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2 4 M BB R E (systemic sclerosis » SSc)
B BEGEL  MOERE (mi-
crovasculopathy) EHEREREEX » E=18
TERKIETRFEREIER > ME RAFZER
BREFIENERE « fAE AR BFEE
DA MFASEN ARG ZE - FHEEL
NEBRAGENBEENME > mMAmEEL
EREERABNEARRE (B—)

R MRERIER 2 A RHIEY (limited cuta-
neous, lc-SSc) Z 523! (diffused cutaneous,

dc-SSc) » [ B M4 B 75 72 7 8 B Z A 14 B FY iE
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Scleroderma

HEITERS > #97440% > MaEMRHIEAZ
25% > BRMIEERIERRECHNEERE > 4
BRI RIER ATERRAERRIZ » M
H—HBIRFER EE R o

AZEEREEMRENRAEERESE
BRIREF EIE B TR G E ~ IFEERBA ~ HER
JBEXEE (Rodnan Skin score D85 ) & « MEBRX
afEEERE - EASBEYMERSE « anti-
topoisomerase | (Scl-70) A& FERR 1 » LURER
Z anti-centromere g E » BEMRERKREZLF

RIER © 895 80% NARFEERIERAESRE
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W E BisE R PR IR A S MR E 1t
R RNEEEIFEFEENBEE LMK (non-
specific interstitial pneumonia, NSIP) » BiE L
BAKREDHIIEE AR ER > FINEE
(vital capacity) F&{E R / IR E (gas transfer,
TLCO or DLco) FEIRZE > B2 H RAVAHINEERRE o

BEWM - ZEEKXNAREBEERERA
MURriiERERESHRAS » #EERENE
B MERKUEREZ RN AFEFRNEMEE
MR EENS R > SEEZTHER ©
ERRAELERAR > FTEXTENRFELHE &
TP ETER S (six minute walking test,
6MWT) » B2 E 5 A EE A ikt (clubbing
finger) » &I T E S EFRIERTF (bibasal

lung crackles) % o

FiER X SeiEsc 2 sEtaAl ILD B4R » {B4E
HERAAFEBIR o MThscia I sRERS »
EHRBEZMAE (total lung capacity, TLC) ~ fif
& 2 (vital capacity, VC) ~ 52 | £ (residual
volume, RV) Bk —&{CixfmlE = (diffusing
capacity of the lung for CO, DLc,) » AEE 2
B RRRYR A EFIIAEEN & 1R o M #
i EE B ISl /B 12 4 (high resolution computed
tomography, HRCT) E#RE&IFE M EEHT]
ERERAR > MERNEEEREEIRTEN
& MH% (nonspecific interstitial pneumonia,
NSIP) o U LR EAABREEFRFEN > I
B#REERE 2018 FEFRARREEE (American
College of Rheumatology, ACR) BYFL:8i455 4 o

ERENMEEKEEREESEMEEAR
SZETFEE MR TR Z — > JRAMR IR A ME(E

(fibrosis) WIRIERK/ NERHERHEE > GBI
ETE R E PR EREIFHAR 20% HHEREEFE AT
SR A AN B2 BY (extensive disease) » /NFY 20%
BUSREER B ER M (limited) o 1 LABH TH AE 1% A1 i
#  BRER £ FVC EEERRERR(E 80% > FME
FRA—EREEEEEN TR - —iREHAMIY
BEE 5T (spirometry) » ¥ FEA—RIEE
(vital capacity) » W& F &R —&{ChkAhRR
£ (DLeo) ©

e TS ERSE R B ASERE D - HE
GBS B E R RS AT E E Rk
ETR AR IR REAERA B E 1L mAETRA - BE
SEEHEES - BRI EREMEERSRN
E B ETE G HMER R G E2RVEML -

S AfE 2 L EFMEREE 60-70% ~ DLeo PEME
<50% ~ BiSETE BRI EZNESEMHE
MERK (usual interstitial pneumonia, UIP) 438
AR NSIP 555 > NS ERIKRIENZE
>20% FIAMEpRETE » U EE R B AR bR
AETF o
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— T8 2008 FRYRA 3T A% BE 2 AEAR R B 14
R DREZ R REIE SRR * » #IRmAR
FETHF SRR D FIRVEEERRE > T RER
B (120188) EZEMBEMMEERL 30% 1
FEE > MBEELAIAE 75% B ANTEE (
—) o WEEMEFREFTNUER > BEEITE
EIETE R A SRR ERIEE I FE AN
FERIEF o B A 3 T B 52 JiE AR R il B 1 i
% ERSFERAMINGE  BERMEERE—
FAEEEIRE 10% > UREMFNEHETES
FERfE R - el CIZE S Bidmmketa
89 20% ©

FRR BB R AERYFE R B 35 AE RS T 14 Be B )
HIMERANY - 495 35-48% MAFMERIERAZ
SER I E EFRABREBY HHE5E » FRBVERAS
EFELERAS LAIRE SR SIETRIHRRERE
BERE - EEmMAEZ aRERIUSE  BR
BABEARERESHRIVAEST » ERHIRR
PEERNT ATBIR » ARFRISETER R ERE o

£ 18 2 3 18 17 fE 48 A 6 B M R RV VR R
i 5 cyclophosphamide # 18 2 2 1Z %35 /& >
Be R 51 B% 55 BB cyclophosphamide SE AR T &
MR RIZER > BRI AT IR 26
BEMAHIHAEMERA RV I oA BTE /e R — 1R L
BBEBENNE > b5 cyclophosphamide
GFEZEERRR > 2HRER A EH MIKE
B~ ARG INE > RAT ARG MERE
& B ° Mycophenolate £ ¥t & 2K iX i # 1R 2
cyclophosphamide By & > mycophenolate
LR MR AR S M SIS
£ > # cyclophosphamide ELEAYHA ZT A B B8
WM& MEEEZE > 18 mycophenolate 18

8 cyclophosphamide BIfER RSV » BRF)EF
AEEt i —LARERERNFER - BARBEE—
LEBE 1 93 Ik Bff 38 AR B8 EE cyclophosphamide
B KIBRARBEEMENNMEERE
E0cE > BHR—RCik R E I EEE
EERE RAMBERVHASER —LRA
T HHREBEENAAELSR > FiBEH
cyclophosphamide tHLE B & & Y event-free
survival > LESMF A R B TE s AR IS 1E Al
EF IR E B (anti-thymocyte globulin,
ATG) BEfRHEIFRVERY » MANGFEREER °
AT SR 2R A% /{5 P S R A2 EE AR R R M R Y
T #E(EZEY) nintedanib(OFEV®) » BESTN &4
“E B 40 P 7Y B2 £ (fibroblast recruitment) » i
— IR T i E AR R i B A 4 1E © Nintedanib
— R %O AT 22 M B 4 16 (idiopathic
pulmonary fibrosis, IPF) » BT HBTE KB BIERER
#E2H (INBUILD trial) 7R58E » nintedanib [
BlEhms R AR E 2RI - SERARE
1EAmEE (FVC) BRI » el —F R EEEE
AL RITIARA 57% ©

INBUILD trial @ — 1B Z B Z OB KB
50188 625 AA 0 49 1/4 ABEBEENE
RS ERART MRS © R —F Rl ERAR R
4BFHEEHEE 107.0 L/year (95% Cl: 65.4-148.5;
p value<0.001) » BIt#AEREARGRES4E (NSIP
3¢ UIP) &R (Bl= ) °

INBUILD trial 85 7 £ —F AR E % Fh %
BB - (G EIELITE— : (1) FERME
16 > 10% FAE - (2) BHSERIEN B 5%
10% 2 B EAIFRERITA © (3) BriE R
AYH 5% Z 10% 2 B BASER B A ML



Time to first acute exacerbation of ILD or death
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Hazard ratio: 0.30
(95% C10.08, 1.07)
Nominal p=0.0496*

exacerbation of ILD or death(%)

Kaplan-Meter estimate of fires acute
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[EIPY . S50 A% 8% R 5347 B R R E 1R Al s = 1 38 (R ER FE T LA B2 SE TRV B RE

BIEEIE ~ (4) MRIRAEAR 510 BB bk /2 B S A (b
HEINAYERYR - T ERVIATEAERER 52 BREFH
EENTEER  REBEHSEHIEERE (the
King's Brief Interstitial Lung Disease, K-BILD
questionnaire) £t ~ BB E 4 fEEERE
ZEFEFETRYBFR] » LUKRFET © INBULD trial B9
PRZEIRRE F1I%9 4% 65 B8 » MERIEEAR(H » BMIAY
%28 kg/m® » AIHBARRE > FBIBIZ LRSS
B /AR ARBEREMNME - Biems > 2/
Ei| %882 nintedanib #H& 4 FVC TP 54 187
mL £2 80 mL » nintedanib L2 EE4E FIEIBE

MIERBREN A UIP
BEYREEF DT » nintedanib EEZ EEI4E T
FEE R 61% (difference: -83 vs. -211 mL) »
BiERlfst LREE - TEXRRMREEEEETHNR
EALREE A 0 nintedanib 812 & E 48 B E B

EE% 0.63 (95%Cl: 0.36-1.10, p=0.10) » {BRiE
st FREE o EanMNRIGBE D (n=164) »
EM AU IR 52 VAR ZE > nintedanib
BB AL TREEES 93 mL/year WE R
(difference:-115.5 mL vs. -208.5, p=0.03) °
miEENTRER LEENBERZMERBES

B T57% (p=0,003) o
9‘F'J
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FET » TR MRIEBE DT nintedanib BREE
818 BY & B tE (HR: 0.26, 95% Cl: 0.10-0.71) »
nintedanib 11 & & & AY 3£ T & B (HR: 0.30,
p=0.0496)( B ) - TR EIRBEHEFREHEE M
IR RIERE DT > AR AARABUNERIE
HEMBE - BIRFNHAIERZE nintedanib &
fHEHBA—M > BEhER AR R B RS
AAFEA nintedanib Lt 2B HNMEEEZEE
120.7mL-e

& INBUILD trial # » B] X 42 4% nintedanib
RESRR M E MBI RE » BRARRIR LRI
BRI RAEMEEN T EEE > I B EEE
[BERREIN R RS (CEL R SR —IRBYER -
LE5h - B RIVEMET S » nintedanib A2
REFME ILD 2MRBMEIIET » UL RE G
LEMIEIZ > BN N TR B D EARREE o
i nintedanib It #BAZEEI{EA > K-BILD &%
FNE R MBS L T m AR > nintedanib
155 PR TE hE R SiE AR BRI R L 14 A ey A BB (R A B
SR ERA—R > TEREE

TR HEMAAES MR ERNESR o 5
422 pirfenidone » pirfenidone AE$0%E Fa il
ERMAE SRR DM E R R R SR B S PRI AR
HEERVEERR o TERLESSHAM SScILD FEFEMFZT
A > pirfenidone #5855 AE 50 3IA4R 15 35 14 A A A
{EBYEE1E o (BB RZ AR RA e B M A AR RE A st B
WERIEBEIE - BRIEETRKRENRRERS
34 @A > BIEIAZEEERE R pirfenidone 6 1B
A& > BZEBBELEIE SR MIhRE R ERER
ERRIRAR R EEE > BEARERAS
BRAE NS R E AR RRE o

S—{E 8] F E{ERZE R tocilizumab »
tocililzumab 2 IL-6 M &I &l > B % M @& =t &
BRERMIGERARFEFERE R
tocilizumab HAB M E KRB EMN » BAENE
FfiThAE > B REI4BMELE S FARIRAR 10% 89
FVC ~B% » tocilizumab 7] 5 %3 54 B 57 iE 48 B S
B4R AE LB —EZ M o

71 CD-20 EERKIEE rituximab > BEFRA B A
RAERIWRITEAE R - (BE1E 68 AN
78 BAMTMR 1 g B rituximab » FFERE
12 {8 B &35 3R K EB 2 i A BIEAR A Ff Th SEEB R
1BRE » EEFL (>20%) NETEERT ZIMINAE
FEANE  BINHAEDE (<10%) B ARE M
FEn AR » S rituximab HRMES HAithA
BRI AR A B ERIMYARIETR o

i Bl A% 15 th /2 — {1 58 52 AiE 4B BRI T & 14 By
BYBRRIETR © BRifE /SRR ERe+2 0
8o (B EREAR R E R EE e Bl B
[ fE > BEEMBIERERENRANAUE BT
1ThbREIAZAE » FHBRTZ1ERRY 5 FEENR 60-
66% > 28T AilEs1E 12 R iERIERIK (aspiration)

N s

¢ AR 2% IR AU BE R2 EAR BRI A E M R
A > EERMMEERIINTA > 2RO
2 FAVEBRSTEY 0 AT REREFSRAIPRGERE
EEAT EERRAMRE » HWENREARFE
FAHFENRENZEEER B RETR
HEBEERIE » HPSHRRESERTHEE
B > EMERB 2 AERVASHE - BRI E AR
=Bt > It HEEREENE REREE
o> A RERRURAR B E I FRAYEE
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