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[HEEFEHA R] SFocf 10 A 24 A

(B - 8] 17 BvApli=r T =T X AVl 1204 mg Xk 1806 mg (=274 =
7L LT 100 mg XL 150mg) = &HT S 7 LA

[HGE X 53] BERAEIRS (4) FrhreEEm,

[fF 50 % TH]  BEEHEE (BRITE 12 A 4 BAHT AR5 1204 555 &)

[FRAHE ] BT A 5 U

(5 7 A 5]

BIFEDO L B0 | RIS ITZERIN D ARG H OB THERHE LA £ 5 BV EMZE B 5 A0 TR
E, BOOLNTERET v MEBE 2D LRI IR &K 5,

ULE, EEEMLERSSR AT 2R EORE. REBIZOWTIE, FRROKRBEEEZAF L B
T, LUFOBREUIZ R NI HER OHE TER L TELI X2V BT L, 7ok, HAEETIC
BT OEANOZEMWFIIONT, HERTHEOMEF IV THEICHMHDLELEZZX D,

OF

[ZhHE X I3zh ]
R FEME AT RRAEAE
%ﬁ%&f (ZEE D U E R

TTPERR AL 2 £ © VBRI

QNS EVIRD)

CRE R OV =]
WH ., A= 7 X =7 L T1E150mg 2 1 H 28], 5 - Y BRICEOEGT 5, 728, B
DRREIZL V=T X =7 L L CT1[R100mg ® 1 H 2 [A#& 5 ~EET 5,

(EH7e L)

DORBHBIC oW TR, BOERGEAGR R - EAR AR (FROTA 12 H 20 H) 2V, BRE ST,

FT7 =TSN HRR—Y I — A U NA AR SR



& B & )
IR Y A2 R A ED L, MU ERT S 2 &,

2
T 7 2T H T ARNR—Y U H— A A AR S



Bl Ak
FEHRE (1)

SF24E3 718 H

AHFEIZBW T, HEFE D R LTGRO L R S S HEE (236 1T 2 AR OMIE ST, T

DEBY THD,

& dn B

(B 7% 41 A 7=7H7%/1100mg. [F75 7 &/ 150 mg
[— & 4] =vTFH=TxX 2N RUBE
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1. BFEXIIFEROFRER OSNEIC KT 2ERRRICET 2 86%

(47 =7 57N 100mg, FH 7L 150mg) ODEKS ThH=r T X =T 28 v ALK R
E AR —=Y T —A TN SRR R D I E T, /R SRIEARR 1 (PDGF) | i 20
FEIK - (FGF) Je QNS N BB SHEIA 7 (VEGF) OESZRIRIZE T DN Y 7 T Vs #lET 5
Ko rFrs o3 h—BlERTH D, RFRITEBOT, AAIT 2015 45 7 F1C TERMERGEHELE ] (IPF) |
2019 4 12 AT T RBrMaREEIC M 5 B MEMZEE ] (SSc-ILD) DIEE - PR TERB STV D

BUEPERGZE . (ILD) 13, #kx 72 JRIRNC X 0 ififla BRI G55 S d, 2 OEmREMEsEIC X Dﬁ%k LT
MEMROEEN LN DHEATH S (Interstitial lung disease. 51 ed. People’s Medical Publishing House;
2011. p3-12, 61-5) , ILD %200 # 2 AMEBEZLETHREREBEHETHY . £D 55 IPF, Fe¥elk
FERFHMEFVEMEMTZE (INSIP) | BN RBAUARSEPERRTE MEAT 28 . B Lotk ILD (BEfi Y v~ F . SSc.
ZRVER R G, v = — 7 VIERRE, 25 MY 7~ b—T AL NEREMRE SRR 2 S TR
JFURBEHE D ILD) | BMEEmEidk, hrad F—v & B - BREEMEORKELIERIR B ik, 1T
PED IO FED B, 1T M)%ﬁ%‘é{t%ﬁ% ILD (PF-ILD) Tid, FRREAER D BALCHliH
RO T2 X772 L, SEMIZIISIZE S (Eur Respir Rev 2019; 28: 180100, Respir Res 2019; 20: 57 %)
HIF& 1%, PF-ILD %%@%ﬁi&%ﬁ%%@ﬁ EMER AT, JBA B R LRERARDIRE, AR
NS ILD BE AT L, R EBEOWEITIEO IiHE L 2 £ 9 538 014 (Curr Med Res Opin 2019;
35:2015-24) ZB5E 2T, 32,000 AFEE EHE LTV D,

AFRTIE, IPFIZX L CE LT == R R OARAIN, F72 SSc-ILD 1% L TARAIN, X HICEHMERM
X%/ B EHRIHED ILDIZH L CRIBRREAT v REOX 7 1Y Axkk@ﬁwﬁnﬁw;ﬁéﬁiﬁm T
B3, LD PR-ILD 1Z%f L TGRS LTV DRI MIE 72 < | PF-ILD 1238 1) D L O HETTHIH] 2 B 1Y &
LT IR OB N EEN TN D,

AR HENER %79 PDGF, FGF &N VEGF %41 L7z ¥ 7 IREER I, FiRRHERE O FIE J OV E
E OBEN A XN TR Y (Cytokine Growth Factor Rev 2004; 15: 255-73, Am J Respir Crit Care Med 2002;
166: 765-73) . IPF X} SSc-ILD & [AIERIZ, PF-ILD (23315 2 MfifE b oL Tl o T etk 2 iFE L T,
AHID PE-ILD 153 5 BT HED B v, 4k, Elz!x%a.all%;twaft%ﬁ@ﬁmﬁ% IHSE | RIERTEK
PHIH A AR M T b,

ARHN D PR-ILD (257 2 BRIRBHIE 13 200 4 g F & U BRAGR S 41, PR-ILD (ZBH3 2R3 & LT, KET
1% 2020 4= 3 AVZAGR S 4L, BRIN Tl 2020 4= 3 A BIfERET CTH 5,

2. RECHET5EAE KM 5 BE OB
AHFETFHEARD bOTHY,  [REICHETBEE RS TOARY,

3. FEERARFEHERBRICET 2R R UBEICIT 5 FE OB

W) BT DB E LT, BT VLT U FRIE DI SIE K ORHEIEDOT Y &7 U o 72T 2 8
We7 v (IBPERBEIEMAR I LR e m 3~ U A7 1) (ISH D 1EM 2 Bt U 7o iBR s 55 28
et Shie, ks, SHEFRY T A — 2 TPEHE TR,

2
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3.1 PHEBEMNTHHER
311 BT VAL UEREOMKIER OBRMEEDOR Y 7V 7 ICET 28T T VT T 21EH

(CTD 4.2.1.1-01)

BT LV R DR RIE K OFREEDOIG Y €7 Y 72T A~ U AET LV TIL, TV ATy
BRI L VBHELEDRT Y £F ) o V&S BED T L X—MEO R RIER S FHI S, RIEMEY A R

A D L5 RE SIRBEEHE T OGFEERERE R OV > SERE OB INE QN il OfHE(LSE D PF-ILD &
FHTHLINDIFRIENHHLT 2 (PLoS ONE 2014; 9: €91223)

KRB TlE, ~VRZART AT I, IXTVHEROF I X = #E@@ W a REENEE 5%, &
7&»5V®§E%A’i57vwﬁyﬁﬁ%ﬁw T LIVT AR 3 W&ﬁ%$£o@ﬂ%\
12.5, 25 X% 50mg/kg # 1 H 218, # 5 HE#ERO&E LT, 7 Lo o AmBLG 7 8 % O i ORHE L

F ORIENZ KR D RIEDOIER DR S 7z,

ARIIL, T VUAT AR X DR O 2 F— 7 U EBORINE A BRFCHH L, A3 125,
25&0%mm@ﬁf@mﬁ IXZENZH 10.0, 206 X UN45.1% Th 7=, £7=, FkIC, AEET7 L
BRI KD RE IR BRI O ERERE L OV ) o/ SERER O HEIN % FH EARAERIZ I U, VABERE &
%@Ltﬁ%n5:&&UWmM@ﬁT®M% 1%, HFRREREE TN E A 245, 234 KT 32.9%, Vv
SNERETENEN 227, 377 KN 446%Th o7, I HIT, RETT LS CAMIC K D ik o %
JEPE A T 4 =—4&— (IL-1B, IL-5, IL-12, KC) DM \\NFHh D & CHiffl L7z,

3R BT 2 EEOHK

HEEE X, PF-ILD (%9 D AIEDIERIZOWT, BLFD X 5 IZ# L=,

T VLS RO R RSE K OFRAEMERT O Y £ 7 Y 72T 5~ U AET BN T, AED
PO ER R O RIEMER 338D biviz, £72. TNE T UVAKR DT v FOT LA~ A Vi3
JARHEIET T L, ~ 7 2D Y U DHEREMRMEIET T /L, ~ 7 A SSc-ILD £F V2BV T H AR I A
DHFHRHEAAE R ORIEE DR SN TN D (AL 27 425 H 20 A KOV o 11 A 14 BAHT %
THREE 7277/ 100mg fl) 28R) Z &b, ARED PF-ILD OFFREE DR % K3~ 5 5k
DOEHET VBN T, MiOMBMILZF T DR ORI L 67, MMM Lo T2 mE+25 2 &2
RIBEINTNWSEEEZD,

L, o E I SINZEER L U ASROEKI/ER IR ENTED | PF-ILD (2% 5 AR FK DO H
IIHIFCE D Sl LT,

4. FERREHBIERBRICE T 2 EE R OIS T 2 FE OB
ARHFEIHIEIARD DO TH LA, PDEEAREYERRIZE 9 2GR 1 3WIEEGRIF Rl 2 T H
% & SH, B el R IR ST,

5. BURBICET BB RUEEICRIT 5 FEOBN
AKHFEIIFRIARD DO TH L, [HMERABRICET 2 &8 (3EFARRHIFE G A Th D & S
Aoy Bz e BB IR H S h Ty,

3
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6. AYIEFFRBRKOEET 20, BARKERBRICET 2BERE N IC T 2 FE OB
6.1 AWIEAIFRABRKL CEET 50T

MAEF AR (X RA 7 v~ VT 7 4 — 2 0T AEESTTEAWTHE SN (EE TR :
0.500 ng/mL)

RE. FRHCREHEDRWIRY | RO G &K ORI TEFHRRE & TR L, EYEIE T A —Z 3]
Pl AR A TR LTz,

6.2 ERARIKEFBR
P& RS LT, PR-ILD S 24 & Lz EER LR S AR (1199.247 3Bk (CTD5.3.5.1) ) Djk
AR ST,

6.2.1 [ERSEFEHMFAERE (CTD5.3.5.1 : 1199.247 3REx (2017 &2 A ~201948 A]) )
PF-ILD B 2% & L-ERILFESE IR (7.1 Z28) 123\ T, AHI 150 mgP4 1 H 2 R ER
O#5 L EOmERARE N7 7IREOHRIL, £1DLB0 ThHhotz,

1 ARFIER O 5O PE-ILD BE OIMBEFHAIKE ~Z 7 RE (ng/mL)

£ JiiBs Bl 55 4 FF 5. 24 jE
150 mg? 221 14.09.76 (205) 13.7+9.83 (195)
150 mg—100 mg? 35 16.1+8.33 (28) 8.30+4.81 (31)
AAREER 150 mg—100 mg—150 mg? 1 14.0£7.73 (11) 9.67+5.77 (10)
100 mg? 5 11.2+3.62 (5) 1441272 (4)
100 mg— 150 mg—100 mg® 1 41.4 (1) 53.0 (1)
150 mg? 30 20.2+12.3 (30) 17.1-9.03 (29)
150 mg—100 mg? 8 17.8+8.52 (7) 10.6+7.62 (7)
A AN 5 H 150 mg—100 mg—150 mg® 2 15.8,22.9 (2) 10.3,21.8 (2)
100 mg? 4 10.7+4.02 (4) 14.4+2.72 (4)
100 mg—150 mg—100 mg® 1 41.4 (1) 53.0 (1)

THE AR GRIERRO . 2 Bl E TOHEEME

a) BG4 BIH O B 24 I CAHI 150 mg % IR A

b) #1454 BREEAF 150 mg Z MR L. ZHULAFEIC 100 mg ~Iki L. #4524 FIF £ CAGH 100 mg % 1

) &5 4 EREIAAI 150 mg A IR L. 2 LI 100 mg ~Jik: L 7=, FHEE 150 mg ~HE & L, 5 24 IR TAAI 150 mg % ik A
d) #5 4 BEEH G 24 JAREE TAKI 100 mg & IR

e) 5 4 WEHIAKI 100mg ZRA L, FILLIBEIC 150 mg ~HYE: U724, P 100mg ~JiE L. #1524 I E TAAl 100 mg % iRk

6.R HEIZIIT D BEEOEN
RFEE 1L, PF-ILD BEFIZH T AR OIEMBIREDO RIEZIZHOWT, LFO XS IZHIA LTS,
PF-ILD f#F Z x5 & L7z 1199.247 BABRIC IV T, AFISAER DGR OIREEIT, SIRERIZ A~
THARNHSEM TEWEAZFEO bhedy (&R 1) | BEERO IPF BE & SSc-ILD B THRD Hil
TWAHEA L FFEECTH D Z Eovd (CEA 2745 A 20 B X O FIoc4E 11 A 14 BT gaE®REE 14
7 =77 100mg fil) ZH) | BIAKGRANRE « VRIS Ik & FIRR. BRIRAICERD B D A
FAEFAIREMEIXIR VW & B 2 D,

MREIL, DL EOBAZ TR L, HARAN PF-ILD FBENSNN L 7 [E B[R FER RGO 2 AK O A 20 Y
ZERMEORILE LTHWD Z &2 oW T, EYEMEORL A B FRRBE O REITIRE S LTV a0 E T L
7=,

Y BEER ORI BINOEGE . AKI 100 mg ~OJHE AHE &R E S,
4
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7. BREIE MR CEBRRHAZEMITEET 5 BERE T IC 1T 5 FE OB
AR OV M BT DRI E B & LT, & 2 1R TR 2 R ) S 4Tz,

K2 AR ORI T S AR

it - . . o o ES ESPAS
o s # KB R P - S
1H2ERO#ES .
R = _ 4 663§ < e
s | U199247EER I PRILDEE | (o) - @331 i) %;’iij lesn';”‘g b

a) AEHEZA~ORLA BBOBHEITIL, 100 mg ~DIE ITRIERFTRE & RE Sz

7.1 EBEEFRBMAERE (CTD5.35.1: 1199.247 3Bk (201742 A ~20194£8 A) )

PF-ILD /&2 (HAEF1% 600 1 (£#f 300 #1) ) Zx5R1, RAIOAIER N2V Z T 5729,
77 e AR R IEVE A L T e MR TR LGB K E, BAR, 7 T v A% 15 OE Ik T E S
77

Ak - AR, AFI150 mg E 77 vR% 1 A 20, 52 @M FRBRIE T £ T, TGP RS
ICREM T HECRAKET 2 2 L ERE SN, AFEFL~ORLR HHOGEIZIE, 1R5R3E 100mg1 H
2 [Bl~OJESUIIREEDS ATHE & 3 E STz,

HEVEZAEY ST 663 ) (ARKIRE 332 5, 7°7 B/AREE 331 f5) 285 TS & &, TS ML EMEMRHT < S5k
[ B OV IPERRAT St R B ] & STz, fRbTIE. ORMAERN, @HRCT T UIP BRRHE(L/ SN2 — 9B bl
LEMO 2 SOEMICK L TiThbiiz, 85 52l E o ILflix, AR 24.1% (80/332%1) . 77tk
HE 14.8% (49/331 f51)) (ZiRD AL, ERPILFEIIAEFSR RAIRE 19.6% (65/332 1) | 77 R
10.3% [(34/331 4] ) T o7, EWIH TOPIGIT, AAIRE 34.3% (114/332 1) . 77 & ARHE 30.2%

(100/331 i) (Z@ Hiv, EZRFIEPEIIAEFS (KA 25.6% (85/332 fil) . 77 &ARHE 18.7%
(62/331f31) ) EThH o7z,

TSDH5 b, HARNHBHEM T 108 1] (AHFI#E B2 #il, 77 EHREES6 ) Tholo, HARNBOEMIC
B 2#E 52 BE TcoOPFIEFIE, AFIRE 21.2 % (11/52 1) . 77 &AREE 19.6% (11/56 #l) (2380 5
. BRI EBITAEEES KARE 135% (7/52 61 . 77 v REE12.5% (7/56 1) ) THo7-, HA
NEAYEEIC I T 5 2 TORIEFNL, AFIRE 42.3% (22/52 6) . 77 2 HREE 32.1% (18/56 f1) (2578
D5, ERFIEEREIIAERS (RFIRE 28.8% (15/52 5] | 77 & REE 21.4% (12/56 #1) ) & THh -
7=

2 Fle@PULYE - DILD &M S nTo, QERKRZH CHEH SN2 EAZ @I/ THWSTH, A7 U—=2F 124 7 AN TLL T O i)
~iv) DD Ll 1IZFEYST D i) BFVC O 10%LL EDH . i) BFVC O 5%LL E 10%A00 DI 237 S A1, IR ERER O E L A
%, iii) WFVC D 5%LL_E 10%AK OFD A H AV, KRG L TOMMEALZELOBMA SN D, iv) FEREZEHER O AL J O ES
Eifg = TOMMILELDOBEIR A BND, @AZ U —=2 7R 12 77 J LPIZFHE S 7z HRCT (28 T4 EF 0 10%i88 2 it O fRHE
ERFRO BN, OBFEREZAT2HAIIBEBENLZEL TS, @A77V —=2 7 E0D%DLco 7 30%LL E 80%:Abm, @A 27V
—= U THREDO%FVC 23 45%LL E, VT biilifz 9 18 bl (AT 20 skl B) OB, 723, 2011 4% ATS/ERS/IRS/ALAT 7 A
KZ 1 > (Am JRespir Crit Care Med 2011; 183: 788-824) |ZH-3% IPF & Wi STV 2 BHEIIBRS L7,

KERRZE T ILD OIRH B TG CHEM SN2 EANIX BIRREAT oA R T FFT Vv 33T =) —VRET = F ),
N-TEFNIATA Y, VX< T 7R AT77I R, YIRARY Y, X270 AARGENDININOIZRE I NR) -
72

9 KIKE LI L LA ERRNERIE S BN H D LM S oA, ek 4 B E THRIKRTEETH D | RIER IZIIRERIE 100 mg T
BEEBT 5 2 E MRS, BRI L AR R THIUL, 4 BMLNICEOVABRIE 150 mg ([ @Al RE & B E S iz, AES
LNTRBREE L BRE A 22\ Rl SN A . ek 8 I E TIREEAEETH V. B EHRHZIIRER L FAR TR S 2 HBT A L
ERIE Iz,

Y HHE S HRCT ORI/ % — 2 (UIP BERRAE L S 7 — o U ORRHE L S 7 — ) BERIKF & STz,

9 DIFoRAEA B2 C, T A DD C, XFHENEB 232 C OWTNEHI- 3846, UIP SR Sy —o & Uiz, AL ifisk
JECHES S OSKRAB L DB & 23 PRI BT A3 A D . B o Bl FEIERES X OKAE N OFRHEILIZ A BT 2M8IRIE R 0> D H 5 RUE LR
OFTRANRAZELND, C: FEMBIMFT RN 2N . T4 T RENBO LN GEITIE, MREE 2 — 2 X0 HIEL TRV &,

5
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HIWED FEFMIIER T 55 52 £ TO FVC OERBA R (EFIT 10 HSM) 13E£3D LB
Th Y., EFEHKROHRCT T UIP BRME(L 2 — 2 DBNRH BN HER, WTFROERICBTHA
FIEEL 77 B AR & OXHBIC BV CRGHEICH B R 20580 v, 77 B ARBEIxH 2 ARFIREOH®
BMERRGEES Tz, Flo, BARNBOEROKEITR 4 DEBY THoT,

#3 #5528 FE TOFVC OERBYE (mUE)  (TS)
HRCT T UIP kk#fEA LS & — 2 DB
S BN L
AFIHE 7T v ARRE AHAIHE 75 v ARRE

_—2F A (mL) 2,340.1+740.2 (332) | 2,321.2+728.0(331) | 2,363.4+762.9 (206) | 2,373.6=720.1 (206)
e b 52 1% (mL) 2,271.8+783.0 (265) | 2,157.8%733.0 (274) | 2,301.4+814.2 (160) | 2,210.5*713.7 (162)
N—=AF A bOZE R (mL) | —75.1+250.8 (265) | —181.1+220.0 (274) | —68.7+240.8 (160) | —197.9%237.8 (162)
FVC DA [ 3 —80.8 —187.8 —82.9 —211.1

[95% ZHE X [#]] [—110.4, —51.2] [—216.9, —158.6] [—123.7, —42.0] [—251.4, —170.8]
T RRREE DR 107.0 128.2

[95%(E <[] @ [65.4, 148.5] [70.8,185.6]
p fiE <0.0001 <0.0001

SR SRR A (1)

a) # 58, HRCT OB/ % — (2FREMDOH), X—A T A HEO FVC (mL), 58 L FEHORZBERA R OR—R T A VK
O FVC L MO HEAER % FBESR, BEFEMBIOY T R OREE 2 E8 R L LT v & MEERRET v

b) A EAKUEMI 5%, RN KON HRCT T UIP BERHE(L Y — o DRI BN AEMICE T AR L 77 B RO ERICS
VT Hochberg ¥:12 & 0 (KGR E 0 25 B % 7%

#F 4 P55 5238 F TO FVC OERBED R (mUE)
H AR5y 4R
7T R EE

(TS, AARNEBI/EER)
HRCT T UIP #kifE(L/ S 7 — 2 D A3
H 5D AARNER/YEE
AFIE 75 AREE

AHIEE

_R—2F A (mL)

2123.6+692.5 (52)

2249.0+623.9 (56)

2190.7+720.0 (39)

2242.6+623.7 (45)

#4552 W% (mL)

2016.0+695.2 (45)

2080.8+590.8 (46)

2094.4+728.8 (33)

2058.7+585.2 (38)

NR—=ZF A 6 DELE (mL)

—136.8£251.8 (45)

—204.0+207.0 (46)

—142.4+181.2 (33)

—221.2+211.1 (38)

FVC DR —148.3 —240.4 —163.6 —257.1
[95%f{= #E X il ] [—221.2, —75.4]? [—312.9, —167.9]? [—254.9, —72.2]Y [—343.3, —171.0]Y
TR RREL D 92.1 93.6
[95%{= #E X 5] [—10.7, 194.8]? [—31.8,219.0]Y
FVC DR —153.9 —235.8 —161.9 —247.4
[95%(= X fH ] [—225.6, —82.2]9 [—307.5, —164.2]9 [—235.7, —88.1]Y [—317.4, —177.4]9
TR RREE D 81.9 85.5
[95%f= #E X i ] [—19.8,183.7]9 [—16.3,187.2]?

EEIE YRR (B1%0)

a) EREMZ 5T, HRCT Oif§ N4 —2 | _R—R2F A VO FVC (ML), _—2 T A VD FVC LRI DO HAEM, %58
LEERT (BARAN, BARANDSLN) OZZEAER, BEHEHSER (AARN, BARALSN) LIRFHOZEERZFEDIR, &
FEBOG T R OR & BRI E LTz T v & MEEIETRE T L

b) HRCT C UIP kMl N & — 2 DHBR I BN HEMERIRIZ, XR—=A T A VD FVC (ML), X—RZ 7 A VD FVC & FF# O
RAEMER, 58 HAER (HARAN, BRADSN) ORZEAER, BEREEHOER (AARN, BRALSN) EEH O EAE
AEEESHR, BEMEIOUF KO A2 ERBME L Lz T v & MREERET NV

¢) AARNESEREZXIRIC, KGR HRCT OEfg/ Y — | X=X 7 A VIO FVC (mL) ., 58 & R 028 AAEA KR O —
AT A VWD FVC &R ORBNEM % BEESR, BFEHOUR RO Z2E R E Lz T v & MRBlERET v

d) HRCT T UIP K&#RHE(L /S 2 — L DB IR B BV D HAR NG ERZ KR, FG5H, X—2F A VIO FVC (mL) | &GHE LI
MORZENEA R ONR—RF A VIO FVC LI ORZ E/ER % BEER. BEENOU A KO EERRE L7 2 A
¥ ElFE T v

SHIRICBIT 5 A EFSRIL. AAIRE 98.2% (326/332 #) . 7T wARRE 93.1% (308/331 i) (ZFE® 5
N, ERFEZIRSOLEBY THoT=,

RN E ST A EFRIT, KR 6.3% (21/332 5], BMEMER A4 4 6, FERARA 3 6, ik 2 451, [
EMEREE AR, IRRAEE, MM R AR, EEIREE L, BUEME S 5 v 7 G e
SE. RCIUE ., MEPERIE AR AR A, 5 o MM OARAE, DMEIE, DRE, TR LE) | 75
B AREE 10.9% (36/331 i), MVEVEAGZEA, PR A4 5 I, Wi 3 41, PRIRESIA, 2PERER AR 2 4,
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VR MER RS AR S . et MK, BT, IO BEMEEEY . S, RERIEL AL H i
Ve a w7 DZRERBE, ZE9RFE, MEWRINEE, SREOEMNRSE . KB SR, M, (OARFEIE, BSE, =
RS A1 O IR RO, 1B MR R4, JITFREZS, RAMEMEATJe . KUE SOk B MEMZE R4 1)) 12
RO B, 205 BAKIRELF (MRBUME) « 77 2 REE3 6 KBNS ittty 2 v 27
i, CFHFEZES 1 41]) 1 IRERIE & DR RN GE S hzno 7,

HELAERGT, AFIRE 44.3% (147/332 B1) . 77 & AREE 49.5% (164/331 f5]) IZRD B, LR H
GUIR6DEBY Tholz,

HIEICE S TG FFRIL, ARAIRE 22.0% (73/332 ) . 77 & AHE 14.5% (48/331 ) 1258 ATz,

BIVERIE, AHIRE 81.9% (272/332 ) . 77 & AREE 40.5% (134/331 f3)) 1Zi8D iz,

5 WITNNORET 5.0 EORINGED oA EFR (R, Zarird S4EH)

AHKIRE 75 &Rt ARF B 75 b REE

LA (332 1) (331 1) LA (332 fi) (331 f)
T 240 (72.3) 85 (25.7) A 28 (8.4) 27 (8.2)
T 100 (30.1) 33(10.0) B 26 (7.8) 32(9.7)
& - 64 (19.3) 16 (4.8) R RGE R 26 (7.8) 25 (7.6)
MHEESR 54 (16.3) 48 (14.5) PRI Y 22 (6.6) 21(6.3)
BRI 54 (16.3) 23 (6.9) GGT Hahn 22 (6.6) 7.1)
P A 52 (15.7) 57 (17.2) OB 20 (6.0) 15 (4.5)
R EL 49 (14.8) 18 (5.4) EBtED E 19 (5.7) 15 (4.5)
ALT 54/ 49 (14.8) 13 (3.9) 4 SJ5E 19(5.7) 14 (4.2)
RAE IR 48 (14.5) 64 (19.3) SR RE L 19(5.7) 3(0.9)
AST B4 43 (13.0) 13 (3.9) A PEVEIE 18 (5.4) 22 (6.6)
% 40 (12.0) 51 (15.4) RIRVE 18 (5.4) 18(54)
GE 37 (11.1) 27 (8.2) it 17 (5.) 19 (5.7)
fifiZs 36 (10.8) 30 (9.1) Jass 17 (5.) 15 (4.5)
L 34 (10.2) 21 (6.3) (RS EBUIN N r ) 17 (5.1) 9(2.7)
e 34 (10.2) 10 (3.0) RAEivR 13 (3.9) 24 (7.3)
LI 33(29) 1@ | %5 1236) 18 (54)
HEGA 28 (8.4) 56 (16.9)
Bl (%)

£6 WTNNORET LO%LL LRI b R AE RS (&I, 2 iimrd4EH)

AFHIHE 7T v RRE

L (332 f) (331 f)
fitig& 24.(7.2) 16 (4.8)
REELVE il 19 (5.7) 45 (13.6)
S AR A 16 (4.8) 7(2.1)
I AR 4 11 (3.3) 10 (3.0)
Sl R 7(2.1) 5 (1.5)
e R 6 (1.8) 13 (3.9)
Bt 6 (1.8) 6 (1.8)
S PEITRE 6 (1.8) 0
it v L 5 (1.5) 9(2.7)
LIS 5 (1.5) 1(0.3)
RE IR 4(1.2) 5 (1.5)
Ly TN 4(1.2) 4(1.2)
R 3(0.9) 4(1.2)
BB iR 2 (0.6) 4(1.2)
BB e 2 (0.6) 4(1.2)
2 PR AN A 1(0.3) 6 (1.8)
Jii ZE A A 1(0.3) 5 (1.5)
B (%)

HARNGZEFICEBT 228l CoRFEFLIT, AKIRE 100.0% (52/52 #1) . 7" Z & AR #E 100.0% (56/56
) IZEDLI., EFRAEFRIIRTOLEEBY ThoTz,
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B T-HERGUL, 77 AR 14.3% (8/56 i, FVEIEMZRE 2 f, XU, FERA4A, FFREZ,
M, oo EY), AR 1)) ISR BN, T0H b7 T RAREE LB (M) (XA
e ORPBGEBEE SN h o7,

HELAEFGIT, AHFIRE55.8% (29/52 ) . 77 &R 64.3% (36/56 ) (2@ i, ERFGIT
HZB8DELEBY ThHoT,

HIEIZ B S oA HFFRIL, ARAIRE 28.8% (15/52 #) . 77 AR 21.4% (12/56 f) 123D b7,

BIVERIE, AHIRE 94.2% (49/52 f5l) . 77 & AEE 39.3% (22/56 ) 1278 v,

KT VTN ORET50%LL EORBI O b AFEFS (RMIH, ZEMMITSREN, BARANREH)

ARFI 75 & REE ik, AR 75 b REE

L4 (52 {51) (56 {5) (52 f3)) (56 1))
T 44 (84.6) 20 (35.7) LR 3(5.8) 3(5.4)
HREEZE 21 (40.4) 21 (37.5) SAEDRE 3(5.8) 3(5.4)
L 15 (28.8) 1(1.8) % 3(5.8) 2 (3.6)
ik e R 13 (25.0) 2 (3.6) e i JE 3(5.8) 1(1.8)
[P TR i 2 12(23.1) 26 (46.4) ERiIRE 3(5.8) 1(1.8)
AST #i/n 9 (17.3) 1(1.8) BRI 3(5.8) 0
KB XA 8 (15.4) 7 (12.5) SRS 3(5.8) 0
fifiZe 8 (15.4) 6 (10.7) R 2(3.8) 6 (10.7)
ALT #4710 8 (15.4) 1(1.8) AEE % 2(3.8) 4(7.1)
[ 8 (15.4) 0 St 2(3.8) 3(5.4)
L 7 (13.5) 12 (21.4) Z D PFIE 2(3.8) 3(5.4)
TR ER 7(135) 3(54) [ AL 1(1.9) 3(5.4)
RRIBEE 6 (11.5) 6 (10.7) BRI 1(1.9) 3(5.4)
AR HEAE 5 (9.6) 8 (14.3) R 7 R o 1(1.9) 3(5.4)
FEEL 5 (9.6) 6 (10.7) HREDRIE 1(1.9) 3(5.4)
K Y U A 5 (9.6) 0 SF 1(1.9) 3(5.4)
A 4(7.7) 9 (16.1) et 1(1.9) 3(5.4)
P 4(1.7) 4(7.1) T LR — PR 0 5 (8.9)
it 4(1.7) 2(3.6) e Mg 0 5(8.9)
% 4(7.7) 2 (3.6) &) T A E 0 4(7.1)
WHEE S 4(1.7) 2(3.6) KT b U ¥ A fE 0 4(1.1)
B wp 4(7.7) 2 (3.6) FHEE A E T 0 4(7.1)
i) 3(5.8) 4(7.1)

Bi%% (%)

#8 WITNALORT 2L LORENBD b mERAERS (S, ZEMmdSEm, BARANTSER)

AFIRE 77 AREE
L (52 f) (56 5)
R PE M R 10 (19.2) 25 (44.6)
fiti & 5 (9.6) 2 (3.6)
i) 3(5.8) 4(7.1)
A TN 3(5.8) 0
SEPERTIEE 3(5.8) 0
SAERRIE 2(3.8) 1(1.8)
B IMT A~V E VR SE 2(3.8) 1(1.8)
KieEl 2(3.8) 1(1.8)
IKmRIE 2(3.8) 0
BRIV N 2% 2(3.8) 0
KRBk 2(3.8) 0
AR 1T g% 1(1.9) 2 (3.6)
AR A 0 2 (3.6)
Jiti 2% BR P 26 0 2(3.6)
RELHE I AR 2% 0 2 (3.6)
e E T 0 2 (3.6)

B% (%)
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7R HBICRT 5 EBEOEIK
7.R1 BEEFEIZOWNT

HEEE L. AFIOBIREFEIZOWT, LFDO X HIZHHAL T\ 5,

ILD (X IPF X iNSIP, ZpMA s MRr 8 ERRTE M % 2 & To Rp o PRV E AT 28 (NIPs) | B bk
ILD, EBH MR EOEEOMEEREZOUET HREREEMESTHY . 205 b EITHEORMELH
A 5115 ILD (PF-ILD) TiX, FEREREIR, IitaE. & AR & O QOL DETTHEDEAL 288 T, JEITE
HTBAROEBRETH S (Respir Res 2019; 20: 57 %) , PF-ILD [T¥ KA TIidZe < THEFTIERRME L)
&V RO ERRIREE R BT 2 B HEEIRZM4 D ILD OESTHY . UTFITRTEREFRDOHA KT
A VEIEEDSE B - RSN TV D,

o IPsiZ DWW TlX, ATS/ERS DIERRIFAAT— F A2 b (AmJRespir Crit Care Med 2013; 40: 640-6)
WCEDSEEEN D IN AL TIIYZAT — M A MU OW TR S LTV A6
FEPERVEVERiJ 2 L 1RO o1 &) (SKETH 3 AR FETLAE; 2016) (ZHD & W - IR 2 &S h
TW5, o, BWNIZOF| EITHMONFHEICESE, ZHBHOEMIC K HEFIIMREHT X
VATV, BENIIG U THEBOER (A7 a4 FEE, EmHEEoRk s, 20%) M2
LWV EHTONWT, BN TAREN 2R ZRIT R0,

o HCOMENEILD 2B L CTEWNANCRMANIR SN2 T A BT A IMFLE LW, ILD OFEfRIZ
f LRERB Tod S BIRIRICIN LT AT A RESAEIMHEEENEH STl . EWNSTK
RENTWDHEEBTGEWTIH D OO, ZWr - 1RO HFEHIARER R 728 IT 720,

o BMEEBIEMRCY L a A RV ARG EELZOMO ILD 122V TH, A KT 4 v OFEE
LOXEIHLHLOD, ZWr - IRRICENIN TARERIZR ZR T,

PLbEo X oic, EWIMIIIT 2207 - 1B OERICAKBEN 228N 7200 2 LW ONCEEAR O IPF EBH

BT DAKNDOENE, BRMEROSEYTREIL, AARNEAEANCHBREAK TH 722 & CFERR 27 4R

51 20 BN EAERESE (47 =77 7%/ 100 mg fll] M) 205, KHEE - ERRLFERER %

FEhi U CHRT — X Ry r— VT 5 2 LIdAREE B 2 T,

® FIFHRBRICEIT DHRGEFITONT

PF-ILD 25 £ DRI BRI D BEE DD 70 < | RBEICHGERNRBR 2 Fhi T 5 2 L IXNEE L B 2 72
ZEnn, EELFRB IR CTH S 1199.247 3B CTlx, BKZHAIC L O3, THEITHERELR v
O HIEORGKRFELZ AT 5 ILD [BF % [PF-ILD] L9 1 DO & LT, MBEHFITHE LT, [
ITPERAEL ) ORI S U2 B IEIT T2, BRIRBLG T 1T 52O EREA B £ 2 T, HRCT TAJfEp
D 10%% 8 2 DA L A G860 | S RE I ONEIR Sk SRS i 2 W CHRME 2RO B 5 ILD & %
PF-ILD & & E# L7z, £7-. HRCT THIE SN DB/ ¥ — 73 PF-ILD B O T&ICB5- L, UIP ##
HE(L R — 2 BB LN DG AT OB S — o BH LN HGE LD b ILD O#EF T & #ih &
TN D Z &Nvh (Thorax 2014; 69: 216-22 %) | RREITINZ,  TUIP BRFRHME(L N2 — 2 DIy D37
SNHBREEMATOAMELIMETE 5L 9., TUIP BiME b N2 — DI AR LEBE L o
AL R Z —2 ) BARLNDBEN 21 DEETHAANDLIND X HITRE LTz, 7B, &AL IPF D
ZHEE « IR THGR SN TV D T2, IPF BT 1199.247 iRBR O G4b & Ly, AR OARE K O 4
PEZRETT 5 2 L2 AR E U [EFR LRSS MAHRAER (1199.214 3A8R) A 5ilikFEHi+ T - 7z SSc-ILD &
F1% 1199.247 ER DKM BRI EH D H Z & & LTz,
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® EIIFHRBRICIIT 5 L - AEOBRERMIZONT
1199.247 RBRICH T D Ak - &L, LUTIZRT PF-ILD & IPF OJFREAELS: E ORI & OY IPF &

Fa kgl U BRRBRERE A B £ 2. IPF x5 2 BERGE AL - F & & [ARRIC, AR - FEITAR

F150mg D 1 H 2 [\ G- & L, AEFRA~ORLN HHIDOBHEIZIEAF 100mg @ 1 H 2 FE#EEH~D

BXIREZ RE L LT,

o BRMESFRERR ORI, WL, PEFE K OWh SRMESF AR O RS, W QNS HIRRSN S OTLAE 2 1 O R
HRHRRHE(L O 2 40— RIX, IPF & PF-ILD TILE L TEY | 4i%h A — RIIAFINET S
PDGF. FGF (X VEGF 1 L72y 7 FIVGER D FICAET S Z &

o IPFEBHEZRGE LBERBICHE W T, AHI150mg @ 1 A 2 [l5 1 THRE L OV 2P0 EE
INTWDHZ L (CFRk 275 H 20 BfFiEAwEE 147 =7 071/ 100 mg fill] ZH)

® FIIHRERIZIIT 2 AR B IZ DWW T

ILD #fTORMEFEIE LB 2 5T\ 5 FVC IE, PF-ILD LIRfEARS: Eo L@ S s 5 IPF 288\ T
b JERE. IRRICET DI 21T O BROFEER R d i fRtE O —> & L TEM &4 (Am J Respir Crit Care
Med 2012; 186: 712-5) |, FE1= & ORHHEMENFED 51T % (Chest 2014; 145: 579-85, Eur Respir J 2011; 38:
176-83 %) . F7=. IPF BEZ x5 & UK CITAIMEOFMEEE L L T2 F AR LTS (N
EnglJ Med 2015; 372: 1189-91) , LA EZEEE x| 1199.247 kD LERHBHEE & LT, #5522 ETD
FVC OERBAFE (mUAF) Z30E LT,

FergIx, LEDFAZ T L, HARAN PF-ILD B NS0 L 7= [E BRI [F 55 AR RRER (1199.247 385R) @
FARICH S X | HAR AN PR-ILD B35 2B 1T 2 AKFNOFINER V2 a2 7 M35 Z L IX AR &Il L7,

7.R2 FAFEIZHONT

HEEE I IABI OFECONT, LFO X 2@ LT 5D,

1199.247 #RER D EHFHMIA H Th %5 52 £ TO FVC OFRJHAFE (mLAF) 1220\ T, 2ffk4E
M} OYHRCT C UIP £#HEL N2 — 2 DB NI LN HEF & IC, REIBEE 77 B AREE & OxfbizizEs
WCHEEFRIICH B 2RO bl 77 B ARREIRT 2 AR OB S EES v7e (R 3) , M
DFEROTEBNE 2 HERT D - DICRE ST 2 FEhii L7z, o8, KEMEDOBIR A LISMI /T L[ T >
S MMEERYRET V& AW, RBREEE G OT —% OB % AT OGS, FEIHGE B 04K #
& 7T B ARBEORERED e/ LA [95%(EFE XM ] 13 117.76 [77.53,157.99] T v EMMT DR
ERERERITBO DN -T2, S DITKANED BB T 7 D8O L ERTEE & T2 38T
HATOIV, EEFAME E OARFIRE & 77 B ABEOREM 2O F/h ZF AL 92.23~97.19 Th 0 T
DR & RERERITFBO 5N ole, o, E5 B2 ETD FVC D=2 T A L InbDELED
HRIIK1OLBY THY, REIFECTT 7B REEE ERIZEMAZRD bz, 72k, 5 52 8 F THIR
EN TIPS ERFTEE & 22 25 ORWOZEIFE U= b o0, MekEmix 52 B bR S
776
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Jottig —e— FEE |

0.2 4 6 12 24 36 52 ()

I 2E 249 2] 1298 248 3618 5218

dothE 325 326 325 320 311 296 274
FEIEE 326 320 322 314 298 285 265

X1 2HRIZET 2 FVC ONR—AF A4 Uinb O bR (ML) OH#ER (CP¥ME - fEaEEE)  (1199.247 3Bk, TS, £REM)

F 72, BIE 1199.214 #HERIZIB T SSc-ILD BB ST AARKI O FEMENHEESNT- 2 & 2B E 2.
1199.247 FERITHHA AN B L7z SSc-ILD B (ARKIRE 23 i, 77 ARt 16 i) Z A L74EMToE
SEEIIE H ISR AR E S 2 £ L, fRIZEID LB TH Y, BEREM L EREOMEBARD S
i,

9 5 52 FE ToO FVCERAE (mUAE) (TS, SSc-ILD % bR < 4£F)

. e T RREE DFE
AR e [95%1 41X ]
BB 52 8 £ TD FVC AR R 104.9
(ML) 9 —83.9+15.9 (309) —188.8+15.4 (315) [615, 148.3]

/D TR H AR ERRE (B14K)
a) #HHE, HRCT DR/ — X=X T A LD FVC (mL) | #5-8F & R DL BAER R ON—A F 1 D FVC
ERF O EAEREEEDR, BEEBOUIT ROWM A LR E Lic T v & MERIEFE TV

1199.247 7 Bx O FEEFALE B 2B 5 . B RK B O EME R RIIR 10D B THoTz, —
FEDER T FIIHIED R 5L T D T2 DFE R OMRICITEREZET 508, WINOHDEICEB T
— B L CAAREN T 7 v Rt 2 R DA RS S, AL NIHERIEIC R L RETIRAITE3RD Hh
2o T,
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# 10 HRAFRIOHEL 52 JFE TO FVC OFERMEA= (mUAE)  (1199.247 38k, TS, &MAEH])
S T =T 7
HRET AR 77 AR ’ Easj;)j{?;al&zgﬁ |
P 65 A —58.9[—103.6, —14.2] (139) —145.8 [—193.6, —98.0] (121) 86.9 [21.5, 152.2]
65 kLA | —97.5[—136.7, —58.2] (193) —212.6 [—249.3, —175.9] (210) 115.1[61.4, 168.8]
bRl B —88.9[—131.4, —46.4] (179) —234.1[—276.5, —191.7] (177) 145.2 [88.5, 201.9]
Mk —72.6[—118.2, —27.0] (153) —136.8 [—181.5, —92.1] (154) 64.2 [3.9, 124.6]
e 65 kg LA T —101.8 [—160.5, —43.1] (91) —184.8 [—243.5, —126.1] (89) 83.0[1.7, 164.3]
65 kg —73.2[—108.1, —38.3] (241) —188.8 [—223.1, —154.6] (242) 115.6 [67.2, 164.0]
PN —1155[—173.7, —57.3] (84) —208.5 [—268.8, —148.2] (80) 93.0[9.3, 176.7]
N HA —69.9 [—104.9, —34.9] (242) —180.5 [—214.3, —146.7] (246) 110.6 [62.0, 159.2]
RN/ T 7Y AR —1.8[—289.8, 286.3] (5) —224.3[—449.7,1.2] (5) 222.5[—143.1,588.1]
TAY TN ) T ) T ) e
I 2% —104.4 [—164.0, —44.9] (84) —177.5[—233.4, —121.7] (89) 73.1[—8.6, 154.8]
iNSIP —51.4[—117.7, 15.0] (64) —193.0 [—261.8, —124.2] (61) 141.6 [46.0, 237.2]
I S REAHERL 1IPs —125.9[—192.6, —59.1] (64) —194.2 [—268.3, —120.1] (50) 68.3 [—31.4, 168.1]
H &5 ILD —745[—134.9, —14.0] (82) —178.5[—235.2, —121.7] (88) 104.0 [21.1, 186.9]
Z D —17.7 [—104.9, 69.6] (38) —214.8 [—297.0, —132.6] (43) 197.1[77.6, 316.7]
WEVC 70%LL T —115.4 [—155.6, —75.2] (196) —207.1[—246.8, —167.3] (193) 91.7 [37.4, 146.0]
70%it —31.3[—80.0, 17.4] (136) —161.3[—208.3, —114.2] (138) 130.0 [66.2, 193.7]
HRCT 1LUIP R X2 — —81.5[—119.5, —43.4] (206) —209.2 [—246.8, —171.6] (206) 127.8[74.3, 181.2]
Z Dt —79.9[—127.0, —32.9] (126) —155.4[—201.6, —109.1] (125) 75.4 9.5, 141.4]
%FVC 10%{& T —72.5[—115.4, —29.7] (160) —235.0 [—275.9, —194.1] (172) 162.5 [103.5, 221.4]
ILD ® -
HELTME %FVC 5~;p%1£&?+ —109.5[—160.6, —58.4] (110) —145.3[—199.4, —91.2] (97) 35.8 [—38.4,109.9]
D ILE T@@miaﬂk@%m ' ' '
B % OYER DAL —49.7 [—117.0, 17.6] (62) —127.5[—193.9, —61.1] (61) 77.8[—16.5,172.0]
35%LA T —81.7 [—144.3, —19.1] (80) —171.8[—240.9, —102.7] (61) 90.1[—2.8,183.0]
%DLco 35%iA 50%LL —112.8 [—155.3, —70.4] (158) —210.0 [—255.3, —164.8] (141) 97.2 [35.4, 159.1]
50%it —28.8 [—86.6, 29.1] (88) —174.2 [—221.3, —127.0] (126) 145.4 [71.8, 219.0]
KL6 1000 U/ml LI F —67.9[—105.6, —30.2] (203) —179.3[—217.6, —140.9] (187) 111.4[57.7, 165.1]
1000 U/ml #A —104.3[—153.2, —55.3] (118) —207.5 [—255.0, —160.0] (125) 103.2 [35.2, 171.3]
R HY —75.3[—117.5, —33.1] (169) —218.4 [—259.3, —177.5] (169) 143.1 [84.8, 201.4]
2L —86.5[—128.5, —44.5] (163) —155.6 [—197.6, —113.6] (162) 69.1[10.1, 128.1]

s/ TR [95%(R HH XA ]

(B1%%)
a) F5#E. HRCT O % —> (@K1 THRCT) LIS |

NR—=R T A VO FVC (mL) | X"—AF A VIO FVC &R DA

TR, 58 L DA O LB, G LMoL MO L EENZEEDR, BHEHOTR K ORHH 2 2L mh R L Lz
7 o Z MREIEGE TV

BIREEHMTE B OfERIZE 11 O L R80 TH Y | BIERHEEIED ILD BB W TR LT & RS #E R 5

STV 5 (Ann Rheum Dis 2019; 78: 122-30) ffif&sEICEE 3 27MlsEH (&5 52 1 D FVC O~— X

T A IND DR ERD 5% L 10% A8 X2 D EEOEIE) 1T T, FEREERICET 27H0EE (K-
BILD # A =17 KON L-PF symptoms 45 K A A > AT DR—RA T A inbOELE) 12OV TH, AKIRE
T 7R HEE BRIZMEmAFRD bivic, E£io, #4552 B E TIZ ILD OFIEIEHHEEICE T2 EEZ D
FIAIIAKIRE 4.8% (16/332 f51) . 77 &HRFE6.6% (22/331 f5]) | #4552 & TIZHLEIZE -T2 BHF D
FIGIIAAIRE 4.8% (16/33241) . 7 ZEHRRES1% (17/331 ) Th o7z,
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# 11 5 52 WIS T HRIKGHMEE H  (1199.247 3R, TS, &£
\ e 7' Z 2 AREE L O LR R
A o (959678 ]
WFEVC D=2 T A DO HE (HE(LE) 25 52.4 (174/332) 68.6 (227/331) 0.50 [0.36, 0.68]

5% % i 2 % HE DOEIE

WFVC DR—RA T A b DR (IR 23
10%% 8 % 2 iR OFEIE

40.7 (135/332)

48.9 (162/331)

0.70 [0.52, 0.96] ®

K-BILD 82 2 7 D_N—Z 5 A b DL & D

0.55[—0.62, 1.72]

—0.79 [—1.94, 0.37]

1.34[—0.31, 2.99]

(332) (330)
L-PF symptoms FEIR R EE K A A 227 D 4.28 [2.43, 6.14] 7.81[5.97, 9.66] 353[—614, —092]
NR=2A T AU DEE? (329) (323) : Y
L-PF symptoms Ik B A o > 237 O —1.84[—4.36,0.69] 4.25[1.74, 6.76] 6.09[—9.65 —253]
N2 T AL DR (327) (320) . O e

% (150 SiFmh R FHME [95%EHRKH] (%0

a) FHRE N—RAT A UfE, HRCT OB/ Y — | KEERER, BGHEEORBIREROZEIER, _—2A T A & ORFERERDO5E
HEMZBEEDR, BENRAEICERESE OB BATH 2 E L7 MMRM  (Mixed model repeated measures)

by FHEEFEHA Y X, REGNL ) VAR E—E L, R=R2TF A L OUFVC ., HRCT O Z —> BGREA2 TR L
Ten VAT 4y Z ERET IV

PLEXY . ILD EETORMEISE L 2 2 5 TWA FVC IZB LT, EEFMEEH ICB W TAKIRED 75
T AR T DA IMEDNREE S . BIREEHIE B ICBW T HARFIRET Y 7 v R EEA EE D AR
DRR Xz Z D, PR-ILD HBFITEIT 2440 ILD EITIHI BRI RSz B 2 5,

HAN PF-ILD BFIZKT 2 A MBI LT, EEFME H IOV T A AR N8 O sl i3 A A4k
M & DM bz (F 4) , 1199.247 HEROSMREM & B AR N5 HEM T S i e 5 1H
M358 N R A I3 ARE CEYARE - A% 76.9kg. HANE DM 61.6kg) . HRCT D4
N = (UIP B 2 — > DB O BEOEIS « 2% 62.1%, B A NGB 77.8%) | ILD
KpWr 7 v—7" (53BREERL NIPs : RREM 17.2%, B ARANEDEM @ 36.1%, @HEIENM% « AL
26.1%., HA NG 13.0%) ThH Y| FEfpiTbTNIC AARNEDEN TE -7 CEXER - 2R%E
[ 65.8 k. HANEER 68.15%) . Zi O RK 7RO M 4 Fh L= /55, & aoERH o
AEWMEIZA S AEITRO bR o7 (R 10) o PLEAESE 2, 1199.247 B OAMARIZHESE, H
AN PF-ILD & ICHB T 2 ARKN O A NMEZFHET 5 Z L ITAREE B X D,

HREIX, LTDX2ICEXS,

PF-ILD & A %[5 & L7z 1199.247 BB IR\ T, FEFHMIEHE TH 5% 5 52 1 £ TDHD FVC DIEH
B E (MLAE) (I22W T, 7T B ARTES KT 2 ARAIRE OB BAE S BREE S v, ILD (2B 2 BIREHmE H
THARNOAEINTRE S 7z, JRERZEER O LN CTh . BRI B2 2R kool
Z LD, PR-ILD FB#F D ILD ITXT 2 AANOAIMETHIGF T 2 LIl 5, 7238, 1199.247 3ER Dk
FEO I L0 KRN G- EA TRICE 2 D EEBICHO W THRITT 5 2 L IR CH D = L9, PF-ILD
BEICBIT DAFBEGIEO N b DM AITHONWTIT, Bl IERIETNERETH 5,

LU OBRE DB DUV CIE, B Cilam L72V ),

7.R3 ZEEMEIZONT

HEEH 1L, PF-ILD BFIZH T 2 ARFIOLZEMIZONT, LFO L HIZHH LT\ D,

PF-ILD B & %f5 & L7z 1199.247 3Bk, SSc-ILD B3 % x5 & L7- 1199.214 BRI N IPF B %
PG & U T [EBR AL RS AR (1199.32 5RBR K O 1199.34 iABR DM AFRNT) (2381 B AHKI D20k
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FIFR 12 0L THY, R THRHEE OO HEEN R DO HIBIZITRA R H 2 - DD, PF-
ILD BEOREMET a7 7 A WE, HEEENER L FEENEG) & LTE LD bR FEEICEY
HHEFRRORBEREFRE PARO IPF B3} OV SSc-ILD BEFICHB T 2 AK| 0L e a 7 7 A )L L [F
RThoto, FEEFICETZ2AEFROFIEIL IPF B3 L O SSc-ILD 3 & il LT PF-ILD f2# T
VMBI 2SR HITZAS, T OFHREGEIL PF-ILD B#E 255 & U7 AR BRE O ] L7z e 4
FERAR N5 o 27 I F— P ORYEE LR A AR OE B w5 & LIZERRBR L0 HIREEREL TV
7297=8, ALT B4A0=0 AST 900, ATHERESLH . GGT BIMN%E D RFEESEE D b F-% [ 9~ % A E HR DMEST
FICFH SN Z LI kDb DEEXTWD, £72. AST XL ALT P ERO 3 5L Lo FH-%
LT BERIG OREMIL PF-ILD B3 - 7.2 (KAIRE 13.0%, 77 EAHRHE 1.8%) ThHV . IPFEHE : 7.1

(AHIFE5.0%, 77 EAREE0.7%) KT SSc-ILD 5 : 7.0 (KRAIRE 4.9%, 77 BAREE0.7%) LE DL
MolzZ &lTzx, "= F7 A L0 B MFREZA0F L COZEEICBIT DFHE DB ZRE
FHL U FREE ISR T 28 HEEFGIIE TAFOBESH IEEOXHLE CHEE Lz Z & 225, PF-ILD B2
KU CARANZ 45 UTZBRONTIEE Y 2 713 IPF B3 OV SSc-ILD B & RE S B LT, B 2igi s
Wb nEEZD,

T, EMIIRE T 4w b - U RI5HEEE (PBRER, 2018 4= 10 A 16 H~2019 410 A 15 H) %
WE 272 IPF BEOLRENET 07 7 A L E OB TS, BFESE T PF-ILD B# Tz et
DIFEITRD BTNV,

1199.247 FER D H AR N BN BT 2 ARF OO EILR 12 0 LB THY, HAA PF-ILD
BEOREMET 07 7 A VL, FEEICET 268 FFL K OMEMEMREOFIIRNEZ R E | 2IREH
DREET T 7 7 A N EE L CTHL D RENIRR S e -T2, BARNEDEN CIIRRER & it
LT, WEEICET2AEEROFEENE VNI D > 7203, EICFEESR LH%2 K7 2 IR R
REBL THDOITERERF ORBENBED>TbDOTHY (R 7) | FROEEESL T AT IS —F
(AST e OVALT) HEINORREE T RAEN & KRERBWVITFREO bR o7z, £7o, BARNESERICE
WC, AR & bl U C VBT B O R BLR N Fo 7243, BB & FERICAAIREC B 55881
RIIT TR HEE LEIO R o728 h | REEDFIHEBTHLD ILD OETIZCL D2 D LB B
72o LLEX V| 1199.247 RER D H A NI EM TOLEMET v 7 7 4 WE, &FRER L FEETH -T2,

9 PF-ILD ZXf5EE & L BRRERIC IS 5 AST OFEMERIFIL S M « 11~36. Lotk 0 9~34, ALT ORELUEGPHIZSE M (18~687%) : 6
~43, B (69 mELh ) :6~35, &tk (18~68 %) :6~34, &Mk (69 mELL ) :6~32 & Xdu, SSc-ILD KON IPF ZRIGHB L L
T BERFABRIZ 51T 5 AST D EEVEREPH I3 MR 2 RA4>7° 18~64 7% : 0~42, 65 kLA I 1 0~55, ALT D AEYERIPHIIMD. ElZ 30
~48 & X,
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K12 ARNOREMEOHE (ZEMMEIIRED, #4552 M £ T)

PF-ILD SSc-ILD IPF
[E[NF+
1199.247 38 1199214 38 | 2 %
HE D
BN 3| EREN] . .
R | 7ouRm | AR | Jouam | Al
B%C (1) 52 56 332 331 288 638
R O ) 4623 50.0 2858 3106 253.0 548.0
HERHG O
— 51(981) | 56(100.0) | 317(955) | 296 (89.4) 283 (98.3) 609 (95.5)
E 12271 4318 766.6 356.4 1208.7 632.1
I 19 (36.5) 27(482) | 107(322) | 110(332) 69 (24.0) 194 (30.4)
RRAAEER 49.2 66.5 429 41.0 203 36.6
4070 1133) 17 6.0) 5(L7) 37 (5.8)
T 0 8.0 38 5.4 19 6.2
P 11212 10 (17.9) 65 (19.6) 34 (103) 46 (16.0) 123 (19.3)
PUEICE S oA EFR 244 203 23.0 11.0 182 213
A 47 (90.4) 21(375) | 262(789) | 126(38.1) 238 (82.6) 455 (71.3)
i 560.3 58.5 280.9 55.7 338.8 185.7
e 23 (44.2) 110 (33.0) 1442 98 (34.0) 101 (15.8)
BRI E ST ERR 83.4 0 50.7 46 49.9 19.0
HEHITREFEFER
) 41(788) B8@21) | 222(669) | 79239 218 (75.7) 393 (61.6)
A (PT) 257.0 48.4 166.0 313 2352 1287
— 15 (28.9) 1(L8) 9 (28.9) 31 (9.4) 91 (3L6) 156 (24.5)
= 415 2.0 43.7 10.5 46.4 32.8
- 8 (154) 61 (18.4) 17 6.0) 71247) 74 (11.6)
it (PT) 19.4 0 245 5.6 337 135
. 4017 3(54) 60 (18.1) 16 (4.8) 53 (18.4) 96 (15.0)
Mg (HLT) 8.9 6.1 24.0 5.2 23.4 182
PP 1(L9) 10 3.0) 412 11(38) 19 3.0)
HIRZR LA AER 21 0 35 13 43 3.2
[ 31 (59.6) 3(54) 91 (274) 25 (7.6) 50 (17.4) 113 (17.7)
DT 130.0 6.1 38.8 8.3 2.1 216
R AR ZEARE 0 0 3(0.9) 3(0.9) 2(0.7) 16 (2.5)
(SMQ - #3%) 10 1.0 08 27
FUR AR ZEA% iE 1(1.9) 1(1.8) 3(0.9) 5 (1.5) 4(1.4) 7(1.1)
(SMQ - 3% 21 20 1.0 16 15 12
. 1(18) 1(03) 2(06) 2(0.7) 2(03)
1/ 0 20 0.3 0.6 08 03
THILE 2 4L 1(1.9) 0 1(0.3) 1(0.3) 0 2(0.3)
(SMQ » $3%) 21 03 03 03
S 9(173) 8320 27 81) 44 (133) 20 (6.9) 65 (102)
MR MERIZE R (SMQ) 20.3 39.8 96 147 77 11.2
THAE RS RIE 1(0.2)
(SMQ - H32) 0 0 0 0 0 02
o 5(9.6) 10(17.9) 37 (1) 2127 32 (110 66 (10.3)
Hi (SMQ - 538) 112 21.6 136 143 131 118
SHHE (PT) 0 0 0 0 0 0
VAR (PT) 0 0 0 0 0 1$ﬁ

BB B (%) . TE: : RARREEMIN AL L7z 100 A A7 Y O FRER Bl

a) 1199.32 3k, 1199.34 3k

b) HIBFEE (SOC) @5 LEEMRAFFL

¢) MEEFIC LV B Sz Safety topic. IFIRICEEKT 2 I8 5 ok LOSEIE (SMQ. #28) | JEANCBIET 5 iF
Pl — EREAURR SR (SMQ. $23%) | FEIRGAMERT 2 (SMQ. #38) I QNI RS E BRI A f#fBeds K OViEIR (SMQ.
JR3%) DR

d) Sefethin MR RN (PT) | v IMREGED (PT) R OMW/IMEEAME (PT) O

PLEX Y| PFILD BFICBIT D2 AKIORZENET 07 7 A4 MO, BEARRO IPF 83} O SSc-ILD
BEICRBTL2ZENT a7 7 AV L T, BIRERTHIRIBRITRREN TV RNEZEZ D52 L0
O, BUEFEM S 41TV D BEAGEARE - 2hR & RO Z 2t Ra ol & FEid 2 Z L1k Y| PFILD &
BRI HDARKE G R ORENEY A7 IXEEAREE B 2 D,
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BRI, MFEE OMIEZ THA L, T ETIZHE LI TV D KRB ARE A 51 PF-ILD BEIZEIT 5
AENDLRRMET 07 7 A MZONT, FREEORB Y X7 ZBIARRBOBEZ BT L) A7 LRRE
EHIIT D Z LIXATEETH D AR AR S RSk T A AR G R OREME T 0 T 7 AL L LT
BURE AL N2 72 3oR—Ie ST e &l L7z,

7272 L, BIRERIZ I W T H AR AN PR-ILD FFE ~DORA OF GRRERITIR ST\ 5 Z & KO PF-ILD %
I3k e R RRB AR T2 BENEEND Z &0, MIERFTHOREFIZIBV T, PF-ILD BHIZBIT
HAFNIOREEEY A 72 L CTRMIBEGROZEMEEHRE S EHEIUE L, 50N ERE BRI
HE RIS 5 0ER D D, Flo, AFOERGIZE L X, HFEEEZSOEEMORIER OFRBIZE R
T 5L L BT, PF-ILD ORRICKE L TWAERO S & TAAIZF T2 5 OIEEMIE 21T 5 %, BEK
RNHE « DR TEM SN TVDENE & FROLZEXIRBMLETH D,

LU OBERE DT DU TR, B Calam L 720,

7.R4 ERIRMHRLESFHTFIZONT

HEEH 1L, PF-ILD {RIRIZ I 1T D ARFIDOEERIINLEFIFIZOWT, IFO L HIZFHI L TnD,
1199.247 FBR TIXERIRZWA IC L 63, TEITHERHEL) & WO ILEORKFEL =75 ILD BF %
[PF-ILDJ &9 1 DOHEME LT, MEEHITHRE Lz, —BRUICEO LTS THETTHERHEL
DERIIRNE DD PF-ILD Tk T D IREAR K KBS 31T 2 2 ERBA M E 2 C, 1199.247 K
BRCiX, IPF LIS TRRME(LZFE D ILD) &2l &4u, HRCT 12 X 2 BiBiEifg LT oORME(LD IR A3 il
2D 10%H8 THER S AL, %FVC 28 45%LL K U%DLco 7% 30%LL | 80% A ILD B3E T, 2R
IRV EEZ X ONTEEBERAIT SISO 0D LT A U —=V 7RO 24 71 AURNIZEB W TR
D )~V)DWT IO ILD OHEFTED LA 7T BE x5t g & LT,

i) %FVC @D 10%LL EDlA (At (k&) RHEbhd

i) %FVC O 5%LL E, 10%ATORD (B ki) RAabiv, o, FFREHEIR O H 2
iii) %FVC @ 5%LL E, 10%A O FExtZLE) BB, o, M L cofbZ o

HIMAH S5

iv) PRI ERE R O FEAL K O i b C DML L O INR A B D
FEFHIEE Th 5% 5 52 £ TO FVC OFEMBARIZEBNT, 77 B ARREITRT 5 AAIREO B
WEFES L (71 Z8) | FEFOE A BT 2 R E& Rl oMo RHITRE R (R 10) 76 JREER
B HRCT OE{§ /X% — 2 KON i)~iv) CEFRE SN THEO RUEVE D BEN R L 67, AMEN R
SNz,

F 72, 1199.247 FRER TlE, BIEOBRFEREICIE SV IR E(TEMOFEIZ LV . FH5#FO ILD (2
X LT & B 2 G5 Y UTFESEM & T BB 21T - CTHETIHEO MR L 2580 5 ILD & %
XRET DO, BIRENE L U TR O IEMiVEH & R o350 & 19 L TH —E DR & 589
HIBFLEREL TV, ARIIEOFRERZ/ED, GEEMIER 2R IA O RBWRETE 20 e

N £ 10 Tix, (ILD O#EATHEOHNE] L LT, [T%FVC 10%&K T ()ITFEY) . T%FVC 5~10%{K F + i SU3ietk o fE k] (i)
FOVHiNCAEY) KO TH& L OYER OB ] (V)ITHEY) BN BRI 2 550 L 7=,

Y BIBRERATOA R, THFEFATV L 3aT7 =z ) —ABET=2FL NTEFALRATFA L, VYIS~ /KA T77 IR,
VIURARY U 7Y AAREENDLIN, TNUDICRE SR 5T,
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BB AR ERT DT U 72 B ISV T, SRR 2 R R O I L O THANLATRE L LTz,
F iz, REIOGNER LSO R L KIE S ek o BRI o e (S8 VER % FF 38 A
OO —EDSRMEZTHIZTHEORHIB S TE VI, RAIFE 11.7% (39/332 ) KO 7 wREE
24.2% (80/331 f3) THYEEMITEH ZFrDIEANEH S, RAIE OFH SN ZFEANTIR B3 D LB TH
o7z, DFH L2 E LB CA FEFRORBUFEN D Iehr o Ttz SR EMTER 2 R o3 R o0 A
X DA EHESGOFRERICE T HHRICITEENSLETH L, £ 14 O LBV IREH L - FRIIMH
RERCH Tz, Fio, MREROR FHER, FCHEEMEMEER PT) | FRAE (PT) KORMENR
4 (PT) OIEBLRMNOEHI IREE 2 U7 RE R H T oo 2 Lk, OERBIRE DA D
BALREO AR DN TV Z SICERT D & 272, S5, A% (PT) ROAMERE AL (PT)
TEERAEERLETOHEL o TN D, EEARAEFLORBIRGLPHHIREEZHEH L
HLHTEPSTEbDEBZZTND (£15) ., 2B, IFHARRBD LN TWIEN—R T A VREOEKHEDR|
BREAT A FEEHOEEFLOFIURIIIER 16 OBV THY, BIEKEAT A NiFHOA
HEIZ X DA EFGORBURI DT> T2,

13 AL O S SR IEEREN 2 R34 (1199.247 3Bk, TS)

» BE == BB
iRy gt S| (39 #i))

AIERE AT v A R 34 (10.2)

Ravx /) —BRET =F)V 5 (1.5)

Z 0l LA 3(0.9)

e 3(0.9)

TYFATY 1(0.3)

Bl%k (%)

O JRERERFLBAMA 6 W ARTE Y —EMETHEMA LTS DMARDs (A k b LF¥— F&) X TNF LER I IZARBRBIF T b F—HA&ET
PERREE Lz THFA TV o, v ruaaARYy 2/l LA, UYYXR<T v /ukA773IF, 337z /) —ABE7x
%/b EHEDOAT v A FEOGEEMITER 2 FO3ANTOWTIE, BAER BT T RS & ORI B -5 4614 6 1 A MILOFHEE L &

. TBERERBEL 6 1 A LUK ILD XUFIBFUR O ERAREAOH AR Y . PHHZTFA LT,
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TS)

14 PRABIR PPRZIEROBHAENO TG EES (OWFRORET5.0%L0 ERBE L-AESRS)  (1199.247 35,
Gidaikoy) PEHZe L Citaik2y) PRz L
L (39 i) (293 fi) LA (39 i) (293 fi)
T 27 (69.2) 195 (66.6) | &EUEk 3(1.7) 5(1.7)
RS 14 (35.9) 27 (9.2) PR BT 3(7.7) 3(1.0)
M 12 (30.8) 84 (28.7) KR RIE 3(1.7) 3(1.0)
AR 8 (20.5) 53 (18.1) W B 3(7.7) 2(0.7)
I3 ) 8 (20.5) 28 (9.6) [ 3(7.7) 2(0.7)
B A A 8 (20.5) 8 (2.7) B 2 (5.1) 21(7.2)
BHER 6 (15.4) 42 (14.3) 4 )i 2 (5.1) 16 (5.5)
ALT #1 6 (15.4) 37 (12.6) FEMEDFE 2 (5.1) 14 (4.8)
AST H40 6 (15.4) 32 (10.9) & 1L 2 (5.1) 11 (3.8)
B R A 6 (15.4) 4 (1.4) b 2(5.1) 9(3.1)
I 5 (12.8) 28 (9.6) 5 R 2(5.1) 8(2.7)
IKERD 4(10.3) 37 (12.6) H Nz 2(5.1) 6 (2.0)
e 4 (10.3) 31 (10.6) Rl sie 2(5.1) 6 (2.0)
W55 4 (10.3) 29 (9.9) Jh B AE 2(5.1) 5(1.7)
[ ROE R 4 (10.3) 20 (6.8) 1L LDH H4n 2(5.1) 4(1.4)
W HRYE 4(10.3) 15 (5.1) ) N 2(5.1) 4(1.4)
GGT 4 4(10.3) 15 (5.1) BEIY v~F 2 (5.1) 2(0.7)
_REEE 3(7.7) 41 (14.0) NIRRT IF—Y LR 2 (5.1) 2(0.7)
AE 3(7.7) 31(106) | mHEMEDF W 2 (5.1) 2(0.7)
- HEE 3(7.7) 27 (9.2) Jv BE 2 (5.1) 0
IR 6 R 3(7.7) 17 (5.8) A B AT 2 2(51) 0
fiti g% 3(1.7) 16 (5.5) MO AR 2(51) 0
FEEN 3(7.7) 13 (4.4) SRS RE R 1(2.6) 18 (6.1)
R = 3(7.7) 10 (3.4) JiobEd 1(2.6) 15 (5.1)
Bi% (%)

# 15 PFAHIRDFAZS IO A BRI OF HEHROME (1199.247 3Bk, 52l FE T, TS)

Gida k%) BrHZ L
(39 #i) (293 #i))
HEFEL 39 (100) 278 (94.9)
HEREEFZ 27 (69.2) 80 (27.3)
B 3(7.7) 8(2.7)
FIRIZE > HEEG 8 (20.5) 57 (19.5)
RIEM 32(82.1) 230 (78.5)

Bl (%)

#16 ENEORIBEMERT oA FOFFHAENOAEFZORIMRIL (1199.247 B, TS)

CidziE oY) Cidiikeg®
(174 151) (155 1))
RS 165 (94.8) 149 (96.1)
BELAEFSL 57 (32.8) 48 (31.0)
B 7(4.0) 4(2.6)
Bk B o EFS 28 (16.1) 37 (23.9)
aIER 134 (77.0) 126 (81.3)

% (%)

PLEZESE 2D & AANL, PF-ILD OJREEE, HRCT O/ 57— LDV i)~iv) CESR S iviziE
PEDIUELE D BEE EIC L 53, PF-ILD BE IS LT RE S & 2 5,

BgIE, UTDX5IcEZXD,

B S E TILBE LN TV AR DO AN NZR2M T v 7 7 A VEEE 2D & RFIL, PF-ILD B3
(2% L, ILD OHETT 2 il USRS T2 BE SE 5 2 L2 HICREG SN 3EANCR D b o LAEE S
oo ARNOEEAZH Tz > T, PF-ILD ORI LMD, BRARRER O REE ., RS LS
D T FRRFABR AR 2 B U 72 T 8l 2 O BE OI#RAE L OMEFTEE OREM D 272 & 97, KR B O
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TV, BEINDIRIRT 4y eV R 0D, EHBRMOMEGZHEICHET5Z EREETHY |
BEENORIEITIE C T ARBI DN OEG 2 E S TITORER DD LB XD, £2, 1199.247 3Bk
TITSAEEMEH & RO ZKAN OO TR B OFELREO A FRE L HIR S TR Y ¥ | BUEE TILHELNT
VN D AHI & S PAERE 2 R 036K & OOFHRE DA ZME R V22T S IHEHRITRHNTWD Z &
B ARICERED D RGERFES b o SRS HRINET 2 2 LA Th 5,

728, PF-ILD DIRFIAR K OAFIOALEST T 1, 5%, T E TSR LT L ERREEREGE I 2
THUSEIRTEH OPEELZHEE 2 T, BRFEFCBVTHERSNA TV ZENEEND,

LU ORI DHIBHIZ OV TR, BT Cilam L 72V,

7.R5 HEXFRUZRE « ZIRICONT

B, UTo k2182 %,

TR S ER, TR2, TR KN T.RA DHIZKIT Dt a £ 2. THATHERRME L 2 1 5 [ A
Y ZNEE - WRIENT 5 Z S iXAEe & HIT L7,

F7o, TRA BT 2RO LB, — RO LN TS TETTHERMEL) OEZRITRVHOD,
JitiRRE, PR R IR K O B G AT 7 O & HI 225 -AM IS K 0 BT D IifRME(L 2338 v D ILD I
HUTHEAISNDIERTHD Z Lo b, 2hiE - ZIRICEET SR & U THiEGE, PR EAER K O
T B O AR5 £ 0 I THERRMEL 23588 B D ILD BE AR 59 5 B2 EERE T 5
ZENHEEIEEZ D,

LU EOBREDHIBHIZ DWW TR, B Cilam L72V,

7.R6 M- HEIZOWT

&L, i - HRICOWTUTO X SIS L T3,

FEARMYE - HEZAAI150 mg © 1 A 2 Bl G & L, FEFRL~OHLN B OBAEIZIEARF 100 mg
D1 H 2 BEA~EE IR ATHE & 3R E L= 1199.247 RBRICBWC, FEFHMEER Th 55 52 £
TO FVC OFEFBADFRIZHONT T 7 B ARBRIC T 2 KFIREOE IS REES L (7.1 38) | oo
FHIE FIZOWT b AR OFDMEDR RS (TR2EH)

1199.247 3Bk, SSc-ILD B3 % k5 & L7- 1199.214 5B ONC IPF B3 2 55 & U 7= (BB L[R5 AR
Bk 2 3B (1199.32 BB KL Y 1199.34 #ER) (2B 1T 2RIE I EICE ST BEOEGIIR 1T D LB
DTHY ., BEAEGRD IPF . KON SSc-ILD 3 & Hulgt L TH B T B2 AR B e o7, 7K
BRI EICE ST AEFRIIR B8O LBV THY | EARFRII TR CTH o 7208, KT T2
ETh Y JEZICEE Lo, &5 52 & TITRBREO G- 4 H 1k U7 BB FIG 1L AAIEE 24.1% (80/332
B) . 77 AR 14.8% (49/331 f5l) ToV , YiZaBRICI 1T HIEERFED Dose Intensity O IAHIHE 92.5%.
77 B AR 98.6%, THRERE A R L 72 BE T D Dose Intensity [IAKIRE 79.4% (112 ) . 77 &R
RE82.3% (18 f5) T ~7-, AHKIHED Dose Intensity 73 90%iH (234 #il) K TN 90%LL T (90 ) DI/
MIZH S 55 52 il & TO FVC OAERED F [95%F X M] X, #hEh—61.8[—97.5, —26.1] mL/

10 AN OG- Pl 2 B8 L7 ER GO AR 2 R S U B G I U3 RS T IR E o 5P E R TR L7,
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FRO—728 [—1295, —16.0] mLAETH v | R ITIKRIEIZE > T2 BFIZB W THARAOHMENH
FFCEDZ ENRBEINT,

F 72, 1199.247 FHBRIZ BT D MEO A BRI OEFEE ZIFRK 19D LB TH Y | HEIZE - oA T
DEDREDPBELS | ZHERZWEA Th > 7228, U EOPFBRE 2B W ClEOMLEIT R » 72 2
b, BHERGOBMTREOERICIVEGEEZRETHZ LIIWEHLE B 27, £/, PFILD ¥
DERATE DA TRRBESNIZIBFEIZR O TR Y | M#MELII AR CTH 57 AlRE/e R » #1T %
P25 Z ENMEE LW NG AREIO PR-ILD BEF IR 5 Ak - A&, BUKGROBER &[RRI,
W BRAIZIEARA 150 mg @ 1 B 2 [Bl#eh-& L, BIERAREL L75E% ., B OWRIEIC X 0 AHA
100mg @ 1 H 2 [l G ~ET 5 L% ET 5 2 &Ny &l L,

F 17T WETBEIZE ST BEOFRKLOEE (REMTISREN, &5 52 % T)

e PF-ILD SSc-ILD IPF
HERE G (1199.247 K5) (1199.214 5) (EIPIH 2 RBRDES ©)
5T AHIHE 77w REE AHIHE 7T B RRE AFIRE 77w AR
(%0 (332 f3i) (331 f3i) (288 45i)) (288 45i)) (638 f3i) (423 141)
R 7o R 110 (33.1) 34 (10.3) 109 (37.8) 33 (11.5) 151 (23.7) 42 (9.9)
100 mg ~Jskft L= 112 (33.7) 18 (5.4) 117 (40.6) 13 (4.5) 178 (27.9) 16 (3.8)
A% 150 mg |Z Y
frgain 34 (10.2) 8(2.4) 25 (8.7) 2(0.7) 40 (6.3) 7(L7)
Dose Intensity 92.5% 98.6% 90.3% 98.4% 93.7% 98.9%

Bk (%) ST
a) 1199.32 7Bk K O 1199.34 7k

F 18 VI INHDRET 1.0%LL EOFEBLFED &L KGR 7RI E - T A HFF G
(1199.247 Bk, LEVEMRHTXIGERM, 5 52 F T)

AFHE 7T R

S (332 f) (331 #)
T 53 (16.0) 3(0.9)
ALT 40 18 (5.4) 2(0.6)
AST #4710 16 (4.8) 1(03)
N 11 (3.3) 2(0.6)
A 8 (2.4) 3(0.9)
JFRETiE sy 8(24) 1(0.3)
BEXSSEBES 7(21) 2(0.6)
LR 6(1.8) 1(0.3)
GGT #/n 4(1.2) 0

Bl (%)
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# 19 JEOF B OBET R (1199.247 3k, DAERM, K5 52 8 F T)

JEdH 0 (112 1) Wi L (220 )
PRI 5 50 (44.6) 129 (58.6)
# 62 (55.4) 91 (41.4)
TIT AN 33(29.5) 50 (22.7)
N HA 78 (69.6) 164 (74.5)
BANSTI7VAZRT AU BN 1(0.9) 4 (1.8)

i (k) 66.49.0 64.6--10.0

R (kg) 73.0+155 78.9+17.3
#EID ILD Wi b OFEH () 36+36 3.7+39
iNSIP 22 (19.6) 42 (19.1)
SYFERRERY 1IPs 31 (27.7) 33 (15.0)
PPt BT Z% 27 (24.1) 57 (25.9)
H 5%k ILD 23 (20.5) 59 (26.8)
ZOfth, 9 (8.0) 29 (13.2)

_—2F A FVC (mL) 2,163.5+684.7 2,430.0+752.6
R—2 5 A LUFVC 68.3+16.1 68.9+16.1
N—2F A %DLco 43.0+10.2 45.0+12.7

B (%) UV fE = FE R 72

WL, UToXLHIcEZ 5,

YL EoBGFEEOBE, HSNZEE, TR2 KN 7.R3 DIEICBT 2 Bat2BE 2. AFIOHE - H
BEHFEO LBV @E, AIIEAFE 181 150mg, 1 H 2 [E#5-& L, & ORREIZ LY 112 100mg
NEET D ERET D I LI RHRE &I LT,

LU EOBSHEDHIBHIZ DWW TR, BEPT RS CTaliam L 72\,

7.R7 BERGER OREXRITONT

FREE L. LFO L IR LT\,

TRIIZBITDMFDO LBV | BIREAROD PF-ILD B IR T D2 ARFE RO LT 1 7 7 A LD
T, BEA&GRD IPF E KON SSc-ILD JBFITBIT LM T 1 7 7 A )L & bl U CReEB: O 7o 7 i & dor
eI TV, L2r L7, HARANPR-ILD BEICBIT 2MFHIR O TN D Z & h | TERIER
DERFERETICB T 2RO LZ M E LR THZ L2 A E LI REERGEROMEL Eii+T 52 L %
FTELTWNS,

HREIX, UTDX2ICEXS,

TRI BT HMFIDO LB | BIRFRTH LN T A IEHRMN B, PF-ILD BHFIZH W CEEAGED IPF
%%&US&%D%%L F oMY 27 2 BN BRI ST BRI STV RN E TS
A ODHITEMET S, L LARL, BHAAN PFILD BEFICB T 2BaHIR 6N TWD Z STz,
PF-ILD [BE Itk 2 R Z AT 2 BENETEND Z & W PF-ILD B3 2 %5 & L7z 1199.247
B TIE IPF B K OV SSc-ILD M 2t 52 & U7 B AR & bble U, K G- Ip o T [ BE oD A 5
LORBRNPEVEBGED 5 TNDE Z LD, AFIEGR O T %@%%@%ﬁﬁﬁ%abt
fEHERE T T PF-ILD BHEIZKIT 22 a%E s, BERTEHEOMEF BV T EHEMFTTo2 L
ﬁﬁﬂ?%é 7o, AROFERIZH 7= > T, PF-ILD D5 %Lbfw5E%®%k?ﬁméhé

. BEERROD IPF BE~OE R & AR O L xR 5 & i & FEii 95 Z LN Th 5,

LU ORERE DTN TR, BEM R Crlam L7200,
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8. HEMIC L HAGBHIEE T T NS BN SRR AR R K UEAE O ¥y
8.1 EAMEEE MRS R DB OHIT
BUE, AR TH Y. ZOMRLOBEDOHEITHFEARSE 2) THET S,

8.2 GCP EHIFAEREFRITKH 2848 0| Wr
BfE, AEEBT TH Y, Z OB KOOI FEERE 2) THRET 5,

9. FEEE (1) ERFICET 2REFHE

R SINTEERS . AR H O PF-ILD (X 2 AT RSN, BOLNTNET v M EEE 2
% L BHEVETIFRREL B 2D, AHKNE PF-ILD OIRFICE T D= itk R IR 21t 2 b 0 Th
D, BRERPS D LEX D, o, RIERGER OFESIB VT, HAAN PF-ILD BFIZE T D H
KR T CORKNDOLEMELEIZONT, BIRFTHHLENHD B XD,

M COMFI A E 2 TRICIBER 20 L HIBC X 254101, REBBEZER L TELI AR
EBEZD,

10. Z ot
At B OBRRERICI T D AR G, fHMEEE OERIZ. LTO LB Th D,
HE E Fe

#hH 52 #E o FVC ORRFFHER ICHIEIEN & 5 2 & ZE L1z, #& 5 52 l#%IZBIT 5 FVC O

FVC O = — AT A D OHEEE L

%FVC FEs, MR, FENSREHE SN S FVC O ES FHRIEICRT S FVC OEE (%)
ILD I3t AR IE O RZE, X 3 flk (B0 &iEE), LERAYSE

K-BILD #8227 Ky BERRELR) | FF 15 B OER A SRR S AL, SERIC 7 BERE TR L7 R )
HAaTRREHEND (#iPH 0~100 : SEIE EEFIREEN B )
FRRRAEE R U CRAE SN ERICRE 9% 23 THH OB M2, O [REE, @

L-PF symptoms A =27 | B0k, @5 D 3 DO D 70 2B U TRl L7 RA O H S b A
27 (#iF 0 1~100 : SEEIE EAERAAEN)

Lk

22

AT 2T HTRN_ARR=Y U — A NN RS R EREE

]
=




EEHE (2

Sf24E4H10AH

F3E e B

[k 72 4] F7 =7 %7 &/ 100 mg, [AF 7 &/ 150 mg
[— fix 4] SV TR =T R AR R

[ 3 &) HARN— > T —A A DR
[HEEHEA A ST 10 A 24 H

BEFHas L OV Ok OFEIC BT 2 EOIZIL, UTO LB THD, B, AEMBZHEOEME
B, REHIZOWTOHEMEENSOR LHEICESE, [ERNEREIHAAIEIC BT 525N
EEOFEMICETHE] (CERL204E12 H 25 HAHT 20388 5) OMFEEICLD ., B4 L,

11 Az, BRAONLEN T, 2h8E - R KUY - ARICOW\WT
HAWHRICBW T, FalmE (1) (FEHE LA OGN, BIREIALES T, 268 - R K OHIE -

FEICET 2B PBNIFMAZEN D XFFEIND & &b, BROMEMTIZE LT, LFOERN

Hanz,

o FRAIDHEMIT DT> TE, ABANZDOUVTDO+53 701078 & BISH B OTERRIZ 447 705 - B2 7o
PEAMZY, 1199.247 AREROIANIENEL B JE L C, MiERE. PR ERAER & O i A WL O A 1 7e
FEAMC X 0 A THERRAEAL 2SR 5D ILD BE BT 5 Z L NEETH 5,

o PF-ILD B IZIL INSIP, FE3ME0 EAEER NPs, BAfI U v~ T, SSc. ZI3MEMK/FLEHR, ¥ =
— 7 VSRR, RF MY T~ b—TF A IRAVERS AR & 5 T B RN B R B G A 2
WS, Yvaa F— A0 B - REMSHECIRES, e RlREZ AT 0BEFNEE
nNoZEnb, MERERORESE CIE SN D HERICES S, ERBGICH LT, ZAbLEKER
EHT HEFIIR U TARANZ G LT B0 2 R OE NI BT 2 etz ans o
EMEEND,

o ARITIL IPF KT SSc-ILD (2% L TAFINAKGE ATV AMIZ, IPFIZX L TEL T == RUA3,
SRV R B RIZAE D ILDIZx L CRIBREAT v A REROH 7 1 U WA EORE I HE )
FNENERINTNDZ 0D, T DAL KFOMENGFIFIZONTIE, 4%, KRG T
OFERARBR A E 2, BH#EZERFICEBWTEHER SN TV Z EBHfF S5,

gL, UToLoI1cEZ S,
HWSRICBITT 2Em B E 2. AFNOBEIZH T2 > Tid, PF-ILD OIRMRICK @ L7ZERIAS, B
RO REBE PFHERE LSO RRRBREGEZ A L2 ECHESNDIRERT 4 v hE U RTIND,
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BEFIROMES ZEEREISHW 5 2 ENEETH L, £, FHEHORERFER ORHEFIZBNT, R
TREESAF & BB 2 0P L7 BROZ 2 L O IMEIC BT D@2 UE L, 5 b if BudiEeic
PRSI IR 2 2 ENEETH 5,

HEEE IS, DL OB OHIW I LT, EUNCHIST 5 BRIE Lz,

12 REMROVOERLY X7 EHHE (R) 1251 T

FMWHEIC BT, FARE (1) IZFHE L 72K D2 2 K OISR 2% O 222t RIC BT 2 g o
IR E S S VNS SV g Wyl

PRI, FAERE () o TR WIERTEHR ORERRIZONT) OEIZBIT 2 Met & OHEM &I
BUHMZENOOBERZME 2, BFEAICBIT 2AFIOEEKR Y 2 7 FBEHE (%) Ic20 T, &£
20 | TR TR AR FEL OEMEICET O FEARET H 2 &, K 21 ISR TIEMDOEEK L Z 4
PEREAR B, ARSI 252 - REBRLONEIND U R 7 e/ IMuiGsh & S92 2 & 58] & HEr L,
2 OFEIEZ Rt ] fele BLEIK TR ORGSO KM & HEEE ISR LT,

F 20 [EHS Y X7 EREE () (BT 2 ZAMEREFEE O ECE T 5 MEtdE

e L e
BERRE S Y A7 BHERE(ER ) 2T B HH
< T DO AR - R M2 CEEMRL
- S RERE & - ISR RS EE
- IMmARFERE el
+ I/ MR - R HEIE
- HEE AL - ARG R AT
o W BE ST BE D T R I
(Child Pugh B,C) &~ 5
AMEC BT 2GS
- EHFERETICBT 5A%ME (IPF)

(EH2 L)

F21 EIELVRAVEREFE (R) BT 58NM0EERLZEEETISE), AT 5E - 35
B ONEIMD Y A 7 f/AMBTEB O 2

BN [ 3 i 72 AR RE AR TG 8 HRNEICRE T B A - KB BIND U A 7 /ML TEE
- FeEME A AGEA (IPF) ML < TR % A I & B 1 iRt (SSc-ILD)
- REE i H ACE A (R#I# 5) (SSc-ILD) - HARE A I & 2 IE ML (PF-ILD)
- FrE i Al R A (RS (PE-ILD) - EEBARAE AN A OVERK & $R L
- TIKE %A (SSc-ILD) - BE AT B OVERL & $2
- TRE A (PF-ILD)
- RIEENGEL EER SR (PF-1ILD) 9

a) PF-ILD B3 & 5t GUC AR O BRI 72 22 Ve % iFt, 1199.247 3BR%E 58 T L7 BE 2 210, AR OAGREEI £ TRl e LT
i LT3R 2 BUEIR Se 2 R R 12 81 0 % 2 T,
(CTFHRED < A [ELEN)

AL, UToLB0#HH L,

F£22D LB, PF-ILD B x5z, B4 104 HFE. HEGEZ 400 B & 32 K@ ks
TE A2 Fh L. APHERERE 2 22 MRt EIE L L ¢, B FEE T COAFI DL LMK OHRIMEIC
WCHRFTT D,
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# 22 FpEfERBEREHE O T ()

H £ F W IR FIoB ) 2 2erE R OO

G ESVaRES HEIAE =

RSB PF-ILD f#%

BlE R 104 ¥
FESEGIEL | 400 B (ZZAPEfRMTxS & L C 354 f3i])
< REMRRIEIR - TR RERE
c BREW R URE, Flin, MR, ILD ERRZH, 1T WRE & OCHBr R HE . FRSF
B, ILD ERSRIER . BEAENE - & 0HES)
< KO EHR
FRAEE | - PF-ILD (2% % Biia e
- DFRZEAL. DFRRIE
- [EERIRES
- HEER
- BN

B, 2D ORIEZ TR L, IUESNZFERICOW T, ERFERE SIS L TELIN0en
CRET D UNERH D EEZX D,

2. HMBIC X D AGRHIFER IS T NS ERNTER D S AR AR R K UEHE DIl
2.1 BEEMEETERIERERICH T DA OHT

EEGL, ERESSEOME, AR L EMEOMEREIZRE T 2 IR OHUE IS S AR HFEEITR
T _REERHIR L TEREIC KL D& L E M Lz, £ORE, #H SN AGERFERNIE SV THFE
ZAT O Z LI OV TSRV S D & B IR L 72,

2.2 GCP EHIFRAEMRITHAT 55 OHMT

EEEAL, R FOME ., AR R EEOREREIZBE T 2 IR O BUEIZHE S S KRR HFE EICIR
9 ~&&r (CTD5.3.5.1-01) (ZxF LT GCP KM & & Hhiti L 7=, £ DR, &k & L TiIini)s GCP
- TATOR TV LR BT Z b, FEH SRR HREEEHI A SV THEAZIT ) Z LT
WTIRIZ RS O LI L, ek, BBREROTHICIIRE REEEL 5220 b 00, 1B
R IC BV TELT OHEPERD bz 72w, IBBKEE ([CUaE T~ FEHE LTam LT,

(SFT & FEH)

BRI H

- EETTHITE 2VEWEMSEOFRO 2 I1RBREEER M OV EAREERE O & (8 9 72 R 12
BH SN TWRNo T

3. WRATHE

PLEOTEEYE 2, BT, FROKBEIAM Lz ET, MM - SRR O - R T
BUTELEAROLHIT 5, 725, AREIIHEERR L LTORBTHSE T Lnb, KMNHEIC
155 A0 + SR BRAMNIL 5 4 10 0 1 L RET 5 = & ASIEE) & b5,

[ZhHE - ZhR]
R FEME R RRAEE
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HEATVERRAEL 2 £ 5 TRV 72 AR
(TR EmMmY )

[ - AE]
W, EACIZ= T # =7 LT1M150mg 2 1 B 2[5, 8] - ¥ BZBICERAKET 5, k., BE
OIRFEIZ LV =o T X =74+ L C1[E100mg D 1 H 2 A& 5~E&ET 5,

(W L)
&k 58 4 1]
EHG Y A7 G E AR EO E, WMUNCER/T 52 L,
LIk

1

SRR DWW T, TSR AGR I A EAGR (FFOCF 12 4 20 H) ISV, BRL ST,
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[ R — ]

il

lil_iljll

B35 JERE A AGE
ALT Alanine aminotransferase T7I3=VTI) NI AT2T7—8
AST Aspartate aminotransferase ;X NIXBT R RIYART =T
ATS American Thoracic Society KE R R R
DLco Carbon monoxide diffusion capacity — R bR SR PR RE
DMARDs Disease-modifying antirheumatic drugs PIBERREPLY U~ T HE
ERS European Respiratory Society R PR i
FGF Fibroblast growth factor TR ZF R o b i ) -
FVC Forced vital capacity 25 7 i &
%FVC FVC % predicted value B TRIEIC )% FVC OEIE
GGT gamma-glutamy! transferase YINVEINVENT AT 2T —8
HLT High-level term A
HRCT High resolution computed tomography R 2 L Vo — 2 Wi
[IPs Idiopathic interstitial pneumonias &M RV E MR 2
IL Interleukin A B —aAF
ILD Interstitial lung disease L A
iNSIP Idiopathic non-specific interstitial pneumonia | 45 4r T RV MR Aifi ¢
IPF Idiopathic pulmonary fibrosis ReE B AR MESE
K-BILD King’_s Brie_f Interstitial Lung Disease o
Questionnairre
KC Keratinocyte chemoattractant/chemokine (C-X- | 77 7/ 41 1M l:?%@%l% G/ rehA
C motif) ligand 1 v (CX-CEF—7) UHF1
KL-6 Sialylated carbohydrate antigen Krebs von den |
Lungen - 6
LDH Lactate dehydrogenase FLIE K Sl S5
L-PF Living with Pulmonary Fibrosis —
MedDRA Medical Dictionary for Regulatory Activities ICH [EFRE=HEHGE
PDGF Platelet derived growth factor i )NBR R R E A 1
PF-ILD Progressive fibrosing interstitial lung disease HEATPERRAE L 2 £ 5 MR A
PT Preferred term FEARGE
QOL Quality of life AIROE
SMQ Standardized MedDRA query MedDRA 2 532
socC System organ class 2B RIR MR
SSc Systemic sclerosis BBy PEIR EE
SSc-ILD gi};set;asrgic sclerosis associated interstitial lung A B PER R RE LT R 5 BEVRTME i
TNF Tumor necrosis factor NI AR R 1
TS Treated set 1 EPL B R L 746 M
ulIp Usual interstitial pneumonia 1 R MR A %
VEGF Vascular endothelial growth factor LA PN R e H8 B A -
A — MSZATBUEN B RS O RS
e B * 7 =77 100 mg, [FH 7 e
150 mg
K — =T =T AR R
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