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A AARC (American Association for Respiratory Care) : K[EFEUEE
SEES
ACBT (active cycle breathing technique) : 727 7 4 7% A 7 VR IE
ACCP (American College of Chest Physicians) : KEMESERNFS
ALS (amyotrophic lateral sclerosis) : fhZeffa Al 22 mE L IE
assisted CPF : fEFIZ L 2B (WKE L OMERUCZ K 5410 8))
ATS (American Thoracic Society) : KIEMgHEEF42
B BMD(Becker muscular dystrophy) : X b —MiHpo 2 ha 7 o —
BTS (British Thoracic Society) : Z[EMHR5S
C CCHS (congenital central hypoventilation syndrome): 3R HPAx M {KHL
KUE B
CDC (Centers for Disease Control and Prevention) : KIE¥EJR TFhE Bl
vl —
CPF (cough peak flow) F7-1% PCF (peak cough flow) : DO —r 71—
CPT (chest physiotherapy) : JEFER S E
CNS (Central Nervous System) : FHXFHIE A
D DMD(Duchenne muscular dystrophy) : 7 2> = XBFFHFI A a7 ¢ —
F FET (forced exhalation technique) : 58| M- T4
FSHD (facioscapulohumeral muscular dystrophy) @ BAMEIE H _EBiffs s 2 ~
SR
G GPB(glossopharyngeal breathing) : FHHEARE . B o /LI
H HFCWC (High—frequency chest wall compression) : a8 % k#1814
HFO (High Frequency Oscillatory) ventilation : & HRENHLS
I ICU(intensive care unit) HEHF{RKEE=
ICU-AW (intensive care unit acquired weakness) : £ T 5=

Epakiv



TPV (Intrapulmonary percussive ventilator) : ifilN/S—h v g o _X o F

L—%

KSS (Kearns—Sayre syndrome) : B —3 R « A V¥ —hEfERE

LGMD (1imb—girdle muscular dystrophy ): BHFHIFHT A hr 7 ¢ —

MAC (mechanically assisted coughing) : fEFITEIOEH OREMIZ XL 2918

MI-E (mechanical insufflation—exsufflation) : ##&iZ K 5 %I B

MIC (maximum insufflation capacity) : fF RHRH|K &

NPPV (noninvasive positive pressure ventilation) : FF(ZBEAIEEE
L (A ARPEIR AR 742 T 2006 4212 NPPY A KT A V)
F 721% NIV(non—invasive ventilation F 72X noninvasive mechanical
ventilation : FFRIRAVRS HEHA R A
% 721X NIPPV (noninvasive positive pressure ventilation) : FF{=BEMIEE
JEHASIRE

NMD (neuromuscular disorders) : fH#&f¥E &

PEG (percutaneous endoscopic gastrostomy) : #REZAINIREERIE A 9 G

PEP (positive expiratory pressure) FEREGERETE

QOL (quality of life) : AAJEDE

SCI(spinal cord injury) : HHEEE

SMA (spinal muscular atrophy) : M ZEHEIE

Sp0, (saturation of Hb with oxygen using pulse oximetry) : F&Z&faFnAEL

(ETFT SNV AFF 2 A—5 THRIE LT L)

ST (speech therapist) : SFEER 1

TPPV (tracheostomy positive pressure ventilation) : [REUIBHIZ L 5
N2

VC(vital capacity) : fiiiE=

VF (Videofluoroscopic examination of swallowing) : M &t
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FRERAR R (neuromuscular Disorders @ NMD) &%, #E@j==—w > (K
AT AR SO R AR O SEE AR AEZ) . FERERRAR , IRie, RASARRS, PR S
L, HAOWT IR ENFET DIRETH D LEESIND Y, ABTLIE
LIZEA & D TRl - iR 13, 2 OMRRARZEARIZ ONS disorders (HK
PRI B AR DO IEENRRERE T & K- TR ER) O—HaMx /b DEEKL T
WD ENB D, WK TORE 2 OB 2 PERAE B S L% 5
BT HRE, EEEET D,

P DB RS & BT 2 MR BB W TR O AN TR E 2 05
T o856 i <UL T8RO & T 2 R RN LRER A T Ho4L TN 2,
1960 FEH X © ZUEBIBAIC X 2 B5E N T, (tracheostomy positive pressure
ventilation : TPPV) 23 & 72 072 ¥, & HIZEKIZIWTIE 1980 AU, AF
(ZBWTH 1990 FFHEH L D [REYIRALR[EHRE 21T T A~ A7 PA&~ X7 |
YU AE =R E & VT IR EERHRTE (noninvasive positive pressure
ventilation=NPPV) 23 A X4, TV TITMRATIE B OME O H —
R E e o T D P, FHR IR RIRIE DM & 72 D AR R MR A P
R 1LITRT,
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TBEVERR ZEMEIE (Spinal muscular atrophy @ SMA)
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LA NRF—
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NPPV (2B W TIE EXUEAZEX DM@V E & L THRART 20N H D | KB W
WoHER DA, FRGERAZEIC LD FH LS| NME T35, £70, [EY
FACKERE D X 5 NIWIZ XD KGEMRS SN TWRWZ & AESERE
L TOEREZD O OEERSINREERZ LD, KOFE D LA L5
LRD Y AT PIFET D, & HITNPPY DR E 2R L L TR0 0 H ]
RRARZENDHITOND, Lol PR O KT 72N HE T o DR H R
B TITIEREME T LTV D706, RABECHER DHEIZ LV KGEWNIZIR A LT
B RETDRADMRT U, FEREREG:, FrllrRmer iz o U 2 7 53m <
NPPV DN EEE L 720 2 5, T OFER, BROKEHE [ EUIBBITOIR
KR D5a00 5,

Z DX D ZRRBICK LT, NPPY 2D RA DTS D 72 DI2id, B
HEZELROMYIEE U CHRT D720 OPERE, K082 VT 7 ANEE L
2%, FOTOITITEHERRZ PG L. S CS U TR X 2% B
(Mechanical insufflation-exsufflation : MI-E) Z FMAJICE A 5 IR0~
FVAY PRI TS 2, FEINLDOTIRT AL MO 7T OHESE
RHTA RT A E, MRAHFEBOET WVREB L WD T 2 v = 0 XY A
M7 g —%5R e Lo b OBRELFHET D7,

L2~ U, MI-E IS I8 1T 2 1 0 70 FE SRR 8 OB REHE TR D 20 R\ B 9~ %
FHIEZE AR, £, MI-EERICK T 20 4 —= 7 RodeE, £9H6
2 (ICU) EZE BHOBY, FHFEREORA e EOWEITH D03 ¥ NPPV &
TEFOBENT L DA B O PFHIC K 2 MER RS OFIE O 088 B EE 2 & R
BN R 28T,

ZITAMMREOERE LT, MEGEEDETVEERTHLT 2= XR
oA Ra 7 4 —ZRMBRIT, BRI & DA B O8] 728 S O fat & bk
BEICH 2 DB EWLNCT D & & BT, NPPY & TR X 2 Bh o ff
IR T DR O ERER & MRS AOHEICB T 2 R RAIEHT 5 Z & & Lz,



FBIETHE, Tav=rXHHUoA a7 0 —OF%, MRAREOREE, T
FED IR EEHBZIRIE BT AR~ 2D A v kN DEE LMD FIZ DWW T
1THIFZE & BRI 2 0 2 TR %,

FH2ETII ML DROEZ VT 7 AT 7 =y 728 % MI-E DALESITIC
ONT, BOKDXIEZ VT T AHA RIA e RITHRT 5, £, T2
= U XBFFHTA R0 T 4 = 2B D KBRRERTAM & 4 FOMARIC L D% B ok
L, OEIS, R E Y AZITELTHRITIIEE BBRBIZ b LI2E LD D,

3 BT TIE, MI-E Ot 72 FER ESREICHOWNWT, T a2y = XBIFHT A
a7 4 —Z2%RIT, MO —7 7a— LR RBHREELREHE L L TH
5,

BN 4 BT SRR AR O NPPV I L 2 RN TR EE 230
le7 2= IBFE VA b u T 4 —BEEZMRIT, T K D% Eh &
WHERE & DBHN G | i HARIR & GrAR 2 L 72 BRI X 5 M E &
DHEDRBIERZMGEL . £ ORBZNRICE L THRFTT 5,

TR TR & NI E (R A - DA E) BAOFL. BRIRICHELT
T5T a2y U XBIHYA a7 4 —IZBWTE, EMONTIRAERRIZ L -
T—EDIEMMRITEH SN TE b D00, AMRIZHT HRE, EFEaX MO
AR, THEMEDIR T, BEROFREDAEEFOE (quality of life : QOL) DX
TOMEE o TET,

AR IRE A TFEIL Z AU D OREZ BT 287 LOMERE R AL & L CER
L0 o0H 5, NS TR A B 2 38 & 2 A i B, T OB
(B TEEED ] LWIHIA A=V BIFET D, AFwA, 24 KA AT
WK ENELTHERETYH, AR NIBRZKE L, FERIRADHEZ T L
T, BEEWIRIPHIRZ HEIATV, T2y = XBF A ba 71—



(BT D MRS DIERZ AEEL 95 NPPV 2 2RI DO L RIS 5
TeOD—NTe D Z & 2 WFFT 2,
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TalzVXBHIA AT 4 —
(Duchenne muscular dystrophy: DMD) {Z-2U T



1-1. EFLIRE

YA b a7 o — CITARAE DN - BEFE & B AR DR L, i EE & i)
KT RETT 2B EIEREORHRTH D, FEOMITLE & bITHEBEE,
. DREE, B FEER S SIS ERAINEEZ RT L 01D, NEEIC
RIETHNRENRERTH LT 2 = XA Y X b7 ¢ — (Duchenne
muscular dystrophy : DMD) (& X @S MHELEA L & 2HEITHIRA T, Kb
BEREAE < (B H4E 3000~3500 AIC 1 N) EIETH D,

VARNBT 4 RVA BT o SR VB A IR A R RO M e
LOEE U, MBI RIS o TN D EBEX OGN TEY b L << B
Iz B W TR O 332 X 0 M 72 E A2 5210 5 LHERI S Tn D 7
Z D= DOFHOFUERRANIGRD B, & bFEE SN D OFTERORE, LEIZ
BEN 2 TSR TH D, ITALAHEALI MU AR O 5 T T IR T
2o

1-2. HARRE
AETEENOBEOFHIMETILH 27, FIRHIITF AR REITIE LA LR
S22, TR 18 » A TH D, 35% TiL 16 » ALIRITH Y . T
X 3RITIR o TR AT D, BTHLAOEN S, BITOA Y — N, HIEE &
IZBEE L2, 5 T I —%AIC 3~5 i DRI 01D TR B L, A FERFE
IZHEAT L, SEROHERILH H2FRE TN AIRE TH D, FRRAFORMEAER, 8
PERLNE (D — X)) . BT 70 OB B L, S 9 7% THM TR EE
L2 %, BTN ZHRT HREIL, EEOH KT TH LA, BFiHEC X
S THITRRNZ LV BT 5 L Sbid ¥, Y 15 5k CHENL IR R EE & 7p
0| R BRI AR TR DI AT AT DR WS O B ARRRE T, 45 20 5% T
FFRAR BRI DA ETHE T 5 L S, 26 B A TEFTLHFTIT LA LN

8)
(o)
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1-3.  MREHRRICI T 5 MR EE ORER

DMD (ZfRFR S B i A R Tl PRIRAH /10 RE DK T I L 0
SOMETT Uy PRI 0 R AN S0l SR e By O J8ss 4 46 Z L. TR 72 AR
i iz 7o 47 0 2METF. MECFRORMEAIND Y | F o s A
FZ 5 9, NEEAD S OB T O 720 DT A GEDME < | MEEEC IRk
RN TORELH Y | AT, KL/ OPE R EEIC X 2 2B 0REHE
DV AZIZEET S Y NID D% ATH#EITIETH D720, SRR Ui
B3 SRR AT A2 D Y (R 2), FRRARAG MR T & FHNaE & 3 2 I
W& 4 paralytic condition &FEQN (K1), Z ZIZZITF7oHEELE T ThL,
IECBER ., BF e &b ZOWRBIZEENDARRERH D L STV D Y,
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#2 MRBEGHED Y R 7 2 OBEF M CCHR 13 BIS A K4 X D)

>R R /N T, PR OERREHEIL, @ OBREO—#HE LTITY, LT,
TUE T DHETTARDL FFIR ZFGe-ORle 2 T 053 2 BE 0 AR O TR A2 4888 325,

>HENHE TERWEE T, PRMEERZHET 2720107 =22 06 LAIRE
a5,

> G ERE L T & L CANA B A N —%4T5 2N TE LR TOEREIIT),

>12 %L EOBFIZBNT, RO KIEY VT 7V ARSIOFHEE LT, oY —2 7
2 — (cough peak flow=CPF) #ME7 %,

> T HIAGTE &Y 60%LL FOBEC, HiK FOM#ATIC L 0 SMFEA Lz, & L3k
TR Z S L WEBE T, A7 & HHEIC 1], MR EE ORI 21T 5.

>R R OB, PHIEMEMEIR Ry BEREIRL IR R OFER 2 A 28, b L < IIAERRIE
DN TRFHERESEBEREO TR TOBRFIL, Dl & BAFI 1 E, MEIRPEREEE O
A AAT 9 6

>R O TN AR AFEH R, BARTER OB U7 B 40 3R IR S, EAR
RFREIL B 73 & O I ZHETT L7283 T, FIT 1 BIEL EoREIRFEE OFEh 2 LB & 5,

>R D SpO2 BENAOLNIZT XTOBETIE, 2Rl &b W7/ 77720, &
D EEARREIRDE =2 ) 7 ELTH

> EIR I FEE OJRK AR e & &%, MEIRAY Y A2 757 RV T757) #2179,

STEBICBTDEFUON T ) 757 H LAIRY 77 ME, OEERLT T a ohd
L7y,

> NI & DR AR O/NETIX, b LMD HE, VF 2507z ST I
KA ZITZ D L H1TT D,
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1-4. WHRHEBICBTAFR~IX A NOEBLEBRTA KTV

NMD (23T DR - 71X DMD Z &7 W E LTRE L, FEMNSTA KT
A URAT— b AL FBRFER ST, 2004 FIKEETE 2 (ATS) A5 TDMD
DR 7T DA A« AT — KAk P 2007 LTI E 5 R 7
2 (ACCP) 12X % [DMD ODJFRER « SEEHICISIT HIER & Z Do 7 7 IZBd$ % =
YEUVHAR AT =AU BREEINT, B EFEE LT 2009 4FIC
(KES THIEEE o Z— (CDC) MMERCAHERE L7z [DMD 7 7 OFEER T A
R4 BAKSHTZ,

F D%, MG ZERAE (spinal muscular atrophy=SMA) '@, S& KM
A RB T =19 RS A SF 1D 720 L DMD DS O #h R f R FRUC BE 9 B TR
TA RT7A BRI TAE S, 2012 FEIIFEEREEBEES DG 5
KTOHLNEOMNR~ XA NOHA RTA 2P PMERS =, 20
PEAAIZZRE{LAE (amyotrophic lateral sclerosis=ALS) (2B 2R 7 7 DR
BLLERINTND DY,

AFRIZEBNTH, BRUANAE YT — g VEZRRND IR GEE - FhEE
BEOMR Y NV T — 3 ) A RTA 20, Y A/ NEEE & A A
s, BARNRMRZEESNDS [Tav o U XBIHU A ha 7 0 —OBIETA
RTA 2 VBRARENTWD, HALEMSCHPEE LR ENTF— L%
B LT TERENMESS QOL & HERF LO77 0 & S5 FER BRAUHLSUEYE (noninvasive
positive pressure ventilation=NPPV) ZIHHT 5720, (EFOMMIZ LD
%8 (mechanical insufflation-exsufflation=MI-E) ZEMBAIIE AT 5~
VA PRI TN D,

1-5. FERARL, LDASEE L EHHEMOLER

LA, NPPV T K 2 PR BE & OIS kT 2 D IREIR I 72 £ BRI
L0 DMD DAEMPHITRE S EEL TWD 270 JNTITEE A ENLR RS
JNERBE (LLF : 4B%) (28T 1964~2010 4E £ TICABR £ 72 idsh k%2 L=
DMD fB3 227 4, FHEMNATRECTH - 72 187 AITHIT D 50%EFFImZ A L
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lo& 2 A REINTRFRIFTE DOIEHOERIRDEE /) - 72 1964~1984 4 £ T D 56 {3
TIE 18. 1 i TH o= DITHF L, 1984~1991 £ F TOXE VBN TIEW %47 -
TNz 24 4 CTlE 28. 9 k. MBE T NPPV A3 A L 7= 1991 A LARE I XUE BIBA 2 [
BEL . NPPV 2 L CU 2 88 4 TIE39.6 ik & 72> Tz (K12 - 3), BEHAY
LElE Cldd 2 BEEYIBHIC bl LT, NPPV B8 CIIAEMm RN & <. DMD O
P IERIBICIE R ST ™,

191 LIRETNPPVIER

— - 1INFTREFH

E: | L IPPY

: 19912 LR TIF IR B2 {2,
z BT (LT

1]

5 196412 BT CIFIB B i E Rl

AEICRRC 2 EER AR
TFREAA TIFIR ARG (1

Fandor A ED
UI'UI | ! | ! | o | ! | ! | o
15 20 25 30 35 40 A5 | — 108~ 19 ETIFRES R {ERD
age at death =P 7 8
g

X2 DMDI874 (1964-20104F) 23T AIBEM A L AF S (BB

15



114 (1991 4ELLED)

DMD187 44 DEFRIZ & B R - FERIGENADEE L

AETFROLE (8 BRE)

16

N sPREREA i ORAE TRENER
Groupl Mo ventiation and 5% - - - 181 s -
f from respiratory
andior cardiac fallurs
or other causss
[batora 1584) p=0.0001
Group? Death from i - - - 17:2yrs
& cardiomypopathy i
befors fracheostomy PRV Pl
Trachsostpmy IPRY H + - - Fik) 1
(bstars l’%’f ) Tracheostomy &
Groups Desth from 5 - ¥ + naps | pelmaz
A h
wammﬁgmv;m PRy
Honinvasiva IPFY & + + + &S -
[aftar 1551) Noninvasivs
Groupl: A TLPFWEREALIRTIZRF « JEEBR A0 OJRIA THELE L7z 56 44 -
EE DY ZIFIRABEE O RN TIPS ARG OB (1984 LIAT)
Group2: XUEUIBlZ L7z 244 &, KEUIBIEALIRNC OAEIC THET L

Group3: NPPV i L7z 88 44 & . NPPV & ALLEHIZ/OIEIC TIHEL L7 8 4 (1991 HLIKR)



[

DMD (Z331) B ZBEEEIE T &,
EFOBMIC LB
B DER & 3R
(FeATHIFSE & B BRHi)
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2-1. [HBZ YT T VRDHA RTA BT % MI-E DALE-SIT

2013 FIKEMRFEIEE T2 (AMARC) 76, TAREZ T 5B BT 59
W RRE Y VT T ADHME ORRREBET A R4 U RREESE Y,
ZAUE, ABEEET DRIEORAR/NTICK LT, MR A = X AOSE
S, BRIREEL oSk, TCU M EMIR OB . N TR E BREER] O . RS
LDk EOMRERFI LI SUROV AT ~T 4 v 7 LEa—0b, HA K
TAVEFER LT LD TH D,

PERMNSEEFIE LI L VTN TE I =T vy vay (BIT) oA 7L
—var (RE) ZRED. EFINTHZRINN SRS E N2 2 HES. WALHEE
EE A DRI B RE, BEEANGEAERA L TITHYREZ VT
VAFHERRFENTVWD (£ 3),
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3 : AMRC TRIFEENT-ZEZ VT TV ADKE

O BEN—ANTIT O ik
T IT 4 T A 7MY (Active cycle breathing techniqe : ACBT) :
U7 w7 A LT IR SOIE SR 2 LA & o 72 4212, TR I
T2
« BRI T4 (Forced exhalation technique : FET) : = ZFA U912, #
DEEEDLIITHEHT L (AT 7)),
@ BEDPBEEZHNT—ATIT I ik
- MERBERYE (Positive expiratory pressure : PEP) : REICEZMNZ 5
TR T oI T AR s 7T v #— (Flutter) °7
H125 (Acapella),
@ 1RHAE B DR TT Ik
- MR FR 7% (Chest physiotherapy : CPT) : JSRS 2 B DFEFIT X 5 F4E
BT, RE), (RATHEE e & & B L CTIT 5.
@ 1RFE N BIE NEB O & FV 5 51k
- EAEE fIEEEA  (High—frequency chest wall compression : HFCWC) : %55
L7o_ A b SORuR S P28 & DU T2 48R oW B2l L 7Bl & = 7
PIMEHL U M08 B A S B TR T D
s NN —H v g X2 F L —# (Intrapulmonary percussive
ventilation : IPV) : Btk7» & FEME S AL72 S HEE DELN AT A G L |
A~ v AE—A, [EURT2—7 20 LT, EEXELY
RS H D,
- FEMRIC X D% B) (Mechanical insufflation—exsufflation : MI-E) : %
TR VBBE RER) o%ICkEE (KD 2A 2% ik,

19



BEEZMHEHAL TfThh s T e LT, OMI-E, @i/ S—h vz o
v F L —4% (Intrapulmonary percussive ventilation : IPV). Q=48 gk
J£3 (High—frequency chest wall compression : HFCWC) H50EZ V7 72 A
OER L L THRFT STV D,

A SENOPERRAEIE ASS O IR ZR BB E (FERPERRMENE IS 2009 4R AARC 725
HA RTAUHPERSNTEY . AARTIEADAREER), BARHRE, ML
IHE T E 7 EE MK T L2, CINMBROAREZ 325 H 5P HIREDK
NENRBFED 3 ODOIFRREIZ/IT T, KUEZ VT 7 ADHREZT-> T D,

HELENZRIE, A ZERAVERRHEIE LIS ORI 2R B Clk, ORI LA O
FED IRV DOVEHE & L THERE L 722\ @COPD DL —F L 72ia & L TRUE 7
U7 T ZFHERE L7 @K DITRIEIR S & % COPD (23T, A DFgAT
Mk, ZIRBHFEFE N DG EITEET D, @ROERITAEDTHY | KT
L DEOBEN ARG EIL, [EZ VT 7 A THERE L enwe LTEY, &
A 2 A ICATV IEBECEEARZ N LS T2 2 L0 AFNEETH
5L LTS, ZAUTK L, B #REAEEICISVNTIEL, OEFEMIC L 2%
DB FHIT, %D —2 71m— (cough peak flow : CPF) 73 270L/min BA T
DFAEIIERTRETH D & S MI-E (358 < a5 X T 5, @PEP, 1PV,
HFCWC 1%, =BT UV ZDOARRBIZE VI TE v e LTS, KRIZ NPPY 2]
LTWDEFITH L TMI-ERRSHERE STV D, CINEROEE TV T,
DA BT 4 T AL B RN —D—F AFRITHELE L 22, @ FHIBER
ST R OB IHEZ WD, [RiE7 VT 7 A {ttET 57005, O
REZ VT T AFFIN—F itk r 7 L LTHERE L2 & ST g,

2-2. XIREDFEAM & % ITBh

% DFARIZIE%E D v — 2 7 1 — (cough peak flow=CPF) ZIET 2 1712,
I BNTAR T L7 IS R4 A4 © 720, BasRE/ Ny 70N NPPY, FH I
I (glossopharyngeal breathing=GPB) (2% » T{iT79, FRRBNEZ A
LT EEDE TS A EET S (K4), EFNB ok it

20



NRWEEIIMI-E 2170\, KUERECE LA B L7720 | 3 221 L T NPPV
ERVRMOICHEHTE D L2129 2 %, N0 OB X 2% 8
(mechanically assisted coughing=MAC) . bR /s 10712

H @O crRllE %S Bh FESITBY

& 2 ¢ 9.

E-220 05051 RaRESEA T8 11 Bh

7 AP ST %% BUTHRFR A, EE LTREBESDD.

LTESD LI EDRRZER Do RSB CTMICESR TN
EaabHo TEH 88 SIFRI B EMASED
{(airstack TEDEZ, /A CETRADIEFIZI B
SERRRE (MO &L D, 1350

5| IEIRFL: THT&E.

X4 O —27 71— (cough peak flow : CPF) FEffi&
EFITL MBI (KR - FRITB)) Fik

21



1997 F212 4 BE ABe o> DMD B 52 4. 9 b NPPV fEHAE 23 44, FHF
20. 75.5 1% (9~34 s%) T CPF iHliz1To7= *, #E%. A 1D CPF (I%VC 23
40%LL I 72 DA S . CPF<270L/min (272 B BN < R A %27~ L TU-

(K 5-F), ZhucxtL., $EFRE Ny 7 L EETEEIC L 2B E1T 9
&L AT EAEDEFE T CPF A 270L/min UL RIZHI S Cnvie (K 5-T), fEF
DOWEIBL 21T > T 2700/ min (28 L 72V BF I BEMAOICMI-E 238 A L7z,

B 1M CPF
600
500 ¢
E 400 edo * . o .
O 300 :‘z’ *e | ® > .
200 w D
'Y
100
0
0 20 40 60 80 100 120
%VC
£ F I BIDCPF
600
n <
500 . .3 [ - ¢
* PS - <
y 400 K e:., B
% 300 .:‘e’ . . »
200 ¢ 2 *
100 [2**
0
0 20 40 60 80 100 120
%VC

X5 B (k) L&EFB (F) 2881F 5 CPF L%VC D%
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2-3. MI-E O
ZOIENIE, ETIB EBIC L 2S5 (R 4),

*4 IO

B ft B e i hik

fEFICEDEE  Manuallyasssed coughing B HEEL) IR
hane W/t Bhe. hadEsh
FIBIC Lo B, B
it IR oy el

FARt - L0 B Mechaniclinsufflioresuffiation MI-E - FRRE(IRS (e, BBRREYIC
BER (IFm b TR
T, E =770 -FHES
. BT ST TS

fEFABhistRAT Mechanically assisted coughing MAC  MI-BIC ERRERE (195 ]

T - L D0 B L TRaRESF# e T A4k
FirBrRETS
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MI-E 1%, = A7 OffE T 22— 7 %I L CRIB T &2 I 2 RN R 21T - 7214
BrF ISR EICBITL TR r—%2525 Z L ToREL 225 Y (K6),

I

X6 BRI X5%MB) (MI-E) : cough assist E70e{#
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MI-E (2R3 B OFR I, 1993 FEIITKIE D Bach 5D 2 DK TH > 7=
B3, 2002 FELARERRINA B 62 < s Shd K D17 o 72 %7, il MI-E 8%
DIRAIOWECTHDEH 7~ —r (m~— 4k« KE) 25 1993 412K [ FDA
WA EN T, 2000 RIS 7TV A~ (m~w—Y i KELS LAY =S
Atk KE, BTV v TR LAY R A%t AT X)) ICEGTE T,
BUEEN T T & 288FEIZ1E, Cough assist® & BEEEFE T % Cough assist
E700 (7 4 Uy FRALVAER=F A FF70H) I=~H Ve ~F Ve (DIMA -
ABZYT), av T4 —rhT70 (R T4 v 7 AXAF 42 KEH), ~LH—e

(SIARE- 42U 7T) b5,

MI-E 1%, FEIZHWRRUEDOSWVEH A BEIE LT3, TRRAIC K 2803
R, Ay v b—va VRO B DHFETIT, KMERED D D5 OB BN R
LS TE 5, JEREIZ+40cmH20~-40emH20 FREN FITHH STV, i
O MI-E #4525 CTdh 5 cough assist E70 (X 6) Tix., MI-E i FHlFD CPF <2
K[ENE=Z —AMREICR Y | @ & Z a2l L7223 5 270L/min BL Eo CPF
BN D RERERME A BEITE 5, 1940 R, am BT R¥D Gustav
Beck & Alvin Barach A =7 LB L. BHEAIZ MI-E OJFR L7225

“mechanical cough chamber” DFCEXTIE+40mmig~-40mmtHg & DL D
W HAED MI-E HEZIC L S U5 eml20 BALICIEIES 5 & 54. 4emH20 OJERRE
THALTWZ L1272 ¥, MR E M L CHIELZRET 2% ~ Y H—
PEREIT. FRARERAEDSNEEZ N 72 8T [FFPEDS & EEARRIC b RSLHOD, B
SR T 25810, KOEAZESEMTRIC I 0 B AMEE) L 22 aTREMED &
5 EEEMT D, BRI L/ NERE NE Ny T U SO B O
INEIR DD 45 MI-E BEZR O H KR« FERU &, BHEDSL S B3 D | BEENS
EIEA~DY T b, BIEROEREOENLH D N HRREGESZ VT T
ARPFONRVGEAELHHDOT, BELTHEATLILERD D Y,
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2-4. MI-E O

H 1% 3 CPF Z3Hi L. KT L TWAHAEIEL, FICK %MK 5 CPF
LRl LT MI-E 05 & & 25 (K 5), MREAEER L OEMEMMIIKH R T
3 5 FE L TERWVEE MEAEE O ERGERYLREC, BEE - g2 & o
s CRRHLAY 22 FER BRI & 0 355 < Te o TV D BE IS & 72 D,

WEETIE, DMD FRFEIXFEAE A IR 1 RO MEISRERAT 21T > T D, 12 L4
BT, B0 CPF<160L/min & L <ZFEFITBHD CPF<270L/min DGEITITE
ACHE L, @ISO b SIS MI-E OFEAEIT > T 5D,
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#5 BOv—2r7nu—LFEREL LU-EFLERIC X A3Z%4BIoEG

H /10 CPF SRR R D FEFENB O B OwE I
(L/min) /4 CPF
(L/min)
360=CPF  IE¥720% Y2771 BE I EhT
270=CPF  Hyu\ \Bx% 15 e
S EITHER BT
<360 it 5 B A R 4 T EATIER 8 T
e SHIE I~ [E
T % e b CPF i
e =y
160=CPF FE®W 9 270 <CPF JRYY - P12 FE
<270 UK S E % Gy R0 R e FiC kB0 8
f 4 Z W»%\ S AV
FERLDER o005 opp RN
= 5z L
% [ l\iialu N Fﬁﬁﬁ‘ MI_E
REEIC L DA
R BEREIR T IC
TE
CPF< 160 & LT & 270=CPF MEEERM S FEFIZ
AE L 72 HBREMICKER X BB
ot e
w ERAOBYEE o0 cpp B s B FE I
L CHEfR T& 72 270 T AW
. g =1
l/\ &_&)ijzuni@ E\_‘Zg% . ﬂﬁ‘?( b:
£ A o A
7 TCRE MR MI-E
LREYBIC
160<CPF B> MI-E

LIEkRMED v
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2-5. MI-E DEA L EROFIE

AT 60° (RipZ il Z LB AN EAE CH LN, ~ A7 2 LHTT
b BHSHARRCIRER D 3R C & DA BB TIT 5 . MI-E S HIRFIC R0 9 % P
LR E DI, AIREEATIEGERE A2 +10~-10cnH20 22 B 4D, a2+
40~ —40cmH20 FREEE THEHTE 2 X5 IR T\ <, AR7RrEH & CPF 2345
OILDHE THERELEZ LIF TS, A=~ F v 7 EF— FTIE, T - IR
REH] (1~3 ) . IRIEFERH (0~3 %)) Z&RET D, NPPVHEHBE TIZ7 L7 =
A A A7, [EYH - KERERE CIET 2 —7ICEEF L TT Y. A (B
FE) BBEL, ARERNRS~ 27 BRI W AE I S 653 SISk T
LBRET 2. BBH SN WEAITRRKR A <72, 1 BOMEfT4 THRA - FE
KUBEIETE L, 30 PREOHEEZ &I 5, BEZS Sp02, FEUCIRAE 2 2FAfh L |
VEES A 5, Cough assist ET0 DAL L—3 g IR A AU B E) L
TR A DT D e N TE D, R BRI 20Hz, HRIGE ) % BdRiE o
lhPa 2 BIRAIZHRS LTWE, IR b EN DN RIIRRESRMN L T2,
RLPRRE DI DY B APk ERF D NPPV 245 /172 SICEMIPNCHEA L2 v [ AHC
KDL XV M EEAT D, MERERRERIL— LT — T Sp02<
95% CMI-EZfEH L. & L2 HDFH T Sp02 78 95%IZ8E LR W IGEIE,
hoER (DWHOBEERTZOEZ VT 7 v AFESCmEL G2 L ET)
EET D,

2-6. FHOM/NES & BER I EMEKER 2 B & LTefERA

SHITFRRIC IR B 77 H RSB AR 1T 0 FEIC b 2R D, HRIRMHIK
& (Maximum insufflation capacity: MIC) ZERDTZDHDMEN Y NEY F—
g & LT 1 H2~3EMI-E ZfEHT 5, MyE&ESMET LI2EED. Mg &L
EDOMIC 252 FB L LT, MI-E ST iE, ONPPY (EER D&Ml o—
[E a5 & BB D D . @RBERAE Sy 71 X BDINE, @ FMEMEY (7 = VIR )
WD, MI-E & HEHICHEHT 5 2 & ©, MEMEE CRAFICHEHTE 2
£t THL,
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2-7. BRI K 2% (MI-E) O#HR
2-7-1. FRWEIC XD REWNEDORE, FREEENtiZ o T b

MI-E I & BUED U 2 7 BEEEO 72, JFRAIICIZ R 30 2y LI O
MiFHEx D SN TWD, L, BEMHEREMET LZEBEIZB T, AF
F O LT ZHRL, BEBICHIBSHE LRHCEEHEAT 5 2 & T, RRHErEZ%
TR 5, AR OB TRV, Bianch™ b (T HE T & ¥R A
(videofluoroscopic examination of swallowing : VF) (2 VWi T EE AR
D ORGSO BEE 55 4 (67.4111.7 %) %, FEWAPHEDH
HEIZLY 2 BT TIPIRBRRE A LLER L7 & 2 A, CPF ICIR b AEZEZR D,
CPF<242L/min THIAMHEN TR SND (RE 7T7%., Rt 83%) & L7z, %
DIFER ETH O CPF Z @ 558 21TV, CPF 2% 242L/min LA EIZHEIN L 72
BFEOZ L, BROBEAFH LT HRRMEERZR O T3 ATHE T o 7o & Ak
LTWnDd, ZOWRETIIAFRMGREEZ SR EIIL TRV, HFICLD%N
BoMI-E 2 & ¥ CPF #4509~ 2 = & TR MBI A Mk L | RAMebEifiZe 2 753
HZELARRICRD EBZBND,

2-7-2. ICUIZRIT BIKE DRI L NPPV ~DBIT L BIFE T

TEF NPPV 3 72 SIZ B W TR B R BRAABRSLRAE | 28 Ok
REDFHRIT B A A, ICU 72 EEFEEIIC W TRIMBAIIZ MI-E 2l 5 Z
EDORIEBHE ST DY AR, FPIRE=EBER, /KT (Intensive care
unit acquired weakness : ICU-AW) 72 CARFRAHIEBEZ TR O T, FEHIREIC
BT 2 FM ORI ST [R5 2 BERR IS e AN 40 AR T 23 N LR 2R AN
ZNEEHZ T 2 HHZ > TWD EDFER B H Y . NPPV & MI-E 12 K 5 PR
B oA OIEHBHIfFCE S 5,
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2-8. MI-ED Y 2%

JERGCIEREIE~ DR AN OEL SN D, Bulla &M, KHEHROBEED H
HEBE ., RERCOLDARBE CIIERENLE L 2D, NIRRT EBRE O
MI-E RO BNE (Pgas) &ABEOZEALAZFHE L7 #E Tid, MI-E fEHICE
NIZfBE ThHIUE, MI-E I L DMEHOBEILE IOK LY bIE» o7, /R
PR BB DIEFINRIIMI-E R 2 BEE T THH L LEHEEL
YEZ D Z LTSI O EREIHED Y A 7 IS5 L LTnD, L
L. MI-EfERICHEST A " 96Tk, BRNED EFNRRENC/2 5 iRetE bR L
TW5, ZO7D, IR OBFANEED TN 5,

2—9. YERIZEIT B MI-E DEA & FEHOKE

MI-E 1d, KENZEBWTIE 1993 FI27 A U AR EEM)E (Food and Drug
Administration : FDA) |Z[EHAeR & L TR Sz, SBETix, MR, EAE
(BURATBHE) B A ba 7 0 —WHHEBEC I 1T 2 S sk AR ER D 1 Higk &
L CRRAREAZITV, HARIZEW TS 1995 FICE=FE#E & L TR s, £
D%, 2010 R THERMBNZEE B ] & U TRIRmMATRD i, 2012 4R
PR TP B LAAMT b — R B ER Sfz, LasL, TALRER A LT
WHIEERE ] EOFIRAH Y, N TR 28 AT 5 LRTOBER, BENT
O3 U TITR2 S 338 8 Har Ty,

B TIE AL (FFIZ NPPV) NEA SN DS LRETOBEIZBWTY, fEFIC
K DI B CTIXA LN 72 0 DVE I DMT 2 72 VBB R, A 2 7 OA R
W, RRFEZHED AL v 7IZBWTHHEICKHILTE D FEE LT, HElmIC
MI-E #8EALTW5, £72, MBglcB0 CRERE £ IXKRE YR 2 TS
ToBEN, PE L NPPY ~OBIT2HLE L TZ2 T 57— A 20, HERIC
CPF <> MIC #Afi 21TV, MI-E A DKW 295, MI-E DR ARETH DH Z &

I, BER OB BT 2 AT 5 72O METH 0 P I O L3 5
e LT3,

YHETIE, ZHNET 4 ADOBEIC, JEUVIRT 2 —7 ZkEL. NPPY ~D
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BITE T2 (6), &I ThH=2—VIKERNIMI-E ZE AL, Sp02 #FE=
H—LBNO AR TRIZIIMI-EICCTRIEZ VT T v AE/FF L, AN H
902, NPPV (2T Sp02 28 95% L E&EMFFCEx o Loz Lz,

#£6 NEFRRIZBITD2KEEATLREEI S NPPV ~B4T LTz 14 FEH

fiE {51 A K[UUNFEITE#R TIPPV HATH NPPV & 1T &S
1 DMD 20 &% 2F24RA 23 %
2 DMD 24 5% 1¥F 1148 26 %
3 KSS 20 &% 2F 84 A 24 %
4 wEEEA 1 3% 2% 647 R 5 %
5 CCHS 0% 135§ 448 13 &%
6 BMD 34 % 24 R 34 %
7 CCHS 0% 105§ 448 10 &%
8 LGMD 50 % 5%54A 56 %
9 CCHS 0 % 8 F 44 H 8 ik
10 DMD 14 % 248 14 &%
11 FSHD 53 % 1E 104 A 54 %
12 C3 HEEialE (22) 45 % 1E1H,A 46 %
13 Q2 EWEE 27 % 2F 6 MA 30 %
14 C2 HEEialE (22) 38 % 4 hH 38 %

Ty 23.4 % 3% 81A 27.2 i%

DMD: Duchenne muscular dystrophy

KSS: Kearns—Sayre syndrome

CCHS: congenital central hypoventilation syndrome

BMD: Becker muscular dystrophy

LGMD: limb—girdle muscular dystrophy

FSHD: facioscapulohumeral muscular dystrophy
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3 E
BRI K 2B (MI-E) O 7 &Rkt

32



MI-E O el LR ERMFIZONWT, T a v U XBIfiYA a7 4 —%
HRIZ, MO —7 7 m— &R KRR ZIEE & L TR 5,

3 F-A TIXMI-E OJEHEIXFEIE %Z —40emH20 O—E M2 L BIE % + 30,
+40, +50cmH,0 (2 L7= 3 & ComFgt a1t -7,

3 ®-B Tld, MI-E OEREIL, RBE/GEKREL. —30/+30, —40/+40,
—50/+50, —60/+60cmH,0 DJEZELEE LT 4 FIFETOREIT o7,
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3 E-A

Cough Assist ET0 [Z L AZDE—7 7 u—¢L
KR EDHIE
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3A-1. S

MI-E &, BERRAD 7238 MR U & D M dEiR & | REIFERIC K0 KBNS &
MR EZ eSS, MERE L TRUEZ VT 7V RAETHOIRFIETH D, M
[EEIMET L7z NUD B3 72 & T, uhESU2 TR 2 72 O OB AT 9
PR U B T =g & LTHMEHIND, BN TEMNTE 5 MI-E #5133
RS 5705, 2013 FEICAFRIZB N T HEIARB SN ATREL Ie o777 4 U
T A r =7 2tk CKE) O Cough Assist E70 i%, O —2 7u— (LLF
CPF) & WA EZBET DHEENBINS NI, ZOF=F —HiEZ AL, fHx
DBE I LIS OB EN AR /2~ T2, HERM B MI-E O FIFR EE
I3 +40cmH20~—40cmH20 THEH S 45D Z ERL Do 72y ALV b 1 FHIIC
cough assist E70 233K FKGR & 4172 K [E D Bach JR & QA ™ 9 ERIZ LD |
Cough Assist E70 (CF/RSN D CPF Z R OIRIE L LI2GE, K EmnE
REZETDHIEGFIN S D E VIO MELRINTND,

3A-2. HEYLHB

AHFFED HIJIL, cough assist ET0 ([ZH72ITIBII & 7= CPF LR EDOE =
2 —HRe 2R U, MI-E OFRESRMDE ) MI-E EHIRFD CPF L IR EIC B
Z DB OWTHAE L,

HRIT, UBEABLH @ Duchenne B A kv 7 4 —BF T, T TIZM-E %
WAL, BEAICHEA L TWDEE & L, MEIRESREREC MI-E I H 7>
T ORI 2 BN A+ 72 BE 0, MI-E 3REA, b LT 1 22 A LW
T, HAICEN R BE TSR Uiz, MI-E OEBICHZY ., Hx OREICFRE
ERETHEIRV, PRI ARETHD Z L AW L, MFITYPEO B 7K
Wt 34 TITV, v AZEE, CPF LR EDE =4 —Bl5, BE~DOHH L
B AHY Lo, RIFRITYUBEOMEEZE B S OKR (27-1) 25 TR Ik o7z,
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3A-3. ik

Cough Assist E70 ZWAURFH] 2 Fb, FPAURFRT 2 B0, IRILIRD 1 BD TR L,
JEERE % +30/-40cmH20, +40/-40cmH20, +50/-40cmH20 &, [EEZ—EIZ L. 5
JEZ 10emH20 Z & ITEE L7 CHEM Lz,

KRB NIV TRERIF A Y 712 K D RoRiafil < & (MIC) ZHIE L, MIC
A 1500m] A OFE & 1500m1 BL_E 2000m] A O FE, 2000m1 BL o> 3 BEI 434
L7z (K6),

CPF X, B 1D CPF ERERRAE Ny 712X D MIC 25T 6, MR IC IR
& B B D EFIT B & Elii L 7= 556 D CPF 2 IE L 7=,

M MEAA

MIC < 1500ml 1500ml =MIC < 2000ml 2000m1=MIC
6 BEABBIBIE MIC) IZX3XRBESE
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FERESRMTMI-EZEH L7ZBADCPF & MI-EICX D E oMK EE .
T V=7 PENESICHIE L, MICIZE D 8E LT 3 BEFICR VT, A
J10 CPF LHEFITINT K% CPF, KX ESRMTHOMI-EIZ X% CPF Z Ll L7z,

Fo REEEN Yy 712X D MIC & FREFRMTOM-EIZ L DWKES
L7,

ZEIERTE (Bonferroni ¥5) &7V, 0. 1% &% AREAKNEL L CHik L7z,
FERHALBERIZIL SPSS Ver 22.0 (2 TITHo 7=,

3A-4. FER

MREEIL 394, TNTHMET, FEFEEIT 27. 1 5%, FHEEZFE 6 (TR
F. NPPV DEEFPRULIE, #& BRI 25 4 A&+ B APEORFRIE - 23 5 44 AKTH]
PEARIF O 2l JH Y 8 44, RN 1 4 Th o7z (R 7).

zT EXNRBE 394

T 271171 & (13-44)
NPPUERIAR  #8H:258 wE+HD:sE mEel FER:1E
fmiEE (ve) 495.6%379.2 ml (50-1950)

MIC 1892.6 £ 560.0 ml (800-3210)
BZL5CPF 99.9%76.9 I/min (0-300)
TEFTEhDCpr 280.0% 64.0 |/min (140-400)
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ARPGIE T MARE N 712 L 5 MIC & FERERIETO MI-E I X
DR B R U T, ROAERE N 71T K D MIC OIS L, +30/+40emH20
DEERESR TIIARICRKENME) o7, +50 c mH20 TIFHEZEN2L
MAGEE Ny 7 OMIC L RBREORLREAE LTV (’1),

**p<0.001
(ml}

p=0.098
30000

#k

25000 w2k

20000

15000

10000

1832.6 . 1860.6
15879

50000

00

Ve MIC +30/-40 +40/-40 +50/-40

X7 MIC¥L KeRESMD MI-E 12 Xk ARKED
MICS : B4 N 712 X 5 MIC
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MI-EIZ XL VA6 S CPF I, iR ERMEE LT T <IZEFEICHE W CPF E
ERDHIENTETEY, WTNORERFEICIBN TS, KBS OV H
[ZH#h72 CPF A Td 5 270L/min & LElS> T e, LaxL, #EFBIO CPF & D
el Tid, +30emH20 TIIAEAENES . +40emH20 L EOFRREIZ L2 T Ui,
EFIBIO CPF LU EOfEA D Z ENTE TV iehoiz (K8 ),

++p<0001  * p<0.05
O
(I/min) %
500 p=0.676
L
mﬂ R B

- S ———

3499

3105

280.0 285.2
1000 =

50.0 999

00

CPF | fEF4rBherr +30/40 +40/-40 +50/-40

X 8
FFENBOZDOY —2 71— (CPF) & MI-E DFBRESMIZ X B CPF D H#k
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KB HBRE B RARFE NN 712 A MIC OFEIZ XL Y . 1500m] 3. 1500ml L E
2000m] R, 2000ml LA LD 3 BEIZAFEA L. SEXAES, NPPV i AR IEE 12D
TF 8 IRT,

K8 WBHMAENY ZITLDMICOEICK Y HEI N 35

MIC<1500mI 1500m1 S MIC<2000ml 2000m1 E MIC
n=8 n=17 n=14
FER (R 28071 254155 186187
#H5
#E118E
e b ' 1
NPRVEF R %875 TR e AELB: 15
ﬁFEﬁ . l:gl EFEH . 2% ﬁFEﬁ . 5%
FEMA 18
VCml) 331311963 461212718 631415485
MICiml) 1200012100 1702911491 2518613182
B A CPF(L/min) 56.9156.9 10591689 117.1t504
fEFTTBhD
CPF(L/min) 20881561 2726tasa 32961432
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BREERMEOMI-EIZ L VGBI D WAETTMIC 28 1500m] LLF OFETIE,
+30cmH20 DARWGERRE T H 89. 3%DWAKEDF H AL T 5 A3 MIC 235 1500ml
LIk 2000m] A OFERL, 2000ml LLEOFETIX, +40emH20 DR E T 83. 6%,
78.4% LK <, +50emH20 DFGERR E Tl AU, 90% 2L EOW R &N T H 4T

*3 %‘d"l\ +§j\f£7§gw%75§’?—?i—(b\fot7j)o f: (’er% 9)0

#F9 BARBENY SITEBMCOHEICHT S, 3FEICHITS

MI-E iZ L A2HRE (%)

+30/-40cmH,0 +40/-40cmH,0 $50/-40cmH,0

EHREL

n=39 73.6% 86.7% 100.6%
MIC<1500m

n=g 89.3% 107.7% 1225%

1500ml = MIC<2000m|

n=17 74.1% 83.6% 97.5%
2000ml = MIC

n=14 64.0% 78.4% 91.7%
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% SRR D, ETMBID CPF & MI-E i HEFD CPF Ol Tk, MIC 23
2000m1 LL EORETIE, +50emH20 DBGHE TREFIBIO CPF 24 EIZ EFEY | MIC
OIEAE L 72 212960, EFABIE Y RV CPF 2155720121, MI—E O
JERERM 2 RET DMENRH -T2 (M9),

MICIS00ml | |1500mISMIC2000ml || 2000mISMIC |
**p<0.001 *pe005

X B
a2 By a2 plald

o o m:fl?SE
= =0 - T

- [ iJ_ . (I - '
S

o L L B oxel W ML L L g H B E =
AT
el = ,
= —EL T = — —®e4s— - mo i 0y
K= ;b
o s | | | m L L N
= — A * — H HFE = A I

Ill_h."'-"lﬁlﬁ'l N A
‘;ﬁﬁ £ ‘ﬂ;d“ £y }«4" '

X9 BEBEFENYZITIBMICIZXYSE L 3BICEIT B MI-E T XL 5 CPF
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3A-5. B

AMFFENT N THEGE L 72 MI-E D ERRE S Tl T X TOERE SR TMI-E
filt HIF O CPF 13, OB/ W HHUZ A 72T % 270L/min & kAl > Tz,
ZAE. HBRICEBNTHRERN S FITHEH L TW I ERESRMTTH 5+40~
~40cmH20 DX ETH T E A EOBF THHRTEZ VT 7 AT TV
ZENHLMNE RS, Ll BERERFEZ EFLZLICEY, IhEmn
CPF %452 Z LV L7, ZoZ b, ik, A & oS EEERO
KOEZ VT 7 A% X OHEFRIIT O -0, EREBEOZLRLEFDOZ AN
W7 EZ2BR L, WL E ZeMELrMR L) 2T, X0 SWERESRMZ MK
T OVENRD D Z LR INT,

DMD 3 10 Al #2 THifE &R (VC) NRmfE & /2%, T DO VC 73 1500ml (5
LRWEE TIE, T REOFEME D S 2 DM < . AT
Kttt FHNCHFHEEN 2 & OHNBRRROBEIE PRIt s D ¥, iz, Bk
DITA BT A 2 TIE, VO 25 2000ml LA FIZ 72 o 7226 MIC MR 2 72D D
R A BIET 223, A TITEE DO 2R ED G Ve 28 1500ml LA T & 72 5
ELTWD D Zns%&BE(C, MIC OfE4 1500ml, 2000m] % ML LT 3
FELCH L Cheik L7z,

MIC 2SEfE D BFE T, +30, +40emH20 OWRIEHESRMETIL, MI-E 12X %
AR, ABRE N Y 12X D MIC DIEICEL TE O, M/ NES %2 T 15
T H1DOF 72 ERR A 155 T2 DI2IE, +50emH20 DFGESAFIZ T MI-E &4
MT2MERSDLEEZEZ LN, £, EFRICED2EMB LY b &V CPF 245
B 7=®12iE, MIC=1500m] D EE TiL, +40cmH20 L EDERENLETH Y |
+30 em H20 TIEIA+4Th o7z,

MIC (M T Eh PO D4R M, 75 FHPHEH oD 72 0 D IHEH L MRS RE D38 %
BTN g & 1 120 MIC S BAFICHRIZN T DB T, ZatEICERE L
PH, KOEWERETOMEMNGBET 2LENH D & BbiT,

ARIOMTEBIE, B~ OFFREERE, FrlZREgRE Ny 7128 5 MIC D
EE2BBIERELEET D2MERH Y  A2N72 CPF 235 54125 MI-E D SRR
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EIZ. cough assist E70 @ CPF O =% — X TEHTAZ LN TE HLEE %
Hivle,

3A-6. fEFE

MI-E DR E S DE D MI-E D CPF & IREIZ 52 282D
THRAE LT, SFHERESRMEITE N T, MI-E (2 X 5 CPF I TEOE S WE HIZ A %)
IENE SN T, R EIIMIC &l 5 K<, FFIZ MIC=1500ml LA
EOHBEIZIE, +40emH20 LA EDERE SR AL T 545 & - 72, Cough
Assist EB70 (ZH7-IBIME 7z CPF LA EDOET =4 —EEIC LY, Hx D
BEOWRRBIZIE CTo MI-E ORESRMFDOFRIRIT /R D T &R S LT,
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H3IEDB

MI-EfEREOZOY—7 7u—iz k3,
B 725 B S R DR Et
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3B-1. &

MI-E (Z5GEZ V7 7 o ZAFB & LT, EITHRIHI AR & OFFREERECIZ B
REAME T L2 B IZ B W T IR ALK 1% (noninvasive positive pressure
ventilation : NPPV) & OFfH L7oMPIE B AHERE STV 5, Tk, MI-E DK
EHEILE40emH,0 DHELE STV ey, BAREESZM 72 & o U R 7 [BllE 2 B
Bz, TR X0 BIEVWERETHENIND Z L bEhoT,

Bach & DL Tix, WED N THIZ X 2O EERICI T 5 FiE £ - 40mmHg
1%, BED TSIV TIE £54. 1emH,0 (=55hpa) & 720 ¥ FEIZ LV &
WERERMETHEATINERS D EORFLH 5, L, EEICHEKTO
Stk A it Lo s 13 720,

3B-2. BHY
DMD HEIZx L, MI-E OO B — 2 71— (CPF) Z W& L., w723 fE
H&RIE 2T 5,

3B-3. X&LIGIE

UBEEIZ ABEHT O DMD B F T4 TICMI-E Z3EA S I LTV 5 B 38 4
XS E LT,

MI-E I% Cough assist E70® (7 4 U w7 AL A R=7 2A%1) ZfEH, MI-E
DYSFEE DR E Sk %2 +30emH,0, +40cmH,0, +50cmH,0, *+60cmH,0 T L 7=
IRFD CPF ZIE, ZNENORMITB N T, BEFICH L TRE (FFX) Rk
B2 RT 2 L ofrnz Liga (with cough) & BKAEFITHEM %2
IV FIZ LSS (without cough) @ CPF ZIE L7, RABRAE Ny 7T
L DWEI B & MR & fE TSR L2 fE T B CPF & CPF Fmfl T
B o T JERRE ST MI-E i T fE R R MR OEEN B 2 0FH S &6
(mechanically assisted coughing:MAC) ® CPF Z '€ L7z, TNZENOIEHIZ
BOTUFOO~Q@D R 21T > 7,

FEFHLERIZIE SPSS Ver 22.0 Z V), p<0.05 ZHEAKHEL LTUTD LD
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47577,

O FETIB) CPF & MI-E 5 £ E TP CPF (without cough (27TC) kg
> Z & ( Bonferroni 1£)

@ MI-E#&JEEICH T D without cough & with cough ¢ CPF o Lk
> JRSE T RRE

@ EFIr8 CPF & MI-E (T & 25K CPF & MAC IZ & % CPF otk
> ZEHE ( Bonferroni k)

MI-E DERIZHIZ | fllx DBEICFEEZR TR IRV, @mhdik s ke
oD EaHHA L, BREBBITAROHE LA L 3 4 TITW. X7 [EE, CPF
R EDE =X — Bl BE~OBPA L BIELHEY L, AT ST
HEEROKR (27-1) 2G5 TT-o T,

3B-4. fEHR

38 AT FEM LRGSR, 2 ADEORINCH 2 Hiv/e FIkEHE L2720,
AMFEDRIGHEFNL 36 L4 Th o7, Pk L7z 2 4 ITEFADOESA FHRIT
S oTz, MBRBEOFEAEFERE R 10 (-7,
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%10 HRBEOEARFER (n=36)

TR

26.5+6. 6 % (13-44)

fifitE &= (VC)
H 730 CPF
FEFIBh D CPF

B KR A B (MIC)

N TIPSR R
At
NIV #&[#] D 7
NIV # [+ B R )
NIV #& H 24h
8 11 15 B AT RE R A 2K

503. 6+403. 4m1 (100-2150)
106. 5+75. 21./min (0-285)
280. 3+64. 3L/min (140-400)

1764. 7625, 0m1 (750-3200)

14 (3%)
44 (11%)
24 (6%)
294 (80%)

36 4 (100%)
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FERD « MI-E @ CPF X, BREEL LT T EICHEREICEL 72D, £60 cmH,0
Wb hrole (K10), MREFD 81% (2944) T=E60 cm H,0 A3 CPF D f mifi
Tdb o7, FEFABICPF & D E#E Tlx £30 cmH,0, £40 cmH,0 Tl B E =T/ < .
+50 cm H,0, =60 cm H,0 OFREETHEIZE -T2 (X 10),

L/min

| NS |

NS |
w |
&H
.
oL 10k
B i sePell 15
Bh% IEEHI"HJ' ==l | x4l | =50 | =60 |

B0 B fEFETED. MI-EDEESESE T PR HET
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FER® + £40 em H,0, £50 cm H,0, =60 cm H,0 TiI% % [FFH S 9712, MEARE

(BRI

1),

CPF

B < X 9 F8R L7= without cough TCPE A EIZE - 7- (X

L/min

4

;

;

8

N

Withaut cough

- With cough

- <l 05

30

B with cough—without cough@OPF HEE
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AERQ - MI-E HmfE A & FEFBIZ O L72 MAC (2 L % CPF IZITA EZEIT
BEDNST=-NWE & BEFEMNBCPF L b AEEICE - (X 12),
MI-EIZ X 5 CPF ¢ KAE & 72 > TR D JEFR EIX. £60emH,0 23274 ThH - 7=,

CPF

K p<0.0s

fEF Bl MI-E MAC

12 #&F4Bh & MI-E. MAC @ CPF Hig
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3B-5. EBLE

Lacombe™ & [ ZAF#E % 7 B F T BV T MI-E DA O H<C MAC & bhiig LT,
TN (WK EOEH) % CPF BNEbAEICEL . RN (PF=
300L/min DBF THEETH D E@MEL T D, Lo L, MI-E fEARFO BT+
30~+40 cm H,0, FEHEIT-35~-41 cm H,0 DIRWERRE THEH L T\ 5, A%

TH, £40 cm H,0 LA FOERE Tl CPF IZHBZEIZ > 7228, £50 cm H,0
VI ED@WEREIZIWTIE, MI-E RO CPFITAEICHEML TH Y | /&F
JrB) CPF=300L/min THoZBFICBWTHAEIZEL, 4405 B 1241
MI-E (2 &Y CPF 23 BITHIIN L Tz, £72, MI-E ORREICH DY Bz
a9 5L IIHRT D EARICCPE METLTRY, BREBGECHEAR )2 B
e i, FMEBRC X OICHART 2 2 & TRBEEIIED L, L0 AR
72 CPF 85 b5 &b s, Andersen HIE, HEF R AICBWTH MI-E
REIZ AP 28NEE L, CPF MR 975 7 — AR 20%FHETHE LTn5 Y, iz
REIER 275 ALS 72 & Tld, KV BHFIC 2D L@t LT\ D O, RIS
DR G 1T B QRIS AT E 7R M CMAEH O FERE DS FERHY B AF ISR T2 T
WIZBE TH oo h, BRFRERERDEEME 72 & & k7 TR RBIC BV TH Kb &

RIENA RN, FEIXRERRE P OBU R EREICE LT, #x OREGIET
il FEDW TR LB & b iz, TR BHERE S T2 £40 em H0 (235
WThH, SWPEIZAEZY & VW biLd 270L/min & LA D Z 7R LTV As,
CPF OIEFME T&H % 360L/min (ZUVMEZ 152 72DI2id RADMAPEIZIE CT
LV EWERETOM-EMHRA2ITH D L Bbhi,

3B-6. #EIE

MI-E fE 2B\ T, g 2 +45 72 CPF %4525 721213 +50 cm H,0 F 7=
1260 cm HO DJEREEDNRKRE WK EE BT DH I ENL N EEZLND,
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4B
Duchenne BH A b 7 4 —IZBIT A

BRIz L A% B MI-E) O#hE
~HEMEICE 2 DB LBEOBREIZOWVWT~
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4-1. #E

Duchenne MUV A b vt 7 ¢ — 72 E O G H A TIE, MR & OGO
gafbic L W BABEENSI &R S 07, X BIC TR - g =
TAT U ARTRMbDL E, ZNESLIZHET S, £, BB LU
ORFFFMET &, MHEE & MREESAE OIR T IS & 0 IHEREME T4 5 &, & B
STWA DOVEINEEA X 72 L, FREEMEA R 72 & DO AR SRV R E RO i
Lien ™,

PR BB ICR WV CIRE L e T ORI — AT, 3, 08, &, HIE
DFIME T 2L, FlomWHEETREARORK E 725, DD THE A
TREELD 2 FE L CHAEE S, HEOFMIEFNZEME (spinal muscular
atrophy:SMA) CiL, BAME FEFIIASH ML vEZ 22 vH D ¥, DD T
I, PR AR RN BALEAL L 72 BB oD 10 AR ELIRRICIE 2 0 | BTG DO'H (quality of
life:QOL) (ZHEEZ KA T AIBEMEN B2 ¥, MKE & WHEH OMEREIR T (X RRmEM: i
RAEBEIMN S, FFRREEEOFA & 725 Y,

VT4, PRI BRI 1T D IFAE BRIE NPPV 2355 —BIRTH D ), IZHEREIK
Tz LTt %o —27 78— (cough peak flow : CPF) ZFHfi L. #ETI%
I BRI K BB (mechanical insufflation-exsufflation : MI-E) %
Fh& LI2KGEZ V7 T v AZIERT 5 2 LT, RESMHMEZ X 2 R4 Of
JEZ TP L. KUEUIBHOXUE RS 2 M D~ 2 P X o b3 S, [
R DEEPCEBEN e TA RTA B ARSI TING B0 = gy I
IR~ R A ML D, DMD BHEOEMTHIE L gEL ™, Btk
R QOL MRz B ATREME Y B B Y
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4-2. BHY

NPPV (2 K Y A=fip P2 DMER L 72 DMD FRE 126 1T D% DB ROk R & | fEF
ZATBRO MI-E 73, @ ERRETRE . RRIEMET 2 722 & ORERER A OFEZ TR L.
LRI ABROMGICFE T2 L E2ARAT 2L Th D,

4-3. X%

KEGUT AL 26 4F 12 A O AUCTYBEC ABET O DD BHE D 5 5 PFILHEERT
A FIRE T d o 728 58 4, HEDEMRIART, HPIE, SE DB D72 Ik
PRAERMRAL 25 A ATHE 72 DMD [BF 13BRAN L 72,

4-4. Hik

PGB O N TIFR R AR, % BB OF HE, MI-E OB A &R b A
DB DA LT, TNENDOBREFEDO A IO EEF%I B CPF i L
MI-E HADOAHEIZ LV LT 4 B of@EFESzima Lz (X 13),

CPF | ASSESS Low range® bE'—2 71— A —4 — (~JLAARF ¥ AR %
) ZfEH L7, MI-E (X Cough assiste 2 (} Cough assist E70® (Philips
Respironics #f  K[E) &A1 L7,

AL LB DO MEEZ B2 0K (28-1) 215 TiT o 7=,

CPF & MI-E EAOHFEIZ LV L7 4 HIHONEZ L FIZRT,

« Period A: [ JJD%OD CPF A% 270=L/min T, MI-E AREA

« Period B: H JJDW% D CPF 73<270L/min, &FIBhZ L% CPF=270L/min T,
MI-E AREA

* Period C:H )OI L OEFM I L 5 CPF 2% 270L/min T,
MI-E 13X BR & RF D 2

* Period D : B 1O I K OMEFIT I L % CPF 28 270L/min T,
MI-E 1% H # 9 AE A
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Unassisted CPFZ 270L/min Introduction of the MI-E

o
L rd

Unazzisted CPR270L min

Period A Period B Period C(MHE: emergency use onty]| Period D (MEE: constent use)
}

Menusly sssisted CPF2 270/ min s Menusly esssted CPFZT0L/min

B 13 Different study periods based in CPF value on unassisted coughing

and manually assisted coughing and use of MI-E
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PR ERE G DFRER & LT, TN TN OHIRICB IS 294 AlZ B8 & Lz 37
FELL B OFRENE L A o Rne K D A LT,

% Period (Z8IF HRENEEIC SOWT, ZEEME (Bonferroni %) %17
W, b% AR A A EAKREL U CHER LT, SEMLERIZIZ SPSS  Ver 22.0 1TTAT

27,

4-5. FER

%52 DMD FB 58 4 O 4R HnI% 28. 7£8. 0 1% (14-457%) ThH o7z, NI
W DRI, AREEH A 6 44, BEARIE NPPV 528 7 44, 24 IR¢fH NPPV i H]
N A5 4T, EEAERRITE NS L, 18,412, 7(15-23) ik, 21.4+5. 1(14-28) 1%,
31.2%£7.0(17-45) &k CTh o7 (F 11), NPPV RMEMA & BEIRKEO A/ OB O
RO FEECERIT 100% TdHh - 7=, 24 BE[E NPPV i F D 45 4 0 43 4 (95. 6%) 25#%
PR AL L TR 0 | E A IRRRMEMENT 2 P2 BT 1 D PR AR A B M L T f
TOXRERE 2T 5 Z &7 < NPPY Zfikfe L. 24 IREfi] NPPV fili 1% O SF-EJ#% 1
BEEG X 7. 224, T (R 16.4 ) Th o7z, 24 K[ NPPV i FHEBE
DL, BROBRMN TE 2L 2o TWEEEIT, HEOLAEZAIZED, Th
ZIU33. 2%, 36. 1 CRREHERBLLEL LT,
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Z 11  characteristic of all patients at the end of study

Mo ventilatory Mocturnal NPPV Full-time NPPV
support (n=6) (n=7) (n=45)
Apge{range) 18 4+ 2 7(15-23) 714+ 51(14-28) 31.2+ 7.0{17-45)
VC[ml) 20817+ 602.1 1118.6+ 687.3 2874+ 2119
MIC[mI) 2537511797 23114+ 510.1 1703.0+ 7087
CPFi{L/min) 2942+ 710 2021+967 5411626
assisted CPF(L/min) 356.7t513 3242+ 586 25421703
MI-E Constant use 0{0%) 2(28.6%) 35(77.8%)
Emergency use B(100%) 5(71.4%) 10{22.2%)
only
Power- enable B[ 100%) 7(100%) 42(93.3%)
Eg:irie‘j disable 0(0%) 0(0%) 3(6.7%)
Mutrition Oral feeding B[ 100%) 7(100%) 43(985.6%)
Method e 0(0%) 0(0%) 2(4.4%)

MPPY : noninvasive positive pressureventilation VE :vital capacity MIC 2 maximum insufflaion capacity
CPF:cough peakflow assisted CPF:manually assisted cough peak flow MI-EX mechanical insufflation-exsufflati

58



MI-E (3T L 5 CPF 2% 270L/min A F & 72 o 7o REA CHA S TE
V. 24 WA NPPV fEHI A ISRV T, 2] MI-E 2MEA STV, 46 4
3544 (77.8%) OBFTIXAFMIHEHRLTRY, #ABEEIL3-5RE/ATH-o
7z (PeriodD), 454 10 4% H E B2k A REE 12 ITREET, 20
HER N 72 & DB AFEDO M (PeriodC) LTIV, HMEEIL0-1R/HT
HoT,

ERGEFE O CPF Ofki# & MI-E EARDLIC K % Period d#%ih, 45 Period
IZB T PR Z LEEE LT REE A X 14 1ITR T,
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Period A B C DIZEIF DIESNANEIL, £ L 16, 33, 12, 374 (% 12),
PUEM & B & LT BB T E 24 39, 91, 173, 268 HITH o 72 (3 12),
% Period IZ351F 2B EEHIL, MHEREDME T L7zReflicis VT8 MI-E O H &
(R 72 ke i F S AN B & 72 12 IR 8T db > 72 Period CIZR W T, BN Ik b £
VME 278 L7223, oD Period & bLi L, FEENEBUCHFI R A B ZIT A b
A NN

2 12 Frequency of fever needed antibiotics treatment as a respiratory tract

infections

- Times of RTls RTls/ patients-years| RTl/year/patient
15 39 59.2 065 0.76 —

Period B 33 91 1435 0.61 0.67 —

Period C 12 173 100.1 173 135 1—
Period D 37 253 308.3 0.84 079 =T

RTls, respiratory tract infections Bonferronitest bySPSS Ver220
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4-6. EBE

AHFGE T, 24 FERE NPPV 2 A L 7= DMD B3 45 12BN T 95. 6% B
IR HEEL A R L T e, DT, BARICBIT MY A br 7 4 —HHA
Befiae 2z A4 % 27 Miax (Hiag b ade) ([CBI DAV T, 1999 4T,
DMD £ D AFBRREIE 873 4, EHLEHD 23.6 m%. AN LIFUREsE L (NPPY
¥ L OVRE GIBH N LI O BEARIRF D 220> & 24 IR 5 B H 2 5 29) 13 58. 6%,
8 AHEEERIZ 95. 1% T o 72 DITxt L, 2012 421213 DMD ARz 13 733 i,
Py IE 30. 1 7%, A LI F B 1L 86. 1%, fRHERERIT 66.8% &, #%
MRS KIEICHD LW @S LT s Y, —J5, Wollinsky Hik, R
A (TIVL) OMREAREYE > & —1Z8\\ T, 24 FEfE NPPV i > DMD 38
214 HB AR L TV D EBEIL 34 (14.3%) DA TH Y FR Y D 18 44 (85. 7%)
O DMD FBAE 1L NPPY S T CRROBIR AT TWe b L2 ™, HBETh 24
ISR NPPV i JH 0 B 13, AP RFORFHITIINPPY ZfEH L TWD 2 &b, mn
REOFBEERERAHERFCE - Z L ICB#E L T D L Bbh b,

Servera HlE, HE TAFHICIEZIZ2FAMEIC L v | E A Z L7z 29 s W%k
REDMER L7z DMD FBRFEICHW T, MBI BREFIC L 2B (RasE Ny 7
EMOERIE) IR B EBRELELEAERE LA, KVEEERFEE LT
MI-E % B BIZHHET 2 LEMEEZRE LT D Y, YERIZEV Tl 24 BERE NPPV
EHBFORFITM-ENHEASNTEY, HEMZRKREHES R BAaR
DEHEA L > 71X HHETOERERE HFEZ T2 L3, B0/ HEER
kR IR Z VT, EERRAMEC X 2 XUEWE 22 ChbiE ¢ & 722K & b
i,

7o, PiAERIZLELE Lz 37 FELL EORABRKL, AARETMICL D
CPF 73 270L/min PLF & 722 > 72 (period D) IZHWTH 0.79 [\, KV
FEREDME T2V TOZIF) (Peiod A) 0 0.76 [H & el L CHEZIZELS . S
DNTRFRBEMEIT D= Y — R bR S e o 7o,

Xt G BIL R 72 2 2%, Bianch O (3HE F & M A (videofluoroscopic
examination of swallowing:VF) T FREEDSHERR S A7 I A fE 5 o oo A
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RpEEE AT HRE 4 (CEY6T. 41175 B4 4 &PE114)
ICBWT, [EESNCR DR A R L2 R T, M0 k5 I Relitife e &
DR EREPHEDHHE L | CPF PO MR AT — & Z bl LU7o, PR
BOHEZ AT 5B 18 4 O CPF X 202. 2468, 8L/min (ZxF L, MR ZREDF
JiE A A & 720N 37 44Tl 303.9+80. 7TL/min & A EITE < . CPF<242L/min TlX
&R 220 TN EERF IZ W T, BEHFRIC L DRSS IHEN TRIS NS &
WaELEY, Zhicky, EREET Y Y T —1 9 2BV, CPF & #ERE
T5Z L TREEMNRETE, AL DA IHEE TS5 2 LS EHET
b LHERL TS ™,

Toussaint &I, DMD (ZI51) D HE PR T4 LT, NPPV Z2 H I b2
& TR RO T b IRIE L, BRELHEIND L LTWD, iz,
ARME D JKAE A L H I D B AT AEF AT B MI-E I8 L D IR ER 2R KGE 2 )
TR o TREYF AT S L L, DD OHE NEFICHT 5 NPPY &
MI-EIC L DI~ F P A hEHEEL TS (K 15) 7,
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WEETIE, YTED Bach & O ™ (2 & MI-E OB EE O, B
JE % +40~55cmH20,, BaJE % -40~-55cmH20 {23 7E L, 270L/min LL_ED+45 72 CPF
PRFEOND L OREELZFEL TWD, ABFZETIL, 24 IR NPPV B3 45
40 B 10 CPF 13 F-#) 54, 1£62. 6L/min & BHEEEIZMK T L CUWN 72 A3 MI-E o CPF
(% 270L/min L BIZ72 2 KO LT, £72, X=X FERZIABRR ED
BREOEENMTOIL, BFEFOLEZAHLEFH S L AXRBITHIS 5
D XD 72 DMD BB ISHE LTI BN MI-E 238 A Ul EIREEA 2 v 7 TH{E
ATELEHIEEL TWeZ L2k, MREREOHEL T L., ZRICRNE
WMaE T TW\WEEELLND,

AWFFEOIRF L, ek L VA Lo iR 2 B & LT REDS . RamElC
LB HD0, D EXGEFRREICZL D OPRHETIIRN & THDH, AN
e E 5 OXBIBRER T2, AT Lt DT Y — ROER S
BRWFEBL T NTED TS, £, EHIRYZR VFI3AT - TRz, E R
THREEOMEZMILIIN TR, LoxL, DIDIZBW T VF IS T LH AT
X702 <. BEOBEOMUCIREBIC L BRI TREO A BTN+ 2 LT
X590 LS, ARBFFEICRBW T 24 BRI NPPY i & 72 5 BB Tld, Ak
TREEZA LT\,

4-7. KEEE

CPF fHlic S & | TN PCMI-EIC L DREZ VT 7 A&ERT 52
STk, 24 BRI NPPV R 2 & D72 DMD BREEIZR W T, BaICRNERE
Mt 2 2 L NATRETH - 72, NPPV & MI-E (2 X 0 [EFE LR EYIBE % [kt
L. OB Ak L. DMD B OAm T4 L QUL OUGEA LA 5 2 L 23 AlkE
ThdE&E2DBND,
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A

A FEAEATOC B0 CHATAEW Rk S, B HRERER T — 2R CTIHVW =2 TO/RE
FRICD IS L L 9, o, FELa ST N T2 BICLW R ZHRETE 2 3LRTR
FRF B EF IR OO ) LRI BOR RN 2L E T,

FrANDELY 20 L1 EI2H720 | BRSCHFFE OB CEBEZHRE V12X | EREELTO
ATl ZHAR N2V AT BUE NE SR B\ ZIRBe 2 Fi & oA s 54, a1
ERpER . BRI AEICRSEH L B R,

BN FERUAEY T —a O BBV ) 22 T 2E A6 BB 25 2 ftl) T
TEED RN, B AfEH S B D RVIEH I L B ET,
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Abstract

Verification of appropriate setting conditions of Mechanical insufflation-exsufflation

and its effect in Duchenne Muscular Dystrophy

Toshihiko Miura

Department of Pediatrics and Division of Chest Physical Therapy, National

Organization Yakumo Hospital, Yakumo, Hokkaido, Japan

The purpose of this study is to examine the appropriate setting pressure of MI-E for
Duchenne muscular dystrophy which is a model disease of neuromuscular disease and
to ascertain the influence on cough function. Furthermore, we investigated the effect of
NPPV and manual and mechanical assisted coughing on rate of oral intake and

respiratory complications.

Chapter 1 : Duchenne muscular dystrophy

In Duchenne muscular dystrophy, Epidemiology, pathology of respiratory
insufficiency, changes in respiratory management in recent noninvasive ventilation and
life prolonging effect were described based as a review based on previous research and

our study.

Chapter2 : Decreased cough function, use and effect of manual and mechan
ical
assisted coughing in Duchenne muscular dystrophy.

Position of MI-E in various airway clearance techniques will be explained bas
ed on the airway clearance guidelines in Europe and the United States.

In addition, we summarized the outline, adaptation, effect and risk of cough fu
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nction evaluation and manual and mechanical assisted coughing in Duchenne mu

scular dystrophy based on previous studies.

Chapter3 : Validation of optimum setting condition pressure in MI-E use b
y cough peak flow

We examined the appropriate pressure setting condition of MI-E for Duchenne

muscular dystrophy by cough peak flow and maximum insufflation capacity.

As a result, the pressure of MI-E showed a tendency higher than 270 L/min,

which is said to be effective for excretion of secretions even at +40cmH20, wh
ich was recommended as in the past. However, in order to more effectively per
form airway clearance and to obtain a value close to 360 L/min which is a nor
mal value of CPF, it is necessary to consider the use of MI-E at £50cmH20 t

0 60cmH20 pressure.

Chapter4 : Rate of oral intake and effects of mechanical insufflation-exsufflation
on pulmonary complications in patients with Duchenne muscular dystrophy
[Purpose] In Duchenne muscular dystrophy, it increases risks of difficulties of
expectoration of secretion, asphyxia, aspiration pneumonia because of decreased cough
function. The aim of this study is to prove that manually assisted coughing or
mechanical insufflation-exsufflation prevents pulmonary complication and contribute
to continue oral intake safely and continue rate of oral intake in Duchenne muscular
dystrophy .

[Subjects and Methods] We investigated the status of using ventilator, manually
assisted coughing or mechanical insufflation-exsufflation , and oral intake or not. In
addition, we inspected the frequency of fever (over 37°C) needed antibiotics from

medical records for index of respiratory tract infection, and compared with every
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period of using mechanical insufflation-exsufflation from respiratory evaluation on
cough peak flow .

[Results] 58 patients participated in this study. There were 45 Full-time noninvasive
positive pressure ventilation patients. 43 in 45 Full-time noninvasive positive pressure
ventilation patients (95.6%) avoided tracheostomy and continued noninvasive positive
pressure ventilation because they continued oral intake without tracheal intubation due
to the respiratory acute exacerbation by asphyxia or aspiration pneumonia.
[Conclusion] Duchenne muscular dystrophy patients can continue oral intake safely
while preventing pulmonary complication by using manually assisted coughing or

mechanical insufflation-exsufflation .
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