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ZOFTIE, EEMREERE SOOI E VN Y F— 3 Y OEERKRHZHRIT AL, EHHOTF 208
— MIHEZKFEL 2. S0HY Rz iL, miZ Mtk LiE (amyotrophic lateral sclerosis : ALS),
% RIMBEMRE, YA MO 7 4 —=Thb. INOOFEEIE, T L IZZOHB, HMELS, — ADEMIHR
B9 ZIERIEIC DS TER TV, RFWBEL XV TR Z 2 T, WIGERO W 2 #E47101121E, TR TH
TERPLOBHELRLIELH Y, HLEIIFWRERICHEDLZBEBROD WA H L. T2, FEMHERKE TR
HRRHR OB EBIIHEOEBETH ), WREHTEOMERDID, RIFHIEIOLEFE LTV,

FREEERT KT 2 IFIRE B oML, BERZERREOELICLY, EFHELVWDOH L. FlZIT,
Duchenne 5T 2 b a7 4 —TlZ, 1984 FIZINFEFHABHIA S, OIRERELZ &EOREBENIEORE, P
ZHD T ZIPFRALIEIZIHA L, 1984 4 LIRT O350 4Rk 184770 H 2004 4E LI 311 T CEE L Tw
B, ZURMEMBEEFE ) AZAT AL ML, L EGSTFHENSY,

¥ 72, ALS TRIEROEWHLS, YA a7 4 —ZEDEGIZMMHFETE VS, TES A7 R0 IHE Y
BN ERR, RIS REE 20, SEWHE LRSS HORR, Midksr %55 LT
DIEEHEW i &, BE L TORIED quality of life (QOL) ZED 5 720DTNA ADVFEL TETWA5.

L2L, TNOOEHFEEGZMHT L~ 8T — oI, RREELE LTE->Twa. bAETIX, ALS®
MBI DWT20034E5 H, JEAEGBE D, RIKRDNON#EE (~V3—) 12X 5 ALS BEORE NS 174
BTN D D L) 1257205, FHAEFEBICEBL WG ZITIZLDTELZAMVNSN—EFELELREL TV
V. F 72, FHIICELTZoHM» R E SN Tu R nAR Y, REROMEZIIFELTW5.

CDIREDS, BERE, FiEM, BEYEEL medical engineer (ME) &Y, ZHFEIC X 5 F — LR FEOIY;
T, BHICLSTED LV QOLZRMT 5720 DM &L L NIEFEVTH 5.

X [
1) B W, ZEERIME, BEATE #2137 ¢ Duchenne muscular dystrophy & ORIFIYIEN 50T, BEARAIRE 511 743-749, 2011

20134E3 H15H
T RCOK SR R S R B b 2 > 7 —
Hn g2
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I B AR ALY F—3 3 V)

I AR SRR LAE (2 B0 B W 7
KEFEET (LA EAEARE A RE Y - LUK HOR Be R A

IV S RMBERIEIC BT D 7
Jliy e R RSAIR F A R KB et R
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B &
I FFOREIRBIE IIT FBhEMMERIZREEILAE (IS B 2R T 7
QY LI
1. WPGEB O A 5 = X 2 1. K2 )Ty A0
a. AP i a. ED T
b. Il Rk T R b. EGTbi
2. WRBHF & A S Aid c. PEwih
a. INMETERG 2. MUY
b. HfEX A a. FEEREGBIENTIFE (NPPV)
3. WHRBERE DB - FRAl T b. RN AT (TPPV)
a. MPIRBEEE R 3. W 1FH
b. W S & — > O a. DFENEE] - HFARENG]
4. PO R OFE [T VNG IRVN ] e
a. [EWMHZ DR AT Bbhic
b. SEYIR %D AT
5. WG B2 oA IV $RBEMEICH T DHRT 7
a. PEENDRES (A7 T A D) LI
b. ACERLT #% (WER) 1. SRR EEME BT B W i
c. FAENEHEABING Y AT A a. WG EMEHH D A b =7
6. IR S PO A e b. [ HRIRS - o 55
a. MR c. Tlith o BVERA S
b. IR %% (VAP) d. FREEPEN %%
c. M5 e. REMIERITEIESE (RBD)
d. SRR & S NS 2. LSRN BT B WL R > 35 W 5 s
e. RIERIRINAR 3 X OliZER: 3. L RMEHEICB T B  T
a. MR EMEHEY 2 =T D7 T
II MERUNEUTF— 3 85 b. MR R SE I D E o B oD o 77
[EQP Y c. PNBEOLBVERAED T T
1. SRR N d Migorr
2. PG TF % X 723 B O I s 2
3. el R~ DX IE V BYZAMAT7 1 —ICBF3FRTT
4. i - MBIy T4 T v ADOMHERE Loz
5. SO Ok o I W o B AN
6. ADL DR - JK RN F—v g v

1
. 2
BbYIZ 3. JFERERBERSHRE: (NPPV)

4. KEWH - REMBERSHE (TPPV)
5

LR T T ADHER
BbDIZ
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C OFFHETIE, FIEMREER O O B, HZEMmEMRELAE (amyo-
trophic lateral sclerosis : ALS), % R##ZEHiiE (multiple system
atrophy : MSA), MV A a7 4 —2YHIFTwb. ThHo
BB BT BIPRREL, PRI X B4, WS OB
RERESE, PR/ SY — Y oRERE, HKRE XA 2 A NFLIT b7
5. ZITH, WS RET 5 ECUERIFRD X =X 4,
MRS DM R, IPIRAE B S e Bk, RIPIRAE B PE S & 0F
HEZBESLT 5.

1. FRIBEEDA H=X LY (Fig. 1)

I, AR, BEEPEIPGNEIC &) ZEICHE S, Z
NZNOPIRK LARERE, B, WWIGEROKEE (25 3%
FITHEH LT3,

RGBS B DI ANA L, AT 2 BV 240 5 2
DT, BB AMAE % K72 T OIIREORETH 5.

a. BEMFRREE

O W-HEER OfE S % RS % & v —

Ko bEz a4

NFEBINR & S EBIIR 53580 3 2 FHBIIR/IME,  KEIIR IR

BYIRIMEE 5, BIRIMLO pHAME T L7z & &, 3KEMRE L IR
MRS L (ERE) NI R % i8S 5.

PR DAL 2 A o

ICRANE R g &GO —TITHEE S 5, LR T, iRy
AER AT 5. BIRIMERE T A DIED EA$ 5 &, REBH AH
PR B MRS AT L, €D pHZE L% AT 5.

Bz gsdn i (P2 ddas L), K8, W,
Kk, BEXGSEZ &) ORREIIDH Y, HREIEAT S,

@ HEAEI RS o TR AR

i - IERECIPI D) AL LR L CEET % = 2 — 1 v O

KA - PR ObF 2R - BRI Z 5 O ORI AL, £

WPk (5

— KRR
“ou,
% - B _
7.
!I / -
W R AR
BTEE
BHRBE x%8aH P
B R R
Fig.1 IPGEBIO A 1 = X A
PRI IR 2 /7 A SR O BRI ) 2 2 2 T, AR & Bd.

@ WEET DD “EH
b. BEEMFIR A
RIS, MBHHZED X D12, FEMNRITE) TRy — v %
BRHZEDNTELRHBOZ L., EHOEEESREE (BER
W) =>EEMmoOBEERE (R SHFRERTEIET 5.

2. WREEREH & MHEZACY (Fig. 2)

a. HREER,

WEEH O WA % Wi 5 5D DR

Ahgkar (RO, il g, <)

ERERIR AR
(A1AR)

MIRIERIR IR 2R

AR FAD

SMAERIA IR AR

e
(1Ah)

HRERIRIER AR (1RAD)

Fig.2 WEHHS

(A=)

(f55)
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© 751" P g I
WHIFIRBEZG G - W), FHMERIRBRGE  (1075)
B2 (BE)
@ FEMBEARE  RRIREDER (25)
@ SRR WIREARE (Arh)
b. ##EZE (Fig. 3)
OF HINGENGERN R OS5I
@ 203D 47— THEETRE (R alpifE O )
MEGEARE, TMREEMREE O, M5
IERESER NSRBI 2SS 545, LEHIZ L > T, TN
DI 5.
MSABHETIE, FMEKG (BRIRBERG (%) RELHEM
PHEA T IE O BERTLHEDSIFIRBR B E O —H L HE 2 b T 5.
3. MEIRARREDESHT - BT E
a. MIREEEETAME
@ i) % PSR
% FVC)

i) %Vl (% predicted vital capacity)

AR S N B IR RERHII H T 5. 50 % A3
WA DI L KT WD, ALS TG T R BRI O HEAT
W&V, #38 » Ao ZRMESEE L.

@ FRIPENIE
JEHF 28R LYY A = 2% IBZ 72RET, RAZHTO
WS B F 72 XMPEGET) 2 ATV, FAE T AWK, ISR
OEEEWET 5.
(i) AWLAIFIFENE (maximum inspiratory pressure : MIP)
WA % LS %, 60emH20 il ASIT- WA B o> Ik e ¢ &
L. RIRBER IS LD, REREREREEE 25 2 &8
2\,

% predicted forced vital capacity :

(i) HARFRIEOMENE (maximum expiratory pressure : MEP)
WS 0 % RO L, BEWkAE ) & B3 % 3B H Th 5.
FLHEAIZME S, KT LCE MG, WEFRME MR H Y
DYNEY, W, EFHNEBRANDEERTRETH L.
FEIREY 7 A AE 2SR 1 75 2 RS MIP & B TH 5.
3 KW ITAi# (peak cough flow : PCF)
=2 70—X =¥ —ICRIOY A7 23k L, KUK ONA0

MEFHIS 5. JER RN OB A F 7213 5GE 5 DR

(213 180/min L EASLHE & iy ST b, 2700/min Kl Tl

B WKRE )T DA 2 & I 5 OHE D fEBR 2% 2 i, WAk Mk

DHEFFHIO Y NE Y B/, EFMEEA 2 ZR T RET

H5H.

b. MEIR/NZ — > OFF

RYY 2L/ 27F 74— (polysomnography : PSG)

MEMRARRE 2 N — & VI3 5 MefE.

WEBHE, Wk (EEG), HEKGED) (EOG), HiHHEM (EMG),
LER (ECG), #=2—7 (BE7a—), KittrH— (—%F
Ay TN), VAT FY A—%— (SPO:), Mif, WEHNV K (€
Ve, K (Bt H), wWOE (427074 Y), ME
GHREMIMTEE=%), BENKBTAE=S (PtCO2), HENIL
(BENV—Y) BETHS.

MEfR & PP D IRTE 2 IR ISR E L, ZE OFHiliA 5, BRI M0

BIEISIE

LIRERBE
]2
Sk

R EleiE

Fig.3 B O M i

OFLEE DR, HAE & B SR REIR R I O 8 ) 7 I &
5.

4. WRIBEOELR"

a. REVIRHZ FEDEV AR

OXREWED 2 VIEAEWHZ AT D % WIFRAHEE (non-

invasive ventilation : NIV)

@ JER B B E N LRI B 3 (non-invasive positive airway

pressure ventilation : NPPV)

NIVIZ, HETRES, B o § AR T 55O BRBRMURE IR 2SEE BE 22 i
Blosid L VBISIZZR B, LaL, BRORPIESR < R 7 O %
VL D PGETIE . NIVORT)EE L ki d L5 720121,
IFRA %2 AR L 2 WIEE IR VRINGEAT 5 2 05K ~ T
H5.

F 72, MSA B CHERR I MEIFIR AT BE 20 & Z10%,  Fiim iy b eI
Wz #%3E (continuous positive airway pressure : CPAP) {2 By
Bk 2 AT 2 LA H 5. MSAERE O FAGE IR
SHENDORMATIIN R o TRERENVEL DI LMD, BH
MOWRSEMOFREL, BN RIS TH L.

b. XEUR %> AR

O JEVB 2 HE S BB G L% (tracheostomy intermit-

tent positive pressure ventilation : TPPV)

@ SAEYAIC X A AT (tracheal ventilation : TV)

(3 1= B 1Y B HE #2508 #: (invasive intermittent positive pres-
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( 34
% RIA=5—
mERMNE/ T | 4
5 -b FHE-K2(vF
MERMAR/T | @-b
®)-c 4 R T
RULBRINE /T

1 )
BEEBERD

PYARE

UE—F24y FERD
s S

Fig.4 #EEA DB

sure ventilation : IPPV)

NPPVE A SR 22 & & %2, NPPVl 224 W fIC e o728 &
\EAT 5.

BAR AT, RHIMCT RToMm#ES (R, ~uos—hE
EERBICEDILTRTORAT v 7) 55, TryEa—nNy ZZHn
2 NI 2 B L T LR TH 5.

5. REI#EIROER

a. HEHENBIESR (H7 72 ZXK)? (Fig. 4)

Tz A ARAZ FREREVRICHERT A2 LT, BENSERIE
WCHRREC S 7 P LALMICEZED 720, REBIZ o7&k &
W 7200BETHL. WOICH YA Ma 7 4 —WTE oA %
WG SN, EEHFEOHYTIE, squeezing RV HEE O T
HEHEDLIITH) DL V. BB (mechanical assisted
coughing : MAC) I35E2Z V7T I Y AED—2ODTEETH 5.

BT T YA M, 2010 FEZEBIMSUEC X D, PR E
& L1800 1/ H CHEBRINER S Iz, M pe BEH T, P aRa
HETOAREBEIG L 72 5.

O FEHHE

(1) BEHIE LTHb il

SR ETE L 0 2 2 Wi %R O BEAE
KM - SHERE D e
N TR X 2 i
(i) FHIE LTITb B, T8 ) ¥ 7 UHOH R
REENR, OAE
@ B RS
BBLZOAZELT, % VC50%LLT, T/ TaLicHty).

ARG

198

PCF < 270/min

AR EICLY, EoORHELEO LRI, W
T 272000 LTREA TR 5.

PCF < 160//min

BOMIRICHE ST, HEMIZEREDZ ) 7 I v AEAT0E %
5.

® BATFH

WIBEAIRERETT 2 2 L AR I TV E2S, RBEEIE SN S
DREETOEAIREINTVS., T2, EMOFROL & THE
ATHZE.

MAC i I 12 EAGEASHSE L 22 IREE TR EDVE S T,
ROZFLTLE) LIEPERL, WEOHA, HK, HOMAIH
L7220 BEMEHLTLEY. "HERELLHTT, BEEHWT
BT EHICLT, HBAICENSLHICT S,

(i) BERofEe L% 3§ %

(i) EBoERe~ 27 2 1E, RESETHERAEZELTY

59

(i) BFEPSBIENDOY Y Bb Y 2~ X 7 2 [l L 24T Tk
LTH 5.

(iv) (B2RCES LW T) VA2 OAREFIIST, RS TE
VR 2N

(v) WML, HE#EZ% 20cmH20/ - 20cmH20 Ti#E. Y A7 %
KRO—FIZHTFFE, WKREFRDY A IV T2l T
5.

JHHEE,

B (5D 15725 3.08
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FRAER R TR HEH O 7 -

B () 155538

IEFEFI 025 1 v BEDIFARICEDLETHET 5.
(40cmH20/—40emH0 DJE 742 &, AMFIZRZ DIZ wE Eh
Twhb.)

BREER 70, BHFAZIVETOMYELZHEET 5.

b. EE®5IZE (ER)

BIEAMNI T Ry 7R YE L7ANES 43T, EEATlE R,
[THE R & QW & R IC G |3 5 3 B, W O% < 7= 5 ALS
T, CWFEND S OFHR T 2D,

c. [ENZERBERS XTL" (Fig. 5)

H =2 — LNIRG L2 SRR [ 2179 S &2k ), AERE
EREET LI L, NLIFIRIC S B 2 H R IE %05 |
VATATHD.

20104FIC, HOKR Y7 (fUK¥EEGHIZEHTOTELSUL), H=
2—Lb (&HFA+ 7L AW-SUCTION) 233Ediiki% - 7z,

*WEI5HE, ERFFRWS IS TELEBHORY 7 (ks
e o7 €L SUL) OAEHTRE. #=2—L b, &ift
47 L AW-SUCTION #ff i35 Z &.

T DWW | [ EL DI AN DOAS, BEHEFRE I b F 7258
HIEEA. A EFORIHBFRO 72012 D E [ S LT H 5.

6. REIFIRZFBEEDESHE"

a. EXH

NI gidentth, WINHE - TH A ICRE 5 WA 1N i
L, #WREHE MEMEZIENT 5.

Tk

(ORI 2!

DA ST, FEEAAUCRIIE C & 2 KL CT1T 9.

B2 SR D £ TR E MM EIRE T 572D, Frv P T
v, VI IR ERIL, EEREISEA.

@ HEEA

7Y Ea—Ny FRH 7Y — > (mechanical in-exsufflator)
DRI D725 T, il OB AH VL

@ N LMW 0isE

I RENIE % T > TREREC i 2 ik S € 5.

ISR R & 23 TN @ i 15 % B < positive endexpiratory
pressure (PEEP) Z#%5ET 5.

W TIFIRERE7E T TR SN L3 <, MoARKT
WHEWIR 2 IS — IR E RS T2 &l h 5. MkEm Tl —
WIS, TSP, AR IS LB 2 I R S AT A 0T, il
ERDBEA T UL, RS EZ LIS L TOMFIRAEII W25
e, R B B R LR 3% BRI RE S 1 95 %, e AN Bk K R
A IHEZ AT 25613 90% L I % HERE.

ige (GEE - EOBM% L) OBBEEZRD RO, WhEiktd R
BEHNERERA LT FL &

SHXIR L XV OSSO REMED V. FEETIE, MRS ORES,
HEPFEPPY &40, FERNTHIUTYLHIXIRE 2% E 372k
P CHRE RS

b. ML EM X (ventilator-associated pneumonia :

VAP)

EHITPPVEZEOEKTE > L b LV 0IMigThHY, 77 L

Do IR D E LN E A, VAPORKETHS. 77 NEE

it

199

IAERE Y NE) F—Ya ¥

PIEIRS | F2—7

H7 L8R3IFa~T7

Fig.5 SUSHNIEREBING] AT A
b kAR O 7 E L SUL
T : ®ifR A+ 7 L A W-SUCTION

—EIHEETAZET, REA 2 —L DA 7 L) FIHAE~NDR
Wex FPRiTEL. AEF1—TLABEOMEREICEMT 51213
7 WIEEH 1220 ~ 30emH0 \ BTN & TH 5. 1B PEPI%EM
Jifi# i (chronic obstructive pulmonary disease : COPD) 7 & %
HPEL TV WIERE NN 3 2 K TPPV 255 ALS H#12iE,
i, MHBERE A RO A TR & L B2, BARIRA (TV 600ml #)%
I EL 10 o], WRARIRER] 2 B RERE) AMIRSR PRE IS A %) & S U
ENTW5D. A7RKRELTE, AEBERTOMWEREETR D720,
BAERERE S 7 (high-volume low pressure cuffs : HVLP 77 7 )
RSN TS, WG RO A B X ORI 2R R
ERET HEF D0, WEIEHEETHE, WA 0 2 00k
DREEE MDD AHTH 5.

c. tHE

ALSTIZ “MIKBEEME o—D s bh Tz, #iTlo
ALS TRAFBOBHIETICL Y, ¥ mOBE S kR 2 5.
HEMIAE VIR OMAMET L, KM, BT AL %57
OOTPLBIITEDLEPHEEL, EEEOFELIEN T 5 2
LB B, MSAIZBWTIE, HAMBEREICX DIERAEZEL
R, MBI MEEK TR 8—F Y = XA A2 X 21D
Wi & DR HRIR S 5720, BEFAELRTWHEINE 5.

d. [EMBERESIENRS® (Fig. 6)

KEWD BB X BIEME T, SENRFIEIC X 5 SGEHEA I
EFTLHILNDHD. JREEORMWIELZ PPi$ 572002, Wil
PElEE LT, fMILARE (F—7 V) RS, Zhid,
Wil 7 =T VEIFAT LIS, RO SWHIEE 2T 2 SffA

Vol. 30 No.2 (2013)



FRER ARt © FIEAREERN O 7 - IPFER E YN F—Ta v

EESEED

PN
oL FHMSRIIEHE
= #BARY 5
=7k |EKICRETANLLGL

i —
TN

N
yo—Xhik

HBIGcEEMh e 20
R EEBIRB IR TR

wE O CHIMAE 5
e BN 2R

SRR

Fig.6 SUEHBEORE & SN
F =T, WA T =TIV ERENICIRAT D8, w50
FEZDPTBHETH 5.

FTAHHETHL, TIRL, 7ua—XEE, Wl 7 —7 Ve
%, HIEAEHIBICRE YT, RABROEZ AERRICS 2 CLE
275, SGBHiEZBEE UL 3w & RFEDHIR
LIEHNE RS, RN ERTOBES A, =TV ENE
FLWEEZ 5.
e. FEBERARILAE H KU AHER
TEE)ASHIPR & N2 FRHER (2 B T, B I R df A 2 A i

9z

(M EARE) 22 ) 3w, IS, THRGEIMERIR, 8N IR
TAES DIMAEDSHIEE L, BHEDIR % S84 U A 0L, BMEIPmA 4%
T TH 5.

ALS CUEMZEM AR O R > T T % K72 LTI D 9 -
MEPRLTWS EEZ LN, HAKT, #EA Ny F 2 7 OHEH,
ZEG T RGEB SV TH S,

X ik

1) ZHSZ © W o £ RS BICEE 51:189-194, 2003

2) BELAME, il % NEW H S IEGERL - SSTAVR . ML
A, WEIEE 20, p201-205

3) A 2. IEUR B RE AT, 5 250 1 0 S AT A L 0> B A g i
OHES, FFERBEFEICBT S EEOEQOLOM FIZET 5
WFFEPE 20114E3 H, p12-13

4) BprpgEde, PEAH, IUNEFE  ALSEEOEDERE. IR
PO BAKEOFEA ~ M. JClin Rehabil 19 : 73-78,2010

5) AN T MR REE & 2 oxf by I 45/% 3w 2 i
(MSA) OXLEHR [H5238]. How Ly 7 5:11-13,2010

6) A (Bi1%) : MAC & 7= HEEAB) - ABY. B
W, BAIZH72oT (7IV LAY T =7 AR EHAER S~
AR

7) IR HCIEOHBIWEGISEETOWREICR D 9. WL TE
£% 7 16 (No.4) :63-65,2010

8) PHEME, AR T N TIFULRRE A5 0 SRR I H— i s A8
HEADORMA LIS — #% L £ 7 15 (No.11) :
7-12,2010

9) KA - ALSHEE S A DR A T Z 2451281 5 [HE
BUHER S AES 7 7 16 (No.7) :33-36,2010
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AR PR AR EAE AR O 7 - FFIRER L )N F—Y a v

II FFIRUNEDY 77— 3 B
lFLoic

[FEE ) NE) 7= a3 v eid, REORRIZL > TE LR
FEERFFOBAHITH LT, WHERRY BREE NI, &5k
ChICE), BEEHEPHILTE D L) ITHRBIICEIRL TWw L7z
DOERTH L. (HARMREFIS S H ARSI e
VF—3a VIlHTEATFT— ML IY)] EERENTVS, T4
bbb, UG, W 72BN R & 2 OIS L, LY
NEHL FTHEE~NOT7 70 —F 2 MU THREOHTIEE LIPS 2
ExAMEL, TOFEEARMT L2 LT TAIEEZEIRL
Twa., ZLTC, COHMEZERTZ720OFELELTHOY LY
T—ary (LT, V) BRIEF—2770—F2Emish, £
WAED S 55 FVF—2MED FEEH SN L.

ZOEFRTHERLN TS [IPREHEORR] TR E L, MEERE
BRI SN D, BEOTE LRI - o a
TIAT VADKT EMESFH IO TBLOZOWMETH L. Hifk
HET LA — R I OB E 2 <, i) 5 2> OIFIGES) O S5
BEDORNE 5. € OMNBGEE)RE L E NN OB BIA O
BEEED G LT B RENED D 275, R ) NAHRIB ST
WBDORITEGIIK T2 ELTHHRETHL. 22T, HZEMmE
MHEACIERFG Y A a7 4 =74 ERGHKT 2 3 & 32580
IR ) 2D XSS 5.

1. TEHFRYNES

TR eI BE R 2 B 7OV E LORIE LT & 22 AIGWIE )
W, BICMREGOARNDT Ta—FI2E EE O TEWENS 255
MRF— 2L 2 BFH O/, AEiEN L, MRS 92 EHREm O
FTRTEGATVAS., TONEIL, BEHERE - 158 L EBREIK
ERMTHY, MEEFLETIE, BIEL R LIEHE O activity of daily
living (ADL) #%#$ 52 EXERTH 5. gzl Bk oLk,
Pegg, WA E0a s 743 a v RELTZODDEDDTHT
HDHEVHESIFIZR - TW5S2Y,

IPUE G AR T 2 5K & 5 2 BB BV T b ZE TR ENEIIFA R
ThrH, HEFKEERLD, EEZHHES T EWRE %
SHRWVIHH EDRD S, 72821, INSORBTIIHEBIC K HER
XhHsHHOD, IFILREEHFIEI 4 5 & PR - Ko B s) R
wh F - EWTEHIE, ADLEESHEETH L Z L%\, 51T,
B3 KT 2SI BE IS U, dide e ifbd 5 2 L Id Wk s
%0, AT CoMmICB IEEZ RO L LERH L. Thb
b, ZONWEMERET 72012 FE L, ZoPueREs
MRS A ENIVERL 2 5.

2. FEEHHET % & T RBOFREE

IIGES) O H IR TH 5. IR b Rz hig
%56, b LEBS CHmENESMNT 251 ZOHEEIINZ
IR SR, M ARSEEEEREA DY, ADLEEL 721 —
FHRE LV CTEDOFEDNE 2% 2 5120, G IMK TS
£ MG A D > TH, FFRHEEES ORERIZHT L 2w &8
HhH. LrL, WIS 320 (WA, WEER, T5050)
DFHIETR, Wi - WD > 754 72 AT, WA, o
S OBREREEZ D %A, A IR R 2 DR % 5N
LRy R, il - R E X VAIRBEICARD & & SRR ) BRI,

WKEDLOTHETH .

3. fifaEBRKAOME

KT 2 & 72 L2 OWEN b L—= v 722w Tidw
LOPDOMADEH 5. Duchenne B A a7 4 —, FHFHiMEMHZE
MIE CUEMEM s b Sz & 58503 2 4%, Wit
5N5DIEH HFENFIH IAHMRESNCTB Y, IFIGHES D%\
REELEZON, D74 Ed TRALRFEFRAIEZ 2LV TIE b
L=V 7R EEVESINDEYY. S5, ML=V 7 THIM
EBHELNL T EPMOENT WA, WAL E 1T ) RN ERIC
DWTIHEEMZZ SN TS,

HEATHER BBV T, MARIRRIEE IR L DT D, ER
WP R R T 2R B35 K 91042 5. Atk RAERSEIC
Eb v, BWIMNALEELTIELH L. BROUFEIZENS
OIERRER A B L, S REEUET L7720, #URREHIICA
TG ZE AT L2 LD ERINTVESE. bHHA, THILIHE,
BEOBERRLRKEZGOZHCEHRENS IV ESINE. 20
5 R A L TR ICW 54, b L THNIE, noninva-
sive positive pressure ventilation (NPPV) %%, &AEHIBIICIE~RT
I =Y a VRAPHEORTT SN TVL L ENTR 5.

NPPVDOA ¥4 —7x2— A, RELHGUPTAIAZEITAY
—AEDDH D, FIZHTZAZIZOWTIRE L OREDHES T
L. F72 OTNRICDEERVWIDELTANVA Y MlARELH 5.
INBEDA ¥ —7 z— AL, HHOIKRRHEA 2RI X Y 6 4
WCHE ENBZRETHL. LT L IFMBICI DD LEIE%R L,
BHNCHA T 2840103, B, REFIE U CTHEERE Z Vo000
HTENPEF L.

TMHGEIEIR S (&, A VI & S IEER, TN O 225 % & & IR
AR CREICMLALHETH Y, 1HOEKKAKR TR 30ml D
BEFMLAD L L ENTVE, ZOHFRLNRIILTLDL LAWY
A, BRCEIUSMING R % 2o 720REE T b IR TR0 23 % B
LD ERBERONULE LTHITH S.

4. [ - WO T T4 T2 ZAO#F

VY fisz o> B 8 5 K 0] Bk & C o0 B & R RIAT D e I IS B E
Wiz 725 L9102, M- WD T+ RBRBREIToTwihnea
VTIATVADKT R EF. AT T4 T v ADM T IEIELG
OHEFRAWEMEE, 5L THBOKTIZORN) LT V. T
By« S 72 DIIZMBE IR AR S 25 L8 H D, iRl
BHEE SN TV 5. Bach™ 35HHIAIC T 720 55 22540
# (maximum insufflation capacity : MIC) Z il L, f8IE L §
5T EERRBL, MIC25500ml Aiiil2 7% 5 & NPPV O#EFEASH &
7Y, JEVUHEITOLE 22 R 5L LTwA. f2kxbeT
W, Wi EASHETETH Y, MICIZME W ENETHS. MIC
X, Wi-WHoas 7547 ADIBETH LD, BRrBDLI
DI MG RS RE AT BT H V), FRIFREL % 529 2 S TG & o
PRI MIC ZHEFRF 5 S EASWEEE 22 2. BaHHIRAIC & ) MIC
DLV ETEREFD S Z L% air stacking & W\, 1H3[EIATH
ZEPHIEEIN TS, Air stacking D7z OIZBKA % WD 5 I
DV, BARRA Ny I X BT, HEm A TR X
LB, EHIRENSED D 5. fEm A LI grx i3 %
Fik & HIRETRE, ABhE R L THEABGDPITH) LB TE .
WG A & 2 BRI HEATRIE S Tl ), MlilhE272,000ml LT IZ
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BEHER ARG - EIE AR ER O 7 - IFIRE B L YN ) 7= 5 »

KT LB ATbNARELEEINTWS Y,

5. KEBYDOBRE

KEHWIOBREE, LOOREEZES ) Z CHEFICEETH
5.

PR OB L LTI RMEEIC BT 58, ENHEE SIHEE
TOBE) (ZNEWKAH 2555, WD S WD 3> DR
BhHobEEZLND. WERGHINET % & -3 RETIE, EWsE50»
CENEENEOTEREEZZSNTED, BoRKiRE (cough
peak flow : CPF) % ZDHEOEEL LT3 Y. CPFIX, A%
DL 7 57201213160l 3L ETH B L dh, FRERETHE
EORDPH Z 7256120, 210U R EICRLILbdHr LN
Twa, ETEEEOHAEIZET, CPF2 EMICilE L, CPF
270U/ 7 LL R IR N L7226, EF F 72138 WIC X 2 Al &2 B 15
$5%. CPF% EF, HMAE T 5200 3RAEDED Z2Fhud
BRI 2 ATV, MU 28550 AUZ R TR I i & %12 b T
ABDVENT B, WHEOMETIESIHTH S ™.

W & W5 % — T ) I X 20, T4hbb
mechanical insufflation-exsufflation (MI-E)™® T& 5. A
X, 724 AYRZ, ITAY—X, KEYHF2—THXF LT
A V=7 x—A%@LETHWSZEATE, 30~40cmHa0 2
JEDOBGIEZEZBICHT, FREOBREICABICY 7 M TH2810X
D, KBS OERERTLLOTHS. 2010 (FR22) 4EE
B E T, AL EZIT->TWwW5b, AR o s Lyt omig
O B LT L2340, FRmiBhe @i e L <R
ETXLI LIS T.

6. ADL D% - fhK

DL F IR E RIS T2 7 70 —FTH L, WREE
FLOMEOHCEMBENZED S L L HIZADLRATHIFEI O
R 2E2E. BN ET Tuo—Fid, KBF - FHEIE 0K
BICL > THINCER T 208D 5.

BbHIZ

WA TR T % EEAEIR & 3 2 B EOIFIR ) 2D SF L 72
Wi - B OIRER X o700 2 7 7 a—F 2 fThbh, S5
WKENEZHOEMTE S X IHICL) A TADL, fTB)#iBH O#MES: -
WRZIPDLZEDHEETH 2.

X ik
1) fathzez Wy, LT, KRHER A 0 HARNAE IS4/ H
KRIPWgRsrss RN F—3 a VIZHTEAT— A Y
b HARIHL 22243 MERE 40 : 536-544, 2002
2) HARWWASHEEFR I NC Y F—3 3 YA NI 4 AETE
H&, HARNEZZAET A N4 VT ERRES, HAMS

PELMEIFR I NE) F—=Ya VA R4 AMERERRS
() YN F—varxoa 7))V — g —. HA
WP By, HOARIINER Y 2s, HARBSY SR, 2003
HARMR 7 « UNE) T =2 a YERNRINE) F—2 3
VERSR, HARNEEERTA o4 Y RfTEEES, HAR
INEY F—a VIREEBWAA R4 Y RRE - IR
YY) F—arhA o4 URERRS, BARBYRE S
W) NE) F—3 a3 ¥4 R4 ARRERS () @ %
INEYF—YarmaT7 V- BEBREOX LT LB .
HARI 7 - UNE) 7= 3 Vg, HARIFREES,

RINEY 7= g VEESE, AARFEERELTS, 2007

Padula CA, Yeaw E : Inspiratory muscle training : integrative

3

~

4

~—

review of use in conditions other than COPD. Res Theory
Nurs Pract 21 :98-118, 2007

5 ) McCool FD, Tzelepis GE : Inspiratory muscle training in the

~

patient with neuromuscular disease. Phys Ther 75 : 1006-
1014, 1995

6 ) American Thoracic Society Consensus Statement : Respirato-
ry care of the patient with Ducheene muscular dystrophy. Am
J Respir Crit Care Med 170 : 456-465, 2004

7) BINEN (W) - RS o AL NPPVO 3T
JIN AT v )L 83, EHHEE, 2008

8) Maltais F : Glossopharyngeal breathing. Am J Respir Crit
Care Med 184 :381,2011

9 ) Bach JR, Bianchi C, Vidigal-Lopes M et al : Lung inflation by
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muscular dystrophy. Am J Phys Med Rehabil 86 : 295-300,
2007

10) Bach JR : Conventional approaches to managing neuromus-
cular ventilatory failure. In Bach JR, editor. Pulmonary reha-
bilitation, Philadelphia, Hanley & Belfus, 1996, p285-301
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118:61-65,2000

12) R BEIRRIENITE S © B PEPIRA A 0§ 2 FE R BRI R4
WA A N4 ~. Therapeutic Research 37-40, 2004
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z

in Duchenne muscular dystrophy. Am J Phys Med Rehabil
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2
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Il EBERUAFRLEICS TSRS 7

FC®IC

M Fm M 28 LEE (amyotrophic lateral sclerosis : ALS) DI
Wer 7 O L SRR A 1R D JICh B, 20720 ALS DI 7
CIEHCIRAEOMIIRSA O A ST, SE7 )T T v A ek
T577, FBRFHOINEY, SOICIERmETH, WoITHE2ED
ZEN, BRA LT THEMSLEE 2D, ALSOMNEHA< A 5 —
TENUIMOMRIEE Oy TIZZ DI L voThw,

1. REVV772A0%E

a. REEDFEE

e T REEADH 2P A I ILARMEIC X ) REMZEATRZ D 9 2720,
WA SR WA EEE 2 5. HHEIZEWEIO AL ST
WEE D M E 72 5.

O BEREBOIX

GEPHIL - TELOHEOY, HHEE, KOBVWd DR EhER
TUVASEEMT S, TNTHENNELRFIITAEREE & A RN
Wb DR EICETT S, AT AR THEELTVWD I DD
iz, WEFHT 7 4 N—% w7zl TN EE (video endoscopic
examination of swallowing : VE) XM T %524 (video fluoro-
scopic examination of swallowing : VF) 72 & CHEFEAL 2255 25
8% 5. SR LOMERRELORELR &AL,

@ BEREORKRE

HET B EAHEATS 2 L 2 DT TREDOT LA HARDL LI
BHDT, BPIEHOOLERT R D, AR 305 %
R BRI IIARERABEADT IOV THER L, BEOMLEN D
LHE13% VCH50% L E (Class IVb) T, SRR AT1HEERTIC
HAHBICERTHEHICT S (Class V). B HBEOE AR T
WRHFIZOVTEW SR EF Y A HESN TV,

@ RN DI

WS D MLILIZ DV TR T E 5 2T MER W% 3K 53 72012t a )
VEL, PO L) MO LR E B LN D .
BIER b BB 70, MEICHRFET S, URTIEAIRT I VikE
(HZRMH, BN 2 HWTEGORIEH A 7% TR
Tw59 (Class V). WHYICHER 2 W53 % )ik & L CHRRSY %
W7 MEE ORI 252 W52 b H 5.
@OKEYHE - AIHEREL =2 - LOEA

MHET R E L CAAS IR O AR TH BT, AN 2 A B o 5
$EZBLUCGERNT S, 77 LAFREORED ORI Y 9 572
B, FAEYIMHE D MRS OMEEFIZLETH L. T, RO
BHEFRBWRS 22 T TH A FF 2 — 7 5855 1§ 2 H kA
BRECHFENTELI N D L0 TEL V. ZOHERITFAF
F2—TH 5O FHBKINC L, TN ORI % 3§ 5.
OREHIZ 1 - LATEEHRERS|

24 WE I FEGE L T = 2 — L2 S KRGS | (58S 10ml BL
T) 247) 2L THTWSIHEZRD SEL Y AT AP SR,
2010FEHHD T TN} s v avh=a—L (Bfx+TLAY T
¥ a ) (Fig. 1) BLOFHOWGZ (HEREZRVTFEHT R
TELSULY) BT ENLT. Wb BERTIHEE L TR,
KA SNTWEDIFTIER VO TEREOETO T TEITEN
LVEND 5.

b. BT

RO TR E LT, MBOBREOTFHAEETHY, Rfri
L72e LCORMIFE - RIS EF NS, FFICE TV L IREN
Z VLA B TSR R 2 B LT vwiew, 22567 Y
THASOELELINTE LT 5.

JEAE D] & 2 7 By A\ VS e PUEM R O 5% 4T H 2%, # Y
BT EIBYHERIIVAUTAL DL~ r0T4 FROH
W% PG T 2560550,

ERFRVIIBIRRT D
NZ2A-LAPSORIIZT

FAEH=- - BHR
2% 7 L AW-SUCTION

BIRSIAEL 7
| ERREBRT7ELSUI
“W"» "

Fig.1la % =2 — LSS5 |

Fig. 1b 7 =2 — LREFRENG] 2 A 7 & QUAREGA S — A
R=V kD)
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Fig.3 S—7 vy asx7"

Fig.4 RTX"“fi#1

E72, BIYENORPID I RBINBIEG S NS00, H05RK
T END L) TR, HYLHYPOREREOHEANLING.

c. HHEAHEY

WIS RIS 3 % W5 A OB OIE X & S IR FIES % RT3
Ll h. FREHRBNTHL o TV ALIRE, T4bEPCFA
270l/min DL FIAKT LTV 2354 1SRRI S 5 & 22 %

O A GIHRAHED - FFHERHED

RO L 7 > TV LR HFETE TR D E, T O
ECTELEF ISR D ) IR E TRLUTHEZMRY. BEARA
DOV TIN5 PR 217 . AMENTE
BIFR I NEY) O—Bi e U CTHAPE LR EE L SREL T
59 &Lk,

@ #28% AV - BEEHHED

BBGETIRR L v 7 MR O RIEIZ & 5 75, HERRIINIIR: © e ties %
0B EXDRRATZ S, DT IR0 Z IR 5.

M, 1), i) ODXITHEEETBITFEIIBWTIE, &, A
MR, W7 &% & 723 2D H D720, 7T DHEAEDOHRE, WkT
DAL E, TN TE LB THEAT L. HHICYS2- T
JAFWT] (CTENTRFIET 2 80 505]) A TE LR TIT).

i) BEMR YRS T B T 9% i mechanical insufflations—exsufflation

(MI-E) (%77 ¥ A b cough assist® : Fig. 2)

LBIZWo L WVBEEMA, ZOBRBEIBTEICWIERZLZ L
LD, ATRICEERED L, BEOKEL - Mk Lo
WEBRET LI ETS (Class IIDY. BIEKEZF T + 20cmH20,
Bl —20emH0 B E LM L, HAIKEEZ ST, Hhbd LI
5. B +30 ~ 40ecmH:20, FEE -30 ~—40cmH0 12§ %
ERIRNTS.

PN B ATHIZ S VIRV B 1E A, A% < & A e
WZHEAT 94 Z &I X DI OFBi 24179 (Class V).

PRBGE I D TR 2010 + 2012 4F B 35 i i 5 42 C N IR
(NPPV 2 &Tr) %2475 T2 AR O BH K L CHEEHE
TRB BB O FTE R K12 1,800 45 (1758,000M9/H) DM AT #ED
5NTW5 (CLTOHHEMIIIZEE M) . ABEHIZH W 236121357
RTEY, WhEOFHHEHLERS., F/2, ATIREZMENL TV
LVWEHAICEHEETHo THRBEH L3 5 voTL v 7 vk
MHHEFEIHEAEE 55

ii ) Intrapulmonary percussive ventilator : IPV (/X—7% v ¥ 3

7 Percussionaire : Fig. 3)

g s -2z, SV ARICEEZ 5.2 % £ 5 L2 2T Rb
5, WAZITH ZEICEVPEERL, MIELEMRLET .

VEBIIE D A — 7 —HE3213 30 ~ 40psi TH B D%, EATE W & GEANK
WL R D720 TITAT YV APENZ ENE L, MR E L
WL LFJETlE 20 ~ 25psi DL THERMEE ISR R D 0, ki
PELEELT, ZOREDOETIT

TEEIERIIE 10 ~ 1540 & L, 1H1 ~ 2 #EFTH. 27549
—FAERARKEHVWS, BEERIEEoEETRAEL, ALY
Weeik & U CTIRBOBEIT & e 5 TV A DT, RHIZEBAGBTT 2
ETCL Y IVEZZ 50, L TOMFIEHEEL V.

i) A4 - BIE AT (RTXY) (Fig. 4)

IR BRI N TIP3 O —FC TS SIEHIC A T TR a A T A
EV) F—2%2FHELE, F24 5 ANOEZBIE - BIELHDE
T E TR EBA LTINS 2885 ThH 5. NLIFREE LTHEH
FTHEUIMZZ )T SV AE=FRELTHFaA T ATEDNIZIMET

10)
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Fig.5 Smart Vest®”

WA T L= a e THHRZ RS D H 5. FEAEKD £<
EREFENICHTEZ 2T TR ST 5720, X0 A 2 P04
Wik %™, RS & FIFICHEEM S TE 2 TIEH 5
A, EETHHT S E SV Y VRBEHET, W) 72T 0RMK
RNEESWTESLT, HRIZIEES>TWARW,

iv) /N4 7L —3 3 ¥XZ b high frequency chest wall oscilla-

tion (HFCWO) (Smart Vest® : Fig. 5)

NN % ERICATEWEDL T 7 — %)V A O & B IR T
(HFCWO) | J:Dwﬁ@?’)?’*y/z%m&) AEXRFLF—Y

ZRET L. BRTRLIAOENTVERTE T Y ADFE VRS
M E 727w (2Class III studies with conflicting results)” Z & %
DY, BBEITICR>TwiRY, 3y TFI5A4T Y AD I WETH
5720, SHRERTHERDNS.

2. MEOR{EBD

IR R X 2RO, BEKGIECOF VI —T A
FEEL) D0, ToaElod L BBEOFLEI DKL
LHIPREEATS .

IR DR & LRSI % 01 5 250 A L% (tracheo-
stomy positive pressure ventilation : TPPV) & && Y% bR
WIERBEBIN LR E 255 D, #HEIEE HICHIEEZ V5 IHRERL
FaHE AN LI (noninvasive positive pressure ventilation : NPPV)
LRI V2 IR BRI N LIFIRIC /8 & b, NPPVIRA
Ve, FEFREREKTOPRICHES L (Class D,
quality of life (QOL) ) L ® ¥ & % % (Class III). TPPV i&
QOL DHMEFRICHE R &0 205, fri#E oBHITKE W (Class
III) &MEshTns?,

IR OFPUCKE L Cld, HICEHM M2 TR <, B
DI T 2E 2 I B L2 BT, M#EEZ2 T
GHHETHELAEVOD LBV R ENDLERETH 5.

a. FERBHBEEATIRE (NPPV)

@ NPPV Ot

NPPV il 4 212472 >Tld, HWRLSBOMHORBL % &
ETHET 5.

NPPVZ W5 2 ETHUHBHICLSTEDL IR A Y MH S
D, YA DEEDPTERL RS2 E MBIV 20Hh, LED
MR LETH D, 72, NPPVOBRLHMINIRAI»H Y, W

AR E YN F—Y g v

Table1 ALS 23 ) % MRS O B AR ER

Kl ORMKE DR 2 D
FHDPNEL %D - REGFEFHEZ -
W% - 1% - NRROFEN - B
WIEFICES L L

ARREF OB - F—o &5 5

M 5 R0 FLARANIR

BEHDOKT - 494 T8 - AL

B OEM O TR - H i OIRA -
W57 - MERRIRGE - AR A

I-17e

BRI

WR7SH# < 7% %

MR B % < 7% %

$HF L okaM

JH % Al 5 I

1% 5138 % I

FJREDMBL - $hAL

FWERHZR RS

TP A ISR L, MRS E L @SR & 7 5 LR
blﬂ?“&%%@té,ﬁﬂﬁzﬁﬁﬁ( B ORERI S TS & 2 2
NPPV Tl 4 MER AN Z AFRMES 5 2 L I2 X 5795 L 23T

ER\VAS, WETHERE & IR IR IR T 5720, ﬂ?%’fﬂ%ﬁﬁ%ﬂ)’l

BT LI LMD PRI L b, W FREED D LA ITHEEMLIA

LOTRE BV LW fER» S %%Téﬁwtwv%xﬁ#%ém

EEOUWETRETRVIRY, NPPVIILLAKREZ VT 5 v Akl

5.

@ NPPVDOEA
NPPV @ 3 A (& — #% 12 >K [# National Association for Medical

Direction of Resplratory Care (NAMDRC) »%&M3 % 1) PaO: 45

Pk, 2) BERA SpO:z 88% LT 435 4L EFekt, 3) % FVC 50% L.

T F 7213 K AUE 60emH20 PL T AS W M —2H iEwdin & 8

NTwb (Class III) 25, ALSTIZZ DI TITENWZ AL L,

EAFLAEIR (Table 1) ZEERL AL I LPLETH LY. Bk

&JE (sniff nasal pressure : SNP) <40cmH:20, AW SE (maxi-

mal inspiratory pressure : MIP) —60cmH20 LU F 542 & L CTHw

515?25, HARANDOEASNPIZWCK A & iR L T 10emH0 #2 1

AL 722" 720, SOLBEPLETHL. T/, BARND

WY THIIEE OREAT B Z & TR %% L, NPPV

ZHVWHPOIFRIRESSLET L. % VEOR TR LD

Table 1128 % & 9 ZAERAIBI L 72 & SIIIKEA TS5 L TH

ML LY P B A% . BEAR NPT FEEEO B

T2, BABKRICIYIA D 5 Y 605% . NPPVEADRE

R Z OB TIIWwOTH I TEL L2 X HHWT S, Wd»

LEBHESETELIBERILRVOT, Bton»oEL, R4

FAERGMEZILIIEL LI E L AL EATL LRI THI LD

L. VPRGN TH L EHEIBEAL THOTHRVEFEETE LT

il %,

@ NPPV(DY X7 DER
NPPVORAZZIEE ) fPHIC L > TRV A, FV T2 A
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AR PR AR EAE AR O 7 - FFIRER L )N F—Y a v

A7 (BIORAZ), b—=F VT2 A AR B ENH L. #ITTH
EHEBBOLCLE) 2RV 0RNP LT A7 THENT
BOLGHPELMEINTES. EOBIIH-72b0FRAELIICTS

@ NPPV DRE

IPAPJEILE AR OIRPUEE E 2 6 ~SILETHIBAT A2 L% W
B, RAICH R E 5. EPAPIIAAIC & ) iR e AR 2 Y W
2~4THDHN, MNIZEWIRBEATEL I LNE VY. NPPV
ORFEIC L) HFE M) F—DRER M~ A 7 2357 % O CTHE AR
HEZRIEG I 2 A D T L IC L o THEATEIHADH 5.

b. REMHATINE (TPPV)

TPPV IZFARDIFRA L DOUEFTETH 525, BHEOHARIZBW
TIE, FEEATPRZOMIINETSH 2720, ZORRIZBN
TEWREED 2 &%\, IPFIRAEEIEPR T T H MM OEITIX
TN Wzd, MERESEO TR Y7 —A Ny IS
VIETH A, BABOEFIZOWT D AERNITHRET %.

NPPV Cld I Gl 24 o v, & L I3iauEd e
LY\ I TPPVEAZ 42 5. Mifke &7 LT L TR FHOR
HEATHFIC@EPN RN EDHY, ROOBEANLT L, BH
DB ON RN LB,

RWHMEARIREICH - 72 RIEAT 5 & &I121E, MEPARE
HIZRBHIELDHY, EEILETHL. AT7IFIVEAELIE
BAMELT LA DS,

HLEAIH 2> TE, BEHGRAEH PR, RSO
JLARM PR, MR, b I TVIOE, TrEa— Ny
7 ORI, WEIREE N = 2 — L o)k & igiEs
5. BETONy 727y 7RO EET-729 2 TREEET 5

ARG SHEGE O T, AT 5 ZOEIEAZ N 720
FoF—BLIOFH, 23322/ —va VEEANONIEE L QOL
LT HEMPLEE LS.

3. WEIFH

a. AREANES] - AFRENES]

JE QW25 % v TSRS 35 7k &, Ry 2%
W COMENICHIES 2 8l L CRERs 13 2 hikird b, i
D ALK, MELBOEAR L EFEBELERD D0, 57k
FEIWLFETH 5.

20124F 4 A A B REDI OB #2055 147 5% 479 Z LT
BEHAHAT SN, FFEOEEZ TR hER bR ko7.

b. HWRBEREEZER (3 =r5v 799

W5V — b 2R % 5 e LR R X 0 v F 2 — 7
FRETLHENDHL. ZEWHERLZVEHT 2000, B
TR TR R ESSED ) A2 % EAHRRHEN TV 5.

BbHIZ

TR T HATH) S EIFBBEOWERE L DLV HKTERE
T, ALSICHD 2 EHFEEHIILHEOMMTH L. Tz, HHEFEO
BRI H 720 TIRHICEFMME 22T T2 L, BB NEBIOBR
LEREOMEMNFEEDERSNG.

ALS 21X Ut & § 2 I RRIFAC & 2 IFIAS 4 TN 22 D1,
DA HAROE B & 87 ) Il 8 2 CEITEMRTE BT
b, thE CRENMATTFGREIIOWTHEI) BHED VLI L
WZHEBEPLETHA.

X ik

1) REPEREF  HEMIEMRTE (ALS) OB fiits
7% 21 :127-137, 2004

2) ALSTHE#EEN A B 4 2002 © BiIRMEE 42 © 678-719, 2002

3 ) Miller RG, Jackson CE, Kasarskis EJ et al : Practice parame-
ter update : The care of the patient with amyotrophic lateral
sclerosis : Drug, nutritional, and respiratory therapies (an evi-
dence-based review). Report of the Quality Standards Sub-
committee of the American Academy of Neurology. Neurology
73:1218-1226,2009

4 ) The EFNS Task Force on Diagnosis and Management of Amyo-

~

trophic Lateral Sclerosis : Andersen PM, Abrahams S, Borasio

GD et al : EFNS guidelines on the Clinicall Management of

Amyotrophic Lateral Sclerosis (MALS)-revised report of an

EFNS task force. Eur J Neurology 19 : 360-375, 2012

A B SR A LI D AR HYREIR & 7 $E St — I Bl A e & I

RIS (NPPV). A7 )4 G e 8 se IRF 72

Jigg e R BEHOLEOY (QOL) ol LIB¥ 2kt

PLALSIZ BT L WA H A ¥ 9 4 YEBUNER S, 2008

E3H.

6) REERT  22KT I VKEFOAMEONIZ. HEATERE

MRiFZEdsE [HEeR B BB OEFEOY (Quality of Life, QOL)

DO T 2098 PR 21 4FEEARS - 2 HmE e 2010,
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A =2 — VINEREFBNG ] RO AUEEE LA A R — A

~R—7 (http://www3.coara.or.jp/ makoty/als/autosuc_manual_

2010/autosuc_manual 01.htm)

KU, KIS AEBANTIPIHGE I BT B 1B M0

JEGIE DU B, B L AEE 7 7 14:9-11,2008

KBRS A7 7 ¥ A b ORBuEIG & EARY. Hg & e

77 16:4-6,2010

10) FKUPEEF, LAFH, BRI S—hy v axTEA
DT EAXA Y b, FRERBEZEDOETEDOE (Quality of Life,
QOL) Il LI B 2498 PR 2148 B2 A8 %G - 40 4H B JE ey
#, 2010,p47-48

11) KUY © ARHL AR RN TP, 75 280 1 I SR A L.
N T8 27 : 30-33,2010

12) FKREPERET - ALSIZ BT 2 MRy - AL XA IE. R AR 22
741-745,2005

13) FKUPFERF - RBEI N TIPS 2 BIRL 2V ALSEH S A
ORI T B EAEE T T 12:23-26,2006

14) FREPFEHET, WAGEIET, NI AEEDN IC B B
REZOMIE. MBEHBOEERENY KTy 7 ORHAEE
i), 274 AL Ea—%tk, KK, 2011, p63-84

15) Kamide N, Ogino M, Yamashina N et al : Sniff nasal inspirato-

(%)}
N

7)

8)

9)

ry pressure in healthy Japanese subjects : mean values and
lower limits of normal. Respiration 77 : 58-62, 2009. (Epub
2008 Oct 28)

16) M4 W 0 NLIFREEOFEBREOBA LiTE M. RO E
WENY Ty 7 ORHAEW), X742V Ea—% K
Fix, 2011, p49-58

17) Kitamura E, Ogino M : Occurrence of cholelithiasis and chole-
cystitis in amyotrophic lateral sclerosis patients with long-
term tracheostomy invasive ventilation. Intern Med 50 :
2291-2295,2011 (Epub 2011 Oct 15)
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% AR FEHMIE (multiple system atrophy : MSA) &, B AJSIE
DOIMFEHEEMPREEIETH D, N—F V=X A, PHEEES X
OHAMRE R EL 2L, ) — 7H/MNZEAE (olivopontocerebel-
lar atrophy : OPCA), MR ELMAE (striatonigral degenera-
tion : SND) B X O°Shy-Drager e f%# (Shy-Drager syndrome :
SDS) W& END. AFOFM/NHEMIERE OFEE Zdid T
k%L, ZOHRTHOPCANKEG % 50 5. MSADFIERT
BT E N Tw s, Ll 2B R L LTK
Jix 4 EBAL I BT B A 2 pRIBRIIENAC a-synuclein B plE AT
N 2 # AM& (alpha-synuclein positive glial cytoplasmic inclu-
sions) A% D, D a-synuclein DEEHI IR = 2 — 1 > P
2V, ZOBEICIYEREE SN2 -0 Y ARB LU R
TR — B — R E S MSA O ZE VM 2 T 5 L % 2
LNTWE Y. E512, FREMBEIEEIRD X 5 ZE T I8
B NN EBIE, vy I VBEEIMES L Ok a b= SRS
2—=0 Y OFLWELIEDS, 7l & IR O B RE R & O i E 10 50
%o TWwaY. BRRIERIE, MR/ Z O & 3 5 /R E,
PRV &2l & T 2 RS s E, B R M & vl &
T2 HEEMREEE, SEAMEE, BXOTMEH = 2 -0 v EELR
EWH LN, FRHNERD R RESND DA OPCA, #EER R
s B S5 ORSSND, EAARE RS 2 & 5 { B &
NBONSDS LI NT WD Y. BIKREBE A 51EMSA-P (5%
FERFIZ =% 0 = X LER) & MSA-C (GSAERF I3/ NN ERE 4847
WO ENDY. E72, MSADKMIIFMEIRIFIREE 2 40F L, IE
IRACRGEEIC X 2RI E K72 LD 5 2 &R, FAiRREE O
FERSEEAREMOENTE Y, Z Oy 71T 5 2 L 25% .
Parkinson ¥ & 572 1), MSAJEIRIZXS 3 % levodopa 7 & O 3 W)
EORIMIZ L L, PRSI LB L 0 &y 75 E ke %
5. AFRTIE, MSAZBIT BN EE SN 27 7120wl
5.

1. SRMEMREICH T SFRES

MSAIZH 5N B MR EOT ST Ilbh o TRy, &
i o Wi 1§ (stridor) 35 & OF I MR KR 5 - W i % 7 (sleep apnea
syndrome : SAS) I MSAEF Ik d @I L IFRRETH L. I
W 7 OSYHEETAb0L LT, SHIRKREEI A =7, F
Wit D BVEMAR 4B L ORRMEENI 53 5. Zofth, FEIRIEOR
L L CIEREMIERAT B f% % (REM sleep behaviour disorder :
RBD) »mMiE (B#H?90.5~100%) I[CHIT 2 L2 Mb5hT
WBAT, IR AE D 2.

a. MHIBEMEEES X M7

MSAIZBT Hhiiix, FICHERFICA TS, SDSTIE, Mg
AR EERR R AN (RS, MEEIG TS, \WOYE) R HpHR PRI
HikEds CABLANEY, EAREF MR, Safil s 2 X) 25580 5
NBY. MBI A HREREICLVAEL2H 0T, MSARETIR
FOAFIMZERHREIC L D AL, TORBIBIEIL13 ~69% TH 5",
MSA B E TR OLNE X 0 S O ZM & B2 B L, WA
WEMGIE 2542 & % 1. MSA O #1354 O AR 2 Wiz £ 721344
TR DFHRE % PF ) BEOAMERIBRA LI LiIZiEo s, milicas L

FEHT VIR RIS B ML L, RO B MBI RHIR % S 725
T L% 5. MITHNCIIAMER B L IR REASEE L CH
DO ASHBLT 2 2.

FATIMER RN Z T, MSABH TIIMIBIIMEI Y A =712
LY ZRIICD AT (5 B IR A TR AIRE 0 75 45 MR i 0 SRR 6 B)
PEFREATR EN TV 5)Y, RTS8 E) 2 01 5 BB 22 KB P 2
2H7:5F. F7o, VA MTHLEREND B CIIEREELIC L5
EHIWEEELZEL ) S, MSABHETIIMEHI A b=71335~41
BIZHIHTLZOT, TNABERTE WY, WEHYZ F=71%, i@
W, BSOS SEBRF TICA SN, MSA-PTILIRMMAYTH 2.
WEHH Y A b = 7S & B Wg o HBLIE, BVEEOR 4 & 22580 1) A
7wl ET 5. MSAIZBIFAMEEHY X =7 O, i ost
R & NER i O A Y) 72 L[ EE) & B g 5 L ETwb P, Ik
VAT RMGEGRATHEIr O SN,

b. FEIRRHEMIGEE

e MR A DR, RN 25 & & & 12 MSA B E O b — kY 7
BENTH 5. SASIE, FORMICE Y,  BHZEHY E MR e 0 D i 15 7
(obstructive sleep apnea syndrome : OSAS) &, WL o
V2 & % Hoix U RIS A W E {72 3 (central sleep apnea syndrome :
CSAS) L\ #HEA. SASIKIEIRAICHEAIEE S DT, —
MBRIZ10 NICTARE VS L ST b, HPIER L LR EE%
EHENZEY, BBEFH R OY 27 #5054, MSAIZEBIT S OSAS
DOWHHEIX15~37% L |HE STV 500 OSASDZE, I
fEARY 775 7 KAt (polysomnography : PSG) 12X Vg X, il
Wk, BEMRBLALINGE & 72 ) O MIPI (025 10 5 DL B IE) ool
BHs5 Il /KDL L & 72 AR R e (R SEAHIE 50 % LL T 25 10 F5 LA
IHEd) OLEY = FIZL DB ENS . MSAIZBITS O0SASD
BEHRIZE Do TWRnA, Fii= 2 —1 > OB X 5 kY
WEgEAR A2 L Z 2 BT WD, F 72, KIS IEEE, e <0 7 [k 42
WX D EEENEL S, IR OSEPMRAI L 5V EI3EH O
WOTERLIERAD, [e—b—] LWIFVET [BNOVLAE ]
EEDbDNTWE (BFEHEE), S S5ICHREDA D=L bbb 5.
P A TR 5 3 M R IR P (A VS PR %, MR P L I Sy
RO R BBRE AN E L FEN S, ZoBHRIIIE
MREFDZEIRIE L M AH D L SN Twh, SDSEII LD ET S
MSA TA 5 N5 A BIAAAITIE, A M FRIE o fib 12 D HE
fii (laryngospasm) DOEEDHMb L & TN T WD ™, WEEHEHI,
s TR ML L2ZIRECH Y, @, BEEIEICT] & kv
TR, WAIFICWEZ Y, iz ReTIEehHh 5.

Gilman 4738 (20084E)® @ probable MSA & I X 7z HA A
QUIEBNZ RS 5 H o i 7 A, Ik As, PSG, HEINS
X ORREE TS BT B MEEN LA & 1T 5 720f%8 " Tl&, PSGT
IZ apnea-hypopnea index (AHI) o % Ji¥ I 5, slow-wave i [
(stage III+1IV) X REM RO % 8D 7z MEEINBIEETIX, R
FETIZT45% (9/2061) DFEBINZ T AA L2 #7237 L
AR HER, BKRIOEE, PR, WEEZRICBIT AR f
PR AT A3 2 BB & 9 I L CRER A E 7T
R, WEEHEDSALE T EED BA L CRENZEE ST I S
NETICLRVITRTH Y, FHRERLITFHRE (continuous posi-
tive airway pressure : CPAP) 7%, TN HIZL A5k Es
ELMEMEATR I N T WD, F72, T2 Rk kE
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B E RO DIEBND Y, DX RIEFITIEREET Tld AR
NEFETHIEIRENTVS, FHURE L & b ICHES 2/
&L TiE, KERFEINE & AaDO: B K & 80 7278, AR REM AT
B S REEED L7z, AHI Z2 &6 0 ho PSGRAT
R e BB L ah o7, ZOMELY, MSATIEHA
DOHATEL & HITHEARHOMERMEAEHRL, ZoHholEH
MILRE "C VA I 331 B MR HRI W R 55V 2 b 5 IR R IMIE % & & (2B
EEHBTE, JEMEBIFETUMNOIMMICHELI B E, BX
U'PSGHTR® %) b M OFEFETdH 5 AHT 1 MSA O[T HRIT-0E % &
OEIEBEOTEEE LTI LO A TRV VRSN,

c. FEOAMFRILE

VR TANTIE O 4 B RRER R ICHETE O A b = 712 X 2 Wil & kg
REOBBLMEEINTVLIOTHEELZET L.

d. EREEMERGR

MSA TIIHE FREEA BRSO b,
OPCAD# B X U'SND TI3 F A5, MHIHIR IS M B) S5 25 3
T505, ZORFIIHEABINEREE LR TLEEZON TV,

e. REMEE R 1TEEZ (REM sleep behavior disorder :

RBD)

MSA Tid— i, MERFICRBDA L AS5N5. RBDOL
RIERZ IR ETH Y, EIRPICEELZY, KiE2HIFD,
GLBEZO% 2 W), BoZh, RUBkAQLD, Xy F25ED N
L7203%. 20X %RE4TENE, Parkinson s TiZ REM R
DERFEFHADOMERE DRI &, BRI EIA 5 B3 5 4CHAT 4
WX B E%2 5N TWw57%, MSA B TIZREM R H o (R A
DOWBEIROKANIFED ST, RO OF L WEEEIC X 5
EEINTWVD, BIEHA T REM IEAR H112 T A 20 AT R E2
B\, RBD Tld, GABAfESIEREM-on = 2 — 1 » & GABAfE
B REM-off = 2 — 1 ¥ M OMEIHIA/RE N T2 7. RBDIX
MSAZIE N BAER AT 2 2 & 05% v, s, R Epkb 24
W,

2. SRFEMEICH T DFREEDBMHE

FH OIMEIRE DB S 72 5T, W7 7 4 N—A 3 —F T
WOBREIT). WMEI A =7 O@WE, [ELT 74— 2
—FIE ) FEFEDKT 205 2 L THEMIHEIOSNEC.
M PR A R L2 B LU, RO PSG & 4T\, AR - KRS MED
AN R MEIFIR DOFENE 72 &2 TR D

3. SREMEICETI2ERTT

a. WWBEMEIS X N_TOFT7

MSABE DL EIMEE X LIE LIFZRIEORIIRTH Y, LIFLIE
RATrT7TORLLLEDHOT, BHICK D EFEOY (quality of
life) OYHEEHTY A7 DAL % b725HF. MSABHEDZIRIED
B e LT, RAGERZEDMEI L~V TREMRZ B L TOR
PARBRZEL LI ENREZLNTVEY, ZOMBiiE, dikr:E
PR I BE 0 & 2 MEIE D E 2 T W 5. HRAOFHATI,
probable MSA 1% D MBIZ T DL TIZ45 AT I0AH Y, 2D
IBLTANERIETH Y, IR DOZEKRIEIZ6ANTH 7. 20D
ZEIRICIBE O PIIT LA UM AT 2 N, FEAR BRI A0 by HE 40 AU
#: (non-invasive positive airway pressure ventilation : NPPV)
WATH22AE TR T2 eh s, [REHEDUNDO A= LD
ZERRIED N LRI S T .

AHEIEIG 98 2 22 LR 9\,

WEFERR I LIELIE S =y 22 0 & B2 L, BIPR % 4 U T
MR OB & 4L, FHMOEEERHE2ELIE20T, @
S WIS A X ) 58T A, F72, AOFRMER) @I —
B THY T CICNET 27259 L Eo TRLEEDL I LHWKET
HDHY. PAREOHEMOENTH L. TNODHEFATHTOY;
G, W, BB CPAPASH MAZ%E % M 2 € %. CPAPIE,
Wi D & 5 MSA IO —RINE £ 2 SN Twb. CPAPIZIERE
PTHY, TUHIEE OGS E 725322 KRGS % 5
195121, 5~10em KL TEEIET5TH5S. b L CPAP Thi
MAYH 2 %2 W43, biphasic positive airway pressure (BiPAP)
WCHI ) B R D UNENDH LD

S PIRE R LU YIBIE, W R 7 i A S B o B R TRy
B, IR 2 M ERMHEITR O B A1 3% o, F
7z, FAAMERIR O oW 2 E G 2 & 3 ek & & 5 MSA D
HATINCE, SJEVMPLEICR D, B, SJEVMBEOERIED
WELHLOTHEEEET LY,

DHEBITIED 205, i IHER -~ botulinum toxin 74 A3 %)
LOWELH B D RITIR, RIEY A b= 71259 % botu-
linum toxin (& [PREEISY] FEHIC % 5.

Baclofen @ X ) 7 #jiith#% 3, chlordiazepoxide & % \* % benzodi-
azepine D £ ) RPINLED A TH A, EELMHEEI A =T
BH T, IREBRNEZ B0 & 3 2 RO E D E 3 % ™.

b. FEERBHEMFRIERIEDT 7

IR O MEREL, 25 RIS § 2 EHEDLETH 5. IR HEIFIL
WZxt LClE, ARSI {, OB O & Milhesik o i
RAFYHST NS, AR L) EHEEE <, SBE
DOREBPED VIR A WM 247 .

Wetn & M 726213, NPPV R CPAP %179 . HAIIFATH
KBk, AU T B R A TIPS E 1T .
CPAP 2SR 72 541X BiPAP % I\ 5. CPAP 25H§fil: & fit#h 3 %
D5} LT BiPAP (& H OWLA R I A 2 B3 5.

AARHGEBE, TS OB R AT, T2 IR SR AR
D X9 HRRIE OB B X OGS ILE R 25 T b B ¥
BV TR O 70 ONIEEFE L LCid, HarTRRi, N
botulinum toxin7EA, KEUWHAR LD HEDLH L™, 512, [
IRATZEIRIED TR IE, [EART O CPAP & %\ E BiPAP % v 723k
R AT DI S, Shimohata H DHFZEIZ L % &, CPAP#
BiZ, Atk PR S LI Z AR BT B LB 5.

e 4 0 e R R D I 5 5 - NP % 5D B 5 525 D, £ Dff
JCIFERT 5.

c. FHEOAMERERLOT 7

MSA B# ORRER L 4 G IREEDS— I TH 275, BHI A =7
2 & 2 2EPRA O BE TIXHERRIOMIS D H 5. B~ A
2 (face mask) % H\272CPAPIZ, MSA B H 2B AW A S
LOFRBEOXAEMEEZ TP TL-0IE8TH L2,

d. BROT7

FHELT, BHRICTIHICR SR, TENZIFERICRD,
W 2 ARAT 2530 (R % 90 JEIZLT % < S W L TAAB ISR &1
%) BATI OB L BT L CWw 23581, BREEE
LR T THACEEREAZHVLDOL LI VESNTWE™, ili%k%
AU 7230E, PRSP L E R M THEET 5.
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MR L 723, 8 5 70 B RRHE T B 0 72 (B PH AR 3 7213 M B
B2 LIRSy e R R

X ik

1) Papp MI, Kahn JE, Lantos PL : Clial cytoplasmic inclusions
in the CNS of patients with multiple system atrophy (stria-
tonigral degeneration, olivo-pontocerebellar atrophy and
Shy-Drager syndrome) . J Neurol Sci 94 : 79-100, 1989

2 ) Yoshida M, Sone M : Mechanism of neuronal degeneration of
multiple system atrophy. Brain Nerve 61 : 1051-1060, 2009

3) Benarroch EE,Schmeichel AM, Low PA et al : Depletion of
putative chemosensitive respiratory neurons in the ventral
medullary surface in multiple system atrophy. Brain 130 :
469-475,2007

4 ) Wenning GK, Ben Shlomo Y, Magalhaes M et al : Clinical
features and natural history of multiple system atrophy : an
analysis of 100 cases. Brain 117 : 835-845, 1994

5) Gilman S, Wenning GK, Low PA et al : Second consensus
statement on the diagnosis of multiple system atrophy.
Neurology 71 :670-676,2008

6 ) Wujtewicz MA, Chwojnicki K, Owczuk R et al : Laryngeal
dystonia in the course of multiple system atrophy : a cause of
postoperative respiratory insufficiency. Neurol Sci Nov 6 :
published online, 2011

7) Raggi A, Ferri R : Sleep disorders in neurodegenerative

diseases. Eur J Neurol 17 :1326-1338,2010

dt B : Shy-DrageriiB:fit. HUH H ARG SO0 E B

Y —X27 MRGEGRHII—ZoMoMERE L &0 T—,

WEHRE ISR, HARERHAL, W, 1999, p258-261

9) Yamaguchi M, Arai K, Asahina M et al : Laryngeal stridor in
multiple system atrophy. Eur Neurol 49 : 154-159, 2003

10) Ghorayeb I, Bioulac B, Tison F : Sleep disorders in multiple

system atrophy. J Neural Transm 112 :1669-1675, 2005

Bannister R, Gibson W, Michaels L et al : Laryngeal abductor

8)

11)
paralysis in multiple system atrophy. A report on three
necropsied cases, with observations on the laryngeal muscled
and the nuclei ambigui. Brain 104 : 351-368, 1981

12) Shiba K, Isono S, Nakazawa K : Paradoxical vocal cord

motion : a review focused on multiple system atrophy. Aunis

Nasus Larynx 34 : 443-452, 2007

Merlo IM, Occhini A, Pacchetti C et al : Not paralysis, but dys-

tonia causes stridor in multiple system atrophy. Neurology

58 :649-652, 2002

14) Boesch SM, Wenning GK, Ransmayr G et al : Dystonia in
multiple system atrophy. J Neurol Neurosurg Osychiatry 72 :
300-303, 2002

15) Blumin JH, Berke GS : Bilateral vocal fold paresis and multi-

13

=

ple system atrophy. Arc Otolaryngol Head Neck Surg 128 :
1404-1407,2002
16) Vetrugno R, Provini F, Cortelli P et al : Sleep disorders in
multiple system atrophy. A correlative video—polysomno-
graphic study. Sleep Med 5 : 21-30, 2004
17) Mehenna R, Jankovic J : Respiratory problems in neurologic
movement disorders. Parkinsonism and Related Disorders
16:628-638,2010

18) Williams A, Hanson D, Calne DB : Vocal cord paralysis in the

N

Shy-Drager syndrome. J Neurol Neurosurg Psychiatry 42 :
151-153,1979

19) Shimohata T, Shinoda H, Nakayama H et al : Daytime hypox-

=

emia, sleep-disordered breathing, and laryngopharyngeal
findings in multiple system atrophy. Arch Neurol 64 : 856-
861,2007

Sant’Ambrogio FB, Mathew OP, Clark WD et al : Laryngeal
influences on breathing pattern and posterior cricoarytenoid
muscle activity. J Appl Physiol 58 : 1298-1304, 1985
Shimohata T, Ozawa T, Nakayama H et al : Frequency of noc-

20)

21

~

tural sudden death in patients with multiple system atrophy.
J Neurol 255 : 1484-1485,2008

KuZniar TdJ, Morgenthaler TI, Prakash UB et al : Effects of
continuous positive airway pressure on stridor in multiple

22

=

system atrophy-sleep laryngoscopy. J Clin Sleep Med 5 : 65—
67,2009

23) Nonaka M, Imai T, Shintani T et al : Non-invasive positive

=

pressure ventilation for laryngeal contraction disorder during
sleep in multiple system atrophy. J Neurol Sci 247 : 53-58,
2006

24) Jin K, Okabe S, Chida K et al : Tracheostomy can fatally exac-
erbate sleep-disordered breathung in multiple system atro-
phy. Neurology 68 :1618-1621, 2007

25) Marion MH, Klap P, Perrin A et al : Stridor and focal laryngeal
dystonia. Lancet 339 : 457-458, 1992

26) Biltzer A, Brin MF : Laryngeal dystonia: a series with botuli-
num toxin therapy. Mov Disoed 22 : 673-678, 2007

27) Mariotti J, Fasano A, Contarino MF et al : Management of
status dystonicus : our experience and review of the litera-
ture. Mov Disord 22 : 963-968, 2007

28) Holty JE, Guilleminault C : Surgical options for the treat-

=

ment of obstructive sleep apnea. Med Clin North Am 94 : 479-
515,2010

29) Malinovsky JM, Cozian A, Rivault O : Spinal anesthesia for

=

transurethral prostatectomy in a patient with multiple
system atrophy. Letter to the editor. Can J Anaesth 50 : 962-
963,2003

TMINFHE © ZRMERIE O RF R (G5 28) MRS & 1P
7. W EAEET T 14:11-14,2009

30)

HEEAESE Vol 30 No. 2 (2013)

209



AR PR AR EAE AR O 7 - FFIRER L )N F—Y a v

V BYZAMAT 4 —(CHTBFRTT

FC®IC

HATERG Y A F a7 4 —121E, W ODORBREEND.
77 OB TIE, Duchenne®! i ¥ 2 + @ 7 4 — (Duchenne
muscular dystrophy : DMD) (2B % sk & SR A2 LB L €
w5, bHsA, DMDIIHEOMLT & LITIPRHRE L k. 2
LT, T REEORHHIZHET T 2505, Wk b iz v
THPWGRRR % iR LA ZREE L2 L1, BERANDRIED
PHOZIRE LB TH 5. DMD~OMIIITLIE, BOMIZMHEE
0, ARAER B IR ER 72 & S VI B & AR BRI R IR 5 (tracheo-
stomy, invasive positive pressure ventilation : TPPV) % L TJE
15 BE B E e K€ 5 (non-invasive positive pressure ventilation :
NPPV) ~NEZELTE 2512, MiNN—Ay T asyRyFL
— % — (intrapulmonary percussive ventilator : IPV) %, &HiE
B iRE) 2 (high frequency chest wall oscillation : HFCWO),
B4 (mechanical assisted cough: MAC) 7% &% T
KE7 VT T Y ANE T T OFMEAILAY, HFNRIFE) NEY
T—YarkEw T, HYAMaT A —~OFWT TR ST
W5, ZOBEMERMRHERTIE, IS OREE LIRS A
% { I randomized control study 2% L W4 TH ), LT
Z - LRVORERRIEEE L. F7, BECW LSO b oY R A
FIAL VI IMERENTVELDT, INHEZBEICLEaLrbi%z i
DLHELETD.

1. FROREREE OO ST

DMD O MW s B 4, 1B EATRIP I B ECTH ), JERIE
AN G. £ o6, 10STRERIEIT 5. KB O
IR X BAERDIRA D Z AL 25, H GBI D% 57 &= B
Y, Wikl o b H 5. Table 1ISEFTREGERE —
BECHRLZ CNSOMERICHICER L CBHET 2LENDH 5.

H 5 350 C L2 FH M SR 2 I 68 52 > A Tl R M 1 5 B
(Sp02) TH A, HHOHE TIIWIHOIFRA AT Z S,
Z oM, FFEAERER A L LT %R (% VC), IR IR A R
(maximum insufflation capacity : MIC) WA OIEEE LT
DO KWAHE (maximam inspiratory pressure : MIP), M55
DL L Toi KIFAIE (maximum expiratory pressure :
MEP) 2% 5. F72, EHICOWTIEEE KR (cough peak
flow : CPF) dffibhn. THOIEREMMAICLZE=F —25K
YITh s, RENTIED S S ODBIRILAT A G T, HISH
AR EHEIT 2 F b ENTE R S 2w,

2. BEUNEYF— 3>

W) N 7= 3 YB3 EENL L, SHICL > TRR
5. T2 21X, WHLF OMIIIFRRLAETr 7THE0TINE) T
—varThreTEERLHL. Ll —RICHBNREICL
> CORMMITIEHEREICEEN, INE)TFT—va e LTE
T AFIXITIEAERW. T 2TIE, HTMIFRI AN F— 3
VRS TR %,

DMD D HFIFHR I N 7= 3 &, T EiE~oF
HCTMIC %29, PHEFHIC L > TCPF ZMiHd 5 JinsF kT
»H 5. MIC DHEFED LI, WER /Ny 7% Fl v 72l & =
T Ay FR YT EAT). MICOHER S UL, AR E WV

Table 1 Mfiffifisic & % F 420K

9z 57 Ik 174 T BERANEIE
LAINE ARESS T eas ] FEETE

H i RS R st i AL T

L s PRI

Wi RE WD

A2 ] T i A

e T I B RO
T e SN

e 2 ek

B RO I7NE

Table 2 2% NPPV #E A F) 7% 54

A

IIRDHETT AR 5 < D

BHEIAOWH IV ROND

ARSI U 7000 72 %

WHIARIz, A7 5D =7 3w
PaCO:2%45mmHg L " C92mmHg LT T 5%
WELRT Y F=Y 20% W (pH>17.10)

PR 2WFH T AR, EL WPREBATYET S

720, MTFHRMEO squeezing 72 & C, CPF biEFFHR 5. HEk
WCIRIRINAERR F LS — VW EETH 5%, DMD TIRHZEZRED
A 12 VW H S H 5. FHEIIHT 2 D O TIEBRA DS
LHEDHY, WOLDOREEFH L2 HESELZEIN TV S,
INBIE, Kl VT TV ADEHTHRS

3. JREBHWBEMRKAEE (noninvasive positive airway

pressure ventilation : NPPV)

DMD Tid, FRO 2 T s & 0 BN IS 2 F A —f
MTHb. [REPMERENDIHzNIS, BETIEIIAIRT I T
WCRIEHRSA %217 9 NPPVOSHiBR A O FER E L TEHR LTV 5.
NPPVTIE220DBHE L N, T4 bbb WA E (inspiratory
positive air pressure : IPAP) & I'4( /1. (expiratory positive air
pressure : EPAP) %#i%E L, TOEGSDETHLATS. 2200 L
NV E %728, BiPAP (bi-level positive air pressure) &I
NHM|ELETH L. PRELHET S EEAMPRR LT H 2 HD
H5.

LAENZ BT 2 DMD~ONPPV I, 19914EICM6E - 727, # &
AT S 2 IPIARIR IS bR T & ) 2555 CTNPPV % BiAS 2 3
bdHHH, DMDIZBEWTIE, BARENZHIETTLHEC
NPPVZEATLHNH L. B EFITEATE S50
Table 2D L HICF LD LTS, B AWFIC I H il {5
ROWEHEZBETLHBEOHNLC.

W T R ASHHR S 2 V) SGEARZE D S W) NPPV IR EMICH
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FREER AN © IR O 7 - IFAE B E Y NE Y T =T v

Fig.1 575 70#] (LA¥u=27 2%HPLY)

oo TS A 125, BEOMITHRER CHE T R &AMV EE
Wz, BEOBRERLEHREE RadSEMT 205805 5 15T,
AN BT LIE TONPPV R & R 2 BHEVH 5.

NPPVZEAT LB, BEOHOVIIH>72v A7 & RH
PREFEECTH . A7 EBRIHOTELWIPRL, 240
IT7) =2 EHALFIME THAH. HEETE72%, IPAP % 8cmH20
~10cmH0 F2JE TR % A 5 A%, IPAP XV ZE 26 LT 20emH:20
MEICETLAZE 2. EPAPIIBEEHRORML NV TLwas, KI
TR PRI % NPPVZ TlE B B L AQ4emH0TH 5.
BRAGEE DL O I %L (breath per minute : BPM) & H 58Ik %
BRTDLTHLIICHEZ D,

AR, HAIROFHMZ LA SMkiid 5. WEILes i 7
ETHEIENEMT 2F 0 H 5 &, BWEBROFMEEELSE) v A2
ORFEZA SRV T 2F0H 5. BizokEld, IPPVO LA
EBPMMAETH 5. MPIGHRRBASHE S & 1071 BPM (2 [ ]
$%. DMDTl3, @¥R%E - RIRGEH % &0 HEIHTE NG5 T
BHhH. FTDID, SAZDOHRELTHT T 7 E2HCTHRKT 55D
%5, 57T VIGHEENEMT 2L DR nizd, A7 L
B OFMIC L > THEL2BRENKELTCOANTH L. BTTT
DD, RTAE—A%2flio THHEBITTHL DL, BTI70D
#l% Fig. 1IZ/R7.

DMD TiZ, 304ELL 2725 TNPPV ZFHHRLFHL L WY,
—EREUMSZENTH, [EVMILEZ L CNPPVIZRET 2
ERBODIMLDDH B, 150 B Dl — A THIE %R { NPPV
ICRBATIRIZ LW ) As, ZOBRICIIAEZ )T T v A% WTICHE
TPV EETHLILLBEHINTNAS.

4. [EYVH - RENBGEBRSKEE (tracheostomy positive

airway pressure ventilation : TPPV)

DMD T ALS & [FA#£12, TPPV 2SI EZ e ) iz 5 TE T
H%. DMD T, LHEEEIEL 2720, AT #I1E TPPV Tt
F 2R TIE V. DMDIZ BT b BRI O AT TR IEH 1T
FEREIR T o B E R 22 1 1UE, NPPV 2 5 TPPV AT E &

Table3 Wi Kiiht (CPF) & HE#EDIKE
> 270l/min IR L T A L
270/min > - 2k e L2 W R 2
160//min > TR, W

Fig.2 M8 (MAC) OB RIFTHMTEER [H 7
T7YA ]

LG, E00OEH % EESE 542 TPPVASNPPV X 0

CRTVBEVIERLHLY, TPPVELEE LAVWTH H4o%
AR S 2 &P IFHIETREHMTIED 525, BlIEIZIZTPPV
ZREBI O TB & U TR 2 S L.

DMD T, #@HOFEWMHMLE TH = 2 — L oin s AT IR
EREHIRERTIK L2, AT L ) KEOLE I d5E
CHREBICELIFENRZINTVDEY, Znabi 720 HIR - i
IRFIEGIBIE: S AN SN B %%, FHIEE T > TV Rw.

5. [EIVUT T2 ZXDRER

KRBV T T v A, HFORPREEEERE A DTS
%\, DMDIZBIF % CPFOME A5, Table 3D X 9 |2 CPF 78
2700/min AT Cld, 40 - Bl SGers 128 2 PEH$ 2 SR 2 0,
160l/min DL F Tl o b PHEASHKR R WY, KEZ )T T ¥ ATB
I BEEERE 2RISR AI D, 12 3KAETIRIRTH D, [iFHICH
LIEEW T HOEETHY, MACHZINIZH25. 220HIE,
FHAEICHET -z oSBT TR S 2HEAME L
IPV £ HFCWO R ZNUZHh725. bHbHA, TSR &Y Tk
LR L), SERBEOMERIEZMERT 250K TH 5.

MACO##8THHH 77 A (Fig. 2) 1320104E4 H 22548
BTN L% L T2 B TORHDRBOEIG & 7 - 7272
O, BHIHHEEIEToTWA. A 77 VA MIEHN~ A2
%l L T +20cmH20 72\ L +40emH20 THi PN 225 % 1% D jA A,
Z D% —20cmH20 72\ L —40emH0 TEMIC R Z M S 5.
ZRICEY, Hr [Rold] FEAME LRETH L. B0
B ERIC e { & b Flbi e L L cO kL. A7 7V R
b & T Bk % 03 % &, CPF % 1800/min Dk I (283
K2, HEWHSEF LV TIA4 TV ADET L26ITIE,
+60/— 60cmH20 B DS Th v E AR R IFRR RS SN R
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AR PR AR EAE AR O 7 - FFIRER L )N F—Y a v

Fig.3 Ml /S—A vy ay - XryFL—%— (IPV) (£) L ESHERsEEE (HFCWO) (F)
KRB2 )T T VAL LSRR,

Btddsno.

IPVIZEEND O RHECTHRMAEIEZ MR 5. HESRE W E
FEAICZEWNIEDNH D, critical opening pressure # # 2 % & K
MWEEZHEL TOREIHNTER L Tu2RiBNIc 2R A
5. WiRaASIL DY % & WA AR L T & ikl ~ & L3
HFCWO (k4 i U CRE s iRB) & 5- 2, TPV & AR KRR S
FHELTLE> TV RELMLUIT. IPVE HFCWO O # % %
Fig. 31273, AIIZB 5 IPV & HFCWO Ol IEAT 13 5% 0
ML LTH->TWa.

BBbHIZ

YA a7 4 — ORI 7 7 % DMD 0% 24 C TRl
L7z, BAPENCBIAHYA M7 4 —BROBER2S, BEDIE
EAERENRBERERRE TR E Z T TV, D), £L0
EENEFE X H B T 34w, LA L, DMDIZALS &
SRR T 2 LT T HRENRETH L FH0 0, KRB
P B HOFAR PR R D S 5.
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