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HETHY, 2HHIPSBEHEZEL T XS RIFFEREEZOAEEDOE (quality of life ; QOL)
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REDHARZA—a>E B - AF— M X2 NOEIG
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7 4 — (Duchenne muscular dystrophy ; DMD) 2 D \» T, 2004 512 K [E Mg 56 & % &
(American Thoracic Society ; ATS) IZ&k% [DMD ORIy 7DaA> 2B X « AT —hF AV ]
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[DMD DB - $#EEICB T 2IERZOMOr 7ICHT 5209 R - 2F— b XY M ? 2%
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=1 AHA RSAVTRAUVREIET Y AHEE
D2 AN B
RCTDAIF7F U (RCT DIERNZFIF—HR)

I
. - Meta-analysis (with homogeneity) of randomized control trials (RCTs)
b RCT
- At least one randomized control trial (RCT)
Ia RFYAVESNIHRIAR GES 9 L)
- At least one well designed, controlled study but without randomization
Ib RLFHA U ENICERBNIAR

- At least one well designed, quasi-experimental study

R TYA VSN IERBWECIMIAR (& - 4869 - FEGITR)

il - At least one well designed, non-experimental descriptive study
(example : comparative studies, correlation studies, case studies)

BFIROHS - 5R - KR

I\ - Expert committee reports, opinions and / or experience of respected
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s =F B X M X fm &
A/C assist control B / FERRST BIE—RFO—&
ALS amyotrophic lateral sclerosis | fFZEHAIZRIELIE —
— assisted coughing 1Z7T8h RRBFOHERICK BB
BCV biphasic cuirass ventilation | 7 - BREASNRATIFIRES —
J4Uv TR AOZY
BiPAP — INA ISy Attt CKE) DOEFIATE
REOERER (N1/Vv )
biphasic positive airwa BL—ZLi (RaY) OF
BIPAP P P y ARMRRFEIFIR UF « 7Y PN TIFIRES
P IEIDIRTE—R
bpm breath per minute IFIREROE / 5 BWRNSA=9D 1D
BUR back up rate Ny I 7w RGO BK/NSA=ID 1D
cap | chronic alveclar IR —
hypoventilation
COPD chronic obstructlve (BRI R .
pulmonary disease
controlled mechanical e _ .
CMV - HETEK BIE—RO—7&
ventilation
CPAP continuous positive airway e e E— RO—78
pressure
CPF cough peak flow o
%D — — —
(& PCF) (& peak cough flow) roE=270
CPR cardmpulmonary Y liksRe=ig —
resuscitation
DMD Duchenne muscular FAVIVREH IO T4 — | —
dystrophy
EHFo | ©Xternal high frequency O RENRS —
oscillatory ventilation
EPAP expiratory positive airway B (SIS )PS5 X— 9D 1 O
pressure
ELCO, end-tidal CO, tension IFSARKREE N X 53 —
(& PetCO,) : )
FA flow assist JO—7YANME BTN A—=9D 1D
FEV, forced expiratory volume in 1 108 o
one second
Fo; — RABREE RIS A—=9D 1D
(©% Oz) KIRIRI= X/ N
FvC forced vital capacity SMREE —
% FVC % forced vital capacity TR MRS —
— flow e BI/INSA—=9D 1D
= flow ramp J0-—KE BINSTA—=ID 1D
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s 5B B X M X m Z
GPB glossopharyngeal breathing | FIRFEIL, 1 IT)LIEIR —
Hrcwo | Migh frequency chest wall | g pes i —
oscillation
HEOV h|gh.fre.cuency oscillatory ey o
ventilation
HMV home mechanical ventilation | £ A THIK —
HOT home oxygen therapy HEEBRREA —
APV intermittent apdommal RS HBS SR A T IE0R o
pressure ventilator
RBE () SFEE B) O o=
_ — D
|/E BE (A - A—H) BKINTA—=TID 1
IPAP inspiratory positive airway =M (SBET) S )OS X—5D 1 D
pressure
PAP max | INspiratory positive airway RARKIBESDVEY =5y b | ATIFIRESOEEICK D, #
pressure maximum MU 1—LADRARSE SINTA=ID 1D
IPAP min inspiratory positive airway RARKEES2DWVEI =5y b | ATRIRSEOHEICKD, #
pressure minimum mYU 21— LADRNEE SINVTA=ID 1D
% IPAP P o=y
(&[T k) IUBEEER BRINTA—=ID 1D
IPPB intermittent positive pressure N o
breathing
Py mtra.pulmonary percussive B/ S— S 5 URYFL—5 | —
ventilator
PPV inter'mit.tent positive pressure R (1) (RS o
ventilation
/T — RRESE=R (7 - T —H) BJNSA—=9D 1D
MAC mechqmcally assisted BB IC £ BN | —
coughing
Maxi P — RaEE BTN A—=9ID 1D
MEP maximal expiratory pressure | RAIFSE
MIC maximum insufflation SERE S o
capacity
MI-E mecham‘cal insufflation- - & BB o
exsufflation
MIP maximal inspiratory pressure | &xAIRSE -
MVV maximal voluntary ventilation | RAZ IR E 12 MERXIRTEF 12sMVV
NPPV noninvasive positive pressure R s -
(© NIPPV) | ventilation PR TRRA
NIV noninvasive ventilation
(& noninvasive mechanical | 3E2E8H A THEIR —
(& NMV) -
ventilation)
i REERAEIRST +1
PACY pressure assist / controlled EEE&HEU}?&L (PCV) +#HBh#R BT — RD—TE
ventilation =
proportional assist " — BIPAP E'Y 3 V¥R L ICEH
PAV ventilation AR SNTLBB|TE—F
pcy | Préssure controlled RERBERS ME/SSX—9D 1 D

ventilation
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k& &8 B X M X " Z
pegp | POSitive end-expiratory PSRBT /IS XA—9D 1D
pressure
PEF peak expiratory flow E—o (¥x) 70— —
PEG gsgf:gjtg?f endoscopiC | 4 wuopyimsstoE TR —
PEmax — — MEP &[EZ
PICU pediatric intensive care unit | J\BERAEE —
Plmax — — MIP E[E
PIP peak inspiratory pressure RExBAE B|RNTA—=ID 1D
PS £ pressure support TLyyv—Ym—hE |)F:A;P9—@E1P,f DE. BT/TZ
PSV pressure support ventilation | ESZHHEK BIE—RFO—E
REM sleep | rapid eye movement sleep L L\ BEEBR —
RIG radiological inserted o
(& PRG) gastrostomy (& percutaneous | T J AFFER FCOBBERM | —
radiologic gastrostomy)
RR respiratory rate IR O BIJNSIA—=ID 1D
RT respiratory therapist FOREET KEDER
— rise time SARIA L (©TiT542X) BRSNS A=D1 D
SE—R | spontaneous mode IXRE—R BRE—RO—F&
SIMV fnyg‘rfg‘;‘iggefe'n“tfg{g;te“t RHREIRI RIS T RO—E
SMA spinal muscular atrophy BREMANZENRAE -
5p0, sa‘Furation of Hb with oxygen E’i%ﬁ@jﬁl]fi‘ ~(©/\°)b7\2“=\19><— -
using pulse oximeter 9 THIE UTcBEZREINE)
S/TE—R |spontaneous/timed mode |IX/F+4—F—R MRE—RO—7E
TE—R | timed mode FA4—FE—R BIE—RO—1&E
(@TF(’:‘[ESEDZ) transcutaneous CO, tension | & REEI A DE —
Ti inspiratory time IhElisT —
TiZAX | rise time SARXIA s BMRNTA—=ID 1D
mev[iechetompteowmmcssaman |-
EOSRENDNF S g . .
TTdi tension time index Zi_iﬁﬁj%?; Y3 IAL A
(g\\//t) tidal volume 1 O E }?i/\"i%—&@ 12Ch®
VA volume assist RU—LTF YA NE BJNSA—=9D 1D
VAP ventilator.associated AT TSRS o
pneumonia
VC vital capacity &2 —
% VC — WAEE —
VeV volume controlled ventilation | 2 FEEIRS MIE—RO—78
Vte expiratory tidal volume ¥ 1 o E —
Vii inspiratory tidal volume k& 1 O E —

ER 1. BERE - BB
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By & 13 B IRER

HEFHER (R1) SEHEBEOWREEREEX, ToRE, BEE, FRICEKDREELS
(M~ IERS ZN S OBERITNA THEFHRR BHFREL) KLV SEITETHS,
HEI DRI, BEARNICIIIFRAREZ WV UFHDETICK P, 2238k REE
(chronic obstructive pulmonary disease ; COPD) 7z EFAZEMERESC ZOMOMEROEE 2 &
M 2hlbds, 22T, HRHOHIETICKZREEZFEERETHERBOMFIYNEY F— 3
2OV 2 2 (),

x®1 HFRUNEUT—Y3aVhERICR2ELGHRHERREPES

FIRRAERMI REVEE
CRARAEHE LFMERRLIE
I - MOBE =20V | HEBEAISEELE (ALS)
o BEMGERE (SMA)
ERERIAHR . P
RUZBRON A EIERSE
S BAIEREES
FSv - NU—EREE (GBS)
IR R Za—0/F—
MRAIMEOERRIE, S VY —LD—8 (LIZEERE)
RS BAEARIIE
HIANOT4— (Fayzr3E, R, BEEHBF LHILRE)
- FERMHIZSOT 4 — (@BULE, DILUER, XOYURENKRE)
SHINF— GERM HE 250 RER (B BRE R MERBNIRE, A1)
BE), SAVYY—LD—E (RVFELE)
[ #]
1) Ambrosino N, Carpené N, Gherardi M: Chronic respiratory care for neuromuscular diseases in adults. Eur
Respir J 2009; 34: 444-451. (V)
2) Bach JR: Pulmonary Rehabilitation in Neuromuscular Disorders. Seminars in Respiratory Medicine 1993;
14: 515-529. (V)
3) Bushby K, Finkel R, Birnkrant DJ, et al: Diagnosis and management of Duchenne muscular dystrophy,
part 2: implementation of multidisciplinary care. Lancet Neurol 2010; 9: 177-189. (V)
4) Finder JD, Birnkrant D, Carl J, et al: Respiratory care of the patient with Duchenne muscular dystrophy:
ATS consensus statement. Am J Respir Crit Care Med 2004; 170: 456-465. (V)

5) Birnkrant DJ, Panitch HB, Benditt JO, et al: American College of Chest Physicians consensus statement on
the respiratory and related management of patients with Duchenne muscular dystrophy undergoing anes-

thesia or sedation. Chest 2007; 132: 1977-1986. (V)
6) Tzeng AC, Bach JR: Prevention of pulmonary morbidity for patients with neuromuscular disease. Chest
2000; 118: 1390-1396. (II)
7) Wang CH, Finkel RS, Bertini ES, et al: Consensus statement for standard of care in spinal muscular atro-
phy. J Child Neurol 2007; 22: 1027-1049. (V)
8) Wang CH, Bonnemann CG, Rutkowski A, et al: Consensus statement on standard of care for congenital
muscular dystrophies. J Child Neurol 2010; 25: 1559-1581. (V)
9) Giugliani R, Harmatz P, Wraith JE: Management guidelines for mucopolysaccharidosis VI. Pediatrics
2007; 120: 405-418. (V)
10) Panitch HB: The pathophysiology of respiratory impairment in pediatric neuromuscular diseases. Pediat-
rics 2009; 123: S215-S218. (V)
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11)
12)

13)

14)
15)

16)

17)

18)
19)
20)
21)
22)
23)

24)

Sharma GD: Pulmonary function testing in neuromuscular disorders. Pediatrics 2009; 123: S219-S221. (IV)
Katz SL: Assessment of sleep-disordered breathing in pediatric neuromuscular diseases. Pediatrics 2009;

123: S222-S255. (V)
Boitano LJ: Equipment options for cough augmentation, ventilation, and noninvasive interfaces in neuro-
muscular respiratory management. Pediatrics. 2009; 123: S226-S230. (V)

Kravitz RM: Airway clearance in Duchenne muscular dystrophy. Pediatrics 2009; 123: S231-S235. (V)
Benditt JO: Initiating noninvasive management of respiratory insufficiency in neuromuscular disease.

Pediatrics 2009; 123: S236-5238. (V)
Schroth MK: Special considerations in the respiratory management of spinal muscular atrophy. Pediatrics
2009; 123: S245-5249. (V)

Birnkrant DJ: The American College of Chest Physicians consensus statement on the respiratory and re-
lated management of patients with Duchenne muscular dystrophy undergoing anesthesia or sedation.
Pediatrics 2009; 123: S242-5244. (V)
Finder JD: A 2009 perspective on the 2004 American Thoracic Society statement, “respiratory care of the
patient with Duchenne muscular dystrophy” . Pediatrics 2009; 123: S239-S241. (V)
Bach JR: Noninvasive respiratory management of high level spinal cord injury. J Spinal Cord Med 2012;
35: 72-80. (V)
Bach JR: Respiratory muscle aids to avert respiratory failure and tracheostomy: new patient management
paradigms. Journal of the Canadian Society of Respiratory Therapy 2010; 46: 24-32. (V)
Calvert LD, McKeever TM, Kinnear W], et al: Trends in survival from muscular dystrophy in England and
Wales and impact on respiratory services. Respir Med 2006; 100: 1058-1063. (Im)
Racca F, Berta G, Sequi M, et al: Long-term home ventilation of children in Italy: a national survey. Pedi-
atr Pulmonol 2011; 46: 566-572. (1)
Bach JR: Noninvasive respiratory management and diaphragm and electrophrenic pacing in neuromuscu-
lar disease and spinal cord injury. Muscle Nerve 2013; 47: 297-305. (V)
Ishikawa Y, Bach JR: Physical medicine respiratory muscle aids to avert respiratory complications of pedi-
atric chest wall and vertebral deformity and muscle dysfunction. Eur J Phys Rehabil Med 2010; 46: 581-
597. (V)
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VAN [FIRIEHEISE & i

-3
* FIEARE L HHRE L, WRAEZE2LPT <, BHPSHRINEY F— 3 Y OiEE 25

A

~’

BIaES5IcEOoNnG (Cl).
IR TOMEHREBLRUOFHBE IR AZZ S/ LG5, EHHEE & FFIRFEREAEE) L T
BRBTH-TH, HTAHLZHELE) By o MIBEEERELZ2T25ELH55 Y (V).

MR AR B O IS RE RS = L IR ORSREA 2 IC K AR E Y Y (I~N) BSEMETHZH, fifi
RREDIREEZEGHT B ENHY, REEITEBLED 2 TRET S+ © (I~N),

IFIRFEE DFRIE
IEIR A D F TR R AR ED X/ TH S > 7 (V). 3] 2 IR Lz 3 DO 7L — FI2o0
T, FRDEIICEETIHENHS Y (V).

1. IREAAETICEWIEC DER

- H WM (rapid shallow breathing) &7 0, MZEOMMEHEE, MNESHE E/29. 25
AL, WIREHEENMEAL, KRR (KEROESS CO, MEE2EX7-TX57%) IZD2hh5,

- UNERIICED, R/ MRS EEE L, BBRRIMEZREDLZENH 5,

- BEERRF ICERS 2RO 2,

- AT 2B,

x2 3 O0FEREHIIL—F

1. DRsaBn : #EbRiE, SABhREED

(BhRbs(FOHEALZE, REE, DREE, &REE)
2. W @R EEDRL

(BHHEFICENREE, e NERE, SMERE, IEEE)
3. IREEEHRERODAD

0@k 6) KW5IRME)

K3 FREEESZERYT SthOETF

- BEAE - FIRE LY

- ERE

- DAE

- REEF

- ERESEDCEE (B, SEEPEFY)

- (&l

CFDCT 4w bUTVRLWMEREEEPENT
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2. FSEBHAETICLKVEZZER
AL D, BEMPMAE &L, BBRMESS CO, MIEICORPFSEEBIT, MRHLEHE
BERERSES,

3. RHRERHEEER R ICK W DER

- BERRIFIRFREE (REAFIRAOMHETICK D, BEIRFO EXEOETAY LR), E#K2Z 2L,
& CO, IMAE PR R MIE 2 588 % o

- BENEEEETODRML, ERK[OMAZFIERIT,

- WAFEL 2B
7z, TOENICHRREREZHRT 2HTPHS (R3).

(2 #k]
1) Panitch HB: The pathophysiology of respiratory impairment in pediatric neuromuscular diseases. Pediat-
rics 2009; 123: S215-S218. (V)
2) Katz SL: Assessment of sleep-disordered breathing in pediatric neuromuscular diseases. Pediatrics 2009;
123: S222-S225. (V)
3) Gozal D: Pulmonary manifestations of neuromuscular disease with special reference to Duchenne muscu-
lar dystrophy and spinal muscular atrophy. Pediatr Pulmonol 2000; 29: 141-150. (V)
4) Misuri G, Lanini B, Gigliotti F, et al: Mechanism of CO2 retention in patients with neuromuscular disease.
Chest 2000; 117: 447-453. (1)
5) Perrin C, Unterborn JN, Ambrosio CD, et al: Pulmonary complications of chronic neuromuscular diseases
and their management. Muscle Nerve 2004; 29: 5-27. (IV)
6) Bach JR: Respiratory muscle aids to avert respiratory failure and tracheostomy: new patient management
paradigms. Journal of the Canadian Society of Respiratory Therapy 2010; 46: 24-32. (V)
7) Racca F, Del Sorbo L, Mongini T, et al: Respiratory management of acute respiratory failure in neuromus-
cular diseases. Minerva Anestesiologica 2010; 76: 51-62. (V)
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3 R

»3-1 | FEER &R

* il R AER 3 2 DB E D Fle, BEREANLEICLVELY, BREBZEILZLOBOOND
(C1o

RS OFER & BUR X, Z0OBEOER, BHEIICIVELZS Y (V).

1) HTTERRE

MR MR T 2RENPETT 5L, HEERNELZRZ 5. TORKIC, FIOER, K7, MEIRE
%, BHORSZENPEZS " (V).

2) HITTERBVESE

TERHIRT 2 DI%, PRIREFEREOD & S ITAR, ARKE, FFREEZHFAS7Z0T, BRIZEFE
AETERPBERSINZ V. ZD7D, 2R, BO/NSE, BE, WIRFHEBHOEH, 77/ —X,
HEALH S 5 WIZER, SEWYENL S, BEMRERERE XURIR (R4 PrwnrzE
£9 5, HRPEALIZ CO, FLI—Y ZDBIRETH %,

3) 2mUTOERE

2BRUTOBEL, WA &I & 5B IRREINTLLES 20 Y (V). 5
PR & B IR IR S IR IR EO BB L BIR THHPRT L RO 5N B LIRS 20 (V). iRz
FABZWNHNETE, FEREDCAEEMAR (REREE), NEEFHL, HROLZEFTERN,
BAYPHERSRICOE S, BVIRTRGERGYE, SGEOMBENE, RN, AR, SEENCEE, H
HOESAR, SR, HTRZLZESRANCHODNIBIETHS Y (V).

x4 BURMRERKIERS LURIR

CEH, BEUS, BFCERREER SAOBRE - BAMR, BEOD
fEse, EEERES (CAROIDREE DAEMISRESK, [FIREHEREDERS
CEDHETS, ASASR AR FERE, FEMBET, KEES
- BN, MEEETR

- WIREE ICKDDAERUER IR E UTOFTF05EIR, TARFE
-ETIEE EEDWYDIBI, SEMNERUNDS, BERPEEROD
F7 /=€

- BRSERDIFIR/ VY — > DRE, EESRIEAIDTH L

- FERD (EIAR), B

[ B

1) Bach JR, Alba AS: Management of chronic alveolar hypoventilation by nasal ventilation. Chest 1990; 97:
52-57. (V)
2) Wang CH, Bonnemann CG, Rutkowski A, et al: Consensus statement on standard of care for congenital
muscular dystrophies. J Child Neurol. 2010; 25: 1559-1581. (V)
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»3-2 | FFIREHERE

1 MBELEINZEE

TEOBMENREDILED -DICBBEE SIS Y (V).
OftivEE (vital capacity ; VC)
QED¥—2- 71— [cough peak flow (CPF) %7:i& peak cough flow (PCF)]
QO AEHINSE (maximum insufflation capacity ; MIC)
@mFeafE (SpO,) (K1)
ORER & 72 I X R IR REEH A3 [transcutaneous CO, tension (TcCO,) % 7-1% end-tidal
CO, tension (EtCO,)]

2 REFH

BMEIIFERORN, FETKEESAS ™ (V).

1= 4R
1. BER@RE">° (I~N)

1) HITTEBREE

VC I34EIC 1 |, SpO, IEEFIET 2. EEKGHSEDNSBEIE, TcCO, £7-13 EtCO, ZHH
HIET %o

2) HITTCERVESE

VC, CPFIZ4EIZ 1~2 [, SpO, 3EHEHET 5. TcCO, % 713 EtCO, &, KK ED N
VC < 50% O # &, NPPV {fi il B¥ I 1ZE1C 1~2 B HIE 5. MIC i, 12 b ETVC<
1,500mL %, %GR (% VC) < 50%DHJBAEIC 1~2 ERET 5. /TBIKO CPF i, 12 %L
ET CPF <270L/ %, 12T CHEREETSREDNSHAICEIC 1~2 [EET 5,

2. HEIREHRE
SpO,> ' (M), TcCO, £721x EtCO, (MHERRY) %, MiEiERS & OB, %
VC <40% (10 RELEDHEATIZ VC < 1.25L) %7213 EtCO, > 45mmHg % 7213 SpO, < 95%

1 NILAFFIX—9
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2 EtCO, EZI B KLU SpO, AIEDIKF 3 TcCO, E=ZY LAIEDRF

DBE, BEALIZHRTIHEMIO VC 2 7% DL EEWISBEIC 1 BFHEi21T5 (Z20%&I%, FIRERP
1 B OIFIRMREMREICEDWT, BEITS U THERREZIT).

S4RR
1. SpO,*? (V)

BHRISZE% 1 ERLAOEE, A0 CPF < 270L/ 3 Tho LSERRERD 5 L3
BB EBAIR S Sh TV BE, BHE=5T 5,

2. VC, CPF, TcCO, £7=(3 EtCO,* ® (V)

12 %L _ET VC < 1,500mL A% VC < 50% DB id MIC, 12 &Ll T CPF < 270L /4, 12
RN CRHSRER R AR DN BB EI1X/N B CPF 2, BHBEZER 1 AMIZ S BB IE, FXE
RCABGRHIARRRICHE L, 20O%IGHEEMT 5. 28 MERCHEFFIRSREMET (501 &
it (Fe54%) ICFHMid %,

TcCO, £7213 EtCO, 3+ 7> a Y THIET 5 (K2, 3). BFEAIIL A NPPV #RIZTE 5
72 HBRENCRIE S 575, NPPV [T X hiE TcCO, Z5Hlid 5.

1 MPIRbSREAR AL, 4F 1 [\ SFERPBBRHBREEICITS L5810 o5h2 (C1).

2.0 EH X, VC, CPF, MIC, SpO, & TcCO, 7213 EtCO, TH 5., [ RIERS 72
WIBEICIE, MEA A S %217 (Cl),

BB U T, HEREFICYH SpO, & TcCO, £7213 EtCO, #HIET 5 (C1),

IS R X — R IC 6 UL Lo HEE 2 E T 57:%, DMD 2 EOMEHZERTIX, HABKRS
FHEBEOHELZFHIENHS Y (),

BRI /7 A 90T, HEEICRED R WEE L-BETRBEL WY (V) 25, JHBERELHIE
BB Z VB IRERT 5. 25% OEEE, BIRIET ARROBICRERREAIC & 0 BRI
2 10) (N)o

WEER 0 SpO, B & U TcCO, £ 7213 EtCO, E=4 1%, TP EBSN BB 0N EE L,
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EtCO, i, BXO» 50K %2E=495bDT, MAREL HHIEERT-LTLNIX, AN
CO, AEZRML, ZNiZPaCO,IciEifld s ') (V). LAL, BIHENE L EVHAIZ, T
K[AADBKZHRD CO, LIRFML, MKW CO,7EEIERMLAEVW EFH D, VCET, #
- MPEAYEME, NPPV HEHAFIZIX, EtCO, 1%, PaCO, K0 2L D EEEZRT D TEET %,
TcCO, &, ETOEMME L S LTS CO, mEZHIET 52 & T, PaCO, ZHET 2EE
THhbdo. TcCO, TR - MFEAIM, VCIET, NPPV HHHF TS EtCO, LEL, ZhHDE
%2391 PaCO, 2#ETE 5, 127201, Bifith 5.

& KW S (maximal inspiratory pressure ; MIP) & & Kk ME& E (maximum expiratory
pressure ; MEP) 13k WiEHETH 5H, VCHPETENIEBT LOBETIEZWL Y (I~N),
ALS IS DB TIZ, sniff nasal pressure (SNP) &, VC Bl Eo#iEIcidzs 570w 419 (I~N),

BEERAR ) 775 713, VC PIEE TERDH 2 EE T, SpO, KT CO, LANPEFHT LY, 18
RIS (2% 4 (p24)) #H 0, EBRIEEEESEDNSBEIT > DOTHY 7 (1),
MREESEEE T, —RERICBLTHEIBICAS I Eiddrn Y (V).

3 BIEERORAEDRE

A FEE (VO
REMER T EAPLMER TS L0 Y (W)
5 &

Ry RY A RPBREETANAURA =Y 2T 1A ATVAIPYITAE—RICER LTHIET S &
T,

s ANNAM U A= E LTI, EGnEs (B4) 2EPHwLNS,

BRI EMEAMTHIE (B5) 3§52 ENEF LW, Tz, ABREEZEELTVWIEEIE, BUL
REE LT L7REBTHIET 5,

i

* VC HITE IR EANEMED 2 B TRIET 5 LN EIOE5NS (B)o

5 MRFxEAE (BZREs)
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B6 HIWENYIICKIER B7 M-EIICKDER
(BRXEHRFDFER)

FEBEBIZONTIE, K< T4y FLAEZEEZBIFTVAEAIE, VCIRIEITLTWLWREELDH
MY %, Wi, ADRVEEZBEIFTVNIEXE, BTFLTLEEXED VEHETTS ' (V).
JERLIC ERTIMMEAGZD VC 28 7% L EARWIEE, MBEREOMH TR TN Z2RE L, REER\RKSSTES
59 (V). BHEKEIC 1 BESENS THA>TVEEE, MERRSEENESELTVS, o
IS HREFE B O MABGITIX R WD, HESP COPD OBMOZ >»FIchbZEDH 5,

B EXEfIkTE (MIC)

A &

SENICESE, BMEZELT3~5WEERD: (T7AY v Y) %, ZREidEsdd 22 (I),
BEOEIZ, BEESN-BK08%, 7oA ATAIPT I ALY —AIERE LS HREstcllEd
% [>E5 (p27)].

pas
CIT ATy 7IE, EEEN Y TRERRATIREIC K ViSRS N25k%, FAMZM T
WCRARETHEDLZETH S,

N~ DERE, SRR (glossopharyngeal breathing ; GPB), f&EBRENY FIC Xk 2ER
(K 6), NPPV [(#EEXFHHESK (volume controlled ventilation ; VCV)] T2~3[6 (TZ5
EEFETTLN) TR (60cmH,O U EDES 5 L H12), MI-EORES (B7) % EDHHEIC
122 ().

P
CBOAVI =T A AR v T —E, YTRAE=2A%L DR BZDITAROBO N R WEBE
2, ITRAY v 7 Z{THODICHVSN S,
- IAMESEAREEIR N IC KD, TP RS v VDN TELVWEETIE, MICZBIET S ENTER L,
- MIC & L CHIBIETE 20V, MBIRICHICERZ LT, AAD VCLL EICHiZE S ¥ T—E
RERFFT 22813, WRAE T Oy 7 LIREEEN Y F TRENICMK 2F 52, MI-E DI

28 — 3. B&TE



RICKDATRETH %o

*% VC 2 50% LU~ (BRATIE, VC <1,500mL<5W) IERLS, MIC ZHIET 5 LS #)
Honbd (Cl)e

MIC AAENL BV VC EDZWLAh (MIC — VC) 1%, VCHERLABEDN - 8o Tk %
AT EEDICEBRNICEMOKEZ ML, WEEMRENIEREBINAEZHES LN TZHEEIC@E
IR TWa A2 ERT 2P (I~N),

C BKOE—2770— (CPF %fzld PCF)
A A

- BEOlEE, 7T A AVAIPIYITAE-RENLTHGRY - T7u—X—% (K8) THIET
% () (®9),
CBEMPEHTEAY -0 - X =7 ThHNIZNTNTH L,
BRI DY T A A2 b oNEVWEETIE,
T2 A ATAZIZHER L TRIET %,

i

i

J, |

1.CPFZHIET B E5EDH 515 (B).

212 L EofEE & LT, CPF<270L/ %5 », % VCH
50% LT (BATIE, VC<1,500mL< 5\) 1272 i
TBC &% CPF2HIET B L5851 % (Cl),

CPF I3BEDRETWMIEHEN DR TH D, 12U E
DIEETIE, CPF A FHER 160L /77, LRIE R FRHER X

il f T

L=k

[

-
Ll

a. YOUAE—FEH

b, 714V EH
9  CPFHIE
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b. HERIIIR S DS
E11 FEFICKBDEENE

a. FEMBOEE

270L/ FHNIETESWI P EMZEHTE 5 2 2 (). TAMTTR, B ZEFPEMIC X
BB Z Lk L, OB REEICIHED 29 < %5 > % (1),

¥'— %~ 7 u — (peak expiratory flow) & 3%®7% % >? (II) CPF < 270L/% %, VC <
1,500mL iz hiE, BrBhic &% CPF 2ftbETHIEST % 2 () (F10),

CPF O/NRAH S BEH (4~181%) OEEEIRESNATWS Y (),

pas
CEFICRBHATENE, EREN BT EZRARE THMICHED 2R (TRITE) : MIC 2182750
EnTb i), AR ERIIC, WECEEZEEY 2 () (B11).

>

[32 &)

1) Bushby K, Finkel R, Birnkrant DJ, et al: Diagnosis and management of Duchenne muscular dystrophy,
part 2: implementation of multidisciplinary care. Lancet Neurol 2010; 9: 177-189. (V)

2) Finder JD, Birnkrant D, Carl J, et al: Respiratory care of the patient with Duchenne muscular dystrophy:
ATS consensus statement. Am J Respir Crit Care Med 2004; 170: 456-465. (V)

3) Bach JR: Noninvasive respiratory management of high level spinal cord injury. J Spinal Cord Med 2012;
35: 72-80. (V)

4) Bach JR: Respiratory muscle aids to avert respiratory failure and tracheostomy: new patient management
paradigms. Journal of the Canadian Society of Respiratory Therapy 2010; 46: 24-32. (V)

5) Sudrez AA, Pessolano FA, Monteiro SG, et al: Peak flow and peak cough flow in the evaluation of expira-
tory muscle weakness and bulbar impairment in patients with neuromuscular disease. Am J Phys Med Re-

habil 2002; 81: 506-511. (1)
6) Phillips MF, Smith PE, Carroll N, et al: Nocturnal oxygenation and prognosis in Duchenne muscular dys-
trophy. Am J Respir Crit Care Med 1999; 160: 198-202. (M)

30— 3. B&E



8)
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10)
11)
12)
13)
14)
15)
16)
17)

18)

19)

20)
21)

22)
23)
24)
25)
26)
27)
28)

29)

Williams AJ, Yu G, Santiago S, et al: Screening for Sleep Apnea Using Pulse Oximetry and A Clinical
Score. Chest 1991; 100: 631-635. (Im)
Birnkrant DJ, Panitch HB, Benditt JO, et al: American College of Chest Physicians consensus statement on
the respiratory and related management of patients with Duchenne muscular dystrophy undergoing anes-

thesia or sedation. Chest 2007; 132: 1977-1986. (V)
Gauld LM, Boynton A, Betts GA, et al: Spirometry is affected by intelligence and behavior in Duchenne
muscular dystrophy. Pediatr Pulmonol 2005; 40: 408-413. (Im)
Currie DC, Munro C, Gaskell D, et al: Practice, problems and compliance with postural drainage: a survey
of chronic sputum producers. Br J Dis Chest 1986; 80: 249-253. (V)
Bach JR, Alba AS: Management of Chronic Alveolar Hypoventilation by Nasal Ventilation. Chest 1990;
97: 52-57. (V)
Nicot F, Hart N, Forin V, et al: Respiratory muscle testing: a valuable tool for children with neuromuscular
disorders. Am J Respir Crit Care Med 2006 ; 174: 67-74. (Im)
Gayraud J, Ramonatxo M, Rivier F, et al: Ventilatory parameters and maximal respiratory pressure chang-
es with age in Duchenne muscular dystrophy patients. Pediatr Pulmonol 2010; 45: 552-559. (Im)
McKim DA, Road J, Avendano M, et al: Home mechanical ventilation: a Canadian Thoracic Society clini-
cal practice guideline. Can Respir J 2011; 18: 197-215. (V)
Hull J, Aniapravan R, Chan E, et al: British Thoracic Society guideline for respiratory management of chil-
dren with neuromuscular weakness. Thorax 2012; 67 Suppl 1: i1-i40. (V)
Hart N, Polkey MI, Sharshar T, et al: Limitations of sniff nasal pressure in patients with severe neuromus-
cular weakness. ] Neurol Neurosurg Psychiatry 2003; 74: 1685-1687. (Im)
Finder JD, Birnkrant D, Carl ], et al : Respiratory care of the patient with Duchenne muscular dystrophy:
ATS consensus statement. Am ] Respir Crit Care Med 2004; 170: 456-465. (V)

Birnkrant DJ, Panitch HB, Benditt JO, et al: American College of Chest Physicians consensus statement on
the respiratory and related management of patients with Duchenne muscular dystrophy undergoing anes-

thesia or sedation. Chest 2007; 132: 1977-1986. (V)
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Kang SW, Bach JR: Maximum insufflation capacity: vital capacity and cough flows in neuromuscular dis-
ease. Am J Phys Med Rehabil 2000; 79: 222-227. (m)
Bach JR: Respiratory muscle aids to avert respiratory failure and tracheostomy: new patient management
paradigms. Journal of the Canadian Society of Respiratory Therapy 2010; 46: 24-32. (V)
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2000; 118: 1390-1396. (II)
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romuscular Disorders 2006; 16: 325-328. (Im)
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»4-1 | DIV T 547> D4

A &

VC HIEHEFRED 50% U NICETR L5, HETGPB % NPPV ORREZHAWEZIT AT v 7
Z1HI0~15E4T> &>ET 25, ZFENIC MIC LNLVETOMOIEEZ 1 HIZ 1~3 0@ (1 [9
12 3~5 %) BLETS>ES1295 2 (),

x
CITRAY Yy IEBEICTESA) Y B AHDT, NPPV 2 ¢ ERFAI#E (pressure controlled
ventilation ; PCV) Tld7%<, VCV TITH 2 EMPRDH 5N 5,

HRUOWHOB = 22T AR, ~NVEWEZTHL, MORE%RT 720 IHMO NPPV
PHATHNETHS Y (). %O NPPV IR, FELOMRICY A I TeabEiig, ¥
EEAENY FET A AT Ay (BEOEESTAY) FRVEECEHEAS TR 222 Lh
WY (V). 14~30 nANS, WHERKICHHAT LA TES Y (V).

# R

* MIC LNV E TOERREZEBTSE>8050h5 (C1).

fioay 547y 2%, FHRERE CizLTa ez, wPds? (V). VCH
BEFRT2E, ERELELTH, —HL2izEsTEoNEL 25, WEOEEO XS I, WEROH
MR OMEEBSEELHC-OICIE, EHNLMENESHILETHS Y (V). ZhiE, FEH
BEREICE S TORAETH 5.

iz iR d 2 EEITS 2 &1k, CPF o, fioar 547> AoHE:, (U BRIORE
B, NPPV O¥BIco%45 Y (V),

T, ITAYYZICED, XDKRELFEZHIENTE S,

[ k]

1) Kang SW, Bach JR: Maximum insufflation capacity. Chest 2000; 118: 61-65. (1)

2) Kang SW, Bach JR: Maximum insufflation capacity: vital capacity and cough flows in neuromuscular dis-
ease. Am ] Phys Med Rehabil 2000; 79: 222-227. (Im)

3) Lissoni A, Aliverti A, Tzeng AC, et al: Kinematic analysis of patients with spinal muscular atrophy during
spontaneous breathing and mechanical ventilation. Am J Phys Med Rehabil 1998; 77: 188-192. (II)

4) Bach JR: Respiratory muscle aids to avert respiratory failure and tracheostomy: new patient management
paradigms. Journal of the Canadian Society of Respiratory Therapy 2010; 46: 24-32. (V)

5) Bach JR, Kang SW: Disorders of ventilation : weakness, stiffness, and mobilization. Chest 2000; 117: 301-
303. (V)
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»4-2 | HIAF (GPB)

5 &

cEI12VITRT &SI, BEMRE- T, ZEOBHEZMICE A b ViEH (gulping) THEV R ?
(V). mMIE, 1EDgulp TEICEAU SN S, 1gulp TRVAEFNZ 7 DEIE 40~200mL T,
—MERX, 6~9 D gulp THIREN S,

“GPBO ML —=2ZI2H721, lgulp DEROE, KEID gulp THERS Niz—RRROEKOE,
1 PE OB OEEDEE, ZAM A=y THEL, BRHE2HERET 5.

HE

* GPB 3, EEZHEDLZVWITAY v VOFEELT, BREMTIZLISE8H NS (C1).

A

P USwIRURERE

B
=FY (Fw)

o~ 25 v FD

T

/ )

}

GPBYA 7L

Ce

SRIO)

\ t /
1 Ce

ABPIFEX SO

AFvT@

ABPIFEX

C  smmms

12 GPB Xf#
THERE N —Z Y ZaTIVICEK D,
Ozt 1) KWSIRNE)
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GPBXHATHEELEIZ T AY Y VDHIETH 5, VCWERLIEBZEICEST, MIC 285 FK
12725,

VCH»0mL OEETH, NLFIRES2RELLEZPRMPTREICATLIEREOAESDHET -
FrEE, HBHVIIMFRRERESIETN-E X2, GPBICX D EFEGilfgEE oo enTcE s Y
(I~W), VC A 0mL, &%WIZATIHREOHBEMAY O TH L EHEEEED 2/3° (V),
DMD ® 1/313° (1), GPB %#{f5 2 &EHTE %,

GPB &, REUVHF 2 —T7HH 5 EIZIIAAEETH S, &KH NPPV &, FEIRESCEIEEOMERE
B2C GPB I & DR 2 MERE S 2 C E ATTREAR 720, KHSEVIRATLIFRE D Z2MESE N Y (V).

[ Bk

1) Dail C, Rodgers M, Guess V, et al: Glossopharyngeal Breathing. Downey, CA: Rancho Los Amigos De-
partment of Physical Therapy, 1979.
2) Bach JR, Alba AS, Bodofsky E, et al: Glossopharyngeal breathing and noninvasive aids in the management

of post-polio respiratory insufficiency. Birth Defects Orig Artic Ser 1987; 23: 99-113. (V)
3) Bach JR, Alba AS: Noninvasive options for ventilatory support of the traumatic high level quadriplegic pa-
tient. Chest 1990; 98: 613-619. (V)
4) Bach JR: New approaches in the rehabilitation of the traumatic high level quadriplegic. Am J Phys Med
Rehabil 1991; 70: 13-19. (V)
5) Bach JR, Bianchi C, Vidigal-Lopes M, et al: Lung inflation by glossopharyngeal breathing and “air stack-
ing” in Duchenne muscular dystrophy. Am J Phys Med Rehabi 2007; 86: 295-300. (Im)
6) Bach JR: Respiratory muscle aids to avert respiratory failure and tracheostomy: new patient management
paradigms. Journal of the Canadian Society of Respiratory Therapy 2010; 46: 24-32. (V)
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> 4-3 | Bk, [EIU7PSVA

ACCPIZEVRESN-KEY VT T > ABED O DEKRLEH A RS54V (1a) &, &F
SERBHEICATZ 10 OHERY 2 M E2ERL TS, BIEEFICEEOIHRRNERE ICESZ24T
TWBA, RO 3 DFHEFHREEZFIRAEDLDTH %,

O#IC £ 5%/ B (manual cough assist)
QFEFIC X 5B (mechanical cough assist)
QMEmgAG ~ L —=>7" [respiratory muscle (expiratory) strength training]

WwWIhyFHRME (benefit) &/ (small) ~HF#E (intermediate) THSREZ L — K (evidence
grade) X CTHBHH, TNEFNIISEIELMAPMESNTEY, ZORREH- /oM - &
BbLHFEIN TV,

DTRCZENODFREEBIHEFH - TET UV AZ2EED D,

1 RFEFICKDHNMBIEEMICK DR (MI-E)

HEFICELBDENBI (manually assisted coughing)
- BEORITIHICHEFEOmMFLESE, BICEDLETEEL, BRREE SO THRZ LT T
5FH =11 (p30)] THBH. MNP+ TELVERETEITAIICE 2B Z0HT 2
& CPF OEEMWENH %,
- R IR Y V2> TR ZRVEMZACTAY v 7 &8, BEICIND ERET
FHVEBETHRZSE S, COMKRFEDLDIC—HRARETT AL —ADN Y FICHD 1) 5
nNas2&bdH5,
- B x T HEIOERSIE GPB 2HWS &, BEEZHbLR THHREE LS,

BEIC L B%NBN (mechanical insufflation-exsufflation ; MI-E)

MI-E ICHW A EE IR EE SN, DRiPSHEASNTELEBICH 77 A N (#E
7t (H) : vA¥a=7 2% CKE) /e : 714Uy X - LAYR= 7 ZAR&H) 7H 5. K
BHE % &A— 60cmH,0 7 5 + 60cmH,O IC—BRICYI 0 B2 5N, &&Ef 600L/ FORSHE
EEBHZENTED, YAZZNLTYH, BEREKJEVIMHLICER L COHEHATES (B13). K%
13 2010 FOZEHRMSUE ICB W TIEEMEAT TORBEEISAFER] S Nz

BER, i 4BEOEBEPDPETRANICZD, Ny TV —RNEOH D, MY H—THIK
CEEEEET5E0, CPF® Sp0, 2E=Y TE5 60, KBRS 51 ENREED S
DL, ZEBERODNERS LI E>7, BEAEDOHEES Y27 LVE—-—FEEHHE— %
BIRTE2, B 14 1H LWIPEMHBIRE & 2 DREERT

ZTENDFIE

- BEOTEICBEZINAZ, TOBREBEICTVBRISZEICKY, firom0nIFRHz4ELSETH
R EREIL, /B2 RITTAHZLT, BEOXEBINBE -z s 8%,
CFITTARAIEBREOOICUT, MEHEELT I~3PEBEZ» T EPSSREZNEZLTHED,
- BBETHRES LA - 720 %R L, FEHE BE) ICU0BZ S EHEBICIR S EBENZLTY
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NIV
=]
e CA-3000
88T LZ2O0Z T X%t
((E3)) (& NES))
fRss TA4UwTZ -
RXTT
L2r0=ZoxaEstt
BEfgig
(EIRIZHE) (BLE)
=AREE 60cmH,O
RARBE — 60cmH,0O
: e - Auto
7 f =0 - Manual

13 HI77Y X CA-3000 &EZDERAB]
BfEM T Uy PR - VAEOZ I XGAARM

5Lk BEBHNDYA IV THEbRVEGEE, FEzeME, BEORBECIPETOHRED
Do

- YIBEH SNz S, TIHEMLNWEIT H. B, HiEL/lz A~5EOBE 1 A1 7LEd
%o TDH’ 20~30 HOKREZEY, B[ 2 [EET 5.

4= =

OV A TNV ERROBREUERKR4~6EITTI,

- BRI SIEOREN H 2 BEH, [ E - IKHBEICRED LT VWEE, Rkl s »0KEREINME
IR 72 BFICE, BHOMCERICERT 2LENH S, [EVMEBEICLHERTE S,

*MI-E ©, WRRICY A I 0 72 8bE THECEEOEREZTS 2 &%, EFNBHHOMRIC
X 2481 (mechanically assisted coughing ; MAC) & W5, MEBOILEEKIC, KON
RO EENBZMA, SEORHEZERT 2N H 5,

e

LAEFIC K 2 B3 AR - BRBEOIRICENTH S (A).
2. B8IIC K B T B I3 HERIRE - BREBEOHHRICERTHS (A,

RFIC KRBT HNTHA G DE 2 MKMBNEFEERE N v 72l > TEFZIZ MIC LNILE TR
2EE B, THUTKY, WHLHOFRRN - 2> T 547 2 ZAOMFHTED %

FEFIC K B A BNIFEFERF T manually assisted coughing & 7% % %%, #EFABIHEFH O #EM
IZ & % ¥4 Bh % mechanically assisted coughing & £i 9 57:%, BEEE LT MAC 2{EHT %

i
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a b C d
&5 OV T4—bATTSR HIT7I AN EZ0 =T RAY NI —
S455TT SEQIL PACIFIC %t LUAEOZT 2%t DIMA ITALIA ¥t SIIII\AI"IIQ'EREIL\IEIE:\(IDEIEET:';‘JJ:G
(&) (35E) (ENE3)) (#9U7)
(19U7)
R NI T 4w IXTF 4O T4 v TR - I7 -94—59— FIA K
il At LZEO=J A& Htatt Hta
(E5IRM) _ _ _ _
(BL) (BL) (BL) (BL)
BARGE 60cmH,O 70cmH,O 50cmH,O 60cmH,O
RARRE — 60cmH,O — 70cmH,O — 50cmH,O — 60cmH,O
- Auto - Auto - Auto - Auto
T= - Manual - Manual - Manual - Manual
- Percussion - AV —TaVEEEESE | - Percussion - Percussion

14 FHULVIEEHEIRE & T DRELEER

EEREEPRETDH S, MAC IZIEF B HF A OHEMRIC & 2 %5 B) (mechanically assisted
coughing ; MAC) D135 %# L, MI-E OMFGRICY 1 IV 72 ADE TRESEEROFEEZ1TS
TEABKRLTBY, ZOEMRRELIHOMEE 2k 2E TR MO RO HTH 2 *
(Ia)o

HRICK DM ZEALHEDOLPTUTRD 4213, MI-E EOHBZER, FOMOENET
TV —va v 2 BEREGI LTS (Ia~1). BAMM, EFICE2BABICMAT,
MIC 756 DREFIC K BB EMFHBE N T WS, MIC IE, ThY EREBTEZVWEE TREI
BROWSZSE, TNLoEMEMLT, REFRENY 7D EREOMAKERZ AY v 7 &85 ™7
(Ia~1), MI-E* > (Ia~1b) oA, BREEGERRE (intermittent positive pressure
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breathing ; IPPB) &ffibn s 'Y (Ib). CPF ¥, EMEDFEFMRETH > 72 ThHDFRER
X, FICKBMNBA CPF 2S5 EICBVWTHIRNTH Y, EFICKZEMBIORIIC
MIC £ TIHREZELT CLICK >TSS ICPHRPBIEESNE & 2—H LU TGEHAL TV A,

HFEICLDENBOERIE, BMABRELZLO—IAMEVSIETH D, MZEIE, NEZHE
LWFERZZRIENELVWCEE, REYICERASNSBEONBEREDEEETH S, EFICK
BUAEE, HIBEE - IBHOBREZ IR TEVHENHS Y (). MIC & VC OEN &
DREWVIZE, CPF OBKENPAEL %257 (Ia) 72, VCHEFSHEFICZ2MABRIRS
KREL, BIEHEETRHRPD 2L 2%, BHIEEBIINT 5 systematic review Ti&, MIC %
F L7 EFIC X 2 ABOMER, SuLNLOIEFY 22RLT0wS Y (1a),

BEOREZ TN EET HEMEEEEICN LT MI-E 25188 2TV, #FRICK2ENBIO
HOBEEE LT, NMABIENEMER (forced vital capacity ; FVC), 1 #& (forced ex-
piratory volume in one second ; FEV,), ¥—27u— (PEF) OBFROEMER LT > ¥ L1k
H#EE% (randomized controlled trial ; RCT) A& ahTns ? (Ib), LAL, ZOHXIF
PPN A ZDPESPICENTB ST, FEMEIEFIREN S, Bach X, ZEOREDTWH H HIE
BERAMBRKORBFERE 21 flic, BAWRKOK, MIC FH 3 L <& GPB lA#%, MIC F5
BOEEEME S EFICK 2B, MI-E RO 4/%%—>ToO CPF 2HHEL, COIRICER
ICREL BB LWL (p <0.001) ¥ (), HKEBIEEICEMICOSNTLE S ARY
D % bulbar dysfunction Zf£> ALS B#& Tl, MI-E ORBFIFLY 1 7B WT, BIKNICE
M EITA V. FRBICERNICEE L TWLRBEOMNREERERE (MIC Ko CPF >
AL/ #) &, AMRERBREOBERZBRVT MIE250fE2B8ohza0° (Ib), MIEME
BIZBIF 5 CPF O5&{bicxtd % systematic review Tik MI-E MO FH & g L TR K& 2
MEH-6F EMHMTONTVS Y (Ta),

2 BRIN—AhHvYIaRIFL—F (IPV)

ffiN/S—H v ¥ a >Ry F L —4% (intrapulmonary percussive ventilator ; IPV) (& 15) i,
Mg S M7/ MAKER 2 S8E (100~600 [B] / 57) TREISEDAA, HHEL E ORI EEIER
TEF 2 HifF 9 2RNBEMAEEE TH 2. [PV I NEROFIETHEAT 5,

OfE FH AT #Ef -

- AR E IR EIEE 2 AT, ERAARREEREE DS (RERICEI Y Ly =B Eh

TW3)e A7 T4 —ICHERBEK, EHAEK L3IV - LEREAN, AV F%

ON 29 %, BT DEATEEBEZ 20psi ICERET Do
Offif :
cN=Hy T arOoEBseEHEICHEL, BEAOENARASY % OFF ORETY 7 AL —-X

ZEREOOICKDASE (XY RAITE, OZ2EV), BEFICEFRSE T, MKROHAES

BRIARY ALy a Vv ERESES (W3~108).

- BEOREBEBEEHNICEDE T, EREIOEAZBEEFEHTICKET 5. REEH T 35~

40psi (BXA) - 20~30psi (/hNR) T, BEMENI-6—-Hv P a v 2RA - BKEZ@ELTT-

TH X,

- 1 [E3@E% 15~2047, 1 H4 R EE2ERIZITS
OfER# :
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IPV #EH (IPV®-10) TEEAIPV (1/)5E—9—9)
B15 MmWHRN—HyvY3avRVYFU—5 (IPV)
BT 1 N—hw 2 ax7 - Iv NUBKAET
BigREM : EEAY T Z-IUKRAAHT

B 16 PV OKUEDBIREIRFELEDTHES
Oy TORZGRD > TELIMAT, [EOBREAFREEZSHL TS, B
ROEROECDRAEE, [O Ty FOLIATICREINTVE L] [@
KEKDENNEN RENATL, KBH'ZL) Z&] THB.
US—hyY3R7 - Iv/SUBRRRHOT— LR—VBHEZS & TR

- FEIR[EIE 2 73 - HET B
HE
* IPV IIMEHRE - BHBEOIHRICANTH L EOHMENHD, T5L58H51% (B).

IPV X, 5GEIZN—A v ¥ a Y EOZRKR2 I EETHEAL, BETKEZILER L DDMA
WHIS—=T1y T a YRTHUWNZRHEL, JEORREFIC K O RML» SHHRITRBE LS
CErH-TEBTHS (H16). X—H1—1F, OBEMEMZ EDPIRALZ & HREN 2V (HiH
95 EHHRMRIIS SICHT), OXEXLZDOMERZMILL TEKINZ@ET 2, OF ALHE - H#F
MRTHASZ MRz W L, @37 74P —HATEARRPBFTE 2, REDMREZET TS,

—75, BEROBEICERT 2BEFH D, FHREINIOFVEE TR L TRE L2 5ruioHk
HNEEPEZVES L, LEBRIPV IKEL THRIFIZECHIEPRICHHI L, BEDE
BEEBLETFONTVS, ALHRGEICOAEINTSED, ZOMAIZATRRISREIE & U TREER

b

4-3. fifkeR, [EIU7SVR —39




TE5H, HETHHAT 25481%, o AT ERE AP TE 2w (2013 F317E) o

AFEI Rk TR ST RS ICHEAMEESE WY, MRHEBROHBRICLER TH 2 EHESN
T2 > (Ib~M). MEHEDFKETFHMRICNT HMIEICIZ 2 DD RCT #% %, Clini 513,
REUVIN-BENEEORSEEERICMATIH2EMANS—hy ¥ a VR (BR4A
IMP2 / 83&7¢ (H) : Breastt (R z—7>)] % 10 7EiT- 72, BiRS—h v ¥ a VR ZE
MUZZEEL, EEOMSEEEER OB L TERICH AR ENRH 12 8E LT, MROFER
ZETEE7 " (1b). %72, Reardon & IZMREFHRBOEBINE ) F—2 3> T s S5 LTHE
F U7z IPV DRSO 72 O OHLAEYIE O HEUZ J 5 3 IREE 2 MREE U 7z, IR & 0PE TR
O—FELTOMAN/IS—H v ¥ a YHFICKD, MEFHEREEE OTEYEMEA B & WHRERREED
72D ABREEAE Lz (1b).

PV ZERMEFRMEEDO D2 VWD AETIEIIMES DL WA, BT OMIEFERIIN T 2 HEHERD
HVBEICES 'Y (D), MI-EdH2REOHBESLRETHY, WO TOERETIIERPRET
HBHZENZVD, IPV IZRA EREERAICK D EAREA L EQRPER I LD, HIBLE
M EVWEE TS, HREEY A N0 7 ¢+ —2 ETHE - BEOHZEMEIC KD LERELE ICEZRD)
AVDRTVEBICLEATHLEENED, WTABIETF Y 23 0n 2 (V).

MI-E 3R REBOEOHEHIC, [PV IR HEKEBOREEZPNRKEBICED S ZLE2BEELTEDH
AE 72 3EWT T 508K 0,

3 =HEERERS (HFCWO)

- BEOBIBICASTERA MDA =AY b (B 17) 2BRL, KRO E»SEET D, ZOH—
AV MEY AV = P 5 MBRISEOND T T A—APERINTHBD, EREICES
FEHEHE) ) —Z20EDELTHEMEE (5~20Hz) CMEZRIS 5. O E5HE KBRS
(high-frequency chest wall oscillation ; HFCWO) 12& D, 3R %EXEEED S 1EH L, Ktk
2R, PRSEANEH S ETHEHZT 2.

- VxR —F TIRIREEE SIREREORIHS TE L LD TWVE Y, BIEIBETAS v F
ZANDIZTTHEHTE %,

-BEOHCEHOL L, BHETOMANIRETH 5. EO 0 )i, BRickLLEShS
A, BRI ERAMNX 15~30%r, 1H2ETHS,

-3

% HFCWO 3RS - BHEEOIRICITO L2 ZE L TH IV, +o4BRERRILA 2%
WV (C1)o

HFCWO 3 EMHEGEHIEDOZ VWK TEZ L FHDLNTVWAIREETH S, BITEOLSIZ, IfVT
BEIERE2E5 25 XD BRREROWEFELEELE D, XA M2E L TRMERIITEES 7 —SLA
DESERES P RET R 2BEH ST S, KOEPIC, BPMIZ, VIvIZALTAEBRZZT 5N,
BELRT Vv 7 ERBEEETICEEOREE 2 M TE 2L VHFIESRASN TS, LYL,

HAETIE, REESAZEROEMAD, HEDHERLTVZRN,
ALS ZNRE LIARED RCT ¥ 2 DHE\EIN TV S,

b
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17 EHEERERE HFCWO) K&
BIREZ  AY— MR
25T (B) : TLY bOX R4 CKE)
BRFEIT - ERIEH | MR R

Chaisson 513, XU, Xz EOGHIES, MFIRBIED ARICDWTHEEE L7z, IHREBREIHHE)
BPEPWF SN TV ALS BEZ Z V¥ AR 78 & 1 H 2 15490 HFCWO %ZEm L
RIS T HE L7z, SpO,, FVC EAFEHERY, UKL TeHlis 7z, FVC OETE, Hitkse
FBFETROVTNICE L TOIRERE OMICEB BRI 2B P TE R o720 (1
b) .

Lange 5%, HFCWO % 128fEH L7z ALS BEZ O BUIh & RbkeEL bz, FEMEA ALS B#
EHEBHAELZ, HFCWOEHZE X LD ZWETINZE LD, RAFLHRE, SpO, cap-
nography, transitional dyspnea index, WFNIZHHEEEN 2P >72. LA L, % FVC »¥ 40~
70% D EFHTIE FVC AHERARICH 572 22 (1 b) . HFCWO R TIEMIEREREOSEIZZ L L
BEOBREEROUZB AN ERDNS, ZRITATFRICEEDTEIREINEEMO LT
A7V ABEL P (1b) BARMET HMlHEIEHFCH2 > (V).

4 5 - BEEAHNIALFREE (BCV)

5 - BEEANRATIESS (biphasic cuirass ventilation ; BCV) &, KiEERICEE T 5 e
B (FaAFR) NIBEEZ T TRE - FRERBIT S5 ALIFESR THS. COEED “Secre-
tion Clearance” £— KRi&, ¥4 J A K2 EHERS THRFEE 2 EET 5., B LTI,
18ICRT RTX LAY L—% [8Ex (H) : 25 ATy NA v A FA Y=tk (3
E) /BRFE - LYF AL TA - Th - TAKKEH] © HRTX (#&x (H) : 2747y K N A
Iy AVFAN) =t (FEE) /BT - LY IIUIT 8T T 4 v 7 AT 4 ARRREH] BV,
TROFIETHEHAT %,

OV =27 57%2<, POFEHRATIEZFICL > TRBBEYI LT A ADOF 24T AZRY, —ILERD T

\F, BEOMEE IS LAKICHERT 5.

QAL v FRAN, FVTTVA (FibkRE) €— F2BRT 5,
QML [E %2 600 [E] / 43, BEE % — 10cmH,0 OFE T 4~5 57/, Z O ICIEIRE% 50 [ / 47,

2% — 20 ~— 25cmH,0, BBE% 10~15cmH,0 OFRET 4~5 7TV, WBREH 2 1/2E T

%o
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18 RTXLRAEL—9 EZDERH
BRI © 74 - Th - PA%ARM

A=H—ICENE, BAOEHEREICTRENPHAICZOD DV TW 23 ZIEA L, Th
12t < BRI CHRITE 2 F 2 BIC K D W e L EF 2RV H 2, £ShTWwd,

i

* BCV 3 MREHEE - BHBEOIRICITSI I EEZZERLTH IV, +9LBZERNERYSZ W
Cl)e

BCVIZE B ANTRIRTI, FaA 7 ARICHEREEZ 2T TRS - RzmB L, JEREREICH
WA ZENHEET, &ih, BOBIAHETH 5. ZOOKBEOREY - BETRD, ATk @
RS 2 LSS, KEREICXDBERATIFRICHE L TKENELR 22 5
TeOOFHELH S,

BCV ®»1=—77 1%, “Secretion Clearance” £— R TH %, N RNBIHERITET (exter-
nal high frequency oscillatory (EHFO) ventilation] & ®FREN, (K945 5 OESEERENIC KD
KECHADO W ZEA L, BRIFEHEZET . BRHOY Z7)L— b X2 b (BRIICHANEZE %
—BEICERIET, BEPPLVER LT VlaE H3IcHESE2—EoTut X) ICLHE
N ESMONBZ PRI N,

AHEEHRHT 2 EMPENSREEICZD, BIRERENSHE A, MG MHHEOEMLHFTE 5,
B FEMEIR S B AR B0, BN, SEREARICN LTS, H—EThEszERTcE5
(V). “Secretion Clearance” €— FTIZ, EHEREICKDXEN WM ZZEPETEIAL, BE
P Z (e T 2. COMRICED, MitkaEck®E, FMHAOY Z7)L— M XY MIBAEUTHY, 25K
BOBVERFTIX, AR LF—VPWEINBRE2HRATEL0HREHZ P (V), £
DIz OMRREARBIIFEIE E SNBH, TNoOMPE 2 BB IFHEI 2L, FEFO ) — gt
THEShTVLS 2 (1),

AHENCEADYE, FaATAREBALBIRT A ENEETH S, EHFOIT) —2IickD, &
SEBLBEVH B H D, TEWRPAHEETH D, WHGHRKIITZII L, /2, BRK
TEREOMAIZE L, BHOTEELH 5. HENESEREAZICERINETHS > (V).
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5 HR#~L—=VT

PR b L == ZIC S ESE B HEN DS BKTIIEROBWARTESNTVSS, DHHE
TREXRLTEST, HENEBENPIHESN TS, INSRESEIETLRRERLTORASINT
WHDT, RENZBLDZRL, TOHE (FH) 2M@E#HT %,

19, 20 3B 7IEIRIC & B IERIIGEERET, HEEERELEHNE LTV, KICHREN%
BEOMEBREEOFHZHHFEL TS, BHFICHEYREZPEL, BEOMARN, HHAKEL2H
T2, BEPSZESPRNZVES ) =X 7Yy TEL, TTAE—2%L< DX, - D ERR
(F-EMHR) 2175, BELSPHEER, HRAZSE, HEBHOYA > ThHs0, EHOZV
#HETIRAICEFIZ P IT S, MEBOBRICIIEBEZEOEREDE - MAENH 27, #E 17— 20
~30[E% 4~5[E/ HiTH. BhT&E/56, BEDOSFATILEH TS, HRZHEPLTHE, S
NOEFERLZICED S, HRKIE, TTAE—A0OWEE, ZBREITV, WIREREE L, Ok
NOERZHED,

R

LIRIRA b L —=> J I3 EmER - BREEORS - R %2 —@tkic#EmsEs (B).
2.0PIR b L —= > I3 REAEE - BHBEOHHRICEN THLLOWMENHD, [T5ILE2ERE

LT&Ww (C1),

Z < OWFIRAG b L—= 0 BRI RTEINT WS, BRIEB T, Bfiabio Ny T —%
A T7OBEZROBOPEILHVONTWVS, YTAY—AZL DI THIKT % & XA ZEROEH %
MZBHONBEL, WRH BRSO, BRH VA DO PN5D, WEFH#EEIC MY 7
u—10] [E=7VLy 7] [ALvyTa)LRIMT] (B19), HFEH#E{EIC [AL Y > 3)L K PEP]
[Z—=7)] (B20) BEBELIfEDNRT VS,

1995 E DI it S N7 iR B B X OCHEEEE O IFEME 11 055, RCT X6
HV, 3DOIMPLKMERIEEZELTEY, 6 DRMEHZ, L TR D 2 D5 ORREZ i
RRIZL T Wiz,

AN L —= 2 T OMPHEIRAE AR (maximal voluntary ventilation ; MVV) @
ZbT, MEAFE MIP & MEP TiMiiS N TWb, fildB#d 22882 ICHEEE2 MITT DT,
flitsREME (72& XWX VC & FEV)) & LIELIEFHEShTWn5, DMD* (I1b~1b), ®A k
AU (Ib), SMA* 7 (IIb), AN (1b), ZHFREE(LE (1b), HHEE " >
(Ib~M), &R L —=2TDfTbh, FIREFHT - MAKEZSNET 27D ICMFERG b L —
SV PRI N, WMEH N L=V TOMEDO VT N BRZFHE L TWirhr 57z, DMD &
SMA % RRIZ MIP % FEIRFEE D, 12 AR (12sMVV) Z2BRFHREATIOIST 2= L L
THRH L —=> 7 %F>T05* Y (Ib), £y ¥arol, bL—=rZICk3HEEIC
&> T DMD BEDOMIFHERTIRZZ2BXPH 720, REINMAL 24 WAL 220
METIE, LWrRIEIEHb RS G eHESh TS,

YU PVEED R WSS, BHEERE (C4-Thll) I MVV ® 30~40% a8 % 45 [0 / 5D
MRIRENC CRIFIR LT L —=2 79 55T, HRHEMAEPERICHEL-ET 5 RCT b
%3 (1b)s

4-3. fhinak, [EIUTSYR ——A43



a b C
19 [fhi@{bssE
a. hNUTO—1 (8R5FETT - BIRE - RS A VI A RI v /)
b. E=JLwIR (BRFETT - BRIRME | F T X MR
C: ALY Ya)URIMT (BRFETT - BRI : 74U w PR - VAEOZIR
aR=tt)

b .

20 MxghE(bsEgE

a. A—=7J)b
(BR7ETT - BEfRERSE - KSR —>T 7)LN)
b. ALwZ3)L K PEP
(BRFETT - BIRIRE - T« U w PR - LREOZI AGEARM)

FEEfZ2m(bT A2 EiIckD, MRICKERENEZFHEL, LDHWLCPFAPELNET TH 5,
S 2 HEE LEMRIES Dd o2 343038 (1b~1b), §XTMEP 28liLTHY,
CPFZHELTVAEHDIF 1 27T TH -7 (Ib). ZOWZETIE, MEP OBEIAHS 227 -
7z, CPF ZEEEICL > TREINLL2GG, PHERTHZF SN TED, BERFTRIIEZIIRD
ENid o7z, TOMIZERENY, HRICKMSESICESERAMEIDBETHS .

st B2 & T 28, MA@, MRfFmtonwdThzBERE LFIICBLTD
MIP & MEP O 5258k Lizd DA% 5 7= CPF 28 3% 333637 (1 p) Flgrhibahs &, E
NER=ZAF 4 U ANR-72h, fBIE Borg A7 —)L (Borg i2&5 CR-10 27 —)L) 3#&TH% 12 74
AR bWESEEEINTVE? (1b), BHICh>TPREE>-RE I AL, SENLERE
EXbhhPoTWVnE,

WETIE, RGN =V ZICKOEGSBI 6N I E2B-o-bONZ0Y, TR, &6
fE, HEAEES) (activities of daily living ; ADL), QOL & &2 BEER >/ DIEa» o7z,
ICHHRICE L TIZ CPF 23 L2 O 1 DOART, Y T DRVNzOHEELNVICIES &
Ve IR N L—=2 7 Uy 540 SE 8% T, HENZLOZIEET S LI TE R0, PHRIC
I HEHH NL—= TOMRICEL TIS 52 HHEPNETH S,
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> 4-4 | FHRBHBERTEE (NPPV)

A A

NPPV X, [EBEPKREVHF 2 —72BEETIL, YTAE—X, Uy Y-, BTRAY
FoRETSIS (BEo—), OB AV (FJxA AT RY), I ATRANLRAY NI RT3 EDA
V-7 1A AEELT, FRBNICHERLZHEHZITO>60THS Y (V).

NPPV IR ERECTEUMO L > 2 ANLKENI 2L, [EBREFPVLETHS. TOMRERK
LT, BHERZB/NCT 5720121, A V7 —T A ADT 4 v T4 V7, ALK EREHERE,
TEFRMMIC L 2ATE), BEOARLPLENER Z BT 200 %1T5. NPPV ERHICEIT, Xy
FETEHWAD, BERLTHTLAEVEVWT 2T 055, ALFREOBR[ESLEDE=
ZE, A —T A ARERHOICE 2T 7) — 72 ZB L CHIT 5.

E - NPPV DFBER - B8EE
iR - BRI EISH—sh vk, 202 FERICEEHT %,
- IHBEIGEHSHEE (noninvasive positive pressure ventilation ; NPPV, NIPPV, NIV)
- JEREAYANTIFIE (noninvasive ventilation ; NIV, & 7z1d noninvasive mechanical ventila-
tion ; NIV, NMV, NIMV)
- IHBEAB/RAIGEATIEE (noninvasive intermittent positive pressure ventilation ; NIP-
PV)

A NPPV DE

-3

i

* NPPV &, MfEfiEE - HEEEGOSHERRA 2D S BIEFFIRA LI T 2 B FEROE—
#IRTH2 (B)o

ZMHIO RCT 13, CALBRTHHRENICEHE TS EaXy bEhTWns? (V).

E 7 NPPV {EHICDOWTIE, NPPV {HHICK Y H AR NE, EROBE, EEAROE
E2®8w7->? (I~N), %7/, VC & CPFAETLTWAEEIC NPPV RN ZHAT ST
EICKY, FREIREREEGIAE S FERRESEDE, FAERER, ARBEAERICED LT 2HE
M5 (M),

DMD Tli&, MI-E &fiAEbESHZET, [EVATIERE D IEGDESEVEHRESNS 2
(1), 48 #% T NPPV TR Z#EHST& 72 DMD IERI b -7 2 (V).

INETIE, WHOLKZERTE 5 P (),

SR EMKEICN 9 S NPPV ORRIEFELE TV AL S NI, DEFFEZEZAFL
RTVHRHIRET, DAROBEE LTENTHSHEEDH 2 > (V).

ML REREE A D > T H, ERE (well-being) #4#ET % 2" (1), QOL ZE T S I2i8%
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X5 RS - FEEHREICSHTS NPPV OFEIG

IEMAIIEIRS (% VC ' 30%LITOEER/NA URT)

C BRIIC SPO, BT (94%LIT) FicldBmBARMmE (45mmHg LLE)

CRUV LA/ FSTT, AHIE 10/ BRILLE, SpO, B 2%FEICHBEN 4 TLLED, 2
BRESRID 4%+

MIFRARLDMER &Y NPPV EREDE S A EBETH 2 MU BESE, NPPV 20IELT, 35
B 6 HB%ICEFET

- BEANNERIED NPPV ZBH(ICEE L THEET 2156

RIS | - (PREHICERT W TREDSS (NPPV (L& > CH FRENSEHT 3158)

fEARAT

+ CBOTRUICRVNEFERVES
RERHF EMARERSIERZSRS, BEIC SpO, ET (94%UT) Ffcld&REA XM (45mmHg
BLE)

- PRERBEC KD RMTIRARER, ik, EXHICHT 2880DCsH

BMERREIRST (% VC D 30%UTDBEIF/NAURT) DDA )V AREEFC, FRHIETIC
=kt S IFREHFHETEDSH

CIRE (RBRBYPRBURET1—7) | RERE, BESTFHOICY), RERKVER

- TR T 7 IREIRERCIFEETFHDICS), Mi(CHEAERICH Sh UhHiER

Z DAt - SMA T BIEEZRIS N CREDFHEERNIFR S 7 [CEON' G 25E
*apnea-hypopnea index (AHI)

BOHIEASTES P (1) &SN TW5, DMD Tl&, NPPV S BEEHWLT AR EOREREEEN
Biic kv, EiEHEEE QOL S cEsiMiEshtwns ® (). [EIM%EHKEL NPPV I
AT UL, W, BERR, =&, MR, tREt, fSEHE, Lt BEIC, NPPVAXnE
BZTW5 0 (),

NPPV D135 7 QOL AR S NPT N E VI |EIKZH TV AL T, 2002 FITRZ bR
VA DA O MEBERTIE, KETE I NPPV 0352 QOL AEnA, KR MR+ T3,
NPPV & 0 KEWHDIFS A QOL AEnE VI WMENH -7z 7 (1), EEE LT, NPPV B3,
F1EDBEDAT, 7T2AARAIDT 4 9T A Y IBAMETH 720 La, ZRICHLT,
SEVMBEZEZ, AlEHOZET, BHEHI7I7AN—Z2HAVWTKEYHF2—T%2 714 v 510270
THED, BEOOE, ERMiSCEEMZEL THENYR— M 2BBENLDZIHo72E LTS,

ERREE NPPV O B HESICO W T, % VC A520~50% @ DMD T, ERER CEIIRIME A A A3
E# T - 72 NPPV A &I AR RCT 217\, NPPV RIS THIAZ D -7z WG S
NTW3, LAL, SESWINCEBHESZNE &, MI-EDBRASA TV AR -722 &, NPPV
AEREE =R EVRALERTEG LTSI ENS, INOHOERIEIDIVEKRZL RV EEZ
%32 (1b)e —4, % VCH 50%LL T CHBEE QBRI A HIEH O MGEHEREICN T 2 MERE
NPPV @ RCT TiZ, 2 FHOBZAM CREROE CO, MESLEIRDOETEZEZELPICT RN
Hot= (Ia)e LAL, WFHOHA FIA 2B IDES7% RCT OFERICEDIL, REIEIEZHE
FLTLRWL I (V), HIRO NPPV @Sz, X508 TH5 % > (I~N),
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B NPPV OAEIG

H

i

* NPPV &, AT, WHREAMEERTICKVSE I VT T AR, 2> ba—)LTE R WEE
SpO, < 94% WehE L s WIEEIZIE, fThanwks#Hohnsd (D).

NPPV OAREIGIE, HAID/LNEWESE, WREKEETICED, EFCEMICKSEEIC
EoTHREIV T IV ANV HEELREE, 20 PO LTEAVWEBOBETHS Y (V). £/,
NPPV %@t 2 & THEARIC, BABZMALTH, EEROBMEEMIC XD FEE SpO, < 94%I1C
% A5EE, NPPVAEICEHM LT, 2EZEET57-0ICIIKEREBLXOXEVMEERT
2 45) (]I[) .

F  BEWEREBHHE
CBWERICIE, TT7YU—Y, AV =T A ARIT ) — 7 ORPIR, HEH O E DR AP HAR LW
EEE (RICBR), B, RIEESCSHEORA, BYLOBOERE, RAORBESCHR, BEHOE
HAH B> O (MI~N),
- ABEER, MR, BOE, SlSH B> (I~N),

C NPPV ZR489 515

'R

* NPPV ORERRFFEALTERFEA (RICEHEREA) 1213, SRTEARHELITOIHELZEYD,
ABRICBWTTS ZEPEIDH 6512 (Cl),

NPPV OBGICH7->TlE, MEIRTHS5EZIERPICEEFE N TX2RETITY (F6)>
(V). NPPV OiERICIX, RUCHIRTHIRIRICEDESHS Y (1),
KETIE, WREEL (respiratory therapist ; RT) #HEICHHL, REABL+OLHEL

&x6  NPPV RED=HDIRIE

1. AKIRIE

- NIWIREEZ RS S ORBR LU TV SRR
(ERIDBHBMECIL U TEE, REDESHHOLE)

IFIRT 72U TV S EEM (REDT 7 D5 [ EH TR AH)

- CENRFIRIELEEDOWEZ U TV EBREE L

- CENUFALIFIREE DA S DERA L F L

2. =Y
- SpO,, DEH, TENE TcCO, (RMEHIPIFRENEZ BN BVESIE, m
BRITZAH7)

- BEDFRA, WBHEFELTELD, EHE, RS, VI—TTAADITNPL
I7U=T, AVI=TTARPNIMIKRDEE BXICKDEEEE
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N 77y FIEFIO S &1 HETERE SpO, & TcCO, £721d EtCO, =% 2 AW TEET 575,
DHBETIE, TOEIBIVATLABTRTIZ RV, HREARNKE A2 HAEDETITH Z
EPHEREINS, RIT/NRTIE, JBRTYR7ICBN TS 5 SR8 IR OFIHARE O 3% % Fts
L, BEPENCELRETEAORKARE ARRTITOZ b H 5,

Z D% OBEIREF NPPV S£EOMFAES, £ 1 DEEOMEIRE=YICEDE, ARTEETSLIL
AEFE LWV, EEOHETIC KD, ERPHETORERE SpO, E=¥22&FIC LT, RAFEEM
HLENE, FBREBETITI ZLBHRETH 5.

HERO NPPVIEMICEL, f 27 —T7 2/ AFREPLEHHEHNT Xy F ROty T4 27
7ExR, NRPABETITO. BEEO NPPV BEAW, HFEEXLIEIRBICLLIZE Y 7T 2 AHE
HNBREBICLT, ABRTITO ZENEE L,

D SRIDFERKEDEREIR

EEN
* BEEFIEC, NPPV OB AIfEH £ IRAABITE 5 X5 CHHT 5 (C1).
[ 3t ]

WEGRESHMAG T, b5 REORRIAE L, NPPV 12 & 2 IHIR SR THE
THB, AL, BREBHANRALEE, WY YT TS ANREETE 5 AMIESEATR
aiE, RERESEEDS>OBAE, WERESTEINEET 2 Er55 > 9 (), BE
(BEAADERRRATER A5 &R OREEED, WEAOREEERT 275, NPPV 0

WMREBERICOVTHIET 2 (V). SEBREOLRENDH 2 LHM SN 25813, Efr>sBE
FBEICEBIEZS (F771%, BABICIE, JERSE2 U CEEREIEZS),

A BERSmHEEIORES

A &

NPPV T, H»50 25 ANTIFRERPFEHTIETH S, IETIE, 7V T« AT 7HONLIFIR
BRI, NPPV HOBIRE—F (NIV E— R EEHRR) PRASND LIk o7

—7%, NPPV HAKBICEHRSNTER LD, NALNLT Ly ¥ v— (bilevel-pressure)
HRTHB. NNV Ly vy —FRIE, BEMEEZEMSE (inspiratory positive airway
pressure ; [IPAP) &AKEME 721 EMESE (expiratory positive airway pressure ; EPAP) &5
2ODFHBEHNELV ANV ELRHIATH LT, TOEBRETHRAPHEBISNSG, Ly v —HFR—1
EZ RS (pressure support ventilation ; PSV)] +HE&R#&KBHE (positive end-expiratory
pressure ; PEEP) &[ERETH %,

7 : BIPAP & BIPAP

HAFET [Ny 7| EEN 5 DI2iE, BiPAP & BIPAP ® 22543 %, 1 DI, BiPAP

THY, RKET7 1) v TR LAY O Z 7 A ORI A LIFREROBEREETH 5. 5 1 DI,
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BIPAP (biphasic positive airway pressure) T, FAYDRFL—=FNWttD7 YT 1« ANT TN
TR I EY OMKE— R THS. KD PEEP 23 E LBV A 7L THITHE—-FT, =
DR i K& £ (continuous postive airway pressure ; CPAP) &3&EZ2 6515, HFEMER
3EMED PEEP R ICFRETH %o

MY —ARFL— 3>

SHICHLVLIHRO ST —HRX>F L —3 3 >~ (bilevel servo ventilation) @ A7 A,
MEEE DNy 77w TTIERIETERVIDBHRDOF = — > « A b—7 AW 83 70 B AR R E R
DI I & 61 5 EHN 2 EHSICE LT, IPAP 2 HEIFAT 52 & TE 5, KO —R
AT ERE, O &S AN EBRRICH > TH—E LIBRKRMHIZITO0ICATHH I &N
MoNnTWaY, BENTEITHEOMRERBROMRH MET OO IEBERKOEEI BE -7
BEI, BESRKEROLSICEEEESATLRNL Y (V).

INEDSSIZHLOHROZHEEATIFRERIE, 52 COREL-BERKEICESWTHE)
HIC IPAP ZFREIT 286105 2. ITub5, BEVERPIEBSNNY -2 2R E, 600D
BESNT-BERKEDOED OGS EN MRS NS &S IPAP PEENIC LRI 5. ZOFETM»
PR R EITIHE O WA 2 EE OB OB OB I UL TEMENH 2 D h, SROER
MESBETH S (V).

KA D H D AT IR

XOHLWY A TOINLFE— ROEHFRATIFRIRTIE, SEIELE—F, &2, K
Ja—Lsarybu— (REXHFHESHBES (VCV)], Ly ry—aritu—) [EERRERK
(PCV)], Ly ¥y —HR—F [EZRHBEK (PSV)], FEHANBREH K (synchronized
intermittent mandatory ventilation ; SIMV) 7 &g 2 % 3 4 5159 (),

w =

% NPPV I2iZ, NPPV HHBEDISICYH, 2L OATRRBOMKEIEHIETHS (B).

NPPV i&, NALNLF Ly v —DsED, IRHFDH S ANTIFRELZENS > (V). &ET
X, NALANLT Ly oy —HFREMZAEOD S ANLEREBTITHOE— R, RE2RET 280
B2 oN S A TIHERSFAVWS NS LI -7 % (V).

VCAET % £F 5 MR g B S B HEE OB NPPV 2B W T, CPAP WMESA+5THS >
(V)

B NPPVARAVYI—TIAX
BERSRHIEEE A0 SbDIR, 1 V¥ —T A AEMThS ™ (V).

Ak

YT AE=R, VY-, BIYRATERLIBSTY, OBYARY (724 AVRTERIERTS
FTEAXAY ZlAHDERZBD), BRAEZESI YAV RHEBRMEEZEIANVAY FY RV

ENd B OB (), Ay, 1306%h,s, 50@BEY EHRShTns (201444 H
BE). A4 XHARA, NEH, BRAHS YA X, MU A X ENH B, hzk, Ay RNV E
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PAY RFEL Y7, A 7RV =72 ETEELTERT % (V).

AV =T 24 AL, RO WIEREEICER T 5581, CO, DFEEEZF/IZHIIT R
T O—ERAF T Y = EICRTHEIAH S D EFEHT S O (V). WSHPBH 2 MFIREREIC
O HBAR, RS RwA >y —T oA A% EHT S O (V).

c VT 4 ANWRYF L —FIZ NPPV BREBEHE B Z - D12, FCERIOAN Y —T7 214 R
T, MEAOHZMEEIC O SRS WY A7 (B) &, BRAOZWERKIZD % SHEETL
BHs747 (HE) PETHINEN TS, COANTRREE S V¥ —T 24 ADHAEDLYE
(SHAMEPBEEER R —LR=) 2HEZ 5L, BRROPFEI RT3 > T CO, DFEM
W& L7220, V=B TRTKIRIART 3220 L, GREOTERT 5,

c T 1A AT ATIE, ROESWBYOEIHE, BB a, BRI, IR TIBNENHL. &
RICLBEHFHBE VLT Ve OFEDNTVSLYD, KESHEERDICLL, BFHIITER
Vo YR EBLTOAOBEOHMI A LI W, BETYRAZ 23T T EDTELRLHEHIERE
BETIE, ICUDATIE, fAI2H-7:6F IKEBHLT, YAZ2I3TERZAPVLRIETHEHE
IS %, £z, 2D TIE, B2 T2 ATRAIDNDA > F—T 24 AZEET S
OB L, 2B ITEEHICT A ATAT2ERAT S EEXTH, TZXAHLFHEERICE-
THATA LI, LEOERZILSDENH S,

cF =T =R RDAVH =T A AZFEHT AL LAEETH 575, SMTFEA»H»0, BHER
DOXBITH S o

F L BEERFD NPPV 4 9 —T 114 R
HEEF;D NPPV A ¥ —T7 24 AL, YTAC—ADETSS T (B A7) BHEHASINPLTV,
YA =2, FROANLERER TIET7 T — LGIHPREL GG H 5. BORTIE, v 7 AE—
AHEMHE— FOKBESMMES N7z NTIFREASTHIRE NS K D127 5720, DAETIEFEICMITT
HEEFORITH S (2014 F 4 HBAE). 2D, YT AE—ZADFERICHENZTR2ET S
EWEL, ERIZRT I VPR AIZPRHASIN TV S,

Y IAE—ZX

YA R K BHRIL, EHBHEOEEXITINSZ MPFAESRKSTE— P23 bu—JLE—FIZ
BRELTHWVS 2 ¥ (I~N), OB,PS5DY -7 b EX 5 EAEHBORREORELD
B EHEKBRZDICHRELTBBENH S, | HRKBREZICE > T BITEHEE
THRET DN LVA—HREIICIE 500~ 1,200mL BETH % *© (V).

CHBFR, vUAE—2%<bX, BERERORDY P, BRERBRORESDZEZZHS Y (),
BEZ, YUVAEC—ZAZBEULTITRAY v IV EZITOMZIAT A ENTE S, £72, NLFFIRERO
A 7L, BLEORESREZD, MORRBEZEIHZENTE 5,
ZEAEDER, vTAY—RIE, OO KEESNS, v AE—21Z, @BMORFETH
VT RICED T o h sy, BEEOWTICHEESNS (K21a)% (1),
CXTAE—RAELDATITY =P uLEZ 57201213, HHEREOEDE E L IBEDKIEN D
BThD. [BEEERT I1CIE, ROBPBRERNAL»-> CHEIRFHEAEE, ZhEFEc, &
PR E, THEEZIRS 20BN H 5,

EYRATEETSY

LR, DEOHADET LI-EE, FOFS L TELVEE, HEOBZOAIEEER, <
VA2 DATVRFETHENTELR V. 207D, HERONPPVICH, BOA vy —
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a. YORE—ER b. 87T
21 EEIEVT ETOD NPPV

TIAADPBEREINS, HENELEL, FBOLRTVWETSS 7B HEVLTW (B21b), BOA > ¥ —
7 1A ADMHRAFIE, MOBEECHBEEEZZENT, ODOY—2 %< *® (V).

R

LNPPVOA V¥ =T 24 A2, BvRY, BF57, ORYAY, XAV, YTAE—X,
VT —\VkENHD, MRS X OCEERORICADE GRIRTA2 58D 515 (C1),

272 AR AT (OB A7) &, BUHHDSMCIFERAZERICITS L5851 5 (C1),

3.HERIZ, vIAY—X, BT 57, NSLREVAVEZRETSHLH5E8D65NSE (Cl),

fF 5

NPPV 2N EE 55 XA TRLVEERDIGEN A > ¥ —T A AZAVSHENDIZETH B >
(V). BEEODDERAY v INSEESERA VY =T 2 A A2 BEICEITTHAT, T0DD ZTHII
THIENEBICEETHS > (V).

REDA ¥ —T 24 AE, IRTHAOMZT, HEADHICASD bOFbEBLEDT L, &5
12, MIEHRES/NETIE, HETARPYARDA VY —T 24 A ENTOLPEETHY, %5
RLEZLDIYRINS, BIVATEZREET S,

BENEOL-OICIE, FICKHNPPV HEHETCE 2BEN EOA vy =T 24 Z2FVWE I LD
EE LWL (V), tEhid, BERICIEEFENIR TSI /DT I AV — X, BIREIZERY 2
URBTI T RERTE Y (V). AN TRERICITIZEANTERVEET, BT = ¢
AX A7 2 AT A0, HEELABREWNEEZET 2, KFEF LI W EP, BHLEOREICT
ICRETI2BRENH S E2H->TBL,

Toussaint 5%, DMD BETHD <7 A — 212 & % NPPV O-EHIR 230 R 0 B K 3l 217 > 720
WD~ ZA712& % NPPV ERREID~™ A —RIC& % NPPV 2#laabE s L, [ETHTTA
TIPIEES 2 (HH LTV BEICHAT X O MRENLZERNO NPPV #T& 52 EREN > (D),

YIAE—RAEBTATRRT S 7I12& 5 NPPV &, HEREEOBE LY -7 272D, HiE
HORSICLAHHEMEZIBEHLTVS® (V). 2078, BEMNPEBRHREGEHITDNS L,
NPPV 2 BMICHHATERL BH2EDH5 P (V).
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C NyrU—

-3

A

*RBEIZIE UT, NPPV O NTHIREEDONEPLIHED NNy 7V —RIFEZ2RBHIT SO EBDE5NS
(C1)o

ANTLIFRERICIERIRN Y T =2 ATV RN OH 5, 6 BN EOMEENI 2L 2D ETH
HO, WMEBICKDBIRT 2, NNy TY =2 TV AEVLHDIX, BAEE (REEETH) TF
1EL720, READPELCD T EHRESH D, BEEBFRLEBEZ DU CHEHT 5. &HALERHE
FETIE, Ny I77y RNy T —REDO I =TT —r—=TNIZOEA IUN—=F =z &

ZHBET S (V). B —RFEMOBFRAKEKTIE, ATIFRISOERFE)ICRE R IER

PRELTCHETCERZW D, ATESZ2EZE SRS EWNET BRI DH 5. BRAFTEMIZ, A
TIERERONENNY TV — 2 KRBT HLDICHNWD Z ENTE S,

D JliEss

R

1. A% NPPVICB W, INRINESE+ 25 fEHAT S L5805N15 (C1).
2. [BHEHO NPPVICBWLTIE, BRODEBRPEFZHIHEICHERTSE5E8H515 (Cl).
mﬁﬁ7+ﬁﬁ , KEPERL, BROKMEZABL, BOBAEEI LAY, MELEEL, &
SEDEET® (V). BA»50 CPAP £ NPPV Tl&, EPAP % PEEP % 8cmH,0 £ T LIF5 &,
O25DREEEBICHAMDEE SRVWERDORADSEI Y, MEARET S (V). EMNE
BAH > TIRRDOLT DREXRKEREE CLFTIMET A2 LT, EREBRT LI ENTES
BN MMEZ L2 TS, ERVERT 2 M55, BHEEHTIR, INERIE, B, Rk &8
PLODWIRZFHAHBEADAEMAT 5. BHEVT LT, Ehalis, BHHBEFSVD,
EEINEIMEESZER Lay (KEUHCRATRERS RN, NPPV TR ATEIZEAL
W), FERIIMERARETY, AMHICEIBREICRSIENH 5,
PR B2 [ B 1S8R L 7 /KT AN 1D KRR IR OTEE % BT B, FEE L7/KBA B ICH
N5 L fERE O THREONMEICIIERT 5.
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3 BERKHEEIEESDIRERM

A rERFEBRS (VCV) MEEXREBRS (PCV) N URIVLT LYY +—30)
DEIR

Ak

- VCV & PCV OFIEEREZAD, WMAZRLT, DRPBEEEICLDBEIRL, REIZAEDET
EET 2 (V).

CFFTITRAY Y I REDRAY Y bAEWVVCV 2L, FRICKDEMEHCARZ ENHNIL,
PCV ICZEET % * (),

-VCV & PCV DYV EANEY VBIE1 ODOTTEAALHREBELHFE SN THEY, BIZVCY,
HIZV = REDH % PCV 2B IRT 2550 DH 5,

-PCV N LRLT Ly v —5F) &, V—IREKEI DD, BAPES T, REICFEHT
X5, iz, AVTFUADMBET, BIANTHD. TTAY Y ZIETE VY, /NE (HEEE
B OoRULUTNOH]), TAEEEER TS D 26 0—ER7% L, BZEM: R EE A EHZ 6 Tl
PCV PSBIRE N D Z EHZ N2 % (II~N).,

o=

* NLIPIRERIE, VCV & PCV OREME25FEXTERT L8651 S (C1),
D
VCVIX, TT7RA¥ v IHEEET, BRK[RNTE S, VCV OFEIIDNERICEVWEZPITENS
ZETHD, REWR, PCVOEIIZY =TI 2RETHIENTERNVWIETH D, TTAYYIN
AJREZL VCV DIE D PHBFRETIIA U v KR E W, T/, BREOEHTIX, BXZD, §Lk
DT BRI, VCVDIEHD, BREICHOLTLI7OBEE>I» R 5502 (V),
VCV I3 REFREDOIFRALIIN LT PCV ERZEOFENRSINTE 1205, BV IPAP IZH X
HNLVEED, NA LRV Ly Vv —HBETIEHSICIRERHA TE R Z > TWAEEICHL

T, KVEMTHS > (), VCVH, BETEDZLIEbA TV PEIRPIE, ZD¥ATS
@ NPPV %#Hd 2 EfOEBOM LIChH» > TS *© 5 (),

B SEWE O, KxbEE

i

LTI, MoWas T 5045 () LER 0Ny 27y 7ER) #8ET5E
>EH5Nns (C1).

2 MBI, (Y5 —T7 24 AL FRERELTRAT 50, SERELQEUMEDEDICH
EEnBES>BH5NE (C1).
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WRHREB TR Z T 27201, +AEREPBONITENERZERT S LM EZ0 >
051565 (M~W), 72& 21E, PCVOHA, IPAP £7- 3R EKEMNIE (peak inspiratory
pressure ; PIP) % 12~25cmH,0 (%< OE#H X 15~20cmH,0 TR ICHHTEE) B,
VCV Of, 7V =007 —T7 2 ADFMEE ERGEICERPIERT 57:0, [EWEPX
BEYFTHRET S 1 EBSE (TV) £0£L, 10~25mL/ kg BEICT 5, £7z, FREE (N
TT7y THR) E12~24/ HREEBIRESND, MEAMFROL (I/JEH) &, 1= 24 AD
FEEE FREZE L TMAPESONS -0, JEWREPLTEVIRICHART, BROICEESH, 1/1
~2 A ENS T (V).

MO8 &2, AAOEH, SpO,, TcCO, MREfZE%2E=y LAFLHET S (V).

C b~UAH-—-
# R

* IRROFFVHRHER T, W% b H—REPWELRIBESHEDT, +RBNNv I 7 T
SEBERET S, I b= LE—F (FLEFTE—F) 2FHITLES58HHHNE (Cl),
R OB A TIFREOMAEIC X 5 NPPV TlF, MROBVMREHRETIR, (v y—7 x4

AZN LT NI H=DDR 6P >720 0 (N), NI H—2PFB20DEADRREED

IR HEEAEZ 720, M) H—DSMEmMiE COBNASH Y, HEHPBBREIIES X729 /R

Db Do FCEERIETIE MY A= nicdvn? (V).

—7F, BEEZ LTS L, HEFICEIEWIERICESMEE DS, REFEEI VT LT T
FAALREETHEOND IR, V=01 Fo72< kL, DI hRWKRE I THBEICEHT S Y
H—D &> BFHRIZESNE .

Z2T, NUA—BESHESESE, I hu—L (723 T) E— R2HEHT2H» 2 5 (I
~N), Nv 77y FTRKERZ S EHICHRET S Y (V).

D [Fx#&ARBEE (PEEP) SAREARFCIIFTE (EPAP)

R

* NPPV IZBWTH, PEEP ® EPAP % EIF A2 XREWENHNIL, THIELUTHRET S LD ED
5h% (C1),

HERENRREOEMIC L 2HBRLENRE L, BHLTEREZE-IiilizBRESE2WRZ2ET
B & RIREE (BEEMAP DEEMKEZR E) 2BRWT, FRFDOD S EIEEZ2FHEHT 2 ALK T
&, BH, PEEP #REE L VLBAIR, ZELLZL (Yaicds) 535 (V),

IRERDOZVEBEZERT AL LALT Ly v — BT, CO, DEIRILZFHIET 272012
DERR/MEICT S ™ (V)
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NPPV ROE&EERAEICIE, PEEP BZtus¥E L, &212ld, PEEP OF/MEREZR S5, BN
720, LD ITH5DICHELZVWEELH S, LAPL, mWPEEP TlE, §EL/-0DEBXREZD LICL
70, BHEDOY AT HEL %25,

HREOARICLZ2MEM/KETIX, PEEP 2892 (B/MEMS S S5ICEVWE), £/, #EERN (N
A LRy TEt) PREBRIOARP D2 WEANH 5. 70— OREL EPHEREIC K > TR
57:%, BEORELZEIZIDARZERBL, ReEBOONLILEH 5,

S ES Nl

e

* BRI L 72 NPPV 2EfE LTV AEICIE, B#EEZFOHBICHERL, BEICESUT TcCO, £
—yefir &5 5nS (Cl),

BRI, BEEZT27:9 27T, SHICRELRBEEOARIITY. BEMINT 25E1E, CO,
FILI—T R BHRVEDIC, BERES TcCO, T ¥ RLBWHEIME H A D 217> > (V).

BRI L 7z NPPV OBEICIE, SpO, PIEH THEBK L KBS, Mz, MSAPETL TV
BZEREMEAH D, EET S (V).

A

4 NPPV DEA

1. FDHASRH

WHENTWBEMEE, PCV T IPAP %721 PIP 28 8cmH,O 127 547 (VCV Tld 5~10mL /
kg TREE) » oG, BDEALFELUSTIE, PEEP 30 s L, EPAP 3B CTED 5N -HIERE
i<i/IMEE T 5. MUA—EREMRLGBEICKET 5. Ny 77 v 7ONREEIE 10~20/ 45
BE, I/EX1/1~28E (V).

2. F g

- EZFEBE (SpO,, I/, TEIIX TcCO,) =¥fiEd %,

cBEAPTEINEEML, BEICEDIVISA=VTMET %,

- BEICFIEZ BAENICHAT %,

AV =T A ADBRET 4 v T 4 VT EITH

- NI ER OZER, FIHREZIT.

c YA EREMOBEMDSFETRE ST, FHICYUT, ALRE L 34 7 LOABR 2T,

- IWKEFICFERA LTRSS O Bd - 727, BRAP SRRPH S hizr 288 L, BEICRE%:
<,

- DB EMRER, BEHEIILOI—EL s TATOIVRPENRS,

- YAV EREMPEEMPFETREST, HICHT, ALFR2~3 91 7 LOAREITD,

As]
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FREEROBIREBEOBEEZEL
- VB EERER, BEICLIER-oTATHLIVLDPERS
FREEEEEEP LAY SRVEL, ATHEEZ 1 5<o0nTE5X10k 5,
- BIER A WATERT %o
AV =T A AN NTEET %,
- NPPV 217\, B 572563 IV A7 Z2RET 5,
ML A S REERBAEREL, SOMOMEERNOBEET 5,
DI S ADPHAEOND LD ICRET S, +HRFMHITEL VRS, 1047, 30FEERL
TWw<,
- NPPV % 1 B2 RKGE R REIC 22 5 70, JERERE O BERRATAIREIC 2 UL, (ERIREIT (BRARASEA D)
T& %,
- BEIRFF 2 &0 7= (SpO,, TcCO,, M%) EEORE, WIMOSAHLHEITXD,
HOEFAE LT,

* F—LEET, BEFBEOHE 2T\, NPPV 28 AT L5L58D6515 (Cl).

NPPV I, BEREOHMBEGNI%2BL LT, Hitr TX57 37T, RN LS ET
55DTHB 2P (V), NPPV BAK:L, BIEAEMNLELFHEAL, HET 2. EBffiE AT+ AL
AT TDF—LT, BEORIZEE, METE_IyRBEZLENS, /¥ —T 24 AR AL

LB ZFET 5 > > % (V). SpO,, TcCO, #AHELZRY EFLL, IROREL, HERZE
B5N5 & 512 NPPV OFMFZ2HET 2,

{3

5 NPPV FE{TRDXIR

NPPV #EfTH1Ic, UTRD XS 2BE, =%, flxis> > > % %2 (N),

#\=R. x99

- Hif

SOBHEMR - BRHEOME, WHOBE, IHIE
- BRI

- BRI

“HBE (V¥ —T7 oA AEHEEBORE)

- EERORERR  BEER K D IRI\AEPE T L Tn S Z EDORER
CREDKGPERE (Huv-—) OFR

- APRBERIR A L RECHEAE, RiEEOHR
- Sp0O,, TcCO,

- NLIFIRER O FEP s &
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iE A
- JRAUFER Lz

SHIETRL

1. 5EFBA

CBY AV ERT T T ET I A - ADOEEGETICK D, FREOR MO EE % T S
cEBEAC=—LVT—7 (RO 1 DELT, WTVATF—F) 29 AT BN MNOKEE
IZRG S

- HOBER, wE

- B[O PR

- N - OFfED T DR

s NIRRT AT DENRHIEH H NI

2. EEEETR

- JEER DR L il 2 BHENCAT S

- EE I 2 R 0 IR T HEREPEE TS

- EPAP &/ (F7-R3IFLEADH 5 [EEETIE PEEP 2€¥0) 1295

- R 2R < 9%

-HEa Y tu—L (1 H 1 HOBHENH 2 L5 1B FAlOBRERTEREZ1T75)
CHRRRPEH AT, WEITAHEZEBLTHLVRLLTHSD

-l HORHEECRHE, LREERBEORCREE, RKEOFHEZT

3. I7V)—=TDORRFS
AV =T IARZT AT 4TI NEDEER, Bl ATPRE SRV, EE
BOT A7 2 LT, HA[REICT 5,

4. TR

i}

- Bk

- EPAP &/ (F72IEMKADODH 2 EEETIE PEEP 22X 1) 1295
CBEFESLTHMASNEVWEAIIKIET S

5. 2T

-HE (FERHca Yy ILh)
- DR AR

- MI-E TEZ»T

6. BRETH (BB
- =5E (BEERHza 3L h)

7. BUPERVCRISEXR T
R, RAMLZ EORAPEORAICR LT, BEEERZE
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8. IEIRXTH
C X7V = THIRELSBVWEDIA V¥ =T = AFER
* KR

9. URERFRETBH
- ORERS | CRIEICHIEZ A 2wk D ICKZDT 5

FE N TINEFORAE
1. MIRIREEE(L (NPPV (LKL BRTHEIN B TEL)

- SpO, &K :

-V AUHERR, ANLIEREREEmERE, MIRRMR, SERRMAASNTWD R, JHRPIS], MEE
Ny T TORKHE (BRA), NPPV ICEERFIN, NPPV &M4AH, WEREIFEOTREMEL
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ARERICEE AT B E TS S &, MICEESASZOETS 2 (),
cHCRF LA MLVAEL—F—, FETIEBCV (=18 (p42)] PHOHPETHHEHIN TV S,
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1. BEARIFIR R 1 (A PR EA TR SS I3, AR A S S 20 H 570, FHLEZVWES
EHosnsd (D).

QANTIFIRES BN EE T, NPPVZHS5P LHBASINTVAVWEETIE, SEHFECKETHM
F 2 —7 DREREIC, NPPVICKAITT % & CRRB OB & LT, A7 R E A TIFIRERAMHE
bhaZENH5 (Cl),

FRGERZE R X 72 LA, NPPV KOMEIDRL 5%, ML EBICHEOI L FI5A4 7~
APERTBE, SHICHEIDELASY (). MKH AEIE, EIARBEEANTIFRED S
NPPV ICEET 5 L EHICKET 5. MREHERTRE, WROIL FI747 2 ADERRLERHHE
3BTRS B D, 0B, MEHENSSIETT S Y (). TR O EIRNERREE
R s Az Y (I~N),

BE, AINKEEATRRZRE, ATHRSRZERCZZVWEZEOKERESLKEVIRHORERIC,
NPPV AR X 5 & 5 1C% 5 E TOEBMOBEHEE LTEDNEZEhH 5" (V).

b

2 MERHEESEEATIFER (IAPV)

- IR MIREEREE AN TFEIR (intermittent abdominal pressure ventilator ; IAPV) Ti&, BROTF
KET TSIty b, N)UMIAARENZBEEOEGRICERIICT Y 2K DA, RIC
IT7EEDALE, BEEE EICBEL, BEE2ELS. BOBKXPKT S &, BN EBOMNNK
LRERIEZ TOMBICREL, WENZEHNICET 5. & LHREMFRIC X 2K, GPB ATHHER
5, APV IZXBMKICIIA TEHEMNICZ T PIRVIAE NS,

* 74Uy TR LAYR = ZFaHEEE CKE) odfilREhTwiz sy 7L -3 X)L b
(Exsufflation Belt) ZFHWTIT5,

- CORETHROICHET T 5121E, FEROAEDN 30° 2 EREISGEL ZFNIXR 540,

3

* JAPV o3, REMATHRO L OAP R\, #HRShZ W (C2),

b
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XEIICIZAZ TH 570, B, TROME (BiEOZEKREL, ERARPAS VLERMGAOWHEE

RIATIFRE) HERLTOAELY (V). 1 RENTL2ERRRAS TS 2VEHE, BREOKH
IZNPPV 25135 24 o

w
B
a3n|
o
P
>
\Il
N
N\

FHEER— 0 71F, A MEL, ZLOBETHRNTZVWDT, ThaWwE S Il8H5n2

(C2),

MRRER— 2 7E, BOEREIZA NE2EL, ZLOBHEICE > TRBRBTIEZL Y (V).
LBHEEICB T A2BREER—Y Y ZTOFEHICOVTIREBEL NI C1-2 T, VC < 200mL, IHKEE

e

G SN, oIy bu— VAR LG T, BESEEICHEIBICES Y (V). MEREES—

VU EREBALLEBET, TEBUHF T 2KRELLZREIIRL, BRFWEAIWE LW HE
B, BELANL CILTRTIE, TR M ELEMENSLD ZVERER—Y 7LD, KEIH
F21—T7%KEELTNPPVICBITTS1Ed3 B EnEEZSNS Y (V).
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TH5,

KEVMEE S NPPV OME2iH/: LT3 LHEESNS5E, [KEVHALIERS? S NPPV A
MITTEAIHEENFH 5. KEVRD? S NPPV AOBITICOVTIE, UTROFEFRREATWS Y,
OFE#ZHIEL, room air 12T SpO, HIEFEICE S LS5 ATHEBROREL2EET 5. MIC IZHTz
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SpO, H'& (T 94% % @ %)

4, BEDEFEHDZEUWVET, SEiRERE

5. NPPV DEAZZENEST 2BE, HEULEVES

*CPF OETHESH - RRHDOHDETHRERICKY, HEFICKDHMNE

Fizld MI-E ZF Wz CPF 1Y 160L 7/ DLl L CTHHRBREERN T e B S T
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* REVIHEE 2 NPPV O#IE 2/ LT W5 EHE SN 5158, NPPV ABITTX SAREEDL D

D, ZHZ2EBRLHZTRIBIZLEP > THITTAZEDVEOOSNS (C1),

[EVIFROEN

[EFEE, REREICHK->Td Bach 507 aballzH0n5sZ EHNTENIENPPV & MAC
ICEVIRETRETH S Y (). FHRBOIERY 7 F —LOBFRENBEELEETHY, BRLEHL
eF—LhEbNE, SEVRZEZERT 2RENERIL, ALS, SMA 18, HHEBEEOR | @il
NVBLOE2EHLANLO—BICEEE S,

SHEHEERE T, JEYHI HEIEE 25BE, ZEZ 7 HUNICHTSNZIEZ> DAL
ML B SHIR, ICU MEMIMIZE P o 72 WO BENH 5 @ (T). £/, FAUL ARG HES
BET, C2-4 ® ASIA impairment scale ABENH S &, 45BEMAHEHRTHHZ L, fi
BEELBIEOBENH 22 &, BENBESHET 22 &, BRI H S L IXRERRFTHD,
BHSEREERBIRETHL I EEATVS " (),

DIEIZ, HLETRERELRETMA2HELZDDOTHY, NPPV DB L SN TWLRL,
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HT7ITHE, W7 LRENHF 2 — T I X BERTIEDNRBEEHH S O (1), V-7
BT 1 MEKEEZENSE20ENH 5. FENIHEE 25D, PEEP OB, AE—F2 7N
TOERIZZDE %2 EmD A EEEAH 5 Y (1),

Mini-tracheostomy 12 & 5 #& 21T > HEFISME S TWVS Y (). LA L, toBEESE
EOHBIIHMESNTE ST, WINDPEHPIEIRHTH S,

SEVIHBIHOELE

LBV EBE D NPPV O#o =i/ LTWb EHESINSIES, [EVIALFRLL S5 NPPV A
BITTZ A0 B%EDPH 5. Fiw, NLIFREFOMEAZRE, VCIZEFKEL, /Bicks CPF»
160L/ 3P ETH 5 2 EFBIDOFMETH - - e HEShTWS P (),

[ #K]
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1T SERSIOBENEFR

KJEMWG OFEIS & FHRIC OV THEFHFRELHRBEGICRHAD b DRV, DA ETIIHARMNRE
HZEMPER L [KREWSIOHA RS54 2013 (MATALRE2ET2EEDHD)] Y (),
# 4+ T & “AARC Clinical Practice Guidelines. Endotracheal suctioning of mechanically
ventilated patients with artificial airways 2010” 2 (V) ZERTTICHA RIA > & LTER
SNTHEY, ZEICENW,

2 [EYRFa1—TZNLTOMI-E DERA

MI-EiZ, SEVBF 2 —TICEHE LTI ENTE S, MRBICBEELZ, WREICEREEZ DT
T8RS 52 & T, [EDWMERZE, & LITHHRSE, SEUMF2—7HNETH & BT
B ENHBRETH S,

¥

* BV TTON TV S MEHEE - BHEBEOERFIIBVLTL, KJEWMWSIHENIC MI-E Z2fEHY
B EERITDEOBIEDOENS (A).

REVHF 2 —7 2N L CGEEORS [ Z2{T50IckE LT, SBYVIF 2 —7%/ LT MI-E %{#
921357, RMPREA, W, MMREPDLL, RNICRBICKEIM ZRETE, BEIC
FoitEnTws ¥ (). MI-EERICES SpO,, FEIEE, DEEUZ EDBELIZ 2 < EEO—[ER
51EA%< -7 Y (). SpO,, PIP, FHKEME (mean airway pressure), ATIFIEZEROT
AIFIR{LEEE (work of breathing performed by the ventilator) 7 £ D& #BITEE, FVC, FEV,
2 EOMRHERES MI-E OFICKDERICHELZ>© (1b~1),

K[EUFF 2 —7%/ LT MI-E 2R L, SHEDMYZHIRTGE, SEVRF 2 —7NICEIE L
F52ET, RORGIOBEREBREDITZEEZISNS,

A

[ ®K]
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»6-1 | REEIE

1.14%H, BE, BMI®AEEEBIE L &%, EREHEBELIAERIIBR ZE2 80, EHNICHE L T

g A ErEIDENS (C1).

2. BEEERIE, FVCH 50%LLRIC& BENICHEIT 2 2 LA EID 5N S (C1),

REBEPLAERS - B, B8 - BTIREET, BHENCESEET, HRREPHIET
IS RBOENLD/=2DIZ, LIFLIEALNAMETH S, 3512, KEREDARE RS (FAZEME
RGBT 25| SR TENDHH) &, WEEEZETSYE, SOCIEMTRICOEETS
(Ib~T)., —7F, FEPER - BERNOREL, fhofEROREE HBEBICEFRL, L&, ®’H
EHRIE, BROREICEEL, PIRERERE, BEXEL2 -6, BINRE#EICTS Y (V).

DMD OEXEIZ 14BH SR D 18T 54% Ik sswbhd ¥ (), £z, ALSICBWLT
b 16~50% ICRRBwBHEEND Y (V). £z, BERAD DMD Ti3, REEELAERZH, 7
NEN44% ICHLNBELHESNTWVS Y (V). 55610 ALS BE % 7 H B L HAEIC LS
&, BHEIZ 16.4% 12380, BHREFDH S EHTRIE 7.7 FI2EML, PRFERTFTH 72" (1
b). 7z, 1 H 4K LD NPPV 28 L7z ALS & Tl, body mass index (BMI) #S4£7F
FZOBMNTHET? (I) EHMESNTWS, ALSEET, BMIIE MIP (r=0.70), MEP (r =
0.72) LHBEPHBERESN TS (). 512, PUEEE ALS TI1& MIP & percent weight
loss AHE (r = 0.59) LU, BRARER ALS Ti& MEP & BMI AEWAEE (r = 0.97) 95& 015
EbH5Y (),

REVEAEDEE

IRNF—, BH, KD, WLyoLh, €¥3I0D, IxIVEERZTHHERL, REBRERE
EAEMITLIEAEEND Y (V). RAKEMOBEIE, —BILRBICRBIS N2 EFROAEE
BT, MEHAEREDEFTCIFEEL TBIMBENHS Y (V). RELVSHBEICLLY T
F—LIlEENEE, BEPRBEIHETSIATY, KREBBHIFIERZY (V) REIXLF—
ICBT W AREEIRRIEEA TV L, 2070, SHEIE, KE SELLKE, BMI, 4
M7z D OIRE, REMRZEICNAT, BE - WREECMFREREREE (FVC 2 MIP) %3¢
THIENHERENTLS > 2 19 (V).

i 2175 ReflE, DMD Tk, A7 0o NIaERGEEE, A=EBD (< 10th age percen-
tile), AE{E (85-95th age percentile), EXL T\ WKERAD M, AEEINRE, SMBHOIE
BWETEE, BN ERPHTEERZRO LR ENHOONS Y (V). £/, ALS TR, EHMNZ
FBE BHACE) MHERESATVS Y (V).

ALS @ 47.5~62.3% TR#@H»TEL ' 1P (), REHTHILF—HER (resting energy ex-
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penditure ; REE) 3#8in1LTw3 "9 ()., %7, REE X, BRAEHE (fat free mass ; FFM)
PEREBEEL Y (), £EFEROPHERFESNZ Y (Do NVA=RZT 17 FOR
(Harris-Benedict equation ; HBE) Z &k 25tH X, REE &9 <, RIS ALIFIREREHE
TIIREE &0 B/hESWEE 72 (D),

DMD RTld, EBR# R (basal metabolic rate ; BMR) ZMEHEE XD & 20~30% &8 o
(II), REE I 13% #A ' () »5EHE 'Y () c#MEShTwa, £z, ANLIESHEROR
ADMD BE T, #EHICHL, REEBKIELZ -7, FFM THIIET 5 &EW\IZ7% <, REE &
FFM I3MERI L Tz 2 ().

SHEBALIFREEEHE S N BRBENERERED 1 HOZ XL F—HER (total daily ener-
gy expenditure ; TEE) 1&, HBE ® 95~100% 72-7= % ()., —7%, BHHEHEEETHEERS
D 35.3% P RA#ILHE, 35.3% PRAUETLTHY, RBETOASESEHTH -7 (). 7z,
BUEHEREEREOREHRNAHME (resting metabolic rate ; RMR) &, @BHEHEHNT 14~
27% e &sns (V).

RN BB B S 3% (percutaneous endoscopic gastrostomy ; PEG) 13, REIRES
BkzsEL, AEADELSYE, SoCREGTROUEITIFSNS 'Y (V). L2L, PEG
IZ K 2T R QOL O EIZHS »TldZaw, ALS BETIE, PEGRIy 7 ARERFTOE
JEERT (radiological inserted gastrostomy ; PRG / percutaneous radiologic gastrostomy ;
RIG) 13, REHEELV Y, AFEHREPERICEL? Y (Ib) #, PEG & RIG/PRG & ORICIZ
ENN 7P (Ib). MEALDOH S ALS BE TIE, PEG LFOEIREE CHEFRIILITVLS *
(II), PEG Z %M L7z ALS BRFREREIX, Wio 7z ALSERMRERE LD S 6 W ALIBEORTERINEL,
BMI 3k L7z 7 (Ib) &WHENH %, £D— T, PEG EMEBEE, PEG % LEEE HiN,
ALS BEOHEDETARL, EERIIFE NP (I) LW HESP, PEG »EFHBZEEL 2V
EVIREDLHY P (M), —EOMHAIMFSNTLEVY (V),

PEG % M9 5 B3, HEREEIPRLERERE, 25RE2ZBL THKT 3 ' (V). &
B 10% DL EREA I 2K, FVC 2 50% E22RIVPEHZE SN, ALS TIE, S HICERMERERGEH
T2 (V)o PEGOYAZIZFVC 50% & D AZFVLEMEY 27 % (), 30~50% #2727,
30% KiinmI Az EshTns ¥ (N), BEEHROBEESRBS NS, BERICBT2HEHD
ARESICZ, ATREZIRDBOEEERGECE 52 &, K VEIT URHHICEH T EEHROY X7
PHEMT2THAHTLHADETHAT S (V). PRG/RIG I, PEG &0 &EIhEIHL > >
(Ib~M), EEAPAEDD, KDREBOBVEENBEHTZLAREIH L, £/, HERL,
JiREE 72 L CHEE 9 % open gastrostomy &5 Fikix, NPPV (EHHOMREHERBOEZIC, BIfE
Az ERicE s (Ib). REHE L, DHEMEIWHEN, REHEORL - EH - BEOL S 7%
FHEA DY, —RREEE 2 2BEIMEED s hzn ™ (V),
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1) Desport JC, Preux PM, Truong TC, et al: Nutritional status is a prognostic factor for survival in ALS pa-
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2) Lo Coco D, Marchese S, Pesco MC, et al: Noninvasive positive-pressure ventilation in ALS: predictors of
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3) Wang CH, Bonnemann CG, Rutkowski A, et al: Consensus statement on standard of care for congenital
muscular dystrophies. J Child Neurol 2010; 25: 1559-1581. (V)

4) Willig TN, Carlier L, Legrand M, et al: Nutritional assessment in Duchenne muscular dystrophy. Dev Med
Child Neurol 1993; 35: 1074-1082. ()
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THV, Cl-4TIEMK (63%), BKEE (40%), EKHM (40%), C5-8 TIHELM (34%),
ffige (28%), HakibE®E (23%), T1-12 TlaMIK (38%), XA (37%), MM (32%) &
HINhTWb,

ED LD REFNICKEURZITONED, FVDTIREPICDVTRSEIIELEHELSD S,
Romero S ATMRAREE 2> 72356, 7 HUHORBICKETIFZ1T 135 25 ALRIRO 2
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oMz mEmL, ICUAZHEZEMHL, BHKEOGMEZES T & LT, RO ALK
REEEZ LNHBEICE, BEHOKETMZEDTVWS Y (1),

Harrop 513 ASIA Grade A OSEBEBE 2R AHNICHEL TH D, JEVRZIT>720I1d C2-3
D&fl, C8 Tl 0fl, C4-7 TIFX45LLET, HREEDOBESCERRL ST, SEIRERZ
EOMIEER, BEHROMRANPHHBETHoEMEL TS Y (IT),

£7:, Como 6 IREREICLZ2EHPLREYIRH, ALHRSBEHOKED S, SMOEHEES
SERE, R C5 U EDBELNLVOEGSE, RHoSKERE, [EVR BN EHELTWL
%% (),

L2 L, %idd 5 NPPV & MI-E 2 +73ICFATHIIREVIZTbT &b, ZEDMWIORE,
ANTHZOFMANTESETHHES (V) 5D, BHICOVWTRESLZIBRHAPBEEEZ S,

8-4 BHHEGICHIT D ALFREEGE

HEREBRE S TIIME RS P S IF IR BRERRE (acute respiratory distress syndrome),
ifitets, BIFEEZEHTHIEHEL, TRHDOEMEDERICHE L /- ALIFRHEREEZITO. L
L, ShoORMMOEGIENSESETIE, BEEEEEICE L ATIHREESEAZEL WL ™
(V) (®1).

1. 2O SHESPESETIE, BHEHBREIOE L AN TIFREFHTIENEET 5,
2.1 [\ 5813 10 ~ 15mL /kgfd®E® L <13 20mL / kg fB{AE & L, PEEPR Y u~ZET %
(C1D.

(188)
o E—RIA/CHULECMV*NZEET B
o | OHRRE  ENFTOREELEUD
o B[O 120D/ 5
e FIO, ** 15380, *** > 92 ZHERF I D K D [CERE
* PEEP: ZNFTCOREELEUD

.

(2 HELE )
o OBERE  EAE LREN 40cmH,0 ZB R RWK DT,
20mL / kg BARHAEZ T, 100mL/ HI DL T
« PEEP: €OICIR2E T 2cmH,O0/ HIDRST
s FiO, : Sa0,>92 %t 9 2&E THRAIC 0.21 F TSI
o EREEADRAMEICK U TE, ALFIRSSOEDOIEREEE® L
Mg B

[EYFEF 2 —TDAT =T, HIBULANEZD

1 AIFRSEEEDRN

* FAENRS (controlled mechanical ventilation ; CMV)
* IRABREE (FIO,)
> BIRINEEZREIFNE (saturation of arterial oxygen ; Sa0,)
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—ft D ICU BETIIRARTOALNRCRMEEORANH D, Do (6~8mL / kg HIEAE
=) | EBRKE DN Y (1b). LAL, EHEETIZLIFLIZPaCO, VEEMETH>TH
P ] ERKETOATHRITEIESEDN [EBERE] EB&L% " (1), %72, Peterson 5IEA
BelE N TIERES ICIRTE LB 0, BN L7 B35 T 1 BB ORED 20mL / kg FHAEKELDL
LFOBEDTORETIE, HIEDIZDPHARICELZHED» DL, BEMORERL BN E2H
HLTWwa 2 (),

Z< OBEHEEHHRT 1 BIEKE 10~15mL/ kg TOATRRASZAY ¥ = RizdbD& LTHRE
EhTws P (V). 20mL/ kg 28O T2 60620 2 (V). ATRRISBETSH 2 I HE
I AHMERO T VWEEEE TIX, 1 EHRKEZZL LAALNREZITS 2 & TERSMIZREYD, MG
DOHERMNRL 2 VBN E S BEESNTOMPHIBO I 547 0 A2 FTE 5,

BHIBEEICB Y 2R#E % PEEP IZOWTIET Y ADEWHZEIZ L WA, 1 BfISE* 235
LI & D ESIZRT5 0T PEEP k¥ mic@Eshns ™ 12 Y (I~N),

8-5 IFHRENBEEHRIEE (NPPV)

Bk
AITEOFMIC OV TG (= pd7) 2SS hizv.
H &

* NPPV IEZ XY v b2 Z L, FRREERD 2 < B L NUVBER LGSR, BAZMEET 2 (C1).

BREEGICBLTY NPPV IZZL ORH, HA RS2 8107 2oTtifshTwass, K
= EL>TVBHETIEEZ L2V, LAL, REREERSZERLNUPERHLZES, K
4 K54 Y TBD EFTWwa NPPV IE, BfHENr LD uEvons * % (I~N).,

TEHERy 72 N TR ER 8% 7€ (& Assist / Control, 1 [E[#i5& 800~ 1,500mL, FFIREI%E 10~14 /47,
BREMNZLTH S, REBROBRETHNELT A v 7B TE IRV K B RE WY ORZE,
fifi - ED > T4 7 2 AEFREDTIRETH 5. BHEHAORER, [REVIHEZETICATBKEITZ,
BHEHOMRRR, HEIRFIFREEICH NS TE S, GPB 2SRRI 2 AUE A TIFIRES Oz & D
DREMLEE 5. %89 5 progressive ventilator-free breathing (PVFB) 2 & 2 AT E
BER AR S EICITA %0
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8-6 ATIFIRzsatl

FIERL > N VAR, MR ACRERBRANEICERESZ2VAINEBERTH D, KETWIHFR
FIZary bu—LENTWT, BEORLIXNPH 550, NLIFRERHERIIREZHD .
BENPOANLIEREZIET L, BRIFREZ SE2RMZ2HBR2ICEP LTV, REVHAF2—70
N7 L, AE=FNILTRHEF Y v TEEET 5. SpO, & 94%LL EICRD KD ITT AT
2 TE—ATHBEZNT 25460 H 5. BRFROBEHELINE[8-4] T/RLZ 1 HfEKEEZZL L
7z, Assist / Control S ##i#a5 (controlled mechanical ventilation ; CMV) €— Ko A TR
BHEL, HREEZT2ICRD S,

i
* NLIFIRERA 6 OBEBLICIE, ATIFIRER %139 UEHFEFROREZHE 2 1P LT HEP#D
515 (Cl)o

BHALNREMEFIC 220 ED 2L, BHEBEO LNV EEBEIIRBIKET 5. C3 L0 EOE
BLNLTREEGEOHA, ALWREGEHIIRE R V2L, BELNLVPEMERSIZEER
ANLIERER 2 REE T 2R L %5, C3-6 DREABEDOER, ZERFIICHERO %
BETHILIRETHS . C3-4 TREIAPSBAICI > TREEI P> THHT AL D
%o C5LUNTIZHERFIFIREE A MO Z RN TIEEA EPANTIERED S BT %,

AT RS ER S ETIEZ L ORB” R HA R4 5 ¥ 0, ATHRSLZIITL, BFEFRO
R &2 R 2 1ICH L TW< A (progressive ventilator-free breathing ; PVFB) ®1Z5 4%, AL
MREREZFERLAPOZORELEATNE, BWRzMMBIT2BEZHS LT\ <A (intermit-
tent mandatory ventilation ; IMV) XD & & LN TWVS,

Peterson 513 L N)L C3, C4 TARKRALFRERERZZ 1 TWich, BIERIIHEN L 7-H
BB BE O NI IRESEER 5 5% A RICE L 2 (), #MICk D& PVFB Tl 67.6%
PEERRICERTI L7243, IMV TiZ 34.6%TH D, IMV THEFIZKELZBEDS B 71 %0V DE
PVFB THERRICEIN LT\ 5, 7z PVFB TIZBERAR A 7 2K LAY —F > NV T 2{ERT 5
CETHEMRET, HRETHHNTENIALNRERZ L TONHPCEH P AIREE 2 D (EER L &S
DREMLEE 5. £ OBHBHHMMETII PVFB ICX 2RI ATbATLS 1+ 15 2 2,

(X ®)

1) Berlly M, Shem K: Respiratory management during the first five days after spinal cord injury. J Spinal Cord
Med 2007; 30: 309-318.

2) Jackson AB, Groomes TE: Incidence of respiratory complications following spinal cord injury. Arch Phys
Med Rehabil 1994; 75: 270-275.

3) Romero J, Vari A, Gambarrutta C, et al: Tracheostomy timing in traumatic spinal cord injury. Eur Spine J

2009; 18: 1452-1457. (1)
4) Harrop JS, Sharan AD, Scheid EH Jr, et al: Tracheostomy placement in patients with complete cervical
spinal cord injuries: American Spinal Injury Association Grade A. ] Neurosurg. 2004; 100: 20-23. (Im)
5) Como JJ, Sutton ER, McCunn M, et al: Characterizing the need for mechanical ventilation following cervi-
cal spinal cord injury with neurologic deficit. ] Trauma 2005; 59: 912-916. (m)
6) Bach JR: Noninvasive respiratory management of high level spinal cord injury. J Spinal Cord Med 2012;
35: 72-80. (V)
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10)

11)

12)

13)

14)

15)
16)

17)

18)

19)

20)

21)

22)

23)

Arora S, Flower O, Murray NP, et al: Respiratory care of patients with cervical spinal cord injury: a re-

view. Crit Care Resusc 2012; 14: 64-73. (V)
Consortium for Spinal Cord Medicine: Respiratory management following spinal cord injury: a clinical
practice guideline for health-care professionals. ] Spinal Cord Med 2005; 28: 259-293. (V)
Wong SL, Shem K, Crew J: Specialized respiratory management for acute cervical spinal cord injury: a
retrospective analysis. Top Spinal Cord Inj Rehabil 2012; 18: 283-290. (V)

Ventilation with lower tidal volumes as compared with traditional tidal volumes for acute lung injury and
the acute respiratory distress syndrome. The Acute Respiratory Distress Syndrome Network. N Engl ] Med

2000; 342: 1301-1308. (Ib)
Manning HL, Shea SA, Schwartzstein RM, et al: Reduced tidal volume increases ° air hunger’ at fixed
PCO2 in ventilated quadriplegics. Respir Physiol 1992; 90: 19-30. (II)
Peterson WP, Barbalata L, Brooks CA, et al: The effect of tidal volumes on the time to wean persons with
high tetraplegia from ventilators. Spinal Cord 1999; 37: 284-288. (m)
Gutierrez CJ, Harrow ], Haines F: Using an evidence-based protocol to guide rehabilitation and weaning
of ventilatordependent cervical spinal cord injury patients. ] Rehabil Res Dev 2003; 40: 99-110. (V)
Atito-Narh, Pieiri-Davies, Watt: Slow ventilator weaning after cervical spinal cord injury. British Journal
of Intensive Care Autumn 2008; 95-102. (V)
Thomas E, Paulson SS: Protocol for weaning the SCI patient. SCI Nursing 1994; 11: 42-45. (V)

Brown R, DiMarco AF, Hoit JD, et al: Respiratory dysfunction and management in spinal cord injury.
Respir Care 2006; 51: 853-868; discussion 869-870.

McKim DA, Road ], Avendano M, et al: Home mechanical ventilation: a Canadian Thoracic Society clini-
cal practice guideline. Can Respir J 2011: 18: 197-215.

Bach JR, Alba AS: Noninvasive options for ventilatory support of the traumatic high level quadriplegic pa-

tient. Chest 1990; 98: 613-619. (Ir)
Bach JR: New approaches in the rehabilitation of the traumatic high level quadriplegic. Am J Phys Med
Rehabil 1991; 70: 13-19. (II)
Bach JR: Alternative methods of ventilatory support for the patient with ventilatory failure due to spinal
cord injury. ] Am Paraplegia Soc 1991; 14: 158-174. (V)
Peterson W, Charlifue W, Gerhart A, et al: Two methods of weaning persons with quadriplegia from me-
chanical ventilators. Paraplegia 1994; 32: 98-103. (Im)

Gardner BP, Watt JW, Krishnan KR: The artificial ventilation of acute spinal cord damaged patients: a
retrospective study of forty-four patients. Paraplegia 1986; 24: 208-220.

Lerman RM, Weiss MS: Progressive resistive exercise in weaning high quadriplegics from the ventilator.
Paraplegia 1987; 25: 130-135.
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9-1 JFEXRMUHEMHRIIIE

* BHEEARILIE 2 <, ERUEEMENEICBWVWT, FFIRUNEY T—2a v 2752 L 3ED N
W (C2),

AERAD IERE 2T 5560 H 2. KRERENH 256, HAOEFEREOZ EHFHD, K

EEEAETS Y (). 72721, BRACTHBHEOHIE RS2 WiEE, NPPV ORI ERE 25
ZEvHB (=plll).

9-2 SAVY—-LR

* T4V —LRIIBVC, BRUNEY) T—> a3 %2f75E580602 (Cl).
L OZWERE, R ~% (Pompe disease) ZENH D, BRHAFEICLD, BROBHEOLE
PRENDOH D, [EXZICHRRMENERL, JUEREZZITY, 0K SEFICKETRH

BT 58, KREVMAOEREEARETH D, NPPVEEHEBRESNS > Y (V). fir
OB HERERBEOZBBEIC LAV A I A Y FEHBID ANEZRETHS Y (V).

[ B

1) Kinali M, Beeson D, Pitt MC, et al: Congenital myasthenic syndromes in childhood: diagnostic and man-
agement challenges. ] Neuroimmunol 2008; 201-202: 6-12. (Im)

2) Giugliani R, Harmatz P, Wraith JE: Management guidelines for mucopolysaccharidosis VI . Pediatrics
2007; 120: 405-418. (V)

3) Cupler EJ, Berger KI, Leshner RT, et al: Consensus treatment recommendations for late-onset Pompe dis-
ease. Muscle Nerve 2012; 45: 319-333. (V)
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2012 4 PRk 24 ) OBZBHMMTIZ, NPPV 2 EETHEMAT 2B G, [MEEALIFREEEEH
(2,800 5/ A)] BXO TAIHESEME (B2 78 LLBEY AT 2N LI ALK& 2 EH L7235
&) (6480 =/ A)] BHsH. NTHREE, EREBRERED? O BENGEL 2D, EEHITHEZ BTG
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Ly yy—arbu—J 51

ZAZ R G/ Sl 51
Ry H—BHI A a7 1 — 94
AR FRRAEMRRE 101
AJaz—Larbru— 51
R~/ 119
EXF)
YTAE—A 52
18 A R (A SR 24, 64
IFFaTIT— - IFNNF— 99
IFINF— 99
IhIAVRYT - IFNTF— 99
IZaTR 99
IZREY 37
L3 ZHEE 119
YiT7
i% - BEEARS AT 41
m>-> 84
51T
T4V — LR 119
MR 81, 84
i DA PR BEL A3 U0 Wt 82
VAL T 85
A
amyotrophic lateral sclerosis (ALS) 102
B
Becker muscular dystrophy (BMD) 94
bilevel servo ventilation 51
bilevel-pressure 50

biphasic positive airway pressure (BIPAP) 50

biphasic cuirass ventilation (BCV) 41, 70
body mass index (BMI) 77
C
central core disease 99
Charcot-Marie-Tooth disease 113

congenital fibre-type disproportion myopathy
99

congenital hypo-myelinating neuropathy 113
continuous postive airway pressure (CPAP) 51

cough peak flow (CPF) 25, 29, 35

D

Dejerine-Sotas neuropathy 113
Duchenne muscular dystrophy (DMD) 77, 93

E

end-tidal CO, tension (EtCO,) 25, 103
expiratory positive airway pressure (EPAP)

50, 56
external high frequency oscillatory (EHFO)

ventilation 42
F
forced expiratory volume in one second (FEV))
38
forced vital capacity (FVC) 38, 77, 102
G
glossopharyngeal breathing (GPB) 28, 33, 35
Guillain-Barré syndrome (GBS) 110
H
hereditary motor sensory neuropathy (HMSN)
113
high-frequency chest wall oscillation (HFCWO)
40, 104

implantable cardioverter defibrillator (ICD) 95
inspiratory positive airway pressure (IPAP) 50

intermittent abdominal pressure ventilator

(IAPV) 70
intermittent positive pressure breathing (IPPB)
37

intrapulmonary percussive ventilator (IPV) 38

M

manually assisted coughing 35
maximum insufflation capacity (MIC)

25, 28, 36
mechanical insufflation-exsufflation (MI-E) 35

mechanically assisted coughing (MAC) 36
minicore disease 99
myotonic dystrophy 96
myotubular myopathy 99
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N

nemaline myopathy 99
noninvasive positive pressure ventilation (NPPV)

47, 104, 116

—HE TR DORIE 58

—OREH 63

—DHEA 57

—— DR 64

—— DG 47

—— ORE)E 49

— R =T AR 51

P

peak cough flow (PCF) 25, 29
percutaneous endoscopic gastrostomy (PEG)

78

Pompe disease 119

positive end-expiratory pressure (PEEP) 50, 56
pressure controlled ventilation (PCV)

32, 51, 55
pressure support ventilation (PSV) 50

126 — % 5|

R

respiratory therapist (RT) 49
resting metabolic rate (RMR) 78
rigid spine syndrome 95
RTX LA¥L—% 42
S
spinal muscular atrophy (SMA) 92
SpO, 25, 64
T
transcutaneous CO, tension (TcCO,) 25
\%
videoendoscopic examination of swallowing
(VE) 81
videofluoroscopic examination of swallowing
(VF) 81
vital capacity (VC) 25, 27
volume controlled ventilation (VCV)
28, 51, 55
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