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10 B0 5 6, YIKE & GRS CHRIEE A 27 238 3 LB U7 fEBNE /2 0o 7o, IREhMELC
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A. FFREBEH

BHMREUEIL, B ORERFE AT R L LT, BEEIAIL U & T 20 2 O 2
LM EE % 29 2 RB TH D, AE TIE, MIFFEAICIR R B0 72 B CHUR A e 1
THZLERKRERFEEDO—DOTHY ., ZOLIRFUKITH FAA Y AT —8 T HUK, ik b
oA THA, PLRNA R Y A F—F 111 HUik, Hi Th/To ik, HLURNP Hifk7p &3 5, LH MR
FIEIZBFRO— DI S, 28t 7~ h—F A, BV v~TF, ZREMHK - K&
K7p EOMOBIEE & OiHFE L. Wb 2 BEREGEROWBE R T2 bbH D, FRZ, ikl D
AOHZ LI LIERED L, 25 IR AE & 2 DA DHI Tk, BT UIRNP HifA, HT Ku FLik, Ht PM-
Scl Hufk, HL RuvBL HURR ENRRIL EN D Z LBZU,

L7 X ) 7L tRNA G kE%3E (aminoacyl tRNA synthetase: ARS) Hif&iZ. HT Jo-1 Hiik % 1%
U & LT, HLPL-T Hrlk, HiPL-12 HUik, HLET Hrik. HUKS HUik, L oJ Hilk7z2 & 9 o A &
PURDIIRCTH D | BRIRANZIZ, FUEMERE, k. LA/ —BlR BE A W=7 AT
REDRERERT DI ENE L —RITITRIEE R BRIV B MR B O G F 1~ — I —I
RHEEZLNTEY ., THARS FUREBRE (FUAMMEREBRE) | LW O RBABIRBINT
WD, TR D D24 & WD & ZRME R, BWis. BEMEMRREDOZML R 2L
MWEN, LINLAERDL, —HOBEETFHEREZIILDE L TEHELEZRET 2580360, £
DR MEREOEDRZINZ 0D Z LD D,

Z ZC, PUARS HURBIE BRI ITRB VT, ED X 5 B TR MERAE & B S D DT
VN SCERAY 2R MR 21T o 72,

B. Bf3E 5
PubMed % VT, 2000 AELAREIC 530 CTHA S L7250 ARS HUABEME B O 2k — R FE 2 4R
L7ze FOHRTHEIEDBZMIZOWTHHDO S DA LT, £ 21757,

C. MEHRERE
1 ARS PR BRE ICBIT DERZH H 5 WITEERDTDH SN TWDFHLE LT 5 s
iz,

Vansca &1, 2V —0 169 FOFHZE (130 FlIXARZHAR, 39 FI23F % & o> EAEGERE)

[ZBWT, FL Jo- 1 BURBGERIIE 24 BI3FH B, 7 BIAELEGERE T, 205 6 2 flneg it
BREIE Cdh o723, 3 BIOHL PL-7 HFURBGEBN X R E PEIREE D BB IT M e o 72 2 & s
LTS, LOLRRL, ZONERIZIE. BiREdbo T ARWEIZS &b EEENTVZRN
(Vansca et al. Joint Bone Spine 2010),

Dugar 51X, A=A FZ U T DL YA MUIZBWT, PLARS UL (BT Jo-1 Hilk, BT PL-7 Uik,
FIZIIPUPL-12 HUR) BEPE & fE Shvrc 42 61 (Jo-1: 37 B PL-7: 4 B, P1-12: 1 6) O 5 5,
10 BINEBEIEFEROBZBICTHY, TDHH 3 FINBEIEE DEHTH - LWL LT D,
(Dugar et al. Intern Med J. 2011)



Hervier Hld, 7F 2 AMD 8 REFITEWT, 233 BHlDHT ARS Hiik (Hi Jo—1 Hifk 160 i, i PL-

7 HUA 25 B, U PL-12 Uik 48 ) BRPEEE A MEt U, SREVIE 2/~ 3 2 BRIR P LI, 22k 28%
(65 f5) IZRBO BN Z & ZWME L TWD, HUABNTIE, HU Jo-1 HUAD 24%, it PL-12 HUkD
38%, HLPL-7THUAD 32%CTh o7z, 7B, PLhARA VY AT —F I HilkH LW THiEY hr AT H
IRIZBIRD 5%t TdH o 7=, (Hervier et al. Autoimmun Rev. 2012)

Hamaguchi © @ HANIZI T 28 TIE, 166 BilOHT ARS HUARGIERE (BT Jo—1 HUIK 59 il
PUPL-7 fuik 30 1), Ht PL-12 HU4K 19 B, HUEJ Hifk 38 i, HTKS Hufk 13 B, HT 0J fulk 8 fil) @
T, SREGEHMOZWHIET Jo-1 HUAD 2%, T PL-12 HUED 11%, L EJ HFlkd 3%, HLKS fi
KD 16%28 ) (HL PL-T HLIED 0%5t 0J HUAD 0%) . LI LSMI EBIEBREE & 2 S h 76l b 17
f£9 %, (Hamaguchi et al. PLOS One. 2013)

KE D Aggarwal & O TIX, 202 HlOFT ARS FUABIEERE (B Jo-1 Hilk 122 #i, HT PL-7
PUR 25 51, BT PL-12 HLfAk 35 Bl HTEJ HUfk 9 i, HTKS Bk 6 5, H1 0J HUfAk 5 ) OHT, ]
DR EAUEERED 2 WITREBIRR & W S = Blix, BT Jo-1 HURD 17% & Ht Jo-1 Bk
LIS AT. 5% b= hd . REMIREIE L BB SNT-HILE DL L ORI Wi o T,
(Aggarwal et al. Ann Rheum Dis. 2014)

—J7 . EMIRIERE IZBIT AP0 ARS HiAOBMER & L Cik, Nakashima & 723, BEBEPUALE
(2 K280 ARS LRI N O L s B 21TV, HARNBFIZIBN T 70 il H PR EEBE D 2
B (2.8%) W TH-T1-Z 2 @ME LTS, (Nakashima et al. PLOS One. 2014)
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LdDH B ENTNORBOBWENER L L B s T D70, — IS 2 VLT 5 2
LIXITERNVEEZEZOND, 4%, FRICAICB W THEEAL VX N 28 LT, S b7 55EH)
DEFEICLDBFPMETH DL EEZEZLND,
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1. DR ZE D BAEE 53 FE

1.
. i il AR R
BHRER R RS E%é!;:ﬁtl$
0 (normal) ODER) AL IF s EhE g EF=>50%
: EMGEHEEULOTEAR,
1 (mild) NYHA I EER #Ht
AREETATEMR, 0 o
2 (moderate) NYHA IE EEE 40%<EF<50%
hT—FLTFIL—Lav 5
3 (severe) NYHA NIE £LLE A — ZA—H- DS EF<40%
4 (very severe) NYHA IVE
FHEOBEEEOIERIEFTLIOFSEHROEEELET S,
LRI E M AK (ER) LIEEHFHEE (o] DEe >15%REELEEET 5.

#®2.
EEHENE 0 1 2 3 4
(n=354) =209 n=133 n=10 n=2  n=o © value
196 122
=it oopmy (o1 0©00%)  1(500%) - 01
F4 () 5174127 606139 622129 5665+63 -  <0.0001
AWM. EW | 3051 4880 68£73 4259 - 003
NYHAZ 8
EE501/2/3 208/0/0/0  0M133/0/0 0/0/M10/0 /011 - <0.0001
MEtEmEEHL 64 (32.2%) 39(31.0%) 6(60.0%) 1(50.0%) - 0.27
mESH
UFABRMBILE % o 5 1
SHEAREASS)| warw)  doew) 00w 00w o O
BRENELD | .o " ; 1
ERURELNSD | s26m) L% 0% Goow) 070
F—n—Z T EER 9 11
(n=20) (43%)  (48.3%) 0 0 -




3.
EEESTE 0 1 2 3
(n=354) n=208 n=133 n=10  n=2 P value
. 193 120 9 2
ANA positive (92.3%) (90.2%) (90.0%) (100%) 0.61
N 67 36 3 1
Scl70positive | 55 100 (27.1%) (30.0%) (50.0%) 0.54
Anti-centromere 83 58 3 1 072
antibody positive | (39.7%) (43.6%) (30.0%) (50.0%) '
RNA polymerase Il 13 12 2 0 0.18
positive (6.75%) (8.5%) (20.0%) :
#4. LEXPTR
=4,
EfE 0 1 2 3
(n=354) n=209 n=133 n=10 n=2 P value
LiA%(bpm) | 714110 728%134 766+195 68.0+01 0.46
FERLLE
ity 0(0%)  35(263%) 4(400%) 1(50.0%) <0.0001
i AR 0 {0%) 2(1.5%) 0 {0%) 0{0%) 0.34
L EHEHRA i 0 {0%) 9 (6.8%) 1(10.0%) 0{0%) 0.001
FEVEMEEIMESE | 0 (0%) 1(0.8%) 0 (0%) 0 (0%) 0.64
D EEPERR A ARG 0 {0%) 710(5.3%) 1(10.0%) 0{0%) 0.005
| EBRETOuwS 0 (0%) 2(1.5%) 0 (0%) 0{0%) 0.40
e 0 {0%) 1(0.8%) 0 {0%) 0{0%) 0.64
ElEETOw 0 (0%) 4 (3.0%) 0 {0%) 0{0%) 0.08
EEHEEIOvY 0 {0%) 5(3.8%) 2 (20.0%) 0{0%) <0_0001
TaEEaETOwy 0 (0%) 4 (3.0%) 0 {0%) 0{0%) 0.08
F it 0 {0%) 0 {0%) 0 (0%) 1(50%) 0.40




£5. Lhma—frA

%=5.
EEESE 0 1 2 3
(n=354) n=209 n=133 n=10 n=2 P vale
ERBE 334+486 357549 386+62 41 0+85 - <(.0001
i EE bR 8.2+13 9114 93+13 8405 <0.0001
DE®EE | 80+12  B8+15 92423  84%05 <0.0001
EEHAEFRMAE | 447240 43.0£54 4341586 5 5+356 0.07
EEUUfA ST | 27.2+38 255+41 249+43 375+1086 0.0z
EEEHE | 697467 716468 730460 580+212 0.07
E/A 1.3+04 0.9+04 1.3+:1.0 1.2+01 <0.0001
{LaREEE 0 ({0%) 59 (44.0%) 2 (20.0%) 0 (0%) <0.0001
RVSP 204457 311+75 5484359  68.0 <0.0001
SEEEATE] oow  76I%)  3(00%)  1(500%) 0.001
* 6. MEMRAERT R
6.
FEEH 0 1 2 3
(n=354) n=209 n=133 n=10 n=2 P value
Total bilubin | 0.5+02  05+02  05%01  09%0.3 0.07
BUN 135441 141440 2634243  22.8+57 <0.0001
eGFR 811+193 T43+£211 66.3+34 4 68.0+91 0.006
Creatinine 07ix£11 0.6x02 1.3+:17 0.7x£01 07
Alburmin 41406 40403 37406 41403 0.02
GOT 245274 242+88 326+429 255+49 0.74
GPT 18.8+154  184+112 17.3+17.7  21.0+42 0.97
Hemoglobin 15.5+360 12.8+12 126+24 14317 0.85
REC 435 7+489 4207+419 4183588 4285+516 0.49
RDW 130418 138412 148417 137404 0.28
ESRKE 21.5+x16.8 271202 41.0+£36.0 4551586 0.001




® 7. HILEMAT

x7.

Predictors of
cardiavascular events HR 955 Cl P value
g 1.047 1.018-1.078 0.001
#31 1.373 0.488-3.883 0.548
LREE R 2652 1.754-4.00% =0.001
LR 1.023 1.002-1.044 0033
LEERE 1.360 0.741-2.493 0321
[t A 0.458 0.245-0.859 0.015
fiTopo-11iiF 0.555 0.323-1.088 0087
it POATHLE 1.210 0.636-2.302 0.581
FLRNAT A5 —H 1 0.683 0.210-2.221 0528
Hb 0801 0.708-1.145 0383
ROW 1.110 0.965-1.276 0144
ESR 1.015 1.003-1.027 0.013
eGFR 04876 0.963-0.980 0001
ALB 0.531 0.238-1.186 0122
EEE 1.126 1.064-1.192 =0.001
LMD 1.015 0.953-1.081 0.651
LVEF 0.885 0.945-1.028 0482
E/A 0.231 0.084-0.570 0001
RVSP 1.030 1.007-1.053 0.011
£ 8. LR
+*8.
Predictors of P value Adjusted HR 95% C|
- o
cardiovascular events by age
F 0.146 1.024  0.992-1.057
EREE 0.007 2.219 1.238-3.979
Fid B 14 B 2 0.005 0.369 0.185-0.734
EER® 0.019 1.081 1.013-1.154
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B. #WRFGE
1) Btk
BRKFEFH M RIRPE ., At R B S E b 8w
Be, BEARRFEFMMIEEPE, B85 K E IR
JRPE, BEIEFREA IR, FLIRER R F MR IR P
B KA FR MR R, FOR L FERR IR
IR U~ TR o F— | R E R R
Bi. Rl R E R PEOF 1 0fEak 2 =72 LT
BEERG L LTz, FHERICBW TREEZER DK
AT, BEBAR X RE TR+ e i
AT CAB &2 9 2 ThafT L7z, #Hisk o Xkes

T HITARIDFRFETERWVWE S IT Sk L) 2
T, @RKFE TR GENFIEIE 7R SR P E I
RS, AR CREEICEBE S T,

2) X%

B ERDKRFBIL, 19804FACR Y HE T L vE C 2By 1
SRBIE D2 W it 72 L. BRAER & 0 OFRH1651 ()
FERER D 5 AFELIN E 7 X EIEAL B & 3 LA
N) . 2> 2@ESER] [diffuse cutaneous SSc(deSSc)
F XM E MM (ILD) ZF 79 % limited cutaneous
SSc(1eSSe) ] & L7z, 20024 1 H LAREIZRZ M Miak & 5
Z LTEf Z xR & LT, £D®RIT1HFED & ITRE
BikaAT o7,

BEEE TR, UUTOEE 245 RIOMHTIC .
PERI, BERIF O R, modified Rodnan total skin
thickness score (mRSS)., EHVEIRZIEDFHR, A
WFZEBE T H AR N 58 B E 12 20 B S 4172 health
questionnaire—disability
(HAQ-DI) , $TL R AR A Y A T —BIHKRDOAE, sk
ha 27 PR, BANEERE. FoMREE,. T
fROJE Al IERE, FERIRE OAEE, 5 SRR MR
DA, BEMmROAE HRCTIZL D), Ry 77
— 0T 3 — TOHEEL EIHMEHED B (35 mmilg
LIb), &7 V) —BoRE, EEELE SRR DA
. ANENROAME, BHEREEEOAE, BHHED
AHE WCMH, %DLcofE, MIHKL-6fE, MiFSP-DIE,
2T7uA NREOFELEERE, v I/n T4 ATy
I NGO, ZOMOmEMEFE S Of 1,
TR E I DA 1,

assessment index

C. R

MBS GRS D iR 7 12 £ T RIR2ELL EREEIR
T — X H BT & T 20THER & x5 & L TR
Rt L7z, BEkkroBEFR (K1) & L TtEn
76.3% & %< EHPFRIEFERL50.4 £ 16. Tk, #T
FRA Y AT —F 1 HuiREGME=I1358. 9%, stk b
1 A 7 HURIX10. 6% CTHtETH o 72, T DOmRSSIE
18.3 £ 0.3, 67.4% CHIBEMMEERZEGIFL. OF
A B EREAEARISS 172, 5%, $5 9HIED 118, 0% TR
O BT,

BERIFIZET. BUDIEFI TAT 1A FNR, 9. 7% T
7ma 74 A7 7 I R EOZAIFRBEIENTHONT
o BER AR TIEB0% LA EOJER] T Z 4L & D%



PHIEER TN, £, Rl L blzyrm R
RV, Zra A THEFATY o AV L
F b — 7R E oS 2 OF 3 2 RE F 25 N
LTWe(X®2), WIRAT vA ROMEIT, BREkEE
TI1X18. Omg/day T - 7225, 14E%1210. 4mg/day, 2
FAZIZ1E8. 3mg/day &I E S 4L, £ D% 1L Tng/day 2
ECHER SRz (K 2), MERAICR L TET m 2

ZYA 7Y RIEH RARY T RT T —E5HFAI

T N UREEREETHI S EIRER 2 B o
HIR G STz, BEREHE T e 24234271
RIEHNEA OB G322 < BRIz o T A & O
T 2 EF S HEM L 7= (X3)

BERIE, OV F A FEIELTISSc 1372, 5% CTd - 7273,
2EARITIT80% & M8 2 72 (IX]4) . HRERIF D - EImRSS (%
18.3 = 0.7CTh-o7=7y, EHKITITI2.8 £ 0.6&
AEIET L., DB OEIRTIE TR b7, THE%
IR OIEBI O EAL D 72 DI FEHE TR LS L
e, 2R E LT 1 BB OBKIEROUENZ D%
OFEE R S LTz (1K5)

FHROEME (a2 Eil L7-BEoR AR5 & 5 b
D FEHE) X R D AR CREBEA 4. 1 mmiE <
R0 HERR & S e LT CBRERRE vs. 44ETR =
7.9 £ 0.8 mmvs. 3.8 = 0.7 mm; p < 0.05), L
ML, ZOH%RIFTOCHEEN L S, TH1%12135.6 =
10.3 mToh -7 (X56), FOME (Fx LT 72D
RHE G/NMEOIERE) 1. 170 nmfREE & Rl X
B{XWCh o7 (X5), BHOERE GAnko LOE
25T HEE TOMEE) (345 mmfE CEIEIR 4@
LThEVEITR N7 (45),

VR M iR BB DA OFRIT B ERIF 1267, 4%, THER X
81. 1% & MEIFHLZ o0 I L 72 (1X16) , ifidRE 2B L
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PRI HE L CHREIIE T Le, 72, %DLcobiSfﬁ
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WM AR R & B Lo BERTHAL AR IR R IR I
48.5% CHEPF L., ZD% b R THER L7z (IX6),
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# 2 Propossd criteria for th

faseiitis,  (Pinal-Fornander, 1 st al.
KES

I, Swalling, indurecion, and thickening of the zkin and subcuraneous tissue that is
symmetrical or non-symaetrical, diffuse (extremitiss, trunk and abdomen) or localized
(extremities)
2, Fazeial thickening with accunulntion of lymphocytes and mazrophages with or without
eozinophilic infilveation (determined by full-thickness wedge biopsy of clinically
affeceed skin)

A

1. Eosinophilia » 0.5 = 10%L

Hypergammaglobul inemta » L5 g/L

. Musele weakness and/or slevared aldolase Levels
Groove sign and/or pesu d orangs

Hyporintense fascia on NR T2-weighted images

s

oo

Exclusion ericerin diagnosis of systemic sclerosis.
Presence of both major cviverds, or one najor ceiverion plus 2 miner criteria, esrablizhes
the diagnosis of easinophilic fascittis.
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