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ETHB,

F. RERERICEYTAIHR
L

G. IR HE
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D IGEEERE, TR ZEHE MR 2 (L JE (ALS) OFE TN
WAL OO EE G A, EER 597),
347-352, 2005

2) IBIRREE, L6 ALE & B e\ AR NG R AL
fiE (ALS) BB BT 08 8 HBidh 2 ELEEL T
HOREME, EFE 59(7), 353-357, 2005

3) AT, TALS HROBEI-EMIIEIZITEDLN
Teni18 L DBEOHEBENL-], EF 59(7),
358-363, 2005

2. FRBER oL



JRAEFBRAIFE R MRS Gl MR TR TS 2E)
AR

ALS [ZHBITHM IR EBH 51V DEF

SETRE MG Bk RRSraRRkaeRREER
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MFEFEEFREL 2T N —T T — 72 IR LT, SRR A HL oD 5 b FE4E BR Y 5 I
W 1 & W B 2R IE S DWW TR BTSSR CHARTA LV BERR T 52 EUT, FRFERIC

DWTHFEFTLRLIZ,

A. TR E R

AR AR LIE (LU ALS) O REE IO
LR, KREUVIHZICA TR SLEH AR EN
B JE BF W 9% 1 ( TPPV: tracheostomy, invasive
positive pressure ventilation) 2 T4V T&7z, IT4E
Tl FIC R~ A7 %4 3 5 BRI E MR R A
( NPPV: non-invasive
ventilation) ZFIHINHIITY | BRI R 2
VR 4 B IRIR 28 4 BE & 72 5 LR DD O BRI & B D
WTBEUA =MD I 8070, 22T, ALS D%
EHERICOWTRHERTVARTA BN ELE L
BNBIINTIRY, KEEIITARTA L DB FEVERT
LTkl

positive  pressure

B. ARSI D4
ALS DM A2 2B RITLL T D 4
RICEREND,
1) FRRF RO RE R AT & T 68 T - BRERAE IR « AT S PRIK
BHERE, BERAEHEFEN G E
2) WEIR FRAE R v - A LR B AT
3) JER BEA B L MR L (NPPV) B0 8, AL —
AT N HERF, £ T QOL BB L& T
4) JE Y E BTN TR EE  (TPPV)
BT DV TARBF R DR A KR UTHAR T A
AR T DH A HARTA AT - (R AR - 55 20 -
BRI O SRR BANIC S B I kobor
RHRETHD,
220, BERESG COLEELZERL, £7°2) DR
B RS 3) O NPPVICHOWTERHRN A A B3 LT,

C. MR Rk

ALS (23 DFPR S RIEIC DWW TR ERIC R E L
HIRRAIRS DI, £ZT, Fak 8 FELYARMNSE
P2 361 54y TSR & U TRk AL SE i L AR R & B 40

TEIPR SRR E T 17T WA ORI LIER L
77— ahavEER AL, BRSBTS ALS
R AR ER IR iR L AT eI LT, Tr s
T L& LN TIOR T,
(1) OEE A « B8R D AR L S I LA FFAE - MR oD wT )

AR

@ B CORER o [a] fEEE)

@ WIEME T RER O [R] FEET)

@ EENL TR D FINEHED D BT

@ HENL TOMIERETH B H 04y BiEEE)
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® ML D AR T

@ KEafhDOARN > F
(2) PERR AT B E LI 5 — 2 D e 3

b TE A B
B LT 09713 D IR, SRR IRRE

B)BE M ANBREL Tl AR REPImax)® 30%724>
L 15%® ThresholdTM £, £7zi% abdominal pad
L DREREIEA~D 500g - 1kg DINE AT Z 10 ., 1+
2lal/8

o7 as T MERE, —RRAICAT oD TR I
ELTD (1), MR A BHIEE LT (2) | 8 B ZE M ity
AR E R N TR 2R D O BR O 5 188 % R
FIELTZ A B2 L LT (3) BV L > TN,

ALS 13EITHEOE BT, R R 2 OERE RS20
EEING 24 FE N TIER SRA S5 LTREEE T2 ©
FRHINTEAEL  REEIC L > ORI B RIEONE L%
ZAVENRDD, FZ T, 6 DOKBIIISEL 7 ahal
EERL LT, LU, ALS FIDMEIZ 2 T 4 5
T OO TR BEOERBIZLY N TR FIEDE
PFUTITE A DD, 22T, ZOBEORBIIAT—T
A TA)—bE R T,

HTF)—E, AT IY—1 06T —6 ETHEIZME
WS SR L PR BEESEHD 4R NPPV,
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MEWG R ik CdhD NPPV & TPPV 1334 4 B8 &L L
WG DEIET D, o, 2RI A TR R EE 5
TTCOBIGEN T IY—1 2 2 IO BEE 235
LEZLND, LT, ZOTaban TR, A7) —1E
2 TR A HERFRL RS B AN BN THDHDIT
U, BTV —4 Db 6 THERERFFREE D8RS TIZ
A BITIT A2 DA E DRI LD PR AL
RN TND, T H, A7) — e ilD
N TR ESR DT T OBLRICZAEL THHI LD 2D
Taba)LORETLHD,

D. NPPV
1)NPPV OFANHRAET

NPPV ZF AU 72 e 8 LD E ANSBRAF T

ERBDORBRNE, ZOHARTAL THEAENTHITT
VEREEAEE¢LIELUL, T3, BUTO 4 81TH
B
(1) &AM
(2) EAH
(3) M54
(4) HEF5 IR 1A

A MEHNE, BEO ALS OFRELEBLIESO
FHIEARH TR CHD, ZTITTBRED ALS OB
iR, BRI O E  RER W ARG EE 2 LT BR
WRESEAESBRECIXE TV TRH#ET
LELU-, BAMIL, NPPV 3BV DR
THY, ZOBFHDOHARTANTT RAEKB 0B A Kk
A MO B SISOV TERE T 5, HEFFIT, B
23t NPPV (215 QOLHERF O B A AR I Th o
D, BEHEORATRE 2 DFE EBI K YIZRRIRO T EARA
VMERLREBEESTHILEL, T, R THINS
HEFFREER AL T TPPV ~OBITLE D T-BEDE
BEHERA~ORVEA FITbMND T EL LU, M
BEH A~ R 5 BRSO BR R O S 1T 23 - TRAT
T H, B _EOMBEALE P X T D, R0 ik
g EEbIC NPPV & TICRIL CREE 975,
2) BRBRIE & 0D B

NPPV (Z X DM G, BRIFEIC L AR ER 4
b RaE A (B - Rk - g R PR - R E L
PIESEE T D, ZABIZDWT, BRI At
DM, TR BEEICBEEL TRNESIH E SR
i (PEG) D ERFEHITOWTEE T 5, 7o, Wk HE

HUZ DWW T, B8R % AV 2 5 EE L e B 2 R vk & B
LU FE, WS EICOWTRE T T E ThH
%o
E. #5%

ALS (ZBITAMERE A ARTA NN, BEAERK
SIS TRELI N —F U= I0 B F21E
FRUTe, RAEFE DA IZ BRI /e £ L0 % i 375,

F. AZEREK
% 47 Bl B APPSR Rk 18 5 5 A 11

CH~13 ) ICBWTRETE



R &G BRI A Bl S e MR BRI 7EE )
SHERTFRERE &

FE L ERE2— MR RARIZH T ANPPVOZER
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FE L E R 7 — PR AR

A BIRE®

W1, FEREAEHSH I (noninvasive positive
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—JEFNHE A ETET, IHE, thomBRBICLE
JEDSPEREFL TS,

KIE PRI 2 T F ZE G U R B (L SE (ALS) SE I
D R EIT IS, ETNPPVORE AL EE
BISTEDTND. LLEENE, ALSFEIZR W THEN
PPVOERITBIED LT AR I TR,

WMBETIX1999FITT 2 ¥ v U BT A b T ¢
—EFIINPPVE WTLLER, 4 OFRRBICNPP
VET-TE. SREFGER, mRUERE Z—IZB
WTINETCNPPVEIToISEGI OISR A, i, F
BITOWTHRAEZIT T,

B. IRA*%

YBEHRANEHI TNPPVEIT S T3 TIE BN DV THE
B, TRIZOVWTRET LT, 3TREFMDOHNFITALSH22
i, EATHER T AMeT7 +— (PMD) 23861 (OB 641537
a3 ) 18R JAE M R B At 2 FEAR PR R & (CIDP)
D36, ZRFEEREES 20, LRMEEE LTI
ERESENENLH ThH o7z,

C. kR

8HIDOPMDIEFIT £ B2 E AL Tz, £D
56 1 4 233 8 K B JE ¥ K R 15 (tracheostomy
positive pressure ventilation: TPPV)IZR1T, 140
MR 2THRTL TV e, 6HBNPPV F CAFELTH
5.

22HIDALSTEHIDIL EAIZHII LI D A3 15641
(68. 2%) 72572, 15HIDIHLTPPVICBATLIZL DIEE
fil, NPPVHEATHIZFEC L7zb D562 -7 (£1). T
PPVIZEATUIZ 5B DA TER B 1k gus 24, BRIFREE D
HEITH26], BEERBLLIZLOB1HITH-o72(FK2).
NPPVHEST 2 FE 1 Uiz 551 0D SER LI R 42 A3 345l

Jili e S22 o7 (#3),
PMDBLUALSUUADTIEFI DS, CIDPD14l%
BR<641(85. 7%) TEAIZKINL T2, 6HIDHIHIE
W ARETHTCLIZCIDP1HlZ RN 5HIRAF P TH
5.
NPPVi{T o IZFE T L2 TRE 0D 5 E 545 75 FEI <4
IR EL Tz,

D. &%

NPPVEASERF DR DK JIIER AR £ TH-o7.
NPPVHTPPVA~DBAT (X BR R D HY T L IR0, 23 5%
3B Lo Tz, il 2 DIEFIOBFINHIE, ALS
FEGI CNPPVE ARG N WBEREL T, AR A
TUFVCHE0%RREIIL T L TWBESID K L4504 4
HTNBZEDfhZ, hRBICHEL ORROZ AN
HThHDHIE, ALSOTEMEXNHINZRE T, NPPVIZ
FLBIEMBIRITHIR A H D720, NPPVE A OB
TINRFHEERr—AL L NWIEREL BN, EFRR
NHH AL RBTPPVEIRARY, ERERALE A
L IINPPVEALREL TS, ALSIZEBWT
NPPVEABREINCHERDBIEFI NS N EDE R
HLHLD LB Db,

ALSHEBNIZ 1T ANPPVE AW TIEE AR
MR ZR DFR EL EHATIOZRRE O, LT, 5573
AT — LK AN O RRT REBERHHL O
EEZLNS.
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EERBL, BEOHTRKEMOARPMEL CODT#ELE D, RIEEEOREL
RIFITED R, FEREDDRBVERERPHAETERHRD IO, ERE IR T

B> T EDRHD,

HEFEE

BIREER . I . REER . AR K FH
HORUCER AR e R P R
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A TIREMW

PR T, AR ZEHE AR 28 B8 (L AE (ALS) JE 3 205 R R 5
BRI A % CAETE SR DER I/ > TETWVBHTE, K
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ANZVABETHIENRETHD, FoEBRIZ TPPVICE
VIR i3 BRI %l % CHE BRI 21T o T D B F
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B. MR A%

TPPV T 94 H»b 20 4R (Y 8 R[] 78 FFUR
BEIToTCVWD ALSBE 104 (BHET4, Lotk 34,
TEEFERD 62 ) BEIOBHEOED#H (9 AR
B, 12T T 2 B Uiz, Ybe TIERRL 7z peE 2
EERAEZEZ AW, BEORAELDLIVITHE T HE 2
— &7 270, AR EEIRANC SRS B b1k
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DINBA, (8) AEFRDEEL HLAEXFHEEZ-DVT, (9) S

DFEHEITHOWT, (10) FHENTOBREOHRENZOWVT,
(11) BEOEESBINTOWT, (12) SEOAETED LT
L TETHY, B, FIERENEUCEREE L,

C. MEHER

LTI, EERAIZOWTEED TERHE T 5,

(1) FEEFREECSTHER, 38 BUAERICON
T ARREFITATHIRDORB| D~ 7T — 2L T,
6 & TIHTFE (N 5 LI~ N —E5HY) . 4 &l
WTARR (N 2413~ 3—BEH0) & 10428
ISEFRE IR O AT LD FI23, A oA iR
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REDD RV IREBICH T, N H#ESITRRITK
DRIGELT, 1 AN EFELEOLADL LT, BE4E
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(2) BRDEEDGES, FEATATENLHRE
HOBEMRICONT: TASOBEENFEIRCENLS DA
TR THD  DERIZHL T, HaboTW\a)
2N 8 4, HREREENHIFROMESTOF - ~ L/ — DX
FHAEH AL TR WEOBB TS TRV 2 4
Chots, TS ERIZ VT, EENRTFLEED
FEZBELT, BBIEFREELIIICLTEY, 2o
M, 703 A7 —Fy MR TN,
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T:541E, FIRIZT CRAEERBIEE ITHM 5T
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HBNESEEL TV,

@) EERBEFTODOHENVCELA, #HEEOBEHY
[ZDULT:4 AR/ aFERICLATEORZRSORE

IEE, 4 & BPIEEFBITH DD LIEHEFIHIEL D AT,

3 HBNTLENWIDAR—VEIE, 2 £0WRTT, 1 AR
LETO ALS IZOWCHIR, | 42 ALS 2RISR S
IR IR D A DB A ETEDHEL A0t sl
DREADYELTEIT TNV, — 5 24 DPEIZHOVWTI,
DX FEE IR BT 2 QU o 1o’ Figbd
I AEE X > TR LI,

(5) SHDEFITBELT:3AVBEHORRADER, 34
DI #E ORI, 1| 403 REN2EEZT T,

D. %

ALS BELEOREL, BATH B I RE/ R ER -7k -
BALE R B RIBIEALCTERBLTODEN, KK ES
I eEE DFIRIZEL DA TODEIEINREIN
7o MEETIINEE ORBAEB 52012, FBEI
WSUTWR 51 % O B RIT A2 FEBH ISR 8 21TV Hus
DOIEEFEBRELEEHEL, LHEMBOT — LE
WAED TND, ALS BEDOF T ANMERDILK I
BLEBIIZIT o TITK M ERDD, @A TH#ESR
(%35 B TCOAIORBEELHLIVZN, A DIE
BELCHER T, SRABES ELWVES: - T H# 0
PR TR BRL O IENRELEZ LD,

TEEIPER R BT, B ORI S EBORER
EATSTWDH, FERFFRE# Dala=r —ar ik
DIEIC T ABVMAIIRER 5 THD, HBET
13, OT ZH LI EERAMOaI 2= — a7V —
TED BT, Aot —val e O, TR
B Uz HFIEDOE AN LW IFR KA T O
BE, BE)21ToT\5H, £#% 52 MCS(minimal

- communication state)X° TLS(totally locked—in state):u>
SlEEOaIa=r—arBEOBE T, TR
EERAVWINRRBEEREEBESORBLLETH
ol

TEEMRRE LT o TODEBE - TR T B A5 hh
B2 TR T ARV ALIEE ISR+ THD, 7272
L& BEIOMETTR, B - KIERORHEMHZ2BE AT, B
H FRREENE T L CNDEEEMRE O HBFR

SIS, LR LOBELYERFH>Z LTS T, HHe
AR ADFEBRPBEHD K TOD I Bbiv, ER
FHix, BEFREREOHBL. BEH - RS ILIEE T,
HELOSRMBVER LR RLATE I AL, T
WAL OV MERHLEE ZDHND,

NEFHE OB, TEEZ OGRS LELIH
BIEGIE D72 Ta\n, ZDTITiE, 4 % FEMIL AR
MEBREEE MR ORI DR T v 7 OHHE DT
ANREBRTELITV., VA MER R AR
DYEFEEIT > QLK BERDS,

E. 558

ALS TEEMLFRIL, BEDOH TRIEEOARHM
BLTWOHNEEL S D, FIREEOMBEELHE LS
Z, DD ORPVERLRBLAEESHRLLDIZ,
EFRH ISR > QOB ERH D,

F. @FREMRIBER
R EmEiL

G. I HER
PRRER
Kawata A, Hirai T, Shimizu T, Nagao M, Hayashi H.
The respiratory support of ALS patients with TPPV in
Tokyo metropolitan neurological hospital from 1980 to
2005. 16™ Internal Symposium on ALS/MND, Dublin,
Republic of Ireland, 8-10 December, 2005.
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ALS{Zxt9 % SNIP DE B —F—H—

SIEARE REEETF LEXEERIHENRE

MREE

EEEm

AFRITIRWTARFEF B LU ALS BHED SNIP WIEICRI T2 H B MR KOV HEAE T
e L TOZ LD RS IS, WORDEE L0 SNIP {3 EZ /R LT, ALS BE TR
T, SNIP i FVC JlE LOb N TODMEIETH O LA RRE I3, BRI AR ¥
DREFNZSTL T, EF EOB R BB ETH-T,

HEMRE

FHEAY EEILALF
FRIPER** P SE™
LR RZEEFRBEY AT —a BT — a8
LB RFEE M RANE T

FA I AR **

A BIEEH

HARMEREZSY BEO American Academy of
Neurology? 12T, ALS B (2§ 5 Rk B REFE
flild, A A— SN L D5 ST B (Forced Vital
Capacity : FVC) ORI ENHERIN T DB, L,
FVC OREX., B O KT OBRBBEOHEITICE
0, VAL — AN DR LIRVVRE DR, BIE%E
DL DNHEEL /2 DT D3P 7adan, b2, FVC 13&
TEMEER SR MAE DRSS 53% LK<, ALS &~
DR AEEFE M E L COH AMEICIIRBRAR DDV HH
EbdHD Y,

— 5T, ALS B35, #iic e e e s T AL

LU T, Sniff Nasal Inspiratory Pressure (SNIP)73,

BSMZB W THEX LTS, SNIP X, #%18R< (sniff)
RRCRAETDHDENEZRETDHIETHY, FVC ®©
maximal inspiratory pressure (PImax)& iV FiEE %

RU O, E e, FER S THDRIRIEC R 1 8 ALZE

ﬁ%iﬁa‘@%ﬁ@&gﬁ@j‘é:tbiﬁién(b \%) 5’6)0 é%c:\

RIS A — 2% A L2 2 BRSO/ /1K
TRERBHEAZ ZL T THRIEDRE S THY I, FVC LY
b8 bR MSE DM B D 81% & BT LA
EXNTNB ),

LsL7RA 5, SNIP (CBIL Tid, FRk AZ R FSEL-
WEPBAINDEDLTHY, BARAANICBITDT —#1X
ARLUTWD, i R SRR IR DR BE T 5T
W, AT ERBI O ALS B#E O SNIP 7 —
EDERBIOBIEDOEFME, ZUMEOHRFBNLET
HBHEEZHND,

ARWFFE T, ETEE BAANCBITS SNIP Oy
PELAE MM R LOBEHEE A AENTL . IRIC ALS HBE &%
BT SNIP HEDZ Yk LERIEDOREIEITV . A
23365 ALS B ICxT5 SNIP OfF A>Tl
~pZEEHPELE,

B. IRAE
1.5

PRI 36 JOWEIR SRR A SRV E A 25
%4 (21-577%) BLUALS B 18 41 (48-T975%) & X &L
L7z, ALS BE ORBHIRIL 1-13 4, /RENIERFRE Y
4 4, BB 11 4 TR 8 4 Ch-oiz, £z, SNIP
PIERICERRREERE BL QOB E R 12 4, iEE
WENAREREThH-T-BEE 7 4 ERIEES] 6 4., Al
EHETR14) & ATV,
2.HEF

R AT LT, SNIP BL O Plmax #EL 7=,
SNIP DRNE AT E L, BIEOBREN N L%
MERB L7t Ta—T7 % D R~ AL, 0
BT DIRR LT, 2B, Ta—7 %8 AL Rl
BBV, AL o7z (R 1), B5RE 1T,
LRI R (BRERY R B 23D BB B BEN B IR
[REITOIIHERL, FOBRICHAE T HE % OIENE
# (RPMO1:Micro Medical Ltd.) CHIZEL 7=, BIE X,
2 EIDFARRMEDHEIT AJIEE 5 BIEITL. BERIT
RHTIE 30 PR DRI AE ATz, PImax ORIEIZDWT
W, FEATIFSE L RIBRICEIE L2 9, PImax 13 5 BRI ES
FHEL . FIEFATREICIE 30 BB OKREE AT,

ALS HBE KL Tik, SNIP, Bk M AL 5E 43 /E (PaOs)
B R . — B2 {b R 3 2 E (PaCOgz) | revised ALS
functional rating scale (ALSFRS-R)®®D T{[EB T
92 B R R EEK, RIENLOHIR AR E L, 72
$5, SNIP ORIFIZBIL Tk, #HH LRBRIZIT 72,
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1.SNIP RIE Ak

3. RAT

SNIP @ b EIDORIERICISTDEREMEIT DV TE, 7
1oy 7 DT NT 7h IO TR LTz, &5I12, SNIP @
b FATOMENG, FHEEFH L., OB EEH LD
B4REk % Pearson OFHBREE VTR LT,

iz, ALS BEICRBW T, FVC EDOR TR LW
BRBRBE DA (2 15 SNIP, PaCOe M EZ T D728,
KIS D72 b A E & VTR Lz,

REHEN I, SPSS10.0d for windows W &
BKHEIT B%ARTHE LT,

C. BIRHER

e % # 0 SNIP flE R OEEMEIX, a=0.98 THotz,
F72, Plmax XA ERMBELZE D= (r=0.61,
p<0.01), 7=, fHEHIZIITSH SNIP EHEIT, B
79.4+20.9 cm H2O, #ck: 58.2+17.1 ecm H:O Tdh -7z,

ALS 3@ SNIP JlEDO{EEMIL, a=0.98 ThHo
72 SNIP &fthoo Ml EIE HIZ-2W Tk, PaCO;z (r=
-0.464, p=10.05) BL O RIEN LD W (r=0.469,
p<0.05) IZBWT, FERMEEZRME(H 2), Lol
PaOg & B RAYFEL N EERE BRI RR O b o7,
ALS B3 0 SNIP F#)fEld 28.1£16.4 cn H:O Tho
7

ALS BEOMIERRE D ATRE CTh oA HET
bol-Hri+oL, MM T SNIP O #HIEH,
PaCOq IZH B ZE e -T2, ShIZ, MEELHIZ PaCOq
& SNIP L ORICAEBIH M Z 380 72 (R 1), F/e, ERFE
TEREF TOMEASRWEEL LB T 5L, PaCO2 10
BEZIERD el o208, SNIP (IR ZA T 58 TH
BICETLTWE (p<0.01), &H12, WBEIZBIT5
PaCO2 & SNIP OFEBII., R A B X7V BE Tt

BEMB I 25RO 7o 23 BRI 2 3 O 1 T BB i
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X 2.SNIP &RIETEE L ORE&E

#IFVCRENAIEIZLDE

FVCHRIEaI B FVCRIE T Al HE

n 11 7
SNIP (cmH,0) 32.2+16.5 216139
ns
PaCO, (torr) 421453 40042
n.s
r 0.48 0.81
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