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@1 ALS [C8IFD NPPV DEKRDRIZ?

ALS D177 L 2BILEFERIFEULDY, NPPV (Noninvasive positive pressure ventilation) (C
K OEERRBEFFRADIERTH S EBEMECKCHAESORFROEEERNETD. ALS DI
REAFETIFER — 2 ~OVOEMICKDBDRETTHEL, FREESDIMND > TV Ih—EmsnE, BE
BRZETSTET, HRBHHREUHHOEEDLEDSND. EAMNICIE ALS DEIFICE D% FVC DET
RHEFT D, EFICNPPV CHEHAHEE (MAC) ZHFSHEBNIEZBSHIC TPPV DY A=V IE 1 &
B EESESN, QOLBH[LT 3.

G2 NPPV ORRDIAZIITEA/T—LROVEYNE?

NAMDRC @ consensus conference report & ALS I[CEFIBETN, 28H1 RS UHD<HNTY
S0, TORBELOBRLHIBT BIEFSHLL. RHOER, READ Sp0, AUV R, H{EROMIRE _
B, %FVCZSE(CTHN, FREHBERCZIHICEA - BELEBNTESS ERWENEES. ALS
IR TESEHITH, PEG ZRITSEDINEDNHD. BRTFLHEE (% FVC50 %K) [CE>TH
50 PEG F#ZENE <, NPPV ERATOREEE U —IDEREHD. REBEE NPPV OEEE
RAEED. LRDAMVT+—~LRIAVEY NOESHICFZEPEEYS 77 JO0—F &b &IC UEBEBED
ROEETHD.

Q3 FE, VAIDHERIZ?

NARAUGRBEEY A XA ZHERERUBS UBHSEEICADECD. BRREDRENDEL, BOTE
DBEIRIBYRY, ZNUNMIBODIINIT T4 AR RIEE—(GEY, U—0BEHEHSRITESETS.
F—=FILTTARRRAVIFALS CBOAREERTHD. 757« JICEI<KER (NBM) ZFIB Lo DEN

Yik— MORTHEESHD. BE, Bilevel PAP O#EEE®D NPPV BE#EY, S/T E— RTEKRTS.
BELEOIZ AT —YaVERBIIATY -SNIERANOIR/INS X —4 %)Y OV ICE:E URRFIC
SpO, N REBRBUTHEETS. '

Q4 NPPV OFA - @#REMEI DR &H0IT ?

FFREFRE, PCF(E—0A770-)DREEANTTZ YA M (MAC, #HNEER) OHRADUETSHS.
NPPV EAMEESCIFEARBDEN, YR LKBEBRRVEEOTES, FREEEAS MAC DX
A, PEC DREACLKERE, DENF7O-FORRE, BE  REOFRPHREDEBE{ROTER,
FRT 7 F—LOFEPEE - REEOEREFEORNSZOBHNGD, BRERDIUENHSD. MACT
THICHRTELVESR NPPV ORGIXRHE LD, TPPV ©EETD.

* How to introduce NPPV for the patients with ALS
" Takashi Nakajima MD PhD, Hiroaki lto MD, ? Hidetaka Kawakami MD
" ENLARESEITRRRMRENT, ° ARTIIRAERTEY Y —wiRNE
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B&R1 ALS BAEOEGKRIIFERY

© s

AR SRR LAE (ALS) BE DA & T4,
RESHIFRBEEOEICLoTHRE-STLED
IHICBbhTwa2%, BEIDIE, BERALZT
TR%L, BT - XEEESZEL ST LIE
RICH T A0 EREE - RE~NOFE— K
WWRKELLERAESNRTWS, £iFDHE (quality of
life, QOL) €D b DV HEGFHRICHEEZ RIZL T
WBD, EORMNPTH, HEFEEOEIZQOLE
KELEATAHRD, ALST T F—LADHBEN
WOMADEIT, HPRFERELZELIMNEDTS
LENRHH'Y. ALSTY T REEMBEYS 7 F —
2y (Multidisciplinary care team) {2 & - Tt %
A%, FRRESIC L CIIENE, BeEEt, &
B, BRTEHLTSEFFICEDLSL. ALSHEE
EXEMEOKEIICH Y, HENRE, MFREN
BE, YNE) 57— ary(BUTIUNE, REE
SEOBRBOEMIEETLLENDS.

024 5 AR R L (WA D IR (2§ &
BWwEEZ, ALSEEDQOL%ZBETE L LW
FIEFUAORHEMLTESTY, LEIZRo
THEEAIRZVI &b b LA, PRENHE
{roTHDT, BRLEVWEIBRLITY, &
EOREZXSICEAIETLIEIZLLHS.
HWIRDALS 7 7 &EWB+5 52 LARVIZEELT
Wi E, RS, BEIC QOL DKV IKE
THEELZILEFBOTWDL LW EMR, Tihb
L BRICL o TAIHICEGR IR THE LW
RREEARR T, "FRFEELIT) ZEPBE
WZEoTHELL, BTHas v iEBICNbLR
TLEITEHHBY. CnLHichksds, R
FEIZINE LTRESICERLTWS. ALSH
HIIMETETHEI LVERTH-TH, #EY%
FTILE-oT, BEEAVPEThEREIBZ, RE
RPHIBHRIBHETES 425, UNELTIERY
ThbEvi, ALSOFEREEIIZO L) 2K
ZHELTWA,

AR TIZALS ORRFELZRINSE L7200
IEFVAETRIZOVWTHRRS, ALSEZOE
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(1) tBROHERBEHHETHERT, TRISBRBERT
LEE (EERY)

(2) SERE, BTIESEERERDEH LS DRMER
CEITHIRERE)

(B) TEDOSRIEL, TROBRSET - HEXHRENS
HFON, TREH -2 —0OVOREFEHEEICHSD T
B (B RAERE)

(4) 2D SHRAEHEIREEDE (FFIREFERY)

(R 7 2l Z)

BREPNEINIFRALEZET L, 2lHhT
BDTIE%L, WRFEEONAFTEIZL > TFHE
RQOLEZEZ LI ENTHETH L. BREELH
Y AR, BRI XREFREEOH ) HE
BUCFRIFEANGEF o 7o & ERFFRAEHEALL 72
BUIZAT ) BIEAND T 70 —F 2DV TIHHK % R
L7229 2T, $HBIZGITTOREEZHT 5.

T4 NPPV O

ALSiZ bz & TR OEE =2 —0 U HFEHT S
ZET, EHOIY PO —LHP+HHICTERL
b EEIRICERGOERBIET T LHRETDH
b, BIETHEMRL LML E FHOER =2 —11 >
DEMOREIS TSI THA (F1). IKEOH
THET AT S 5720 Th &, ERERE, RMERRER
BIZL W THE L ERENBE5, 2322
F—a VEEREESCHEMEEIIL 20T
2, BEBELHEEHOBREILLZI0TH
D, BEAEDEFITIE, FEFEITLTHES
N7 EEERE L IREREB 2 FH) 2 LTI I 2y
—2avaEfMRELTW IENTETDH A.

TR R A RRE S & 2 AR & DT
W& o T3EDRICEROBEIILIZES. Eh
NEPNTXTOALS BEIZIFBRAEN R X,
EITT 5., UV —VORIRIZE D FEROETE
BEPEFHTE L L ENTWBEA, FHEIR
TEHTH 59 2, bIUEEOERERT— & TlEAYNHE
DI L Ty, BEBE TR IR 5
HHALSOETHIEDDH I LIETE R,
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— 7, NPPV(Noninvasive positive pressure
ventilation) 3 & U TPPV (Tracheostomy positive
pressure ventilation) {2 & 5 BFE G EI1Z ALS

W2 X BB S 2 BIRAE) I & 5 KB AE
FEEL, BeLHALrSUEREROBET R ET
HIENTEAH., ALSOMNEGHETIHEE = 2
—OYOERIZE D LT TR L, HIRGESY
b o TWwah7-H—FkH, BEMFRZITH S
&ET, BHRBAKELHHOEMBEDLZEDLNS.
BARMIZIZALS DETIZE 2% FVCOETED
$§ﬁj—%} 4—6,8).

HHZEE L VIREET L NPPVICIXERIR S RS
HDH, WHRBEEFEOAL LT, M OB
BEDWEEREIZ T - BERELMA A &L T,
1% ADL2SHERF T & 5 7-0, NPPVOER 72
FTRL, BN ZADLAEZITOILEIRD 5.
ALS (2359 5 NPPV IR HEE ~ B HA S
bEhiE, BN TPPVD S £ 3 ¥ 7% 14D
CEESELNBEZTTRL, QOLL M EEET
59,

'@%T%WV@&M\'?5¥“7&
Ay NN N i OV

NAMDRC (National Association for Medical
Direction of Respiratory Care) ® Consensus con-
ference report ¥ TIZM# H R 547 T 1) PaCO, %%
45 mmHg Lk, 2) BEIRA SpO, < 88% 3545
e, 3) % FVC(BNHEMIER) H250 %LU T »,
BARLEA60 cmHL,O LT DS buFhnik
DA H LB EITRAETDO NPPVOEILH H 5
'&waé ALSOHE S Z DHEEHHER Y &

TEBHRFTAFT4 B0 bhTw5. L
7b‘l,, AISEEOERPZZHBERTHE, IO
BIETIIEANET ELLLDOEMRIIEZT
B, hREHH»LEAL, BPIEREEDE
LEELBESLTVE, RACKEHZPLICTS
EREZIT) ERIRIRILHEERZONTV A,

To5%T =y DHIREENITI%FVC
XALS O REEOELE KRBT S, 272
L, ~BOBAWREORESE CIXMTRERRED
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sE1 WRFROETE PEG

BT AE=2% bR TH5H ) HEE
EoTWwa7zD, ALSEZFONEERES L TIHE
HUSKER Y., ALSBECIOBHEFOH K
THARELLDIZTIAE—ANLBAINTL
FIH)DT, HmAM»rLEEO%28B9, 141 XD
BolzR A7 o TRADPRE LR VL) LEE
SRR AEHEIL, ZBEEo T LED
5.

NPPV D EAB S TD%FVCA65%LL Lo &
EZH65%LUT LD ORDFENBFEOMEND
5%, %FEVC OB b ST, BfERONK
¥, &gEER, BHoOBERS L LIEEAR, K
%ﬁ@ﬂﬁﬁx\ﬁ,&mmﬁ%#&<f§1
CIINPPV % BGT N & TH B2,

RERED aﬁ% & PEG &
DT A3

ALS BE IR AL T TR {, ERRERR
TEERFRIEIC L BT - REEENE S L. HRT
BDIAEIBEIZE > TRE L0, ALSONPPV
BADYA IV ZEHELY. REOIEFT VAT
13 ALS B E O NPPV #£ D 4451 BMI (body mass
index)) IZEBFELTWwA I EEHONTEY,
NPPV #0222 (tolerance) (3 R FIKE & TR
BOBRBEIKELTVSEERTWAY,
BREIZIE, NPPVAEA L THRASEED
JEFICAZTWTDH, BETEEISETL, KEOD
BEOREO» ST HICTER R R L, RERE
Dz, FETEEIIEHLTLE). TDEE,

ERENPPVDY A
Vi)

100% 50% 0%

%FVC IR 2DET

I

\
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s3R2 ALSTES

20025 38 (59%F) K TEE, 9B, ETEME
_ 108 ALSE2H - SH(ALS, BZEBERRED
2003%F 1B A TEMRE, UYL
88 M LEAHRE
20045 1R REERY. REBHEREART, BTEOK
28 9%FVC 412 HEZOLE
HBPATHREBZTLICEST U TULED,
NPPV DEA [CHEAEDETH
38 9%FVC31.7 NPPVEA (IPAP 8 cmH,0)
48 9%FVC252 IPAPEH%22 cmH,0, &R

16 cmH,0

58 9%FVC23.1 NPPV(8&YRY) FTIKRAL
HYPEG K17 ,

68 NITIVRAMNMIKDBMAC, BERIIERIA

7H TEEBRHD
88 9%FVC11.7 IPAP 22 cmH,0
VO R, PEG SRROBEOMHATHRERE
EEAR.
NPPV ZBEEZERUE 24 BEEITS
20054 38 #OBHEUTEE, AVAPS E— REMA

BRARERETHBETLE, X7 EEFOMMD
LITY)—2MEEL, NPPVA+4ERTE %R
W EDBLW, T Y= xm/ABIZLESEL
TYRA7 HEBICRODIT S L, BEEIRVIEE
#WEL7-9 LT, NPPVO#ENSHES NS,
ZDEELL)IRCPEGEDLH I LIZEEN
FMELTH, %FVCH50% LT TIZPIREERIE
XD PEAE T B SE B WREMATE 1,
PEGOEERAHELDRL TR E LB WEFEED
Zw(E1). ZD7»ALSBETIZPEGA W
& NPPV D#EFE A~ T& kb,
CORMBERET H7-0121E, ALSEFIZIZ,
&%), NPPVR#ERIIC PEGERZ21T) Z &2
FLW'2O UL, NPPVOEAREIE, IREE
HEOFELBZ DN, BOBIUAREEZE L2V
BRHITHY, +5 25BN 2V EPEGORIEIR
Bohiw(E2). EELOALSOLEMBEME
TF—ATIE, ALSEELZBIIR2D L HIIRD
PEGZERLTHS, WREH L2 VEIC
NPPVZEATAHILIZLTWA., ZOBHIICE
ILTDH, PEGEEROFAELXEBEONLVWEET
i3, NPPVZEALLDHE, BvA7I2& 5
NPPVIEIT L 5 NEE X HA L PEG 22K
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BE2 PEG & NPPYOREMEERUCEAIESG
(ALSBETEFIL)

FRIRREODE TR

Ly

RERABT S EPIRIET P DR
F—LHhTPUVA

DBYR—

l¢ NBM®DFIA

v -
NPPVIE A - 58 EHT 7 DS

PEGi&E:®R

- PRSP

- MACOD{EH

- B2 021
BERICEAR

2224
Tttt

5T ENTMEEL AN D 5 (FK2). NPPV FOPEG
WERiE, MEORBNEERL/NRANRESLE
D ESILITHFIANEZ S, DYEEOHEILE W
%, FEEZ & T RIG(Radiologically —inserted
gastrostomy) i\, NHEEREICISTEES
BERT B0, HRAENRLLH#ITLTHAEET
HHEINTWVE, INLETHT, BEHIKESE
9 AHE, TPPVIRIZPEG &8k 3 5 T, xR
EXHETHIILENTELR Y., TD, NPPV
WA LR - 121d, NPPVBI#4H1 @ PEG %
RET)TELDPBOTEERRL b EL B,
FYT A FIYRY b

ALISBEHEIZNT A4 74— FarvterbE
(&, ALS TIXFFRFFRRIE TIRIZED &) Fii%
EMSBEICHBEL, BENZETLEV) BR
FERTAHDOTIEIR V. FEERNB ORIV
YEMP—-FRIRRL, BEINEFE LTHE
WERTABEIBRA VT +r—LFF a4 ATh%
V. NPPVRPEGIIBT 5B ENDS ¥ 74— 4
Farerbiid, ALST 7 F— LN ALSEH
Y- EZRERNE T BERIICHAN T, BE2
HATWFBZERRL, Z0OhHT, BEFE
R ERELBIRL, 7y 7F—22MEH SR,
FT7TOERMFEIRTWaIazsr— gy
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BREEEZBIRETHS. HY T 7F— 212013 1F

RSN BIMEY 5 MRAFEIC T 5 MR, B

BrEBHKEF LT - HPYELLESE. ALISH
ELDBRYDOEETIEINPPVRPEGD A » 7 +
— A FFaf RAZEBET, BE  FEEDI W
AIa=y—Ya OB EE-BEIZLTIT)
NETHAH. EHEEFEITESH ZT, NPPVR
PEG DLERRCBRFICOVTOEHREE 4 IR
RTCWKRETHHD, LEEFPELTHSLTIE
BmOREE AL ) BEOEEREIEN S
N, PEBLPFENSIFL DR GE0, B
DIZELEVEBOBERNETH S,

NPPV R PEG % —{):#RE 3, B S D[ E k]
DD EIRT L EFRL, ThULOEH
RHEOTY, J3as—Tarvkbkaribklin
AISBEDEE, BEIF THERYTF—20
BPOMPIIAmAEHL7DIEHLTBE ST,
CDTrTF—LIIBAOBHEENETLI L RIE
HLTWwaLEZONS, HEORIZBEEDL
TA—LFFaf RACHEZBETELD, £
FRBAPR 2 L ) BARW 2 B4R DR SR C B
LT, 47 74—aFarty bBEXEIFL W
P o TLE->TRELZHERFE . T,
) LTEHEBRSHN 0254 L, EHEER
DEHEZ I HLEINSH B Y.

© win, <7 oER

& < A7 DEWR
NPPVEADOHHDPLHAMIZ~RAI 74 v 7
AT ELBYR—- M KEEETHS. NPPV
D<A 712t nasal type(#~< X 7)), oro—nasal
type (BRI RXA 7 F72 37V T7 24 A< AY),
total face type 2% 5 %%, RE VA X2 Gbt
T, WREZL2EEAZVODEEXETED LS
WL, BhTB e Lv. #IC24KM D NPPV
PLEER 7L FIIBEFTEIZCWL, KK
WIELTRARAZ 2 ERDE VI RLIIDOEDNS.
—RIIS, BENTERVIILEORKELXET S
BEERT A TETaABRAIEE ALV
BNEV. BRI A7 TRIBEEZDIONE 54T
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bHY, ADLELOFIAYHY, A7 IMEZ
AEFEIZALTHABE V. BT A7 I35

LonbWBEIZEHTH A, BER*EEKILE
BI)P—FI N T A AROHENLE 20, L
TARBRTIE V. BEOFALEBTHESNS
LTV B2 AL ORAOBIZIEIEE L#H
EHFBONB LI RAY ZER. HYERM, F
L, RIEEXT7 4 v 74 Y TIZBRATH L E L,
YAVDERET 4 v TFA T RELT, BEN
BohrbtahdR—-b2eRiioh, §%b%)
LB EV)RLENELNS & NPPVOE AL
B Lednh?,

NPPV L I AL BENREZDAL V¥ —T =2 — R
PREVEICE OV EVWIEKRTSHY, NPPV
HOMEREOHRE LT, FBOER, #ERD
GENRZESFHTETH L. FOBICEELR R
£ v iz, FRAVHLPBBEESIHEL
NPPV B DIFREF A3 WIFIRZ: 2 5 HEI2id~
A DEERRLHIOFBENLETHL. T4
bbb, BEFNEEVY A TORRBZEE S EEIC
W3R 7 BRIZESR— W) RPDHVTIHER
BT T BRESULETDH D25, BEFVD 5
¥4 TONRSEYEST 2HE MR R— 25
W EFHTE 2.

B BEOERE RS

ALS OIFIEARAICH L TIZ NPPVAIICERE S K
7z Bilevel PAP DR 23 % S/T€— F (S : sponta-
neous, T : timed ®BE) TEA - HAT A &N
EBTHD. HYAPO 74 —EBITRTE-F
RPREROERIFLHHTHI L TET LT
A EFMONTWAA, ALST, FHHjiC
PEGZ&ER L TV AHAIRILT LD ORI
LBLETR. LAL, HEFTIREECELD
TIRLTEALTAS. FHOE— FICHIGL
T, FRICREXEECELNWESFIIL Y=V F
r7®(z7uy s AB)THBHH, HIFER
HHLEBTHY, <R 212 NPPVHO Bilevel
PAP DI 3: & MMM L V2D EEFLET
»H5H. BRIFTD% v Bilevel PAP OIS L LT
12 BiPAP ¥ ~ 7 1 = —® (Respironics ) % NIP
F—HLO® FEA7 7 —<B)EEFBFNET
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8&3 NPPVEBDRER

1. ALS OHAEEER (BiPAP ¥ O0=—%0DFI)

- SME—K

- EPAP : 4cmH,0 BIEUBEILEWL

-~ IPAP : 8 cmH,OD'SERBL. ZD%, HRLITEBYL
(ALY

- FEOREIEK (RR) 12 [@, 3 H SR

CU—OBDEER. U—J8H%W (40 IIminlE) KD
HHIYATDEBEHE

- Rise time2 X=X 3BEHNSHEDHD. 10BRIEZR
LS EBRKICIED Rise time Z1ED

- AVAPS ' &#))i& OFF

- PS—LORE (BABARTIEOFFTHEWVN, D
BONIZTD)

2. TOERDFROKRA b

- MERODSpO, ZE MUY RICED, BERICETULL
WEDICERAEITSD. PCICES L. Encore proll&k
DT 5. BUCROFRY, 10BRIEZSTHL,
SpO, D b REHBUREBZBIRETT .

- [FIREE (RR)  EROHREKZSEICREREE
AD. TEDEFEHOBNZHMR DB CHAETS.
RRZZEE L5, Risetime HEBEHRAE.
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