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B1. CysLT2 8K/ v 7 77 b~ A0

TAZ-deficient mice showed a significant decrease in lung elastance.
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¥, EFLFAERT Y AL ERETID TV,
BT, Ny 770Xk 5BEEHHALZTL,
BREETIVERACETSEITHETH S,

2
BEIATIFN—2—TAL /v 77T 77 §
ZDERL & BEAR) )
BEIAT 7 FN—F—TAZ /v 7T F<7 T s
ADERICEF Lie FX 777 ZADHT, s =l
germline \2/ v 777 FDNA IV ANT T MAS M3, HhERwy AL, TAZ/ 92 TIFITIAD
BITL-b D2 RS, ATuESHfrEl-. 20 i £ BRAE B FRAT

ANTFOEEESEPS X SICKEEESK TAZ 7 v 7
T M ABE LN, BBNEFTRLETIRE
RKEHFHEEL TRV, 94 B4 TAZ /v

TAZ-deficient lungs had remarkably enlarged airspaces.
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bo BERMLLE t #RE, AHBIBLRIZ Spearman @
JERLARR & v, p<0.05 L EE L Lo

m R

114 (ZFI5E, FiHEEs.2 (23~
39) %), BEE16E (BB, FHER.3
(28~55) W& (23~39)) HBhL 7z, HRTOHHE
FERAETIX, —# (FEV 1.0%) ASIEBLMEH A
87.0+1. 9L BLEE D2 8+ 1.0iZ0 LTHEILS
ETHo72h, FOEIBMTH) FotiorT—
FIZIEBEIRD Lo (H2),

PRRE BT DER, BELR EOWE ke
BEOHEEZRTAL L, HEELNLTWVELD)
2, —#E (FEV1.0), —#% (FEV1.0%), F
ARk EERE (% MMF) % SIZEBRB L O
—HY ) BEARY, BRMEEEE L OREERE %
NENARLHBEEREZRL T (B3),

DEDLE ) RERICBWTERER T~ VEBET
TOREHERMNEFZSRAME (Sp0.), R\
(PR), MESMAKKEET ABRE (ET-COy), MR
(RR) Ti, PR & RR BB TAELXLEITH

g DREE
el FEEziE P

AE 114 164
B (%) 100% 100%
£ 28.2 (23-39)  40.3 (28-55)  0.0001
Lodcitia 0 472.3%£79.8  0.0001
SpO; 97.1 97.0
% FVC 119.9+2.5 118.6+3.9  0.7858
FEV, o % 87.0%1.9 82.8+1.0  0.0273
% FEV,.o 109.4%+3.6 108.7+3.6  0.7611
% MMF 108.3+£9.9 90.3+4.8  0.1381

H2. BEEE

FEV  FEV % FEV

1.0 1.0% 1.0 °MMF
EH 0.0185 0.0173 0.9689 0.0441
— H B AR 0.0112 0.0091 0.3433 0.0126
A £ 35 0.0118 0.003 0.5056 0.0054
Brinkmann Index  0.0084 0.0047 0.3616 0.0062

B3, FEBE vs fitgse DM L ™Y p &

FRRAEEMAREE 0. WRES

Do 72h, SpO, IIWBEICBWVT, F72 ET-
CO, IIBBEBII BV TOAEELEBI#R L2
ET-CO, I3BIIRIMCO, iR E (PaCO,) & IZIZHEL W
LABRTIEDNTED, SpO, I THRREH—
ETHNIEHT AZCRFEL KT 578, BEEICE
WT ET-CO, BEB L TW/zZ &5 Sp0, 128
BS2b0LEZLNT, D20 SpO, ZD b
DO HBRF CREBAREOLEB O 7 O X WA H
LB, Tk, BRSNS SpO, ¥ T TEEA
TSV VEMMEE VT Pa0, IKEHRL (X
A Pa0,), & & ICIEIREO.8TH D PaCO, A 40
torr LARE L7-H/EICELT 5 & bbb PaO,
OEEYS (A Pa0,-40)/0.8 % il 2 72 H IE LM
Pa0; (LAF cPaO, (c i3 converted) L B&T) %3}
HUTHEBRRE L7z, BEBRESERET ~ MA
HERBMBBICIETL, 2058131275 +—
ZET L, RAIET L THRIEME (nadir) *F
FI658bd5, 2070, BENEEEEE
DHZELT, AZEER15%Y)H720 D Spo,
7213 cPaO, DIETE (4Sp0O, % 721 AcPa0s),
B & T nadir Sp0O, ¥ 7213 nadir cPaQ, % F W TIE
BRIEE L BIEETORBK ML (K4), B
TEH CI3IERMEE L 8 L T nadir cPaO, B &
KT LTWwWiz,

K IZ nadir SpO, *° nadir cPa0, B L N ZhFh
D A EDFE, BRIE Wil x-F—nk
DEZLME L TV 5225 L7z nadir cPa0,

e EE ojREE
spevE  mwE
(h=11) (n=16)
Nadir Spoz (%) 90.4%0.8 92.2+0.5 0.0660
jg;zg&&fﬁﬁ’ 3.0%0.7 2.6£0.4 0.4319
Bk ETCo i mmuL )
Nadir cPaO, (torr) 60.0£1.6 52.6*x1.7 0.0048
cPaO, K FTOMEX -

13.7+£3.3 25.2+4.1 0.5180

AcPa0, (torr/min)

4. BEEFET MBI 2IEREED L UBEE T
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R A 2 B 7T 5 R EHRR
Nadir SpO, (%) ASpO;, (%/min) Nadir cPaO, (torr) AcPa0, (torr/min)

g 0.043 (R=0.428, *) 0.6103 0.0729 0.6141
— H EE AL 0.1675 0.8768 0.0017 (R=0.618, *) 0.5124
BB 0.1358 0.6984 0.0037 (R=0.582, *) 0.6002
Brinkmann Index 0.1223 0.7369 0.0026 (R=0.575, *) 0.6482
SVC 0.0917 0.3204 0.6485 0.2835
FVC 0.1025 0.1127 0.3413 0.109
% FVC 0.3217 0.3511 0.4111 0.1453
FEV 1.0 0.0193 (R=0.420, *) 0.0603 0.7516 0.1618
FEV 1.0% 0.1258 0.5134 0.7386 0.4904
% FEV 1.0 0.2382 0.5602 0.7386 0.3833
% MMF 0.0469 (R=0.428, *) 0.1237 0.7921 0.2961
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BESSE. SRBCSLC. BETIARMCr 2 2 P ARTIEEI(ENT
T. 554, ANAERTT, BROTHABOLE. YRTHF~J ENER
RMELTRYBLFT, TFWEALITVELLS, EREC BRI,

EHCERECAOhORRE, MTIESTELL, BRLIOISISORME
RYSRMIEBATFIL,

SSIAMONEG, LS TLAR Y CEANRBIERLATIREIL BHNAA
TPz 7 ELTFR,
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(1. SRI HAGE
4) 20094E 5 H & ) BEESHZBLE L. 20104
®1. BEWR 11 H30H B3 L2 B4 L, 2BOFMET— %
N Mezx:ﬁSD Range ZEN L7z BRT—FDO—HE2EK1I125R-T,

Age, years 43 726+95 51-89 IPAP 13.1 £3.4cmH;,0, EPAP 4.5+ 0.9cm
COPD/treated TB/COPD 4, 50110 H,0 T&Ho 72, PaCO, iE, 58.3+ 11.4 mmHg
+ treated TB i
Smoking, Ex/Never 4 2219 LEETHo70 FEV, 1F 0.59+0.241, FVC
IPAP, cmH,0 41 13.1%34 5.6-20.0 13 1.29+0.741 L BEEDIFHMEREE %20
EPAP, cmH,0 41 45209 2.0-6.0 72,
pH 42 7367%0.037 7.297-7.437 : . " .
PaO,, mmHg 42 805179  46.5-131.0 it,%%%ﬁﬁm;ﬁ%ﬁﬁqmwﬁ%
PaCO,, mmHg 42 583%114  37.9-834 ER2IIAY . Red 3 DORBEME QoL D
FEV], L 40 0.59+024  0.22-1.29 f5#2 (SGRQ Total, MRF Total, SRI Summary)
FVC, L 40 129074  026-3.52 . ’
%FVC, %predicted 40 458+180  12.9-887 L. R3I2F Lo SGRQ, MRF, SRI D
?(')IR‘S dyspnea scale 2 2210 0-4 HBIREE, 0.69~0.80L 58 <, &4 QoL »
HADS anxiety (0-21) 42 59+38 0-14 FHiTETwareEZ LN, 7o, LA
gég? depression 02 73+36 0-16 DIETH S MRC &£130.61~0.70, A% - H
ESS (0-24) 38 60%48 0-22 2 2 OMMREO R TH 5 HADS & i3,

() MIiE, Aa7#BE,
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2. EFEMEE QL A7 (n=42)

Item Mean=+SD Range

SGRQ Symptoms

(0-100) 8 494219 2.3-100.0
SGRQ Activity (0-100) 16 732*16.9 352-100.0
SGRQ Impacts (0-100) 26 447%229 4.7-88.7

SGRQ Total (0-100) 50 54.1%+188 13.6-92.3
MRF-26 Daily Activities _
(0-100) 13 43.6%31.1 0.0-100.0
MRF-26 Perceived _
Disabilities (0-100) 13 53.8+285 7.7-100.0
MRF-26 Total (0-100) 26 48.7*26.8 3.8-91.3
SRI Respiratory 8§ 647210 18.8-100.0

Complaints (0-100)

SRI Physical Functioning 6
(0-100)

SRI Attendant Symptoms 7
and Sleep (0-100)

SRI Social Relationship
(0-100)

SRI Anxiety (0-100) 5

SRI Psychological Well-
Being (0-100)

521+18.8 4.2-91.7

61.2+17.5 17.9-92.9

6 542%183 4.2-91.7

56.8+248  5.0-95.0

9 544%174 16.7-88.9

SRI Social Functioning ~
(0-100) 8 533+19.8 14.3-90.6
SRI Summary Scale ~

(0-100) 49 56.7+15.1 28.4-87.0

() Pix, Aa7#B. SGRQ £ MRF X A2 775
WiE EREEIZE S, SRIIEZ D,

3. BERME QoL A0 7 LMOBEKIEE & OHE

SGRQ Total MRF Total Suiffnlary
Age - - -
IPAP - — —
EPAP - -
Pa0O, — — —
PaCO; - 0.38 —045
%FEV, —0.43 — —
%FVC —0.33 —0.48 -
MRC dyspnea scale 0.69 0.61 -0.70
HADS anxiety 0.46 0.58 =0.71
HADS depression 0.57 0.64 —-0.70
ESS — — —0.53

B ATy OMBRE (<005, (—) & A
B HBEBERIE o 7,

HIBREI20.48F TOTHW~HEFOMBET
Holzo SRI D&, ESS A7 LAEELRAMEM
1R D72,

F7-, LAEEOBHHALEZHLGL, 2010411

H30HIAE 6 ZORAEIKT L7z,

5) SEOBIESE LT, BREENFEL YD
Lol BT OoNE, LI ->T, B8
BHERTDICTRERL 2o
5)-1 RERFEMME % 1203 F TR L7,

Sk, WOTIEARET 5. T4,
2010 % BHhA% T L E R TWizhs, 20114 %
TLERL,

5)-2 AHFTFEL Tz 6 0 HBFATRER, O
II—-DFERMIT, FIT—HEIZE o T,
W LRGeS Y, ke L7,

1. FEH
1) 3EMOBHAXICLY, BRIZBITS
NPPV HEZOFH YL LT, RN
F— FETFTVEHNTFHRETFRRFZHL 2
T 5

2) T, SEBEEE > T D BERERIEE
(fEFRBEE QoL, M MEEZR L) WCBLT, 1
FEFEORET— ¥ 232, FORMNLEAY
AT L, ABEN S IREOEL L OBRERET
T 5, HEGEMMNICIE, BAMEESVEMH
T 5,

3) BT — & O THITIOMBAT £ EM L
18 VIR A 4212 C NPPV {8 F B8 o> B B oL
QoL DHFGHF 2 HE L, HATHEHTREL
IR SR ERME LT 5.

2. SHEOFE
FHBERESBEFEIT TS L L HIT, 10054

OEHFEY BT 1 FEOBHREL#HREL,

HIZ20114E i 2 F H O BHREDS G SN S,

£ B

IR AR 4 B E 2R 218 %5 NPPV H 0 H
BD—Doik, BED QL *WET LI L TH D,
HAE, QoL FFMfiE, [EME] LIFIFhIRES
FAWCTERMICEHMET 50 LTHBZSATY
%o BIAE, IPURBRSEBCIE, SGRQ O ER='®
75 COPD, G/ETMEL I LY, MEMME &
BXIRAE, REEREE R LICBWT, R
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