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®2. £ETE. ATELEARBAEBREREDURY

EEEBEEETEE MCTD(n=48) *fHB(n=182) FERBEA VXL p-{E
AE) AB®) (95%EFR )
£FEE
BLPE (B LT - 2 HE) 16(33.3) 35(19.2) 2.20(1.08-4.48) 0.03
gE GE1-3@EELE) 9(18.8) 39(21.4) 0.80(0.35-1.80) 0.59
HiF1 B30 S 34(70.8) 104(57.1) 1.83(0.92-3.65) 0.09
ZR—Y (58 3-4 HELE) 12(25.0) 37(20.3) 1.28(0.60-2.71) 0.52
BEAE (1 6 7-8 BERFLILE) 41(85.4) 157(86.3) 0.91(0.37-2.27) 0.84
BEE
BAZR (18 7-9 #eh) 2(4.2) 24(13.2) 0.26(0.06-1.15) 0.08
T (1 B 46 Helb) 1(2.1) 2(1.0) 2.13(0.19-24.45) 0.55
a—k— (1 B 4-6 $LLL) 4(8.3) 15(8.2) 1.00(0.31-3.16) 1.00
8k (1 8 2-3 ElLLE) 19(39.6) 92(50.6) 0.60(0.31-1.16) 0.13
R (1 a1EeLLE) 21(43.8) 53(29.1) 1.93(1.00-3.72) 0.049
#3. EEEE.BTELEUTYTIF—TAREDYRY
EEEELETER SLE(n=54) *tHB(n=182) ERHEFTvAH p-fE
AB AB®%) (95%{EFE X )
£EFE
BLE (R BLYE - 1) 18(33.3) 35(19.2) 2.13(1.08~4.19) 0.03
£ (B 1-3@ELLL) 18(33.3) 39(21.4) 2.03(1.02~4.02) 0.04
H4701 H 30 2L 40(74.1) 104(57.1) 2.15(1.09-4.24) 0.03
ZR—yY (B 3-4[ELLE) 16(29.6) 37(20.3) 1.68(0.84~3.35) 0.14
BEER (1 B 7-8 BERILLE) 51(94.4) 157(86.3) 2.83(0.82-9.83) 0.10
BEE
HAZ (1 B 7-9 LLE) 4(7.4) 24(13.2) 0.57(0.19-1.75) 0.30
% (1 846 HFLLb) 1(1.9) 2(1.0) 1.76(0.15-20.07) 0.65
a—k— (1 B 4-6 #LLL) 8(14.8) 15(8.2) 2.12(0.84-5.38) 0.1
ZfR (1 H2-3 ELLL) 27(50.0) 92(50.6) 1.01(0.55-1.89) 0.98
/> (1 B1EELE) 17(31.5) 53(29.1) 1.10(0.57-2.13) 0.78
#4. BERE. RERCESHABREEDIRY
B LRI MCTD(n=48) (nﬁpfz) ERBEA VXL o
AE%) N ()] (95%EFE X M)
BETERE
WA 0(0) 5(2.8) ND 0.98
TRz 0(0) 2(1.1) ND 0.99
DHEE 0(0) 0(0) ND ND
BRI 1(2.1) 6(3.3) 0.51(0.06-4.52) 0.55
=N 1(2.1) 16(8.8) 0.24(0.03-1.83) 0.17
FrE—ME B 2% 2(4.2) 13(7.1) 0.56(0.13-2.77) 0.51
BIR®& 4(8.3) 4(2.2) 3.75(0.89-15.80) 0.07
EHiy 16(33.3) 60(33.0) 0.90(0.44-1.84) 0.77
BIEHSFH 3(6.3) 10(5.5) 1.04(0.27-4.00) 0.95
RIEE
A 15(31.3) 50(27.5) 1.09(0.53-2.25) 0.82
fRizE b 3(6.3) 18(9.9) 0.55(0.15-1.97) 0.36
DEREE 0(0) 12(6.6) ND 0.97
HRA 6(12.5) 33(18.1) 0.61(0.24-1.55) 0.30
(35 12.1) 16(8.8) 0.23(0.03-1.81) 0.16
FTHE—HERE % 12.1) 15(8.3) 0.25(0.03-1.94) 0.18
BR#E 6(12.5) 9(5.0) 2.78(0.93-8.25) 0.07
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®5. BER. REBLEEUTUTFIM—TFTREEDYRY

BEEERERE SLE(n=54) (niﬂfm FEHWES YL p-iE
ANB%) A% (95% S XD
BEERE
A 3(5.6) 5(2.8) 2.63(0.58-11.84) 0.21
iz o 0(0) 2(1.1) ND 0.99
DEREE 0(0) 0(0) ND ND
HERA 0(0) 6(3.3) ND 0.98
35 1(1.9) 16(8.8) 1.14(0.58-2.24) 0.70
FRE—HRE % 1(1.9) 13(7.1) 0.27(0.04-2.12) 0.21
BR=& 5(9.3) 4(2.2) 4.77(1.23-18.60) 0.02
FlF 23(42.6) 60(33.0) 1.87(0.95-3.66) 0.07
B|mE ST 47.4) 10(5.5) 1.54(0.45-5.20) 048
RIEE
A 13(24.1) 50(27.5) 0.92(0.45-1.89) 0.81
i ZEch 4(7.4) 18(9.9) 0.80(0.25-2.49) 0.70
IDREE 3(5.6) 12(6.6) 0.91(0.24-3.36) 0.88
BERA 9(16.7) 33(18.1) 0.96(0.42-2.18) 0.92
TR 4(7.4) 16(8.8) 0.76(0.24-2.40) 0.64
FrE—HRE % 1(1.8) 15(8.3) 0.20(0.03-1.54) 0.12
BR& 4(7.4) 9(5.0) 1.49(0.44-5.06) 0.52
6. 8l BME, FRH LA O ESURSHBRABEDIRVELAUIT)TIN—TRARBEDYRY
_ _ EHWE FvXtt TR - 815 - SERRAEIE A TERYE - BRI - £
=E MCTD(n=48)  H(n=182) (O5%{ERER M) yXILOMEERM)  WWE -8
ANE%) A%
TER1EE (35 R - 2 1) 16(33.3) 35(19.2) 2.20(1.08-4.48)* 1.90(0.67-5.44) 0.23
BB GA1-3EBLE) 9(18.8) 39(21.4) 0.80(0.35-1.80) 0.68(0.21-2.22) 0.52
#1701 H 30 S L) 40(74.1) 104(57.1) 1.83(0.92-3.65) 1.95(0.71-5.30) 0.19
BAZ (1 H7-9 k) 4(7.4) 24(13.2) 0.26(0.06-1.15) 0.25(0.03-2.05) 0.20
Ry (1t B1EHEL) 21(43.8) 53(29.1) 1.93(1.00-3.72)% 3.47(1.36-8.87)% <0.01
BIRFEOBEE 4(8.3) 4(2.2) 3.75(0.89-15.80) 3.30(0.52-20.79) 0.20
BREOREKE 6(12.5) 9(5.0) 2.78(0.93-8.25) 3.06(0.74-12.68) 0.12
. B FHEIE FyXH BUE-8E - FRWIE A4 BRE-fRE -4
2& SLEr=S4)  MiR(n=182) (95%{=RER ) yXIOHEEEM)  WE pfE
AB%) AE%)
BL4E (FRRLE - B54E) 18(33.3) 35(19.2) 2.13(1.08-4.19)% 1.37(0.76-2.50) 0.29
BRE GE1-3EML) 18(33.3) 39(21.4) 2.03(1.02-4.02)* 1.16(0.89-1.52) 0.28
#47(1 H 30 S LlL) 40(74.1) 104(57.1) 2.15(1.09-4.24)% 2.74(1.23-6.10)* 0.01
BAZ (1 B 7-9 #uk) 4(7.4) 24(13.2) 0.57(0.19-1.75) 0.82(0.26-2.58) 0.73
8y (1 B1EBE) 17(31.5) 53(29.1) 1.10(0.57-2.13) 1.42(0.70-2.88) 0.33
BREOBRERE 5(9.3) 4(2.2) 4.77(1.23-18.60)% 4.45(1.04-19.16)% 0.04
BREORKE 4(7.4) 9(5.0) 1.49(0.44-5.06) 2.07(0.60~1.03) 0.25
*:p<0.05
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R £FEE. B EE BER, £ BRLESHRSHERRRENRY

£TEE.RTE. BEE, £EE MCTD(n=28)  xfHB(n=144) - ERWES VAL -EREE p-E
AE®) AE®) (95%{S X )
HEEE
B (RMLIE - 2 IF) 7(25.0) 26(18.1) 1.75(0.59-5.19) 0.32
8E GE1-3EL) 4(14.3) 27(18.8) 0.99(0.30-3.25) 0.99
H7(18305 L) 21(75.0) 67(46.5) 4.19(1.55-11.33) % <0.01
AR—Y (B3-4E L) 5(17.9) 23(16.0) 1.19(0.34-4.15) 0.79
BEIR (187-8 BRI L) 25(89.3) 121(84.0) 1.38(0.37-5.14) 0.84
RER
HAZ (1H4-6 BELL) 3(10.7) 31(21.5) 0.56(0.15-2.04) 0.38
L% (1H2-3 #FLLL) 6(21.4) 8(5.6) 3.01(0.70-13.01) 0.14
a—t—(182-3 #LL) 13(46.4) 19(13.2) 7.85(2.71-22.74) * <0.01
C#R (182-3 EL) 11(39.3) 66(45.8) 0.86(0.36-2.08) 0.74
Ry (1B1EMLE) 9(32.1) 41(28.5) 0.79(0.30-2.06) 063
BEEXOBERA# 14(50.0) 20(13.9) 8.39(2.98-23.59) % <0.01
BRI
A 0(0) 0(0) ND ND
fisiZE cp 0(0) 0(0) ND ND
DR 0(0) 0(0) ND ND
FERIA 0(0) 0(0) ND ND
758 0(0) 16(11.1) 999+(0.00-999+) 0.96
FLILF— 1(3.6) 19(13.2) 0.12(0.01-1.32) 0.08
TrRE—tEKRE % 2(1.1) 13(9.0) 0.87(0.18-4.25) 0.86
BR®& 1(3.6) 0(0) 999+(0.00-999+) 0.99
Fiy 10(35.7) 22(15.3) 3.80(1.25-11.54) % 0.02
BOEESFH 3(10.7) 5(3.5) 1.57(0.28-8.34) 0.61
HFERE (XD H) MCTD(n=26)  XfH(n=108)
R 7(26.9) 102(94.4) 0.05(0.00-0.04) * <0.01
HE2ALE 7(26.9) 4(3.7) 4.04(0.81-20.06) 0.09
RE 2(1.7) 1(0.9) 5.84(0.51-68.22) 0.16
BOREE 2(1.7) 7(6.5) 1.10(0.20-5.99) 0.91
W1 B LA 3(115) 33(30.6) 0.41(0.11-1.49) 0.17
A6 LUK 1(3.9) 3(2.8) 0.61(0.03-12.01) 0.75

*: p<0.05, #FEXDBBHK ./ UREBIZ4-6ELLL, A D1BICI—E—2-30F = (X F2-38F Ll L
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&8 £EFEE, ATE. MERE, £RELLHRTYTIN—TARENRY

£EBRERER SLE(n=57)  #H(n=144)  H-ERBEAYILL - ERBE p-E
N (0 AEO%) (95%ERRE D)
EEBE
TLYE (BRILHE - 25 4) 15(26.3) 26(18.1) 1.80(0.80-4.07) 0.15
#E GR1-3mELLE) 11(19.3) 27(18.8) 1.16(0.50-2.68) 0.73
HIT(1H304ELE) 36(63.2) 67(46.5) 2.24(1.15-4.37) % 0.02
AR—Y (E3-4E L) 9(15.8) 23(16.0) 1.81(0.70-4.67) 0.22
AR (187-8 BRI L) 48(84.2) 121(84.0) 1.08(0.45-2.60) 0.87
BER
HAZ (184-6 Ll L) 14(24.6) 31(21.5) 1.13(0.53-2.42) 0.75
#% (182-3 FLLE) 7(12.3) 8(5.6) 2.31(0.75-7.16) 0.15
a—t— (1H2-3 L) 18(31.6) 19(13.2) 3.69(1.53-8.91) % <0.01
CfR (1H2-3 @LLE) 24(42.1) 66(45.8) 0.86(0.45-1.66) 0.66
Av (1B1ELLL) 27(47.4) 41(28.5) 2.10(1.08-4.08) * 0.03
BEXORERA# 21(36.8) 20(13.9) 4.34(1.88-10.04) * <0.01
BRAERE
Rh 0(0) 0(0) ND ND
i 2 1(1.8) 0(0) 999+(0.00-999+) 0.99
DHEE 0(0) 0(0) ND ND
REPRIA 0(0) 0(0) ND ND
775 3(5.3) 16(11.1) 0.48(0.13-1.79) 0.28
FLLF— 9(15.8) 19(13.2) 0.85(0.33-2.20) 0.73
TRE—ERE % 3(3.5) 13(9.0) 0.35(0.07-1.65) 0.19
BR=A 2(3.5) 0(0) 999+(0.00-999+) 0.99
EX 121(36.8) 22(15.3) 3.75(1.62-8.67) * <0.01
A FAT 4(1.0) 5(3.5) 0.94(0.20-4.37) 093
ERE(KEOH) SLE(n=54)  *{HB(n=108)
RIE 14(25.9) 102(94.4) 0.01(0.00-0.04) * <0.01
HE2ALE 19(35.2) 43.7) 10.11(3.09-33.09) * <0.01
M 7(13.0) 1(0.9) 14.58(1.65-128.92) * 0.02
e Jupriadd 4(1.4) 7(6.5) 0.91(0.24-3.51) 0.89
EANEAVE] 11(20.4) 33(30.6) 0.72(0.32-1.62) 0.43
E65% LI 4(1.4) 3(2.8) 2.30(0.46-11.40) 0.31

*; p<0.05, #TEXDBERR\VEEBEIC4-6ELLE, A D1RICa—E—2-3E 1T FK2-3F UL
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®9. £EEIR. BER. AR, £BELBREREDYRY

EEEELRER BRIEN=42) xtHB(n=144) - EHRHEFVL - ERMEE p-{E
N () AB%) (95RERER )
HEEE
BLE (IR - S 1E) 717.7) 26(18.1) 0.74(0.22-2.44) 0.62
£E GR1-3[EELE) 6(14.3) 27(18.8) 1.27(0.41-3.94) 0.68
HT(18305 8L L) 29(69.1) 67(46.5) 2.61(1.02-6.67) * 0.045
AR—Y (B3-4EL) 7(16.7) 23(16.0) 2.61(0.75-9.12) 0.13
IR (1H7-8 B LLL) 41(97.6) 121(84.0) 3.86(0.48-31.31) 0.21
RER
BAZ (184-6 #RLLL) 11(26.2) 31(21.5) 0.98(0.34-2.81) 0.97
% (182-3 #Llb) 3(1.1) 8(5.6) 1.49(0.25-8.75) 0.66
a—kt— (1H2-3 L) 20(47.6) 19(13.2) 4.26(1.50-12.08) * <0.01
C8R (1H2-3 @ELE) 21(50.0) 66(45.8) 1.14(0.47-2.76) 0.78
Ry (1B1EELE) 23(54.8) 41(28.5) 2.39(0.97-5.85) 0.06
BEXOESHA# 22(52.4) 20(13.9) 5.03(1.84-13.76) * <0.01
BEEERE
A 4(9.5) 0(0) 999+(0.00-999+) 0.99
fpizE 0(0) 0(0) ND ND
DEEE 1(2.4) 0(0) 999+(0.00-999+) 0.99
FERTR 0(0) 0(0) ND ND
mE 2(4.8) 16(11.1) 0.79(0.15-4.17) 0.78
FLILF— 4(9.5) 19(13.2) 0.29(0.05-1.77) 0.18
TRE—HERE X 3(1.1) 13(9.0) 1.37(0.30-6.24) 0.68
BER 3(1.1) 0(0) 999+(0.00~999+) 0.99
Fif 16(38.1) 22(15.3) 1.58(0.53-4.76) 041
gmEESFH 7(16.7) 5(3.5) 1.07(0.19-6.24) 0.94
SHERE (KHEOH) MBEAE(n=38) *HE(n=108)
Kig 3(1.9) 102(94.4) 0.003(0.00-0.03) * <0.01
HE2ALLL 22(57.9) 43.7) 483(1.05-22.17) * 0.04
RE 13(34.2) 1(0.9) 15.25(1.54-151.61) * 0.02
BOREE 8(21.1) 7(6.5) 1.68(0.40-7.04) 048
A1 8 LA 7(18.4) 33(30.6) 1.37(0.44-4.26) 0.59
R 4(10.5) 3(2.8) 3.40(0.37-31.13) 028

* p<0.05, #TEERDEBZHN /U BEEIZ4-6[ELLE, N D1BICa—E—2-30FE = (LT H2-3F Ll L
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x10. £EEE, REE RORE, £REEERUEHLA-REHRREDYRY

EEBECREE BHan=37) HWE0"=144) H-EHEBEFVIL - FHAE o-fE
ANH() AE®) (95%{ERE R )
4EEE
LI (IR - SE4E) 14(37.8) 26(18.1) 1.46(0.51-4.18) 0.48
#E GE1-3EUL) 10(27.0) 27(18.8) 1.75(0.64-4.73) 0.27
$1T(18305 L) 29(78.4) 67(46.5) 463(1.62-13.21) * 0.04
AR—Y (E3-4E L L) 6(16.2) 23(16.0) 1.32(0.36-4.87) 0.68
AR (1H7-8 BERILLE) 28(75.7) 121(84.0) 0.66(0.23-1.88) 0.43
BB
BHAZ (1H4-6 L) 3(8.1) 31(21.5) 0.39(0.09-1.70) 0.21
% (1H2-3 L) 2(54) 8(5.6) 2.32(0.42-12.76) 0.33
a—t— (1H2-3 #LLL) 20(54.1) 19(13.2) 6.78(2.41-19.08) * <0.01
ZfR (1H2-3 EELE) 17(46.0) 66(45.8) 1.28(0.53-3.12) 058
Ay (1B1EML) 19(51.4) 41(28.5) 1.50(0.60-3.73) 0.38
AERXOESHKA* 21(56.8) 20(13.9) 7.68(2.77-21.30) * <0.01
i ¥ed:id
A 12.7) 0(0) 999+(0.00-999+) 0.99
fgizeep 0(0) 0(0) ND ND
DHEE 0(0) 0(0) ND ND
FERIA 0(0) 00) ND ND
775\ 1(2.7) 16(11.1) 0.52(0.06-4.28) 054
FLLF¥— 5(13.5) 19(13.2) 0.76(0.20-2.81) 0.68
TRE—MKE X 38.1) 13(9.0) 1.64(0.38-7.07) 0.50
BE® 0(0) 0(0) ND ND
Fifi 10(27.0) 22(15.3) 0.53(0.14-2.03) 0.35
BWMEESFH 2(5.4) 5(3.5) 0.14(0.01-1.40) 0.09
ETEE (KEDH) BEn=31)  WH(r=108)
PN 7(22.6) 102(94.4) 0.03(0.01-0.16) * <0.01
HE2L AL 11(35.5) 43.7) 442(0.99-19.71) 0.05
RE 5(16.1) 1(0.9) 3.89(0.35-43.35) 0.27
BORHT 5(16.1) 7(6.5) 1.29(0.25-6.62) 0.76
EREAYE] 6(19.4) 33(30.6) 1.40(0.45-4.34) 0.56
MER1685 LR 2(6.5) 3(2.8) 0.51(0.01-20.30) 0.72

*: p<0.05, #TEXDESHRA  /\VEEEIZ4-6EU L, AD1BICO—E—2-30FFHF2-3F UL
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BAGBRETEEME EHAMEREETLRITIEESR)
R 23 F~ K 25 FE DTSSR AW E

ol B HELIER 975 e i B R ek i 7 L R D BR B & B R ARBAZE I BB B B4R

MyesRE FEEX B
ik N N | R ES RV

||

R 2 —  LIBOLERREMMERA  RERE

EER
BERISNIE LY 7 — LRLEARSMAERY ER

MREE
o A LSR5 P P B TR e A 78 1L FESEE (CTD-PH) b Re 36 ME AT B R ML il 8 L SE (IPAH) & LR U TR
BTHDZLRMLNTVER, ZORKEIIRIERANRE, FEAEOME MEEICR S5 PAl
specific therapyDERIZ LD LT FEBARETHBRED—> & LT, CTD-PAH EFIZE
W\ PAH specific therapy {Zxf LTE%'@%%TEWJE@?ﬁ@E?éWﬁE‘ . —RREGZ IR E
FEIC BT B TRIRIEIETUNE T b 1 2 I IRFAZRR B FAET 2 LRUE L & A & ITHRE
L7z, ®ZRiTidE 16 FRICENBRIFEME T ¥ —IZ AR L7z CTD-PAH 8% 6 4 A (SLE:
39%, MCTD: 29%, SSc: 20%, Sjogren: 3%, Others: 9%) IZRWTHEKRATR. WY T —T VRE
2 X AMITENRE. PAH specific therapy ~DXitr., T#., HBTEHORE, FHRFITORERR
(B ARBAZERT B2 H.0) Z2EMRET L7z, BIEARZIX 55/64 FEFI 2N BIRSS % J6fT UGS fLE % FAE
L. 9/64 5EF] (14%) IZ BV TIdAfid fLERE ST L TR 2 FE LT\ iz, JETHIIT 16 4 T,
LR TO b EAEFRIT6 7%, PAH specific therapy Z4T-> TWABEETIX 71%TH -7z, SSc B
(n=13) & He# L T Non—SSc B (n=47) 1T FH B ED> o 7z (p<0. 05) , SSc & & Non-SSc EEIX IR BRLA
ATOLES 7 — T VREIZ TIITERIZEEZIIR O o788, SSc B TIXHEIZ DLeo DX
TZF®7, PAH specific therapy ORIGDLEA 7 — 7 WIZ X 5 MATENRERRAR CIE E¥I A ED
ARIE, OMRE, MM ERPILICIEFR TR L B U TR CB CIIAERICHERNE o 2, Hik%E
1772272104 @ CTD-PAH BEH 74 (SLE 14, SSc 14, SSc +MCTD 14, MCTD 14, ¥'=
—JVUREBERE 24, RA  14) 2RETL. WEFTR L 6/7 SEH (86%) 1233\ THREAZERT R
EROT, SRS OICTFRRRBHOBRPNRVREFTROHELVBRNALETH D,

A. BIRBH TEFIASFEE L, CT b/NERREEIEECE S
EEMBHICHE MBREN & L EE  ROEAREERRER S OMGBIRAERRFED
(CTD-PAH) X ¥ RMEMBIARMER T & ML EE & bk FEZRIEFNEET 5, MMERIRAZEET
BLTPE/BENZ EBHMLNTWS, LirL, LEEHIH T & 5 AN iER AR O MLE BAZEIC KV fif
CTD-PAH IR AMANMEREORKERLETN  HLEEZEL. BRIEETTFEIRR
WY RESMERED A I =X LB TIX REBTHS, CID-PAH TIRIMERNFEL
REA72 AMZVN, CID-PAH #liz VT, Fifigh LTBEELTBY . MBERD A2 b § i#Eik
IRPERG & i B REVEEICRT L CIEFME AR TOREZRFIEEZ L, MEBIRAESRESL
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HRELTHDHEERD S, SEFHLIT.
CTD-PAH {28\ C—E¥8 D B TIX gk IREAE
NEELTWBEREL, ThERFT B
DR EIT o T2,

B. WFEFiE

HEEiZRIT Dl 16 47 (1996 - 2011 4F) i
FB RIS A P B R 4 i o [ FEE & B2 W S v T R
E 64 B U CERRET R, DY 7 — 7 VR
EIZ X A1MmfTENEE, PAH specific therapy ~
DRI, Tih. FECOFEL O, Hlik
BT OWREFTR (BIRFAEFT R 2 H.012) %
BRAMEITRE LT,

(fREm~DERE)

AHFEIT TERIRATZEICEE % e st 1ok
D&, BYRERESRIE L F—mEHEL
B L TITo T,

C. MR

64 4 O CTD-PAH BB# D PIERIZ SLE 25 A (39%) .

MCTD 194 (29%) . SSc 13 4 (20%) . Sjogren
JEMRRE 2 4 (3%) . flL 6 £ (9%) Th o7z,
CTD-PAH ORJERE & LTIk 64 EHIH 55 fE
%1 (86%) NBFHEZFXATLTRIEL, £ODDH
R I &2 RE LTV 28, 9 ERT (14%) 1
Jils v fLJE % 51T U CRIE L 72tk CRBIRR % %
JELTWe, 20 9 EBIDOWNERIX SLE 3 4,
SSc 2, MCTD 14, PM 1#1, RA 161, HC
SRR 1HICTHo T,

DEA T — T VRREIC X A M fTENREFEA &
L CTIX Wi kI E (mean pulmonary artery
46.9 £ 12. umHg, MEEK
(Cardiac index: CI) 1.99%0.7L/min/w®. i

pressure: mPAP)

I %& HE L (pulmonary vascular resistance:
PVR) 1159+663 dyn-s - cn® Ch o7z,
FHTHBHDB, YR TO CTD-PAH &K T 3
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FEEFERIL MU THo72, ZOHF T PAH
specific therapy (PGI2 FFfidaiRiEs. 7'
ABEYFAL 7Y VAR, = FEY VLB TE
—FEHiEE, PDES FHEARI Z b BAIS L < Ii3#
HEDRIT L DIRE) ZHITLTWRVWET
X3 ELURNICIZEALEOBENET LTS
DIZHF L, PAH specific therapy % 4T L7z
BERTIXIFELETRI Y EBWETERER
LTk,

REHIORETE{Tolcl 25, 64 FEGIH 16
) (25%) MFETLTRY., BTHEELE LTI
15 BINELDAREBEIZ LB TTHY, 14
DREFAADORERFEEZBZ LT\, 16610
FETHIH 5 B (31%) 2% PH ZICICHIET A P
H5E{TH! CTD-PAH Th o 7o, 722 @ PH 4T
EI CTD-PAH O H HIET-HiX 5/6 fEH] : 56% & &
HizE»oT, 16 FIOETHD > H 10 FliC
HIRREAT > T,

Wiz SSc & Non-SSc IZR W TYBRDT — &
W TCFBEOLIED T — T VREIC X 0 4T
BROFMEZIT o7, BCKRDT —HFIZT SSc
EFHBBNE SN, HROBEICRSD
THRBRDOERZFR D, SSc #EiX Non-SSc &
LB LA BIEWARERTH - 7 (p<0. 01),
X BT Non-SSc#E L VW SLERE & MCTD BE A HhiE
L. SSc B & th#k L7228 SLE &£ & MCTD i3 F
BIEZ2RBORPoT-bDD, SSc &L
ME & b IZEFRIIRF TH o7z (p<0. 01),
DIgAY 7 —F VI T Non-SSc & SSc 128
WTIIATEIREZ LB L= & 2 A, I fHEIAR
JE. DRE, BTV b BEHER R
FZIXFRD 2 H>o 72, DLeo 1X SSc i Non—SSc &
BB L THEIZET LTz (p<0. 01),

W IZ CID-PAH IZ B i} B PAH specific
therapy @ % R % 578 X 7=, PAH specific
therapy DERIZ &V EFIEE TIIMEINRT



WHETF (F3 48.2 £V 42. 6mntlg 128 L,
DMREIT EH (1,98 XY 2.39 L/min/m®) L
TWhe, UL, UL ERTHE LB
7= & = AIEFTEETIL PAH specific therapy
ZWATT 5 Z & THEMREIET (-16. 3%) |
ARSI G (43.9%) L., Al B HEHUTIET
(-25.3%) LTWEIZH b bd, FETEHT
XBEF I3 E D e b0 72 (p€0. 05) , FAR
Bl 10 Bl 5 B T HNTD W TR ERAR R 2 R
L. 6 BlIZBWWCHIFRIRAZFTR 2RO 2
(86%) .

D. &%

CTD-PAH /X IPAH L EEEE L FHE B AR TH 5
ZLIEMESNTVE L DODEDRREITAR
HTH D, WHNDOT — FITIEH O EREE A
D53HID SSc FLvTH Y . SEOFE L DIE
B X 512 SLE, MCTD, SSc & & |2 Lesery )
FIZEWN LW D FEBI A L IE R Y | st
DT —F 5 BEBIZTIHEEITEERNET
bb, FEFOZHNRRY . ETIRET#
HLORER BN DT — 1T AERTIIRR
HTTELRVWEAEDBEL, BRATOT —
ZOERBNPEEND, SERLITAARDOH
WFRIZE T B HERZEEFHZ L 5 15 FM D
CID-PAH BEEZ MR Lz, ZHhIXERNOT
—ZThDHEVI REBEHRRTIZRL,
TBEBREDTF S g F ' X — TOIRERE
Th Y MITENREDOFEER® PAH specific
therapy ZFBMBHIIZIT> TV B E WD A,
B EE Ml e MLEFE B 2326 v & D /e
CILRFER S LEZLND,

CTD-PAH {23V T SSc., DLco & FEHI%
DFHBPARRTHDLEFIIKOBEDT —
ZEHBLUTHLRBEORERTH AN, £h
721 172 <, CID-PAH DR THIZ BN T
PAH specific therapy DGR TEWN
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EFNFEELTWD I N RENTE, I
SOEFNIFETHITH Y, BETHRRRE
LEZ 5k, PAH specific therapy ~®D/X
JERBENZ LIIHAL NI TRARTH DK
wmLE2 N, EEEEIOT —F TR
TFECTlXTe LA PAH specific therapy D
AN MATERE DB % F 22 < FTREM: HoRIE
LT3, AL RBEREZ 25KREL
LTk, Mg RPAZESE (Pulmonary veno
—occlusive disease: PVOD) BT BN 3,
TS LeREB L LTET 6508,
s EER L, IR 2 (B IR
PAH specific therapy T2 = & Tt
BRSO D5 o MREEZBI & Z L, ik
B2 THAC, MITEHRAENT S5
BRHDHZ NN TVWS, PVOD gD
5354 PAH specific therapy D iXiE
BETAH0ENRH D, E72 Dorfmuller Hi%
CTD-PAH DFIRRBNZ I3V T 75%I tiEAR
VEFY LI EEBLTN S, SHEOKE
{2 &V CTD-PAH D —H#F TBUFRIRIC X 2 filigh
ARKAEAS PVOD BRFRREZBERE L TR Y., Th
3 PAH specific therapy ~DEHFMELZ R L.
FHREBLAEITTNDOTEAVNEE X
b, TDOHTHEDH RG] TOREFN
BT 6/7REF (86%) IR\ THRAREAZE
FTRZFO 2 & IXEKREY, JREIET
BARBETHY . FARBAZEDRRED PAH
specific therapy DR Z 5T TV 5 A EE
HRHDBEEZ LN, SHEMZESL,
g IREAZE DR ECHRRAT R, ERFTR L O
BEA R L. EROZHSTHREOBES
BRETTHAMERDD LEZ N,

E. #%

B, EMERFHRMEE X —IZBIT5 15
D CTD-PAH JEBI DERRFTR., 1RF~D X



JEHER OYR BT R 2 RET L, B TOARF
RORKFI LY CID-PAH IZBWTEED PAH
IV FRITHEEICGEME
MIZH B EBRINT, Lol CTD-PAH JE
BIOFTFHEPBEVEFIBHERFEELTRY,
FHRABRBEERNNTHZ LT, ZOEREH

specific therapy IZ

LMNZTBIZE E LTz, SSc IXBCkDT —&
THLHEBEEINTWVWE LIS EHOMETY
Non-SSc JEH & B L THERICTFENRE T

bole, ETAEOHFICTHIHBA LK
Z &b UChfimMLESEATE CTD-PAH SEFI O F
B LR WFTREE S RIR ST, 7238
TEEIZ BV TIE PAH specific therapy ~DK
JISHERED TRRTH D Z EMRI I, D3O,
F—% EMfTEEE B STV D ATREME S
ALTWE, FIRiCX 2REFFAEBRRERT
8 6 % DIEFNCRENZEITIH D b DD, Higk
WREAZERT R AR O T iz,
F. EGRIFR
L
G. WrEERR
1. mXFER
1. -G R P iy B R e A v 1 R D AR
Bl 2R RRE  — IR R
PAEMRAEGHOFEIZEL T— RBEF.
KRR, FPEELS Therapeutic research
vol. 33 no. 10 2012

FRRK
. B R R M i B R A s 1 oD R
BB 2 REAARERIRE  — RRICE R
PAEMRA A OFECELT—
KEHI, FEEXS F 1 3 EMELERR
RS
2. BT RRE IR B RME A
JEEEDIRRICERE 52502 KEEI, #
BEEXDL HF1 3EMELERRIFES

RIBEF.
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BAEFBR AR E (EHaREE TR 7EEZH)
YRR 23 SR~ YRR 25 RS R SERR A I

BREBBECRTIEHAFN L 2 —RECHET HH%R

mantEE e EE FERREEERZEZERY v~F - BREENS  BRREHER

WroEw iE  BABKIR FFAE PREREFHERFEFI) UV~ F - BRYPENF Bh#

mroewhE g EAE R BARERT E RFE LB RENF Bl

mEfEE B KK EAREFHAERZEZR Y v~ F - BEENH E- G
MAEE

BAEMESMESR (MCTD) 24D L+ 3BERCIXMEsnEE (PH) 2&RCAHLEZOTREEELSE
L, BREIRR, IBENRRDOLND, /2, WRIZE D AEMEERE~ORGERNERY , ZOENNEET
H5, PHORMERIZIIBEHBHNLRPHORZ YV —=V IREETHY, P TH LT a—BREBICL D =ZRAER
# (TRPG) OPREBIIARAKRTH S, LiL, BHFl, EREF TIXLEHRIZ TRPG LR ZRDRWVWEELH D,
THHEFE VI L TRRAT ANAMETH B, F2 T, EFAH LT o —RE CRERIZIZ TRPG FH %R
DIRWEFIOF L PH ESZ BT X 53R4Tz, D8 EHARREEO TRPG 02 (ATRPG) it SSc Tf
# A, SLEICH LEEICEME T, MCTD TiX SLE 2t LS EDEm 23 -, £7- SSc & MCTD T ATRPG
IR AR S, FRATHILERS KX IZED L T BEFIOEENTR SN, £, Z¥%IF2T TRPG Lk
R%7» P ATRPG # 35mmHg U L& 75 Uiz 4 Bl THLY T —F VAL R L, 2 Bl CHBIRIEN# o EE

(PAH) MpEREINTZ, ZTNHDOFERI Y, EFEFRLz o —BEZEY. REPHAIOPH X7V —=0 7t

L LTOFRAMERTRRENT,

AFFEBH
BAEMEREEHEEE (MCTD) 2L +T5RBERT
ELEE (PH) 2&RBIZEHMHL Y, ZOTHRITK
TREEPBIIET 2, . BHIBERZOTHRO
HECEETHY, BEHRROZDICHEENZ PH ©
RO Y == IRROBNTWS, —F, BEmH PH
DOFRA - IR L T, IBRRRKGHE LR D 9,
BERMEPH DR 7 Y —=r i2bhx a—REITR
A RBRBRET, FTHLZRFERZE (TRPG) OHIE
R LEELRFMER THB, LirL, TRPG © PH
LW ORRIE L LI-EAI BB, BREFINFET
B, BEEGID% ITE LT —T VBRE TERKIIZ
IEEESND N, BEEFIIESRZE - IBEOKS S
RTBHZ LTy, BREEFAZELTIRARD N
%, FMERITEERFZEMT 5 MKIZ b RLTE S
X ZRIZHEET D, i, REROMMTE T
BARE XA MRS 2/8 L EEEINWE EF L2
W, LU, EENC LV k&3 88 X & R
EEILS CTHEIRENS LR T3, /2, ELEERN
FI3560, MRENEMTIZ LIck vV EREN
FRLRTL 2B, EEEOERITI ZREOIZHEIIRE
ERE®S, Lo T, FEIIRMER S fLEE
(PAH) ThHoTHELKRREBIZES PH THhoTh,
EEAMCIVHHRED LA ZHESE . PAH b5
Wit PH O BREIRRICORN AN b 5, £ Z T,
DX REFAEBER TS EHEF L a—RES
Ef L7z,

BAfF % 5 i

1. X5

U@k OBEREE T, BEAEBEE MCTD #
BRI TIER S 7= MCTD @ PAH 22D FE5| % 4
T, PAH REEW L &N 2L HEODO TRPG 2
3lmmHg L FOREFIZRHRE Lz, 72, BFA 30
BlExtR e L,

2. HiE
EHAMIIMBMMI TV A—F— (T E¥F= )L
TRA—F—:u— Kk, FF70%) 2HV, =V PR
AV MTEFIZ L ORRKESEL L, RKXEBAT
BT EIMCRIEEN I TRPG 2 HIE LT, 8 L &
REBETFRDO TRPG 0% (ATRPG) #° 35mmHg
Ul EHEZRL, AEOHLNEEFIZEBWNTED
BT —F NRE AT 77,

(feEEm~DEE)

AFFLEE OBREFENTH Y, Lo a—REIZ
BLTIXAET, ALAT—FTABREICE L CIIER
WWTHEZETN A,

C. FE#ER

2010 £ 9 AH> 5 2012 4E 6 A £ TIZL# D TRPG
728 3lmmHg UT CEBAMLT a—RELEHIN
T-IEH] 48 Bl & fEANT L=, £ DOWNRIX. MCTD13 1,
&MY 7~ h—7 2 (SLE) 8 fil. &5 i

i}
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(88c) 27HITH -7 (F 1),

Fz1. ®R
A (B/Z&) 3
( Mécff Sk 1341(0/13) 54.3£11.5
(gsffglu TY=TRL s 44.0£13.0
fsi’g@bﬁ 271 (5/22) 50.3+11.1
B 30(30/0) 45.0:114

1. E#84E D ATRPG

M 1 KB O ATRPG %#5~7, MCTD 23.6+
12.2mmHg. SLE 15.6 £ 11.5mmHg. SSc 24.9 *+
10.1mmHg. % A 19.3+7.1mmHg C.SSc i% SLE,
BE AN L. EE
MCTD X SLE IZih L, ®EDMHA (p=0.068) %R
i,

mmHg
60
ATRPG p=0.068 p<0.05 p<0.05
50 s il
0} e

30

20

10

[ ]

*®

L J
MCTD SLE SSc

BEA
23.62+£12.19 15.63211.49 24.85310.10 19.3017.09

H1. REBDATRPG

R2. ALHT—TILRERR

REFTRPG | ATRPG | [hBIARE (mmHg)
(mmHg) | (mmHg) | (4LREHA/EERHA/ 1)
MCTD 17 40 40/12/26
SSc 1 26 43 42/20/28
SSc 2 20 39 FEARE L RAL
SSc3 29 39 FEARE L FAL

2. BT —FVBE

ATRPG=35mmHg 2L D EFIIZ MCTD T 3 #1,
SSc T5HITH 7=, MCTD 3 #ilsh 1 #], SSc 5 flF 3
BICRIERELN, ELIT—TAVREEZITH- T2,
MCTD @ 14]& SSc @ 1 6T, MEREAED L7 %

WWEETH-> = (Wb p<0.05),

HORWIHBARED EA2XH Y. PAH PRI
(% 2)0

D.E %

BIERIZA&FT 5 PHIZBEREPH L —fExh b
25, EBEBOBERIC LV BERDOTEE RS
Bipy, ZOFK - HREITER 2RSS E VW, SLE,
MCTD TR H A VXSS PH A2 & 3
ZEL &L, BARIIHLEROEENETT S FEENE
BEZHND, —F. SSc TIIBFHEDOEVERF T
PH L2 S5 Z &L R 2 I ILE R O HEHR
EBITTAHREERSELZLNDS, £, IBEEIZBWT
% SLE Iz&4F L7- PAH (SLE-PAH) & MCTD iZ&
Bt L7= PAH (MCTD-PAH) |38 U TS g
DEIERIERE SN TWVWAB D, SSc lzé&8t L7 PAH

(SSc-PAH) TOREBEMHIFREOHENEIITENTH
%, Z® X 51z SLE-PAH ®° MCTD-PAH ¢ SSc-PAH
BT B & Z OREBENTER D,

EHARLT 2 —REIIR A LA RDEEN
TT5X9R08BA. ThE2BRHICRHETIOICERAR
BRELEZOND, SEIOKRFTIXATRPG X SSc T
BHEAPLSLE CH LEBICEE Th -7, Zhi SSc
TR ERDEEN R ICEITL TR Y, EBAN
DT a—REIZNEZ BHICHRH LEZTENERS B,

Lo, ELOIEBRERET S & &M
WEEED LR 2k L., MEBIRELS LF3 2 T
H5bH, SEIOKERITOLT I —BETIIHELNRELD
IEREEZBD TOVRNVAE, BERIENTELTZED
TREMEIX B ETE RV, 72, MCTD T% ATRPG i
SLE It LB E D 258 %, MCTD T? ATRPG i
SSc & DELIMEE R D=, SSc MCTD T» ATRPG
O _LHBNFHEIEROBAIZHIRT B S O, ELOHL
%Eﬁﬂgb_ﬂaﬂé@% b DODHEEITITE S 2V, MCTD

APF L7 PHIX SSc IZ&PF L7 PH L dt@HE+2H T
5 LERBRTAEREEZ N,

AR - B, IBEISHEIC RO CHE T3 e
A TW3 MCTD-PAH ¢ SLE-PAH Tiibh 52, &
ol B bRH %5, MCTD-PAH OZMHIE D 1/3 LL
£ MCTD ORERRINTWS, LivL, BRI
DEVWMCTD BV TH PAHIZZE ST\ 5 9,
HH X PAH R £ TONVHBHHIEIL SLE TiX 4.3
£, MCTD TiZ 10.5 €, SSc TIZ T4 ELHE LTV
%0, - BEmEmIZBWTY Sanchez 513 SLE-PAH
W3 5 G REIRE OB ML 38%. MCTD-PAH
TIX 38%. SSc-PAH TIZ 0% L #MELTWVWES D, ZD
X 512 MCTD-PAH /% SLE-PAH 2T 5854 &
SSc-PAH 2L T 3B EDOEENEET D, L= -
T.MCTD-PAH DiE# % % % 54 . SLE-PAH, SSc-
PAHD EH 56 L ELUORENEHB T Z ENEE
ThY, BEAM LT 2—RED ATRPG O#BIXT+
DHIWTZHRARIERE RDAREERD B,
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SEOBRS TILEB AR OREILEN & DK KIEE
BEThY, —ETHIHRZN, ¥R, EFHEAWEIZLD A
TRPG D& 2FgeEbdH V., EHEFMELZ —TEITL
TR TA2HRELDD, . IERX2FEETH-
ERLBETHD, Lza—RELWIRFENS, &
HEOXHRZRD 2 WEITH 203, MENECEETDH
Y, WEODRHMNRH 3,

SEIOKEFNI PH ORMBRLENTH Y, Fak 22
FEEICHFTENTZEHE MCTD AEHFEEED MCTD
o FHED AR M it fLEE (PAH) W F5(% 9T, PAH
DHEENRBEN & SN 5LHFEO TRPG 28 31lmmHg
UTOESZRRE Lz, Thbb, REFRITIIRE
TERWIHMERDEED 2 WIXELDILREESZH
THEFERET S L 2 A72, ATRPG 28 35mmHg
L E@fEHIE MCTD 3 %], SLE O, SScs5#IThH-
7o ATRPG 7% 35mmHg Ml E%#RL7Z 8D 5 5, A
BoEbni- 44 (MCTD 14, SSc 34 22\ T
BT —TNVEEE{To>7-. MCTD @ 1 4, SSc 3
BlD 55 14T PAH BfER I iz, EB AR LT 22—
BREIILHFHEDO TRPG ERETBORVEFSIOF N,
PH 25 RXEFER T ) —=V S TEERETDH
HHEEMENTRE N,

EfE#

MCTD %&®»7-BEFEEE T, LiEkic TRPG £
AEZRBORVEFICEBAR O a—REZT-o -,
MCTD TiX SSc L A2 ATRPG LR 23D B 5E
BIRTEE LTz, MCTD 24 6f9 % PH /X SLE & O
L3 5RFH S TV 523, SLE & D&V SSe & itk
BELHY, TOREBORBODIEREEXDETH
BEETHD, EBHANL=a—RKREZZOENCHEA
RA[REER D B,

BEAM O a—REITRHRFIZIE TRPG O EH
EPREZPVWPHIEFDRZ ) —= v JRRE & 2 5 RE
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