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% [ SScfib+ TREDEZBHI-FER ( SScfib+/SScfib- >1.5)

Protein gcﬁ AC Method M Score
immnunoglobulin heavy chain y 18.9 P-99006 GM

@ -1 antitrypsin 12.9 P-01099 MS 10

@ -2 antiplasmin 9.2 P-08697 GM

pulumonary surfactant protein A 5.8 P-07714 MS 10
Transferin 23 P-02766 MS 16
tol-ike receptor 1 23 P-38593 MS 24

a -2 macroglobulin 20 P-01023 GM

¥ 1. SScFib+ TREDETZRBHI-FR ( SScfib+/SScfib— <0.67)

Protein m AC Method M Score
L-FABP 0 P-07148 GM -
Immunoglobulin J chain 0 P-01591 GM -
a-1 antichymotrypsin 0 P-01011 GM —
Haptoglobulin 432 P-00737 GM &=
Ceruroplasmin 37 P-00450 MS 46
immunoglobulin heavy chaina 2.7 P-99002 GM =
a-2 HS glycoprotein 26 P-08697 MS 74
Hemopexin 1.83 P-02790 MS 81
glutathione S-transferase 1.5 P-02911 MS 25

Spot quantity values: Measured on two BALF gel maps of individual SSc-ILD and SSc patients by software Progenesis PG220
Nonlincar. Result are expressed as median and interquartile range(IQR)

M Score: Probability Based Mowse Score, that is is -103% Log(P), where P is the probability that the obsereved match is a
random event. Individual ions scores >41 indicate identity or extensive homology.

SSerps: systemic sclerosis patients with functional lung fibrosis and signs of lung fibrosis on highvesolution computed
tomography

88cyp.: systemic sclerosis patients with no signs and symptoms of hing fibrosis

AC: accession number from the SWISS-PROT database,

MS: MALDI-TOF MS

GM: Gel matching with two dimensional gel electrophoresis database from Swiss PROT
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PET-CT IZREH AR oE i 2 B MY, U 78 A ACPMETE 5 A CHEAR Y — L Th 5 wlHEes
mERT, SEBIINMEFEC Lo THBEEZRIET 2 LENDS.

A BFEE®

MR B ORI, BRCEEL TR EOEE
ATERICFHET S = & A3 RD>Ev, I, HRCT @
HEIRIT L o THHEREOHITIES T2 27295,
FOWEOEBESRE VR E 5 HEMARS DI,
EbiZHY YA F T ARRBAL, RHIILTBLE b
MEEENIBENDHD, BECEBELSZ VA
ITBWTHY DA F /T ALATERTVASLOD,
FEROYEIT 48 B LET S, ERRREODH
FHEHT A ERE LW R EORANH D, TOR.
PET-CT {2 Y 7 /¥ A KRB A ERICHEH T 57
ANd5, TI T, 46, MEEMERBOEDELY
FHE+ 5 LT, PET-CT AFATH AP Y 5 i Bl
Lo,
B. WfEbiE

i@ 3 FEMIT PET-CT 34T L7 TP R 17 Bl &,
BRI RBEE TP SR 20 BlA XL L, ThTho
SESMERIL 71,2 B & 67,9 iR, tERIITHHE 76. 5%,
50% TCdh-T=. IP fEH 17 FITHEESHT 7 @

(41.2%) . BRFAONRITEMFER, SRIEHR
10 Gy, BSfRY o~ 5, SRECAE 3 ), BMEENS
BEMER 2 FITHD, 723, 237 #4113
@ (R 4E) ©PET-CT 2AfEfTahi. hbod
JEMI T LB TP OFEEME &, PET-CT Eifg b
OTEEMHERTR & & e L.
(fpEEm~0E )

AFRIZEEXHRETHYVBEFORERIREBLT
W2, BEWRIIEAELSETERVEL DI
+oricE LT,

C. HrEER

KEBATOA FRBEEOBDEORD, WER
HEL oo BN Se 1 BlEER< 36 BIEARIT L=, 1P
EFOG CREE &6 L 7 FlIR2FAEBEMED
LIS, TO%RY IP OREIBDRY T, 3
& 6F 1P SEF 10 Flo>h T PET-CT CidBEs dmv
LEEfizh7=oiz 7HTHY, EBRiC 6 BTIIkE
DAFOA FHRISER SR (1 Wiz, &34k
TER B O HiBAER A E ) BEESEV LFE
flishi 3 flizVWTFhb AT oA FRERTHTE
BER L o T, BIRHEEEE IP ZEF 19 Fild,
PET-CT |2 TiEBMED I\ & Bl S /o SEFNT 5 fl©
bhote, TOPIRRITEEIEZ 4 6L WEE 1 TS
o, 5 FlELKBOAT oA FRIBER SN,
TEEEAEV Pl S 14 BliX. T TICRT A
FAIZER L TR ek L7mER 2 ), £
BT oA FAORBETOTICRBRRCE
EBThH-T, o, BEFNICEBLBXERT
11, RO E & PET-CT COFME & 13 B4 580
b,

D. B8

MBI B OEBIE 2 FE+ 5 LT, PETCT IX
FRAEY—ATHBLEZLRE, L, BRI
L BEMES TV, EREEFET SR
EME (Y7 SUV EOBRE, REDLN Y OFHE72
L) B, HY DA FITAERBATIT
NEA AICFHECE S LDD, VWO THEZOMR
TLHTTEARETCHRVWFLRIOREEH D,

_.20__



&[E@ PET-CT TORMEIZIZEARANSE M X
NTWa s, AYCMEMEFEBONMIcERAT
HOENE IS HOBRNBETHS,

E #i&

IOWRIIEBAMEOHRTHILD, AHIZ
PET-CT SR HEMEBORBIA A THINE > H
ERIET Z7-0I01E, WA OHRELLETHS,
L%, HEBBOBHEBETHREHFEEZT>TH
{FETHD, £, PET-CTIIHELRETHDL -
., MBEBLEFICHTTA2OTIIARL, YARE
FIEIF > ONL OV FAATCHLIIORNLLETHS,

F. SREEfEBEiNe
7 La

G. WFFEsE®E
1. X%
2L,

2. #oRE
'fJ! Lo

W EtBEREOHE - B
2L

=01 =



A S HHEHERBYE (RETLAX KRBT BRTFAER
Fegiilosie -8

AEESEOMAXCHT IXMOARBRBHOTHECHT IHR

WESHEE REEY MSEREREREFHON ARFERE- BN BE

AREELEZ b,

FHRES MEEREIBVT, MEEBEIAMRTERAIRETIETFICLRYIS. VR TIE, BEETE
MAE O K BREICH D THD AN LSS HPBSCD A, BAEILANLTEXSRRIISVWTRNLE.
A SE B S 41 CD34 [ AINGEIR PBSCT %, 54 (CJERIR PBSCT 2 METL 7= A% HRCT, PRRHEGE,
7% KL-6, Mm% LDH, SRy Z5y47ic TREBRDICIHEL 7=, #ER, iAo R mEEZ A T 58812 4
£THY. IAHBNSIP, 1 £ UP /35— Thot, ERLEL THEMMRETALEBE 64, CTHER
EOT(idtkiE2 4. HIE2 4 FE 24 T, mRTSS (215 5 R 250 i B - M B AER R DU BE L
ORIz —EOEmSh T, BAELATE 1 £# D% VC, %DLCO, KL-6 ITiXdi @ flm AR 2ot — 7,
BERIERAS T MR E 19 Z0RNTIE, S84 B THRIEHRELALBER 14 AT, & 0
4. BSR4 FE 64 Tholr, WHIEREDMEITH 5 PBESCT OIEMARITREN THYBERFLL
TR 7B I R ED R D o7 05, MEFERE I331) 2 MMM A OHEITZIH L

A BFFEERY

O MECESF ITHV T, MBI EAE
7e ¥ OBRRERESBBE T M, BT A M TFREAE
FTAEFITHR2D55,

O MEHERZIzAT 5 IVCY SiERY —EDAER
AT RETHALO0, BRREEEISh TV,
vy,

O ABFFEETIL, BBR{LIC A THD AR MEH
JaRHE(PBSCT)AS, MR EICHL TS 2@z SN
THRNT 3.

B. B AL

2 MR IC XL T PBSCT 6@ %7572 10 4 &,
BERIBIA T 19 BEABELT, £HMHMETER
Fizxf L TPBSCT &®iR+ 5% ML, BIEIFLAD
EFT, 60 ULk, BEDLTFE, 3 Fa—AFEE
RTER, BEORMESLA L 2VERL LEL, 2

%1, EF>45%, GFR>40 ml/min,

sCr<2.0mg/dl, %DLCO>45% D&ELMET L %
PEFEE LT,

{70 h=3—/ & LTI, Granulocyte colony
stimulating factor (G-CSF)HiZE % L < 12,
Cyclophosphamide (CPA) 2 g/m” x 2 H ill#t 5% G-CSF
(A oA i A~ A RE 4 8 R (mobilization), £R
MAETT ). CD34BRBHEEETH, R LKL
MR A RES MRS EES A7 A (CliniMACS) ZAWT
CD34 positive selection ZATV \ili{L L BEREFT 5. [
BHZ CD34 #i{b & 1772\ RN M e Hila 2 back up i
& LTHRSRAFT S, CD34 FERREETIL, CD34 #
(LA fTb7V ki B E R, WHERTFT 5.
CPA 200 mgkg % 4 HEIZ4 7 THL LBHATAMRE %
75, B, PLEEFSRIF L TR 2B SR
CD34 [BiAERa 2 ®iEL . T D%, G-CSF {HE5ETW
EMmREOER AR,



HETHEOMEERE 104055, SAITHLTCDM4
[BEARIRIA PBSCT 2 WfTL7-, K MEHIRIT14
TIE G-CSF DA ERAVT 4 £ TR 27072 X773
F+G-CSF DfRIZTER L, f10> 5 &ITHL T,
CD34 FE8IR PBSCT X MEfTL7=, 5B EH /07427
rIFCHIhSHEE TR L. BEOBKRLER
ORITTT,

IheOBEOMREL HRCT, FEREEE, il
KL-6, fuii§ LDH, BhRRMA 2534 I CRERFAY I RFAE
L, IEEOREBRNL ¥ T mRTSS (CLBEMN
REDEEITV, 25%LL LD ELL>THZEN
WU 7, B SREE 0 Sl BE L i A OO il BE L D Bl
LML PBSCT D7 +0—7 > 7 MiMILHR TS
ERELE,

Fi, JERAMBFOMBEEBRE 19 £IZo0T
HRCT, PRILHEAE, Ml KL-6 il mraici @,
ZA0—7 7 NI IEMRIREAR L DB R T 5 FEMEL
=

(G ERm ~DER)

AGFFE, LB ERFEEFAROGEZRSOK
BEhTwWa, @x0BELVEE TS 74— AF2
e MR ESRAANREROLLCT-
s

C. HFoesR
TR MM LA T 5881 CD34 (Bt
AURGRIR PBSCT 2HMEfTLAE 5 £ D55 2 4, BN
PBSCT ##fTLI= SADIL 2 ADB 44 THY. 34
AENSIP, | B2 UIP /3 ¥ — 1 Thhote, 2055, Bk
—BEIZ T CT EifROBEXBHEIL I A TH-
7B, IB 1A R HENELEL, Bk | FORR
THELHESNEOIX24 , B2 IIFETHT,
—7 | B M MR R R0t 6 A,
CD34 BIRBEDSS | 4, IEBIRBEDIL | HDRH 24
TRIBFESNMICH - ICMEHMRZEO MR D
7=

BRIELT, 28B4 BC THMEMENRELELE
Fo64P, CTHEER EOEIIME 24, HE24, R

24 ThHot= BYO 4 ZITHBVWTIL, 2858480
THREHRELZ B2, BB AR
EAELE 3 AICELTE, WihbiZ7oRY»
ICRBEREITV ST R ThoTe,

mRTSS ICE A EMREOFEHIZEVVTIE, CD34 18
RBEOSL 44, IEBIRBEOIL 4 B ENTRE L
HEShA, EWREOREEL MEEHREOR
FELOMICIZ—EOER LT, BRENE 2
F£#0%VC (B 1), %DLCO (& 2), KL-6, LDH (Ziigk
FHEE B 2T,

PENTEIERE 19 A OBMTIT, 7a40—7 o7 Blbass
(212 A2 MR ER AL, 74 TR ELIRD
Aot BT 13 BIATAF, 3 Bl 7uARY,
2&IcFrY LA RSN, 24 TIVCY AilE{TSh
T =, HRCT ICXAEHRFE TIL, MREL AL
TIX6 A TFE. SATHELROE, 55 | HREE
BEERALLD, IRTITALFRRBER Lo,
WREEA Lol T4 T3 2 A CHREMEMRZES
Pz iz R, HEaT#%O% Ve (& 1), %DLCO (A
2),KL-6, LDH (ZI3BA6A7e BE(L 2 BT,

D. %
S S B O BHR IR %5 PBSCT DB I RA R
HMLAHEIIL2L, EORRBLRLY THD, Bxr OB
eI, MEATLMEMAREL A ToRE RS
RTWAEDRERORRITITEELETES, Z0ik
FHRZBEGTHVBERALL TRELBAIC
AL UGRHREBBD 0T,

PO LA D72\ NSIP BRI R 21682
RIMF CES TR Y, #EITHESSc iz T, B
AR CHMEEMREIIB LTI BRI 5L,
aPBSCT 73 Ml B Al 7o 0+ B4 S| L 7 WTREAEA S/
Ehd, —F5. BE1EL EEETH I MEER
HRENHBRL e — BakE I CHNELF2iHY,
ERORRPBETHALLLICHELBSM RS L
BrEZ N,

— 75, GENIAMERE CIIM B ES R LIE
Pl 1074, QOL 2 FEL LB 52872
bhsb, PBSCT Z33BEIC L DM IR ZED B LE

- 23 -



PRIEL - ATREREAS RS T,

E. #&

MAEBE IR AMBEERREIC T AHERLL T,

PBSCT R4 TLLEDTHLLIIV AL, FENE
LR CHARE -FREEOELEHIEEMLE
TELFHEMESE L b,

F. feHEfaiaiiii

UBHC PV TARSR LA M EEEMIZ BT, IR
Mich, MRt L BORSREN, VA ALABRIZED
& B s RS, MERRAERE, LB,
HHAFSEROHE. FER, ROV ZRSOE
Az X v IEFTRETH o228, 1 EFITHECHKIMM
BRI A LEL L, WThoERLE
MAEEIH & & b I 2R L,

G. Wz
1. BorR=®

Horita T, Atsumi T, Yoshida N, Nakagawa H, Kataoka H,
Yasuda S, Koike T. STAT4 single nucleotide
polymorphism, rs7574865 G/T, as a sk for
antiphospholipid syndrome. Ann Rheum Dis (in press)

Oku K, Atsumi T, Bohgaki M, Amengual O, Kataoka H,
Horita T, Yasuda S, Koike T, Complement activation in
patients with primary antiphospholipid syndrome Amn
Rheum Dis (in press)

Fukaya S, Yasuda S, Hashimoto T, Oku K, Kataoka H,
Horta T, Atsumi T, Koike T. Clinical features of
haemophagocytic syndrome in patients with systemic
autoimmune  diseases: analysis of 30 cases
Rheumatology.47(11):1686-1691,2008

Kon Y, Atsumi T , Hagiwara H, Furusaki A, Kataoka H,
Horita T, Yasuda S, Amengual O, Koike T. Thrombotic
microangiopathy in patients with phosphatidylserine
dependent antiprothrombin antibodies and
antiphospholipid syndrome. Clin Exp
Rheumatol .26(1):129-132,2008

2 FLRH

HHiEh, REBESH, 125 SRHEBEOMBEIENER
toxtt 5 B FAH Mg B (aPBSCT) DRI
BT 38R $52EAAIYFELENRS

H. SR EERED HIBE - B
2L

BEF

AT, biREREREREETER ARER
- ARV G, SRE AL, b —
MEEIENZOERROEH /B LU/
OHER TR b, &EEICERT S,

H 1. %VC OiEgEOHS (%)

%VC

aPBSGTSi [ ﬂ-‘l:*ﬁ?i |

-~
130

.J"

"--:

_;_

_t

4 xm: oumcam

I
|
AN Gmieel |
|

23—-.—\-.-.
Ae——
Su.lltiiii?

punTn LERERTE
[ 2. %DLco DILFEDOHESE (%)
_eap ¥ SADUCO TR i
b l npnquE ] bt ot 5 i
L, e o
an: BREEE

" " 1 2 1 [ 1] “ ] 1 ? 3
sanen HERRRTE




awarpufs ywunedus 'gH ‘snnsis oideyuowsy

‘HH ‘swospuss sulosofuydowny G ‘erwousdnue suaomdowndos AWD opmmeydsoydopds 40 SO0 ‘D surumepmonad-(] i “duoostupaud 5 ‘supueidmsond 10 gt grgg

&
‘OH SdH
< = + = = sd = > = AWD AND AND THICWH
(By,01%)
0260 TSFLS TS 182 6¥l 8Tr LLT S6'€ LTI F1E SLT 1Ts 967 BY ¥ ,peaD R @)
- - - AD X0 AD AD kD AD kD AD AD AD bl e e
- = ADHD  ADHD  ADHD  ADHD  ADHD  ADHD  ADHD  ADHD  ADHD D R
18d 18d T8d
- - s nDd  Isd‘d 1sd'd 0d od Isd‘d ‘0d ‘Dd ‘a ‘od d Fagal
W90  SI6FE69  TO6WRT6 0T £> s> 44| 1ol 98S1 L8 90T €76 s> (xopun) 0L 198 1%
88V0  OTFSBI 1'$¥5°61 Lol 89l . 861 S0T ¢TI 891 v LY ¢6l (%) mmqoya-A
STLO  ORTFO08  LSIFESL vr6 08y el LS $T6 8'€R 606 TS 899 0'€8 00T10%
1650 €17¥#6°601 TLIFOTOl  THE0L 98 8101 g0zl 6T6€1 €66  6EFIL  EFI01  EFITI £59L (umuyque) .10
= - - - - + + # + - + = - dl
€S0 TIFOL 90FSH'| €T0 5790 £ 0 67 STl SLEl SLEl SLO ST (£-0) OVHW
SLI0  1'9FSl V6FL YT (4 8 81 vT 91 o zl 1z 1€ 1z CEO Wi sdemt
9Tr0  8STET 98FLT 0z £z 9z Ll (43 z€ €l ST 87 8¢ (15-0) SS.Iyw
- - - q A 4 E| W W E| k| A W (e
910 'OIFYTE v'S 179 8T 0f (4] 61 £ 43 8 S 61 LS W=ty
d WHEEE MR ol 6 8 L 9 S 14 £ T 1
ASFUBIN BreEGEE pEAD BEOAE v

HF Qi) OT TERTGEL LY R SATIBLN T MG - MR pedD - 28



suudonpuze {7V EXanoqRu ¥ [ ‘snuone) (v, sunodsopfotys) ‘aprurydsoydojods 4 ' ‘surummomad-(] i1 “duojostupaid 15 ‘suipure(Sesoad ‘O gog

I1Sd
XIN V1L
dZV  ADAl VSO dzv  ISd
8d VSO a XOAI ISd VSO ISd d ad ‘d a ‘sd
18d Dd  I8d Dd T8d  I8d  ISd - od 0d ‘a - Od Hd oHd a od ‘a Isd !
[ &> S L 08 161 SL 1ozt & S0 Tl & 9l 60T S (== & 66 99 (xepw)QLoS 14
WEPET  1TT 661  6SE  T91 LT SST 807 6Tv TIT TET SLI 991 L8] LTT (o4) wnqoyd-A
LEIFIIL 095 199 L99 O0FL 9TS ¥6L TO06 SL9 L8 00F 69 §SL 911 S8 £88 168 02710%
PLUIERY 111 SIL Ol voL TEL o1zl $S6 £8 81Tl () 310
+ + + + + + = + + - + + 2y = = - = = ” dl
(€-0) DVHW
60IFL'LY L fad €€ € 81 9 T 9l el €1 9 08F S G T 0T € (44 (D af Skt
1P 6FCEL <l 87 € w v £l 8 1 9 0l (16-0) SS1yw
| W k| A | A A q q A i W A i 4 W L W k| (i7"
LOIFI'8P ST 0s T s st 6€ ¥s BE  oF 9¢ 8 S 09 LS 9% 1§ S g6 95 Uity
61 81 Ll 91 ¢l [ £l Tl 1 0l 6 8 L 9 3 ¥ 3 T I
ASFmIN

BRIl 61 ThAGEL LLRAT 2



FASBEEFARMEE (RET VAX KBS T - IBRFREESE)
SETRRER

SREGHE /BEAGRICBTIAMERIEH MR
T4/ 0ULAOEREICHMT AR

WESAE TFREA BESBRYEZHREFHTEEL5— #HE

FREE ZREDE/ ERTECPMDMOERIEIT LV F="o0 PSL)ZIILOHETHRBERRT o4 FH
EATHD2S, 20~30%23 >~ P —ARRTCRENHEGFANLEL 2. ATFRITHRIENEHRE L UHE
THMBHBRICHT A2 70 Y AR(tac) DA AL RN L. BAERICE LTIz 8 4 6 M A2, 2 B &,
MRMEMAICELTIZS B 2 8HD, 2HBFE, | AINNETCHo . EFORMERENES2 100F3 6
LBH LR, HFHFECHFERAT oA FRE tac MFBENRKL, TOUREBEEZRMNTIZLASEBLELEL

bht:.

ABREMN
SRR/ B M REMDM)DERIL TV F=/
D PSL)EIILD LT ARIBEBAT oA FAEE
THHM, 20~30%iL = b o—F B CREMEIE
PERDMEE 2D, EF, Mh5IERESERE LM
RigEMxicd+ 24 20V AZ(tac)HHEANRE SN
TW5. AFFRITRFIENREG RS L UHRET MR
HERRIZHT 5 ac DFAMB LUE2MEERN L.

B. #RA%

BTS2 D VI MBI R R B L,
tac A S-S RIEN% 9 B, BEERBR | o4 10
Bl ()IEREFEFRICH T 2R  PMDM IZ3 LT
0.6mg/kg LA L@ PSL i@ E1TV, HRA+IELITH
WOT= ) tac ZER L7- 8 A RA L7, PSL BT
8, E7 12 CPK 25 30% LA HIETF LABAIAED
CHIEL, AR - BOBICERELT, te ERAE,
EEARARS, MmN CPK I, HREFR2LIZOVWTHR
SR L. QMEMEMRICET A - MEMEMN
REHRELE6HlIz>0T, BWECTFHR, Ml KL-6
7 VERE L. Q)ESt . 258 10 Bz 21T tac
DEREEEBEMNLE.

("EE~OERX)

TRTOEERRII~L - XHELMTL, BY
XY ORERRICEL CRHRFEZR20OKBLR
BLLLIEBELVAHRAELRBLTITIZ LM
’et5s.

C. FRER
(DIEREERRIZS T 220 % : 8 FF PM 7,
DM 1 | Th-oTz. 6 PHIFER, 2 BIITDHRF+HicH
LCER &h. BEHEITH SRP HifkZ 1 6, $i Jo-1
Pudk% 1 6, HETHiRE 1 81, #iJo-1, LUIRNP#
HOHES 1 IR, 4P CMRMEMEZOREL T
W, BESMERASRGH, EPB2HMTHoL. A
PEETITEDRITHLT, e 0mMPRENEL, DA
PSL A SWEEICh o7 QMEMEREIZINTSH
& : 6 B PM5 ], DMI I Ch -7, 1 FHIRMEHE
MEOBEN, 5AREMIZER SRk, CT Lik#E
26 (A1), REIRTH-7208, | flIIAEEELE
® tac 5P UL STz, 4 BT tac (E A M Tl KL-6
A RE Lis, A CIIAE 2-3 » A CIET %




B, FEAL KL-6 ik~ ITET LER L 3 £MiZ
EAZTCRBLTWAI b, MEEMEOENE
2H L TWwWAIREES TR (K2). th#E2 6
RWFh bl Jo-l HEBETH- . QVEEERIT,
BFOWEEERSE OMEL 3 6, MREBLECHEL 1
B, PMREMEDMEL | GIICEBOE.

D. &%

()IEFIEFER R IT LT tac OFHESBH Sh
f=. 4%z, PSL 5 EAHEBMSVRBTMEL, tac
OmpPRELZERFTIZLIZEY, ADENBLNAD
AT AN, (QERICOFRT S MEEM Kz
LTOYFARLEALONE. SENE FLRbt,
tac HE ML BROEBEBEAEALTEBY, BA
BBTHoLTEELZLSOAL. Oac THBNE
2THHN, BRI 2 MEEMNECH LTI
ErRARREETILOLELLNRE.

E. ®

tac IZAFIEHMEHR IR LTHBHTHY, BRIZEHF
BT AMEHEREICH L TLARBMFEIA, TOK
2HELEBNEEZ LR,
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2L

G. HRRE

. MXRER

1.  TokudaH, Sakai F, Yamada H, Johkoh T, Imamura A,
Dohi M, Hirakata M, Yamada T, Kamatani N,
Kikuchi Y, Sugii S, Takeuchi T, Tateda K, Goto H:
Clinical and radiological features of pneumocystis
pneumonia in patients with rheumatoid arthritis, in
comparison with methotrexate pneumonitis and
pneumocystis pneumonia in acquired
immunodeficiency syndrome: a multicenter study.
Intem Med. 47(10):915-23, 2008.

2. Takizawa Y, Inokuma S, Tanaka Y, Saito K, Atsumi T,

s

—
.

Hirakata M, Kameda H, Hirohata S, Kondo H,
Kumagai S, Tanaka Y: Clinical characteristics of
cytomegalovirus infection in rheumatic diseases:
Multicenter survey in a large patient population.
Rheumatology 47(9):1373-1378, 2008

Suwa A, Hirakata M, Kaneko M, Sato M, Suzuki Y,
Kuwana M: Successful trestment of refractory
polymyositis ~ with  the  immunosuppressant
mizoribine: Case report. Clini  Rheumatol
28(2):227-229, 2009

TakadaT, Hirakata M, Suwa A, Kaneko Y, Kuwana K,
Ishihara T, Tkeda Y: Clinical and histopathological
features of myopathies in Japanese patients with
anti-SRP autoantibodies. Modern Rheumatol. (in
press)

THAMA: OHHEE (BRI - FRGR]
R AEEBR(NT), 57:1299-1304, 2008.

EHBA: BRI 5HEHE BRRE
52(5):504-510, 2008,

ERHEA: T I/ T v (RNA SRR (ARS)
itk L T OBRKMOEE-HL ARS HABENHE

7p ¥ BAMIEER 67(5):359-369, 2008.

SRR

Hirakata M, Takada T, Kancko Y, Kuwana M.
Clinical features are governed by immunogenetic
background in Japanese patients with anti-aminoacyl
{RNA synthetase autoantibodies.  72™ Annual
Meeting of American College of Rheumatology, 2008
Oct, San Francisco.

Sato S, Hoshino K, Satoh T, Suwa A, Hirakata M.
Inada S, Kuwana M. MDAS (Melanoma
~Differentiation -Associated Gene 5) as an autoantigen
recognized by anti-CADM-140 antibody in patients
with clinically amyopathic dermatomyositis.  72™
Annual Meeting of American College of
Rheumatology, 2008 Oct, San Francisco.

EREA WHRB, wBEh FARET &F
T, ciE—, &4 EM: Hi KS(asparaginyl
RNA & ALBE - AsaRSA R D BB - RTBEF
MBI T AEFE. WS2E AAY OvFE
24, 20084F 4 A, fLEL

AMMEROLE BRRR
Lodia k)
Tzl



2. REVEER

2L
3. To
zL
[ 1
HELEH (InJo-1in{k. 2t%)
M#ECT GAaa) MBiCT GAMt)

1800
1600
1400 /}'\\

1200 %

1000 ;
~ _‘,/"\
800 - . o
600 -
. -
400 —— =
200 s

1
-7-5-3 Mm% 3 57 8 1113151719212325272931 33363738

(A)
—yN — RANE —FE

U]

=50 L



A% BHEFERADE (RET LAY KBS T BRTEFD
ST RBEW

SHAYLRICEOIMEEMBEOARICMTEIHE

FESHEE HEPAR ERESXEEFHE-AHERE R
BIEGHE WilEhg [ s
HRGHE FHOA F BH#
B LE FREAS F BE

FRER BRSO T ML LELEER TP HRAR THY, BEFERICIEN LT T, REE
i1, P TRRRICOER L MR R 54 70y AR MEALE 50 EMITOVWT, TOFAEE
LhaRA2T A IR LTS, TORSR, F270Y) bR 1T 38% DMEHTH 2ME, 84%DIER THFLL EOHRET
L. IV-CY &4EiC first line COOFNHESES A, #iC, amyophatic DM 72 ¥ D BMGETTIED T R2HBIC
FHLT. W02 70U AR ESAHT, PIMERO KBS MBS, Eit, HEERFEIT. BRARAE
. CT FiR.. BRI E, LERERSCAT AN R, Ml KL-6 72 )D& A9 RS+ 5 L8157
&his, #i0, HRCT DR 7Y FL AT MY, BERER, GC 5, A RNEL REFIZHRBIL THY, i
B o T ROTEELL THATHL B RN, £, 270) 2285 hOEML BRI, ML
%2, =a—T AT AR 2 B, FERTEHETREEIE | BITHY. VLSRRI S RS h A EGIICHRL T
B0 SEAZEFAO B ERERET 772 ST SHICES | KT RABREDOLEEARL) L2 o7

A. BFEE®

BRI T MBI LIILITER T F#
FRTHY, BEFEERICENEL T, ShET. 77
oY LR, 7aRHY (CsA),, YZuhRRZ7IF /LA
L (IV-CY) e ¥ ORI L AL EARERE
M TEDLO T MEL M7, AFET, ST
BRI LA MEERRIC T 57 7a) AR FHERL
7= 50 FEFI= SV, FORBHEL PRI T 4TI
B~

B. BfRAE

*HET, Ak 154 2 BB 20465 AOMIZACR
BV ICTRERHEN-BRFBEE T, BE,
M58 HRCT (= TS BhME M B M S HlB & 7o 50 fE
@, #ra) AR 1,5-3mg THAL, MPBEE 5~
20ng/ml (CHERFL18D R BB 5, WO, PR
. BUnizloaKER, B HAXR, b
HRCT. KL-6, BIIRER ISy E/2 Y ORI, A%
HELEARELE,

FEFMISE L LT, ATS/ERS EMITHE-T 2 A LL
FOREECREDREITHEL -, IR RHERL,
@ & WA (VR R %) . QHRCT EoshgrsSLH
B, @sp02 IZLAMERRIEDSS 3 AW 2 THE
PLETHELEHELORE), | HALLETEL

_30_.

FIHE(L LHEL, TOMETRE LU,

T~ HHYEMAETE B L LT HRCT (CLAE A
R AL 7=, HRCT B RIZF 7Y LABRRAH] 1 &
AHBLUBRMEH 6 » AT 22U LONBEIZEVER
AOIZEMEL 7=, HRCT A7 RITiafanEic, KBRS
AU, SRR ~OL RN — A0 lem k5
DL~V o 3 AFTOFED HRCT EEHH Uil
RL. 28L LONBEREAZAAIC 2T TREOE
HTRALEOTYELHRCT 27 ELT0-3 ATHIK
{kL7=, (ref. Brantly, M. et al. Chest 2000; O=normal
CT, 1=mild disease (1 to 15 thickened interlobular septa
per segment, 1 to 5 patches of reticulation, subpleural
cysts, and pleural/parenchymal scars), 2=moderate
disease moderate reticulation, peribronchovascular
thickening, traction bronchiectasis, tracheal retraction)
3 = severe disease (areas of parenchymal consolidation,
diffuse areas of peri peribronchovascular thickening,
traction bronchiectasis, and patches of reticulation),

(f B~ )

BkarERTAB4IR. FRBEOKEER
£ B3, IRB TERBAB-HFEICBEL. BENLA
VT bR BT LT, REZRE0OHKN
WL, FIRBEORARMERVTIT), BFO
BEANSRLFUBHBIA CE l  RECAT T



—SIIBHEOELYAT Lrb> THREICEEL, A
ERENICSYILC. BER, EFNABTEDI
{2247 faBiEb B2V e BRI T 5,

C. FERR

SERE 15 £E4 8 LI, BIRRICH BB ERME R &
SOfEH [5 12-%38] oL TH o) AARERLE,
KRR, MUY ~F 26(MRA 4), MESE 10, &
%52 8 (amyopathic DM 5) . IRA{ERE SR 672
Y, ¥4 2.0 AlofENRFRTOERE Do, K
AT TIE, it 3 KBITH A~ &I SpO2 (&l
<, HEIZKED glucocorticoid (GOXEL, 1 HITA
FufF OV AR (mPSL1g) X KefTLE,

ZraYLARE 6 4 A &OBRERIEDR (F{ERERE
NE, Eitwogt, BRELOER) L, YORBTLHL
HICHEDETARLNE, LICE B K- 28
% TOBRERIGEDRA B I->TV .

HouY A 5.6 A %O HRCT 23T, 24T
p<0.001 LEALDRE T A MBS N, BV ~F, K
Wi SRR &, MEFEOW-FRL B2 HGES
K&, MCTD Tit HRCT Eifg % FFL B/=fEMHS 2
Bl L THLT DR ERMATIIAR A Cho 708,
2192098 — 1,92+0.59 HET %,

#rOLRRE 6 » A#%O GC #5 & (prednisolone
W E) 11, 2T p<0.001 & T EHELEL
. BRlc, B~ F LB R TR BRI REY
BT, MEE, AR SARER TR EA 1 H
o (AR EEIIRHEAT),

2ou) LAE S HICHBL A E W& (CoVTIL,
MRS, =2 —T L AF AL, EFEEET RN
FEHSE 2, 2, 1 BliCHBL, #20) AR ERFITIIMER
BRMEICHTAEESEECTHIIL RIS,
FER SRR YE VIR HRCT (I THMEAT SRR
nr-EAICHRLE,
D. B8

BEMICO MBI, IIIETE C ol
FTHETHDH, FroYAR|T 50 FEHF 38% THAT,
FL U ELISADRIGIELE AL, #2704
2%, BEOER LR HERBFE ML THRIEODHK
B R TS HY, IV-CY AT O R/ LR
sV OBTEAIE ISR IETEOERICL AR
T, SROHBRBRILYLETHD, T, F/0UALR|C
LAMBEMR R ORI RN, BAESETLHRCTATR
O, VERERPLATu/NEDOETIZ, ZF#8)
ERLL TR EETHAILASTRENE, FiC, HRCT
Aa7 ik, BRERIELR, GC # 5K, I6RDRHEL REF

(CHELTRY., WEEgoE ROFEELLTHEA
THIHEELSTFEh

—7 ., MRS PCP R b, BEYE
DOREITIZHHLERSLET, %I PCP IZBLT
i HRCT o THEREAEDAEMICIIHERSEE
THLEHC, REBOHENLRROMBEEMER
2152405, PCR ITLD 2R E-RT A, TB-
BRESERTL TB{UEXDS,

E. WK

REIRR I G L 2= T i P BT PR 2% 50 2L,
SraYiArL 38%DIERTHEZERRL, IV-CY &3k
|z first line CTOHFALHRINA, 4512, amyophatic
DM X oSt THFRBABBICHLT, A
PHADEO 27 a) AR EDEH T, VIBHEROEE
HAHBINE, T, AENMEIT. BEER, CT
AR, DR EEFE Y E, L ERREE-CAT o ], M
1 KL-6 22X b SMICiMET D0 Bl RS h
7o, #IT HRCT A2 7|3, AR, GCR G4, TaR
ShiEHEL REHCHBEL TEY, Mo F e
fiEE L THRATHA BN REN
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FEAFBREFERB & (RETLAX—KBTY - BRTAER)
SEANERER

SREF L RAHROBEETEMBRIEMEDOER-ET IHRE

Jyu=F - BRANT KRG

HEnEE ABEFA HEERKFROEMEF—

WREE

LR R (PY) /EEEBE M. FICHRETROBEH clinically amyopathic DM (c—-ADM) (=&
BFLH <, (BE) AMoBB THETTHRMETRMEMMZ (rapidly progressive interstitial
pneumonia; RPIP) 2 AT oA FEx L L LEBRICEFRMETHRICEOMNTHS,19855 8 4 A5 2000
£ 11 AT XN/ RPIPAHEPM/DM X 12 BT, 55 988Ky AURICHERRLTRECLE,
2000 4E 12 A5 2002 £ 12 A £ TICBW L7 10 BT, (O S PIHB AT oA F+CsA+IVCY THF
L7, 2003 SELIRE T 18 Bl RMT L, e ROEAZRLLY, ¥ 270 ) AZRBEOLTHF 45, Y
VxR /RE 2P 1, =& FZAET MRS 3 FT 1 HI2 RPIP OMETTIC X B FFRAF L TEMMIC
- Lz, BE-T. RPIP &6 PM/DMEEFIIC IV TIL, BB EHEMEE2 Y ICx4 2 2R 0FRLFHE
LEEOE 2 HCHBHERIC B 2 Thh . AT oA F+CsA+IVCY OB RIENFABFRATIXED

PO STONE_ETHLLEBA LRI,

ABFREM

ZRMEMR (PM) /MR (DM, RICHRER
ROB#E7 clinical ly amyopathic DM (c-ADM) |Z
8L <, () 240l CET T 288 E
TR (rapidly progressive
interstitial pneumonia; RPIP) ZAX7T nuA F&
fuld LERRICIERE CHRICEMITHS Z
LML TWA, ARBFE TIX RPIP D RHE - WY
B KBRS IC R 0 A MK TR OF R A FER
MAZIILDE LIHRABREEHND LT
HRMEMLEIEDLZ L EENE L,

B. W F

RPIP OE2MrIZ (3E) AtkizllfTd 2 ERkEER &
HRCT BE{@FT R (FE#KE2MT & L T DAD/fibrotic
NSIP AP ENDFR) ICfY, RF oA FEE
BRI ELHRRBEORELRBDOR2NILT
HREB L, 1198548 A5 2000411 A
E CICIXZMEE W5 & RPIP S0F PM/DM 2% 12
pEEH SN, 55 9 A%y AUARICELCLTW
T, & Z T 2000 4F 12 A » 6 2002 4E 12 A ¥ TiL,
RPIP &6 PM/DM I X2 FICEWIRF L D KRR T o
A FicvZ2azr@Vy (Csh) L7 akAR77 3
RN AR ERE (IVCY) 20FHLEEEZA, 5

BUTEHR L7238 @ 5 FiZ1E D RPIP OE1T
ICL AR FALTI r AUAKEL Lz, £0I8
PR A 5 2 T, 2003 SELLEELE CsA DFED D (T
Zro LA, IVCY D1 E#EEEE 1000 mg 226
2000 mg ~FH8, FEERIREMBEE 4881 2
ME~DOERE, IVCY CBLTI VX o=TORE,
ZFLTAFuA F+CsA+IVCY (= TNF JHEEDOHF
AbLRAt,

(oo~ DB RE)

PM/DM #f L TIX AT A FOLZPMREEER L 72
2 THY, REAHELFRESEASATNT
LEGAMER TH DI, ETOBRREITREN
thElic + a2 BA LTV, REEXBTHrLREL
tﬁ

C.HFRR R

2003 ELIBCRRIOETIC 18 G2 LI,
AIRIZBHEN 10 H1 L 2L BB C-ADMA 8 HI L
DM %5 8 B>, PM XA 2 B THhH o7z, VATS (Z
LB RIL 6 B TCiThbh, 28] non-specific
interstitial pneumonia (NSIP) A3k L &M=,
—J5. #ig 3 Hlizvih b diffuse alveolar
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