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[Abstract]  Systemic sclerosis (SSc) is a complex systemic autoimmune disease characterized by
vasculopathy, immune dysregulation, and widespread fibrosis. These features pose significant challenges for
early diagnosis and multidisciplinary management. A diagnostic and therapeutic guideline is therefore urgently
needed—one that aligns with international standards for guideline development while being tailored to the
clinical context in China. This guideline was jointly initiated by the Chinese Rheumatology Association, the
Rheumatology Branch of the Chinese Medical Doctor Association, the National Clinical Research Center for
Rheumatic and Autoimmune Diseases, the Chinese National Rheumatic Disease Data Center, the Key
Laboratory of Rheumatology and Immunology of the Ministry of Education, and the Beijing Key Laboratory of
Intelligent Assessment and Precision Treatment for Rheumatic and Autoimmune Diseases . The guideline was

developed in accordance with the grading of recommendations assessment, development and evaluation
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methodology and the reporting items for practice guidelines in healthcare statement. Addressing 14 key

clinical questions pertinent to rheumatologists in China,

the guideline provides evidence-based

recommendations to enhance standardized management of systemic sclerosis and advance the quality of

patient-centered, multidisciplinary care.
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2017 SEFEAT T UREDH, A T80 2bnife 45
JRPEASHEBR AR YT ke, 2023 4 EULAR K4 [
BR B BT TIE S 24 e 3l PR, T IR A%
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PIFRSRHIETT , IR 225 A E N AN R SR 1210
faR FEHFAR G, 4550000 KR S e B
IMATREE VTR, i A2 (R SO M APUE 42
AN R TR 38 3 — e 7R S I 4 ) T8 2O i
PRI ) B ST PR OE (R 7 230 Likert 5
R, (E B A [ R ) ] b 3 1 PR 1% il e
FEHAB B IR PRI, FeZ R 51 44 LK

PERCERAIR ML R B, #E 14 DT G
e PR )
1.6 EJEIRR

BEA AT HTE TR B R A
ARG PR IR R, 2 BONHE . T B, X BRAZS R
(population, intervention, comparison and outcome,
PICO) ) JsU U of FLEA T g Ay , AR 40 A ) ) 1) AL i
kg . KR A % AL 45 PubMed \MEDLINE |
Cochrane Library \Web of science ,Epistemonikos ,
AR B SRR L 5 5k A e A o i
AR [ 1 5 TR S i RAARWESE BT (NICE) 75
T2 AP AR R R 45 (SIGN) | 3% [ KGR i 2 2
(ACR) EULAR FIE K KRS 2 22 Bk % (APLAR)
SEE M ANTERE R Google S ARSF A RIS, A
KIS A2 2025 4F 7 J K& 32 A4
SSe JPIRARHE EIRBLGE A5 U il 8] S AL i
ke s | SR 7R A
1.7 UEHRAIAAA S HERR

TEPA: OB GRS SSe W &
1  @ U B 45 R bn A R WPk
TN RS Meta 73 A7  BEHLAS BEIL5G | BAS F
€ IR B IEAE ) R SITSE . HEBR T EA R R/
SCHR 2B EE45 . AR R B 7 1 e
ARGV, W E RN A SCRHE R B L,
WA RGEEAN 0075 vk BRI, B0 e J5 R R —
[RJ TG AR GEPEAN IS, DU e o o ) BB ATV Rt
SRR H R R 47 TR GV BB RO B
53, MW ALENERIT S SCRAERE I o
1.8 RPN 50

T AL IR GV D fey KU PEA AL (a
measurement tool to assess systematic reviews,
AMSTAR)™ XA RGP S Meta 0 M b AT
Prfar KU PEAY s 8 Cochrane i far XU BEA T. B
(risk of bias, ROB)!" XJBlEHLXS HE I 5E 261 T
PRSP 3 (8 2 Wi PERT 78 10 B PR T
(quality assessment of diagnostic accuracy studies,
QUADAS-2) %52 Wi 1y P U 35 0 5 17 7 i g JXL
B PEAN, (8 R 4R W R -8 K48 7 3% (Newcastle
Ottawa scale , NOS) 2 X} WAL I8 SEA T M 437 XU
PR PR T 2 AT S, AR S,
[FIHE B 2R =Tk, fH] GRADE™J57L%]
TEAR AR B DA T340, Ik 1,
1.9 HEXE R ILHYIE AL



+ 490 - AR R A 27 2026 4F 6 J1 45 30 %5 6 ] Chin J Rheumatol, June 2026, Vol. 30, No.6

R SHEAER 0

HiH kS
RS2 5 (A) AR A BRI LA
1 (B) XEEHEA TP AFE AR  WUEHEA AT REHE T 1E 8, (A A T REZE AR K
fR(C) XEEHEL I HE AR AT PR . WA AT RE 5 FL S A TR 22501
AR (D) XPEE LT TCAE R WA AT RE 5 ELSLEAT IR 2251
HEFFSRBE Iy 2% 5 (1) W s T TR R T Bk e B TR

55(2) A i 52 BOCTE Tt R R TR R A 2

LR BT B S A IR TS A5 3R | [R5
JEIR E BB P R A5 0 (EDUR, T T0HE it A B A A
RIS BB T ARG IR E I RISy T SE Y 34 4%
HerE B0 A R BRI PR [l R = L M
JRBE EdE S e S T R B, R A R
PR HERE B LB AR A | 43 51 T 2026 4 2 A
2026 4F 3 AR G2 0L FA TR R JEHEE
UL PR DO R e P R R A L A
W, IRk 3 48 B LR 64 S S
HETEREIBUHEE I 5 L K8t
it , e A R LR B R (AR
FRMEAE R L ILTHAS80%) , THDN TP BE , 20
HEF IR RZE R ST THE
1.10  HEFER LI S St

P52 T IR R R L, 58 U R 43X
Firg , PEAC AN B SR T ], MR A H S i 2 L %o
R TE N e hifem e & R he It
HEFE R R AT
111 FEF LR 5 520k

TR R A G A Te e ARG F2Emad DL oy
S R TR A OFE LA T s 2
T EHEAT R AT RS AR s QFE R ~# R 27 AR
RS AT E RS AR, B ORI PR IS U S Al R 25
FHOCHHAR ST A3 T I T IE 6 8 R
112 5 REET

THOE 3~5 AE XA BT E R DL TREHT
P R PR R RS OB 71k (CheckUp ) BRI T2
1.13 40 H

AFE i ARAT E R E SRR W2 kB
AR B HEATE B S ek EiZin SR T
BT (2014YFC2510303) 39 H Al rp g i3 /K - B
B Il AR £ 191 (2025-PUMCH-C-022) %5 )y, Fi LA
ARG E SRR A RHIT S bR 2 S H 22 St
A, UM AR R T AR
2 IERBEBE#EEER

I PR 18] 1. R FIWRF SSc I KATEBESE
BEHRZHT SSc?

WEEN 1. #EEFER 2013 £ ACR/EULAR
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TR RBIATI0] LIER AT RE T 1%, oA A7
K HAT HRCT J2& ILD M2 “ e, sk X
L Tok K PERE 1ILD, 2023 4F ACR/CHEST R4
B e e XG5 (SARDs ) (5 TLD 1Y i A5
FLE IS 1 4% B % T TLD XU 44 &1 19 SARDs f
A A S 5 R HRCT F1 PFT 7
PA A, AR S S ] PFTs X1 ILD XU 3G 5 1)

SARDs %, A &M O 6 min 25175
(6MWD) MR X £k i gha i AR AL S <
BT LA, SREN RO TF AN TE AR A i A T
B, 2R SR 5 T PRT AL, G
i FH PET Al HRCT 5047 B F 2 A7l ILD 28
TR B AR 70Ak, DA T B R W g i
2025 4F R I 7 2% (ERS)/EULAR Bk & il &
CTD-ILD Iffi R 52 e 48 7 1“0/ 18 SSe-1LD 45 78 5k
LINHATIER 73 )2 B fe—— N H 2 284 Bk,
TR E G IEH R EY : ESR .CRP JH& , BT Scl-70
PUARBAYE ; it Th e AR 2 . FE 2k PET[ ) il &
(FVC), —% Lk (DLCO) ik ; HRCT | ILD
TR 5 il A2 52 3 S0 0 1 PR a0 Je 174 Bz JEk
ifk, SETIZM R RREFAEALt, ARG 4 2 T
ILD JERE AW, &5 1~2 4E42 4% 1 K HRCT, 518
BEp i REIN 75 S B A PFT A1 HRCT, 1 2023
4 ACR/CHEST SARDs $5 R A 5l B2 A% =7 Wa i i
) 25 I, ASHE B HEAT AR JEHEE 2 UL Rt
o 3R 48 i xS 5 Hir 25 37(52.08% ) iR
6N EAF 1 IR, 21 7(43.75%) dW g 12 P HE
1K, b b 95.83% , 454 Fh I R S e rb i AT
PRAEPE SR E WA R 4R, AAfemdR T B 6~12
ANHEA 1 ME HRCTFEIS T % . % T a4k
JC ILD S & WA SR AH IR AT IR, HLEHE 9
AR, N 22 83 TR A A S35 I DR S5 vk, E i
TCHAHH 0 T A AR HE AR
RS L . 2T IT R B 5 il 1)
RER AT A DL LA T ILD, — TR T IEPERTSE (n=
102) 4k BLTE SSe £ # H, 64 1411 (63.0% ) 7E HRCT
R R B R R ILD, T HA 27 $1(26.0% ) A& 1Y)
FVC%<80%. 7£ HRCT g/ ILD &, 40
B(62.5%) BB FVCAEIEH , Hrp 5 Bl 1)
RePERREERGLT 4E4k , 5 Bl 2 BT AT PFT 45
BIEH  SORBIITER R, —TSEE R SSc HiiE
PEFEIFBAS 1 [B1BPE A FE (n=212) Hh | 54% 1)
AGHAAAE ILD, VL FVC% <80% A ILD iZWikn
HE, REUE 63% B4 FVC%<80%1Y, DLCO%<80%
AL R A AR B 85% ., FVC%<80% 1 BH 1
AL (NPV)61% , B & FVC%<80% 5, DLCO% <
80%I1) NPV 2 70%., — Wi s ruCy o] B PR o (2 0E
94 A 265 1] SSc i E |, T1% (188/265) 1) i & 1E
HRCT b RMA A4 ILD, b 319%(59/188) )
B FCV% =80% , A4 SOFAl AHEH 43% (65/
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151) 1 DLCO% = 60%., FVC<80% (R HE 0.69, %
SEHE 0.73) #l DLCO<62% (R A5 0.60, 45 5
0.70) 22 Wi 4% 2% SSc-ILD W fEBIE ., FVC Fl
DLCO BEAPEAE NPV<0.70, — 005 (9% BEAIFSE (n=
126)* 45 T 63 il S AEPEXGRPESS.  (IRD)FF
ILD 3% (ILD 41,SSc 16 1) F1 63 il JC ILD 1)
IRD % (4 ILD 2H,SSc 19 ) , ¥EAh 4345 2 i A
FETERTANZ IRD B PRI 5L ILD /2 ki
5, 4559 578 DLCO<80% KN TLD 1) 7 454 13 He e
(83.6%) , ¥ St BE LA (45.8%) , T M3 X 28 i
RAK(64.2%) , FE 5 B4 (73.6%) .

— IR FE 454 PFT Fl HRCT #4# T SSc-ILD
HGHERL (n=215)"" 2L FVC%(70% ) F1 HRCT (V&
Fil 209% ) ¥ SSc ILD il 534 Ry BRI F 72 Y % 4
WA B4l HRCT (YEFE 20% 7)) [HR (95%CI)=
2.48(1.57,3.92),P<0.001 |2{ FVC (70% %18 ) [ HR
(95%CI)=2.11(1.34,3.32), P=0.001 ] 58 ELA % 51| ¥
JE M E [HR (95% CI)=3.46 (2.19,5.46),P<
0.001 ], —J51 NIH %% Bl iy A1 B4 B T AL A4
) 162 1ISSc f# HIHEL HRCT, 35 I PRASAE il
DI RE A A A S A8 It 6 98 O A PR R A T b A e
HRCT .75 92.9% [ fili £ 4E AL (PF) , 49.4% () 4l
FEYE IS (pGGO) HI 37.2% 1 SR 2 i (HCs ) .
HRCT f/8HY PF S FVC (r=—0.22,P=0.007),
DLCO (r=-0.44,P<0.001) A1 & i 5 & (r=-0.36, P<
0.001) B EHMAHIC, pGGO 5 3 iy pe ik
SUPE RORE AN M B i 2 B A 56 (r=0.28,P=
0.010), —IAMFFEXT SSe M55 2 B 77 40 e &
(n=79) 4T T I DI HE T BE A AH G K 2= 43 7, 45
RN IEHLL HRCT S AL FEE )2 )G, ToH L
AEALLH Y FVCRAE T B30 20 5 (FVCR I AE T
KR 7.2% , HAt Ry 2.7% 5 P=0.008) , TE/"™ E£14EAL
2 AR R (0~2 4F) R i ThBE R
R FRER 7.0%) .

Ak, CA i Z MR 772 T+ SSc-1LD 1)
TEAS S HE R T0N 03 A b A5 P v A Bt
JE-6 (KL-6 ) 75 22 10 [1] J6 1 AfF 7 Fp Jt 7 M 3 2 1) 1
DA, KL-6 7K 85 S Rt 1 B 18] 1) 20 25 A2 1k
55 SSc-ILD i J& filiThae TR DIFHE, I Bl fE
B R A Sy TN PR S iR 7 (LUS)PE R
ToR T H, A5t ER S HRCT R HA 51
FHOCHE , B ZeB0E M M Ak 2 5 A S It T R T
HI2E, i A T IX AR ILD SR 26/ 3R 5

HEATHELF4EAL ILD /A H 18 g 3R A
JI5E 46 7 W L F T R SR R AR (BF-FDG PET/
CT) i/ SSc-ILD fE 3% iR iE Ph g, H 5 9%
Y [ & DLCO FEMRAR DG Y, S0 i 1 v ok
(BAL) RT3t 6 & - F0m A T e Ak, HL T 48 5
GG IR SR, (EAE R i A sl a2 W ILD J7
P2 A AE AR A A B T o 2 2E sy
PRI B IS W A5 (B4 T IAE SSe-1LD Hik
A PR M A R H AR RS A e ) AR R
N

— I 4Bk AT 5 DL R 1) 676
% ACR B 9 KB % ZE DL S4Bk 356 44 SSc
LR T —A 5% HRCT i SSc-ILD (118 4%
(A4 ,76 24 (11%) R &4 135 44 (38%)SSc &
FARE TRV . 51% BRI & ZK N 66%I1) SSc
LRI FHE W SSe B3 LA
7t HRCT, SSc %51 HRCT i ¢ SC k75 A Bk Fl
WAFFE & 22 5%, BT 4 HRCT /Y SSe
L RZAEARFI N 0(0/5), KN 33% (2/6),
FE N 60% (28/47), KK A 79% (45/57) , WY
1 80% (4/5) i1 3N 100% (7/7),

G FRIEIE 3. 7 SSc 2 /5, R EFER W
T BB TTAEhEKS E(PAH)? S{AHE PAH KU
Ri#HITHRIS?

R 3.1, % SSc S WS R BB AL
B ZE PAH(1C),

WEENL 3.2. AT E R HITHMINE (BS+
SRA) A& N K i 5§19 AR BT 445 (NT-proBNP) F01/3§, iy
$MAK (BNP)# 2 | {& /| DETECT &% #1T PAH
R ¥EAE (2C)

HERN 3.3, #HEFRZL PAHNEER R
TAELSERERBISE(1C),

HEFF R 38 . SSc & 45 45 41 200 &k A4 PAH XL
o 5 1 05, PAHL B AE7E B S5 R T SSe A
(LR AR BU PAH Al 524 TCAEIR , sl AU 30
R CAERE SRS SR A 2 T R A
M. B B A DIIREAR S IER (K B
SRR B IS Bk A O B T O TR
PR A R T T AL,

ST LI IR R | BE X SSe ABEFE
RS AR AR PAH iy HAG BB IR &
X, 2025 4 32 [E M RO 8 B 2% 2 (American
Society of Echocardiography, ASE) & 7 14 i \ A7 (>
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RS VAR T R B TR A O R ATV
i R I f AE PAH 4328 KU 40 J2 | A
S5 SN RIS T AR S 2 W e, A B
THCERIRE R, A0 FERA (right heart
catheterization, RHC) /5212 Wr PAH )& bR,
R EARANE, 78 SSe BF Wik, Bk
2B AR R ATERAAR 0 A o . H iR
SSe-PAH WYAEIR AME T H F 28 03l Bl NT-
proBNP/BNP S22 A0 B frg FIAS K TS A9 2 Sz it
WIFEFR, 76 PAH B AT et o Be, U2
DLCO 7£ PAH Ha] N & P AT/ PAH fiifx
SR Z M EEANT, 2 S HUEA A R g
t ,DETECT B3 ik 52 BB A SN PAH 5 15 &
H e RGP T RHC, AT HE
SSc-PAH, [A]Hf i /{12 32, DETECT 55—
# T 6 Tl RTE bR (B HEF FVC%/DLCO% A |
BYMEY K, P& 28K NT-proBNP | Il R
2 O T LA O ) TR RS E A3 SR 20 Xl
— 2 HpE AU Y B (PE43>300) , i — 25 K A R
O Bl LA A D TG ARUR = 4 I 52 3t 5 9 e
(TRV), PEAl & & T 21T RHC K2 (PF4>35)
ZHFFE AL T 3 PSR PAH G k. Bl
CWERG 2725 (ESC)/ERS, DETECT FH A F1] 7 A iz
Jpa 24N (ASIG) 53, 878 DETECT 7€ PAH ()
R KR E B e 0e
IEHE B 45 . 2014 AF— 151 Z vl Ji S A
58190 G SSe HH il 1) Jik &5 He (SSc-APAH) (n=
500) 5 HF SSc-CTD-APAH (n=304), & PLER{1: 12 W
FEZ W (AZH 90 d P RHC 21 ) 1Y SSc-APAH
H = AEEAERA RN 61.4%+2.7%F1 51.2%+4.0%,
i AL F 3E SSc-CTD-APAH 4 (80.9% +2.7% Fil
76.4%+4.6% ,P<0.001) , 2017 F-—T 3L EHF 534 %
322 B F¢ K PE B Bh Bk w5 & (IPAH) i 329
] SSe-PAH fE# #H4T L), K Bl IPAH B3 1)
H A AR B T SSe-PAH (7.8 4E 1L 3.0 4, P<
0.001), —RZEZFESPTNAT 16 kL J 7
857 i SSc A A 1 140 5] SSc HH 3 ifi 5 & (PH)
FBF SSe AHOC PH A BT SBET- XU 5 76 PH
i) SSc R [HR (95%CI)=3.12(2.44,3.98) ], %4 I
W Y3 AT SSe PAH HA B X,
28 i i 7 0 3l B 2 B PAH B A5 1 3225
e, I I A RO, (R R AL A B R R
fhiHH A O 4G FE (Rvs P) , Hi2 T PAH 14 72 5%

2k 83% FESEEEL R 2%,

—TRAIFH 5 PET KA R AF >F T 0 45
W% A PAH RS SRR G @ g 7R, 1 247 f] SSc
BEH 13.6% 8 PAH, BERTHERS , T A SSc &
H 1 DLCO Al — 4Lk 5% % R EL(KCO) AT T
e (B35 1.5%), {HAE PAH 2RI 5~7 4F
W, HAETRERES (7005 ik a4 4.5%
4.8%), ¥4 DLCO . KCO 5 FVC/DLCO F{EAY
AR YA T E A 2 B, I BE R A 1) 4 o S
B —4E A28 4k B 45 PAH XU B 2540 26 (KCO Jt
HASEHY HR 435124 0.93 1 0.76; DLCO K A8k
B HR 435124 0.90 1 0.96; FVC/DLCO Fff M Hos
1618 HR 4351 1.08 1 2.01; P {1$4<0.001) , FET
KCO ARRLEA £ X 4368 1 (Harrell's C 5831
17 0.903) , BNP/NT-proBNP J& PAH H 7 SZ B Al
PRIRES 9l )3z (R A i hn 5, — St 5
i TR H 4 MR SSe & 1) NT-proBNP 7K
S, —2[ % RHC #12 H i AR I if PAH JRI7 Y
SSc-PAH 8, — 45T 2 M 7.0 3l B K Wty
SSc-PAH &g, —418 ILD B LR —4 o0
Jili R ) SSe X R, 255 R 5 A2 I AH
ke, PAH 20 1) NT-proBNP /K F-f5i&  (P<0.001) , /&
FELLIY NT-proBNP /K-t & F X HR4L (P<0.001)
NT-proBNP 5 £ i 75 .0 sh I A5 1 i 45 190 A 3
Jik I (PAP) 5 TEAH 6 (P<0.001) , 5 RHC 45 )5
¥ PAP(P=0.013) JiliIfn % FH 1 (P=0.005) LA J2 V-4
A0 B3 (P=0.006) A2 IEAHE , — A~ A1 (AP
#1 HH NT-proBNP=209.8 pg/ml, FI/8i 4% 1E )5 1
DLCO (DLCOcorr)%<70.3% H. FVC%/DLCOcort%
FUAE = 1.82, Wi 25 4y FHAHE ) X SSe-PAH 11 R A5U%
A 100% , 55 )% A 77.8% ,BNP/NT-proBNP /K5
OIS BERE RS A SE | FEAEIL W R BE T VA o H
JEZHE RS,

— I3 [ P R T T T T 9 PAHL i JRURSE 114
4F SSc HF (SSe >3 4 H. DLCO%<60% ) , T Ji&
— RI AR AR, BEJE T2 W
RHC, 4534575, 7E 466 ] PAH 5 XU SSe %
WA 87 11(19%) % RHC 72 y PAH, H 2 %H
BN (64%H WHO IhEE S 1/ 4%),
DETECT B354} 62% 1) (& ¥4 T RHC (B%i2%),
W2 T 4% PAH & (RI1E) , MHILZ T, #5014
ESC/ERS #5818 b Tz A\BE, B RHC #12%
H 40% AHIRIZZ ik 29%™ 2025 I E
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FFE7, [l it A S5 2013 4 ACR/EULAR SSc
Ay BARAE L) 2 DETECT % 3: 1 2015 4F ESC/
ERS #8750 sl EIFRUEZEAT PAH i i 5 50 58 45040
B, BV 5 . 45 R B/ 5 ESC/ERS FrifiAf
L, DETECT 5332 (1) 4 57 2 R0 BH P F00(EL (PPV ) ¢
& (P<0.001) ,{H R LA NPV $55 (P<0.001), 3
4 DETECT i 25 R M B MY SSe 3, 765
AEBE ] & JE A PAH B AT REYEML AR [OR (95%
€1)=0.15(0.10,0.60) ,P<0.0001 |, DETECT #F5¢ 1Y
J5 43T OPEAL T DETECT 2435 7518 51 2022 ESC/
ERS #5585 e Y PAH w5 KU (8 & R Ve A, 5
HE M DETECT Bk 7E 2014 47 LY PAH
ZRIIEAT THEARTEE, 45 RE/R 5 2014 45
S PAH (95.8%) #HLL, DETECT jIESE+4 17 2022
4F ESC/ERS & 11 PAH 1 XU £ 257 1 80 P 48
1%(88.2%) , i St HE M 47 8% 5] 50.8% , —IFii
SR T 3 FiOREIHY PAH 5 )77 %), ESC/ERS .
DETECT F1 ASIG B3 , W L4 AR JG PH 52 SSe
B (n=81) 11T PAH fiiigr, 3 35 il g Bk
17 RHC, H:i ESC/ERS 4 15 i (18.5%) ,DETECT
R 27 911(33.3%) , ASIG K 25 151 (31%) , Tfii 75—
WF7E o Rl BEAd Bk 3 il SSe PAH i A 1 k£ 7
TR LU 455 B R DETECT F1 ASIG 55
AT PAH J5 TR BUAHIA] , R S0 A B P T
8N 100%,, 1 ESC/ERS $5 7§ REFE L 96.3%, 18
FHPETIIMEAL N 91%

I FRIEIRR 4. 40{AiTfh SSc BEHIERFIETIE?

HEEN 4.1, HEFFXHAMR Rodnan KT
43 (mRSS) T4k SSc BE B BKEXRESNEC),

BEEN 4.2, \TEEXARMNERRHRA
EITHE BIHE 8 (EUSTAR-AT) F8E 57 77 [ PR X 38
BXBAA ) SSc iEBNIEH (SCTC-AL) L&
SSc HIRIEBNE (2D),

EFRYE . F R RS & SSc i LAY [ i
PRI, B KRR B TR R PE AL SSe /8 P i
i JUERE AL TR HER . mRSS &
R RIS AL AR B (AR AR, COBUH BHRETA A
SSe JEJRIRAREAL T L7750 7E SSe i RiE
mRSS FAENHETE I E KBS R e iRz —, H
X T2 BAT AP st . BT E A A
STH W SSe YGRS SN RITPAN T H IR TohnifE
TR E PRIE TR S SSe M B HIBEVTEAS . WG £
AT H AT SSe %9 T 8 B PR A, L EE

EUSTAR-AL, 12 531 314 0 (12-point AL)Fl SCTC-
AL EUSTAR-AT (Al #AE VL8 Bl 5203, 1572 H
R R FIBIESE (4 1 1, (AT i B2 B 2 B
Jay B 5 12-point AT BJ F Ffili 52 HE i &
SCTC-AT V& J3 K AR 58 Z (Y BT HEHE T 58 36 E L nT
17, BE4h, ACR-CRISS J& ACR $2H /), £ 0
(FRE <5 ) IR M B2 R T SSe (deSSe) B 11 IR
RIS SN FREL, BERE A R AT 25 iRy Y
SREFNEITHRCR

IEHE B L . — I AL 7 B R Y T X
FLI0] deSSc [UFZMA , T UCEE H—FhfE i K R IE
T.H Rodnan #¥437 {H & 7E G PR, AS 5] BF
FEHNTEB AT VARG I8 (#8836 L5 4 ) 1 fk
ZHIMTHE LR B S T I a4 A — Sk A
A EPE, PR, mRSS SR T 9 A5 77 R Ar B IX
B, ERAHE 17 AD IR X8, 7 T DU | i
BB IEFRAE SSe Bk & 52 RERAL, BEORIETEAS
M TEPE, RGP 25 5 R AT i 2k
WG 0 B X 0~4 43R HE S 0~3 43 77,
mRSS 7§ A5 KU 1 IR 1250 45 2R PE A (outcomes
measures in rheumatology, OMERACT) TAE4 ) E
Sk XA BERTATATPEARUES . AFSEUESE mRSS P
7355 BRI AS (S AR ) AE AR SR AEAH DG ™ Sl |
B ET A5 T EIPAS U A7 A i 25 OCHK ™, HhAh , mRSS
AAMX MR A S ZRALL, 78 deSSe BFH,
mRSS GBS A R X 73 H 2R TR Y7 40 5 22 R 4
HIF RS, 78 AT 4B A 5T H , mRSS
A RE s k), mRSS BN SSe KRR
FEVEAG I “EhriE”, HpE A SSe I RIS
MIRZ DA AR PR R, O 23K BN PEAE SSe
B IR A0 e AR R | WA 1 J B PPN R Y T AR
T HE,

DU B 1z s F 9 2L 3 20148 21 (ESeSG-AL) & 1
AR SSe B iE ShHE BT T, 2001 4F,
ESeSG X2k 3 KR 19 4t 290 fi] SSe 854 (1)
I RBAE A T oA e, B T 11 T TG 3 B
A, AR NAEELE 0.5~2.0, BIFERN
0~10 43, FFEXF SSe AW AT T 3 BT fs
B(deSSe Ky 4 WiAZ & 1eSSe SN 7 HiAs & A5 SSc
Sk 10 J5AR £ ) 43 6 AN ] ) JRE RER S ESeSG
XPZAGEGHAT TR A NI, &I A
SSc FEET IMER T VA 5 0 AR OC (RO R AL =
0.530~0.712,P<0.003) ,dcSSc 18 5 A1 1eSSe F5 51
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PEAS I TSR 2 &R SSe FFT 4 B )% 48
BOHEAT T B EREE () FM AR GG E 52 Hh SRR A G (r=
0.375,P<0.001) ¥% | {H J5 SEAIF 5T & BARAMA i
X—FEPR BB L SSc il SR HiZ T H X
SSc BRI AL Jay 1) TIN5 RE AT BRI,

2017 4 ,EUSTAR 1817 T EScSG-Al, #li] T
EUSTAR-AI, ZF5 B BRA B0 IR MA “fif
JIPSE "« OCT 48 73 TR AR, BriG LR EE I
“CRP>10 mg/L”; [ IPKE 8 B2 B 43 (TSS) ™ B ik
H“mRSS”, EUSTAR-ALEFHFHrA SSe WA (1
FhvRI R JR PR K R A R )  TEAN R bR L g
BEMAERIE £ 1A H R ZINE SO F6 it
9 .mRSS (>18 73) . WUMEEEHE ¥ CRP Fhim L &
DLCO%<70% ., TEHEFBA\F (n=97 )1, 3F53=2.5 /7
R SCAPEIRTE SN, HR U (95%CT) 1 80%(64.4%,
90.9%) , i 51 (95%CI) g 91.2%(80.7% ,97.1%)) .
EUEBAS (n=60) ", 743 =2.5 5115 Sh i i 52 fig
B (95%CI) N 73.9%(51.6% ,89.8% ) , 45 5 i (95%
CI) 7 78.3%(61.8%,90.2%) ; 1l K JH ESeSG-AI=3
Gy S B B R R 73.9%, FESECh
78.3%., —Ji EUSTAR (1) [E M BASIAFFT (n=549)
XTHCEEAL T ESeSG-Al 5 EUSTAR-AI 7ET5 SSe
SEE R (2 4 ) e i e S S AR R T T AL, 4
RIIR, TEFIN SSe H 7 50 1P AR Ji K il |
O Bk A I AE S O B Y R T
EUSTAR-AI {94 %01 (OR=1.43,P=0.002) & 1
T EScSG-AI (OR=0.98,P=0.92)®! H EUSTAR-
AL 5 BEIRE AL (PhGA) 73 P BEAHSG (r=0.42,
P<0.001)), {H/Z, EUSTAR-AT K44 A PAH .0 F
Z 2 BES%  DLCO%<T0%254E b 5 fbil 1] Sz e
aE AR S, X R el R 0 2h A e
JIA R, HAESMERBAS v R % 2 53.28% (57
J& 80.65% ),

Y F EScSG-AL TEVEAL il 1 & R 4832 R J7 1Ml
A9 R BR A4, Minier 23 H T 12-point AL, 12-
point Al fNAE—I UL FE DTS (n=91) H IR
5 3 fEMiTh B8 b5 (FVC.DLCO) & 1A ¢
(FVC:r=-0.518,DLCO:r=-0.604, P }}<0.001), i&
T4 ILD 5% PAH 8 . iz s hnk
2 (12 T, R T P\ a) BT (a1 AR g
Ak W PRI, P ZEB, L i TGk 57 AR A S B3I,
TR R M AN, R R AR,

2024 4, SSe Il RIRER R 2 (SCTC) B UK SSe

(BTG B EE R SN < “FE SSe [, AT RS [i]
HERS F/ 830 30 A 0 7 S5 B A sl A5 38 42 1 Y
PIFAH IR, FEF WA FIE SSe BAFI (ASCS, n=
1 254),SCTC & A — T HT i SSc %9 1 3l 5 X
SCTC-AT™, ZF8EE 9 M RGE (k4 LA
R TR A COE CERE | E | A BREAR)
24 M H BN H I BRI G Bk 140
73 o SCTC-AL IR F i ASCS (fi742BAF ,n=1 765,k
PEBETT 5.02 4 ) AN ARAE S 5841 (CSRG , n=
1 103, Wi fifis 4.10 4F) BABNHEA T T 56k, 450 10
i (DFE ASCS BAFIH, SCTC-AT XFAET-H K IK
TRE SRR 00 Kopes e AR Y 2T R4
HIXARE ST, HRPEHELLL SCTC-AT , R MK (BF
I3r<343) P 4~8 41 | (WEIr =9 41 ik
WGENRE  RB B R RS BUS feZs . @FE CSRG
EEBASI Y, SCTC-AT PE4 T S A6 TS AKIARTIRE
TR PR B B A, @ie
JETE ASCS i&J& CSRG,SCTC-AL 4 &1 5
EUSTAR-AI 2, SCTC-AT EIRIALNE BT
Bl R4, BFHA SSe Z RS2 B S, HEB
A3 B A B 2 (U E MRT ' B sh Sk ) | ifs
PR RN AR 155 FERT A, B H ATACA w55
UE, AT 23— 209 7043 B e H 0% R B 2544

ACR-CRISS /& ACR #2119, FHX 5 deSSe
GRS ) BB IR PRI B0 b Fe 400 1%
FEHORE T R BRI sl #2>5 4R 4 . ACR-
CRISS HYEEPFME N 0.0(EHEE ) 2 1.0( B3
M%), = CRISS N (W43 =0.6)5 1 4N ILD
HEE RS AR (OR=0.32, P=0.01) FH G 75 25 T Hif
PE RCTs WFEH , ACR-CRISS A &5 X 431 1
YNETT 5 R EFNGYT RCR ™ (H T ACR-
CRISS Jj2—FE A4, nTRe s H L — 0484
F2 TR BN A 5, TG O A B IR I %
HoAth— I8k Z W% O Fa br 1 #2 20°), HLA1, ACR-
CRISS 7E2 R 4 A 1 25 076 97 4L WP A7 AE KA
A3z

PR B)R 5:SSc BE HMEHEI S (RP)FATE
=97 (DUs) B, &Y K 2 ¥ an{a i+ 2

WEE 5.1, HEZSMLE S5 @S RE
(CCBs) 1EH SSc HHXBHERUKMW—LKIBTAY
(1B),

HEEDN 5.2:58c £F RP ##FEEFEAERKE



+ 496 - AR R A 27 2026 4F 6 J1 45 30 %5 6 ] Chin J Rheumatol, June 2026, Vol. 30, No.6

DUs, #7{# F 5 BUBEEL — BREE I #05) (PDESI, 4
i ABIEK X RIdE) (1B)

WHEEN 5.3, BN AiKAERB SSc B
& DUs(20),

HEERIE RP 76 SSc BF P kA%, #WH
SERR I AR RP ISR SSe H T
Tfig, S EAF AT H I DU HHTEXT RP IR
S ELAE 2SR T ARG T (CAnPRIE ) | B TR0
RP ZAMIRESIATRL, e KU A ] 25 R iy
Wik 2100, B E AR (CCBs ) 2R YT RP AY—4&
2s KR CCBs A 24ty , % WA
RV AR ka0 O RS o] 7
MNFHE TR, BRI B AT/ i 3 5, i T
ANMEBEZS CCBs X LA - ILEAT s Btk Hole
RO, BRI R 32, R 2850805 DU R b7y
W4, Mk ZnkhE 2 CCBs FZAEHFLAE
R RS, MR A3/, Tok 58 7 Bk T
M, NEMHT RP G 17, Fa0E5E BoR
PDESi FI# k& AT R AE T B & DUs Flfg ik
WA DUs @A A —ERITa, MRS
Pl (ERA) JAEHBEA AL BT & DUs, FiAth
ERAs XF B8t % DUs HJ7 8500 A B

IEHEREE . (1)CCBs : —I ARG LAY A 38
Tt RCTs, 982 {52 Horp 9 B 44 A
KM RP(n=365),5 Tk g0 A4k %1% RP(n=63),
HATIE AR R R4k &% RP HRH (n=554)
M E 2 R R R &M RP B, JEF 23 Tt
5 528 11|52 13 (1) v 45 BT iiE s 2R W, CCBs (fif
2~20 JE) BB AT 2 AR RP A AEAIE B
SEEED 6 R [MACE- 322 (WMD) (95%CI )=6.13
(6.60,5.67);=98% |, K H 6 THIXE: (n=69) K
o e IR A ( PRASRG ff FAS — S0 % ) 6 W, CCBs
LGRS RP A AERFLE ] (152 W 7ESE 17 5
I R X 25 5[ WMD(95%CT)=-1.67(-3.29~
0)min |, T 16 WK (n=415) B P 25 5 it UE S
(RA—Emi %) o ,CCBs A B Tk RP
RAEREALEE [ WMD 10 em VAS 1743 (95%CI)=
-0.62(-0.72,0.51)em ], RFTEIESE Tos B E PEAL
() RP i 10 20 3% 76 CCBs 25 245 ) % ) [WMD
(95%CI)=-1.47(-2.21,-0.47)em ], 53 —IH R HENE
BEHLAUE 28 AR IG PFAh T Hb /R B 5L IR YT RP (197
R LA 16 B, Hod 7 4] SSe, 6 FlFs &
RP,2 BIZRRIBET R 1 IR BRI, 45

SR HBIR A &R RP IR (H R4k &
RP A4 & VEH0 30 ™ L 5 2 ) L 25 3 48
TR B TSz KRBT P4 CCBs 76 iBs
FIRYT DUs MITAL . — IR H RTIETEF RN A 4
% SSe A IF DUs (834, Al 7K Hi°F (20 mgx4 ¥K/d)
FEREIT 12.75 4 H GEE 7~22 1), DUs -3
Frm DRI 7.25 4> (i 6~10) TRER 2.7 4
(JEH 2.3~3.1) 100 —TRFEHLOE X BB A 23
] SSc A3F RP HE | 12 B2 B k% i 51 2%+
AR 22 AT, 11 ) 0 RS 4 b7 (30 me/d, 4
JEJG 60 mg/d)+H bk RGIAIT . UER 16 J&,2 Fif
i RE D> DUs B (DHERTSIE M 3.5£1.6
P2 0.620.3, A HIE M 4.340.8 [ E 1.4+0.5)1

(2)PDESi: —IiRGLRARIEAL PDESI 5% /&t
FUXF HIAIT RP AIF RO R, 254 A 9 Tt
HLX IR RIS 411 BI3Z218% (2 04k K SSe 1)
RP), Ho 6 Wiohae kit , 3 Wi P47t , 8 &
4 Fh PDES (fthik ik 4 1, PaHuARAE 3 10, £ AR
dE 1 30, “PF-0048979171 I ), 554k [a] 4~8
JEAREENR] 25 PDEST BEREK RP 43871y
RAEWEL 3 K [F¥2E (mean difference, MD) =
3.07,95%CI:5.15,1.00;8 WHF5T ; KR UESE |; 46
51 RP 5K RAFFFEEETE] 5 min[ MD(95%CI)=5.31
(8.90,1.71)min; 8 WIAF5Y ; BT L UESE | o (L —Hidk
KT HT5E (n=8) @7~ ,PDESi 41 VAS P¥Ali i) RP
F R A A R R A AR 209 [ 1.6 HE 3.7 ;MD (95%
CNH=2.1(2.7,1.4) ; AL & EYE ] 7R RP &
VERZIR J7 T, PDEST 542 BIAH He 25 R e 4t T
7 X [3.0 H 2.9;MD (95% CI)=0.10 (0.78,0.57) ;4
TR | A5 R AI H , PDEST 41 SR A
k3 36%[9.2 . 5.6;MD (95%CI)=3.59(4.45,
2.73); 1 TWF5E, 24 B2 ; I HiEE 1, BLAk,
XFHH 2 TOPAT BRI B 0BT i, PDEST 4R
# DUs @A MIC XU (RR) (95%CI) =2.12
(1.05,4.26), /% PDESi JAITHBE M BIZ S
R TR, —WREHLNE 28 LR (n=
25) 5t%F SSe Bl IR A PESE 441400 (MCTD)
PIXETATE RP (L3 A 5K 3R A i & A =
4 YO bk F AR (BR H 20 mg) 8L 2 REFNATT
6 JH, DRI 7 d 5 acHe, LA L bkt AEIRYT
B EFRAK RP H Y RAENIZ [(3.4720.34) KFER
(2.2920.29) YK , P<0.001] . F 4342 If 7] [ (46.34 =
7.68)min [% % (33.81+7.89)min, P<0.000 5], 3k
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3% RP T4 (N 5.28+0.44 [ % 3.86+0.46, P<
0.001) , M EIFNLL iR FahR 5 Bk 22 S G127
=, ik HiARZ 24 Ab DUs 100% 854, LR 41
13 b5t AL 3 A G (P<0.001) Rt iA Rz R
AR 1 A8 Ktz , Z R A 13 bk
147 (P=0.000 5)0"', PDESi KW (1 4F) &
i 52 1 B4, S TR TS ) 21 45 I A FH i T 24 i (1)
FER BTN (R AR IIRTT I 30%F% % 12 4~
Hik 15%)

(3) WERZEEDH (ERA) 2 T T &
RCTs( RAPIDS-1 H1 RAPIDS-2)PEHT T I A= 35 %}
SSe 75 DUs BB RCR KA DUs EEM . X
2 B FE LA 2 IR/d, HEIR 62.5 mg A M B 22 R
RIFUG BT 4 JA 5 Ja SLm & 2 Wid, Ik
125 mg, JRITHIRATr 22 % RAPIDS-1 48R 77
12 J&,RAPIDS-2 4KZEIGYT 20 Ju] o PIIT 583 A0
FEBI I RO A Bz @A i 2 /E F (RAPIDS-
1:P>0.05; RAPIDS-2; P=0.063)""+115)_ %} RAPIDS-1
1 RAPIDS-2 (252041 B , I A AR Tl DUs
TR B, BETHEK DUs B8 % >
[SMD(95%CI)=—0.34(~0.57,-0.11) ,P=0.004 |, %I
THRLBFEZ K DUs(=4 M) | A 30)T
R Ry g8y [ A0 B (ES) (95%CT)=-0.52(~1.01, -
0.02)]; MiELLnt DUs #om /b, HES
(95%CI)=-0.08(-0.04,-0.28) ™M) —JIfiJ itk
ZRTHTHE IR R T ST A 20 154k =1 4k DUs
() SSc FRE, 2 A3 (10 mg/d)JRYT 24 JH ., 45
R, 16 Bl SE ST, A4 DUs M 3.122.1 B
% 1.3x1.6 (P=0.004),DUs FHH K EARM (3.3+
1.6)mm [% % (0.1+0.3)mm (P<0.001),88% (14/16)
R E L DUs 522 /G ;24 JAN AH & DUs
3.2 4k 5 24 FAHT 4 ANHT L DUs BUE S5I6I7HT
2 SIS 247 X (0.44+0.81 L 0.45+0.69)
{22 AR WIDET & DUs HARRN (CFYHE
£ 0.5~3.9 mm) "7 2 T [ B 22 Ho D BEALLE 4
FIXFHRSCEY (DUALL,n=289 Fl DUAL2,n=265) 1}
flfi 7 HE ST SSe 7 DUs SBE TRk, 45
R SRERIN, B 3 mg 10 mg 4H7E
16 JE B IR & DU(P=0.36~0.71)1% 57—
THTIEM: Z PO MR E BN IR XT L T ERAs 5
PDESi J67 SSc #H3¢ DUs FOITRL (n=63) . 455% i
7~ :ERAs 5 PDESI 7 DU fiarifla) 22 %051t
Y, REOIERERI HR (95%C1)=0.75(0.35,

1.64) , P=0.47; KLIEAE 4 R0 .CCB fiff IS 00 ik
2 DUs B E 20t ARG, HR (95%CI)=0.80
(0.36,1.78),P=0.59, {15 PDESi Z1AHLt ,ERAs 4
& DUs [ XU RIS, AL IERSIRS HR (95%CI) =
0.39(0.16,0.93) , P=0.03; £ IEAR R 5 HR (95%CI) =
0.32(0.13,0.81), P=0.021"")

AR WA B HGETTSIR2R AUD , F k p
TEATH R LR EREAIG RP P2 EAEE et DUs @4,
TRt & DUs , {H R A UL i 25 25 120124

IR B &R 6. 3%FF SSc =& B R BRTEL , ik
BRA M A E R

HEEML 6.1 . BIIRHE SSc BRI E (5Ri2
B/FBRE) HiRmE(RHMGEE) ERKETmE
EERIBEESBEAEESENEENHEGY
(2C),

HEEN 6.2 EFRIIRK (MTX)EAHE
7 SSc HEAFEL R —Z& 2R HHEIFI(1B).,

HEEN 6.3 EFRIBEELFBRIEEL
BZE WA (MMF) INELRE A ZE BRI
(1C),

EEEN 6.4, BWEEHTEEETEER
TREHE Janus #E (JAK)#IHIF (2C)

EEER 6.5, BINEKELFERAEN™E
EEAEFERF SN THAMBE, FEIGETHEX
ARRR(2C),

WEFMRYE: H M JCRAIGYT SSe K kiE{L
M54, ZIpaPLN R SR IE DL R S
LRI 7 Z2 T G B A ) 0 R0 A P R I R JE A
LAl BEE R, RCT IR MTX X} J7 BRI 46 A 25
MMF 5 PR8I E JHe (CTX) 43 i) i3 B2 K3 o0, HLAR
JAHY BTS2 PE AL ; CTX BB s K R R B
o, Bk FIRES 2597 80N >4 (B AFfEAF 25 )G
SR TH AR AN RSO 22 (A 1 AR 1 48 ek 2 &
Az 3 T KA AN R FAF 2 ) S )R Z 05T
WESE A ZE P RE i 2 2% mRSS W7 AR
FRAERILT CTX; FESRBBTIATT K kAL A
Wan e H 2k RAF (B IR A SR E A —
LRIGIT s /NI ST IR SE JAK S0 500 (Can e e A |
EL 55 25 2 ) B I mRSS P70 A 20, AR | by 24 %
i 2 PRy A NV Ty, AR I T4 RS
FEXT PR T deSSe Je ki Ryrsiip %, HF
HIVARTT AR OCIE T3 5 RS TEAT XURS: — 3 43 I i
PEGIE I IO WA EAR ARSI FE S
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B3 5 )R 8 R A ) R (OO0 & PR 2R ) X SSe
SBE IR R A TR IR P ROR B E AL
PP XU

IEHEBEE . —I0 24 FIMHLAUE , B )5 24 FE0
ZEMIRER LU MTX R EHNRIT SSe YT ak™
YA 29 4] SSe fH MTX 4H 15 mg B ZERFITE:
59524 FAJE ARSI B, W28 R AT R Ak Sk
FAARIF T 23697 24 J8 LRI N B AER) A
FEM%ESZ MTX B 15 mg i —259697 % MTX 5
Jil 15 mg D22 AR A DUPRE R 3 2 25 mg,
S5 R IDIR 24 JAI ,MTX 24 53%(8/15) & 14 3
WA RbRAE, & & TR 10%(1/10)
(P=0.03); EFHESHTE A MTX 418 B R PE 45
(P=0.06)MGEEFAL . 75 —5i Z HuL LSS %t
X R IR A T 71 B FE<3 A R deSSe f#
H(MTX 41 35 B, 500 36 )G 97 12 4~ H 1),
BRI 2 R RRIT 25 S RGeS i 9E 4
B, MTX ZHE%2 i3 mRSS 21.4+2.8 I, 26.3+2.1,
P<0.171; JnM RZEIE A4 K IR IE 43 (UCLA)
8.81.2 I 11.020.9,P<0.15], MHEELF] 12 > H P
A3 PR B 2H ) 22 5 R MTX 2 76 Je 43 77 1
JTRCEML (mRSS —4.3 F 1.8, P<0.009; UCLA 743
-1.2 tb 1.2,P<0.02) (H4 8] 22 54800, HHEBR B
PEZE 1R 50% ., Johnson 252X 1ZAF 5% %
FA DU 20 87 7 s, WORTE % mRSS 143 A
UCLA P4 J5 1T, MTX AHX 22 B R 2548 R 43 1)
H 949%F 96%, HE—HAEE T MTX (M T LR
FI)XT SSe B KA Ak R A7 3501

— I B AL 6T BEOSUE AT 4 5 (Seleroderma
Lung Study II ,SLS I )21 20 A 142 4] SSc-ILD
B, W MMF 3 o/d $:823697 24 T~ H 5 1R
CTX(2 mg-kg™'-d™, 12 I HIBIF +12 D H LR
TR TR MR, 2 2 24 4 H B mRSS
PR35 i 2 AR (MMF 2H . -4.90 43,95%CI(-6.4,
-3.4);CTX #H.-5.35 43 ,95%CI (-6.9,-3.8),2 4
[ 22 g it L [ 220 (95%C1)=0.45(-1.7,
2.6) | H MMF 4 [ 40/ & 4R 2R B E LT CTX
ZH (4 L 30 5], P<0.05) , i 32 1 B A

il B2 il 5E 1 (Scleroderma Lung Study I |
SLS T )@&—Ii LR E 25 B>,
AN 158 Hl4 I ILD Y SSe %, HR CTX(<2
mg-kg - d) B ZEFNAETY 12 D H L S5 R8s Rk
JEREPETE CTX 41 R F%-3.6+0.8, W& T4/t

FIZH-0.9+1.2(P<0.05) ., 15255 REVT 2 R4S R 8
7N, CTX X SSe fE# Bz IR JE BE I BGE ROW A 1 4F
RIS AN AR 45255 6 1 H IR B, 18~24
AN I 52 A A 0 22 3 2% (P=0.23) ™), W74
M E— R B, FELE mRSS PE4y =23 (F JE ik
fififk) AYEE 18 M H A ZREFIMIE G B mRSS
SEIFEAR 5.4 43 (P=0.008) , 44k mRSS <23 4311
WA, A mRSS AXFEAE 1.1 43 (P=0.488)1" ) 55—
T B) 42 % EE A9 20 B4 AT EUSTAR B4 12 il
SIS I SLS N HWF5E 302 ] SSc 3, Bzl
5% 6 M CTX GBI IFSE R 12 A A BEDT , R4
Fear b 7 B kEST CTX (n=153) 5 R CTX (n=
149)7RY7 SSc MYTARL, Z5AR IR 2 Fheh 2507 N
JPEL(FVC% DLCO% & mRSS FJAR4k) J7 T 22 5+
TGt B AR A 22 5 IR AR, 1
ik CTX 418 F 4> (22.1% L 1.3% ,P<
0.001) ., H i B2 B4 (5.5% Lt 0.0% ,P=0.011) FiI
% (19.5% . 1.3% ,P<0.001) % 4= 8 & | iBE T
1) B Bk S CTX 4™ EH N R FH4F (19.3% 1
9.4% ,P=0.025) F 5 2 5 J7 (14% Lt 5% ,P=0.049)
FA A B R ) — TR U AT R SSe 22 Hul g%
PEBASIIFSE (ESOS) , 49 A 326 Bl 1] deSSe 3,
5 MTX (n=65) MMF (n=118) .CTX (n=87) M &
{8 FHAR LM 25 (n=56) BYI7 8L, 45 o | 4 4R
H 124 A BF mRSS ¥4 WA ekE, (H4lm2ER 0
Gt L [MTX ; —4.0(=5.2,-2.7) ;MMF; 4.1(-5.3,
-2.9);CTX:-3.3 (-4.9,-1.7); A At Gy il
=22 (-4.0,-0.3); HZEFILGEITFE X P=
0.346 ] ZZ &3] CTX AR, EULAR 765
B SSe WGITHELRE HIF ORI CTX e —ZIBYT
R

FaSScinate {35 &—1 2 WIBEHLXT FEBFSE , 90
A 87 il <5 4EM9REVE deSSe B4, 1 il
FEERPAPL R T 10 (B 162 mg,n=43) 8 %5 7
16T, 48 JEINE  FEERHPTL mRSS #HRLL 184k
H-6.33, ZRFNH H-2.77 4R 22 F G2 L
[ (95%CI)=-3.55 (=7.23,0.12),P=0.057 91",
focuSSced A5 & —Hi £ Hts 3 BAREHLNLE 27
XTREIFTE A 212 B deSSe [ 4r B2+
PRI FVEST (425 162 mg,n=105) =225
(n=107)97 . 48 JAl}  FEERHHTLH mRSS V14748
FRAE R -6.14, LRI Jy—4.41 , A8 )5 41 7] 22 5
TGt 7 L[ 2218 (95%CT)=-1.73(-3.78,0.32) ,
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P=0.10]"', 48 JiJ5 A B Yk AT bR 2543k
FABUIRYT (5 % R —FEER BT 4 R S FE TR R
brdl),o6 JE I 82/107 4] (76.6% ) F1 85/105 i
(81.0%) /& SEFETT ™, 45 7R 2 20 mRSS
B AR 2 0l [ G BN -FEBR BT 4 (95%CT)
H7-8.4(-10.0,-6.8) ; FFEEFLER FAHTLH (95%CI)
$}-9.6(-10.9,-8.4) ],

DESIRES HF5¢ J&— B R 22 188 577 X 1R
5,56 i mRSS =10 %) SSc &, BEHLE 2
RTX JAY7 (375 mg/m?, B8 1 Y, 4L 4 &) 22 gt 5
TRITAS) ) ZER IR, 24 JEIE RTX 20 mRSS 44 %)
WO B E TR A [-6.20 T 2.14,MD (95%
Cl)=-8.44 (-11.00, -5.88) , P<0.000 1], Jf H.7EA
57 4 R E I 2E R A G L[RTX 41-1.41
2 REFIZH 0.14, MD(95%CT)=-1.55(-2.85,-0.24)
P=0.021], 2 AAEA R I HAARL, SHIEAE RTX
HEEAGHBITMEKMIT RS %2, %%
DESIRES 855 24 JiXUE M (RTX s /@740 )
TRITIN SSe BE I AT R S K], 4k 8% %
W52 57 FE RTX (375 me/m?, B3] 1 Ykxd J&] ) sel | 4%
W R RTX-RTX 41 mRSS M AELL & 48 FEH4iik
(24 JH . -5.81£3.16,48 & . -8.88+3.10) , L7 -
RTXZ mRSS 7 24 J&HAk (2.14£5.51) ,{H7E 48 JH]
T E PN (-6.0524.43) , FFARZE I, RTX-RTX
HFNLREF-RTX &A1 FlEH LA 1 R™E
AN R AR (5B R MBS 9 Rl S BREPERTG 2 ) | Bl 1
WARITCAE T Bl B RE — IS Lo AL BR g
4N 60 i SSc 8, BEPLATEL 2 RTX 41 (5 0,15
RAFIKESS 1 000 mg,n=30)F1 CTX (43 H ## ik
HEST 500 mg/m?,n=30)41,6 1 H J5 RTX 41 mRSS
M 21.77+9.86 [ % 12.10+10.14 (255 9.67) , I 3%
BT CTX ZH (M 23.83+9.28 [ % 18.33+7.69, M
5.5,P=0.001), H RTX 41" & AR FM K4 FE
K (30% Lt 70% , P=0.02)[17),

—IEBETE 2 B TR IR TR
SFFEAA 66 Bk FE <5 4F .mRSS 10~30 4+
SSc B BENL /T AFEEAE A2 (TOF) (5 mg, 2 I/,
n=33)F1 MTX 4H (5 10 mg,n=33), Z5H 5N,
IRITS2JH 5, TOF ZHAERFIE mRSS [-13.0£3.48 Lt
—257+2.88,MD(95%C1)=-1042%(~1199%,-8.85% ) ,
P<0.001 ] F1HE A B2 IR JE FE [ (-0.31+0.11 )mm Lt
(=0.075+222)mm,MD(95%CI)=—0235(-0.27,-0.19)
mm, P<0.001] JTHEENLT MTX 4,2 AR5

PR AEZTC 25 7, — Il FTRE U
WFFEA A 10 352 TOF (5 mgx2 YR/d)IGIT B HE
1AM deSSe HEIBE, FFLL 12 Bl L5 i
il 37 (40 CTX \MMF) {697 # deSSe & #4579 P
SXFHEL 0P SER GOR  TOF TR 1A
mRSS R 2 o038 [P IREAIR 3.7 43,95% C1(1.88,
5.52),P=0.001], &7 6 B mRSS ~F-3 FEAK
10.0 43 [95%CI(5.26,14.74) 1, & LT X BE4H )
4.1 53[95%CI(0.73,7.49),P=0.026]; H. TOF 4
RO 1] B 4 T X IR A (P=0.015),2 407E 1 4
H R 2 280 20% (2/10)  H 0% (0/12) 3
60%(6/10) b 16.7%(2/12), X 1 fili & HBL L0
WA JRYL o — TR O I AR 2 I B 4 A 10
i deSSe HHE B, 0 IR EEEE (7 6 2 mg/d, 3
] 4 mg/d) 24 )5, mRSS WEFAL[12 4 :n=10,
-8.30+5.21,95%CI (-12.03,-4.57),P=0.000 7;24
Ji :n=9,-11.67+6.73,95%CI (-16.84, -6.50),P=
0.000 8], 1% 1 i th Bl IRIE B0 — T e [ FiTHE
PE bR 2 BEALBTFST , 9 A 48 B3, 4 b B
Fi k5 2 2 mg/d 4 mg/d FILREFIA, 4550 TR 12
JE B 3 L 2R mRSS 24k, 4 mg 4 (-8.9) I T &/
FI2H (-3.6,P=0.019) ,2 mg 2 (-3.8) & F LG ¢
7%:)‘([141]0

I A3 1l T2 A RS A% (AHSCT) 29 R
I AN B RS A 2 25 1) S [ RS AR RN 240 R T 2
23181 EULAR e ] 36097 R0 ™ H1) deSSe
B, AHSCT 7R PRI AL deSSe HHAYITAL
CL7E ASSIST( 1T #9) 356 ASTIS (118 ) 3561
F1 SCOT( I A ) i M P AR BIESE , — I R Se 4508
AN R 3 T RE AL RE GRS | a6 e AHSCT 1)
3 PP A ——AR T REVE L PR VE (ASTIS 5% ) IH#E
PEVEFEME (SCOT 105 ) . IF T i P 4k 1k £ 1k
(ASSIST i%i) 5 CTX 25, " AHSCT 697
SSe TR G4l g5 R R 7E mRSS Ji T,
AHSCT 3 M0 T CTX AH L CTX, I KELL 5]
2 AERfT A, AT REME B AHSCT B#{IRmRSS
W£[-19.9 8.8, MD(95%CI)=-11.1(-14.9,
—7.3) ; 48X PVEI T % 45 (95%CI) -22% (-29% ,-14% ) ;
AN E A3 2R (95%CT)-43%(~58% ,-28%) ] ;4.5
SRR B HE 2 W BEPEREREME AHSCT My
JRAE JEARAT B R AR G5 [ RR (95%CT)=1.51(1.06,
2.13) s 48X AT 72 35 (95%CT) H-27%(~47% ,~6%) ;
AR 23 2K (959%CT) K -51%(-113% ,-6% ) ]
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JEVE BEEIEEBEE AHSCT 7E 1 4EJ5 mRSS T[4
W2 [ MD(95%CI)=-16.0(-26.5,-5.5) ; 44 %H A7
%55 (95%CI) N =31%(-52% , -11% ) ; $H %] 1 43 [t
A (95%CT) J3-84% (~139% ,-29%) |, (HI2IETH
BEPEAEVEBEME AHSCT EEA NN FELZERK
WEPEHE AR, ARG RETE PR AHSCT FIiE
BEPEZEREME AHSCT [ UEHE0f 2 P o e, [ 22
TER L, AHSCT (% S EARIGT CTX, 7R AR
REPEZEFENE AHSCT 397 2 )5 , AHSCT 4119 )™
FEAREMEELT CTX 40 [AHSCT 4H.64.5%,
CTX 4 :39% ,RR (95%CI)=1.66(1.20,2.29) ; 4 %}
XU 11 (95% CT) Ny 26% (10% ,41% ) 5 KX KU
B (95%CI) Ky 66% (20% ,129% ) | ; 15 Pk e 4%
P AHSCT RIGIEYT 4.5 4EHF, AHSCT 4/ & A [
425 B (73.5%),CTX 2H 19 Bl (51.4%)[RR
(95%CI)=1.43 (0.99,2.08) ], AFirfbTEAFLEFEE
AHSCT a8 AR AR A R BRIt I RN FH
XL IRUS: — 3R 25 A T A% Al . 2017 4F AHSCT #H
KAGFE NN AHSCT 1 fe fE 3 FHHE S 4F % <65
B R <5 FOUH LN 4 iFN B RE ) A7
TEA A B Y deSSe B 5 75 HEBR I 1 0L 2 45
PAH Z& % BTS04 (LVEF) <45% 4678 Ph O 4 |
DA, B OHRE R E A (FVC<
45% )1 — T e [l BA S RS 48 A 27 14
AHSCT /97519 SSc /8%, KV 67 14 16
(59.3%) A SSc 'l it JHz 32 T e Mikiliay 7, %
254345 MTX RTX MMF | CTX A, Hrp
9 Bl EHZ RIX 16Y7 )5 ,2 FFE U] mRSS
M 21.0 FE % 6.0(P=0.011), ZHFFT nfHE RTX
TE N B S T E 7 T AR B G n AHSCT J5 ™
AR ML (50.0% . 54.6% ,P=
1.000), [8]4% 37 AHSCT Jo i 15 vE 1Y SSe &
fdiFH RTX &2 A A4

BEAN A S s B R A IR A1 1 71 %) SSe A&
R RREF AEA A TEIR T RCR (BRI i B A
PR (AEREHL FEAS /N BPA bR SR ) 0

&R ERR 7. % F&F ILD B9 SSc BE 86 R
Bz FHE R R4 ILD 7 HAE IR Bt se e 4]
H 2547

EEEN 7.1 B UWURYE ILD £ B % K AE
ERREERREENNE, ENH,BUEAR
HEERFIE(20),

HEEN 7.2, #HFIZEFE MMF fl CTX /EA4

SSc-ILD H—4587 259 M E BB HHFFIZE
T(IB) ;T ER LRSS EHIEABFETAW(20).,

WEEN 73 BUESRERAT ST RHA
fEME SSc-ILD(2C) .,

HEEEARHRE . SSc A ILD 397 “Xktr” & HAT
SSc-ILD J&RYT I HbR . S RSBt re & TSSe-
ILD [RIRYT R £ BT LRI, 2023 FEULAR |
£ E R4 (American Thoracic Society, ATS) |
ACR F1 2024 4F BSR 2545 15 1 £ T SSc-1LD 14
TRIT R B R HERE MMF | JEiB e RTX
FFEER APUVE I — LM IR 7 2550
TR R OUHIR R R A SO i >15 me/d)
BNy 5 B8 K A 4 (SRC) KU AR DG T H:Xof
SSc-ILD PR YT B Bk Z JFUE B2 2 k3, PR AE
2023 432 [E SARD ILD 5 H ASHERE i A A2
BEAEN SSc-ILD —ZiayT MK iR raYT, & T
EATDUE-LERTIEIINEE VAN v - gDi8) v e
SSc-ILD PTTRIEAIR Y], FEB 001G S uE 3 2
17 ZE SRR Al B B R S e B R G T
DRI Ay P18 RS 53R 2, (0 DR B BT R, i
A AR RGI RN, CTX 1 MMF 2 BEAEAF 5T
WL REEMm R, SIS 1 Fn 11 W58 45 S 1 S 45
CTX JAYF AT AR SSe-ILD B33 Bt sh BEFS hx
Er kI 39) (4F H 500~750 mg/m?) FET AR 7] (1~2
mg - kg™ - d) FER AT AL IC W35 200, FE R
WRE S AAE I, WK EZCE TR (6 A
). SLS T HFFE s MMF 19970S CTX MY, H
Tiif 37 P4 B4, PR 0k 24 B AME B P 3 MMF 408
CTX {EN SSc-ILD W E BESIZEIRIT 25 . 230K
B RCT 82 Hul S MERSE i/, RTX (375 mg/m?,
R 1 RAL 4 Yk B 1 000 mg/Uk, E 0.2 SR
A A R SSe-ILD £ 3 19 Jili T BE 45 bR (FVC,
DLCO), fu#f RCT FEN I Z A R, FEER AT
A T I 2 ) R AEME SSe-ILD H 3 i sh ey T
e, NIBSESCIH AR s, A TEN
SSc-1LD 4ERFAYT 259l et B 5 1 i Th g , (07
BTy T ARG PRI (A E . BEE 3 5 RCT AfF
FEAESE AHSCT % SSc-ILD % HAT B w7 4%, vl
ITE ey v LRty e S TIPSVacy e Wivip) & Ay €d
Wan (R T &G HEERIR T MO, B
JRSZAR T 4L (CAR-T) iR G HURZ A B AR A Al
Jfl (CAR-NK) 55 41 il %32 697 H i 2 04~ Fe 4 il
s B R AVHGE , 25 48R HAE SSe-ILD {Ry7H A



FRAE RG24 2 5 2026 4F 6 A 55 30 #2445 6 1] Chin J Rheumatol, June 2026, Vol. 30, No.6 + 501 -

A ANA] ZARTHT SRS T B HA T ROR 2 4k
UEZERED U ~ 38

EERG . I A 71 il H A SSc-ILD # 3%
ISR ST B 4 B B R 257697 (0.5~1.0
mg kg -d™, n=12) B IIHIT B H (n=50) 7] L
HELZ A TIREGAL (1 4F P FVC 22 40(E:157.8 ml LE
-60.8 ml, P<0.01)12 —JFZ4 A 23 5 5 (I BEHL .

BRI, #ikEg cTX (B 1 k3t 6 4~
J LA 2 0t 6 )G /N bR KBTS ER
(LS 10 mg/d) (n=10)G97 SSc-ILD, 47 Bl T2k
SRR B (GGO)8 AR 57K LTSy
(WARRICK) 5%k 4.5+3.8 [ & 4.4+5.0,P=0.76),
JCH AP E S, A v b B R R 4
(1 mg-kg'-d" 3L 4 J& &5 2 A 5~10 mg) (n=13)
T (GGO 1 L 1;WARRICK 5%k 9.4+4.3 [t
9.9+4.5,P=0.32)!  (HAE R —I0AEE BRI AR
5% (n=28) ", Bk IS CTX i I & ) B ik
B4 Bz IR YT 7 0] B 35 0% SSe-1LD & 1Y
I (R 3E (P=0.012) T g FVC 2L i . 12.4%,
P<0.001;DLCO 754k & .7.3% ,P=0.029) M 14
it £ (HRCT " GGO 1 #7241 . -5.7% ,P=
0.003) , - AT 39 58 15 A6 R i o0 5% 1 /0N 7] 2 Rz S
WMEICRARE (RLEIRIT 6 1H FVC%+3.1,
P=0.22,DLCO% L1 . -0.7% ,P=0.72; L ZIH
J7 12 N H FVC ZEfL i . +2.4% ,P=0.66 ,DLCO 728
it . +0.9% ,P=0.83) "3 F3 41 2 W/ NIASR R M
5T (n=14,15 mg/kg, B 3~4 Ji 1 K F1 n=13,750~
1 000 mg/m?, 57 1 W) B/R i bkiES CTX BEA K
TSR VIONE B2 B R 1697 (AR JEAA B 10 me/kg
3~4 JH 1/ g BEH 1K) I 3k (HRCT
I3 E | P=0.04 5 66.6% 1) H 2 Bt Th BEAa o 5 ik
) e Aol AR —I5 EUSTAR A9 ERPERT
IR, TE FVC%<50% 1) SSc-TLD H 3 v, ffi Fi b
B i HAT R afe i ziny , f#i7% FVC H B ™
ARG,

16 SLS 1,12 MHBF CTX 401 FVCo%Ei ek
SRR 1.0%, M2 B4 T B 2.6% (P<0.05)1%
T B A5 1 (SLS 1) @R 2 A& ) FVC%
Bt (] o L EE AR (MMF 2H P03 2.2% , CTX 4
M 2.9%;P=0.56), T MMF A EG CTX FI s 1
S (AZA) HA BRI L RN 52 1, HAS B
KA AR IR YT B B0 TR 45 ]
SSc-1LD S5 1S 78 R AR & CTX ik

TE (05 g B 1k, REEARM 10 g) ER
ILD SEALI 5 SI6T7, X CTX IBIF & & (FVC
F1 DLCO ¥t #iid 10%8f e ) ¥ 5T AZA 4ER5R
J7, X CTX L&+ (FVC B DLCO &L it
10%) 7+ 53 MMF {697 (2 g/d) . 3k 39 Bl5E b5t , 24
B1(61.5%) 7 5t AZA 15 BiFF 5 MMF, £25E B0 3%
)R ELBITE AZA 2138 3 T MMF 41(87.5%Lt
33%,P=0.001)"", ZIUEHL BV EPEDTIE
PJUESE CTX AIA %M SSe-1LD 835 it D e fs
FR (FVC ., DLCO) F13 shif 2 (6MWD) , i HAE 3
A I SMERE R SO T , FE3RT7 AR 7 1T
kil 04 1 IR FAE TR TT Bk 6 S H R T g d
PRI B3 YT VAR DL ENE B R
FE PRI 7R ™ EEAS RS 1) 2 A A A v TE R
LAERY CTX W IRITE, P 3 AZA 4ERRRY7 vl A
REAEREIT D RE RS g 12010 — TGOS IS (n=
13) fion , #ek i 5 CTX (0.4 g/m?x2~6 YO 4 1
I B AR (0.8 mg-kg™-d™) J5 FEX5 1 Sl i
RIVE TR (A B ILD {G a8 8UE T
g 12 S H N3k, 7 t 4,P<0.01), {HIG)T
LARJEATS B ILD &2k (24 A H i 4 B2 % 36 1
HERES 1 I %), $RHHIBIEKAEREITE
1AELL BPes) ) —JGURARE [m] BT e 2R g A 75 3]
SSc-1LD 7, 45 RUESC I HRCT H BB I /4F
A8 Lo ) (R B E /KT )\ SSe Ji e TLD i [l
H1 DLCO% ¥ A2 CTX (750 mg/m?) 57 %1600
FEREARE, —TR U SR R T AR A0 A 88
i SSe-1LD 845 , £ A5 T 2 4E W RE T BE] , JCie
TR ARG AR B ANe]  MMF A] A5 24 el sl A
EHRFN FVC 18FR(AFVC 1.8%,P=0.02)16_ {H Y%
— TN AL DU | 2B BRI (n=41) i
7 PRI TR Y SSe-ILD #.% (FVC%=70%) 1,
MMF il D) GE BT B i 2l (AFVC -2.7%LE 1%,
P=0.131)!'] | —FERGEEMPAT 6 Ftse (15
RCT .3 % HUBEE UL PRI 5T A 2 R [ i YO 2 e
WF9Y), 459 BoRAT SSe-ILD 3%  MMF 5 CTX
HA ML A R (FVC-WMD -1.17,P=0.137;
DLCO-WMD 2.245, P=0.027), 1fii MMF AYAS K& 52
KAL) BRIUFFTRZ M CTX Fl MMF, 78
NS PERFSE B FE SSe ILD & Hhvb A
P I AR, B R e e Al T e e

TE—Wi 2l TR AT (n=51) H ,RTX
2 (n=33,375 mg/m*, 5 6 > H 1 R)2 4ERf FVC
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FHm (FEZ L 2 4F FVC:80.60+21.21 L 86.90+
20.56,P=0.041) , 1 %t BEZH (fd AL S8 S ie il )
n=18,AZA 2 {5, MTX 6 5], MMF 10 {51]) H B 17 iy
24 FVC LRk, & 7 AERE VBT RTX ZH 4 3
(n=5)FVC AN T4 K- (91.60+14.81,P=0.158) ,
Xt IRZH (n=9) & FVC 83551k (P<0.01), 2 41
B A SR RTX 4 FVC s B B & # (P=
0.013) , AR FHF KA 402 (P=0.68) "), J1 A Hf
FE B i 9 4% 52 RTX Al 30 il 5% CTX IG5 97 1
SSc-1LD &, 7E 24 ™ H B, RTX 41/ FVC I
DLCO (B & m T CTX 41 (20.6%+8.8%LL
1.1% +3.9% ;P <0.05 F1 34.0% +6.0% It -1.5% +
2.8%;P<0.01)!"7 ) —Ti LSRR AIFFY (BT 20 A 34
il CTX J&J7 5 27 i RTX JAY7 Y SSe-ILD, & 3R
RTX 4 1E %MK (P=0.004) 035 J7 Tl .5 6 T+ CTX
4 ,CTX 4897 12 ™ HJ5 ,FVC K FVC%E 4k
L E T (P=0.02,P=0.002) , f. T RTX 41, RTX 4
16Y7 1524 4~ HJG DLCO {H (P=0.003,P=0.048)
15/18 1~ H J& DLCO%1H (P=0.008,P=0.01) i 55 1
R T 1 AR B IEF SS9 A 14 5] SSc-
ILD B35 BEHLATTC 8 (4552 RTX (FELZE AN 24 A,
375 mg/m?, BEJE 1 A 4 DA ARIETRTTY , 6 il
bR MEIR T . RTX 41 1 4EJ5 FVC% i it 18
(68.13+19.69 [, 75.63+19.73,P=0.001 8; {1 v i35
Fik 10.25%) F1 DLCO%TIHE (52.25+20.71 Lt
62.00£23.21,P=0.017; {7 2353 19.46% ) ¥4 1 3
2 Tb, 1% R4 FVC (5.04% , P=0.002) I DLCO
(7.5% ,P=0.023 ) B EALIT  — A R FRAL) T 7l
FREEBENLA BBBFSE (n=60) L4 T RTX F1 CTX 7E
W] deSSe 997 5%, 78 RTX 41 1 000 mgx2 ¥k
(Ma1F% 2 J8) 5 CTX 4H(500 mg/m? 45/ 1 YO,
6 ™ H B} RTX 4119 FVC%MIELE (61.30+11.28)%
HEIRTFE (67.52£13.59) %, 1] CTX 41 M (59.25+
12.96)% F [ % (58.06+11.23)%(P=0.003) ; RTX 41
FVC M (1.51£0.45)L 14 % (1.65+£0.47)L,CTX ZHfa
FE (1.42+0.49)L F)(1.42+0.46)L,CTX 4™ E AR
J2 N 1) % 2 R 97 FocuSSced 1056 1935 5 04T
R ,136/210 7l (65%) 3 ILD,77% B #4717
H—F T 57 2R (>10%0li52 ) , FEER FRAT 4 48 JH]
B FVC/% /N R ARAL-0.1%, B E LT
TN 19 -6.3% (P<0.001) , W2H 3 M7 o |, TCig ik
N2 2R EE Qe FEBR B4 RE 0 E I I D RE
TR F25E . AFVC% —4.1%+2.5% (n=11) H,~10.0%+

2.6% (n=11); 1 EF . AFVC% 0.7%+1.9% (n=19) ;-
5.7%+1.6%(n=26); FEE .AFVC% 2.1%+1.6% (n=
26) H—6.7%+2.0%(n=16) 11" FocuSScd &% ) T
ARZEY FEWTIE B 1R YT 4H (48~96 Jil 4k 22 J1]
FEERHAHT 162 mg/JH [ NS AFVCRAR BRI 240
(48~96 JilHe NFCERIAYL) BEUGE (AFVC%T
YIH 2.0% 1 -1.4%) 7 2 TOWEEHE BT 5T ENGIE T
RCT W55 Bk 1™ — I EUSTAR %X
i PR 11 SR ASE B S A U 5 X L FEER BT RTX
MMF il CTX X} SSc-ILD fJ7aL, K2R ITLIT
2R

— I [ AR PR R B TR AT Z RN
W IRd T I AR 2 i Th RE Y 1 0 038 (JRYT 1 4F
HiIJG AFVC% 2.82+7.52,P=0.24) (BAE M4EF477
AASCEIRE (JRYT 1 AR5 AFVC 0.15+
0.29,P=0.045; AFVC% 5.31+8.90,P=0.026)""%_ i,
4h, ASSIST Fil ASTIS ff 5% ¥4 & /R AHSCT W] gkt 3%
SSc-ILD & FVC, i F CTX 4% A~ Z 47 5H [F]
Tl 5 1A 5] CD19 CAR-T 1 £ B 1% S T 40 My
(iPSC) HVERY CD19/BCMA XUAE A5 CAR-NK A] fE
X} SSe-ILD A% 81820

GBI 8.3 F SSe &3 ILD WEE , B H
EEMAFEMNIEIT ILD?

HEEN 8. EFFERREEHMAEML IR
ZRhIhEE TP (1B); N EM =, LRI EMIEfE
ERFAAR K EI4F (2C)

YEFRRAE . JE IR Je AR — R 2 R U 1
), 7E SSe-ILD [ R B A 7Y i E g ik SE A P st
Al Ke B4 A FH L SENSCIS BF7 M H 5 22 i1
FM AL 534, & H AT IR X e ik R A iR T
SSc-ILD AR KA M i PRI , GRS 1 e ik e
i (100~150 mg,2 ¥/d) A LA RLHELSE SSe-1LD i
HIIHAEREAL . A SENSCIS HIFFE A4 53 Hr
4R JE Ik e AR MMF A Y7 X0 i ) RE 14 i 3%
O R e o W, AN RSOV ARL,
LR JE R O AR TR R R 4L (IPF) A6
J7 , JF7E PPF MR R P17 T IPARUS), FE SSe-ILD
) RS (LOTUSS) Rl e4att, HY
MMF B ARG R 5O, SLS TF5E (mitdk e
P+ MMFE LER A JE i+2 ) ) SRR 281k 45 AR I
ZEFA G X HA, KA RCT TSR K ]
R T IPF JRF IR EA SR VERT, HA B &Y
GV sZ M EAT B DA SSe-TLD R H TR



FRAE R A2 Ak 2026 4F 6 H 45 30 % 6 W] Chin J Rheumatol, June 2026, Vol. 30, No.6 + 503 -

AW

IEHE S 45 . SENSCIS WS — T R AR Bl AL AL
BRI BBIFSE, 9IA 576 ] SSc-ILD B4 IR
SPALN I JE K Je A 150 mg,2 /A VAT 52 JR, 4
TR R JE Ik Je AT 5 2 B A AUAEZE FVC 1R R
(FVC 4E F R -52.4 ml [£-93.3 ml, P=0.04) 8
BB A RN (BIANIEYS) FAEIRYT 4L R W,
(75.7% Lt 31.6% ) '), K& F SENSCIS #f 17 1)
SENSCIS-ON #F5% (n=444) i 715 5K W28 28 43
F el 52 JGYY H<100 J8 , F98E I B JE ik
JeAT 4 (n=176) B E WA FVC 2Ll (-44.0+
16.2)ml, i SENSCIS fiff 5% H (i FH 22 et 771 2 4 2 ke
HEB AU (n=171) BHE BF FVC 2B LR
(-58.3£15.5) ml, SEHWLEE Z 148 JAII 2 240 A 4F
YJFVC AR R0 5 (~126.4+26.4)ml F(-189.1+
29.5)ml, HAM R WA BN EIETS 76 ik 2
20 i g A R AT I T4 1% F T7.2% ,2 0 A
59.9%F1 26.9% B =1 Ik &, 53.0%F1 36.5%
PRI KT, 29.19%H1 14.7% K H= S 805 25 1A B
Fe sl A 183 5] 16SSe # # 1E A SENSCIS-
ON WF7E, Hhnfl e ke /i 4L e F e ik Je i
MY FVC 0510 (-41.5+24.0)ml [
(-45.1£19.2)ml, HR (95%CI)=1.06 (0.46,2.45) 5]
SENSICS W20 73 #r b, KL SSe | R AE F5 br It 5 B8
B R A0 Bl R 1) BB B IR SE 25 5 R 8 ILD
PERE MR EA FIRFHIER SN, Bk e ity
AL E IS R E DR K FVC 4 TR 2
5t 41.0 ml,95%CI1(2.9,79.0)ml; e <18 P H 4%
5 109.3 ml,95%CI(7.0,211.5)ml; 48 e 8 br 7t 55
2R 52.5 ml,95%CI (12.7,117.7)ml;mRSS 15~
40 4H2% % 66.1 ml,95%CI (4.5,136.7)ml;mRSS =
18 ZH 7% 5% 88.7 ml,95%C1(7.7,169.8)ml ]8> H
b JLIT 41 43 HT Sk JE 38 Je AR IR T SR AR R
SN R 5 R AR IS PR R BT NF
HiScl-70 Fiid 7 BHPE .mRSS 14346 K 25 g Ko
931, teAh, SENSCIS B 55 H EDEAH 0 M (n=22) ik
N, RV A L, JE IR e AT 52 J& i 2 1E 1)
FVC 4T B RAG TR AL [ 53 30 (70.6£79.2)
ml/AE Fl (-11222622)ml/AE | G 1FE 22 5% (18277
100.62)ml/4F,95%CI(14.9,380.45 ) ml/4F 194 —Iji
F£ T SENSCIS 52 £ %) 8 3 FE 4L 2 75 1l MMF
AT T, JeakJeAngi ) 139/288 161 (48%)
LR TR ) 1407288 ] (49% )SSc-ILD # & 1E

BRI T MMF, 7EJEZ00H] MMF [/ 845,
Je Ik e A LA FVC P TR (—40.2+
19.8)ml/4F | ZEE I 4H 0 (-66.5+19.3)ml/4F [ 2 5+
26.3 ml/4FE,95%CI(27.9,80.6)ml/4F | ; 75 £ K i
FH MMF (R, Jeik R A4 FVC SE94FE F R
1 -63.9£19.3 ml/4F, R4 -119.3£19.0 ml/4F
[ 2% 5% 55.4 ml/4F ,95%CI(2.3,108.5)ml/4E |; TCiB
ST MMF, JE3k Je AR 34%F FVC 4E R B3R A AL
(P=0.45), FJG/Hr 8%, FVC%4a X} T [ =3.3%
S ELBIFE JE 38 e A 4L TR AL, ek
2R IET ] MMF [ MMF+J2 35 JE 1 Ht MMF+2¢ /3
#1:40/138 (29% ) It 56/140 (40% ) ,OR (95% CI) =
0.61 (0.37,1.01); JEikJe My b2 Jgt 7 41 (59/149
(40% ) . 70/148 (47% ) ; OR (95% CI) =0.73 (0.46,
1.16) |17,

LOTUSS #F58ESE 1 kAR R BRGY T SSe-1LD #Y
(=1 9L TEAE 96.9%1 96.8%)"), {H J&—
T REHLAUE B IR R R 9 A 34 i
FVC%TE 50%~80%2 [f] () SSc-TLD & , 454 /R
6 > H i it AR JE il (2 400 mg/d) 7E Bk 3584 E FVC
B (94.1% L 76.5% ,P=0.33) FVC%IR 2% Pk
A5 AT 285 [0.55% (-9% , 7%) He 1.0%(-42%
11.5%) ,P=0.51]"", J5—WbF5eaE KR Z il |
BEAIL BUE R0 I BRI AR (SLS 1), &
TEFRFT MMF (1.5 gx2 Y/d)BEA AR R i (801 mgx
3 YR/d) K SSe-ILD (n=51) BT, 45 3 w18 4~
H B}, MMF+ 2285 41 1 FVC%E 3%l 2.24+1.35,
MMF+ 0t JE R B 20 K 2.09+1.28 (P=0.93), k%
FVC% M 3% =3% (1) o 7 B 8], MMF + Atk A JE i 20
(12.3 4~ H )BT MMF+2287)40.(17.8 1~ H ) LB
IR 22 ICGE T L (P=0.33) , X IF7 A il g
AT LT SBFEAR AL (VA 5161, it
150 i) , INTTIAK ) 32 BRI

5 T A, 1 177 451 IPF FfFL 53
Pie 2 ARK AR 18 mgx2 W/ |9 mgx2 W/d B4
FATT , Hd 77.7% AL IEAE IR A2 35 Je A skt
LR, ARK FEIHF 18 mg 4LIHE IS A4S 52 J& FVC
4754 R -114.7 ml[95%CI(-141.8,-87.5)ml],9
mg 2H }-138.6 ml1[95%CI(-165.6,-111.6)ml ], %
R4 Jy-183.5 ml[95%CI(-210.9,-156.1)ml ] Hf
KE)RE 18 mg 45 R AL 2 6] () R 3K 25 o
68.8 ml(P<0.001),9 mg 215 ZE 541 2 18] il A 4%
Z25 0 44.9 ml(P=0.02) , $&/R7E IPF & A5k
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AR AT RO S T D e Ak . AR K )RR R L
A RS N ETE 18 mg AR5 F K 41.3% ,9
mg 214 31.1%, LR R 16.0%"), HHEIH TG
BB FVREATT SSc-TLD AIWFIE E5ds .

IGERIERE 9. 34 F % B4 PPF i SSc B& , &
IIFIZSYI e R —RE B EMAMAHENLY?

EEEL L. BUREMNHAYAESR
MMF CTX s FZEEH(2C),

EEEN 9.2, HENFHENAYESREN
FAMERRT., MAELAYEERERS
(1B) , IRAI Z EABAK B HF M IERER (2C) .

WEFARIE . HRTEFGT SSe #H56¢ PPF #E47 1l
IRWFFEED | 2 Wt 4iiByT . BEAE RCT 50Mg%
PEREZE W~ , CTX MMF 1 RTX 7E3% SSe ILD
HRTIRE T A %L, BRIXF SSe M5 PPF 155,
BB R AR A E A AR B0 B A& Ay Xt
ILD A28, JeikJefi &Ry 3k itinyr
PPF {9254, W53 /R Hoxt PPF fB 3322 2350, A
I BEIRZZ I LI BE N % , i T i 278 B AR e SE 2
P, BIPRS00 B AR A It ek I
ANLAFFAERZIR . KR RCT RS IESEAR K ml %t
T PPF B I Re I ORI YENT, HRAESRL
SR 2V, A AT R A SSe A PPE AR
HHATHESE FVC 1R R EEXT A e Fi i pF ot 4k
AR JF HIA s oY, B R AR
RCT 5% BB

YR ELE . MJOEN X SSe A2 PPE 4755 1 il
5YNRIT A ICHITSE 2023 4F ACR il 7€) SARD
ILD JRY7HE R B AT XS SSe AHOG PPE RS, T
TN 4 MMF (CTX SUHZ 5 B 6T,
INBUILD #F5% (FEALSUE | 2 it 7% et T I PR A
%% ,n=663) B/~ , 7E PPF ABEH | JeikJefii 4l FVC
AR AL -80.8 ml, 24 -187.8 ml, 41 [A]
% 5tk 107.0 ml/AE[95%C1(65.4,148.5)ml/4F | P<
0.001], 7E UIP FELF4EAL ALY ILD 35, Je ik
JeAZ FVC A28 -82.9 ml, 2240 A -211.1
ml, 202554515 & X [128.2 ml,95%CI
(70.8,185.6)ml, P<0.001 ™" J5 &8 (131 26 43 #r Fi
BEUTRFIE R 78 HAS NHE ) Je ik Je A ] i 25 1
2z PPF (B35 52 JR N B PR IR IR ME (4.3 T 7.8) (%
F7(0.7 H 4.0) K%K (—1.8 Ho+4.3) R0 P04k , I
RPIGEARIER (<0.2 Fu+4.6) , AT FRARR S e ik
() E B R AS Jm A 0 IXURS: [ TLD i J JRU: S B

T-:HR(95%CI)=0.66(0.37,1.16) ; ILD 21454k &
FET:HR(95%CI)=0.28(0.09,0.83) ; ¥ {ASE T . HR
(95%CI)=0.41(0.11,1.51) |, A MEFF 42 A7)
A, HAE RS 2 96 il 52 JRI AR 2]
— IR AN Z s BB SR I (n=172)FF
1 T JRIK R AR AT X PPF IV E ] . 45 3
WRZCRRAIRIT 1 )5 ,64.4%EHE RN FHMAFE
INBUILD #F5¢ 5 SCH) B it FEARE , 79.3% A P4
£ 2022 ATS/ERS/JRS/ALAT $5RbRAE, JAYTHT 12
A HRGRIY IR JRI7 T AIRYY 12 S H 5 Fve
3914 (2512.3+863.2)ml 1 (2313.6+821.9)ml (P<
0.001); (2313.6+821.9)ml F (2335.7+865.1)ml (P=
0.82) , LI FAR AL g PRl 3 L | BRI ) 6
fal, YRITHT 1 4F FVC W R R & S TR
1 4R T EET INBUILD i3 5008 1 37 40 43 4
TRIT T 3L BMI XF PPF & TS OS2, LKA
AR S PPF 45 Jm i AHGPE . 45 R BRTE 662
B, FEER BMIER{IG, 52 J&] FVC 4F T B
JE i (JE KR AR 4l AFVC/AE . BMI<25 kg/m?
2H-123.4 ml, BMI 25~30 kg/m* 41-83.3 ml, BMI>30
kg/m? 41-46.9 ml; 4 AFVC/AE . BMI<25 kg/m?
24-229.5 ml,BMI 25~30 kg/m? 41-176.9 ml, BMI>
30 kg/m? 41-171.2 ml), $2&7R Al REFG ZLRICT Filhe
Jiti A T 87 A T F e, AL b3 T R R AR JE
IKJEATRAITRCR (SCEAER P=0.83)>7, —JjiH
S S ] A ST 40 20 4] FVC%AE 50%~80%
3 JE M SSe-1LD 4, /e ik e ik Je A 4t ek
HPLIRIT IS 6 A 12 4 H WG RE RG24
L, G5RERIELL FVC%(74%+12%) 5 DLCO%
(45%+10%)TE 6 I~ H (73.5%+13% 46%+11% ) il
12 H (73%+14% 45%+11% ) #4556 5% . 12 #iln]
WAL HRCT By 12 A H i AS RE LT 4E 103G
Flfase, MBI LB 29%+16%F% & 21%+
14%(P=0.048) , 21 2 i HRCT B35k 75%>),
— 50 H A fg B ] BV A Y R A4 A 26 5] CTD
A2 PR-ILD f3 , Hodh 11 i SSe, BF5E 0 M
KA 2 RE B e A A e I (1) 1R
20 WA I ) S R 25 W) B 65 RTX (6 191]) Ak
B R (4 1)) B Bl EL VG (1 6] .CTX (1 )
MMF (1 ), 2558 WoR Je 1K Je fii +1S H7E FVC%7%
E B FVC e B B E TR Ul (P<
0.05), Il 7% KL-6 /K- 3 T Ff (P<0.001) , AN B 3
PR 2R 2 ) 28 S e ge T2 S
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— I3 M BE L X E O BRI R BF 5
(FIBRONEER-ILD)H, 1 176 4] PPF M Ffibl3%%Z
PDE4B 8 ] 41 il 57 8 K w) 5§ 18 mgx2 ¥K/d 9 m
gx2 Y/ BUEERNRYT IR RIGIT (Jeik e
A L JG ) A HRCT £F4EAL S AU [ -5 Y [a) B i 48
(UIP) Fb HABZR AL T3 AT 002 . 45 R WoRTEiRyT 52
J& )G, #IEJG AFVC 18 mg 41-98.6 ml kb 9 mg 21
—84.6 ml HL 2240 -165.8 ml, M IE S5 18 mg ZHAH
WU ZAME N 67.2 ml(P<0.001) ,9 mg 474 (H
7 81.1 ml (P<0.001), i BHHR A Al 45 ] 45 S HE 2%
PPF A ITIRER AL, #E CTD-PPF S5 W4
W, HBKEIRFIELE FVC T BRI RS 3R 50 A
M —E(KIEJG AFVC JBK AlHF 18 mg 41-64.9 ml
b 9 mg 2H-61.2 ml HL 2250 2H-107.1 ml, 18 mg
LN A ZE N 42.4 ml,9 mg AR 41
2E(H R 45.9 ml) A REIK T EFEFETAE N I IR
FHOCEE Jey AU (ILD 2 P i I DR e i Ji PRI A e
BT R 33.0% L ABK Fl4F 9 mg 4H 24.1%
FEAR K W) %7 18 mg 2H 24.8% ;ILD 2 P il 2 5} 46
T2 AR 23.0% HIRK Al 4F 9 mg 4 12.5%1t
AR FVER 18 mg 41 11.5% ; PRI J5 AR B el sET .
GIIFIH 31.0% K FERE 9 mg 2 21.4% HARK ]
F§ 18 mg 21 20.4% ; FE T LRI 4 16.0% LE AR K
FIFE 9 mg 4 7.1% U ARK AR 18 mg 41 6.2% )11,
FIBRONEER-ILD #/5% SSc-ILD W.2H A B (n=75)43
Wridow , BBk ml AT 52 F8 2 RER4H FVC TR
116.1 ml,9 mg 21~ [ 49.1(-75.31, 209.32)ml, 18
mg 4 FHE 0.5(-23.58,256.93 )ml>?),

— IR X AR A2 LY PR-ILD iy 2 s Bl
BLACE 2R I 2 I R (n=253) i
AR JEERA T 24 JEINY | 248 5 BE il D REAG I 2
i, M AR FE BAZH K Fh A AFVC —-87.7(-338.1,148.6)
ml, I8 T 22 B HI 4 119 -157.1 (=370.9,70.1 )ml, Z5
O AR TEA, |, ML JE B T34 AFVC 254k
EASTLRGNAL [4lRZE5 95.3 ml,95%CI(35.9,
154.6)ml, P=0.002], 5G4 L, m R e m 2l
B FVC FREHEIT 5% OR (95%CI)=0.42(0.25,
0.69),P=0.001]8#81F 10%[ OR (95%CI)=044(0.23,
0.84),P=0.011 ] iy JRURS: Jib 5 AR, — Tl PY BE A
TR Z 0G5 90 A NEREA B0 4 P AF
& PPF ARUER B B Sy Pk ILD 3 (n=150) i 47
BEVITFFT , 118 B (78.7%) K& A IO REE IR 453 , 1
A 4eibinyy i R [JeikJefi HR(95%

CI)=0.58(0.39,0.85) ; Mt3AEJEE HR (95%CI)=0.68
(0.5,0.94) ]2,

IGFRiEE 10. XtF&FH PAH B SSc £E, 10
ANz PR $B [ 289055897 PAH 7 B0 HI 25403897
PAH 2EBM?

HFEM 10.1; B SSc-PAH £ & 752 b it
(E4H)) (£ ESC/ERS =4 B X1 B 31T X
R 1T FF 48 SHRIETT (2D)

EEEN 102, EEP SRKEEERRBKE
EAYHITIET(1B),

BEER 103, REIWHE CCB {EH SSc-
PAH H)E BT (2D),

EFENM 104, ZRINEIET7E SSc-PAH &
EHRHITE AR, BIRIESE RERERR
RERERNAREINHZEY(2D),

HEFF IR HE : SSCPAH #H1 ] 24549y 3= 2B X6) fili 3 Jik
AR R 4 SR8 1% . N RER  —H LA -
AVEVE S RRFMEER (sGC)-FRERR 51 (NO-sGC-
cGMP) %42, FIFIMRIBEMEE RE 5162
&, PAH #1259 355 ERAs PDE-5i sGC #4{ 3)
A RN Z AU B HTHN AR SZ A S A0S
FAR SR IMHIFR M4 2022 4F ESC/ERS Jifizfifik
FESYTHR R TS W BRIl =53 2 XU
BRIHEAT PAH KUK PEARS I LAt S0 TR dT K
1 B AT % IR IR ) 25 YR TT , A R AR

ERNEAIRYT , S e B sGRGa & sk
RIS R A =R 0T 16T o e e
it i5 ol FH 18T A0 A D 3 J2 RS A P 61 7 Bl A P T
i 18T BRI R R B GERRIR R A 5 R
R S ATAARE B W R s Ak T T4, #
B Rt I | T R 1L LR O PR I AL A
SERARIT . CCBs L2506 2k Y Tk 5e
B Y A 8%, T TE SSce-PAH A BHA: SR,
IWAHERH T, S HREYTAE SSc-PAH 1)
VEFI WG AN IR, B SRAERR 5> CTD-PAH (41 SLE-
PAH) e il G 77 vl A 4K, (H7E SSc-PAH
ZHRTR R G I (4 CTX MMF) &
FE 0 G820 ) 22 s AR AR DB R PR 72
FAME (HCQ)EE RTX A By K — i 4k 4, (HAFFEIE
PA MR,

TEHE B4 . 20 U i PRI IE 52 | il 2 ik s
JE B8 1] 25 9y w] B 2 el SSe-PAH JRH TG
BREATHE-1 J&— i Ff AL AU 42 1t 77 % B 5 (n=
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213), PPAL AR AR PAH (R & B4k & T CTD) &
HHIITRL B R B RIAEIH 62.5 mg B H 2
iz, 4 JE SN A 125 mg 5% 250 mg & H 2 K, iR
J7 16 JEJ5 6MWD 3 IEZE 11 36 m (P=0.000 2),
BTN 2H R A R YT AL R 2 25 44 m [95%CI
(21,67)m,P<0.001]>', SERAPHIN &AL
BRI B (n=742), AL T 5 pEIH (3
mg BEH 1,10 mg B H 1K) XA IR PAH &
H (HH 30%0 CTD-PAR) Y75, 45H R 2R
H EEEHE 3 mg B H 1R S EBHE 10 mg 4 H
19K, 3 2H FBA G FF (FET 8 PAH AL 1 & 24
RATHNN 46.4% 38.0%F1 31.4%; HHL LRI,
E R 3 mg 5 H 1 IRMY[RR (97.5%C1)=0.70
(0.52,0.96),P=0.01], i % 10 mg B H 1 1K
2H 19 XU HE A 0.55 [(97.5% CI) (0.39,0.76) , P<
0.001]2¢], GRIPHON MG RIRIGA A 1 156 i
To G yT 84552 ERA FI/ak PDESI 35 5AY7 1Y
PAH 3% (Hrh 28.9% % CTD-PAH), 45 R R 5
LRI L, WRIAAIG YT 1 PAH 235 th BUEAk/
FET AR RURS: 2 35 B AR 40% [ HR (99%CT) =0.60
(0.46,0.78) ,P<0.001 127 %1%} GRIPHON #f5% H
CTD-PAH B3 (n=334, 405 170 5] SSc-PAH) =5
JEorMT N, SEEFIAME, FRINAE4L CTD-
PAH 3 BBALAE T XU F#AIS 419% [ HR (95%CI)
=0.59(0.41,0.85) ], H:Hh SSc-PAH . 41 & % 11 3%
F/BE T XU B AIG 449% [ HR (95%CT)=0.56 (0.34,
0.91) 1%, PATENT B s Al B PGWIGE YT 12 )5
5 6MWD 4111 30 m[95%C1(20,52)m,P<0.001],
97% 1) & AEVRYT 12 JE AL T A= 41 41 (WHO)
LYIRE ST R kR E 2 B4 CTD-PAH AYEZH
ST (n=111 ], Horp SSc-PAH 66 i) 75 1] B8 g
WK7E CTD-PAH f [a]#E B A M3 6MWD WHO (>
e/ Sl & BH 1 (PVR) LA KO8 B (CL) AR
F, HAZ PR 3 B R A5 5% Al 77
FEFUE, ) SR e G A S PO s S S
¥, FE 3 mi Il ¥ B 58 (STELLAR ZENITH
HYPERION) i i 7 ] I ZR#AIR PAH B3 (FLrb g
i CTD-PAH)FE TSI AR EAC RS, | eh342 Bt 7
S ZITCAN TR 220 5 WA R SO A4 S il
S 1A S 11 K T N A R = DA 1 o R
PEUETESE , 265 7 Je T St 2l bk s K25 (WSPH) it
PRIBYT BEARAERE Z R POV A v i /6 M i /e PAH
BEMTHIRIT IR,

A I 2 W] 2 25 B0 BB YT 7R 0 I R 45 Ja
D7 TS 5L T H257R 97 . AMBITION #F5855 5 F.
HorHr o e A 30 S kb AR R IR I AR T
PIE B —FE25iRdT, AT SRR SSce-PAH I
IR G2 SCHE W BLIAET: . B PAH AL
Bt . s i B A I RIA T R LA ) XU ik
56%[ HR (95%CI)=0.44(0.22,0.89) 1!, FJ5 , 4t
X} AMBITION BFFEMC R & MG YT (mITT) AFE )
2 R 1= e o 13 | KT N 7R Vaa o< R LR aviE | 2% 31 )
WRAIRIT B ZNIRYT, ARl & %% CTD-PAH &
F 1 R 2 W XUBS: 51.7% [ HR (95%CT)=0.48(0.29,
0.82) 1, F#AIK SSc-PAH f 3 1 R 25 XU 53.7%
[HR(95%CI)=0.46(0.24,0.90) |21

CTD-PAH £ M CCB JAJ7 HF 3R 25 FH XA
BR, — It %t Z2 R0 R AERR & PAH IR (& 168
%] CTD-PAH) %53 /5%, CTD-PAH 4 v 2Pk
PRI IV AL 10.1% , CCB 144 11 i 28 3%
(48 3~4 A H i3 3h g 2% B s 1 4R S A F
WHO OIIRE T T sk T ) AR (0.6% )27,

G M RIEIFLE SSc-PAH Y7 A A7 TE 5 ot
P, — IR BRI AN 13 B8 TR A e ih T
(W Bz R & B4 CTX) Y CTD-PAH (n=13,SSc 1
1)) 281 ZAGE A 1) 1] SSe-PAH JBHETRIT
B, 5 Z B AR — SR — I g, R (]
BRI & B, 607 9] SSe H 77 STk PAH, B
WIS IRYT [ SSe AR 5 AR N2 AL S sl A Wy it
S T BT X 25 (DMARDs ) 853K JE WA 55050 i = 10
mg/d] 5 &4 PAH K FEAIRTG X (OR=0.74,P=
0.495)12 (HELW{d ] MMF 5 SSc ## &F PAH
JXUBS: FEAIRAH G (OR=0.12,P=0.048) ,HCQ G Y7 5
SSc-PAH BHIE T 0 EFEARAHOC [ HR (95%CI) =
0.04(0.01,0.33),P=0.004], —IiZF.0XE RCT
WFFEPEAL T RTX 697 SSc-PAH 1A R Al 42
PE LA 57 Bk E R EPRUETRY T I, PR
1 000 mg RTX sl 2@t alfg 2 &4 2 ik, 451
7N 24 JEIE RTX Bk 6MWD [ (23.6+11.1)m [
(0.5+9.7)m;P=0.12]#1 PVR[ (39.0+28.9)dyn +s -cm
[ (7.2448.5)dyn s-cm™, P=0.42 ] {H 25 H IG5 12
E S, RTXJAIT)G 48 J& 6MWD B & THE 1 4EA
2 SEFET =R 3N 14%[ 95%CI (5% ,33% ) 1511 28%
[95%CI (15%,48%) 7, HHECZRFNL 5K 4%
(95%CI(1% ,23%) 1 F1 18%[95%CI (8% ,39% |, %
AT 21 B e VR At T, e KA 23R 58.6% (b
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MR 82.19% ) 2324 i Bl I PR UES , 2023 4F
EULAR $5F5 1 2022 4E ESC/ERS 15 B ¥ R Ao
FA S IR R YT SSe-PAHT29,

IGERE)EE 11, %FF SSc &3 PAH R EE 10
G BIT R T IERR?

HEEL 111, BWERET WHO (I8
4% .6MWD #1105 BNP/NT-proBNP 7Kk F3iX 3
Mz iEHRRY ESC/ERS B WERE S E TR,
Xt SSc-PAH B & #H1TEHRELMIEFRITAM, RTT
K BRI HERFRE RS, BEHER ik
=" (2D),

HEEL 112, ST HERA—5 75
E SN H IR IE R GRIT R M A MER, BT E T
HLSEREUERIESIAT(2D),

EEEL 113, 8IS 3~6 > A {THEAE
&, AERIETRE(2D),

HEFFRYE . SSc-PAH J&—Fh 5 TP 5 (1 520
A IRbR IR T R MR S TS . 285 KUK
ARSI T Z WM UESE T 5 KA A7 B A0
P48 FR (40 WHO 0> Y)BE 4 9% .6MWD BNP/NT-
proBNP A7 .LINREFI ML 3l J1 22250 , B 78 514
PO RS MAiRYT , I e PP Al i AR
BE R TR NI G TS . PAH
IkFRZ R 2022 4F ESC/ERS i 3 ik w5 1297 45
B PRI bR, S TCENPEAL &5 A —E A
FE B B I AL JRYT RN AR LR TR
Ty R 2 13 B0 7 2R bR g AR T 1
BUBS A7 O R A RS B RS B b KI5 7
SR, RIRIT R RO KR . SSe 2— 1%
Y552 BB , I SSc-PAH (35 AT 1545
i PAH iEbRSb, MR SSe ffaie, L
“BGEAR

IEHE B 45 . PAH 193697 BbR il pg “fikfak
A7, AR E RS WHO D IIRE i T ~
II %7251 6MWD #i it 440 m™2¢27 1)} BNP<50
ng/L 8%, NT-proBNP< 300 ng/L™! 5.0 545 1451
ML BN 28 B AT PAH XU 702 B8 R AR 1
F8F5,2022 4F ESC/ERS $5 1 PR G AR HEELIG A B
JE(RAP)<8 mmHg /L JEFE%K(CT) =2.5 L-min™-m™
PR A K I B AN (Sv0,)>65%, 52182
AR O o [ER R B ) JC B T H | AR S 4L
FIFEAT OB SRR <40 mm 450 % <30 mm
To LR, R AR O & -l B R & g hs =R

RIS A B2 (TAPSE ) /ili 3l ik Wie 45 1 (PASP) >
0.194, Bk B & 5 A3 71 0 s BU Rl (C 484k =
0.82) 21, L ifiiz Fid 5 (CPET) P40/ F 1~1.49
iR B TSRS @00, gbah, Her A
emPHasis-10 S59300 & F & R 1742 16 B8 PEAG
HAEsr 5 PAH K70 2 H2A BB RG] —
W% ['J7E SSc-PAH A FEH K HIE 2015 4F ESC/ERS
T 1 TN T (A ST UE S AR B e A 3K X A3
TG —— R TR b R R 1
EXFMEARAEREZES (95.1%1 92.1%!1
819%)1281, SR, ZMFFiE N T — P EEH S .
T3%H) SSc-PAH B FETEMIZ N B2 T fe” &
“EIET A X R IIZ AR RIS R AR s, HLAR
IRREF G R 1 16 SSe-PAH HR 3 AT AT B
R TR YT TR LA e 38 105 124

AN, — T [ 78 48 A 77 ] SSe-PAH
=, Ho 12 4] 2.0 WER P25 0 DI RE 43 9% (NYHA
FC) 98, 45 R oRTE T34 44 A BV 5
A 4 BIERE AR ,8 Bl F A FCI 8
IV ,2 fl B & H PAH SET: P, $2R %) F SSe-
PAH, ASBEFRIRARES 3 IR S0 G, [ i 7 A
BNP/NT-proBNP /U I 75 55 2 ULAE bR A PPl . 1t
Ah, —TRTHEVERFFT A T SSe-PAH (n=55) A&
PER SNk 2 S (IPAH) (n=43) 3, HLE T 2 411
# NT-proBNP BORFIE . 2530 KB, SSe-PAH & 1Y
SE- 147 fiti 31 Jbk [ 7 BE A, NT-proBNP /K 8 5 [ (3
41943 784)pg/ml It (1 3931 633)pg/ml; P<0.01],
FH L TPAH, NT-proBNP 7E SSc-PAH H1 5 1l 7 3 7
SE R, LI AF (T SSc-PAH B
BET- XK (HR=3.07,P<0.01)5]

G R E 12. SSc BEHEELZAET SRC, Wi [y
AMEZKEHIREIFIF (ACE) KXY ME
AR ACEIL, W& R8T 7

WHEEMW 12.1. SRC —BEfi2  EERIRM
A ACEi %%, HiZ 83 ACEi (01T F )R
ERYE I MLE , B AE R (R MLE (1C)

WEEN 12.2. i ACEi XY FEZE I
Tk Ze, AIEENANEZEKEZEERF
(ARB) £z B RIF/MME B (XA EESHM
MERMERDERME)(2C),

HEFFRIE . SRC J2& SSc [BH & Ay ™ E It
JRAE o} 5 i T R W R R SRk R R Y
R R Rl | WS S BN WAL 53 S = )1
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FE SR RSO SEAH DGR | N PR 2 P
21 I Ry IR i e ST s Wi B [t
PEMITEAG IS XU, — FLEfI2 SRC, RS
FNEIT . ACEL 252542 SRC VAT II—ZR% 0259,
[ 0P AP 98 Stz et S B o A8 P 9 L 8 %o 5
- ACET AN 32 I B A5 o FH I 24 4 20 {HL H Rij ke
Z FEHLO BRBFSY , A RFEERERSE Hhfi
ACEi, &85 & 5 M A8 F DU 1R 245 292
5 H AT BA UEE SRR R R B LAl ACED B2
AR, FARFGE AR FHGE FL a5
RIE, H A £ Z RV MR s 2 A e
PRORG S R ) 1Y R IR 0 R
L F R I B 6.25~12.5 mg 4 4~8 h 1 I, R 4fE
MEAEBAE 4~8 h 480 12.5~25.0 mg, H 2L F| H
Bl s (Fe R 54 300~450 me/d ), I EIAFRG 1] %
JECH HH AL ACE (AR 1 5 i R 1) ) 12520
AI DLRE G 3k 3 de R, Ik e R TS A AN R
SR (295 | 20 MU 0 MBI XU ) (2502012532547

TE B EANEENM 52 ACE B BL T, ARB AT/E A
SRC MEARIR YT R HAE SRC H T 80T A
ffg sl BN £ G e sl F ACEL Joi
i il i He A% 0 BRA5  F ARB ) {HA W] g
HEIAS R

IEHEBLE . — YA 20 TIFIT 854 f] SRC &
B ARG LA, KIAENFH ACEi |, SRC & &
RFET- R ik 83.3%~88%, —4EFET-H ik 78%~
100% ; 1l ACEi W )5 ,SRC 235 6 1~ H AL TR [%
% 20% /545 (19.3%~20.9%) , —4FFET- RN 30%~
36% , =4EFET N 19.4%~40.7% ,9.6 FEIFET %
H 48%120 teAb, A% H A 4 AT B 5O
(2010 4 7 H % 2020 4 3 H ) 475 §4] SRC ¥
() Il A o AEBE S 48 h M)A 3l ACEi JRYT
R A BRI AE T 5k B B I B AT )
A ES R AR AT AR R ACE 1A
H[40.1%1t 49.0% ,RR (95%CI)=0.69(0.48,1.00)
P=0.0491" IR SRC H# Ll F ACEi 2524
YRaIT AR T CE RS . ILAh, 3} 1980—2005
ARG A T I B B 53, 20 48] SRC A 414557
ACEi JRYT, For 10 491 A5 AW e 14 V2 I P 2%
S R ACET ANTiR 32 0 A i ¢ ¥ 46, H—4%
AR B (ESRD) & 4 % (20% ), —4F- A 47 R
(90%) . TLAEAEAEZ (70%) I SRC A EAET K
(10%) ¥ 8220 F T4 20 1 535 1 A I R 45 )R

(—% ESRD K% 55% —F A7 70% T4
A7 50% SRC FHIRIET R 35%) 127

164 I AT K S RAEE A T I
it ACEi 25254, FAhRE 259 4E SRC H YT AL
WEHE AR . ARB ZE259%F SRC 7RI F
e R 22 H5 ACED A1 HE I AR B I R ZE 8%
Pisss0.2] - ERXF ACEL 5 ARB EHIX) SRC HUE T
Il PRASCE o i = LR DE Y, (H—T40 A 25 620
Bil=55 % | Atk EERE AL I A pom s AR
IFE e A0 2 PR R B 5 (2001—2007 4 ) 45
Ri/R, ACEi 5 ARB K& &S 30E thRedt
— AR R IE FE PR G it R

&R B 13.3FF SSe BEEMONZE BH
TE A REMFIAYEHITIAT?

HWEEN 13. 23 SSc AI&F R OALZER
£2E BT OREES OALEE NT-proBNP/BNP F
1IAE MRI ZEF ORI ER T LU RS, RER
BRI A (2D)

HEFE R . SSc JR & ULz BEIHAF SSe i
PP (RAE L ZEAL | 728 ) 1.0 WL, T HE
B e IO R o O JUE 5 24 ) 7 P S
s PR, FL i 4 £ 3 PT RE I IO IR R E Mg o
T N N | SRS e e A o i
LRI I 0 L2 22 H8 ol e
TZSPNEST , G HE K BT ER MMF AZA [ CTX 5
I B 28T i R ISR 5 R (9141 15 4o
I 25 W06 97 O WLz BT R AR 4 L, 3
A3 GEHE I G A0 AT e AR O UL AR AE 2 {H v
TG 15 Jo e K RIS 78 E S S e 4 il VA T 7 RE R
SSc o WEFAEALFLOILSZ B T B2 IRES ) o

AR E T TG RS R AT 5 AR 2 /5L 5
B T I e e A AT AL, A5
TR A0 BRI WLAAE  EZZ 4T
A ALk O WERZ LR BUR (CMR) O IERE 75
O JULAE FI NT-proBNP/BNP 45 5244 25 /52 56 %8 T+ B
Al I A O LR AE 5 L iR SSe JRUR O ILZ
RRHAIZ W 5 Gy T o R PR A S
Bt je g 3 4 2510 S il YA F 2023 AR KA Y
B R ILPUE B MESZ A1) SSe B PTG O
H ] bR UEZE A 0 st DAL T O E A b
HEY (S HOES & NT-proBNP 5 BNP)7E 1)
R VA 2 ] 25 & T CMR Fudr . CMR Fuds
P B ZE R AL IR AL (LGE) 2 U LT 44k 1 e S5 1
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Frids , B 0o JULAS AT 306 43 47 12080 %k TG00 I I R i
ARG SSe FBE AT AN G R Ao A2 R
T I FH T AR S PR 5 0 A 2T A 40 1) B 2T 24 44
M3 AL B HI R (FAPD #4710 PET RARE AT GE
X1 SR AR AE 5 WRIH PR LT 4R 16 ) 41 7T BE
B TR T BRI TR T N

IEHE S 4 . H i JCREATLG BEF I8 L S G2 1
25 %F SSe Lo LAz B8 H A I IR ZS R A7 B 52
), B UEHE 2k B I 58 S 44t | o0
LIRS AN [ B B (3 sl PR AR/ 2F AL, ) PT REXS B
PEVRIT T HEAR IR, — 35T EULAR SSc i
G MRS 2 11375 81 %ot BEATFSE (n=T7 073) & LG
TG 7 A 52 e B A R S R AR A2 % ) R R A
(48.1% L 42.6% ,P=0.313)" 55— 30 [ Jai o4 4
PAINT 12 B0 MRS LTS REIESE ) SSe Lo ILAE
H L RIEIHEATT 7 RALHE AZA R RS
CTX JZEIBA AZA Fl MMF, g 6 41 (50% ) 15
Bl HA ] (R Az RS ] 36 A4 H ) FET- 22, SR1M,
— I 35 Bl L2 R SSe B 1 R 77 $2
7~ A9 3% MMF AZA RTX TCZ .CTX It 4 % % i
HCQ B TE N I Sz I RIGR YT AT LA S 25 238
ARG R 7R B Bl O LA SE (P=0.003 ) ALK ik
(P=0.002)73), —T R ERPERTIE DA T BT
KD EIR RAEIR A SSe OS2 B E R R
N Rz 28 BT B ANE AL T AR L 6 Bl A
PERG PO , 2550 BRI RS AZA R
H AZA S CTX AT Lhe38 SSe BE AR, FEAIKC
LB, 2 Bl E R IRIAET 2 A, — g A
419 i SSc £ 1 [l it BAB B9 & B MMF & 22
F W45 AR (LVSD) GG AR R & (HR =
0.15), JERMIAIFNIE LVSD JGRk 3% i i (K
(EEIGIN 1 mg FI&, HR= 1.05)12 WiTil/NEEA
SEMERT TS /R IR JE AL (20~30 mg/d) W] LA 3% SSe
HE O WL RE O LVEF (F- X8k 3% 18% , P=
0.000 1), —Ii4&FX} 3 4 SSe O ILA £ 1 [
B 23 BT A B A R A B WD R R VR YT (40~ 100
mg/d) N BT, S5 A5 2 Bl E LT E
DAL B ™, 4 A WS ARIE T 0
IR (AEEER a7 )IRYT SSe LI 2 H
W2 BRI A AT A 2 WA s R 3L 3
1] £ E MBI AR AR P BB T 28282 — T A 9 ] SSe
SEE T bR 2 IR X B 58 275 1Kk JE P (20 mg/d)
A AZA (100 mg/d) RS % CMR #2758 B JCHE RO

WL A Bl A 20 (B — TSR Y (n=
6) U i 7R 3% JEHA (60 me/d) BEG AZA X SSe
M ZE DI RERCE AR, Ah A A ZEHGE S M
AR S TR R B S AZA P2 RIS
CTX [(220) weg2pess AZA K CTX 7 RTX B4
MMF 28 TCZ B4 MMF™2) 824 TCZa] T4
J7 SSc DILZ R

&R B 14.SSc BEEHIBMERZ ZRT, 2
BEENARRIEZEYIET?

HEEN 14, 3T SScHENBHEZR,
BRINEEMIITE AR, TEEEEEE
EERRREBRESHH BN AYREE
MA2D),

WFARIE . H AT el fil 2593697 SSe
B B Wi sz S04 r R s B RS, LA Y
WFFEAE SR IEM I T X SSe i E H il % BHy7
ROTHZE RIFA 228 AR IE e mfiliG
7 (CTX A 235 540 ) % B 2 135 4 5K 5E (GAVE)
A REAFTEIR YT 1 ] 22427 (B RS i [l st 4
FEARBEIESE CTX % GAVE A BIRIGY 7R 46 28, i
Hh A GEHGE RN T HE 7 | i ik e
PIFPERER 1 (IVIG) A REXTHR /3 2SR 1Y) SSe H i
% B —E TR, JE R AR E I AR R 22300

YRS JE X 209 fi] SSe H O RTHEMEBA
SVECHR SR S 5 o b, LA B B IE 3R 2.0 i
(GIT2.0)E R4l TR FIFH 2748 2tk [nl A s Ay
OHT, B BN TR B LA I ATAE B WA iEAE
ARG, LSS N S i 25 0 0 158 ) S5 Bl
VilG GIT ¥4 Al [ ES(95%CT)=-0.153(~0.298,
-0.007),P=0.040 " {HJ&—Jigh A 762 FiFELk To
PR i 2 2RI SSe BUE I RTRETEDN 1 BA
GBI 7R e Ml ia 7 5 A AR T S i
W TG AL RR (95%C1)=0.91(0.52,1.58) ]2 53
— I THET T IE A T 236 Bl SSe ¥
i1 598 BRFRES KA SSe B, TRIRER K IR
HEYY (B BTBR MTX AZA | R |
MMF J CTX) 58 Wil fe bk 2 (476 AH P23
—TFFHURR 25 R/ NFEAS R (n=10) TFF 55 K B /R Fh46
FRXF SSe B miEz FHRARTEH, REE1
RIGE PR BT VYR YT SSe B E g PR R
HERH AT REAT AL 0 — T X 27 414232 B £ Py
TBYT Y SSe A Y MM 2 rhus SR IF R & 1
B Wit sz B R A AR
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A 3 U RS R F K CTX AT REXT N
TTICRR FIARHG Y™ 8 GAVE BEA %) {H—
YA 216 15 SSc AHIE GAVE 235 114 [l Jii P i 5%
FEARUESE R REMTIEYT (A48 CTX) 1B g Ak
WAL, A 1 BIFEERRPTRINIRYY GAVE %4t
27— 15 Bl E S 2 ZYENLR ) SSe HER
PR F RSN ERIFT R  IVIG (BT AR R A 2
ghke) WRITE, BENEEE MR (3.19 H
1.88,P=0.006) F15% FF (3.03 Lt 1.86,P=0.013) -1
1335 HE 2R i 35 PR A, GIT2.0 1743 M L2k - 34 4
1.07+0.67) 5. 20k 5] 0.60+0.46) (P=0.002)2) 5
HAEIGE BN IVIG 7] U3t SSc R iz 30001
T A I AE D B RREAS 22, — TGN A 46 ] SSc R
H I /INFEASIEYERF S 3R |, i 5 TVIG (587
BEAES] gke) RITHEE B 8 R ILEWR
(68%Lt 53% ,P=0.06) Fl 7B fER (42% L 27% , P=
0.06) 4 B EAFA TR A — 00/ VR AR [ Jast
TR &I IVIG Xl B Medsger ™ B3 7 4%
FE SIS Wil e AR A G B SR e R
FH(P=0.182)17
FIsEMEE A (e S R IR 25 ho
PEN M CREESERRER AT RE S s R BIR
MR RE ) | KT (b A B e R e B ), R (R Bk
2B e 1 I KU SR B R ), 645 (b A = I B IR e
B B CRE SRR Lt RIS 28 s e e XU
S}

SO X B — B

EHIESERS /NG CREESREE It RIE SR b5
MRS I XA SR B ) , 08 (S L2 A e 11 2 5 XL
B, 280 (R E BB Ut RIS 28 Jb st s e XU
SRR IR (RS RRE b ALt HRIE B st AIEE bR,
WAEIER)

ISR (R RIUEHEHE) R (TEER L LE
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