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hypertension, PAH) ([Z{El9 % 28 SR ERA9IZ 13 PVOD 1330538 0 i O FARPAZE DR ED BEETH Y |
PAH OE#IC bIEHIME T, BEA CIIMBHE O 2B BIEHRIBRIETH D, —BRABZRIZE WO TR
FTR7ZC PVOD %55 Z L IZR#TH Y . PVOD O EZWIIREMEZE CORMREL ShTX
2o AW TIL PVOD OEKZHIEELZHNIT 2 AME LTND, ZiERERBIEL LT, WEFR
IZ PVOD & B 2T S LT FEBIC DV T IR X ICERAAER, FRRBERE, Aibts 7. % CT &, A
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ffifugi s > F 77 7 4 —TIENCVCD 5 Bz
WTRET L7283, @B TR %2R Ui, FIC LA
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FRZ234E3 A 22 A BIE TORIZ S - BER & O
fifi i ML ESE B AR X 1796 Th 5, THAE BIDOFERE
FORIZERZRUITT,

FBIEUR A B ML IE O NFRIZER 1O L 512,
58 B AE B 3 K UNREIE + 2 DA D BIRIR DA OF
235561 (30.7%) &EbH%E <, DV TSLER LT
SLERS:#43%1 (24.0%) . MCTDES:# 35641 (19.6%)
Sjogren14f] (7.8%) DIETH 7=,

®1 BREHAHSOEEFDT 47— MER

RA {3 EIEE %

%t no. (%) 155 (90.9) 97.8
BAEFE (HY)no. (%) 39 (27.5) 80.4
fifi % DEEEE (HY) no. (%) 65(42.2) 86.6
BRFDOIEE no. (%) 100.0

SLE+ T DD B RE 43 (24)

MCTD+Z DD B RH 35 (19)

HMEAE + DO RBRR 55 (31)

dermatomyositis/polymyositis 7 (4)

RA+Z DD RBIR% 13(7)

Sjégren 14 (8)

Z0Dith 12(n
BRI D RFEEAR no. (%) 95.5

14ELA 12 (7.0)

5 LA 37 (21.6)

5L 122 (711.4)
PHEZ BB 45 (v.0.) 52.0+158 96.6
PHE W& 98.3

hIa— 74

DAT(HDIO—58T) 102
Bk M X547

Pa0, (Torr) 738+144 65.4

Pa0, <60 Torr no. (%) 21(17.9)

PaCO, (Torr) 386120 62.6

AEEH-ZAR 82 56.4

BEEH-BRER 19
[t R E

DLCO <55% no. (%) 54 (60.7) 53.1

VC (%) 84.7%20.9 62.0
6MW (m) 348.6+131.4 430
GGO in CT no. (%) 53 (37.6) 78.8
AR no./total no. (%) 98.9
B OPCLE M 46/177 (26.0)
#£0PGL+ERA 39/177 (22.0)

¥ 0OPGL+#h#FI (ERABRC) 19/177 (10.7)

7A-7v R 3/177(1.7)

70-7> + &l (PGLERS) 10/177 (5.6)

ERAE IR 18/177 (10.2)

ERA+ bl (PGl, 70-7U%<) 10/177 (5.6)

ZDith 9/177 (5.1)
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x2

[ A SLE+ZDff  MCTD+EDftE  MEE+Z DAt DM/PM RA+Z Mt Siégren Dt
BRZERR N=43 N=35 N =55 N=7 N=13 N=14 N=12
3
F 41 33 48 7 8 14 8
M 1 2 7 0 5 0 1
B2 {E FE
HY 11(25.6%) 6(17.1%) 15(27.3%) 2(28.6%) 3(23.1%) 1(7.1%) 1(8.3%)
DB
HY 12(28.0%) 13(37.1%) 25(45.5%) 3(42.9%) 8(61.5% 2(14.3%) 2(16.7%)
BRFHO BRI
1ELR 5 1 5 1 0 0 0
5FE LN 7 7 14 2 2 4 1
54pE 31 26 36 4 11 9 5
PHES W B £E i 430119 444164 595+10.2 51.0+12.2 68.2+16.1 50.2+16.9 563194
PHZ Mk
DIa— 15 15 25 1 10 1 7
AT (+HihTa—) 28 20 29 6 3 11 5
BRH R4
Pa0,<60 Torr 2/30 (6.7%)  6/29 (20.7%) 12/38 (31.6%) 0/4 0/5 1/1 0/4
[t RERE
DLCO<55% 6/15 (40%)  10/21 (47.6%) 27/33 (818%)  2/5 (40%) 4/8 (50%) 3/4 (15%) 2/2
6MW (m) 367.1+1415  3648+117.7  298.1+1472 382.5+56.0 3367+1527  4190+121.1  360.00H0#H%ik)
GGO £ cT 7/34 (20.6%) 11/31 (355%) 28/48 (58.3%) 3/6 (50%) 1/4 (25%)  2/12 (16.7%)  1/6 (16.7%)
B
R OPGL(Bih) 23(14) 21(7) 31(8) 3(1) 8(5) 8(3) 10(8)
ERA(Bi¥4) 14(5) 18(4) 29(6) 3(1) 4(1) 4(0) 3(1)
#0PGI2+ERA 5 7 9
D 9 7 5 1 2 4
jAmy] 3 2 8 1 1 1 0
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SLE+Z D SSC+EZD D P val
BRHE (N=43) BE® (N=55) vaiue

fifi /= [ [ 32 M7 B 0D SE 5 Mean (y) 430+11.9 59.5+10.2 <0.001
Female no. (%) 41(95.3) 48(87.3) 0.047
BRFDER 5FLLE no/total no. (%) 31/43 (72.1) 36/55 (65.5) 0.485
Pa0, (Torr ) Mean 79.4+12.2 69.3+14.0 0.002
DLCO <55% no./total no. (%) 6/15 (40.0) 27/33 (81.8)

DLCO Mean 58.9+15.7 416200 0.003
FhEFCT® GGO&HYno./total no. (%) 7/34 (20.6) 28/48 (58.3) <0.001
fifi ¢ D BE4E ($HY) no./total no. (%) 12/43 (28.0) 25/55 (45.5) 0.045
BSET= no./total no. (%) 3/43 (7.0) 8/55(14.5) <0.001
RTND55., BRARERIEUL 1 6

MCTD+F DD SSCH+ &N hd P val
BE% (N=35)  BBER# (N=55) vajue

fitis M [ 32 BB 0D £ 8% Mean (y) 4441164 59.5+10.2 <0.001
Female no. (%) 33(94.3) 48(87.3) 0.248
BRBEOREHE 5% LLLE no./total no. (%) 26/34 (76.5) 36/55 (65.5) 0.265
Pa0, (Torr) mean 73.7+14.3 69.3+14.0 0.215
DLCO <55% no./total no. (%) 10/21 (47.6) 27/33 (81.8)

DLCO Mean 585+17.0 41.6+20.0 0.002
FHEFCTIR GGOdHYno./total no. (%) 11/31 (35.5) 28/48 (58.3) 0.031
fifi 2¢ D EE1E (YY) no./total no. (%) 13/35 (37.1) 25/55 (45.5) 0.228
5ET= no./total no. (%) 2/35 (5.7) 8/55(14.5) 0.720
RTDH5, BRBEERSIFLUL 2 6

SLE+Z0fd  MCTD+EZDftd b val
BERE (N=43) RBEH (N=35) value

fili =5 L, £ 22 T 5 0D £F s Mean (y) 43.0+11.9 4441164 0.677
Female no. (%) 41(95.3) 33(94.3) 0.475
BRHBEOER 558 LLE no./total no. (%) 31/43 (72.1) 26/34 (76.5) 0.667
Pa0, (Torr ) Mean 79.4+12.2 73.7+14.3 0.105
DLCO <55% no./total no. (%) 6/15 (40.0) 10/21 (47.6)

DLCO Mean 58.9+15.7 58.5+17.0 0.939
FHEFCTIE GGO#HYno./total no. (%) 7/34 (20.6) 11/31 (35.5) 0.261
ffiz¢ DEE{E (HY)no./total no. (%) 12/43 (28.0) 13/35 (37.1) 0.500
BFETC no./total no. (%) 3/43 (7.0) 2/35 (5.7) 0.481
D55, BRHBERIFUL 1 2
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