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STtz st oy s> S e B K F DT
HEA W . G E L E S E Y K
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BB AL A LRI PRI ST WA L E R
fl AP 08 Bl B AR B E I R TR 2k B A
PO, B4 SRS PE O 4 (9 44 JLRE 4 38 S A ik =
A R, 05T SO R S I ) A R R
(1 AR AR 5 i 2 dq ) o AL GE
T 25 L 3VE Y SRAE I RS T AR LR
P Ml & A AP BN BRI 3 7 Dl () P 2
RS I SARSCE A B . HERF R WLIE T T 0~18 %
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1. BEVE 28 4k (cystic fibrosis, CF) « J2& H 4 %
CF 125 A% S5 VA1 TR 1 2 PRI A S 5 e ) e £ £
Bt st 4% 9 , iT B WA IR TR 1 R D RE R A, 2R
L Ak AFEAF 2 AR GE, o DUIFR A2 2
P E RS R
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AN BEHCA J5E R 5 300 S AR RE SR ZH UL
LRI S S W sk AR R , HOie
5 CF X —4FE BB TR
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Pl 3G IR (B0 R P S W 4 ] ELAREE ] >3 d,
B I, 4 BREIR (AN = 0 VAR FEAE ) AR
AVEINE o A A PRI R K R i 4R AR A
(pulse oxygen saturation , Sp0,) <0.90 (#fr HUR A ) 5k
e L AERE, W R HAE

4. 5B EIE AR (airway clearance techniques,
ACT) : REHf Bh At #E 03 N U B 2 WA 10 s Bk ) I 97
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NI RE , T I ARE , IR s A Mt A 4, B2
A TE R . SRR R R A PP AR (25 AT L K
URFRE  BhA R ARSI 09I T A T R B
7% R 98%(42/43)

WP B 52 DAl N A A AR R AR L RCTE BT
fE )1 B ENRE ) T RE AR 2 SR 1T R B
505 SR WIHT BRI , o B A VA R T R A R AR
oo WP RRE AR 25 A M T TR Bt A 4G ACT (I 1)1 25
FURE 2805, v L iR 18 shfig 01, 4298 P i
W G I AGE R SR AT T . 0~18 % L
HRE SINHIREIAETE MR 2 5 WP & 7 58
PIRITR MR . BEZRG 25 JEAR IS i 1E FIe & e
FERITT ACT Az 2 7 58, K R 5 2 10 PEAl
RS AE 2ot IR, s ACT Bl R LR
%, 7 UL HE B AT REAZ B, R G ZE AR 2 L 45 3
AT B P 52 A TR i 3 AR
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SR LEE SRS IRRE s IR T BN [, LX)
WP 22 0 1 52 2 ALY o ACT Xk 20 L 38 30K
B OKAE 20PE 0 R 8k, s I ) e A EH 4R
e R E 2 sh AU B ACT, 2R ) 0 FR
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B N 25T 3 Y R R A A . R A A A
& ZR YL 32 BE S W e 52 i3 sh i LY S8,
FETEARFE BT b T 16 S A i 1L el A ik
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BESUE . MRS R AR AR B AT R R 2 L
PRV M LA &4 D (7 7™ E A O ™ A g e
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EA T REY SO LR A A B[]
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(primary ciliary dyskinesia, PCD) , ZGtEEG (W2

BT 1 48 L 2R G0 1k 40 BE RS 45 ) R G At 5 05
(ol BT R R A Gk = AR P S A6 il il 25
G, REZ PO WoR, LEE CF 2 REY
sk RE 5 PRI 3 07 R Bk G I L IR & e R B o A
PCD" . JE &g 25 RIS IE RAE 5103 18 B AL
IR R IE BR AL , 2 S IRAE & A R R T
ISR Z o Gaillard 557 & B, RIHIZ W ST
IS 2 & e ot 5 S U S e S Y TS E R
SEY IO LA FLRE B R S R Y SOE R
e AR 2 BRI 1515 (R0 AN 7 N R R4k e Rl = |
SO BERS PIBREAG A5 | B 23 5 S A RORE AR 1 il
e ARG RS TR A B R e AN A
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HEFE IS VPO A w4 PEAl B ek
T3 25 F Al s R A A A i AR AR A A . IR 93%
(40/43) ,

JLE S AEY A AR TR 5 & T ZE il
VT 5 BT PR S 1% T RE AN AR 3 TR i " 4
ROV . TRAN ELZ5F Ak B s R AR VAR Y B
BT, RS R R AL R R, SR
FEFEANTE B IR A 5 T o King %™ & 31, 59%
S SORE RS MR 0 T LR X s R
FEARFELE AT [ R S5 R 2= e N E
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I i 8 B8 I W R e R 45 R R A o [, T i B A
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B CEFOIRESE R & PR e .
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HEFEEI 6: 1T R i N 56 3 M # HRCT, 2
PE N E B i MDT #7445 & A HRCT B4 k. LR
JiF 889%(38/43) .

H#E HRCT J& 8612 S Y 3K AE 1Y EAnife | fE
i v S B il R 5 A A 47, 0 e AR B
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54 1B W)L SRR AR S PR AT I 3l DkE AR e
(bronchoarterial ratio, BAR) 4 0.49~0.58, 1% [ FR
h0.76. BRI TE R R Al 3l ks TR R Ik
BAR>0.80 1= 12 Wi JL B S U SRAE RARIE

JLFE GG A 5 KA 48 ) 2% 5% XU, DI SR
R A 7 58 o W LB DT O S 15 A T, B
B s 2t , 2 MDT PP e 2 &
A HRCT"

TR R L 7 - IR B S A 0 i ) B L 3~
61> H 52 A, I R 52 S it 3 A v A I SpoO,.
U 919%(39/43) .

il D3 RE AT SpO, s P2 PV S U Y sE )L 2
MR AR I RE R BB AR b . Ml D RERT B E S
BT ™ R 1 AR AT B (E X S
AN M D R S RO AT — s E A B
AT SCRVE YT TRAE L F P I SR I E HE AT il 2 g
Kty , B 3~6 A EA" >, 520 FLETIEES
TRESEARIN , A 4l JL T IR I ek b PR k. L
BSOS IRAE I I BE S LA BH ZE 1 1a A RE R
e UL (HA AT REIE R 56 1L AP I U R A
PET B R 109%) $2 7 e, iy b SRR ol 4 3
SRR AT RESE /R BUS AN R

I 43 B 2 % I 0 AR B ) RE Y 25 S 1T A
SpO, M 100 ) 2 thE 5 T AR ZH 420 DA Wl Lz I 4R
AR A R A 20 SR RE AL RS
'~ SpO, AT REIEH, im0 B AR A B T A
Wi 5 25 T AT BUAERE . SpO, KR AR I % i i
RN RS 7 52, AL A A2 By R (] R o (] 4| B
T T BT S it ek R AR AL

W R 8 IRl AB L AR I FIC 517 DL 2k
P IE W T BT A |OE B BE 11 o IR 98%
(42/43) .

ACT W] 035 S AU SKAE S8 & I PR AR AR
T BT, 0o AU DA T 5 T B ) A 45 P L) A
WZBRCRE 772 o REKCRT LA G SE 1 B B i
W W2 UL 7 2 e I ik ik AR B W D) g Y A=
LR

AH G TR AR B VP AG J7 A 4 = (1) WK U I
(cough peak flows , CPF ) i 13t 1 5 R W& W3 i 7 A%
OB, B S B SUTE R TR AL . 12 %
AL JL# CPF>360 L/min, CPF<270 L/min 75 Bk
fiE J1 N Bk, <160 Limin $2 /5 1 25 By ACT™ 5 e it
HAE 5 CPF Z [8] 25 U1 AH 5C , 7T JH 28 $ I iz ik 24
F17, (2) F KW S (maximal inspiratory pressure,

MIP) F i K ' A & (maximal expiratory pressure,
MEP) 2 1AL 5 % DL _E LRI L) 0 B 246 A
X 19 WAL AT 25 22 43 B ks L 4~11 2 L Y
MIP } 65.8 (95%CI 59.3~72.3) ¢cmH,0 (1 cmH,0=
0.098 kPa) ,MEP 4 72.8(95%CI 64.9~80.8) ¢cmH,0;
4~11 % 5 3 MIP K 75.4(95%CI 67.0~83.9) ecmH,0,
MEP 4 84.0 (95%CI 73.6~94.3) cmH,0;12~19 % &
P MIP 4 82.1 (95%CI 73.0~91.2) cmH,0, MEP “}
90.0 (95%CI 78.8~101.2) cmH,0;12~19 % 5 MIP
M 95.0 (95%CI 86.1~104.0) cmH,0, MEP j 105.7
(95%CI 90.9~120.5) emH,0" . (3) iIg WL #% 5 & 2
& MR UG S B RS |, e IPA 5 U I AR RE 75 I A
SRS AR EE A, AT DOR IR L B A I,
CPF AHIE™ o ARV AL L2 A7 5 220 s LR
NESZEn M N1 HBRE2S (6.422.1) mm 5
(6.6+1.7) mm; >2~6 % (10.0+2.3) mm 5 (9.5+
2.0)mm;>6~12 % (11.6+2.7)mm 5 (10.6+2.6)mm ;>
12~16 % (13.122.5)mm 5 (11.942.2)mm"*',

EEERIHIN 6% L E X EY AR IL
& & iz g 1 17 0 iz 3 3K 5 (cardiopulmonary
exercise testing, CPET) 8% 6 min & 17 i (6-minute
walk test, G(MWT) ¥ 1l iz 2 fig 71 . L 95%
(41/43) .

TAEY IR LR Stz B ae 1 0dss , B H
HHGEALF IEF R LE . AR s 6 e
JUE NS PR E I B AR T A TN R 2527 N A T
i J8 % iz BhRE 71 L s A sl Y Y SR R A .
6 % VL I JL# 7] % J CPET 5% 6MWT ¥t iz 3 fig
J1°% ., CPET R CF 3/ 5K AE LT
s B 5 58, o 2t 1R 0 U R R KA S T
HFERE S ARENY RIS sl R A RS 3l
FAE 1K™, 6MWT I 5 i, 2 PP Ak g Rl L iz
Sfe A RO AT FE I, BE AR B, R
Brzrid w6 MWT 2 —Fhal 5 & A I 7 i, ]
FHEVEAL CF SO sk B LR AE B ) (HA
RPE MR — D IR UE

ERFER10: Y LE L EY AR LW A
255 TR A TCHERR 7 W T e R AN (50 B A IR
Jito LI 88%(38/43)

W N ZRBAE R SRS TR i R A, o
2 D PR S B0 A A ) i B A RN R R i A R
WL B R RO R SREY IR I R
2 JEE I Y R YR
sk B LAAAE SO R APE I 98, SR R ME (he 0% (45
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), HEE AR O R KL ) |, #f 28 LA B
SR F IR A i PR HERR AT TCA K ) BE Fae
T AT () B A RO, BT 24 h (24 pH KA B
PO I AT G55 A I DI BEAS, A | 2T 2 P9 B A A
HREVFEAG SF A A0 XA A W 2 RE FRE A% 1 SR
B IRAE L, W B X E R IR DI RE I 25

WFEER 1 20 BT AL LB Sk
i A T SO AL BDR S AR AR I e 5 5 3 PP A
R R 100%(43/43)

BHE RS Rt HEOR A B REET AN
AN SRR A0 OC T R A B O D REARZS LA
FABYFIESZ IR POk 22 4 BE DAl S (R A O
A= 3% 5 4 (health-related quality of life, HRQoL)™",
BEXSAE CF S U 9K UL YRR 52 1 HRQoL 3
f T H @2 7, TR AF o 24 H T K
KACTH S

3E CF 32U RAE B LR AR 1 o i i s 22 4
PRAK : (1) HRQoL ¥ 3k 52 45, 2= P 5L B R 1 5
A B T R AR DG (2) DB R RIS Y, — T
XF U SE A BR , L EE S Y KAE 5 DL A O B )
FLFE TR B 22 Sh AT 12 M s PR 1A 41
FRBEEA, ELHAT 22 SRR 20 10 (3) 0 SR g
A RN AP SNV R i Ui
25 R

Prad A LR AR 396 o8 1Al 7] 45 (pediatric
quality of life inventory, PedsQL) N )z , & FHF
2~18% JLERY, BFFRIES TR i S B Y IRAE Y
JLE A PPk & KA, H HRQoL 45373 B 1% T
FILE ; HF KW 5ILE A TS R 242 R
AR e (7=0.36~0.66) ', $&/R7E LB TC I H T
i, ZARAE S AN RS AR E T
ARBRHR 5 9 — 20, R BUAE CF SOV YT IR AE AR
L AU A N R S AR T R R S KT
7% JLEE FSECAR 0N ] 46 g AR OC LA RARE ™

EVORF O BEITAG A H LA B, T 5OC AR
JE AR A5 17 4 b At 2@ B RE ST o Al SRR A
FPPAG SRS, B S0 B A0 B R A 32 3
iV R (M PedsQL P Y1 IR RE 71032 ) HEAT W)
A A, X A B2 7 e RURSE B ISR P
i T H AT BRAVEAS o ) AR 5 4F 1 1B 512 1
MG 5 — s FUE R E R GEH T 6~17 %)
s LA A5 RE ] 45 GE T 772 % DA B

WESR 12: @ UL E UE Y RIS E
FERETF M A AT, S 3] 25 A0 5 570

fili o R 100%(43/43) .

U L SRS Y R W T SRR
TEAS , AL 5 A | B AT B B (IR B Fs
BZAH) 455 AR IR B0 Z A8 S AT |, an ik
FTAE AL ZH <-2.0 871 E F2 A B KS: | W #F— 203
TIFA T AR E SR T B, A AT =3k WLz
FRREE | b R B v JTLRRL , a0 Ao A6 00 4 A=
FEDMMEITTRY . W IR E RIS FE
K& B W ARIEAE I A 3~6 A 1R, 78 2k &
WA AL E SRV T O R SR

Kekeg 255 [al [ 4 W2 157 41 32 A8 TKAE
JLEFRRDL, K BAE CF 4 LAY 5KiE B LB 37
BHAAAEW] A . Marino 255X} 43 5] PCD 53
JLEE SCRAEY IR AE B AT RE T R B, 4E A R Dk
SRR TR ILE,

YT A DL 13 AU IR & R ITAL L SR
BV KIE R B A M SRR A . R 98%
(42/43)

VA N AL 46 R P 280 38 (BT UME
SRR ARG . A N HLAS L Y
SR Re ) E R R E O ER R 2 S
D LZEIFIAT R SpO, bR , PO S E A5 5
FIEEEEIE MR RKRE A AERE RS
TR F S EERE 107 XA R B R AR
JEE VA 2, B SR

JLEE L AE Y IORE S in & B 2 B
BN R SR B SR T IR LB SR R E
FEERRE BRI EIF R . Kapur % & B {E
FRETAZE A= 36 > 05 A0 B 0 5 Rl R ) 2 5 X0 5 i
JLE L AREY SRR

I PR B RR 6: )L Y RIE S TP IR B R
S A WA A 4 it 2

EEER 14: B UULE L EY AR E
I T A R RN IR A S ACT . IR 98%
(42/43)

ACT W] A %5003 FR L% 998 S5 I DA i bR AR il 1)
A, P2 THEE R, KRGS B, FE R
Y OIE LT ACT L2 30, A B T3 ine i
HeH G RER 5 A N R, I R AT T AR s D
SEINE, LAY RIE ACT 7 1T M
WG AT Z AR, KR PRI 2T g 15 ™
AR MR S SR . R I 2~
3/ B 22 PR B AR, v IS 3G A YT e
(B RS il A B2 AR AN Acapella®  Flutter®
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S5 1E R A0 A B A 1 BE iR 5 T 0 T DA
ACTRCR il AT 2EAT AR SR AR5 U1, I 3T
7 20 ST 52 PR O R AR % S5t ACT 1 77 =X
W1,

HEFEE 15 @O L AEY KA B LR
A R C A5 A EE R AT W 2 L g R e i A I
F U 939,(40/43) .

WP 12 D1 i 335 W W UL A e A5 =G 2, A5 Bl
T ILE L REY IR 8 SRCR s ACT 2K
Heo BRI ISR X o3 Ry 3 s F 125, Sl
e S BUROE k=] SR S Y NS DA N T
YIZ 00 B 3680 2 X B B AR R 7 A D 2 [ > 4
= LA BT 57 B 11 . Zeren ZE' K B CF 32X,
Y RAE UL 8 R SNV ZRRE 35 2 MIP, —
Tt it AL BREBI 5 & B, RS LII 2R g 8 i35 CF S
SAEP I L CPF  MEP FAE TG Bl IR L
Y2 BCR A A L EE 0 B T fr U 2R 85267 7, I
SR AR BE T T4 (5747 900 2 R 30.0%MIP) |, Jf:
Wi L 2 RE 7 £ FF A0 B ot far , 2 RUd, 10~
15 min/% . FF ACT (4 £ S PG IR E AR (PEP 45
HARAWA B TN, A RILENS S
FERE , BRI 25 SR TG sh 456 . B JRPEAS I 25
B, B 2 A7 gy RIS ] o

JLEE SCREYT IRAE 18 MR 3G hn sl A pp 22
JUL PR 2 FE g B, 85 A7 WP IR A2 X S ARk, 7
WY 25 o T W R A5 AR I %o = 3 3 B - 1Y)

BILAR LB ILAT A WO A el 45 5 X
PRENITIE . S I 2~3 7K/, 10~15 min/IK .

EHFEER16: QIS AE Y IR B L
Tz, IR F R ARz X R
J¥95%(41/43)

E 1B S AR Bz st ), A F e i<
T BRIE 0 W] B SR KRR L R I
55, 08/ SN E R, LE SR AR E
1B853 R HIE S A s 8l i AT AL HENILIA
SR GRS TR RO I DI RE 5 i
MR, A EB I UGE L REY K
i F RATSEURE T 1 Sl R A 3% i A TPt Bz
3y, MBIz S8 in B 4 5 f F i D RE J5 4G T
HAZ N, Ucgun S5 K BT BLIA YT +4 A
12 R MR AR CF S U9 skaE B LANE L
FMINEE . HEFE I A BENC G iz 3 Y SCUE Y TKAE &
LT IR B Z8h . MDT 2 8 FITT-VP JE I 1T i3
2%, BISICR (frequency, F) 558 (intensity, 1) |
] (time, T) FIZEAY (type, T) S 4 PNFEARE R, VL
K iz Bl it (volume, V) A HE B (progression, P)2 4~
HEBREEZR S . AR E 1B B E SR I B R BT 2% IR
WG I AT B R

1B BT A . R IR A I (6~
18 %) i L 0 45 22 5 ik 2 A 402 311, 60 min/d.
iz 8l R Borg £ Wz 8 S5 9 5 R VA, S HTE
il 6~20, Hoh 6 fUR B, 7~9 AR # K, 10~

R JLESUVEY SHIOE DAL E RS EOR A

i 2L #hL 21 Y el AR

USIVEESS

TR 5 1 B R AR 5 + + + + +

R + + + + +
WAL A 8

WA E5 IR + - - - -

W AR IR AE R - + + - -

FIMFRAGIEAR I H FESR - + + + +
Al

WEATE R AU BE AR5 - + + + +
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