To72BFIC R<EITD
NiTEH% 30 AR ICEELE, (KOFRT. B4 THIT

D& BE, ELFR (GE, 2/53) | BEIR, HEE, HEIR . K.

KD K, R5E, A2y —ar TR AT
g BB RELROORE. WMAT L B, KR, K
A ERBERE | FEUS O EE N, Bk, 7L
v NVary fE B R kE RIR) IERRL
&2 MBIEENIZTEED, ENZFHZESh b
IZOWTR A, SLICHBICW S THIEB ZBML
TENZEEL, BRRICENTZ T EE D, ENFETiX
NTWEER/ T, $FNOOE B BHRRIS2 DRI
EENZTEEThoT20, ENFET I TOzs

WICOWThHE RN, BEEICOWTL, 5:ZhHTEE,
EDIGYVEE 3:EHHEL VRV 28IFEHE TR,

LECEETRV, Y-S L0, EHXTHNWD
REDID  1-5 FTOEFTTELLN, ELT, i
BEIZOWTIL, 5+ E&nTWa 45072l

NTND 3ELELELNZI RV 2:HFEVREI-EN TV
WD LIFEAE BTSN TV 35583 B0 A2,
EFTHWOWREDT=H, 1-5 TTOEFTEZLNR,
EUTe, iz, “BIRl=DBRIE, RORRIT/LDR10, £iE
DOEIZEEEDTDBETHE 100 SFARTTH2 "L
PEERNATV BEVPEBEOEOL )V ELTHER
EELZTVDLDEHIETRL THLST,

FERIL SEIQoL-DW THWWSBIAFIEIZHEL T asiikL
Teo BRI OWTIE, FHEBIZHLTH 2525 &, 4=4
FL3=3 50222 R 1= L BREE TR0 mEE LTS,
WEEIZOWTE, FTEBIZOWT, %K 45=1 &, 4=0.8
A1, 3=0.6 47, 2=0.4 5, 1=0.2 5, %4 E=0 S EELAEL
7o AD QOL D TWBRL AR DO K& X (A) DI
BLLT, 2EAMNTAT 5:XbOTEE THHIES
% 100 SELTUTOINCEHTELE, (A= 2 (&
HHDOENSOWEEDD L8455 x100 / 150, ZOE(#E T
SHIZHE B 2N M TOLEE 100 AL Eic/epZ 0
HV5%, BAD QOL KT mEBUNILL FDIHITRD
7oo B)= Z{(FHBDENKHWEEND S5 x (Ehl
DUMB TSI TN DDD 580 1x100 / 150, ZHEBTES
ARUIRBANIDOWTE 4 HEL, E-“bRl=04%
BEOBEIZEEEDITHETHE 100 ST R<HWTT
227 EVHERTHELNIHES B DRSO QOL fiH
LCHeRLTZ,

C. IR#HBR

FAE R RITHPTIC R 18 4 8 A~12 AIZHBIC T
AT ALS B 12 4 (5B 6 4. & 6 4. FHFEM
65+5.9 i%,ALSFRS-R ¥4 20.6+14.9 &), =k
n—LeLT 6 £4(F 44, & 24, FEER 58.1+4.4
%o

ALS BEOBRFED B IR ) 72.8 8.0 4, iBEDRIL

-=111—



BT @R E R H#ES R ER BRI ZEER)
ARG E

SEIOD T 57.8214.6 45, BAEDFH SN QOL {EHF
¥J44.5+13.4 5, BEOFHEINZ QOL fED FH)44.9+
16.0 52, BHED B C-50 QOL fHDFE) 57.0£23.5 A&,
BED B EEAD QOLED¥EHI89.0+15.1 4, BRIIZ
FFoN-HE LU TIEE, B OBERRE (o, BV
&), BF, BIERFOZE, BEE, % FHIE. #ig.
MNMFEEW, EhboTz, @F 2 ha— LV EOBREORL
SR 70.66.8 ., BIEDFHE SN QOL fEDF
¥) 51.3+10.5 &, BIED B A0 QOL BN 62.1
+14.0 A,

D. E®

A R B Z DT TAE ALS B OELFER7: QOL 1l
IZHBWW T, SEIQoL DR HMEOBEINWEIN Y, 20F
BHENRENTND, LZANERIC ALS BET
SEIQoL-DW %1T79&. B AMCE - TR ERIENE OB
T G LpoTIEEITHLENV, EEZAHAHY., FF I
WBZEMNH-To, T ALS BE TILETONAFa—
IR L TWOBEVY BEERH DN (FIE. KA. HAHE
B, fpE, B Y EE/LoL—ar WAL B R
TR, KN IEROELT, EF R 2RE) BB TIT-
THRIETHoT, 2T SEOQoL-DW b iEbh7- 4k
BOXa2—%HbMLHERL, EHiIlFa—%2HBIZE
INTEXBLEITLIZZET SEIQoL-DW OEFTZIY AN
BB ELTZ, ZHUC Lo TEDICESTKERIE
MBEDETFHNDENENICLDLT QOL 2HET/RTZE
MERETZ » T2, ZOEIZEIL ALS BE NI o —%
FIRALTHE-T2728, SEIQoL-DW & £720, ALS &
B EBEIC ST,
SEIOREFZHRICONT:OFERRLZEBZANT
FHEL-BELIRO K& XX, ALS B3 12 fiH 11 fITH,
FELBEDF IS oz, ZHUICH TUTELRO1HIIE
EME T EE TEHREBIAA TODERL TV,
REZZRLU DS, BUERO KEXLHBELVERIE
DI PKEL 2> TKEEZ -, ©H AP QOL iz
HAFHELT- QOL DI HMEL A B EMEL, ZOfHM)
IXALS BF | /EEa b — /L EBRRRIC bz, BIIED
QOL #ZELTWDE5E ., @DICEX D AR, BAA
DOFETHARREMENE 2 Dz, @B ALz ED
QOL T BFED QOL HIZHEARKREVDIZ, FHESh 8
F£0 QOL f#EIL. BAED QOL A EEN/eM > 72, T3,
BEOBEOEEIVNE W, 5HHE EREIVNE <7
S 7=AlREMER. BORSA LZiBEO QOL EI3HE &t
BMLTEATLED ZEMNEL HMMIZEDIZRS
AlRetE 2 E 2 /2. @BED QUL ZHIE T 2LMCBEN

G 8 AR N RD TOB DD RN -7, (BE
ErEL, MEEMEOEBZM AT HE QOL A Eise
Bbhi)

AEMEDOMBESIZOWVWT: “CKHLNWEETY
D2 " DERMB NSNS FIAEL, KRB
EEEZFPRWEE -, TERBMICETON
I B OEMERTRIE B OBRFPLETHD, B
BREHIY72»> T, BEICECRLIERVEREL L
15, BEOWEF LT HI-OHB L2 D72<{T5,
HEHORVRIER ZEDEHLDENARDNEIND
BEPLBEEEZ T,

A EIOERF LT SEIQoL-DW OEFEAENLIZHD T,
“BIESTREFERSOOERFDBHET HNANE I
5T ALS BEO TN QOL A3l cHRTZEMNERES

277,

ABFFEILE SLAS TR RS IR £k e fe B B = D7KGE
2/ TToTz, (FEEF S 06-13)

F. iIRER

FRER

D ERBT. EERE, sk, KKFE BFRE
AT BRI TREFERIENRET B
W RGP R B LIE(ALS)D F 8L QOL 3.
5 47 [0l H AR F RS B, 2006 F

2) Satoko Miyatake, Satomi Okahashi, Mikiya Suzuki,
Manabu Otomo, Kana Yatabe, Katsuhisa Ogata,
Shigeru Fuse and Mitsuru Kawai: The diagnostic
duration of amyotrophic lateral sclerosis, Xlth
International Congress on Neuromuscular Diseases,
Istanbul, Turkey, 2006

i Clarke S et al: Assessing individual quality of
life in amyotrophic lateral sclerosis. Qual Life Res
2001;10(2):149-158

i Nerdert C et al: Patients’ assessment of quality
of life instruments: a randomised study of SIP,
SF-36 and SEIQoL-DW in patients with
amyotrophic lateral sclerosis. J Neurol Sci
2001;191:103-109

i Neudert C et al: Individual quality of life is not
correlated with health-related quality of life or
physical function in patients with amyotrophic
lateral sclerosis. 2004;7(4):551-557

v Bromberg M et al: Comparison of instruments
addressing quality of life in patients with ALS and
their caregivers. 2002;58:320-322

—112—



B4 HBR ARSI E EatbRERIRPIZEESR)
ARG E

BIXEBACE OKHEBOEEICLSHRENEEEZFROEZRT S

MEERARE IS F—8 WeEB2s)=v) Rk

MEEE

B ZEBIERTE. FICEEEEE BEXBEEETOEERILIFEHEL TV,

A. AR B

BN XBEILESKBEENEIEDOL, EESRIE
RO EEEEESAIEBEOMRE T DB
PR EEZLIHTL ., BIOEEIC L 5HET (care
giver) DIEEFIRINEELET D,

B. ARAE

BENESHEA O EDORR-Q3URED
- Q@ B SR IEDOR RO = LR X . QXS
D_EOYUFEL, @B M XBEIC RIS RIDYEILLS
5t 4 EOBEMOEED, MEEEEZICRITTZEICD
WTHtLTz, :

C. IR

1) #EBEORAMLIBEBICEREINZENCIE, TiE
Bl SRR Breh | RS AN HELTR T
LTS T, FEFEE RN EL T,

2) EBROFINHE T, BIIOR T o zns,

1) LRIEDIEREZATOFEFT ThivE, KERED
A[RETH T,

3) 3)1)2) DVTHhOEHES, RN LI R R
RIETERIORSRAN L EE FTRE Th o7,

4) XBPROE_ERECBOTHENEO SFHOK
DEcHE e D, SEREHAIOD B (R iR L TITW
G, REFRISIERIO J kM ilh —HEAL TV
HEFEF THIUL, REFHRERS BN EORTE
k. ERET TR YT DL TELFHTH -
oo REEEIBER O HHN#EE L EATODEE
FTOBEITIE ., ZOBE TRFL IS TUVE,

5) BEMXBIKCIAEENEHITL, EEARNE:
BEEEESAIETEOWTILDS, 3REHihidiE
BN AR TBBITE T U, KRR
DHENELATOEEINT, TN B CILES RS
729, ERRENEDO R MBI LCESTD
P, EELRTIUT D720,

D. &%

BRI EM TA3BZ 1T, FIAERICE> TIHED
HIBREZ20AFEL W, Lol BEEZRDHEMOE T, B
FHNZESTiE 1) REFFESTERID & (R 34 HIlL &2ks
BINE~BITTD, 2) VT OHELE TS HRESDEME
110 DOFTNDEREREND, DIZBNTL, JhKE
REER~OBITRITONDTIEASD, 2 ICBWTL, ER
HIED LN SR RE IR 577 OEEBET 57
WIZ, MR T AEEOER - BFEREEL LI0RHICHE
BT TR IRNEAS,

TTIZ, I N — DERRR AR KT DRI
BEEEIZEEMNRESN TS, ZRERILEIIC, HHiZ
PR SR S BRI T, MR B RS -
EFRNEEZ T, Bl 2 BEEEORENLEEND,

1) B T, AR ER s fE o 5
DEE . FEEEOENIHETSETS,

2) NEOEE R BT, BHEEICHT
N (S 5 A ERMEER - 5E) 235
VEBERDD,

F. G2FRfEIRIAH

G. iRHER%

1. X FEER

1) 24851365 RIEENA T TR 2T
LOREGLE AN TR R B DT PRS2 )
BEFEREE
Rk T # MR EHEE R S MBS (B AR
FREESE S EESY) 2455 0124001 =
FTAEE NS FB

2. PERE

DJEFE—R R EROEEERICBITIRBEOF
JE S SREELIGO REL, 5§ 17 [ B AREEEFF
REFTES ., Bk, 2006

H. MBI EE O HEE- /KR
1. HEFERE L

2. ERMEEHE L

3. TDfth 7oL

—113—



A IR R RS (AR BRI

DHENTREE
=1
<BENENDDLTHHEE>
HEM
el 0 %HE soﬁuuﬁﬂn*xi 186305 “ﬁ;’fgfgﬁft
2003/4/1~ 2,100 4020 5,840 2,190
XBR 004/a/1~ 2,310 4,020 5,840 1,820
2005/4/1~ 2,310 4,020 5,840 830
BEHH
w8 1,580 ;ﬁr:ﬂ:%;;:gg
Bk 5800 750
2006/4/1~
xK2
ERISTOFBHMEOLER
HAEEE B MIE % (K $6) 3]
A SA 188,496 138,460 50,036
B A 51,485 50,117 1,368
C A 39,537 25,690
(L, : : 14,204
FHRBIE) 6,157 5,800
D A 20,155 13,650 6,505
E A 67,671 40,950 26,721
F A 43,590 33,540 10,050
p =] G A 51,345 32,680
(EHS®NE. : : 18,704
) FHREE) 2,439 2,400
H 4 16,816 10,320 6,496
o 1 XA 16,756 13,330 3,426
RE J XA 6,739 3,440 3,299
K &4 43,648 33,960 9,688
L 2A 395,535 25,800 13,735
M XA 18,486 12,040 6,446
ERBE N A 57,066 42,230 14,836
0 XA 17,712 10,320 7,392
P XA 6,739 3,440 3,299
EHE Q A 12,723 7,940 4,783
5 S ¥ 707,095 ¥ 506,107 | -200,988

—114—




