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Pulmonary arterial hypertension (PAH) is one of the most common complications of pulmonary involvement
in systemic sclerosis (SSc), and it is also the leading cause of death in patients with SSc. In recent years, with the
application of new targeted drugs and the improvement of treatment strategies, the survival rate of patients with
systemic sclerosis-associated pulmonary arterial hypertension (SSc-PAH) has been greatly increased.
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WZHES S5 TPAHRNATZHER, W1
WAL L M RAE I PR BT Y O A A
v i 9 R ) BT R A AE PAHL Y 2 s AL A kS 2
TREMEM. IEEELT, PUE T ™A m &
i Y PO B RSP, RS SR
LA PN R AT IS, A I A O M AN B
#-1(endothelin-1, ET-1)7 &S0, &F 5K M1
WY BT R . — A LA (nitric oxide, NO)
IR, R I A T R B R A, AT
AR 20 il O ST A L I LR R B, R
SEEUI M F I, kR R A PAHY,

it XL A 5K R Y S B, AR R M AR T PAHAR
HWWRIERE, HET, £ XTPAHYRYT B9 M i 45 4 5k
M, FEEBTELU T 3K MAE TR, BNo-7f
S AT R PR LT (soluble guanylyl cyclase, sGC)-
ﬂ:%ﬁ:@ﬁ(cyclic guanosine monophosphate, cGMP)
WA (NO-sGC-cGMPIEFE) . N I & & 42 MR 51 26
ESC e

1.1 NO-sGC-cGMP &%

N O & — R o &4 L8 P sk Wy Joe, AR AL
il 3 2l A O s G CRY TR A, B2 T UL AN
ML cGMPRYHEEE . Ho b c GMPJE F 1 JUL 20 g
PSS i Ui ) e R = W S /A | =3 1= i /1A
0 3] SF- Ve LA B G 0 fE Y T B R e
fifi-5 (phosphodiesterase type-S, PDE-5)Z5cGMP
TEMGARER i A, PR e 0 I PD E- S B9 395 442,
AL LASE 20 B N < GMP R 7K1, DA T 5 50t 948
BY k. XTNO-sGC-cGMPEAFHHEH TI6)7
PAHMZ5Y), HHiA PDE-SHIHIF (P4 HARAE . fib
IRTIRAIE) s G I () S PG ) P 2527

PG IR = M R+ 23 H B PDE- sl i 51,
HIENO /e GMP & AR A 4™ 7 Mili i ML 4, [ MK Al 3
kR, TR & Bk B S AR . B
A7 1 58 3% I 1 TS A i 6% 7 4 ) PN 2035 SSc-PAH
BE M MG 3 1574845 . B 36E S AWHO.L I BE
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TER RF], CutoloZs PHHEAT M4 S 40 M ik 3638 %
PR, R VG M B LT MR AR nT LG A R A A
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o [RIIF I SR 20 A8 5 FTEWHO LI RE 439X . Borg
P W2 PR X Y- 3 I A A 1) e A R A W 2
o MR EN—RERESNCER, JAEm
156 A 1 81 3 2% 2 W s PD E- 5 41 461 570 %0 T fE
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b SZE L RIS RN . HETA B AR TT AL
DI 255, o 22 P YEPDE- ST 3 5is G C il i
FISERA(CZ DU A | PR ) Z Al B o it
T IRIT e R A RN, % 2RI Y Iy
Bt R A IR, BN AR M

3 B SR A BRI H1 5

W55 8 % B it /N PR A K P A2 4R (platelet-
derived growth factor receptor, PDGFR){%%%E}‘E
P25 TPAHRY LWt AR, 1 R U 4 TR A
BEAT RO 2 e T B, PR X S8 Ok O PAH YA
SRt T AN Er Ry L

P 2 TR VK 41 1 500 B 2 e Bt )iz o T T
W ARG IGTT . BT R BOZ 25 WA RE e A7 0

LR AR Sl 3y Jik T g R o] i ot A7 9 2R B AR
FAR AR E A S I K B PARAR A T R 3
D ES B JE REAE W] 0 it sh I A Y (4 o i i 28 . (ELfE
RIEERE, PR R GE OB pE R,
TEAE RS 2R A 2 25 25, DRI ol 6 o 1 B
FEE AN AR O AN ROV, H AT A
SR IZ 2 A PARL I v (Y R 5 ) R 1 AL
REAN R, KRS RIEELY
I T7 18 o

4 HUERIBYT

P B AL A 0l AR TR AR TP AH = Y R R R
W2z —, HRPLEERIT e I W48 S IPAH B
AR, SR, HIRPTEE 2 Y AESSc-PAH T Y
RIT — HAATE . FEEPAHTEM O A — T i
GBI R . AR ZEEMIBITISSc
W, 2 PUEEIRYT M B E LR I W, X AT
RS ESEEAMMEY K. BEEEERIIFEW
B g 6, 20184FE Khan & WHE AT T — 10
KTFPAHBHPLERIT 5 K AP0 T RS K R iy 25
HOMN, AT 128X, it s12g4mE
(1 342 %4 ZPLEEIGYY, 1 1704 % 18), 51 %&
PR BE IR T fE B 3 B ARIPAH IR 4L K [HR 0.73
(0.56, 0.95), P=0.02]. A L X SScil 4 #47
AT, B R R BPTEEIR YT REAS W A5 B N SSc-PAH R
H YR FEF[HR 1.58 (1.08, 2.31), P=0.02]. fE#
j(%”ﬂf, Morrisroe%[mﬁ?132@JSSC-PAHE/‘J|3J\§'JHF
TR, 2 PUEEG T BB Y R AR ] L
KACEE) B H K 1.94E[(5.4£2.5)4F vs (3.5£2.1)4E,
P=0.001]. HHIA XM MRGUEE 25107 SSc-PAHK B
FEMAE L, A R AH O KA 58 i ik — 20 it
8. B, ZEWIR TAEH, #XFSSc-PAHMIIRYT ,
o BUA A, TR FH A

TEWR K FI, HAjIE7e 17 59— 31 £ ot
RCTHF5E T H ¢ T BT R 70 BIE 0 22 gt ) £ 34E 3R )7
HIE] I XTSSc-PAH B YT 4K, LA, Az A2/
A R 28 32 (45 B 70 A B i BE (ifetroban) ¥ Y7 SSc-
PAH B TL I PR BT 98 (NCT02682511) H i & 58 48
5, W 20204 12 H IS 58 K

5 ik, REFTIET
R 2 9 A s R B S0 R B i 8 B

W& 5 T7TCTD-PAHM KA M Ak, K HIECTD-
PAH H8 5 A8 A9 Il L 45 BE v, BR T RE SRS N B
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Wik 200 . 9 U A0 M A AR AN IR T, IR BB S BB
Xt P Bz 40 T 4 0 A B B AR B AR AR X
SeSG A H AU, AL Ry FR M RN TR T8 M R Gk Al
AR ‘?ﬁgﬁ‘ﬁ?ﬁ?ﬁ?éﬂéﬂﬁ(mixed connective tissue
disease, MCTD). RZMELLEEIRIE (systemic lupus
erythematosus, SLE). JURME TG IE (primary
Sjogren's syndrome, pSS)3. REA: A 22 3 g 5 1)
B B Bz R MR R MCTD, SLEA
pSSUk K MPAHY A B . SR SSc-PAH R & 71 1%
S BOR A M RNR T, IR A R
HH TR I3 30 3 2E AR bR A RAEAR b i e

i, ZamanianZ5ECOPEAT I —TH L oL L XL
H . BEYL RS AT R B, SRR, SSc-
PAHUR E TEH AT 2 H PTIRIT 19552408, 6MWD
AT HEE(25.5+8.8) 1 H vs (0.4£7.4) N H ;
P=0.03]. ZWFFEEE AR BIA 24 AT 2R )T
SSc-PAHA RN Z5H) , 1 C T 25 W iKY 38 LA
KA AR T, WA T 5 Sept e it — 25
UESE

Bardoxolones& —Fifit A fL I 45 ], REGE IS T
ﬁ%él%Z*ﬁ?é?Z(nuclear factor erythroid-
derived 2-related factor 2, Nrf2), AT Nrf2 2395
U B B -, Al LU 2 & 7 NF-kB
BB, B SR KA R T BT R e D
I, XN B, 0T DL IR Y PAH R B 45 |
o ik e A Sk 4 . HT, & T Bardoxoloneifify
SSc-PAHY =]l FRAF 5T (NCT02036970) L 58 bl o

6 Hftiasr

et 220 204E ], B BOR 82 /T H TR YT
PAHZG Y B, (15 SSc-PAH I # M) A4 77 %45 3|
THIRMEES, R, XFTSScE#H, PAHAIA
AFIR AR . BETTEE R R 258, 2
S 4 TH R 2 IE PAHAY IS I P R - 2k i, A G
000 i i A L I e A T AR VR T R A R B ST
AR

ﬁ-s'iiﬁ, Avouac%[sz]ESSc—PAH/J\Eﬁuﬁﬂﬂ/‘]
oA A R B, R BT 4 )R B - 10 (matrix
metalloproteinase 10, MMP-10)JE PR 7E 1145 P9 K52 4
Jlr F k3G . Ak, FESSc-PAH T B A fiti 5
ikt % B0 T B R R s . X AR S MMP-
1OKE PR & 3K 38 m] BB 2 i o 4 5 98 1) — A SR AL
B J5 Avouac 5 Xt /s U AL (i A of A MIMP- 10
ik, S5REM: 7E/NEMMP-10%5 K 3R A Z 10
WS, N A AR K AR S s,

DA B A0 B A ek /), e 40 S 00N BB AL A i 1l
IO BB . AR R R S
MMP-103E KRB BEAK /N B i sh ik e T, o2 il
MAES, KHit, BHKMMP-10%E K ] 68 5k & ok
SSc-PAHIRYT I —ASHT 10 J7 1l o

7 Fh#E

XTI YNGR TY TR T HPAHE A, RS A
AT RE S B RO AT A= A ) B S IR 9T T B, AR 2
FE A 0o X T SSc-PAH B A7 il % A8 A5 SR AR 14
P, R % R R SS A A A A ™ H A i A 3R
B, a0 D RE R AT DL SR R AE, RS N
R ML RV . B, — 01 22 vpts BA B AF 52 2 % 90
191 JEAT fili B AL A S S JE 3 (145 SSc-PAH M SS el ¢
() Jo P At o ) A T RSB 9T, A5 R K LSS i H
L J5 40 71 2 55 JFC Al 5t PR it 68 L A8 3 108 3% 2 A0
e Fernéndez—Codina/i‘?f[mE‘J%mifrMﬁu@%%@%‘
TR SR, KL, X T HESSc-PAHE A,
it A% AR R LAAE S AT T —Ria S e 9% .

8 415

HAT, £ 5SSc-PAHRIAYT KM, £ E A
WSIPAHMIRIT 4890 . SR, SSc-PAHMIRIT A
IPAHHIE N E %, FEZJEH TSSc-PAHEH 211
BB 2T 2 R — SN THED RS
FEINHRIFIAIT . I, SSc-PAHXTPAHZS MG IT 1Y
OR M T IPAHE 22 8604 g RS [ 259 . PR
259 . B RUL 9% 245 W LA TR0 R Bk A IR T SR I 1Y)
HEL, MSSc-PAHB WK T HES: . XLEIRYT
HWAR T —E M. Kok, MRFAEZHAY
TR IT R W DL KR B 1) 25 A &, LA BhSSec-
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