EA IR A & MRt B TR e

ol R 2 B T 3

B E MR

F1. TRLFHFHR (0n=756)

mean £ SD range mean = SD range
Fim (%) 66.3%9.3 21-88 Bili B BE R A
B & 542 : 214 vC (L) 2.43+0.85 0.56-5.23
Filh T — T Vgt %VC (%) 79.9 £22.4 17.2-146.5
MPAP (mmHg) 18.7+6.5 4.0-48.0 FVC (L) 2.40 +0.88 0.52-7.87
PAR (dyne - s - cm™5) 167.4+1103 0-1226.0  %FVC (%) 78.5+22.9 18.9-146.8
PARI (dyne * s * cm™5 - m2) 268.1+168.2 0-1949.3  FEV, (L) 1.77+0.74 0.36-4.41
C.0. (L/min) 51+1.2 231-106  %FEV, (%) 79.2+27.4 15.7-152.1
C.I. (L/min/m?) 3.12%0.66 0.9-5.7 FEV,/FVC (%) 75.6 +20.0 16.4-103.7
PCWP (mmHg) 8.44 £ 4.60 -5-39 DLco (ml/min/mmHg) 9.3+48 0.63-69.5
BRI A R 5347 % DLco (%) 552+214  292-1704
Pa0, (mmHg) 776%13.1  405-111  %DLco/VA (%) 67.8 +25.7 4.0-158.6
PaCO, (mmHg) 40.1+57 25.1-68.5 (DLco, %DLco, %DILco/VA ;n=689)

58 2. RHC % F\ 72 i & MU 5 o 5E: 4l

B 5l  MPAP>20mmHg MPAP=25mmHg  MPAP=35mmHg

£y 756 252 (33.3%) 114 (15.1%) 17 (22%)

P MR R 592 152 (25.7%) 53 (9.0%) 10 (1.7%)
IPF 198 64 (32.3%) 26 (13.1%) 6 (3.0%)
CTD-IP 89 28 (31.5%) 7 (7.9%) 1 (1.1%)
ZDMo ILD 305 59 (19.3%) 20 (6.6%) 3 (1.0%)

COPD 111 68 (61.2%) 41 (36.9%) 4 (3.6%)

Fifi i A e A 15 11 (73.3%) 7 (46.7%) 3 (20.0%)

Z DO R & 38 22 (57.9%) 13 (34.2%) 0 (0%)

EDiEH, 112 E BB D MPAP D534 %
RY o FEBFIOMEFIEIZILD 59241 (IPF 198
%1, CTD-IP 89 5, Z®f#o ILD 305 1), COPD
111 B, B aEE 15 f, ZOMmoliRE 38
B1 T3 o 7z MPAP % 20mmHg % # Z 72 i 5 1%
252 #1(33.3% )T, ILD 152 # [IPF 64 B (32.3%),
CTD-IP 28 131.5% ) = DA ILD 59 51(19.3%) 1,
COPD 68 %1 (61.2%), Mlifs#% e & FE 11 #1(73.3%),
ZOMONEE 26 (57.9%) THh-o7zo MPAP
A 25mmHg Ll I o fiE 81 1% 114 81 (151 %) T,
ILD 53 ) (IPF 26 %1 (13.1%) ., CTD-IP 7 %1 (7.9%),
Z DA ILD 20 51(6.6%) ), COPD 41 #1(36.9%),
it A% R EIE 7 B (46.7%), ZOMONGEE 13
Bl (342%) THolzo F72, MPAP 2% 35mmHg
DL EoEBIZEET 176 (22%) ISR b7z,
FE B i 2B

F3- K2 M3 ICILD &KIZB T 5 MPAP

ERitERE /NS A — %, PaO, DMBIERER T
MPAP O L7: FHIRF 2 RE$ 5720, H)E
G AT/ T hH, HERMNT TE%FVC (r
=-0.22, p<0.0001), %FEV, (r=-0.25, p<0.0001),
FEV,/FVC (r=-0.11, p=0.0105), %DLco (-
0.44, p<0.0001), PaO, (-0.40, p<0.0001) 2%
BELZAOHMBEZR L. £EEMI T PaO,,
FEV,/FVC, %DLco %% MPAP ® 3. L 7z F A
FThotz (R*=0282) (F£4),
BT B AR FE

IiBkEE/ S5 2 — %, PaO, Z MR & L7z IPF
BT 5 MPAP O TFHIRF & LTIE, BHEEMR
BT %FVC (r=-0.18, p=0.0012), %FEV; (r
=-0.22, p=0.0021), %DLco (r=-0.50, p<0.0001),
Pa0, (r=-047, p<0.0001) »FE%FH KT
THolze LEEMHTTIX Pa0, %DLco 2337
LFHRTTHo7z (R*=0.348),
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ILD(n=592) _ IPF(n=198)
225 70
2007 MDPAD 9 1 T % 807 ] . o aey B0
175 1 — MPAP>20mmHg ; 25.7% | MPAP>20mmHg ; 82.3%
e MPAP=2bmmHg ; 9.0% e 50 MPAPZ25mmHg ; 13.1%
e E
?g‘é 125 5 40
<> 160 A 307
75 207
50 .
25] M - =N G
e 0 5 461520 25 30 35 49 45 50 55 60 GG 5 10 15 20 25 30 35 40 45 5C 55 60
MPAP mmHg MPAP mmHg
40 CTD-1P(n=89) 407 COPD(n=11D)
: i 35 ; ,
35] MPAP> 20mmHg : 31.5% 50 MPAP>20mmHg : 61.2%
30 MPAPZ 25mmHg ; 7.9% MPAP=25mmHg ; 36.9%
i 251 g 2
% 20 20
A 15 A 18]
10 10
5] 5]
%o 5 101520 25 30 35 40 45 50 55 60 % o 5 101520 25 30 35 40 45 50 55 60
MPAP mmHg MPAP mmHg
1. BEBENOLCA NS T A
3. ILD BT 2 FHMBIRE O FHEF (n=:566)
Univariate analysis
=] THBA R I 95% B HEX [ p
TR ot 1
FiEn 0.06 -0.03 0.14 0.1955
%FVC -0.22 -0.30 -0.15 < 0.0001
%FEV, -0.25 =033 -0.18 <0.0001
FEV,/FVC -0.11 -0.19 -0.03 0.0105
% DLco -0.44 -0.51 -0.37 < 0.0001
PaO, -0.40 -0.47 -0.33 < 0.0001
C.L -003 -011 006 0.5210
Pearson’s product moment correlation coefficient
(n=566) | (n=566)
501 . . 507 .
45 o s T w-&zz 45 r=-0.44
40 o o p<0.0001 p<0.0001
351
301
R0
15
167
5
o T T g T v T ] 3] 1 1 1 ¢ '
6 20 40 60 BG 100 120 140 160 ¢ 286 40 B0 30 100 120 140
%FVC %DLeo

2. ILD 2B 5 MPAP &£ %FVC, %DLco DA
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Wm R 2 BT 3 B EMR R

(n=566)
50 -
.
a0
35
= 30
%za-
20 7
15
hi
5 |
1]

9 20 40 60 80 W00 120 140 180
%FEV,

(n=566)
07 r =-0.40
1 p<0.0001

3

40 50 60 70 B8O 90 100 110 120
Pa0Q,

3. ILD 2B % MPAP & %FEV,, PaO, D#HES

4. ILD (2B1) 5 PMBIRE O FMET (n=566)

Multiple Regression Analysis

4EW, %FVC, %FEV, FEV,/FVC, %DLco, CI, PaO,

ZH mE AR % R mE R p
PaO, -0.109 ~0.244 < 0.0001
FEV,/FVC -0.082 -0.145 0.0105
% DLco -0.106 ~-0.392 <0.0001

R?=0.282 Stepwise regression analysis

FB IR R R R B M it 4%

BitRE /NS XA — %, PaO, 2V EHK L L7
CTD-IP 12 B1) 5 MPAP OF IR F & LTid, H
EEBIEN TIXBFVC (r=-040, p=0.0001), %
FEV, (r=-0.47, p<0.0001), %DLco (r=-0.46,
p<0.0001), PaO, (r=-0.41, p=0.0001) 2°F&E
GPUEHEFTH o7z ZEEMNTTII PO, %
FEV,, %DLco 2. L7z FHIKTTHo7 R?
=0.337),

B R B

BikERE /S5 X — %, PaO, MV ZEH E L7
COPD 1281} %5 MPAP O FHIET & LCIX, HE
BN TIE % DLeo (r=-0.37, p=0.0005), PaO, (r
=-0.35, p=0.0009) VHEELZTHHRFTHo7
%75 BN ClE Pa0,, %DLco 23 L 72 F K
FTholz (R?=0.173)

z =5

Aol A (XIPIR AR B BT B Bl L E O
A PFSERE & ILD, COPD (2817 % MPAP O FilllA
FIZBIT AME 24T > 720 IPF X COPD 128115
FHA T — T VIRE % o 72 il & I E O & B
BEICE T 2HEFRIVWOPHAINS, IPF I
LTI, Lettieri 1%, 79 BIOMBHMRET S
T\ 5% IPFJEB % BEF L, MPAP 7% 25mmHg %
Bz B IEBIAS 31.6% T, ili & ML E SE O FF T8 1 H
L7 FRETTH B EHE L7:%, Steven &l
BBHEIC B SNIPFRER 118D I b, 48
% (40.7%) 7% MPAP Z 25mmHg T& » 7z & $it
1729 COPD (2B LTIt Cuttica & DIMEIT X
% &, COPD 4930 f5lFF MPAP = 25mmHg T® -
72012 304% T o 72" Thabut & D& T
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215 Bl O M7 & A7 L Wi /T © COPD JESI T
i%, 50.2% T MPAP 2% 20mmHg % #& 2 T\ 729,
Cottin 5 DO L 7= 5ME A PEAT#AERE (Combined
pulmonary fibrosis and emphysema: CPFE) T3,
WS MEDEHBINLE W E Vb TWAA, Hil
T —F VB E G TERITIE, BRI
50% 2D LN EHELTWEY, ThboH
FHiE, SEIOKE LD b LEEDHEEAE W
I H B8, WINSFICEEEZE NS LE L
7o T, BEMIIEEN TV ARV, BER D&
DIBEFHIZOW T IPF S LT, #IAERE
B % MPAP OETAY Hamada 512 & DS
THEY, %FEVC OFHH 76% D 70 Flo IPF EH
DH L, 66 (8.1%) T MPAP 2% 25mmHg % #
2 T2 PR OMEEEIC B 2R L 7 —
TV E Hv- BER 101 SEBI O ME T, 15
Bl (149%) T MPAP %% 25mmHg ## 2 THE Y,
MPAP & %FVC DS L7 FHRBERFTH -
7»:11>O

T 3 — 2 & Y B ML RE O A 4 % FRAI L 724
S BWTIL, Anderson 1, %FVC O
1% D 212 EFIOMEERERZ DI B, iE
ME 29 61 (14%) 23R, FimEAbEA
BRIV A2 Tholz L #if L=, coPD T
1X Fayngersh 528 LTB Y, %% L7z COPD
B 105 BB MERE I 63 61 (60%) 12720
Tw7, DLEORR X ) IR I B
MEEDFMITHETFHMIIEETH S5, LT
=12 & BHEEMEIIRE O E IR IO W T
BRADD 5410, 20720 B ML SE O EM 7 57
RO T — T VIREFLETH D EEXD
b,
BEREEEMRICEL Tk, & F oMl
E A, 86 JEBI DB AERE B DIFRE T BT,
B EREEZ 52680 (60%) 12880, 9 H 15 Bl
TOI I — |2 X 22 TS TR D4 B % 52
%, B S MERE A BB T id % DLeo 758 B &7 -
72 b OWMEND BV F 72, HREIE L
A BB T, FMEEHEEHEFDIE S B FH

FH24 EEMAEHEE N ARBE

REro 2L BEESR TS,

ILD % IPF EFIZAE 5 Bt 1 o 3 512 B
F A E T, DLco % PaO, 2 FHEIK T2 % -
72 E LN T B89 Hamada & 1388 5540
¥ @ IPF JE B 12 B v» T MPAP (& PaO, & % DLco
CEBLRMESS o7 LHE LY SEOK
¢ IPF Tid, Pa0, & %DLco & MPAP DL
L7=FHIRFTH o 720 BB E O B 1
KTRF LT oMEIRD 72 COPD Tl
Faygersh & OEIZ L 5 &, ik BFEV, o B3l
BIEEOEE LR TFTHEFCThH o728, Lxa—
BRECIAMBMEEDOZH TH 5720, 4
DR L ZR R DERF o WSS, %
7z Scharf & O #FHE TIX, % EE N T %DLco,
PCWP, %FEV, 2 MPAP OF N T, Pa0, &
FHERT L% 55027205, %FEV,,2527%
DFESE COPD IR E LTWAELD, SHEOFHA
DMFTE IR LDRER L ho 2 RRENEZZ DN
% '

S E DR TR ILEE O FHICHE T 5 E
134T > TWw 723, IPF % COPD T & MPAP %% 20
mmHg Zi# 2 5 LT R 7 BHH5H &)
bdH 5720 MPAP SRS 2 B BEBICO
WTORF BT T BBV D B, T2, HiiE
MEREDOF R F OMEIILitgRE ST A —F &
PaO, L\ % %o 7245, MPAP & 6 4 B3R AT
PEEE 2 AT O Sp0, &\ o 2B BN A RE R
EERERE L OBEIZOVWTHIREENL TS
720, TNEEDIME 2 ESHBITo T BN
b Tz, MBMEEICNT HEEOMITHS
BUELEZONL, PREREEICH D T
FE DR SR EDER DO RIZBED & Z AW L H
Tl %V, BUHREEEIEZHFEBRIEL A
§ % COPD A BF L 72 ili & ML HE O #AT 2 3 2.
HEwbhTwaA, ILD ICHT 5 ENBEEE
OEREICELTIEE X ) LTwirn?, 7272
L, out of proportion {Z4H249 2 Jifi & ML AE (25 L
T B MU E O 4 R IEWR RS AR b L
BWie, SHRELCLRIMEAVPLELEZEZ NS,
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I 2 FEL R 5 i 7 L 96 13 40 [ ff e 2

BUTOREBEEICEDON S, SEOKE T
Pa0, & %DLco i% ILD ® & ¥ B B L U° COPD 2
Y5 MPAP OF I T Th o720 S1%5EH)
T 77 e R B I IKHE K B & 72 MPAP O 352 [
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RILRSEAEREF AL |, TR 2oL
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2008 EICFFE NS KA ¥ M HEY T,
RSB IR & T AE (TPAHD, il & R P 28 8
(PVOD) B L UIEMIMEERE (PCH) & Group
1ELTEewbNTWS, LA L PVOD/PCH
(3 IPAH & 872 0 YA RIRHE <2, AT
FBHEASEIREN2Y, T TRRARBIALD
BB OBUNILE O ZRITTHIREE DB NI DO W TH
L 725, 41 PVOD/PCH 12K 2 =K 7
AT ) — VORI E2WE Lz

MR EFE

FHAE 2 WREE L7z PVO 6 %1, PCH 2 %
ZHF A TETO AT ) — VEIBROERN - 47
BRI R 2B AN X ITHET L7

& R

NYHA 7 5 A3 4 M1, 44051V THo iz
B/ = 4/4, BWHFY 260+34F) TR
O R7 /) — VAR X ) &P THEGNICELD
BOOLNT-7-0, LiIFLITHEZ R Lo NE
FRERZ BT 2 LENH - 7205, ®KT21.0 -
110.5 (335 55.3) ng/kg/min ¥ T E I T
Holze WOLIREDE D o 72 24.4ng/kg/
min (E5HF 164.1£79.7 H) 1B 5 5F- 4l
T, NYHA 7 9 RS &, 3 AP I
L, 60 HRATHEER BNPE O A B ICHE L 72
MATHREEEOMRE T, OREIF 21— 290/
min/m? (P<0.05) 1280 LT \Ww/z2s, MEhiRE
REBEEIIZZERED N dh oz, 48D
ETEMBEETOTY v ViREL LT RT 0
A5 ) — VIREDT R TH o720 T 72, BRI

T & Ao 7EFI TP 538 HE O A #E
Thotz (FHRAEE 63.9ng/kg/min) o

z %

FAE, TPAH I3 5 R 22 G HEIRDSHE 2,
L DEFCTHESMEDERZHBL I LNTE
5 X951 %-727% [6 L Groupl ® PVOD ®° PCH
TIEI) LA TH L Z e o T
Wh, $72, TORMZBEBRTRIZEINGERT
HELOLHEIE LTLAHTH 58O TARTH
BEENTWA, SEOKE T EFRIITIZEE]
THEALDPRD SN, MATHREIEEOUHFOREIX
HEPTHo72h, —BETHERY 2R RIG
b7z Z LI FHRA R PYOD/PCH 124§ 5 Hifi
BEITOTY) y ViHELELTIRTORAT /) —
WIREIER D 9B EZ BNz,
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&P AR st Al B T SE (chronic thromboembolic
pulmonary hypertension : CTEPH) &, “FhZ 8 EEELC
JEA BT RANEIEIFEEI & » TRRMEEDITIR S
N SERE 10 4F 12 AICIHBR IR SR R L % o
720 FEMPRESEICET A BRMERAREICOWT
3, PR 12 AR R Y,
BLOPIE T ERE, P19 ERE, PR 23 £
RGBT 5 ARG E T, T0E
BIOWTHELTEZS Y LaLers, £
DFHEPAHTH 5 &) MEED D - 72,45,
bivbhid, TR CTEPHIEM O FHFAELZ 1T -
720

MR ETE

xF&L, P 18-23 4 BT # ] CTEPH # #l
B 69 B, 5 bR 23 EEEHEGHE 5160, T2
EEEGALROW 0L &, BTREIY, REAE
ERARBEIINT AT v — N TP HRREERTo
2o WRHETIZOWTI, PR 23EELEH &
OHEEFT-72% 4B, HETOREE LTE,
R B EEIC BT 2 RRATMEAZ O
HAOFAICBE§ 2000 o2 (PR 16 4F 10 A
29 HfF) ZESFL, EAILEAOBEERT
FRL, fcs0BBIRFESNT, TIANY—
DIREIZOVTIE T A LEREY Lz, /2, BIR
FAEBAZO T — FBRIIH 2o T, BRICERR
RAEMAZRBECKEABICCEICLAEER
BTWwh,

B, AIFSEIE, TERFRFREAMZER
HERBELDEAAZB W5,
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T-HEOREFNL, TP 10 5FEE O BEGN G
PIFE 120 BIDSBER SN TEBY, Pk 20 EELUE
BIMERCH 5. EEF L FEME, KBS (B
20 : 7 49)), FHBHFHEERIT, 62 14 [SD] (#
B 22 ~87) BMTHho7zo

WHO class 13, T~ NIEA89.6% &% <, F
Y06 B IR E 1 & 42 = 10 mmHg, il I % 3P 696
*309 dyn.s.cm-5, PaO2 1% 59 = 11 torr T, 2E Bl
LEERBDEPo Tz, BRE LTE, BHHITIE,
95% THUEEEIRIEDS, 69% TR LD TAT
STz, SRS D 60%, T REHR 7 1
VE =03 420% DIEFTHITENTEBY, 74N
y—iHARITEES L) EHETH o 72, Ml
MRS BEAT AT 15.9% T, 2EplL EZ%2ED
FIERETH - 72

SR 5 EEFERITT% (FAHH 90.9%, W
A 852%) Tho7z (K 1)o 2009 4Dk
DEFFNFETHIL 2% <, 2006- 2008 F & F 5]
LT BREETESERETH-7: GEAESF
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1 |
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0.5+  S-vear survival PREAER 2t
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