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BEFBBERRANE BHERBSEORIFREE
(BERHR BRI ES) SHEBEREE

2016 EEA S BE I EE DL MMBIEDI EREDRE L &
BB DFLM

WoioEE JIRER R HERIERRR ) v~ TR BRER
WEaRE BREER FRRFEFEERERER HEd

oesrEE RAEME BAEMKFERFEREZFIER T VS —BRRANNESE 8%

WrototaE REEAE SURKEEZERGRITR H8d%
WEHHEE MAEF FRILRSIERREEFRRER Y #a%
WoEEE MRMNE SRARFERREERESREE T TRET B2

WROEE BEEFE FRERFREREFRIAEREE LA 2RISR RrEntsdx

WaotEE AR ¥ KRRFERFEREFRIERHERR S EALENE 8%
oEE BRI REARFEFEITBRGR R - R mah

& R —  FORKPEFE RS R B

78] BAEE REATERREREREZ—NR EA

[ YaE-] VAT RRERTFERKREBRRY v<7rf B3

HERFE F OBE  BEARKEREREMRIEN IR RE RN Y 8%

REE

L HMERBEODWTEYET, BRI, 2013 FICEEN TR, TAU Y UwFig
& /BN Y v+F5E (ACRIEULAR) OGREESANLGNR TS, BARIZBO T,
2016 EILEAFBEHERINER LI EEEZANTEE L., BRERERBOREICERL
TW5, #ZT, 2013 & ACR/EULAR 4 ¥REHE X JRA AW EIE DU I HE L Dk
B ERBIRot, 420 HOSEMBEIE, 178 ZEOMOBERERIRL Lz, 2013 4
ACR/EULAR E¥ETIT, RE 98%., IFRE 04%TH V. 2016 EOELEZHEDWELET
P, R 94%. BRE 99% Thote, Lblc, BE, BRELBDILEVWLOTHY, &5
YR FEOBE T L DICERREETH L Z LABER S,

A, BFZEER) classification criteria AEER VBN TET-,

4 By M H BT SE(SSc) DB BT A BELT, 1980 £EIC VTR, B RERHE IR E N RS, M ERERE
FTAU AN v F o hbEESI T preliminary TharREbh e HmpELBEShD LI
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D, 1980 FEOHSETIIBMF CERVEFBHD
ZEBhoTEE, 2013 FWXT AV T=F 5
aBLUTI—po RNV ~-F R
(2013ACR/EULAR S0 0ETHR D2 5 MR
FEORBEEESRBEINL U, ZhbOBZE
HIZED, BRELFRELHRY LFH LA, 2016
BRBERINEPEET -0y AOHE T
1980 R EEHETIY, 53-88% Tdr ol BB,
80-98% L BL T WAL LB bhot 2,
2013ACR/EULAR Z¥ETIX, L1/ —HHK &L
Lo &EHEDE B BHRITMZ b TNT,
TR LB ENDSHDOITIRIE T SSe &
DPRBELZ2> TS, —J7, BREI, 1980 £
EIETYH, 72-100% Tdo =DM, 90-98%L U &
HRERLZ, BEIX ERLUTHIERENET
THEHETII,
EBITHER A DN TN,

FEEDOZDOHFEEET 2013 £0 ACR/EULAR
SYIREEL 2016 FEDEAHHE OBWTENE O
LOREOFMEST o, FORKER, BE T,

2013 £ ACR/EULAR 4r¥EE %R AV Vo BRIz,

S9.0%DREER LT, —F, 2016 EDEAF
BE OREELETIL, BEIL, 95.2%Th o7z,
ZOED. REEFELEOBEICERRD
NifEREE LT, N, bR ESEMREE
DIEGIEEH-PL, Tz, HRERELT, BHE
V=7 (RA) 2FHETVF<h—F A (SLE),
LRMEFHL PM). REHL OM), 0F%
(VA), REMEL =—F VU IAEERE SOEMBEL
T, REMGREORIRIIROIILE HAEL
7o

B. WFEEFE

BWTTHWBOIE T2 LS,

20174 1 Adb 12 RETO 1EMIZE
REFEBXZHREBERERY v~FRAt
VH—%%% LT SSc 420 4. RA100 4,
SLE 30 4. PM 8 #i, DM 15 #il, VA10 4,
SS 10 & ERMEHAR L L, T _TOHEH
ZRBWT, fHOFEIL L ArbEZR L
JEBIIEFIBREGR A B Ao, T DBEF
i, ARETFERRFREZESOER
ZfFT{Tohi,

F1R2ILFLE 2013 FITHESIE
ACR/EULAR D4¥REME, 2016 FEAY
BE DS ERBEZHEEDZNTHO
EHICTRBTE a0 )RR LE,

C. HrEmR

420 4 DEHEBEERE > b, 190 4
DOE AR EECR T, 230 APRBEE
BEBLZaE S, UEAREEE
SEENTE 190 &1k, 2 FEIE ORI L
H 1T 100% WA RE Tdh - 7=, IRF F 1L
B 230 4 T, ZHITE 2EFFICIDE
WRAR b, F3IIFRTLIIC 2013 F
® ACR/EULAR sy 24Tk, BUE 97.9%.
BRE 94.2% CdH -z, 2016 FITBENT
bhi=BELEESHEORHER TR, BE
94.0%. FRE 98.8% Th oz, & bizEW
BE.FEEZAELTBY . FRLEETH
Ll ERbihot,

ACR/EULAR O ERETHE T & 2d
o7 9 ERIL, BB L, LA/ —
MR, FEREBETH 5 B HREIZR
ET&ET, MEHEMLERE & MEMEN
FENDHDBEFETHoT, ¥, 2016 ED
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DUT R TRETICE b o 7z 25 FliL,
FHE OGS 2o TIER Th o7,
2016 FOEFE OBBEETIZ, REELL
BIE L A R LRl SN ERIL, 2

T B LB TERNY, BLER, FEE & AfkD
RRTHoT, BEAICHE L RRBIR
RRBIC R U TRMEEL HTiddi, BE
FEL Y EFFCERES L. FEOMEEER
BT B EEHROENE 156 FICEPL
7=o 173 SEGICIE. B LR LT ERX
IRhso TS, bAoA J—HE, MEMERL, I
B B B RRER, frk s b
o A THAEBESRED bt TO/RR. R
41T R DI REH R T, 2013 F04
HEETIL, BBEE LTRERFTREE R
o1, BRSO 16 it 8 Flic TEREE T
THERERoT, R4WWFET LI,
ACR/EULAR A#CiZ 10 . 2016 4£32U7
BT 2ARSEEND Z LITRoT,

D. & &
SEORFHZBNT D, FEEORR L
T, RENEN- =01, 2018 F
ACR/EULAR pEE¥ETH o7z, ZOEHE
EEAFEAE OBRIENE L ORETIEVI.
BEEIIZH D, ACR/EULAR DEHETE,
EFhEThOBREREA T —{LLT, %
DEFFRTRWZITY, TDRAIT -0
WEORELTHAR, ZOERENRFERS
hied iz, EROBZEZ AV TETMA
ThabhTns 4, Thicks &, Aa7—
P36 R ETAUE, BRI 100% & 22 505,
BER 842% LBEVWbD LT, —F,

9 R TOFMmIL, B 98.1%, B EE 94.6%
LAY, EBHILE N, TOMRTII, %
RIEFIZIREAER SHEBFECRSERES
HREAEBIR 2 AL THD,, BRED
ETICHEE L TWe, ZhbokBLes
PSR RE DAL, FERICE LW EE XD,
RBHELA ) —HEFRBEBRBL LT
2013ACR/EULAR D&l k1T - L #EIC
BT, BEEIT 100% Th-o7 b, 2D
Edbik, vA J—EHERHoTE LT,
S HHREEDMOBREROFTE/IZLY
BWRHREL B R D, SEIOTA OBET
i, SR A L LT, 15 A 0OREHLEN
Z T REHROEEERE LT, NI
EHMERE, BMOLERIERR, v A/ —
BE. MEMEMEOEDE, HEEROFHE. 28
FHLOONDEFRH Y. 2013 FDOELET
W, BHREINDERDH DT LB bhol,
UL, ENLSAOBER TIE BB L2
B X B ERITD R EHERI S,

B4 S OBFREETIER L 7= BT
HEIZBE LT, 2016 SRICNERER O EfR M &
BEEEHITERY A, Thic X v BRE
BER L, EEEESFRIILALNR
WA, BEARBMETLA ) —BHERDH Y,
B B YRR & I fLERE 23 B B AT,
BT E A2V, REEIEAH LA TRVDS,
SHWREEIL L, —BRER, BRENRE
CHE, IEREERSLDONLEFTOD
PDERESEORELEZ DS, LL, £ZDT
DICEEHRO L 5 2 BT bERE 2N
FEREBRATIZENTED ZTDH, T
OBWEEOREMEEED LB XD,
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STEODHERCE LT, BiMmET-
oo TN ENOBBERTIN T, BVRE
TR RS THIZ tlbhoie, &
BT, SOIURE HRELBIIRIFRS
EROWI 2D ET,

G. BrEHEE
1. IR
1. Shima Y, Kawaguchi Y, Kuwana M.

Add-on tocilizumab (TCZ) versus
conventional treatment for systemic
sclerosis, and cytokine analysis to
identify an endotype to TCZ
therapy. Mod Rheumatol 29:134-
139, 2019

2. Ichimura Y, Kawaguchi Y, Takagi K,
Tochimoto A, Higuchi T, Kataoka S,
Katsumata Y, Yamanaka H: Capillary
abnormalities observed by nailfold
video-capillaroscopy in Japanese
patients with systemic sclerosis. Mod

Rheumatol 28:1066-1068, 2018

3, Oku K, Atsumi T, Akiyama Y,
Amano H, Azuma N, Bohgaki T,
Asanuma YF, Horita T, Hosoya T,
Ichinose K, Kato M, Katsumata Y,
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Mimura T, Takeuchi T, Tamura N,
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Yukawa N, Yamakawa N,
Yamamoto K, Sumida T: Evaluation
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Mod Rheumatol 28:858-864, 2018
Kawasumi H, Katsumata Y, Nishino
A, Hirahara S, Kawaguchi Y,
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Rheumatol 45:947-955, 2018
Shimura K, Miura J, Kawamoto M,

Kawaguchi Y, Yamanaka H,



Uchigata Y. Genetic differences
between type 1 diabetes with and
without other autoimmune diseases.
Diabetes Metabh Res Rev 34:¢3023,
2018

Mimura T, Kondo Y, Ohta A,
Iwamoto M, Ota A, Okamoto N,
Kawaguchi Y, Kono H, Takasaki Y,
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Asanura YE, Mimori A, Okiyama N,
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# 2 ACR/EULAR £S5 iEi8 7 fE 7 A 2013

1. BT ED PIP B4 8% T MCP BHEicE->TW23 9

2. FHROKEBH{L SEE O FiR 2
(FELPBEWAKEZEE) PIP #Z 2 TWAN MCP IEE STV 4

3. FREER®W SRURES O B AR 2

(FEBEPBVEAREZEE) B R 3
4,  FBHMEILRETR 2
5. INEMBEMMLEORE 2
6. MEIARMEMELEE,. o XMEERREOTEE 2
7. LA —REHI 3
8. RBIFRMEB RSN 3

Yy bu A TH, B Sc-70 Hifk, #RNARY 25 —F I Hifk

8 2DHT ) —ORFN 9 AL L THREAE & BBl

BeshgEM : nephrogenic sclerosing fibrosis, @FMWEN T 4 7. FEEERMEGBIE.
scleredema diabeticorum. scleromyxedema, erythromyalgia, R/7 4 U 7#E, lichen
sclerosis, GVHD, diabetic cheiroarthropathy

— 21—



#z3 ZO0HEBIUBHEECORE "BEEOTM
2013 £ 2016 £
ACR/EULAR TR
R BE (B JR R FERE LAY SSc 221 | 205
(230 431) (96. 1%) (89. 1%)
R T SSc 411 395
(420 1)) (97. 9%) (94. 0%)
KRE SSc LAA DB IRSR 10 2
(173 %) (94. 2%) (98. 8%)
2013 42 ACR/EULAR: 20134 7T AU B ) U~F2E BRI v<=F2HED
EFEREESSEEE ;. 2016 ERWENE . 2016 4 EANEE S HHR
BEAE BT Ba v
SSc: £ HMEEEIE

K4 HARRBIZBVTOEEZAR LIREDOHEE

2EFIEL | 2013 FHEHEIT | 2016 FEEHEC
BELUER | 58 LIZES
e #
EAES Y v 100 0 0
EFETY T b—F 30
X .
MR 8 0 0
REH% 15 8 2
Va— 7V EERE 10 1 0
&4 10 0 0
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BrgesEE
WrsEsEE
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BrgesEE
oemiEE
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WroeoEE
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WgEsiBE
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WEEEE

- Z e
BREER
JI O]
BRI
#AIES
PiRfnE
BEHS
B
BEFESR
Ve —

FOfEE

BEEE

BAER R ERERE AT LA —BRRARES S #ds
FRRFEFEM RIREE R A

R FEMKEY v<F8 BRREdE

PR FELEFCRN HEIR

REA KR RAEMRI A L R RIA R RS R
SRR FEERMETIURE LR E S TIRIEY: $d%
FIRRFERFRE LR BAE DA SRR IR
RIERF R R LR FRHERR A EF R ERY 8%
REARFEEIMBIRIE A B « TOREEs: S
FORRFE BRI SR 2%

AHE—R AAERKFEAFZEFH AR T L X —BIRRARZEE B
REA R AR AR A R DT e R R AR R IR R T B

LA J—BGL & bic, FRIER. MBHEMLEEL, PuBhdE, MEE (SSc) BERD
REONTNLEETIENZERL. £0 5%, SSc OHBEEEER W THI LRSS L 124
EXBIC, SSc DEHBWOLDD 4 SO/FHEROH TIXD &, HiRE OBEHEEIT o7,
FERPIC 1 FI2S SSc IHE L, TAIITERANT 3 2OSEEEREB L T, 5% LEE
HEER LB INb0EEOFREIL SV TRIEL TV SBERH S,

A. BFREE®

BEFEAE (systemic sclerosis; SS¢) IXEER X
UREIRAR DIRHE(L & RIHTRIRIEE, BOAR
BRED 3 OEBHRETIRBEERERTH S,
SSc TRAWHMMEMERE (V7Y v
7) BET, HiEaE OMBIR T 2RT 2, —B
SR LRI RBEOIROB T ET R
PETIHRENEELRY, F07D, BH
b 8Se R L, IRIRAATH Z L TR
HREEBTELVLABBRFEEL TS,

SSc Tk, BEEEB(bIckiLb LA/ —HE
RETTHZLERENI LD, LA/
SEFTHIEAOPLL, J$35K SSc IZERT
HAREMERERIN TV, b, FEE
iR, MERSREMMERE. MAEMERCH
&Y $5c ~DERZTRTHRRFTRL LT
WESH, TOEBEDETRYHEELERE
ROBRBBRENTE R, TR LeRoy B
LT} Medsger & ™M limited SSc”D A [LeRoy
EC, et al. J Rheumatol 2001;28:1573], Kenig



@ early SSc¢” = #E [Koenig M, et al. Arthritis
Rheum 2008;58:3902], EULAR Scleroderma Trial
and Research group (EUSTAR) @ “very early
diagnosis of systemic sclerosis (VEDOSS) E: ##
“[Matucci-Cerinic M, et al. Ann Rheum Dis
2009;68:1377]. & L CHRAE 0 b 13 [ RHIZHT
EAE| REEL. BH2H. BRECERL
ERER. ppRSIMMERE EN TV S (K), Wihd
b ) —BEOMIZ, FEER, TEHER
MmEREA, FEHE, SSc BER S L o
B LEHEBZAVTWAR, EAaEbE
ARRD, TITHAHATIE, ThboikE
CEBT SEMEMI L, SSc ~ERT D2
HIPERIET 5 E2ERME Lig,

B. #EF5E

1. %%

AARERKZEMNBRREY v~FRBERAE
ST T 2014 SED 2019 4R IZFRBEDH S
BEDIDL, LA/ —EHEEH L. BEEb
EEDRVWEF® S B, OFHRER. @
M E (L, @Sk, @sSc BERT
PO TFRAER T 5 21 FlEHH L, 2013
FEOXE Y 7= FHEEMIN Y 7~ F2H SSc
4y ¥8 % ¥ [van den Hoogen F, et al. Arthritis
Rheum 2013;65:27371C 9 A 2L_Eo SSc FE2
RS LI 120 E L,

2. ERPRETATIE B
2FTHEESANFHIFIROBE, ¥ —
TA AU X B MEHEMLERE, Ptk
i LU SSc HERSHAFE (M
topoisomerase I FLIK, Hz1 b o A THE, 7

RNA R Y A 5 —F¥ I HifE, # UIRNP Hiff)
DREZ R Lz, MEEHEMDERSERR
1 Cutolo b 4348 % F = [Cutolo M, et al. Nat
Rev Rheumatol 2010;6:578], FitZoLid s
XL, B CHHKIL Enzyme-Linked
ImmunoSorbent Assay & (ELISA &) THIEL
oo TRNOOFRTESNT, FEM
A3 7limited SSc”F#E, “early SSc”H#E, “very
early diagnosis of systemic sclerosis (VEDQSS)£:
e (R HT R TR T2hERFLE
(B,

MEBERP AR THIM S ICBREL,
2013 FIRBUESREEIC TSNS 8Sc 103
B-BELUHRZERE L, 2018 124
RETRBEBE L,

(BT ~DELE)

FHAERFAREZRS TRRBESTH D,
BEFAH L THENELHAL, XEL
FBRAEER-> TS,

C. BrEfEE

1) FEA AILEED FERR R K

PERUNE 11 1 (929%) A3dcfE, fEAANIFE
BERERT 5116 B, KL A S —ERDLD
FERHAEIL 6,482 EThH o T,

BT ROARIL OFFERERIT 7 51 (58%)
@MEHEH L BRI 10 5 (83%) 1KY
b, early pattern 25 4 ffl, active pattern A% 6
Bl (50%) Thot, STUZHRAELRE 10 5

(83%). @SSc BE A CHEITHEY Fa A
TIN5 61 (42%) LR bEL 2 ED,
P UL-RNP FLAIBMER 1 Bl 43R0 b,



1 topoisomerase I H1#4<°Hi RNA polymerase III
PR bhiahote, 4 PlEHETEE
PE7IA% 8Se BIEL B LTS ELISA HECiRiH &
o fs,

2) 4 B

Wiz, BEFD 4 BECEETI0ENE
WAL U 7=, “limited SSc” B ¥ X 3 f
(25% ) ., Tearly SSc” % ¥ 1X 12 4
(100%) . "VEDOSS"HE:#13 5 4 (42%) . TH
RAsRATAE ] EET 10 51 (83%) W L7,
725, early SSc BIE H RS 3 HUERMI
Ehado iz 2 Bk, FHRERE MEAFERLE
EX¥XHDbO0, BERELE CERE
PTH o, "early SSc A¥E" L TEHIIMEAE
¥ B ERbolk 2 AITCIHIFRERY
Blehot,

3) RHIRH

2016 » B OBEHE T 1 A1 AN
WD S » BERICFHRBEIR L. 2013 F£HE
ESFEEEOZ TR 8 Advb 10 AIT kA
L. SSc iREMEEH~ L7,

D. & #®

SSc X RFHH R AREE S R4 ICERL
T, BEHCERERIRSRECESRETH
S, IBROIA IV TERSENI O
B E WP ET 22BN RETH o,
LSBT ERERR T OEN T, T TIcHE
REENTWDS 4 >OEHEERFLE, 2O
4 SOERTOVWTR, BIESEL LT
5% DY H D [Koenig M, et al. Arthritis

Rheum 2008;58:3902, Valentini G, et al. Arthritis
Care Res 2014;66:1520, Minier T, et al. Ann
Rheum Dis 2014;73:2087], F—/V KA F & —
FRRWHES DRI TE 2, 27K,
AEGEO P T 1 FIBBREHMFICFRERE
IR, 8Sc @ 2013 FLHREHEW L Lic, T
A, limited SSc”, "early SSc”, [ - HASREfE )
D 3 SOEEPEFMTETE TV, 4%
EDIEMEEEPL, BERHEMEILT
BEAEEET DI LT, HEOTRAELR
ETEDEZEZLND,

ARFFEOBERMIT 2 RS, BERT
¥ 2-4 FEEEE DT T SSc ILERT 2HRS
< [Valentini G, etal], AR D & 5722 2HEH
FBREELWEZZ OS5,

7285, “limited SSc FEYE & i fo THEH 3D 72
o ToDiE, VA J—B&E EMSEERER
THZLERDONTWAR, ERKTII®
REORBTRIRASENP TS/ —8E&
BHIZS WEWIHEADLY, TOXIRE
RizigokbEZEZALND,

77, SEIOHEOE ey ha i
THAEREETHY | I topoisomerase I Fiff
2PL RNA polymerase IIl FUEITEE TH -7,
BL# T VEDOSS O 6 FIAMie Y b A7
FLEIT 2 > T3 U [Trapiella-Martinez L, et al.
Autoimmune Rev 2017;16:796], 28 & {88 L
TWAERIIREREEERICBITT 58E
ERoTWB TN, LRy, ZOEAE
LT, HRETFHEHF & REEEELE S
BLLTVna IR, 0L 2EHFILH
HT 5 & 1/3 13Tl 2013 420 ACR/EULAR
EHMIZLTWVWARBHEToND, #HoT, &

25



bR ABNER O F AR EE(EEI 4T 1. FRXHEER
THEMITIEBTE TWRWAIEELEZ L 2 L
KTH2bLT, SHOBETHS,

2. FERR
E. # & 2L
HRTREINTWHERT SSc (EET
R BE T E SRR B, H. XR9RFEEHED HIE - BRI
(FrZate)

G. BFEEEE 2L

— 26 —



4 ODEEDENEFNTHREREINTWAIEEETRT.

LeRoy & Medsger “limited SSc¢”

LA/ — (ELREDR) +MEE L orsscEEHE Gt boxX 7, HbH
AV A S =, FRNAT Y A 5 —FI. HURNP, FfiPM-Scl, 74 7Y
V. 11008 _E ©IAEMR) .

LA/ — (B8) +MBE +sscEifh,

Koenig “early 55¢”
LA/ —+MBELorsscEHEHE Gnizr bOAT, Wb RAY AS—F]
FRNATR U A 5 —41, $Th/To)

Matucci-Cerinic EUSTAR “VEDQOSS”
L A/ —+ANARGHE + FIERERR
KA TTME T L orsscECHME ity baxA 7, Lk RA Y A5 —H1)

BHS BA  [EEFEEHPHTEE |
KEE LA/—
sscB SHLiE
Rt ba X7, WbERAYAS—H FRNPRY X5 —Fm)
MEE aNalBtE. FEER. MEEHERI 2R EDE
(Capillaroscopy TSScZ1L)
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A BT R E AR 2 S R0 BE R BT AR E O

MR PrRRE.

Woiotd  IREFETE
WEZEE JIOEER
WMaEsEE RAIERE
WotoEE  REAE
MENEE PALER
HrotoRE HEEE
WroeE R %
HroEoEE BEFEFE
73 g —
BAhE BEOBA
& BTRE
mEREFE F WE

MHRES

R DAY

ERRFEFGETIDREFRRE S TRES 2%
FIARFEFIM BT SR HeBax

FHREFERREY v~FF EREd

A AREBREREREENER T LA —BERNRIES T #d3
FRFELEFCRNE R

FORRILIRSLERRZEE TSR #a%

FOR KRR R IO IR DA TR RS ST
NIERRERFERE LA AR B S ERLERE 0%

REAR R E LT BRBEr ER - FOREER She

TR R RN R Bd%
SRKFERBIET IR E R LER 2 B
SRAFERREVFTREZREE S FREE
REARFER AR AN T SRS O 8 B

SIRKRERBHBCR BRI LTV 2 25 MR JE (systemic sclerosis: SSc) B3 87 4,
SSc BASN D BB 56 D 143 il & R BRIT 2016 EITHET AN T A B EE TR ERET EHER D
ELHIREAERTERE (2016 BUTENE) OTLUMIT-OVWTHMET L7z, SSc 87 flH 84 HI23 2016
RUTEE R/ L, SSc LIShd 56 FIo 5 6 53 i3 2016 BT EME L/ S2dvofe, Licddo
T, 2016 BETEHEDREIL 97%, FFREIX 5% o7, 2016 BREMER e X72h o7 SSc 3
L 2016 BT EEHREZ 572 L7z SSe LAZRD 3 #l2-ou T 2013ACR/EULAR AV EE M CEE Lm & =
5, 2016 LW EHEE i X indo 72 SSc 3 Bl 2013ACR/EULAR EEEHEE = L, 2016 BHTE
7 L SSc LA 34105 % 2 filh 2013ACR/EULAR Ay ERHEHE R T /- Uiz, 2016 BUTHEH
ILRE, BERELHENTREY, SSc OBRWEEL LTHALZAONLM, $Sc THHDILH
Wi & 7o 2 22V ERL, SSc LA TRRWTEERER e LIERIZ 5 0 | RRUT R HE DR

RThreBLDBNE,
A TRE® DB, 1980 ERT AV B Y vwFiE
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3 (severe) - IR L

4 (very severe) :72L

(TEMLBRE  BEESHEOLEEEDEIE)

[2&]

0 (normal) EF : 334
(75%)

1 (mild) ARERZH-EIBERE GREZELRV) @ 9%
(20%)

2 (moderate) MEFEEDOHNREVNELTIBERE : 24
( 5%)

3 (severe) WMINARRBIEGERZ S BUEBREHEDCRE . 2L
4 (very severe) HLEFARRFBRIENLHE 2L
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[dc—SSc. 1c¢-SSchil]
[dc-SSc¢ / 1¢-SSc]

0 (normal) 1194 (88%) / 14% (87%)
1 (mild) D T4 (2B%) /246 (13%)
2 (moderate) : 24 (%) / 04 ( 0%)
3 (severe) 2L

4 (very severe) :72L

B1: 2SMREERE 440 EHHEEREOEEENR (214)

EERHILE (2145)

normal;
32%

1

normal : FIE®| X144 (31%) | mild: [EETIEEEHERRT (BRERRL) | 12104

(23%) . moderate : [EHARBEMIIE] 13204 (46%) . severe: DFFMEAELLFRICMES
WETEEE) & very severe: [AERRAEIZ L ZHETHEE 118, ThFhoOEE (%) ZEREL
e
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M2 : UEAREEEE (de-SSc) 28 4 & IRAEEIRILE! (1c-SSc) 16 4 TO LMHILERE
DEFERE R

o mde-SSe le-sSe -

' 50.00%

| 40.00%

30.00%

20.00%

normal =~ ~mild moderate

O FERHbE
- 2 | |

normal : 8 4 (20%) /6 4 (37%) . mild : 6 4 (21%) /4 4 (25%) . moderate : 14 4 (50%) /6 44 (38%) .
severe & very severe |3, THFNITEERE &, de-55¢ DA (dec-55c TOEE) /le-SSc
DA (1c-85c TOEE) 27T, FNFROEEEICBITHEIS (%) 2EWR L,
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3 EEMEMBERE 1 A0 THMLERECEELENR (214F)

TERHIEE (24)

normal : TIEH) 12334 (75%) | mild: TEREREMEIBERE BEEZELRY) | X9
4 (20%) . moderate : MERZONREZMLELTIBREHRE) 1224 (5% . severe: [IE
WK LR R 21 5 AMEIBE A OBERE] & very severe: [PLEMIRSEHEIIENME] 138,
EhEhoBE (%) #RTFLE,
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X4 : WEAREFELE (de-SSc) 28 & & IRBEEEILE (1c-SSc) 16 & TO TEMHHILERE
DO EIEENR

_ mde-SSc_ mle-SSe

70.0%

160.0%
50.0%

40.0%

30.0%

20.0%

10.0%

normal - mild - moderate
TEE{LE
4 : -

0.0%

i
!

normal : 19 4 (68%) /14 £ (87%) . mild : 7 44 (25%) /2 %, (13%) . moderate : 24 (7%) /0 4. severe
& very severe [XIE, THENEIEEE L, de-SSc D AE (de-SSe TOE[E) /le—SSc DA%
(le-SSc TOEIE) #TFT, TAThOREEEICE T EE (%) 2RITRLE,
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SR EMBERE BT 5 LBREBEE SEOF AEORE

HREE B PR PREPRTAREE L TEREREE R
PIEEEE REFER HEKREEFITMRAVEER #3e2

BretotEE  )IINEE] RREFERRZEY Uv~FF BREER

WenEE BATEE BARERRKERFREZFERT LAX—BRAENBESE 8%
WETHEE HEERE FUERFEFERANE HEdE

HRAHEE MALF FTRURIERNKFZEFERE 203

FEHEE FIRE SRAFERRMEFARETREELS TREY 8%
WetREE AR ¥ KR RERFREZRFARMEE S EERERY: 202
WRHEE BEFEFR RARPEZIHBRIREER - HkEEs Eim

Wi b — R RFEFINRIREN SR B

WHE WIN-VT VT A BERRFRFEREFRER WREER KFERE

wE B ME FORKRFEFIRAEREEAE B

wE NE—RR  FRKRFEFHMERERENE 22

HRAEFE F EE EARRERFREMFETEERRIAEEESS T #d%

WrREE

2016 FEITFIT E /e 2 ERBUE DR ITEE - BEESE - BRI P74 iZBn T,
CERREOEREENIRIXI NYHA A2 ER L LT, LERRGL: 2 —FREMELTE
DHERTVEB, ZWBEFHFAIERTH R E ) DIXEL TRV, £ZC, DIBRE
BEESERCOBRDOOEA X M EEDOTRARFITR2E2E I 0EREFTT 570, 1994
£ 8 Anb 2015 F 5 HE TRERKFEFBHBRITEER %2 L T EREE
(SSc) L BT & Nz 891 ANlzoW\WT, FELTa—ITH b L CHEESELTV. BE
ERZOBOUEA Ry FRELBEBTINE I DERAIAE TR L, MEL:=—
DR TEEE0MN222 A, 128152 A, 22815 A, 3MB2A, 480 AThokts, H
EEOEWEREERZZOHDOLIBA Xy PRENEN 7210 1% D Event-free
Survival {ZEEE 0 T 98.3%, 1T 89.2%, 2 T722%, 3 T50%), £/, SLEMTD
R HEMEFRBOAHRVERR L & b, LIBREEEESFILLEA <> b LD
WS L7 FRIRFTHB Z ERHEB MR- 7(BIZ p=0.003, p=0.023, p=0.007), Fi.
ERTRPEEEREL RBIONTHERICELA L, Lo T, 28 RAERRT A K5
AV DED D LBREEEESRIY. THTFROEEL LTHEATHI LELbRE,
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A. HEEERY

2016 FEICTIIT XN S MEREUE DB
He . EAERE O - DR A R F A TR T,
GIRREOEEESEIIR 1 ©FEY NYHA
FREVERE LT, LDEREPLza—FR
EMELELO Lo TNEN, 2T
FRWCHERATH I E I DIIEN TR,
Dk, LEHELEREEESEREORO L
A Sy PREOTHEIR T 250:8 2%
RETT57n, SEORFEIToT,

B. x5

19944 8 AH 5 20154 5 A £ TIREARK
FEFLM BN ER 2 ER L Tes kM
F(SSe) L 2T STz 401 AD D b, BRIEH
BAFEFRETH o7 2 A, RUEEREES
FEAETH o 8 AR ERL 391 AlTOW T,
AELTa—A%b & IR EREESE
EiTote, LA~y ME TEMRBCREER
BARERER 2y Ok, BEELE
L LBl EEFEL, 201846 1 ARETOH
BB OBICEAE L DA~ FERH L,
EIEE RO LA v FRAER, RUD
A R M REOTRIEFIZ OV THRE Lz,
AEFERIZBWTHR, WEMRERSMILEES L
< PR E MR B AR 5 fili i EAE O RIE I
DA 2 P LTHREDRN o,

B, HA FT4 r LiREE R NERES
BEERAKE K LEERAREEEBR)DLL
Eleg’>15) I X W BEE S D8, ELT 3 —
Rl ERZ2HIEINTWAEFAMEZLAER
Dy fofodh, REFEICBIT A IERESR [£

EMERIE(E/AS 1 RUEETRA DFRER
f(DcT)> 240ms), b L < IEAEIEEFRA
ER(EA>2, HL<IE B/A £1 2> DTS
140ms)) W2 & D BHE L=,

C. WroesER
BEERIER 2 0@V T, MEMEmRAN
FETIESICEERICL DETRD h-o
r. BEAELEX I TRTHEVEEEICLS
EI@EDLeho, LERRRIER4 L=
a—-pEfRIIR 5 OEY T, brx=—EEER
EURVSP IZEEENRL 2B ONTHE
IR L, PEREEIIEREE 1 TRHELR
B, MEREFTRERGIRT LB T,
BUN REEE 0 bLIT1iCkLT2dL
<H 3 Taholehd, ZOMDNATA—F—
WOWTIREEEIL L AZERRD o7,
BEMMA 42 ATOWRA <2 2384
Lie, FE LA FORFRITTRD
B,
D ARE(Mm=11)
IR AR R 5. (n=14)
c R—RA=H—b L FATF—TFAT IV
— 7 »{(n=3)
- EENR M7 (n=5)
+ EF 50%RM~DE T (n=2)
- BB R DI R L (=1)
- KBV RSB #H(n=3)
« BAEMEEARELLFEN=1)
- DM DR BRI X B Bl L EE (n=2)
LRFREBEERN® Event-free Survival
PR 1 IARLAEED T, BEEFPRLIRDIC
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ONTHEEBEILA R MRERBRED- G £
#E TR 10 £ O Event-free Survival /I EE
B0 T 98.0%KU 93.3%, 1 T 93.7%K W}
89.2%, 2 T 86.7%&%T* 72.2%, 3 T 50%K%
T 50%).

DA S P REETRITOEF 2B L
fe & T A, HEERMAT CIIFE, NYHA 3,
DR EEERE, O, DERAY, MEK
HiRME, ESR, eGFR, £FE#%, E/A, RVSP
BEEREFTholz, ZThbDEFIZON
T, EHERERT L LTEERBITZT-
Te & 2 A, BEMENGER A (p=0.003, HR 0.348,
95%CI 0.173-0.698), ZFE®Z(p=0.023, HR
1.078, 95%CI 1.010-1.149) & AT, {TIEHRH
B EEE 5 (p=0.007, HR 2.201, 95%CI
1.247-3.885) 23 A X M RAE DML LT
FHRFTHLIZ BB E LT,

%72, Overall Survival iZ 2 R LTEE
DT, RIXVEEENRBLRBICONTEE
THRIIE Ao,

D. & £

SEIDIET, LA ERBEBERTA FF
A DED D LFREEEESEITT%TH
DHEEELTHATHIZ LBBELM LR
oo —RICLDFEDOTHETFRAT L35 A—
F—& LT, NYHA A {ETH VLA
ENTWD, BRFOLFEBBEEDRT A F
TA VBT, Z2ZROERRESLT2—
FIREMADZ LT, LVHEORNTFHET
ARTEDZ 2B LEDITER, SEO
BRCIREXICHBEY OfRER 0T,
—F5T, BEEBEIZRITALBELL L

THEEFEBEER I TV D IRERE S
WTHL, AL TR LD o — 2T &
NERHREPoT s WIERIHB LOD,
LHETARDIISERNT A —F —
(E/e’ )BIELAZRAI STV RNENS
FERAbHALNE R, FHRTIHIEAR
U'DeT 2 AW THREE X ER TS5 Z Lic &
WEEESEEToR, BEEELEEZ2LY
EIZIT I 720, DEICANERF A —F —
WOWTHBZEORMAEH D5 H Lz,
SEIORN TIIEERETHETHRFL 25
ZEBH LN, EREEZEERZALS
LBEEBERE#H T BZ ERELHMD
NEBEETHDDT, SRITEFELEREAT
A—Z=t LTMAEEEESRERFLT
WEZD,

E. & ™
SHMREEDRIA FIA L OEDBL
R EEEENRITRTROREL LT
BrEzBND,

G. HrEERE
1. FRXRR

2L

2. FEEER

"R 30 EE EEFEHRERERNDE
BRMR RS EORE R [HEUE - BUEHMIL
REBODWEYE  EEESHE - BV T
A T 55 BISEEE - TERE 30 EEE A
4% B ST 70 B ZE AT (AMED) BETE MR R E
{LAF s (2 HHREEIC T B 5IRE
LB DOF RIS 558 FFFREE -
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2 22 MM B E 1. SRR AL

2. ERAFTEREg L
H. fp0RRERED HEE - BRI 3.  Eofs &L
(FExET)

&1 DRBECEEESE

LRUEE
BRER HER
v MERE  ZEREE EP
0 (normal) 24 IERE =4 ¥ EF>50%
1 (mild) NHYA 1 2 EARE LEWREE, BERS &0
2 (moderate)  NHYA I AREET DRI FERS 40% <EF<50%
3 (severe) NHYATE  #F—FILPIU—5 250 g R A — (S EF<40%

4 (very sevare) NHYANE

EFBREDEEEDSLERLEETLOEZEHOEEELYT S RBHMEETR AR (E F) LfRWEFWERE (e'JK) O Ele’
>15 EREEEERT B,

=2 EEWE
BEENHE 0 1 2 3
(n=391) n=222 n=152 n=15 n=2 P value
it 207 (93.2%)  141(92.7%) 15 (100%) 1 (50%) 0.07
AR (D 525+135  60.1%137 5774118  525+120 <0.0001
SEfHAM. R 33+56 46176 46166 42+58 0.34
NY HA %8
INApid 222/0/0/0 24/128/0/0 0/1/14/0 0/0/2/0 <0.0001
U A BT RTE{RE o
& ST R oSSe, (re1ssy | 97 (436%)  B1(335%)  6(40.0%) 1 (50.0%) 0.26
PR ERELE o
o ST R (esSe) (e21a) | 110495%) 94 (61.8%) 9 (60%) 1 (50.0%) 0.12
F =1 =5y FEIEE (n=22) 15 (6.7%) 7 (4.6%) 0 (0%) 0 (0%) 0.60

£3. BEER-BOHHE

EEESDE (n=391) n=222 n=‘1[ 52 n=21 5 n32 P value
ANA 204(91.8%) 139(91.4%) 14 (93.3%) 2 (100%) 0.93
Scl 70 72 {32.4%) 36 (23.6%) 3(20.0%) 1(50.0%) 0.22
Anti-centromere antibody | 82 (36.9%) 77 (50.6%) 7 (46.6%) 1(50.0%) 0.06
RNA polymerase l1] 15 (6.75%) 13 (8.5%) 3(20.0%) 0 (0%) 0.30
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4. DERFR
EEESE

0

1

2

3

(n=391) n=222 n=152 n=15 n=2 P value
"%(;as?)% g n=193 n=145 n=14 n=2
[MBEL (bpm) 70.2+14.4 71.8%£13.8 6931250 68.0%£0.1 0.71
?Fgge%gt; 0 (0%) 38 (26.2%)  2(14.2%)  2(100%)  <0.0001
LEHBE 0 (0%) 1(2.6%) 0 (0%) 0 (0%) 0.69
EFEE - - - - -
B0 0 (0%) 2 (5.2%) 0 (0%) 0 (0%) 0.40
LRSI 0 (0%) 10 (26.3%) 0 (0%) 0 (0%) 0.002
DEW ISR 0 (0%) 8 (21.0%) 0 (0%) 0 (0%) 0.008
TEEHIOy Y 0 (0%) 9 (23.6%) 2 (100%) 1(50.0%)  <0.0001
Z0 it 0 (0%) 8 (21.0%) 0 (0%) 1(50.0%)  <0.0001
sTZL 3(1.5%)  36(24.8%) 6 (42.8%) 0 (0%) <0.0001
BEIEA 0 (0%) 3 (2.0%) 1(7.1%) 0 (0%) 0.04
EHiRE 3(1.5%)  16(11.0%)  2(14.2%) 0 (0%) 0.002
EZEX 0 (0%) 11(7.5%)  2(14.2%) 0 (0%) <0.0001
EEX 1(0.5%) 2 (1.3%) 0 (0%) 0 (0%) 0.83
QTER 0 (0%) 4(2.7%) 0 (0%) 0 (0%) 0.12
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5. LIO-FRR

gre”
E(ﬁg;g?)’; ne222 =152 s o P value
EEE (mm) 334147 35.31£5.9 36.0+7.3 41.0+84 <0.0001
LE PR (mm) 8.311.5 8.8114 84115 8.4+05 0.01
EEHRES (mm) 8.1+1.3 8.5+ 1.4 8.4%£22 8.4+0.5 0.16
EEIRFEE (mm) 44.3+4.9 436%52 431+48 545+35 0.007
EEIRFEHHATE (mm) 26.7+3.8 26.2+4.2 252+3.7 37.5+10.6 0.001
EEHEHE (%) 73.1+40.3 70.3+6.6 71957 58.0+21.2 0.75
E/A (n=371) 1.3+0.4 0.910.4 13109 1.210.1 <0.0001
Y1556 2 (n=388) 0 (0%) 67 (44.0%) 2 (13.3%) 0 (0%) <0.0001
AR (n=390)
Mild 14 12 0 0 0.65
Moderate 1 1 0 0 0.98
AR "(fli‘égz')“ity 12402 13402 13403 11402 0.16
MR (n=391)
Mild 47 34 5 1 0.55
Moderate 0 0 1 0 <0.0001
TR (n=390)
Mild 87 68 6 1 0.74
Moderate 3 5 3 1 <0.0001
RVSP 28.9+58 30.81£7.0 44,7£30.0 49.2+26.5 <0.0001
x6. MARREFR
BEESHE 0 1 2 3 P value
{(n=391) n=222 n=152 n=15 n=2
T.Bil 0.5+0.2 0.5+0.2 0.5£0.1 0.9+0.3 0.07
BUN 14.01 4.1 13.61t4.1 22.3+204 228%5.7 <0.0001
eGFR 80.3+204 75.3%18.8 727+ 314 68.0+ 9.1 0.07
Creatinine 0.610.1 0.7£1.4 1.1£1.4 0.7£0.1 0.19
Albumin 41%05 4.0+0.3 3.810.5 41103 0.31
GOT 2361256 2501128 29.3%+350 25.514.9 0.75
GPT 174+116  20.0116.0 17.6+15.2 21.0+£4.2 0.33
Hemoglobin 15.31+34.9 12.9+1.2 12.8:1.9 14.3+1.7 0.84
RBC 436.0+48.0 4206+392 437.8+584 42851516 0.58
RDW 13.8t 1.6 13.8%1.7 14.5%£1.7 13.7+£0.4 0.48
ESR 221+17.7 24.8%18.8  33.4%x317 4551586 0.03
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1.07
WQo(mzzz)

0. 8‘. I | DRI

| EfE 2 (n=15) ! ‘
0.61 FFE1(n=152)
0.4_ EEE3 (n=2)

| P<0.001
0.2 (Log Rank test)
O.C 1 T ¥ T

0 5 10 15 20

years
E1. BEES DA L2 —Survival

1.0 _ FREF0(n=222)

o8| | EERAm1 N gag o

06 L

0.4 BEE3(n=2)

' BIERK | 5F 104
0 99.5%  96.8%
0.2 P<0.001 1 99.3%  96.9%
(Log Rank test) 2 86.2%  86.2%
3 50.0%  50.0%

OO L] I 1 ¥

0 5 10 15 20 years

R2. EJEE 5% Overall Survival
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2B EICI3IT5 EQ-5D-5L & HAQ 12Xk QOL @ 1 F£# 0

WroEt &
IS v ki)
e asE
Brges R
e
BrEs s
i gt
WrEsrEsE
g EE
iR gy
whE
wBAHE
A&
BA%E
- VaE -3
FEAERE

MAEE

ZFHEH
BREEX
st -Gl
4 EME
Y N
AR
YrIRFnE
BLE
. 7. e
WEF BT
Ve —
ROEA
MTRER
BEER—

BEFRE

SRRERZFHMBERED AV 7T — 3 VA fEREEL
RRRZEEFMM BRI ER R

FRRFERRFED U~FH  RRER
BAERKRZEREREEZNER T VAX—BRERAARTSE &2
PR REEZERENF 2R

FIRLRSIER REEEME AR Y #%
SRRFERRENERELRIES FREE 0%
RERFREFEELRER EE DA SRR R FEERdR
RERZEREREFZRMERERR S ELLERFE 2%
REAR S EFHRIAGEE SR - ToRFsEs: S
HIREEER BRI ER 8%
SRKFERRETRIRELREE S FIREFHEE
ERKFERREHITRE LR E TR RFHE
FREREBLRFINCIT — L a FEEERIETER 802

LRELFERRFEERBMEEREFZRY ) T — g URIZEHR

FOWE

REAR R M SRR 2%

LHMRMBIEODEITA T4 DUNAEYTF— a3 rd QLIZEWT, 2FHFEEED QOL

FMie L THAQBEMTHE I LER L, MEIIRBRENRETHS HAQ & & bICHERE
H QOL §Fii> EQ-5D-5L ML 4IAFEED QL e LCHATHD &R LE, SFE
XEO 1 ERRBEER L THET 5. MHIL, HWERE UCBEIE 109 Fif, 1 F£&EFM7 48
THott 81 Hl& Lz, BEQ-5D-5L XU HAQ DELIZ 2T, 1 F% D EQ-5D-5L & HAQ @
& 2 OEBEMEIZOWT, X HIC EQ-5D-5L I X O HAQ & WIEERRARET RO BEMEIC>W T
B L7, #ER. EQ-5D-5L & HAQ Wb L ETHEERERIZA D 22T, £, EQ-5D-
5L 3 & U HAQ I iARES A 2 b 7z, EQ-5D-5L 1X%VC, %DLco, FHEHFFIC, HAQ FE%VC, %DLco,
TR A, FRIETRE &P BRI EEENR Sz, EQ-5D-5L B LUV HAQ &g
HREED QLEME LTHERATHIZ L BH LD TRENT,

A. BrEEER
oY IE (SSc) @ QUL B & LT

BIEEMRAEL LT HAQ BRELERENRT
W3, #LORBTERIELESFERAENRTWS

55—



2RI QOL @ EQ-5D (EuroQol-5Domain
health questionnaire) ¢, SSc =i\ Th,
g8—0 y NTHROBRERH D, LALE
RAOHE T iehoTe, HEDZORT,
EQ-5D-5L i% HAQ & #HEEAH V. SSc DERE
PR & OBERGED B, BAAN SSc @
QL L LTHATHAZ L2 BELE,
4 [Ei%, EQ-5D-5L & HAQ TEEMf L7 QOL A3
1 ETEMTHh, £ 1 F% b EQ-5D-5L
& HAQ IZBBEMD B Y . EQ-5D-5L 2% SSc @
QOLFFfi & LTHY TH BN, T HITQLIT
HBERBLETHREAFTRNRS2NEREL
77

B. WG
1) %4
FEEIRZE L7z 109 5, 1 E%FFETHE
Tholc SSc FBE 81 Fl (& 70 fl, B
1B &g & Ul EHERNT 55. 4116, 5
BThol, £ 1 LHBREOI 2T 1—1
BT,
2) Fik
QUL FFffi & LT, EQ-5D-5L & HAQ %l
RE LTz, FIEE QUL & B{bE B, RIZ 14
# @ EQ-5D-5L & HAQ D4 & DEFEMEIZ-DW
THE LI, & 512 BEQ-5D-5L & HAQ D%
& 1 EMOBRTROBEELRE Lk,
BRERET RIS, FR#I. B CH, MRSS, [
B RS I MIERE . SR TEIE . FIRMNE.
B U —¥, HiEaER, B LY ADE
WROFE, WC, $DLco, HEFLEBEL Lz,
3) WERHAEAT
BEEHRATIE, QUL FED IOV TR,

BEEDH S t E, EQ-5D-5L & HAQ D& %
DEEEMEICOWTIR, BT Y OFEE, QoL
R L 1 ERTOBERRT R O BBz o
Tk, BREROFEIZOWTIHAA 5
TRTE. TRJSHART. MRSS, %VC, %DLco, HEEA
DEEFEEORN Lt BEZITV., EbiC
SEBMITEIT 7,

4) f e

REIZH - TIIERREOERZHEER
£ DEF (No.2397) &4,

C. BFEfmE
D1 FH 0% QOL FHEDME & iEEN D O
Iz

% Q0L DM & 1 ETOEERTEQ-5D-
SLAZ-2W T 1 424 QOL EAS 0. 74£0. 20,
VAS % 68. 8= 18. 9. #][E] QOL fE A3 0. 73+0. 19,
VAS 75 69.2:19.0 Th-ot, HAQ ML, 1
0.77%0.69, #FE 0. 70£0.71 TH Y, T2
THEZR 2o (R2),
2)1 %7 @ EQ-5D-5L & HAQ D% % DBRE-E
Iz T

% % O QUL FEAG O 0F#EEE % /R4, EQ-5D-
5L @ QOL4H (index score) & HAQ X, r=-
0. 80, p<0, 0001, EQ-5D-5L D VAS score &
HAQ % r=-0. 70, p<0. 0001, EQ-5D-5L & QOL
4 (index score) & VAS score X r=0.74,
p<0.0001 &, EQ-5D-BL & HAQ IZIX I b
BB LR BT,
3) 4%~ @ QUL FHE & | FRIDERFKET A OE
BTz

EQ-5D~5L @ QOL {E & BT R BT
f&. %VC. %DLco, FIMMEIT, F 7 HAQ



FX. %VC, %DLco, FHEMMEITIM A, REEE
EWRMERERICEEENTERE (p<
0.05) (& 3), Lo LEERMT T, EQ-
5D-5L & HAQ DWT i hBIEMED H D EREKR
AT Rixie oz,

D. £ &

SSc Tit. ThE ToMIEMR, FEE

B, FIEHRE, TE{EBERR UL REERP
Moo EHE, WAHRE L WLBHRFEH
T&,
SEIBEEE TR, EQ-6D-5L & HAQ TR
VT SSe @ QOL ZFAE Lt 1 R OZE(L
BAHbhRrote, L LAEE L BRI
EQ-5D-5L & HAQ 2R W TBEMZRERT 5
e TE, TORRIT SSe @ Q0L FHE
ELTERSD-5LAFHTHLZ I L&ETRTD
DThdD, Ei- QL & 1 FRIDERKETR &
IR RSN R S h s, $ERAT
DHOERETIREL b o7, QL I
Bk 5 2 DHERET RS RS 2013, SSe D
RRCAETBRREICLENTZENTES L
EZ2D, H—HTRWERTEAERBRR
9 SSc bk QOL O FEICE LT H 4R
RS HEEZT I LA NS,

QOL 22Tk, BRERFF R & BB MEICR L
THREHICHhESEEREZ LTV BHEHE
BHY, SELAEZMRELTWL,

E. #

SSc 81 #il& *&iz, QOL OFEMH & LT EQ-
BD-5L & HAQ % | ERICHHEIE Lz, £7=4]
MIRRERET R & OBEME b ET Lic, 1 FE D
QOL IZZ LIx A biviahofe, QUL LBEE L
7o BEBRAT Rk, EQ-5D-5L TiX, %VC, %DLco,
FIEHHE, HAQ "THX, %VC. ¥DLco, FHEHIH.
EREEE L SRR ER TH o7, SSc D
QOL §F{li & LT, EQ-5D-5L &8 X TF HAQ A
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1 MBEOCTo7 44—

HE

BB (/%)

TE/1L

TR

10.3£8.0

- 58/29 -

B oA (Topo~1/RNAP/ACA/other)

39/16/11/21

MRSS T e R T e fh

11.1%7.8

Capillaroscopy

(normal/nonspecific/early/active/late)

3/3/11/49/15

RRE % (BY/ LYy

53/34"

FimmEE (HY/72L)

10/77

EAEEB Bo/EL

26/62

FieafE (HY/2L)

24/63

RIS (BD/BL)

B384

BAVUR (BY/7RL)

4/83

%VC

oY~ (BY/ARL)

90.6%x23.3

%DLeo . |-

49.7£18:0

RVAP

28.5%10.8

PSL: (&;D/:‘:L) G

- 61/22

T2 QOL D 1 F#

EQ-5bD

HAQ

* Index score.

- VAS 'score .

)= 0.73%0, 19

69.2x19.0

0.70x0.71

¥ 0.74£0.2

68.5+18. 8

C0.77+0.69

pfE ns

ns

ns




#3 1 £ QOL 3%4fh & WIE EEEEFR T R0 BB E

FRERPT R, n=81 EQ-5D-5L HAQ

Index score p value p value
EHA XL AT (MBSS) 112 r=-0, 07 ns r=0. 21 ns
disease duration 10. 1 r=—0. 16 ns r=0. 19 ns
Jm (diffuse/limited) 53/28 0. 74/0. 74 ns 0. 80/0. 65 ns
H o 36/14/11/20  0.76/0.7/0.71/0.76 ns 0. 70/0.85/0. 77/0.77 ns

(Topol/RNAP/ACA/other)

NGB A M & 3/3/14/ 0. 64/0. 78/0. 83/ ns 0. 56/0. 67/0. 49/ ns
(normal/nonspe/early/ 47/14 0.73/0.71 0. 80/0. 88

active/late)

M MER% (B0 /f2L)  48/33 0.71/0.79 ns 0. 87/0.59 ns

%ve n=74 r=0. 33 <0.006  r=—0.48 <0. 001
¥DLco n=72 r=0. 40 <0.001  r=-0.44 <0. 001
figiEE (B0 /%L) 7/74 0.61/0.76 ns 1.14/0.71 ns
HEGDEE n=78 r=-0. 24 ns £=0. 22 ns
B (Ho/%L) 23/58 0. 69/0. 76 ns 1.02/0.63 <0. 05
FiEmEE (bo/2L) 22/59 0.87/0.77 <0.05 1. 10/0. 62 <0. 05
By U—€ (bb/2L) 4/77 0.74/0.74 ns 0.88/0.75 ns
e RER (HY /2 49/32 0. 71/0. 80 ns 0.88/0. 54 <0. 06
L)

BLLTR (BH/2L) 3/18 0.77/0. 74 ns 0.75/0.75 ns
EQ-5D B - ARy 45/36 0. 82/0. 65 <0.05  0.59/0.94 <0.05
HAQ BRE » #Ed 35/46 0. 80/0. 70 <0.05  0.44/1.00 <0. 05
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# 2: Proposed criteria for the diagno sis of patients with eosinophilic
fasciitis. = (Pinal-Fernandez, I. et al. : Autoimmun Rev 13:379, 2014 )

AR

1, Swelling, induration, and thickening of the skin and subcutaneous tissue that is
symmetrical or non-symmetrical, diffuse (extremities, trunk and abdomen) or localized
(extremities)

2, Fascial thickening with accumulation of lymphocytes and macrophages with or without
eosinophilic infiltration (determined by full-thickness wedge biopsy of clinically
affected skin)

INEEYE

1. Eosinophilia > 0.5 X 10°%/L
Hypergammaglobulinemia > 1.5 g/L

Muscle weakness and/or elevated aldolase levels
Groove sign and/or peau d’ orange

A

Hyperintense fascia on MR T2-weighted images
Exclusion criteria: diagnosis of systemic sclerosis.

Presence of both major criteria, or one major criterion plus 2 minor criteria, establishes
the diagnosis of eosinophilic fasciitis.
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