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U W o R 100 mg,  [RLASH 500 mg
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10. AV LMUn) A7V VEST Foudtsr B Flfz) BHELOA v B DL (0Y)
A7 VYE~T FUudbsr (BaFlfz) BSOS
(THRERIE )

CAE e OV & ]
1. <CD20 Bt B ffatEFER % o U LBV B 56 >

WE. RAICIE, VYR o7 (BB FH#Z) L LT L EE 375 mg/m? % 1 8 [H HkE Caiiik
HET 5, KGR 8 EIE T 5, tMOPTEMEEA & 0T 2561, 0T 2 HrEiEimEsAl
DOEHFBICADE T, LA 7 vdHizy LERET 5,

HEFFRIEICH W DA, 8%, AT, VY v~ (s ## %) & LT 1 [AlE: 375 mg/m?
REEET 5, BEHERIT8EMA L L, RREEE L 12H LT 5,

<CD20 D&Y > 3 E s I D 56 >

i OFUEMEIEEA & OOFRICIB N T, BHE, AR, VY Fo~T (BEFHE#RZ) & LT
[A](Z 1 [B]H: 375 mg/m2, 2 [l H LARE I 1 [9] & 500 mg/m?2 % §f F 3 2 FrBMESE Al o 591 7 iz
BOET, 1A 7 0H72) LEEREET 2 . REEREIZ6 HE T2,

<SoPEMHIIREE T o> CD20 Bt B Mt U o SRR RIS WV B A >

W, VYEx~T (Eafz) & LC1EE 375 mg/m? % 1 AR CAEEEYT S, K
KL EEIT 8 EIE T 5,

<EHMAE RIER AL, BB 2 A 2 1B MERR T MR RIS PSR B . 76 R A% 1 1.
BRI P SEBESP J OV B MESRBUE IZ VW 2 556 >

WE L, AR, VY d o~ (BB Ef %) & LC 1R 375 mg/m? & 1 FEFERE T 4 [
HEET 5,

<EERMEO 3 7 v —BIEGRE ERIERM D 5 WVNE AT a A NMEFEEZ S T5EA) AW HEE>
W, VX~ T (B r#fiz) & LT LEE 375 mg/m? & 1B T 4 BELREEHET 5.
722l LEISHZD O RKEH&EIF500mg £TET 5,

<ABO IMEFRI R G - IR 31T 2 HURBIEAUE LS S O B v 2 8556 >

W, VYdo~T (B Hiaz) & LT EE 375 mg/m? & s ErEd 5, 72720, BED
WREIC L 0 B ERET 5,

<AVULMIN) ATV VEYT FUuXtX L (BB FEHELROA » R U oA (0Y)
A7VYEYT FUudtH (B2 FEHEREG O/ SICHO D56 >

WE, AR, VY o~7 (BiaHf#z) & LT250mg/m? % 18], siiErET %,

2. ARANTAER AR RSO 5% 7 B O FEERRIZ T 1~4 mo/mL (2 A BRERE LA 9%,
QN SIBEN
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(R 52 41 U9 st 100 mg, [RLATE##E 500 mg

[— & 4] VUFv~7 (EaFHiz)

[ 5 & SR TEHESH

[HEEFEHHE]  AM24E12 H 25 A

[FI - B8] 1A 7 A Y xy~7 GBI HE#Z) 100 mg X% 500 mg % &4 3 2 4 A
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26 S RVEP ZEIEE . BB 238 5 2%

#intEo R 7 v —BREGERE HEIFRMN S 5 WIEAT 1A MEFEEZ R T5HE)

B RE A ./ MR 1 SE B

1% A i A A2 i AR D 1 SR BRI

A VSR BUE

TRLO ABO LRI G RAI I 45 1T 2 HrIR B R HE#E SO o B

ERE, TRAE
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1. <CD20 [51d B flifatEIEAR ¥ U L NEICHW D356 >
WHE L, AR, VYR~ (BB %) & LC1EIE 375 mg/m? % 1 3 [ R C A i
HT 5, RABEGEEIZ8 M LT 5, MOPUEMEEEA & OFHT 58551, O3 2 friErEiEgE Al
DOEEMBIZEDLET, 1A 27 bbb 1ERET 5,
HMEFFRIEICH W DAL, % AR, VY v ~7 (Efs i z) & LT 1 [a&E 375 mg/m?
ZRIEEET 5, HEHRIX8AEE A R E L, HAFEGERIL12[E L35,
<CD20 BHtEDB MY > S | s I W 2 55 >
L OFUEMEEA & ORI T, B, AR, VY Fo~T (BETHERZ) & LT
[ 1 [A48: 375 mg/m2, 2 [8] B LRI 1 [B14: 500 mg/m?2 %, fEH 3 2 FUEMIEEH 0% 534 7 Vi
BOET, 1A 7 0d72) LENREHTET 2 . mAREREEEIZ6 & T2,
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<SIEIHMRRE T © CD20 Btk B flifat: U o BEFEER BRI W S 56 >

WE, VX ~7 B z) & LT 1IaE 375 mg/m? % 1 RN CaiinEd 5, &
KEEHEEIT 8 E L35,

<EHME RIERFIEIE, BAMEIRZ I MAE K. 1B MERR IS PRI BB D PESRBESR . 5% R A 14 1
TN T SE BT e N B MR BUE I AV 2 556 >

WE L, RACIE, VY X o~ T (BEE#Z) & LT 1 E&E 375 mg/m? & 1 ARG T 4 [
HEET 5,

<EEIEVED R 7 o —PIEGERE EEIFRERM D D WVIE AT 0 A FREEZTTEHEE) AW EE >
WE, VX~ T (B rH#iz) & LT LEE 375 mg/m? & 1 JE G C 4 BLEREEHET 5.
722l 1FEISHZY O KL &EIL500mg £ TET 5,

<ABO IMIEHRI AR G B REAE - R 3517 2 HURBIEARMHERESOG OBflZ v 2556 >

W, VYR o~7 (@) & LT1HEE 375 mg/m? & sifeiEd 5, 727250, BEO
WREIC L 0 B ERET 5,

<AVVULMINATYYEYT FUFEH S (BEFREEZ) EREE A v R U T L (0Y)
A7 VVE~T Fudtrr (Barifz) EFEESORHEEICHVDHE >

WEL, RACIE, VYR o~T GEEFHBLZ) L LT 250 mgim? % 1lE], sfEEET 5,

2. AFANTAR BRI U 5% 7 B O HEESHEIZ T 1~4 mg/mL (2 A BRGERRE LA~ %,

(FH#RERENN)
[H dl
1. BRI TR AL ORHE M OFMENZ 331 DA LRI BT 2 BB e 3
2. SWEICEET 2 ER L ORI IZ I IT DA DHEIE <.cooceeeeeeeee e 3
3. FERGRIEBRERERICBE 3 2GRN K OIS 1235 1T DA DMERE ..o 4
4. FEREARE BN AEAER IZBE DGR OBEREIZ I 1T DR DHIIE oo, 4
5. FMERRBRICES T 5 BB OB LT I1T D ZEAT DHIME oo 4
6. AWIEANFAER L OBE 9 25 075, BRI SKEE AR 12 B9 2 B RRE ONTHERE 12 551 2 A DA .4
7. ERRAAE DWE R ORI ZE TR BE 3 2 B BRI QNI IZ 31T DA OIS oo 5
8. WEAEIZ X DGR FEEICUSM T T RS ERHIAR 2 8 A MR AT S B OB DT oo, 21
9. FAHME (1) VERRIFICIIT DFRA T ovoeoeeeeeeeeeeeeeeee ettt n e 22
L0, Z DL oottt 22
(I 5% —]
BIFED ERY,
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1. BFEXIIFEROBER ONEICKIT 2ERRICET 288%

[Y > 24 o G §E 100 mg K& ORI EHE 500 mg) (L, TARAl ) oFBRSTHH Y Y F
v~7 (&fnFH#z) 1%, K[E IDEC Pharmaceuticals fHic L W Al S /-~ 2 (AIEEHER) &t b
(EHERRER) DX A FHDH CD20 €/ 7 u—F AHIKTH D, KIITIT, AHI1T 2001 4 6 H T
[CD20 Bt FRod i« AR ST A Rtk B MfatEIEAR % U L oNE, <> RVl Y o /S
ZRNHE « BB L U TER S TLAME, CD20 Bithod B HEfaMEIEAR U o U L sfE, 18HE Y o SR L
FOY B MfalE Y oo SHEMER R, U = A NEEIEAEY, BEIEBE SR M K, 7 v —BIEGERE, 1B
REFEPE L SR PESRBIET . % R MR f A Ve i/ MG PESEBESS | HUARBEERERESOS Ol S ONZ A
TIVVEST FUXBH L GEE LR EFERE G ORI GICR D 6E - hR THERBIN TN D,
S PETRESE (SSe) 1IN AE B, B CHUARREA K ORI L SR 2 RF M & U, Bl 2R ERIR ARG %5
DREEHMMEETH Y . FRAER E UTRE b, FHEEGSEOREER, LA 2 —Ek, MEMEME
£ (ILD) | WEEWRE., MEEER 7 J —BA2 0B AENRF T oD @RI A K7 A | Arthritis
Rheum 2013; 65: 2737-47, Ann Rheum Dis 2017; 76: 1327-39) , SSc 13 V5% 26 4F 10 H 21 H +iJ JEA 5518
BERE 393 S THREHR (5% B 51) &SN TRY ., AIITEIT 5 2019 F O RE R L2
FHREFTRFEH0UL 26,728 N CTH D (BRICHFEERAITBERE B JEATEE  SFOCHEEREE)
BIfE, A TIT SScIzxt ¥ 2L LT, BIEKREATrA R, 70K A 77 I RROTHFF
ZU U, SSCIZfED ILD (SSc-ILD) (ICxt L C=o T ¥ =T & v LR RS, SSc okt % T8
EHORIERHNIx L TR Z U RENEIUEAREZ TG L TR0, FEAETREIECIRESEE K O O H
FEEEICIS U TR STV D, L Len b, BIBEREAT oA NEBZ )V —BE2FKT2 U X7 0
mEN, YRR T 7 2 NTEREREOFBREDRZEME EOME SHI IR G EZIRET S Z
EDRHERE S, T T AT AT EEAIC KT A IREERIE O —o & L OIREINTE 5T, SSe-
ILD (2% T DI RITIRERN TH L & SN TWD (ENZRATA RT7A4 ) 2 b, Bric/piniiis
FUE OB N EEN TV D,

AIEITE A B HIRRICHEBL L T 5 CD20 &AL AR A ERIR S AR . B A5
EEMS 2N LT BMIAAEET S LEZ LTS, SScHE Tl B MO R NHE Sh T
% Z & (Ann Dermatol 2015; 27: 1-9, J Dermatol 2016; 43: 39-45) %/, SSc ~DIEFN R 2 W L T,
AENIOEGKRBAFE DS HED DTz,

AAND SSclxt3 % BaKBHFE X, ESZAFFEBH RN B A ZEFRA JE B FE A% o BETE MR FE SR b 7E
¥ PRk 29 D) I X D EMFEEIER (RS MEREUEIZX 5 IDEC-C2B8 (U Y ¥ ~7) DEAIFE
LD EERIATEER LRGSR, IDEC-C2B8 i) & LT 2017 4F 12 A 75 Fht <4, 4%, IDEC-
C2B8 ABR Ol IC S D & | HENRTEATRFH A HAGRHEE T Oz, MM IIW T, 2021 4F
7 ARERT SSe lzxtd 2 BAFE IFAT L Ty,

7Rk, ARIKIL20204E 3 A 17 R, [TRHMBREIE] 2 TESINDHMEE « 2R E L TR A EIR
mlHEESNTWD FEEERS © (R2FE) %460 5 .

2. WEICETIERRUCEEICRIT 2BEOHK
ARBGEIIHDELOHHEIHZEL I LOTHY . WEICET &R 1XRH STV,

Y TEHG O TR B 5 M RIS D BRIFOMFFRO BB NZ OV T ) (CFRL 30 4F 4 A 24 BATT S 385558 0424 55 1 &
LR 0424 55 1 5) (TS S, [0 =5 TRFIE) 13 TSR E RN ICEE Shi,
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3. FEERRIEHERBICET 2 BB R UHBEIC 1T 5 FE OB
ARHEEIIFNELOCHHEICHR L O TH L0, FERRASEERBRIZE S 2 G 6k 13RI AT
i T D & S, B BRI TR S v Tunian,

4. FERKFEHERERBRICET 5 BRI R UHEIZ R 1T 2 FE OB
ARHEFIIHDELOCHHEIHR L O TH LM, HERAEYEREAEBRICEE T 2 &R 130RIAGREE
(CRHE T 5D & St FricealBRER I TR STy,

5. BHRBICETAIEREOEIBICKIT 52 BEOHK
ARHGEIIHDEL OB HEIHRD DO TH DA, TEMERBRICET 2E6 13RI GRREZ M 7 A~
THDE SN, Bri7eilBRaGE IR ST,

6. AMEEAIERBRE CRET B ik, ERAKEERBRIC BT 5 YRR NI B 1 B B OIERS
6.1 AMIEHIERBRE OHE T B S 4T

3% AL K OV MR R SR (HACA) I XBERFEARIEME (ELISA) & (ER TR : 2h2
NEng/mL RO gRU/MLY) (2 & 0 RIE S s, E7-. CD20 BRI AIE & s &0 ML B 5
b T E—H A kA R U =R L RIRE ST CD19 BRI L B A% L LT bR
T2,

6.2 FRRIKERRR

MRS LT, HARAN SSc laF Zxige & L= EWNG M5 (IDEC-C2B8 3Bk (CTD5.3.5.1-1 K}
5.3.5.1-2) ORFENIEH Sz, 228, BRSO 2 W IR YD AR OB EREIAR L LCoOREETHE L,
HEE K& OSEEN B/ T A — Z T ST E AR 22 TR,

6.2.1 EMBOERER (CTD535.1-1 (ZEEMY) KkU85351-2 (ki) : IDEC-C2B8 7R (2017
12 A~20194E 11 A) )

H AN SSc B ITAF 375 mg/m? Z 1 A8 IR T 4 [EAGEF RN G- LTz & & O ENRE T A — X
IFR1DEBY ThoTo,

K1 ERGROEWEIRE T A —% (AAN SSc B#)

Crmax (Ug/mL) AUCiys (ug-h/mL) Tmax_(h) ty, (h) MRT (h) CL/F (L/h) Vz/F (L)
485+268 349,457 +115,042 480.2 [0.2, 3408] 515140 789+284 0.00730+0.00253 | 5.17+1.52
(28) (26) (28) (26) (28) (26) (26)

TR RS GEMBIED | ToacTRAE DR/MIE, BE] GBI

Flo. KM B MBI ARIE G- 2 1% Z /UL LT ORSEIRE & 72 2 8BRE S HBLL , 5 24 1
@‘ifﬁ/%«lﬁﬁ'é@n"ﬁéﬂﬂ#mK’) bz, “HEMRMI T, AAIES 4 8% 28 #1424 T B MRS E K
RBERD | ZO%EE 24 WEIN O B Ml HEL (@g/uL BLE) 1%, &5 12 881 161, #4520 #81% 141,
TQ’%‘ 24 1% 3 BIOEEE S B (17.9%) (258 bivlz, EEMRMIIHKE S Mk O 7" Z B R > AKHFIHEIZ

2 RU : Relative Unit, g RU/mL %, I /- & C /) gng/mL (ZAH 9~ 5,
O “HEMRY (248) 27%F L, DMt EOBREFHENRWVBE NI AN S, IRBREEGIRER G- 24 B 54K 375
mg/m? % 1 A HIHFRT 4 [ E«rﬁa%ﬂﬁ%%%%énm
4
U o R AR LR R AR



BT, KA S 8 % IZ 20 Fil2612° B MR ERIEL 700 | 2 D%E S 24 WLIN O B Ml HH
(W/uL 2L E) 1 AHIP B 12 1% 151, AHI$ G- 20 1% 2 6], AFI# G- 24 1% 2 Blo55F 5 141 (25.0%)
IZFBO B ALz, HACA IX, AFIEGRICAKIRE 3.6% (1/28 ) . 77 &AREE7.7% (226 ) . AHKI#E
524 8% UL IEREICAHIRE 7.1% (2128 Bi) . 77 & REE 3.8% (1/26 f5) . AHKIHE S 48 I ICAHA
FE3.8% (1/26 f5]) 7 F & AR—>AHIRE 35.00 (7/20 f]) (238D b7z,

6.R HEBICIT B BEOHIK
6.R.1 HACA Z2W\T

HIEEE L. HACA DAFIDOE MK VLBV KIETHEIZOW T, LTO X @A LT 5,

ﬁ@‘:omf\W&A%@m@wwb%\Kﬁ&ﬁ&_%ﬁk&otsw¢7mfmm5@ﬁwﬁ
R BTz,

ZAEVEIZ OV T, HACA 38 DIV AERNC BV TH FEFHGE 100% (10/10 B) (2D HiL, E7H
FHHEQIT LHGEK (8/10 i) Tho7o, HERAEFRIT 10% (16, IHREKEMEM K &K OEAGEHER)
IZERD B, FiREREMENZ IXIRERIE & ORI EBHRITEE S N> 7203, HACA L OBSE X700 &)
Wrsiic, HIEIZE S TZFRITRO L2 o Tz,

PLEED | BEHIEIIR STV D b 00, BIRERIZIBW T HACA DEEAIT K 2 KA DA 2tk & OV
SO ORI O b TWRWnWEEZ D,

PR 13, B S T HACA DREAIC K D A 9E R ML ENE~ D B R BI3ER 0 b TR b, AHl
D SSc BHE DKL H Y | BREHOBLR D O - 2SR S TOARNEE XD,

7. BRREEZER CERHZEMICEET 5 BRI NI 81T 5 FE OB
AR OV ENEICBE 2RIl R & LT R 2 1R TRBREGE R S h Tz,

K2 AR OB 2 R
B

it 72 AR

ﬁg HE, W wenE | wak Fk - RN Ifgﬁi
D@ % LERREIREC 4 m A IR 5 5 o

EN | IDEC-C2B8#kBa | 1I | SSciE&F %;g gﬂ OAFI 375 mg/m? ﬁj@:i
@77tk B

7.1 ENFE DR (CTD535.1-1 (ZEEMRH) K15.351-2 (#kEEH) : IDEC-C2B8 # Bk (2017
12 A~2019411 A) )

SSc BF (HARBIEL 56 B9 (BHE 28 41) ) ZXZIC, AROARMENR O Z 2 Z G 2720, 7
7t ARk BN (L B AR TR LSRR 3 S X Av7-, IDEC-C2B8 il (LI T, [A#RER) ) ©
F/RBIR - RAMEHEIIR 3D LBV Tho T,

Y HACA DR HNTZHBE 1L B0 5 B REIBEL ST W77 'R 1 6% RS

S ARHFNHED mRSS DL EIT, RIS EROSH A R/NHEEEL LTR—2AF A 0D 0 32 SOWERLETH Y . 5L OUE
L OHIWTTIL 6.9 EOWENRMIETH S kh\ 9 #45  (Ann Rheum Dis. 2006; 65: 1325-9) Z#BskE x. 6.9 LMESNT=, F7-. fnﬁb
Tb‘tﬂﬁ@ﬁkﬁl D SSc xtB L L7 T Rt IEEA L — EERIEG R TRO OGN T T RO RIT, v/ ukx 77 3
FCT# 5 48 ###12-0.9 (N EnglJ Med 2006; 354: 2655-66) . 3V X~ 7 T 5 24 l##12—1.2 (Lancet. 2016; 387: 2630-40) & #i5 &
NTWBZ b, KRRICBIT 27T BRBEORS 24 BE;D MRSS DR_—2 T A b OB EbEIT-12 LIRES iz, &%
BROBMEREL TR T 70 L0E L, ABKERMN 5%0 L & T, Ml H% 80%HIRT 5 -0 DR ER AT 50 6] (455 25
B) 12 10%DBidpIE LR LT, BB EIT AT 56 B (K8 28 ) LEXEINT,
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#K 3  TANER - PRAMEYNE

< FRFESEE>

1.SSc 2N A KT A > (2016 4ERR) > SSc 2 ikyElc T SSc &2l & /-

2. MRSS (2 & 2 g LD EAEFE S 2 (moderate) LA -

3. IRBREEEE G 2B LINIC L R= Y VB C 10 myl H B DRI B AT v A FEIOH G252 17 TWARV, R ONRBREE: 5.5 4
BRI = F X4 =T, BAT7x= Ry, hURwT 27 ahA77I R, 327 /) —ABETcFL, VI aRRY .
ZraY LA THEFATV o IV, GETa7 ) U REFEREIIA ~F =7 &5 L Tnan

< ERBRAMEE>

1.SSc ik 9 PH 2T 5 8BE

2.ILD LS @ SSc iz > EEREGIHE (B2 ) —¥%) 27 58%

3. oy e MR R EOFARREA 22\ ( TEARAANT O PRI 2 AW CTEH L72%VC 23 60%A0H ., S iX%DLco 75 40%A4) & HIkr
Sk

AP, HEERE (RG24 % ET) KOS (&5 24 BH%HRE 48 1% £ T) " OAERL
S, CHEHERMAZSE T LB ISR T RIEE & S v, —H 5o AL - &34 375 mg/m?
XIE7 72 R%E 1 EFERRT 4 BSGEEEIRNE G35 2 & ERE Shu, Mksi o Ak - A& IIAH 375
m%ﬁ%lL%W%f4Emﬁﬁmm&5ﬁé L ERBREINT,

HERIICBWT, EAERIOSINT 56 ] (AFIFELOT 7 BAREE 42861 055, RBREEN KR
5én&ﬁot2m%%<mw(xﬁﬁ%@L75?%%%@Dﬁ%éﬁ%ﬁﬁ%ﬁﬂ&&w&&
S, FAS DA DEMENTRIGER & S, —HERENCI T 26X, AR 3.6% (1/28 ) |
7B AHE 15.4% (4/26 1)) (ZFE® AL, e IRBR R IXEARIC ;é#ﬁzﬁ(ﬁﬁﬁ3waW%ﬁﬂ
77?Tﬁ3%&W%ﬁﬂ)&UﬂiﬁE2ﬁ(77?T#7W6W%ﬁﬂ)f%oto

HERMATET L2 496 (KFIBE27 ], 75 BAREE2241) D55, 46 6D (KKIRE 26 I KO
Z & AREE 20 B1]) DSHKEEHIA~TEAT UTo, MkSEHICREAT L7 B0 kI 351 2 22 MMM R S4EF K OY
FAS & E#L, FAS 3EZIMWEMRHT SRR & Siviz, HILGIEER® bavieino T,

BIED FEHBEH T %5 24 HIFD mRSS ODR—RZ T A UInbLOELEIFE 4 DEBY TH

D f:o
F 4 PrH 245D MRSS DRX— AT A Linh OLE{LE (FAS)

ASFHE 75 R RE
R—ZFA 14.4+3.7 (28) 15.7+5.5 (26)
P 5 24 % 8.3+4.0 (27) 18.2+8.7 (22)
NR—=2A T A b DEED —6.3+0.9 2.1+09
7T RARREE DD [95%(EHHXH ] —8.4 [—11.0, —5.9]
p fif 29 <0.001

B FHERE RS, N—AT A VDO E /N TR E S

a) BEHE, WA, B RERORZEER, N—2 71 i, REWR (6 FLUN8) KOVILD &0F (F /) %45
L. R R O35y B & |2 At & (E L 72 MMRM

b) A E/KHEM 5%

BRI 2 FFRIT, AFIRE 100% (28/28 #) . 77 & REf 88.5% (23/26 f51]) (278 Hiv,
FERAEEFRIILLSOLEBY ThHoT,
IR O HiL7e o1z,
HELAEFGROTILICE T AEFRIT, TNENAFIRE 3.6% (U284, fH 7 L7 b/
EHRERE) ROV 7 EAREE3.8% (1/26 #i], iflEE L5) IZROHN, 2055, I EAREE LA
WCIRTREREE & ORRBIRNEE S e h o7z,

O FRHIR (6 ELAPS/#) . mRSS (20 sl Ll Ri) | ILD &6F (B /#) 2EURT L Lo/ MBER IV ST,
D OARFIEE LB CREAATELE « IEM ORI ROT T AR 2 6] CREBATHB  EMOFHM R OFEREL, 4 160 3k ~B1T L

ST,

I SRR} S r - S Y i eV Sl SR e



BIWERIZ. AFIEE 75.0% (21/28 f5) . 77 BAREEST.7% (15/26 #]) 12388 HiT-,

£5 WINPORETIFLULICEEIRBD SNI-AEFE (CHEMRW, LRI REN)

AFHIHE 75 v RWRE

e (28 f) (26 f)
W 11 (39.3) 10 (38.5)
KBRS PRSI R 2 IE 5(17.9) 3(11.5)
CRP #4ll 3(10.7) 2(1.7)
T 3(10.7) 1(3.8)
A% 3(10.7) 0
I ER AR 3(10.7) 0
i ER 3(10.7) 0
BB R EE 2(7.1) 6 (23.1)
ELES 2(7.1) 3 (11.5)
3kt 2(7.1) 3(11.5)
RAEH 1(3.6) 4 (15.4)
P R I 2% 0 3(11.5)

Btk (%)

fREHIC 31T DA HEGIL, AFIRE 73.1% (19/26 ) . 77 &R ->AAIRE 85.0% (17/20 f4]) 12588 &
N, ERFEZIER6DLEEY THoTz,
WEITR O Hivie o1z,

HERAEFZIL, AAITE3.8% (1/26 B, HER) . 77 BR>AKAIRES.0% (1/20 B, fili S BREE A
R/BEPEGR) IZREOL, Z05H, 7 7Jm“—>zlxﬁlﬁ$ 1N DWW TIHIRBRIE & DO RRBIRAAE S
FAWAIIEoY

HIEICE S Te B EELRITRO bR oTz,
BIVER X, AKIRE53.8% (14/26 f5]) . 77 AR —-AHIRE 60.0% (12/20 ) (258D Hii=,

#6 WINHOEET2HIULICHEINPRD SNIHEFR (MG, 2 RrEfiTad REH)

AFRE 77 AR ARHKIRE
LA (26 f3) (20 f3)
g R 11 (42.3) 8 (40.0)
BRSPS A A2 3(11.5) 0
EL P 2(7.7) 2(10.0)
45 2(7.7) 0
Mk 2(7.7) 0
H IPEMHEE R 2(7.7) 0
1835 1(3.8) 2(10.0)

Bl% (%)

7R HEICRT B BEOEN
7.R1 BAEFEIZOWVWT
EEE I3, xﬁ@%%ﬂ WZOWT, LFO LS IZEHHAL TWD,
SSc Tl B M OMERERF N SN TR Y, SSc DEIEMTET L~T AL LTHMHNS Tight-skin
(Tsk) ~ 7 RAIZkf9 % B #HH@E}R% 2RV, HEEELENTRD bz & oA (AmJ Pathol 2006; 169:
954-66) N D = L&A E 2 BMEE ¥ — v k& LTZIRIED SSc DT 7o 1R & 72 5 & LT
AH % T2 B MR SEENE B ST b, ARRBRITEIT LTI iz SSc-ILD [BFZ 5t L L

U o SRS TSRS A E



T-ERRAFZE® (LAF. [THEERRFZE) ) OfRELZEEE 2 T, LT L B0 5l - Eii &7z kb
Th 0 AR A ABNOGLNE R NSO FARIC 1T 5 EB 72 FE R R BR RS & AL BT 5 2 LT ARE
EEZ T,

o GHHMHFMEEE IZOWT

AFRBR O FEFGE B (21, NIBRAS & T 2BIE CTH Y | SSc xR & L 7oA FEES IR C
MAnbi, BRI féﬁ%ﬁ%&ﬁﬁkbflﬁﬁ%F74/T%Héhfwém%s%ﬁwtﬁ
JEREL DAL ERRIE LTz, 7ed, REMLZ EMICERT DML SN HEIT RS, MZIc k2 ER
HIZ2FHI A — R T 5 Z b . AR CIIFHIE I CORMEOEB & f/Mb 3 5720, x> F
H BT R (Eifg) & 227 & OBRATERERGEEICTHRET S Z Lihx, HRALKLE—
DEMPBFHEZ1T 9 Z & &AL L7129,

® XRABFIZONT

ARRBRCIE, B LD LA MU R C X | FEERIZIBW RS AL LT &l S 42 B
MAANDIND XS, FREHREREROXISG L SNDIEE LS EIC, SSc DM EHEL - L
MRSS |12 & 5 KL O BEIEE N HEELL EOBE LR LTI L E LT,

72%5, SSc-ILD BE Z XI5 & Uiz B EBRIFEICB T, AHl & ORRERNH D & fl S -
B 2 B (R A2 2P EHE T R ONFIR SRR L, 45 LB RO LN &2 EE 2. 072 Elikhe
EOFHRED 72 EE (%VC 60%ATi X 13%DLco 40%A) 1X L2 EMEDBLEN D, BRAMEEICRET S
b L,

o Mt - AEIZSW\T

BE/RROMIR B TORIRREER b £ 2. KNI B MM ORHGAIRBIREEZ L 72D L, D oReici
HalaeZe ik - & e LT, BUEGRO ML - & TH 5 4% 375 mg/m? % 1 ARG T 4 [ iirm
G ERRE LTz, £70, BUKROMERBIZE W T, EEARTHWOLATW A REMBZESE 2, k7
— N OFEIE, WEERG D 24 B ORIRERITHZ & & Lz,

HAEIX, PEEE OB E TR L, ARBREGEZ 22, SSc 1SR 2 AHKI O M & O 2 % FF i3
HZEIFFREEBZ D, ek, ARBRTITIFASS6 Bl 5 5 49 filN — Mgk IZEH L CHAAN BT
7oy, RBRAAR D — AL FTREMEDBLE D D | MiRE A 0T, K iaak OIEFIE A LT 2 E DB EHR
RENDHREThoTe &R D, £72, ILD 240 2 BFICB T 2L O TIE, 7RI HIZE W
Tikamd D,

7.R2 HFMEIZONT
HEE B IIARI D SSc 1Tk B HZEICHONT, UTFDO X I ICHHALTW5,
® I kICxT 2HFMICONT
AR O FEIHEIER Th D5 24 EIFD mRSS O_X—R T A b DEEIZOWT, AFIRE L

8 PEAFIRIRIT RN RAA45 72 SSc-ILD 3 % %I B AHK] 375 mg/m? % 1 @RI T 4 BRI G- U 7= 355 R IE S BRSO BRIRRIFSE
(R BORF M RIS B A S RN 35U T 2012 4 5 A 75 2018 4E 3 A £ THME S 172)
%A&D%M@o% 49 BNEIR M O [F— OFHIE 1 & © 2T oL S0 mRSS N5l S iz, 720 0 746k, 16I2ERE, £
2BV TR ORI 1T & 1 2T OFiF A > mRSS 2534 & 4172,

8

S R I T A RS



7T B AREE L OXREEIZ BV THREIIS

BRENROLN (R 4) . o0 “EHERBIL O

\ZEBITF D MRSS DR—RAT A4 UNHLDOELEOHRIIK 1 D LB Tholz, —EHEBRBITIIWTHo
PR ASIZ B W CHOARARE T 7 v R B2 L0 D SR L OB A S, T T RS
AFNIEEZ) 0 B2 TEBNZOWT H . BRI 72 B2 RE AL oD S B [0 3 s STz,

mRSS HE{LE
|
[R9]

--e- - T TR AR
—— ARt

F

_4 b
—6 1
78 -
PTTLIE DS
— 10 GRS THERE
T T T T T T T
0 4 12 24 28 36 48
ASITRE () 26 26 26 26 26 25 24
IR (AR ) 20 20 19 20 20 19 19

X1

AEREE GE)

MRSS DR—R T A G DEAL RO (FHIE + FEHERRE)

F 2. ARBRO ZEFAMGE H B 5 BE Y S O EMITRE RIIETOLBY THY, WTh
DOEAEMIZB N THARFIREN T T v AR L LR D258 iz,

U o R

B THERASH FhREE



K7 BEERMNOERS 24 HIFFIZ

BIF D MRSS ODX—RF A b0 bR (FAS)

AFIHE 7T v RRE FEM 7= [95% S X [H]]
PERI B —3.04+0.77 (3) —0.43+1.04 (2) —2.61 [—6.39, 1.17]
Mk —6.48+0.96 (25) 2.14+0.97 (24) —8.62 [—11.4, —5.87]
R gLl (48 %) A —6.681.56 (14) 4.79+1.76 (11) —11.5 [—16.4, —6.57]
Rl (48 7%) LAk —6.01+0.72 (14) 0.280.69 (15) —6.29 [—8.35, —4.23]
e S 6 LA —7.29+1.34 (15) 2.80+1.34 (15) —10.1 [—14.0, —6.18]
6 it —5.09+1.10 (13) 1.19+1.19 (11) —6.27 [—9.64, —2.90]
Jpi dcsSc —6.64+1.06 (23) 2.05+1.08 (22) —8.69 [—11.8, —5.63]
clcsSc —4.67+0.90 (5) 2.46+1.00 (4) —7.14 [—10.4, —3.91]
mRSS 20 SHARG —5.67+0.87 (24) 1.69+0.93 (21) —7.36 [—9.93, —4.79]
20 HUE —7.15+5.82 (4) 1.40+4.86 (5) —8.56 [—37.8,20.6]
mMRSS (2 HE-3 < HiE 2 (moderate) —5.67+0.87 (24) 1.69+0.93 (21) —7.36 [—9.93, —4.79]
FEO S 3 (severe) Ll FE —7.15+5.82 (4) 1.40+4.86 (5) —8.56 [—37.8,20.6]
Pt Scl-70 | Hifh B —5.94+0.99 (15) 1.77+1.07 (13) —7.72 [—10.7, —4.71]
X3 —6.47+1.52 (13) 2.21+1.52 (13) —8.68 [—13.1, —4.22]
R AR L HY —6.95+0.97 (23) 2.53+1.00 (22) —9.48 [—12.3, —6.65]
7mL —1(1) 3(1)
ILD &-0f HY —6.01+0.89 (25) 2.16+0.93 (23) —8.17 [—10.8, —5.59]
mild 2L'F —5.70+0.97 (19) 2.12+1.00 (18) —7.82 [—10.7, —4.97]
moderate LA | —7.98+2.07 (6) 3.56+2.40 (5) —1155 [—19.5, —3.56]
7oL —8.74%3.10 (3) 2.02+3.11 (3) —10.8 [—22.2,0.72]
0Cs PEAZe L —6.14+1.32 (14) 3.45+1.65 (9) —959 [—14.0, —5.1]
CiRi kY —6.581.18 (14) 1.501.07 (17) —8.09 [—11.4, —4.8]
P (6.0 mg) A —5.22+1.91 (7) 1.58+1.91 (7) —6.79 [—12.8, —0.8]
PefE (6.0mg) LLE —8.45+1.43 (7) 1.89+1.19(10) —10.3 [—14.4, —6.3]
ERY/L] fERED Y —7.51+2.04 (5) 2.42+1.85 (6) —9.93 [—16.2, —3.7]
R L —6.14+0.96 (23) 2.19+1.03 (20) —8.33 [—11.2, —55]
125 D IR HY —6.26+0.98 (20) 1.86+0.97(20) —8.12 [—10.9, —5.31]
7L —6.71+2.16 (8) 3.44+251 (6) —10.2 [—17.6, —2.75]

I/ I AR HERAE SRR fE

RIS H T b 2 B2 B O J2 &
oo BLFERELAT RAEMF1IZ I
B, I EHOENRREND

DO, BENOORBENMG L 14 Bk L CTHERE L
T2 R EIRIEAERE DR S KU MRSS 13 8 D LBV TH Y . FHIEIEN R
FEROMINNTER ZET 508, AFIRECREREMRROE X B tkET 5

HmI2 R ST,
#8 $h 24 WO K R FAARE DJE S ROV MRSS DR_R—Z T A b OB E (BRI AR 5])
BB B DE S (um) MRSS

ARFIEE 77w REE AL 75w AR EE

(8 #i)) (6 1) (8 1)) (6 )
R—2F A 1,500.1+307.5 1,491.7+363.1 15.1+3.98 16.2+6.21
He bl 24 1,335.6+441.8 1,650.8+495.6 8.88+4.42 17.5+9.95
NR—2 T A PEDELE —167.0+134.7 162.4+155.7 —6.80+1.32 2.06+1.52

TEIE RS, ~— AT A L DOEILR « k) R P - e

LLER D | AFIFGIC LY SSc 2T 2 BB OUCENFRD Hiv, AF) 375 mg/m? % 1 18 [#IHIKE
4 [EF G U7e 6 0 ARICHEE LEREEE T 4 [l 545 2 & T SSc (281 D BMIALIZ R 9~ D 2 R A
L., WESNDZEIWRSNTEBZD,

ik\Kﬁ%fi%%ﬁ@ﬁlﬂuﬁ@ﬂw®%ﬂfwt_kﬁEI%S%@WM%MQW#@AA
nonzhaek (CLF, T EhRR] ) &2 OM 3 sk AN Bz 7 HoME (AT, [0k
PFEl ) Lf:ZIK%' DAL O BRI SV TR LT,

10
DS i A TS AR E



Fhsxk & F Ol 05 D mRSS DAL EDOHERLIZIE 9D LBV TH Y, EHskLII D b OBINFIEL
BRHNTWD ZENDHBICRAND H5HDD, ik & Z ORI ICBNT, 7T BRED
e b5 24 BEED MRSS DRX—RA T A b OELEOHERIC ﬁfcﬁé{ﬁmﬁwﬂ*ﬂénto F AR E H
O EMEHT O MMRM (A & U Chigk (FMik & OMERIFE) | sk RO GREE O HIEM %
GO TIRNTIZ R 2 KA BRI D Typelll B E OFEFRITE 10 @kk@f&;@ MiFx & R HREDAZH.
ERIZOWTITAEBERENBO LA DD (p=0.013) | MiXH THERETIROLARN-T
(p=0.787) , LEhisZ AN DFIEBIR SN TS (Ehitiak : 49/56 Fl, ZOMbEz%HFA : 7/56 #]) = &
SRR NS D Z & b E 2, MEak M COARBIOFIPECI &= B3t E 2 D,

#9 mMRSS DX—RTF A )DL LE (FAS)

Tk Z Otz &
ARFIEE 77 v RkE ARHIRE 75 v AR RE
R—=2F5 A 13.5+3.3 (24) 15.6+5.6 (23) 195+1.3 (4) 16.7+6.4 (3)
Be 5. 4 11.943.0 (24) 16.0£6.0 (23) 20.0£4.1 (4) 14.0+3.6 (3)
Beh 4 REDR—2T A4 b OB LR —1.7+04 0.5+0.4 —0.1£1.0 —19+12
B 5. 12 JHE 9.5+2.4 (24) 16.8+7.4 (19) 18.3+3.4 (4) 12.7+1.5(3)
5. 12 WIEDR—Z T A 6 DL R —41+0.7 1.2+0.7 —1.8+10 —32+12
e 24 JE I 7.0£2.1(23) 18.4%9.1 (20) 16.0+3.6 (4) 16.5+4.9 (2)
B 5. 24 HED RX—R T A U6 OEALE D —6.7+0.9 2.6£1.0 —41+10 —05+1.2
TR HEEDFED  [95%IEHEIX ] —9.3 [—12.0, —6.6] —35 [—75,0.4]

IR RS (FED) . R R T A b DB R - R R AR R
a)  HEHE BRRL RERECEROLZAEN, XA T A E, RREME (6 FLUN ) &OILD &0F (B ZAZEE L 72 MMRM
(R DIy IS« THERx IR IE . 2 OMlERR P& 13 1k B CARBIHEE)

# 10 HHEBITKT D TypelliRE (FAS)

e | B5E FRF AL BGEEXEER | X—2AT A | RAHIN | ILD &0F | Mgk | sk X & GEE
p & 0.011 0.028 <0.001 <0.001 0.123 0.042 0.787 0.013
J&Euﬂi\ el BHREEREERORAEER, N—A 71 fE, REHE 64LIN/8) | ILD &0F (/) | fEsk (=

Miik & & DM OF ) KOsk & # b8 & O HAEM &2 IR R L U RpaiH o 35y Bk 2 ﬂf%u_%:{ﬁmbt MMRM

o fIREICXT DRRITHONT

BIREHEEE CTH 5. #1524 BRI 5 OMOMEREEE R OWIRZICBET 28R 11 o LB
DTHH, WTFNOFHHEBIZHENTH, Ziﬁlﬁifv"?ﬁﬂi%ﬂaé@mﬁwﬁém‘:o 723, %FVC
IARKIRECIEB G-BAA 12 %I 7 B AR S IZIERFREICIRT L, B5BG 24 BRICSGE L, K
JE L BN B OB ASE N DI U, BEJF & bl U CFiBRAGH OB 23 BT &3 < 1272V Vi
IZBWTIE, MitSREDOSEDR (WFVC DE) BB D E TITREIN o Toiod LB 2 b,

11
) R ATREE R TR A




K11 X OMOFERHERE K O 2 B2 BIVRETHAmE H 0 Rl

AHIRE 7T & RRE BERE
S fE AR 22 N—2F A | VFHELEERE FH | XA [95% %E%EIZFHEJ]
(150 »H O R g9l B OB E
NR—=ZF A 89.0+15.7 (28) — 89.416.9 (26) — —
UEVC e 5. 4 5FKE 88.4+16.4 (28) —05+0.7 89.5+19.2 (26) 0.1+0.8 —06 [—27, 15]
b5 12 E 87.2+17.1 (28) —17£10 89.1+18.8 (22) —2.0=*1.1 03 [—27,3.2]
B 5. 24 FHE 89.3+16.3 (27) —0.3+0.9 88.0+21.9 (22) —26+1.0 2.3 [—0.4,5.0]
NR—ZF A 3,243+675 (28) — 3,241+761 (26) — —
FVC (mL) B 5 4 ER 3,220+679 (28) —23.5+26.5 3,240+819 (26) —0.85+27.5 —22.6 [—99.3,54.1]
¥ 512 e 3,178+712 (28) —65.7+35.5 3,218+809 (22) —745+39.4 8.83 [—97.8,115.4]
B 5. 24 FHE 3,251+698 (27) —5.91+33.2 3,188+923 (22) —92.0+36.3 86.1 [—13.2,185.4]
. N— 2 —7{ > 83.4+18.9 (28) — 81.8+16.9 (26) — —
Wi o ﬁE 5 4 3E 81.9+19.5 (28) —15+1.1 81.4+16.1 (25) —21*1.1 06 [—25,3.8]
B 5. 12 HE 81.6+19.9 (28) —17+13 79.6+19.2 (22) —31+14 1.3 [—25,5.1]
(%DLco) -
e 5. 24 E 83.1+18.4 (27) —16+15 80.7+17.1(22) —3.8+16 22 [—23,6.7]
NR—RF A 3,997.9+937.5 (28) — 4,051.9+1126.3 (26) — —
ESTTEN e 5. 4 5FKE 3,972.1+930.8 (28) —275+32.2 4,031.2+1074.1 (26) —20.7+33.4 —6.8 [—100.1, 86.5]
(TLC) B b 12 R 3,946.8-1042.6 (28) —52.9+57.7 4,085.0+1277.2 (22) —259+64.1 | —27.0 [—200.6, 146.6]
5. 24 H 3,954.1+933.6 (27) —64.51+44.2 4,065.71292.5 (21) —81.1+495 16.7 [—118.1, 151.4]
R—RTAL v 625.4+629.9 (28) — 858.3+1199.6 (26) — —
KL-6 (U/mL) e b5 4 JRRE 619.8+647.5 (28) —6.81+47.8 814.3+1,237.8 (25) 34.2+50.6 —41.0 [—181.3,99.4]
e b 12 R 600.4=630.2 (28) —26.31+29.6 640.0678.7 (22) 24.4+320 —50.7 [—140.8, 39.4]
5. 24 WA 582.5+588.1 (27) —61.7+38.7 664.6678.1 (22) 48.0+43.1 —109.7 [—233.6, 14.2]
NR—ZF A 139.5+83.1 (28) — 141.3+89.8 (26) — —
SP-D B b 4 R 153.2+108.8 (28) 14.0+7.37 156.7+109.8 (25) 1.32+7.81 12.7 [—8.97,34.3]
(ng/mL) 512 e 145.6+93.6 (28) 6.38+5.66 171.2+131.7 (22) 11.7+6.26 —5.31 [—22.3,11.7]
5. 24 WA 144.6+108.7 (27) 1.73+12.7 190.2+215.4 (22) 29.0+13.7 —27.3[—64.9, 10.4]

R=2 T A b OB f/h IRl RS

a) BWEHE, R, BEMEREORAEM, X—2A 71 H, REWE (6 FLIN, ) . mRSS (20 /ALLLE/SKi#) KOVILD &0F (F/14%) %
HAEE L U, KRR 05 B & |2 IS & ]E L 72 MMRM

b) TLMSIEIC L B2 AARAND A A 1A U —HHMEE]  (Respiratory Investigation 2014; 52: 242-50) Zf#JH L. s, MR, FEOTF—ZZHW
T, %FVC 2 HHEH

ILD % &0 2 5B IS BT 2 MR ELEEIC B9~ 2 FHIHE H O iEIZ R 12 0 L8880 TH Y | ILD A0f
BHIR STV D T2 OFERDOERITITEEZET 200, 5 24 RO ILD BALFIN 7T B REET
Zhole (FTRRBESH, AFBELED) ZELEEXL L, ILD 2407 2BFITEN T 78R
BEA L8 2 A MO 2 R S L7z,

12
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F 12 %5 24 WFICIT D IPAERE I B9 2 3HIE B Ok (ILD &6FH0)
ILD &f& Y
R— 2 F A UEEDOWFVC 73
60~80%0D FRE
RFHIRE 75w AREE AFE 75w AR EE
NR—RFA{ 87.9+15.8 (25) 89.417.9 (23) 70.45.3 (8) 75.7+3.3 (6)
5. 24 I 87.9+16.2 (25) 87.522.8 (20) 69.96.1 (8) 69.94.3 (5)
%FVC /\Fé:{g;f”’ » 01+1.0 —29+11 —08+12 —45+16
= B
TR REELEDED
Ry 3.0 [0.1,5.8] 37 [—1.1,85]
RS 84.1+19.3 (25) 80.616.6 (23) 80.3=14.7 (8) 76.2+85 (6)
- &—#ii?y@fgm 82.819.0 (25) 79.4+17.4 (20) 80.9+15.6 (8) 70.613.4 (5)
e (%DLeo) T —13%16 —36+17 05+2.7 —70%33
= L=:N
7T REEE DED 22 [—25,6.9] 75 [—1.8,16.9]
R—RFA{ 3,874.8846.3 (25) 4,067.0+1198.1 (23) 3,183.8422.2 (8) 3,386.7-219.8 (6)
5 24 Ay 3,846.0832.2 (25) 4,073.71360.4 (19) 3,201.3-494.4 (8) 3,356.0-176.4 (5)
el (TLe) | T AZA LB —31.9+42.0 —85.6+47.2 17.1+857 —58.2+105.2
A& D
TIRREELEDED
(0501 i ] 53.7 [—74.2,181.7] 75.3 [-226.4,377.0]
KL6 (Ui R—=AFA{ 678.1646.5 (25) 874.41066.1 (23) 582.0562.8 (8) 696.2435.5 (6)
5. 24 YA 609.9=603.2 (25) 713.2693.4 (20) 482.3+381.4 (8) 774.8+673.0 (5)
SP-D (ng/mL) R—RF A 151.3+79.7 (25) 166.8+126.2 (23) 147.754.3 (8) 148.2+64.7 (6)
5 24 WAy 149.8110.4 (25) 204.0£221.5 (20) 140.6+44.8 (8) 195.7£99.0 (5)

YRR (BIER) . XA T A U D OB LR ¢ /N IR SRR

a)  BHRE BRR. BERELFRRORAEEM, X—A2 T A UE, FEHE (6 LN H)
&L, BRI 1 Ak 2 RE L7 MMRM

®  ZDfhd SScIREIZOWVT
KRR TIX, N—=RA T A VRECAOF L T T2 FREAL X ONLDEAS D SSIR ZE 1259~ 5 AR A DA ZMEC

B9 23 ML N S i oTo, AFEFRG L L CAINEDHERRE SN BEOEIGIIERIBD LY

ThV ., SOHEDHEL X7z LICBEOEIGIEL, AFIREL I LT 7 B RBETEVMEA 2R S 17,

# 13 AUHEOHER#®E SN BFEORE (K5 48 % FE T)

AHIHE 7' Z B ARRE
APHEDHE 10.7% (3/28 1) 30.8% (8/26 1)
THILE WAL
H AR 7.7% (2/26 {51) 29.2% (7/24 431)
T3 0 4.2% (1124 f5)
A E IR
| BAfE | 0 | 8.3% (2/24 1)
FE BRI LA D B A
ETE [ 38% (126f) [ 12.5% (3724 fs1)

® QOL ODHEBFRIZONT
5. 24 WRFO QOL (2T 2 FIKGEHIE H OFERITE 14 DL BV THY . T NIERTHEHAIZH 5

HDODOIEALENNE L EITFRBO SN o Tz, =R T A D SF-36 KT HAQ-DI 7~ 5 |, L) QOL

PERTENTERBE DA AN LN Z EnD  F D% D QOL DUEN KM NIZ hoTo EHESND,

13

U e SR

« MRSS (20 /LA E/) KON ILD &0F (B /1)

RTINS FAEREE




# 14 15 24 18O QOL (ZBI9 2 @Ik EHM I H Ofs R

[ Agige 86) | 7JexpE 6f) | REME [95%I5HEXH]

SF-36 (& & 2 fdHERSHE QOL FHii~— R 7 1 Vb O k&
By IRKSHE —39+3.1 —6.9+3.4 3.0 [—6.4,12.4]
HEEIERE () 0.3+3.7 1.4+41 —1.1 [—12.3,10.1]
TR Ifg F~ —35+32 —3.4+35 —0.1 [—9.7,9.5]
RO HERERR —19+18 —0.7+1.9 —1.3 [—6.5,4.0]
&7 —32%32 —1.9+35 —1.3 [—10.8,8.2]
A TERERE —33+39 —29+43 —0.4 [—12.1,11.3]
H i AEIRE () —48+39 —27+43 —2.1 [—13.9,9.7]
L DL EE —14+27 —2.0£3.0 0.6 [—7.4,86]

HAQ-DI (2 £ % QOL Ffti d_—A F A >

I OB 0.1+0.1 0.1+0.1 —0.0 [—0.2,0.1]
A & H B 0.1+0.1 0.1+0.1 —0.0 [—0.3,0.2]
[SRA 0.1£0.1 0.2+0.1 —0.1 [—04,0.1]
24 0.0+0.1 0.1+01 —0.0 [—0.4,0.3]
AT 0.1+0.1 0.1+0.1 0.0 [—0.2,0.2]
(s 0.1£0.1 0.1+0.1 —0.1 [—0.3,0.2]
BE 0.1+0.1 0.2+0.1 —0.2 [—0.5,0.2]
B 0.1+0.1 0.0+0.1 0.1 [—0.3,0.4]
Z DA, 0.1+0.1 0.1+0.1 0.0 [—0.3,0.4]

T/ SR i £ R

SSc DFRIBIIHRD TEALTH Y . ZOIHEEITH S TIER WS DD, SSc ORRMELEE & LT, mEpE
A ST BIRARAE S OIS L 0 BFNEIE, RJF AT 5 Lt ST (J Rheumatol
1998; 25: 84-8) , MBIURAKESE OIS S E O XV Bl as ICEENE L D L9 JIZks W T, il
WHAbER. DA, MAESED SSc It 9 JEsmAIC BN T E#ICH dImEIRFRIk BE SN R v~
F 2015; 27: 281-7) | AfdElfasE 2 L EHALOMEIT L HHE L CHRBLL . & OB IT GO HETT
EEBITHET D LHEESIND,

MRSSIE— ANl LS L AR % &L s BRI A R7 A4 ) | SSclcaftd o287 U—8, O
R B O DM OIERFEE NTFET O EFH- LG L TWD L ofE b H 5 (Arthritis Rheum 2000; 43:
2445-54 . Arthritis Rheum 1990; 33: 1256-63. Arthritis Rheum 1999; 42: 2660-5, Am J Med 1984; 76: 779-86.
Arthritis Res Ther 2019; 21: 129, Aurthritis Rheum 1998; 41 Suppl 9: S240) , AEBRIZ B CTRE K ONILDLA
S+ DSSCBIEYRZ 3T 2 A HMEIEEHE S L TRV b OO, BIHEOHEL X7 LT BEFOR& LT
7B AREE L el U CARFIRE CIRVMEA SRR S/ 2 LI T, mRSSTAKIO 7 7t RIZk325F
IHPEDS R ST 2 &R0 BANICR T S0k (R15) HHEBET 5 & ARG X D SScltt: ) s
EOHEDOIHNZ DN T b —EDHIFHIATREE B X D,
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# 15 SSc BHE ~DARAN RGBT D AEFIHR I ORI

No. WRT A XIS R s - ik A ek B
1 | JoAWF%EIZ % | SSc-ILD B4 375 mg/m¥#E 6 WA Z | -mRSSITE G- BRAART13.516.84, | AK| 1A% 2 =— X% | Rheumatol
bR R A — T LicalE 1 4Ff% 8374645, 2 4E1% 487+ | 3 B H CARpL&=E L= | ogy
v T LR 0.83 L it I U, 95 I e o A o | 20103492
* %FVC 13 5-BA4AAT 68.13+ (EEJF SSc-1LD JEH) 71-80
2 6.96. 14-f% 75.6316.975, 24E1% | - AFIIAHE 3 =— 4% | Clin  Exp
77.13£7.13 L ik 2 % A TAmEREAE | Rheumatol
- %DLCO 3¢ 5-BaAART 52.25+ | % fE - 7= MEL SRR YwE | - o
7.32, 14E4% 75.63+6.975, 2 4E% | % (FEFE SSc-ILD i ig_lZZZ,BO S
63.137.65 & U3E i)
c FRRHESEHIARI AR D A a T b | - RENEE 4 a— 2%
& 5 HH T HINL A7
N W REYRE (H
£ SSc-1LD fEf)
3 | JEBIHE DR K OB 4% | 1,000 mglbody # R T | 1A 7 VHOHERED 4 H A%, | AMEREAEE FEEO | Reumatolo
HT5H SSc B | it 2 [\, 6 7 ABICHK | WENSKIEICkE 4F o BR Rk 0 i 8 JE B | gla 2016;
# 10 5. (WFhb EE) 54: 357
4 | JEFIHA 7 9% K OVl T F | 500 mg/body/iBE % &t 3 [8] | fhJ K O R 3 e oA L Afr Health
EhEHT D SSc | &G 4REIBHIE) , 60 Sci 2017,
B 14 H®ICFES 17:593-6
5 | SEFRE B E %A | 375 mgm2iE % 4 [ JLTF=r XS —CEAEN | il L JAm Acad
+2% Ssc BF 1 ZIETF L, #haseess Dermatol
151 2008; 58:
S127-8
6 | JFEFIHE DIRERAT 5 | 375 mg/m? % Day 0, 14, O EERT D 2618 bLEO | BEAIERIER L, Rheumatol
SSc i 2 Bl D% 3 AmICES IR RE DS 3 Bk AT RE 7 [ F | ogy 2020;
LR R OB DRI E A AT S 1| F) . —@tko (35, . | 59 37937
WREEATD NG ES CPAIEIE - NI N REES K7 L—FRo 1388y |
SSc /B 1 KOVt o> TREE ) 23
R LTz,
7| EER [ % OBEFE | 1,000 mg/body % Day 0, | AAEE/E 3 5 A (ICPARI | eELoo iR 11F (¢ | Rheumatol
BEEAT D | 141ckS, 6 WAMIC 8 | Wk, 6 7 ARICKEINEMIEL | noEwE cag) o | It 2019
SSc B 141 = — A WA T, OV 5 W 5 %1wm-
8 | JEGIHE AIRILAERE 24 | 375 mg/m? %38 1 [A] MR O OAIRILAE A B2 | Gidlile L Semin
+% SSc BH 1 ARG P D A b ks Avrthritis
151 Rheum
2012; 41:
822-9
9 | JERIHRE AIRILAENE AR | 375 mg/m¥iE % 4 Bl G, | 2 o — R IEIEAeE 7 4 | e L Clin
HEE R ORI S | BB Y, 2 R TS DN A EE i Rheumatol
4T % SSc i 2013; 32
141 281-3
10 | JEFIHRE DR E5- 500 mg/H % 4 [A] KD A 7 VBRI O REERDS | FRdZR L Joint Bone
DEEEIR T, PRI UGE, Spine
DA - DAEREREE I 7 L, 2013, 80:
28 OV CTHEFAT Y W ATHE, 320-3
ERZ Y —E%E
H94 % SSc B
1 451

HREIT, UTFTD X IcEZS,
SSc D RS %95 A0
HEEE 132 10 L 0 gk & DAZBEAEH O p AN 0.787 Tdh 5D Z L b, Mgk fi TCOARF DA MEICH S

WIRZEFITINWETA L TV D00, Jisk b HGHEEOZAMEHO p EIX 0013 THLHZ LD, i

RIZE D mMRSS DEAL EOHEMZEICERIN TR SN DR EMIN LGS, £z, EhaskLsn ooz

BIENIR SN TWND Z EMBEBRIZIBRIIH 2 b0, Thiik & OMERF& 77 B AREED mRSS

DIALBEDOHERBICER N TR SN TS (F9) |

ARFBRTIL FAS56 57 49 Bi173 1 Jak (£ L THLA AN B AL, Ahii TIRIZIEH—OFHEEIZ L -

TRl S 4Lz 2 &b AHIOAF MG Y 3ZR A ORI KIE LI BITRE <, £, FHEE
15
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FHC R T D EMEBEDOHEITENH T2 REE L GETE 2va, ARBRIZI “EEM T TEMINL
MR THD LB EADL L. A—HMOEICRIT 27 7R EAMOZOHmITHA I TND L
FZABND, ARBROZEFHRE R ICOWT, AFIRELE 77 B ARRE L OLBIZRB W THREHERICA R
ZNRO I, “HEBRYIOWTNORER RICBW T O AFIRETT 7 v AHE A LR 5 B L0 sE
Hia 2R SN Z & FERE 24 %6 OAFOFREIZ LY mRSS O & 572 LB A VR &
NTWD ZEFEORREZEE XD & AANDBFHAITR S 2 ARMETHIR TE 5 LT 2,

SSc D& DL DN R x4 2 A b

AFRER T R REREAL LIS O SSc IR Tk B AMWEDORGEE B AIZENE S = b O TidZe <, ERIER
RO NI EHRTRE R TH Y | BROFNEZHONWT—EDREZRT Z LITRETH 5,
JHRZEIZ DWW T, ILD Z &80T 2RE D 5 B 2 MRS Rk /Zh TR (R—2F 1
VIREDWFVC @ ARHFIEE 87.9%, 77 BAREE 89.4%) | L OEIFELITVTALE moderate LA R ThH o7 Z &
Bk E 2D L ILD AOHIICE WV TUFVC 21T U & L7 FERESRE M OVt 2 12 B3~ D fREIc DWW O
HEECTT 78 ABEZE LRI D AMEOM A RE (£ 12) SHLTWDHHDD, SSc-ILD IZx7 5 KA DFH
IVEIZIREN TH D LB 2D,

Z DM DOIEEIR DWW TE A OHEDOIE L S SN A EFLORBERHEG LRI LIERFITH Y |
Fio. REEGIZE D QOL DUGER bR TE TH LT, AMMEIIAHEE X D,

LU EOREDHIBIZ DWW CIE, B CaEsam L7V,

7R3 ZEMIZONT

FREH 1E SSc /BH 21T D ARFN DL 2T OV T, SSe i x5 & L7z IDEC-C2B8 iR, H LK
WFFE R M OBEAGRENREIC 31T 2 UG FE R ARSI LS5, IFO X S IZHPBIL T 5,
KB (CEHEBRMOR) ROFE—HE - AETT T 2R F20M S 72 BEATR O /N HIFE
DA R 70—V BE ARG L LERRBRICE T AR OLZ MO ITE 16, ARBR (ki<
DOARFEGF S ETe) BRI CHRAENE T LT 2 BEARSRE DM HEGERE IR D AKI D2 2
OMEIIE 17 D LBV Thoto, WBRHECHEEY R, UFHEEENER 570 O EIZIZRA D & 2 73,
SSc A IZxIT D AANOEGAIZBNT, FrEOFH - EZ2E EOBREITRO Ntz b, Bl
TESENE SN TV D EEAROBIEE « 2hR L FRROR SR &2 T T 5, £io, ARBR ORI, Hiim
MERE, &7V —8, MEMEMREOEERGINEL AT 5 BEITLEMEEHICFRIEERLELE X
L7, IMISCED 19, FFEOEREAT H2EFICHET R OHICBW THZICERRELZTTO T
ETHD, LLEDOKISIZEY | SSc BEITKT 2 ARK G R DL MY 27 ITEHRR LB R D,
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# 16 SSc BH K OVNEMIBE QAR 7 v — VIR EE IR T 2 AR O L EEOME (MR EH)

e /NRHAZEIE
NESRE sse AT
e IDEC-C2B8 &k RCRNS-01 B
BehRE AT 7T B AREE AHAl 1 18] 375 mg/m? 75 REE
(B%5) (28 f51)) (26 1)) e 551 (16 1) (24 1511)
wlgEE R (N - 47) 17 15 0.8 1.4
HERTR O
p— 28 (100) 23 (88.5) 16 (100) 23 (95.8)
= 6,944.69 8,181.03 116,892.4 57,984.18
P 1(3.6) 1(3.8) 7 (43.8) 6 (25.0)
REAEER 119.87 132.97 1,494.88 493.24
- 0 0 0 0
RIS - e B R 180 A 0 0
Al 21(75.0) 15 (57.7) 16 (100) 23 (95.8)
5 2,415.44 2,387.13 107,189.9 44,306.36
HHIREFERR
v 16 (57.1) 15 (57.7) 16 (100) 21 (87.5)
IE 1,382.10 1,465.58 11,167.91 4,562.50
A 7Y 0 0 2429 0
iEA 0 0 0 0
B HUATI 7 A L A DO FIEHERIC 0 0 0 0
LD BPERFR, FFROEEE
A iR P 0 0 0 0
Grade3 L b o> I ife % fz(;ég 0 22%2155) 0
e 1(3.6) 2(7.7) 6 (37.5) 9 (37.5)
FPRREITS, BH 59.93 199.45 929.09 1,047.13
. 1(3.6) 2 (12.5) 1(4.2)
S 50.03 0 249.15 73.29
B - KilpEE (SIS, TEN) 0 0 0 0
i 8 (28.6) 6 (23.1) 1(6.3) 5 (20.8)
" 539.41 598.36 268.38 412.90
ILD 0 0 0 0
e b 12 (75.0) 13 (54.2)
B LIES 0 0 9,707.45 3,163.33
HEATIHE SR A EE (PML) 0 0 0 0
WAL ZEfL - PHIE 0 0 0 0
3(12.5)
JE TR 0 0 0 228.60
"M %R RN ORE E R
(RPLS) 0 0 0 0
IS AR BEE R (TLS) 0 0 0 0
T A 0 0 0 0

BB Bl (%) . FEt BRI T

17

U e SR

TR U7 100 A -4AEY 72 0 O FBLFIER

EIE LM FER

A= =h
==



K 1T ARORENEOME (LM SER)

TEAENELE B AATE GBI BATE | e o
5S¢ TR Y A FR Tk Y| EAEORTETE
IDEC-C2B8 3Bt | Acliliids | oA A ol
(3% 5-)
AR SE B 5K 48 151 2,575 fil 200 #i| 1,137 43 981 4
HEREG O
— 45 (93.8) 1,722 (66.9) | 113 (56.5) 782 (68.9) 603 (61.5)
= 505.73 597.54 248.13 374.65 104.08
P 3(6.3) 514 (20.0) 42 (21.0) 340 (29.9) 131 (13.4)
ERAHERR 13.97 99.12 65.13 99.61 12.73
- 50 (1.9) 3(L5) 35@3.1) 2(02)
BT 0 5.90 155 4.99 0.11
I 12D 88 (3.4) 4(2.0) 25(2.2) 19 (1.9)
FURICE S A RS 2.79 21.32 3.10 5.69 1.38
- 38(79.2) 1,550 (60.2) 90 (45.0) 583 (51.3) 527 (53.72)
B 209.56 381.33 116.83 198.29 77.45
EHTREHS
R 36 (75.0) 125 (4.9) 11 (55) 87 (7.7) 319 (32.5)
HEYYE 167.64 13.13 6.72 12.65 28.51
j 2(0.1) 2(02) 1(0.0)
wlit% 0 0.18 0 0.23 0.06
B MUAT ¢ 7 A /L A DREMEARIZ 0 10 (0.4) 2(1.0) 5(0.4) 1(0.1)
T BB . FF DR 0.88 1.03 058 0.06
R D 5 (10.4) 679 (26.4) 68 (34.0) 588 (51.7) 52 (5.3)
bR 22.35 149.08 97.70 188.43 3.82
s A o 12.1) 112 (4.4) 11 (5.5) 63 (5.5) 14 (1.4)
UL N 2.79 11.45 7.24 871 111
— 12D 40 (16) 5(25) 13 (L)) 7 (L7
s 2.79 3.88 258 1.97 1.16
B - RhiiEREE (SIS, TEN) 0 0 0 0 0
EE 14 (29.2) 198 (7.7) 10 (5.0 39 (3.4) 9(0.9)
e 44.71 20.53 517 5.22 0.55
RVRTMERif 26 0 0% 0 209 0
: . 120 1,104 (46.4) 51(255) 319 (28.0) 313 (31.9)
Infusion reaction 279 254.89 70.30 66.06 35.27
HEATIE S B B E  (PML) 0 0 0 0 0
WL - % 0 102 L02) > 049 0
A 157 (6.1) 7(35) 30 (2.6) 707
fiLFE T 0 15.42 5.69 3.60 0.39
AT VR IMEE (A 0 0 0 0 1(0.1)
(RPLS) 0.06
WS RS (TLS) O 0 1009 0 0 0
TN © 0 6&%5) 0 1&25) 0

BB % (%) . TE:: KRIEERHAR CIREE L7z 100 A Y70 03B
a) MedDRA SOC [EUuiEds K OVFFAEMAE] DEG, BIEMER 7 0 —PRFORFFEICHOWTIE HEERFESEE Shi- 58,
SOC LIS} CREYLAE & Il C& 5 HG ) 254 CHEat
b) HEBRHEEICLL TOEROFER L EE
IDEC-C2B8 % : MedDRA PT [JLIMERIBAME, FIMEREGEA, AFHEkEasd . MEERERAE, i/ M )
FERTX Y UNEBRE ARG L LI - iR R E IR 2 BIER R O UCHET 2RIER (A MmEREsD . LBk ES
1Bk R EIE )
HRMER 7 0 —BRENSLOLHIFRHE : MedDRAPT T ERIVME, G HEREED . SEWELFhERD . Tk BRISAE, kI EREL
Wb, WEERTERE, AMERBAE, AIMEREED . U o oSEREGRD . U L SEREEE ., i MR |
¢) MedDRA SOC lHfAHE RIEE) DFEF. d) MedDRAPT TRHIEMENEE] DEF
e) HBPAEFI L FTOEROFREEE
IDEC-C2B8 i : [ AAIDOWIEL S 3% 5-BtA# 24 BILINIC S < S Hbh b, R, B L, FER. KW, T O, %
B, W, BPUR, ImAETRIESE ) CopE S F s
FERVF U LoEBE E RS & LIZiHA - Infusion reaction IZ X 5 H D & &2 HNAIER (B, M, T IHFEEL VST LLE
—HRIEREE) DO B ARFIOELFA F TICHBLL7ZFIER
BAMER 7 0 — B REISROEGIENE  AFRG» LA ETICRI LEAFNC L DT F 7 1 7% U —FER
f) MedDRAPT TEBSRABUEGRE) OEFF, FERTF LV UNEEE RS E LA I x, SERREZE0WEH
EBE A ERE R & U CREIT & &l Lo B RS 2 R TR LT,
g) IDEC-C2B8 #f#i%, MedDRA SOC R, ki KOGHMAIIOF AN (BB LOKR ) —7425T) | OFGr, BIAREBOME
R CIXZ 0 5 HIEVER R &l L= R % 2 5%t

G
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MR IX, ARBRICIEAT L TiThh iz B TERIZE, AFIOSKF/ER ., SSc BE I %R
BEE 2T ULFIORTREICBITALZEMEICHOWTEAHICEN 21T 272,

7.R3.1 ILD &P 5 BEICKIT HELM™ITONT

HEEH L, ILD 250 2 BEICHE T 2 Z2MIC O VT, BITOX 2 ICHB LTV,

AFBRIZYEAT L TYfThiulz SSc-ILD B 2 x5 & L2 H EEIRFE iz 0T, AEFHFLIL 100%
(14/14 f5]) 1Z@RDH B, A EFRIIELER50.0% (7/14 1) | 98JH 42.9% (6/14 #1]) | &, EHm
FLH M DM, 28.6% (4114 5]) Tidb o 7=, JET01T 14.3% (2/14 B, ILD OAVEREHEL & ORI RETE L 1D,
& L) RO BAL, WL AR & OREBERIZH O &l Sz, EERAEFSIL. 21.4% (3/14
B, ILD DOEMEEE, PR L, W ONTERFERE KO LU ([T B, W HIRRIEE O
l%%%i%@&#méntomﬁﬁj:5M%(MAW)_mbghto

B EERIFZE CRed BT AL H &2 521 T, RRBR T, 0 e MEARE D TE O 72 W ST (%VC
60% AT L 1E%DLco 40%ATi) IR ST Z LD HAANL BV ILD A0l V3L s ILD O
JEFE4YHEC mild XZ modelate TdH V. BEEED SSc-ILD BE Ik 5 AFF GO Z2MEITMmET S T
YN

AFBRTIL, [SOC : PR - MIEhds K OMEEE ) OFEFLIT B CAAIRE 10.7% (3/28
%\[%Wzm\D%W%ﬁl%]&@fﬁtf&ﬁﬁ?ﬂb@%ﬁJ[%m TmERZmE, & 1) ) |
kA CAHIRE 15.4% (4/26 7, (WK, RBEHEER ., & 2 61) ) KO 7 B AR->AKHFIEE 5.0% (1/20 51,
(PP REE) ) (238D BT,

B, NELENS, HED SSc-ILD BEICAANZ KL Lo & T ORI HONWTHER LIZE 2 A,
APt A& B U= P 28 YeE  (J Clin Rheumatol. 2017; 23: 411-5, Rheumatology 2010; 49: 271-80) . HIfLER
TBE % P o T2 W 2RRYE K OV HIND A > 7 b= HES: (Clin Exp Rheumatol. 2012; 30: S17-22) 73
RO BN, DT BARA L OREBEURIZIAM Tl r o7z,

LLEX D SSc-ILD BEFES~ORANIFZEGIZONT, —EOXRFEITRBINTND EEX L3, EHED
SSc-ILD BT 5 AFI GRF ORI T 2 HEHMITR LN TND Z EnD, RAIDOFKS, SSc

OIRFIREE LT [ERIS, Hx DBEFIZBIT DY A7 EXRT 0y bE+HSICRF Lz ECHEEICES
THZ LR LB XD,

BerEIX, LN OEmMNG, HED ILD 245092 SSc BF IR ERET LI L NEN LE 25,
SSc-ILD 3 14 Bz xig & Uiz B ERRFIEIZ BT, SSc-ILD A 2 Bl IR 2R BIE o A HF
U L HREBRDGE TE RV RO b,

ARFABR CIE A3 72 "R BERE O Tl BED 72\ SSc FBF 1L BRI 41, EE D SSc-ILD BHF 1A AL
bNTE LT, HEBE T 2 ZEMEKROCAIEITHF STV, £z, AFIOMIRHEIC
KT DHEIECONTHIRENTHD (TR2EZH) .

ILD I3AKE 5RO BEARRBIEH K OEERFESNTZY 227 L LTBREIZE LA TN D

1970 B Lottk, ILDIRIRD -, F L F=Y v 8mg/H RS SN0, ERMED O 7 n XK Y oIV ) Erngbssns big
PRn3fd S g, AHKI540mg % 1AM T 4 BlEG S, 4 BIHBESET 7 BRICITFUDREEASEICE L L, B5&T 8 AR
T L7z, 4R E#ESKT 7 HEOMEEM CT £ TITEERIZHED ILD O ER DI,

066 kLo, Al 375mgim? % L MM C 3 EERE L, B5RTHN 2 VAKICT L F=y rr Tmg/ AR RS Shiz, 5T 15
BB A2 AR L, EREHL CT £ T ILD OELZ R, AT A R UL ZAFESICTIMREZIT ) bBIEAE ST, B5%K
19 B ITHETE L,
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R R OV D SSc-ILD BB T D AA DO GO\ T, BRERIZIB W TARRBROFE RO |
B 5 ZEMOMRITRBENTE LT, FARMREE XD, LU, SSc AE ClIfhskE &
g LT ILD 2 &0 2862 &E <. ILD OGSMIEEIIESER RIRIF &2 72 E D AT H D 2 L
ILD & OFFNCKRE T 2 ARFIE G R IT, MEasE & U7 Rl Bla 217 5 %, EERIEEITI Lo 1F
WIS 2 2 ENEE L EZ D, S5, ILD OIS 2 AAIH 5RO Z 2 PEFHRIZ OV T,
EIRGE b | SRS ERINEST 2 Z LN HEUTH 5,

U EoBEtEBE 2, BIIARIOLZEECOWTU TO L 5 I2E 2D,

BEEE, AR &, IPAESENRBRM TR 5720, HERIZIZRA DR H D OO, SSc BT
BT DARA GREOZ M T 7 7 7 A WL BEEKGRIRE - I RICB T LT a7 7 A L & LT,
BIRF R T O INCE R MR S Ty, BERORIWERORBUCHEE T 2 & & HIZ, SSc DIf
PECHB L CWDERO L & TABIZ AT 2 BOEEME 21T 5 %, BEAGREE « SR CTEMSh T
WONE LD L AIRPMETH D, 2B, TRIL TOMFDOLIBY | HED ILD &9 2 SSc
BEEBERERET L ENZYTH D,

F£7-. SSc Tk, B2 V—E, LHWE, PHEOEERGINEL AT HZ ENMOILTND, AAITIX
BEICEKZRIERA R OEEREESNZY A7 L LT, BEECLEENEEREINTND Z L%
BEZD L KRB CTHRASNTZPH, B2 )V —BHOEERAINELH T 2 BHICHT HREMELH
PEIIRFT SN TR W E ZHWRRMT 2 & L b, ZNOOBE~ORG A HIXEEIHETI L, &5
HBHEAERRRBEEZITO CENEELE XD,

LU EOBSHE DN DWW TR, BEPT RS CTaltam L 72\,

7.R.4 FERIRANLESHT R OBIEE « ZhRIZOWT

HWHE L, UTFDLoI1cExS,

RHINTZER, TR2 KD TRIICHBIT DA E 2 D & AANZ SSc B TR HIER RN D
—2 & LT, % SSc B DO EIEE K OYREILS U TR SN DEANCZR D b0 LEES L, AFIO
ZhRE - DRITHRFEO LB [REMREIE] ERETDHZ LITFRRE W L, 7272 L. UM EE L
S DNEEHRAE % T 5 BE T 2 A IMER L REOFRIZR O TS Z & SSc-ILD B & x5
& LT H ERRFRICE W THREHIARE SN TWS Z L %52 BEE 2 5 &, AFIOFKEIL, HEDER
D FETEL T > TZOMOIEIRO A IHENBEE TIXRWVEBEEZF LR SN ZENEEEE XD,
AFNOFHZ 7= > TlE, SSc OBZWI M ORI B L7z EAIAS, FRARRER O RINEEST G BE . Of
FASRSS & B0 - IR R A 2 B L 7= BT, x OBREORETHEESNDI X T v b AT %
HEICHBIL, T RIA VEOREFOERGLBEZIC, KR OREG OW & & HEIHET 2 2 &2
HETHD, £/, WEREHROFEEICES N T, KBS D SScRiE & AT 5 BE~DOFE R
Gz, HHAFEETICRT 2 AKAFGROREMER EIMEICONTORBEREFIEHREMEL, Ho5h
T WA R B BE R T2 2 L AN Th B,

o, BRRBR T, SSc BE TOAIHES I L CTHANMEE SN D TV F 47 U LD i)
K& OO O MR E TR SN TN b, 2 bDOHEA L OHFIRRIZZVWE S
TEMIEET 5 & & & blo, YEmEAl & OPFRICET 2 2B HRIC oW T, BEERTER OFRAS
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NFEIERFIZBN T E R HRIMNE L, GO Fmae ERASIOEERERZIET 5 2 L 2AEYTH
Do

728, SSc DIGIRAHE M OAFIOMEST T 1E, 5%, T E TITHE SN T D FERRERRGEIZIN A T
BLOER R OMEF LI E X T, FEFRF TV TERSNL TS ZE MLz,

LU ORI DWW TR, BT Cilam L 72V,

7.R5 HE - HERIZOWT

BRI, IR SN EE, TRL, TR2 KON 7R3 DIHICKIT Dt # % 2. AAID SScloxt3 % H
EHEEZHEO LB, PUAGBEB L FERIC, AH 375 mg/m? Z 1 BRI T 4 BSR4 %

CRETHZLITTRELE B X D,

F 7o ARRBRTIEAEEE G 24 S %0 S ARFI O FEL M Th TR Y | R CARA O F 5% IR
LI EORBEITRD LN TN RN EE 2 5, Rkl CEiti S 7=, SSc 12Xt 2 &5 £ ToOMM %1
WM D & L bic, AAIOFEGICHZ > CTid, BEAGRRR LR, Eio S 2 EEICRTT 5
LD IRASCECHEEME U, BLERTE% OFHAS _%mf\ﬁﬁ#ﬁ&ﬁéMRﬁwwﬂé@&Uﬁ@
PEIZOWTH ATREZR R D IHHINET 5 Z ENEEEE X S,

LU OBERE DWW TIR, BEM R Calam L 720,

7.R6 BUERFER OBRFEERICOWT

gL, UTO L 2Bz D,

SSc X Z ke BRI 2 DB DIEB CTH 25— T, ARBRICI T 5 SSc B OMFHIIEIIR 5
THY, 7R2, 7R3, 7.R4 LN 7.R5 Z i E 2 7= HA N SSc BT D AAN G DL 2K OHZ)
PEIZONT, BUERTFTEHROFAEZEICB OV T X MFTT 5 Z ENHEUTH 5,

F 72, SSc BE~OARBNOMERIZH 7= - Tk, BREKFIZH2ITRETE B EHF 2BV T, SSc DR
PSR LT 7 itk - RBR A b OERO S & CHEA SN D Z L%, BIERSRE - ZhRICx 2 AL
FARE & ARk D222tk A . SSc BE~OBEAICEE L CHFEMT 2 Z LN Th 5,

L O RHE DM K OV 72 5 22 kR DML IZ DWW T, B CiElam L7V,

8. HHBIC L ZABHFEFICIRAMAT RN EERNTR 2 H & MEFERE R OB o e
8.1 BEAMEERERMRICKT DE4E OH W

RS, EFRESEOWE, AR LR ORI 2 EFRORE IS S KGR E IR
&GN L TG IR 2 E L7z, £ORR., B Sk RFEERHIE DWW THFE
AT D 2 EITHOWTREIT WG D & g I3k L 7=,

8.2 GCP FEHIFAEMERITK 3 5 HHE H| W

RIS, EREIREOME, AR VLM OMEREFIZRET D IEFROBEIC IS E KGR FIC
WA~ x&# (CTD 5.35.1-1, CTD 5.35.1-2) Zxf LT GCP FEH&E A FhE L=, FDHEHE. 2K
E U TIIIRERD GCP (T » TITON TV LB L Z &b, 2 SN AR REEERHI SN
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THEELITO ZLIZHOWTKIRZRWE O LTI L7, 72720, RBREEROFMIZITRE 25
B0 00, —HOERMEREEIZI W TLUL T OFEEBFED b/, Hik I E R
DREMOHE LIz Efi 2 HICSET NS FEHE L TH L mm LI,

<WETRXHIE>
92 it 5 PR B
 JRBRIFEE A E S O CRIATIR A DR B )

0. WEME (1) MERFHIBT BRATE
B S =R . ARG O SSe 1T KT 3 AR S, B DIT~FT v FEBELD &
HEMITHREE L E 2 D, A5 E X SSc BB A F -5 OBINE 2T 0 TH Y | i
KR DD LB S, . MENEROMASIBNT, BAA SScBFIZHE HIA%EEFC
DARNDOLEVEFIZONT, EHITHRHBRLELEZ D,
H S TORMN A IS E 2 THICIEN 20 M TX 24100, AMBZ2AGRLTELT 220
EEZD,

10. Z D
A B ORI T D HIVERME G E, FHMEEE OERIT. LFOLB0 ThHD,

HH EF

Bz G REAL D PH M OVEEE 2 5l 2 F5AE CTH Y . 17 DT O HKERAL ORI IZ OV T,
mRSS ERIAME2IZ &V B o bz 0 (EHZ25208) 1 () | 2 (PFE) XT3 (&
E) TRarfblic b EoaFHE (@HiPH 0~51 : mElE & RF L DR TR )

BT A T4 CHESNTZEEESEEHW, LFOL S ICoE LT,
0 (normal) Mmoo 2 v e — X WiEiRE (HRCT) TOMERE R L
1 (mild) : J¥E HRCT TORERRE H 0 . 2O fiEs HRCT TOIFZED LA Y 3
20%LL T
2 (moderate) : & HRCT TOIRZE DA D 23 20%#4, 75> FVC 728 70%L4
3 (severe) : o HRCT TOIRZED LD D A 20%iE . FVC 728 70% A, 7oReE
ILD @ EIEE LR L
4 (verysevere) : Fii HRCT TOIREDILDN Y 28 20%iH, FVC 2% 7T0%A5, 7 oOlkF
BIEH Y
B HEDENY T, HRCT D5 HFTDO AT A A (1 KBRS EE5. 2 @ &5 400 5
3 fliERIRAC A, 4 AT A A3 & 5 O], 5: ARAREIE ) CHRIEMEMZERE LB
HT 522 ToRE (T 77 2%, @ik, REELXOERY) Obhd2sBBLZ20m
AR BRHNL) . TNHDOFHE LT,

BEIC L D5 RE QOL (HRQOL) #MIET H2HETH Y . 8 SO &
(B RFSRE, B W &BIRERE (FR) | RO A, RERIERIK, 157], S AETEHEE.
HERERRE () ROV o) ZHET 572905 36 HE OERMICx LT, 1~
3 XI5 TAa T L7-fE (#iPH 0~100 : @ffIF & BUVVEEEE 2 %) .

SF-36

BFICE D BEALEEICBE T 2 B IRHEREZ Rl 2 ChH 0 . B E AETTEIEICE
W58 DN H (KROBW,FHE, &, &%, 17, ML, B<HE, Bk
OFHEMA) 57255 20 THE OERMICH LT, FEMEOESE%Z 0 (TR #E 72
{T&ED) ~3 (@& T&ERW) TARaT LL, E0BHICBIT KK A 2T 240 H0
ZaF7iLizlt& o, F£0HOR a7 OYEME (FPE 0~3 : &EIE E H AT OKHE
S AREN~D LA E )

HAQ-DI

Uk
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B#EHE (2

M348 H 26 H

z
Eno
f T

[ 52 4] V>34 o miiikiE 100 mg, [F] A3 5% 500 mg
[— & 4] VUFv~7 (EaFHiz)

[ 36 &) 2T EEKSH

[HEEFEHR] SfM2412 H 25 H

[ AR — ]
AELDO LB,

1. BEANE

B @M OZ O% OB 2FEOHMIKIZ, LTO LB Ths, B, AEMBHEOFME
B, AEBEHIZOWTOEMAEZEENS O LIS X | [EERG EEEISE AR 28T A5,
EEOFEEICET D) PRk 20412 A 25 AfH) 205E$ 8 5) OHEIZL Y., B4 LT,

11 Bk, 28 - IRKOHE - AEIZONT
HAERERICB VT, FaERE (1) ICFEHE LR RO, 2h6e - IR KO - HEICBET 51
HOHWHIHMZAENOXFFShD L bz, UTFOEABHEI N,
IDEC-C2B8 ikl (A#l#R) Ti% mRSS FHliZ ik M ANRO b b DD, “HEM F CTOFF
i ChoToZ Lnn, FEFHE EORMBE L I1ZE 2T, AREHMIIZARECh -7 &B 2 b b,
ARFRERITIT, SSe DR ERE(LLIA O ifgs i 251253 D AN R S iz L 1L S W3,
FHENEAFRZ T EORIEIC S bDO L EZ LI, THRAR THRIERIENR LD SSc 2’
MRETHDLZEEZBETD L. AROEEXIIEIFE RIEERICIRE L2 L IIFRTE D,
FETEREALLISN D& Flgs i A 2 95 SSc BT 2 ARFIE 5RO M K O ZPEIZ DV
T, WERTHORMEFELZE L T, SIESHEERNELITO ZLNHEETH D,

12 REMROERRY A7 EFHEHE (£) OV T

BRIV T, FAME (1) (SFEH L 72K D22 20 K ORUERRTE 1t O 22 20 R BT 2 Hids

DHIWIEFMZEENSIFF SN D &L b, UTOERIH S,
SSc-ILD HE XG0 B ERRIITEIC I 2 5ETHNIE, AFI G515 O ifERE AV FIREE Tl d -
2bDD, BEM EFDICEET REHHTHY | HED SSc-ILD BE LT LT D & OEMO
HIBHEIEY & B2 D,
AR I DA A ZIET 5 L. SSc Tkt 5 ABHE GO Z MR HIC OV T, AT
RO Z DBENOINESND ZENEEND,

R IL, JBEHRE (1) @ 17.R.6 BLUERIEHE OMGTEFIRICOW T OHEIZEBT D Met k OB i
TOEmEEE 2, BFEESICB T 2 AR OEIRK U 2 7 EHHE () 2o\ T, #£ 18 IR TZeMt
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BRI L ORI BT D MET S H AR ET 5 2 &, £ 19 (R TBMOER G 2SR, A
DIMEICB S DA - RBRE ONBIND U 2 7 o/ MEiGBh &2 9% Z L3y LT L. 2 s OFIE
Z iR I RE /e BUE IR 7e R O A AT O FEMi & HEE A IR LT,

K18 [EHG YU X7 EHEE () 2B 5 Z AR EE R ORI BT 2 Mt drE

e e
BHIERRFE SN R EEREEN ) RS BHERAR W
« infusion reaction - EROGTEDIRT ML
B R U A N A K DBIENITR, BT | - BEEERER O %81
ROHHE

- JFRbRERE S P

« B2 RS IRIE B2 (Stevens-Johnson JiE
et - SIS) . H R 2R BT S AT R iE

(Toxic Epidermal Necrolysis : TEN) %

O JZ RS fR:

< LMERPED . B ERECD | A TR ERIED
MEWDRIERAE . i MRS

- AT M BB NE  (PML)

- TRV MR 2%

- DR

- BREE

- W bE AL - PAZE

- IR TR

« WA VEIMESE/ERE  (RPLS)

- SRS AAEYERE (TLS)

AN B3 A et ERE

- ABOi BRAEIZIB1T D A %0E

- ABOI JIFBAEIZ 35T 5 A 201t

(ZEHRL)
#19 EHEE YU R/ EBEHE (R) (0BT 5 BMOERS ZEMEAEE), ARWECET DR - 35
FOSBIND V) A 7 e/ METE B OREEE
BN [ 3R 22 AP EEEAR T ) AMEICRET D% - B SBHND Y A 7 e IMETES)
- ABOi B REAEIT 351 & 1 s « ABOi BEBAEICEHIT DR | - NSICR U A EBREEL M TEM (EIE
- ABOI TR HEIC 31T 2 i A& (20178 4) ELEN AT A R) OER & 121
+ CD20 50> CLLZ 31T % —if Fi plofs i A - ABOi AFBAEICI T 248 HAE | - ABOi B#HE. ABOI FIgHICE T 5 E
- SSc 2B BT RIE S HE (EpIFEE) OEFH T EM GEEERTA K) O

* SSc 2B D — e fi FH A A A VERR &
- SSc (TR A EHRMEEH T EM Gl IE
FEHAAR) OER & 171
+ SSc (23 1F Dl IRIE R A
CTHRES - 4 BB

HEEE L. LTO LB LT,

K200 EFEY, SSc BEEXRIT, BIEHH LK 2 £/H (KH 4 7 —)VHOERERIEND 24 0 F
T) . BRI E 380 1 & oA 2 92 L. B SERR TSR D RSO D AR G-R 0%
MR OHZIEIZ DWW TRETT 2,

24
DI SN SR () e oo SN 2 Vg il
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#* 20 AR AREOE T (%)
H 1y i FHERE FIC 1T D AFIR 5RO BRI bz 2 RN OFIEOMER
LS *%Rﬁﬁf
e e SSc B
Bl 2 $F‘ﬁ (Ziiﬁl 4 7 —)V B OEGBA S 24 WK E T, AFIEG PRGN IE 1E% £ TR
T ESEBIEL 400 %1 ( PEREAM < 524510 & LT 360 #1)
- A i*ﬁ.ﬂliiﬁ infusion reaction, B BUF4 & A Vv AFIEMEAIC X D BIERFZS « RFR OB, AFREGERE -
TR, PLMERED « A MERED - eI - IEETRIERSE - ifl/ MRS RRYYE ., VR A
J, DEEE, BEE, WSS - HE, 0E TR, EEEEO R
- BEYE (RE, e, EAEE, R, PHEE - A0PES)
« RE| OB HARTL
- JRBR RIS )T 2 AiTA R
- DEAZEA, PR
- BRAR AR
- HFERG
- AR

F7eAE

BRIL, ZNDHoxngd TR L, IR SNZIFRICOWTE, EREREFEITKR L TEDINDEP)
(RIS 2 BEN DD EEZ D,

2. HEHE (1) OTEFH

FAERE (1) MERIC, ARBROBIERES &G L OMICHIEER D 5 Z L 2SI L, KGR HEE
BrOBIENLETHLEHEE L VR LE NS -T2,

BRI, FAERE (1) OEEAIL, UTOLBY THDH I & ol L, FEOMMmICEEZ KIETH
DTIFZRW EHlr Loy, SEBRGEARHFFE 21T o #H & LT, MEREEFOHGFEERIDEUIT/ER S
NTNDZEZfER LI BT, KRBHHE T RETholc &R D,

B | 1T FIIER FIIERR
6 8 | FAerh I BRERIXEERTIC & 2 HIWr 2 51 (ARHKIRE 3.6% (128 B11), | F7eh hBREISAEE S 2 B (ARHFIRE 3.6% (128 61) . 77
7B REE3.8% (1/26 #]) ) RORERIE 2 4] (FF AR | BARRE38% (126 1) ) ROFEEHE 246 (F5 v REET7.7%
BE7.7% (226 51) ) ThHolz, (226 ) ) ThH o7z,
14 | —| F14 #5240 QOL 2RI 2 BIKETAKIE B ik 5 F 14 5 24 WD QOL (CRT % BIGEMITE H oo 5
AFHE 7T AR HEf 722 AR 7T AR REf 2
(28 f3i)) (26 f3)) [95% 1 #E X 1] (28 #1) (26 #il) [95%fE X ]
SF-36 |2 K 2 fdEEB QOL 3FAli~— A T A4 V) b Dbk SF-36 |2 K 2 fEERdu QOL 3FAili~— A T A4 b 0 bk
[:X2) {:N%]
s | 35732 | —34%35 —0.1 [—9.7,95] sz, | 31136 | —36%39 —0.1 [—10.8, 10.6]

(FHEEAEH)
3. WaRHME
i boFEzHE 2, B, FROKRRMEZM L LT UFOZIRE - RN O - R TK
LTELIZZRWEHET 5, 2k, AFNTKRPFEICR D6 - IR THDLMAERLIIFESh
TS Z &M, AHFEICARDRNEE - 2R MO DL - RO MFAHIMIL 10 £/ LRET 5 2 &7
W) &Y 5,

E3eEs e

1. CD20 5o B flifatEIEAR % U v/ il

CD20 FtEDIEME Y o/ S [ 15

CoAE PR AE ™ D CD20 Bt B Mk U o/ SEEFH 4P

2 M RNV TENENE , BB 2278 I 2%

HHRMED R 7 v —BREERE BHEIFREE S 2 WA T v A MEIAEE R~ T56)
TEMEREFENE /MRS 1 SR B

1 RN A 1 N D M 2R BRI

N o gk wDn
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8. B PETRAE

9. TR ABO MBI A A AR 31T D B BB HE SOG4 ]
B, HFRAE

10. AL MN) A7V YEYT FUuxtyy BEFHRZ) TEREETA >~ B U 7L (0Y)
A7 IVVESYT Fuxdtrr BIEHEHEZ) EFERSORS

(T RREREN)
Uk & OV &
1. <CD20 Bt B fifateIER % v U Lo EIC AW 546 >

WE L, A, VYo~ (BB x) & LT L& 375 mg/m? & 1 IR C A i
HET 5, KGRI 8 A LT 5, MOPUEEIEEA & 0P 25815, 0HH T 2 SrEMEIEE A
DOEHFRBICADE T, 1A 7 vdizy LI5S 5,

HEFFRIEICH W DA, % AT, VY v~ (s 7## %) & LT 1 [AlE: 375 mg/m?
RMEEET 5, BSHEREIT8EMAE L E L, AEEREIT 121 LT 5,

<CD20 [GPED MY w3 BRI VW 2 3556 >

L OFUEMEIEEA & ORI N T, B, AR, VY Fo~T (EEFHEfRZ) & LT
[A1(Z 1 [B]H: 375 mg/m2, 2 [l H LA 1 [0] & 500 mg/m?2 % §f F 3 2 FrBME S Al o 591 7 vz
BOET, 1A 7 0d2 LEEREET 2, RRESEHEIT6 R L5,

<SPEHIIREE T o> CD20 Bt B Mt U o SRR RIS WV B A >

WE, VxR~ (B Hiz) & LT L1E&E 375 mg/m? & 1K CRliET 5, &
KEHEKIT 8 H LT 5,

< EHMAE RIER AL, BB A 2 B MERR I M RIS PESR B . % R M A% 1 1.
BRI P SEBESP J VB MESRBUE IZ VW 2 556 >

WE L, A, VYR~ (BB Ef %) & LC LR 375 mg/m? & 1 HEFERE T 4 [
HEET 5,

<EEBEYEDO R 7 o —PIEGRE ERIHEREM D 5 WVIEAT oA FREEZ T TEAS) ITHWAEE >
W, VYR~ GBE TR Z) & LT 1 a1 375mg/m? % 1 RN T 4 BLEEEET 5,
722l LEISHZD O RKFEH&EIF500mg £TET 5,

<ABO IMEFRI R G - IR 31T 2 HURBIEAUE S S O B v B 8556 >

W, VYdo~T (B Hiaz) & LT EE 375 mg/m?2 & st 5, 2720, BED
WRREIZ L 0 EERET 5,

<AV LA M) ATV YEYT FUXE Y GERIE TR BEHERE A » N U T A (0Y)
A7 VVE~T Fuxtrr Bz EFERESORHEGICHWDHE >

WE, A, VY o~7 (BiaHfl#z) & LT250mg/m? % 1A, sdiErET 2,

2. AHANF R BRI SUT 5% 7 B O HEESHEIZ T 1~4 mo/mL (2 A BGERR LM%,

CTARERE )
RiviESia
I Y A 7 BRI A RED L, WUNCHET D Z &,
Lk

i

U S o SR R TR NS SR



i 1|
(W& e —%a]
i S A A
ALT Alanin aminotransferase TI7=7I ) N TR T 2T —8
AST Aspartate aminotransferase TANGX T I ) NT AT 2T —F
AUCins Area under the concentration-time curve from|¥r5.BRlGH> 5 ¥ 5-BH141% 24 R £ ComiE
time zero to 24 h FRR FE — IR Eh AR T T F
AUCo.¢ Area under the concentration-time curve from|¥ 5.BALA7D> & Bf&HIER S (1) F ToftE
time zero to 't' (where t = the final time of|rfy pr — pf phip F o fl
detection)
BMI Body mass index SR
CL/F Clearance By s )77 A
Cmax Maximum drug concentration o e MUBE R R R
dcSSc Diffuse cutaneous systemic sclerosis OVE AR REREA LR 42 By M5 B e
DLco Diffusing capacity of lung for carbon monoxide |fii$i5HAE
%DLco DLco % predicted value B PREIZ %S % Dleo DEIG
FAS Full analysis set B K DR R G5 [
FVC Forced vital capacity X IPE NS &
%FVC FVC % predicted value 1B PREIC R 2 FVC OFIE
HACA Human anti-chimeric antibody = I g IR LN
HAQ-DI Health assessment questionnaire-disability index |{&t 5 2Ei & i 25 — =5
HPLC High performance liquid chromatography EEEIR 7 o~ b 7*? 7
ILD Interstitial lung disease T it R
IcSSc Limited cutaneous systemic sclerosis PR = B & A b T B 1k R R e
MedDRA Medical Dictionary for Regulatory Activities ICH EREIKEE
MMRM Mixed effect model repeated measures KENERAEIRET IV
MRT Mean residence time 25 i £ R ]
mRSS Modified Rodnan Total Skin Thickness Score  |Rodnan JZJEREERR 2 =27
PH Pulmonary hypertension it v £
PT Preferred term %2&%
SF-36 MOS 36 Item Short Form Health Survey
SOoC System organ class ”E“ BIRr4E
SSc Systemic sclerosis A By PERR R E
SSc-ILD Systemic sclerosis - interstitial lung disease BEPEIRBUEIZLE O VB MR R
t2 Serum half time ?ﬁ%ﬂéﬁﬂ;ﬁ
Tmax Time to maximum concentration HYE R R A )
%VC % vital capacity E ?'/E'Hﬁ X D hiEEORIG
Vz/F Apparent volume of distribution FLoNT O34 548
Bk MSTATEOEN R3S R IR O S
PWRATA NT|— DEPERRZAE WY - AR - R
A HA RTA 2 2016 B AR ERI42 i
F ) X< |— F Y X=T7 GBIs IR Z)
AH - U e o R R 100 mg ., R 500
mg
A — VY Xo~7 GBiaHiz)

DI /AN R B e =

=

H'\huvv

CEEMRASH 5






