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LA 7 =B FRERO 2V i IEES] T -
7o F12Z OEFNT, HiSmbikE A LT, Hi
TREER L STIEEEO R ZW- LI-MCTDILTF
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BBV Ty hTHBEZ LIIHAATH B, AFET
HMCTDD 18% A3 FLSmBLIA G T, [RIGTAERME
MCTDIEAF TIZLAIN ORD L& TH 503,
BrEREL AW IMCTDZ HE LB &I itBeKiz B
ITAMCTDE I LV B2 lla bl ERTRX
n3, LinL—FT, Mimi/EESMCTDIZ EHEE
ThH5H NI MATARARE THERINZEDTH
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MCTD SS¢ SLE PM/DM RA

e mEESGHEE 183 136 62 1.8 1.6
(13/71)(8/59) (4/65)(1/55) (1/64)

(%)
PM/DM RA
oLE 4% 4%
b, (1/27) MCTD
(4/27) 48%
(13/27)

it 0 10 JE
SSc
29%

(8/27)

M1, FERBICBIMELEE (PAH) A 6MHEE

MCTD TPAHM & b EHE Th oz, ZHiDEELZEH] LI-LDOTH DA, BEORE L REOSOHHEE
THY, SEIOREFIIMCTDEEDKRERX T2 L TEUEFIRELEZ 2 b, RBEBRLIZEIBEZHC
H 5,

Sm DNA  Scl-70 Jo-1

MCTD (EAEZ M) 179 286 3.6 1.8

%

Sm+DNA  Sm+DNA+Scl-70

13% - 4%
Jo—1 (3/24) (1/24)
4% Sm
(1/24) 25%
Scl-70 (6/24)
(1/24) DNA
50%
(12/24)

2. MCTDIZEIT % K BERGE
PIDNAGLIED B b B EE Tdb > 72, £ 72 Sharp & M FUCSEER T T4 L4 U PFVEFICEB VTRt & &
EINLHHSmBLEIE, SEIOEFIBETIZ1I79%ICRD blz, 2BMCTDD42.9% TWTFN D BT

EEH LTV,
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T BB RPAHD R 7 J —= A7 R #HER L C& /e, 70, InFEOF - RPAHIGREDRFEIZLY |
PAHIZA T 2B LR BHICEE - C& e, TOME, BIEFE CITBEER, FRAROPAHEE bR IND
X oerote, £, HRCH - 2PHOBIRIES AR S, EEIVEER-C/ERBT 0 R 2 it f & JRoR 3K
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@PAHD BT LB 2 DB T R E COHEEMBIAIRIAEYE (ePAP) © BRHHEZF#H T 5. @PH
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RN == T RITHZEICKY, BIED DV ITHE ERERIIZITbND KOs TE T,
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20
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B A& S 8@ (MCTD) 0 i Bh Ak 4 it M L £ (PAH) EMi D F 51

. B EESE % 58 O BRARPT R.. BRERFTR

A, FHERO BLIN
Fa-B Ao g AU S B
5 1 IEIARE O T
HIER X B8 T O FFBIRA SIS DILKR D 5 VITAE T B DOREH
DER EOEERERH HVITEEAT
B. BNP %721 NT-ProBNP &
%VC/%DLco=1.4

T KRB D 1 PR BRI

. LREERERE

1. HEMBIRIEHTED 36mmHg  (SRFREEE 2.8m/s ) UUTF
2. HEEMBIRINAETES 37—50mmHg  (ZR AU fEE 2.9—3.4m/s )
3. HEEMBIARIGERES 50mmHg  (ZRARHFHEE 3.4m/s ) LV K

. BbhT—TFTARE

1. JHEIRESIE 21—-24mmHg

2. HEIRYESE 26mmHg Ll E

2

PAH
no 3%
OO2Z#Y L, TOADAERL EZ2#HAT
Mo 2 Z7%H

PAH 0%\
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Mo 1iZi%4
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EABEBREMEEGhe (BEEEEBRTRMEEE)
TER20EE ~FR22EESHT AR SRS E

L UIRNP ith O HIR1EICBE T 5%
- 5 UIRNP Hif&& MCTD/SLE (iR R fERICEAL T -

WA - I BRK AR REREFTEA N R BERR R - HBR

WRER

ARICBWCEEERER > 29 2B ERBHILMEFH UIRNP FUIABMHEFRZ W, L LIKERHT
W8T 251 UIRNP HUfRIZ oW TIRRE 2 W, AP TN B (CSF) O MEGUE % 3 et
L7z, H#EA#E (CNS) fEIR% 2 U721 UIRNP HiiEBHE SLE/MCTD 28 AE i+, BIBREAT a A K
EE e M RE N ULETH o 7= SLE/MCTD 12 & B EEWERIENME CNS SER (NPSLE) #Cid, Zhbh
4+ CNS JSESRIERFIIZ EL L CSF H4T UIRNP HiiEBEE R FBICH I 272, % 7= anti-UIRNP index i¥ CSF
IL-6, IgG index, MIERMRAFAIDEE (Qalb) & FHEEN 72 <. NPSLE DOfFRATRIFEIMEFGEE & 70 2 FIEEME A
TRIBE N7, 728 anti-U1-70K index i anti-Ul-A 33 X (N U1-C index & ¥ & & {E T, CSF FH; U1-70K #i
EORFTE b—713BHO T- BMlR—E h—7 L —& L, BEATZOEENFIE I Q5 TR
DRI S, E e bhvbivid CSF-Hi UIRNP HiikBE#E#] ¢ CSF o IFN-a, IP-10, MCP-1,MIG, RANTES,
fractalkine 23/ < . NPSLE 24 J£# (CSF-HT UIRNP HiiEBMEE=46%) & A7 01 MR L 6 EH (A
17%) & ZHET 5L, MCP-1 BRIFE CHEETHS (p<0.05) ZE&EOXFLHi, LU EHHITCORFN
VETHDHH, MiE-Hi UIRNP FifkiBE NPSLE #3%# Tl CSF-fi UIRNP fifE03 & 1fi ©. WEWEEE
BT 5EBEENTWAS CSF-7EHA o BHEBET A REENH 5,

A HFRE®

Pt UIRNP FiiA 3B R B ME+ CrEE IR B. 5k
H &, %I MCTD Tl Aiflie 22 5, LA s b 2002 €2 5 2008 FEDRIIZ CNS SEIR (ACR 2378,
A —BHEOME L EE, BEERERAL 2 & —Eo 1999) ZRHE L, YUPBtiz ABE L7- 28 BlOBRHREAE
JRHE & HUUIRNP Hifk & O RBREARIR X TV 5 23, (SLE 24 #fl, MCTD 4 #, CNS JEIR % FIE L 7= Tt
Hi UIRNP HiliE D ke E Digigs (233 2w\ REIC > Efp=3415) Z2xIgL Lz, MiEL CSF FOH
THEHBEMRTET VA 2RTRETE DD T2V,  UIRNP/Sm/SS-A Hiifld RNA-SE L4 (RNA-IPP)
bhbhid, HLUIRNP Hifk (RicHi Ul-70K Hifk) & ELISA (MBL tt) THIE. #1 dsDNA HifkLHY
2 invivo TEN b D BEIRBIC RITT R AR AR Y —2A5 P HifkiX ELISA (MBL #) CTHRIEL TH
L7enweE X7, % Z CHl UIRNP HifE S EES 5 FARIZ L D CONS itk & ORE % 827, anti-UIRNP
FRREORAICBWTEDOEENTLE L TWH1hEH index (= [CSF-#Hi UIRNP Hiiffi/CSF-1gG & ] / [ifn
FEIZT B 728, HLUIRNP UK BE CEEE L 51 UIRNP Hifkffi/ CSF-1gG #BEE]:) ZFHE L,
S B EEMEMEA 2 S PR (central nervous  CSFIL-6, IgG index, 38X OMMLihXBEPY (blood brain
system: CNS) fEdR % & 7= L7 BFRBEICRB VT, barrier: BBB) &t Df§HE T4 % albumin quotient
Z DOBEHE (cerebrospinal fluid: CSF) FoHikibik% (Qalb=CSF-7 V7 I VBE [mg/dl]/ miE-T /v
HEL, ZOBKABEREMRHN L, E2, CSF-H 7 I iBE [mydl]. EF<0.0076) & DHEIEZFTE~
UIRNP Hifk & &M (NPSLE & B&ET 591 b 7o
HA 'R A V) ITHRERRNNE D BRI F 72 OBEENRPTIC BT 250 UIRNP Hiik D5
72 ME LY ARICT 572012, UIRNP IR 2 EA
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B4y Th 3 UL-TOK. A C &Rt 3 5 KISt %
DY) areFr MURZEME{E U7 ELISA Tl
B& CSFEAVWTL LA, REBUI-TK BBICHE
LT ZDERERE 24T I VBT FRELTE
ZEm L. ELISA 2 & - T « CSF ORISMEE B
L7z,

ELIZHRHRERIRT —# & CSF »3d - 7= SLE28
i, MCTD2 fil%& xt5 & LT, CSF HOBKMRT%
BIE Uiz, B 141, &tk 29 #il. CNSERDFEH
FAEEHIL 32.3 B CLCONS R Z 580 72 BRICERBL &
7= CSF % v 7z, CSF PORMERFORIET
Filgen f1{Z4X#8 L. Procarta® Cytokine Assay kit %
VT IFN-a, IL-8, IP (interferon inducible protein) -10,
MCP (monocyte chemoattractant protein) -1, MIG
(monokine induced by IFN-y), RANTES (regulated upon
activation normal T cell expressed and secreted),
fractalkine 7 FE¥E % Bio-Plex ™ Iz L W AIE L 7=,
CSF-#T UIRNP Hifk 5t 8 L 2P B#E © CSF Fik
HETFOZE, BRIICAT oA MEMIK S SNCE
Bl (% MRI, Bz, CSF O— A7 ¥ TH LM
BENRL AT oA FERIZLVERSSHEL
fEGI) & NPSLE & B % bV /ofEf] & TR+
ERRVPEFT ST,

C. WrotsE R

CNS JEfR % 2 L7 SLE/MCTD 28 B O g,
L UIRNP, dsDNA, SS-A, Sm. UAR>'—LAhPHik
FENERN TS, 61, 57, 25, 14%ITF@H=, Lol
CSF H°CidHi UIRNP Hifk (36%) | # SS-A Hiulk (14
%) . Pi dsDNA Hifk (7%) DHHBFEH L, HL Sm
Pk, LY A Y — A PHFIERH IS ol (F
D, B1:-2I13FT X5, SLEMCTD & BEd 5

TEEIE R AENE CNS JEIR (neuropsychiatric SLE: NPSLE,

JRYE T2 ¥ OB BRI S, EOBRIZEIE K
BAT oA RegieBEmilRErE LIER) %
A UIERCIXZ LIS O CNS JER CEAINE, R
SE, MAAE/RY) %2 ULERIZE L CSF FoH
UIRNP HUEBER S F B2 72 (70% vs. 7%,
P<0.001) , ¥7- anti-UIRNP index {& CSF F1D#i
UIRNP HEBE (RNA-IPP) fICrid < COREH T
B (2.1-13.6) E72oTW (F1) ., bhvbho
FEBI T, CSFIL-6 X° IgG index #3449 L & NPSLE

28

EFITEREZRL W7 (1), —F. BBB
EBEDRETH 5 Qalb 12 NPSLE fEFI T, FH LIS
@ CNS FEWIEFINZ L U CEfl & 72 2IER A EEE
Thotm, LML, anti-UIRNP index i 23 6 DWW
@*‘m)ﬁ@a LIAAMEAEA TS o7 (H2) . 28
AREZETIIRL TRV, EREEHEBEAZZE L
72 HE ﬁmi anti-U1RNP index 7% 4 ¥ 3 ] TIEW%%
WERT LCWe HERIZEZR L TWRY)

Pt UIRNP Hifd 3@ % . UIRNP &5 FICHE R0 E
HT®»5 UI-T0K, A, COWVWTHNIZRIET 5,
anti-UIRNP index & [FIfRIZEHE L7z anti-U1-70K
index (=3.1£1.8) [T anti-Ul-A (1.5£12) BIW
Ul-C (0.9+0.7) index LV b ®WETH -7 (K 3) .
$ 72>, CSF FOH UIRNP Hiik s f g oht
UIRNPHED T 7 7 A NV ERRZY 2 1gGITH L,
FLULTOK fifEd b o & b B ShTnwaz e

BT 5, 2T, CSF HOH UIRNP HLik 2358
T B UK Do b —T7%, fUR_TF KN+ H
F{k. L7z ELISA THiEt L7, MmiEH O Ul-70K Hi
KX, U b A LR p3088 IZ R DERSY (aa 59-73)
$ £ U RNA-binding domain (aa 104-183) % &#e4<
DARFF RICIE L TCW=Diekt L, CSF ot
U1-70K HLiid p755 OS5y (aa 144-164) IZh o & %
EEEICONMEEFED - (RIZIR LTV RNy |

% 7= RNA-IPP CHIE L 7= CSF-fit UIRNP HiikBE
1251 & B2t 18 Fl & s L7= & Z A %I < CSF
1D IFN-a, IP-10, MCP-1, MIG, RANTES, fractalkine
NEWEMZFED 7 (K4) . £72 NPSLE & 2l X
M= 24 SEF] (CSF-fi UIRNP HUiRBMEH=46%) &
A7 aA RigdE Ll anc 6 ER (A 17%) &
3 5 & \MCP-1 M RiiE THEIE Th o 72 (281 vs.
151 pg/mL, p<0.05) (XE5) ,

D. £8
NPSLE 8 L UL D CNS fERZ 2 L7-$T

UIRNP kBt SLE/MCTD 83 D CSF F OHEEH
REFRRTz, RFFETRINTZE 1 i, 7L UIRNP
ikt SLE/MCTD C CNS JERZ BIE L2 B A D
CSF-#iL UIRNP HilADERIKRHIBEERETH D, AR T
MIHL UIRNP HLiEOBRHICEA L ThH » & HEERMERN
Bl DOBERRETH D RNA-IPP AW, Bk
Bl CIImBEE ISR R eEMBIRE L LE L LT



foo —H. LIELVIFEICERTHIATrA Riok
DBk S SR CNS BRYYE (BRI L) | EXT
oA FHAEREIC & 5 EE ML Cld CSF-H
UIRNP fifkiIREETH A Z LB E ol Thbb
CSF iz Hi UIRNP HLiELBBHETH - B AR
BRI X DIEEMESIENED NPSLE L 2 C& 57
EMERE L, EASEF - REES LTIRE LA
anti-UIRNP index %, WEF THIE S TX /= CNS
FEAR D FERE & 1348B3H3, MPSLE |2 f¢ RO TR B
TR L 2B PIREMEDN B B,

AHFFE TR ENT 2 REIL., CSF-Hi UIRNP Hifk
%3 BBB DEED A TIIHATE T MIENTEOE
A DT I N TV DATEEMETH 5, anti-UIRNP index
A% CSF-$it UIRNP HUKBGHED T X COEFIT1 2 2
2TV Lk, HL UIRNP HifksS CSF B¢
W LB ShTWnaA Z & #1875, 51 UIRNP
PUEIZIIE RIS Em NG CHEET 572912 BBB O
FILL Y BEENICRAT B FTREMER B B 48, 20
TR ok o iz B ShAFREMEY, F
7= anti-U1RNP index & Qalb Dl & AR €L B
BiviehotzZ &, anti-Ul-A 3 X U0 UI-C index {2
L, anti-Ul-70K index BEETH 72 &0
U1-70K % B 2351 UIRNP HifE O RENERN T O BEA % 3
B 7-veEtE 2 X4 5, E HIZ CSFHOH UL-T0K
RO EERFE =L b —7 (p755. aa 141-164) L.
Tl (aa 131-151) BLXUO'BHIfE= ' b—7 (aa
104-183) & L CTH CIZHE STV AHL, $742b
% RNA-binding domain & —#&% B\ I T X THEHE
LTCWe, LEd-T, CSFFOH UIRNP Hiiko
PEAED BBB %3 L THiNIAA T& 72 B Ml D IR
BEEMEIZ L B E1EB 22 <. RErcHMI
FEIN-ATREENARVEEZEZ D,

4, B UIRNP S AT 2 A X, 1
WA B —7 0 ThBHIFN-a® inducer & L TiE
HENTW5, £7/-Mmh IFN-o# i3 UIRNP &1
RNA-binding protein (RBP) (ZXf3 A%k (HL RBP
yik) &g Y5~ h—F X (SLE) DREBEE
KOBEELHBET A9, & F SLE TH IFN-aid
WRBRY A P IA L DOEDEEZLNTNS,
—77 . NPSLE iZBHE T 2 BHEERF & LTW < 2ho
YA DA RTEDA VBRRESNRTWS, CSF
CHIlE X7z IFN-a, IL-8, IP-10, MCP-1, MIG,

29

RANTES, fractalkine 23, CNSJEIRD 72V SLE 2tk
L NPSLE BE THRIZBWVWE Sh T3, £H
BRERVZ L2, 2 b DRERF O 5 & IFN-a., IL-8,
IP-10, MCP-1 i, CSF bR &7z 1gG & Mk
BAERA L TERLZREESEIZEYE B
PBMC Db WS R S D Z ERBEIh TV A,
SEIORREN S, B miE-H UIRNP Hiikipte
NPSLE B3#E 23T, CSF-Hi UIRNP Hifk & MCP-1
ZIILHE LI TrEl4 2, BIUIFN-a3#BE 5
LHAReMEN B D, LA L. NPSLE DIREEIXZFE T,
FNONRET HAREEERH V. TEBRMNICRT
24 NEMR & OBRINE LD THLY (Wit
BET2) EFAILENLTHEET S, SBELI
BEHEFEBZ L, hofiEidk b &0 TRFL
7= bET, k0¥ —DRREIZxE 5 CSF-HT UIRNP $T
EDORERIERZHEIC LV,

Pt ULIRNP HifEORE R EZIC OV TR B
BEtSh T& 7, RBESFE TS, KIS H350 UIRNP
PLIAERHL dsDNA HLIE A AAH M BEEZER ML D TL-10,
IL-1BB L TVIL-6 DEAZHET A Z L&KL, &
IZH1 UIRNP Hi{kiX Fab #8300 A C 4 IL-1aE A D TTHE
ERDLEERELTE R, S5z MEFEARA
B2l (HPAEC) T %51 UIRNP HiffA<°HT dsDNA $1
&2 ICAM-1, ELAM-1, MHC calss Il 72 ¥ D3H %
BMIEARZLEAFHL TS, L UREEICE
WCid, NPSLE B T 1gG RREE A KO ILE H3EE
A2 7-®, HLUIRNP HUE S EEAREE L
FHHELZD, HLUIRNP FifEEM CREMEEZ R LT
DFBAREMEIEN L EZ TWD, Thbb, 46
CSF 2 RW 2 SN 7=51 UIRNP Hifkid, CNS #ka
DEFIC LY MEAN~BE) L 72 Ul-70K B HURHRK
LY, EMEEER Y o SERDHL UIRNP Hifk %
PEAELEEWVWS T UAREZOND, 5. K
DETHBELE ) Zyu—FAHEER T, i
UIRNP ik % 2 W i3t UL-70K FifAY CNS (20 A
R BAEBERIITIERS L TAHEN,

E. #5386

fff UIRNP Hi{&BEME NPSLE BE (23 T, CSF H
DOHLUIRNP FiKIIREAMERE A T2 EER D
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£ 1. TEEMHELREM CNSER (NPSLE) % 2L 7- SLEMCTD &%

CSF
age Dx. Cell Protein IL-6 : . .
Byl mgidl pg/mi IgG mdex CNS manifestations
1 32 SLE 43 128 1190 0.80 Aseptic meningitis
2 30 SLE 15 31 318 076 Aseptic meningitis, Cognitive dysfunction
3 29 MCTD 33 81 3240 0.72 Aseptic meningitis
4 20 SLE 1 48 2.31 0.82 Cognitive dysfunction, Psychosis
5 39 SLE 13 20 185 0.61 Movement disorder, Headache
6 40 MCTD 121 155 837 0.59 Aseptic meningitis, Cognitive dysfunction
7 43 MCTD 8 43 148 077 Psychosis
Acute confusional state
8 2 8iE 9 B I8 L Cerebrovascular disease
9 32 SLE 1 14 ND. 089 Headache
10 26 SLE 10 29 644 083 Psychosis, Headache
11 41 SLE 8 119 N.D. 0.68 Demyelinating syndrome
12 56 SLE 2 3 183 068 Headache
13 29 SLE 3 52 N.D. 0.65 Acute confusional state, Psychosis
serum CSF Anti-UtRNP  Qalbumin
Traatmonis ANA ANA TSl 109

2 mPSL pulse, high-dose CS UTRNP, DNA, SSA  U1RNP, 124 3.7

cyclosoprine A, IVCY Sm, tRNA, Ribo P SSA
3 high-dose corticosteroids UIRNP, SSA, Ribo P gianr 94 157

mPSL pulse, IVCY UTRNP, Sm, SSA
4 DFPP, fituximab Ribo P VIRNP 7k 8.1
5 mPSL pulse, high-dose CS U1RNP, SSA U1TRNP 2.1 28
6 high-dose CS, IVCY U1RNP, DNA U1RNP 3.0 30.3
7 m%%L pulse, high-dose CS, U1RNP, U2RNP U1RNP 8.8 7.3
8 high-dose CS, IVCY U1RNP, Sm, Ribo P UTRNP 22 20.4
9 high-dose CS UTRNP, DNA, Sm,  U1RNP 13.6 1.9
10 high-dose CS U1RNP, SSA Neg N.D. 8.6
11 high-dose CS, IVCY DNA, SSA, DNA N.D. 1.9
12 mPSL pulse DNA Neg N.D. 45
13 high-dose CS, rituximab Neg Neg N.D. 9.5

CS, corticosteroids; {VCY, intravenous cyclophosphamide; N.D., not determined
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A B Patients without
Patients with central NPSLE central NPSLE
Pt 12 3 6 9 11 19 22 23

TS§CSCSCSC SC SC SCSCSC

U2RNA + |
U1RNA

Y1-YSRNA_,r!
(SSA-RNA)

1. RNA-fEERE TR L7 CSF-Higkhisk

A. MIFEHTUIRNPHUAREMENPSLER S Tk, B RICCSFH CTH HLUIRNPHUE R H (UT-RNADIERE) Eh iz,
F - HISS-ATUR DO PFHFHFE®D D ALTZ(SSA-RNADS LK) BE HF(E L7z, B.CNSIERZMUOJREEA (19 « szt
BERES, 22 0 AT oA REEMIR, 23 : NSAIDEERES) 1 X 2358 121XmiEH THUIRNPHUAD G TH - T
& CSF Cldfatt TdhH - 7=, S= MiE, C=CSF

-
g
-~
{13
oo
=]
el
oo

T 12 p=0.962
] .
A anti-J1IRNPAb  anti-SSAAb anti-DNAAb % 4
F100r 5<0.001 2
< & 0 1000 2000 3000
% Z IL-8 (pg/mL)
E s = 0.534
< NS, 2 g p=07116
< 50 r——] 8 % N
5 £
g z 4.
2 0 10 _ 20 30
= +) (—) (4) (=) (+) (=) C? Qalb {x10°%)
Central NPSLE © 042 =
g W
o 0.08
% 004 [
= .

’u 0-4?9;-3 ir?&agx 120

2. CSF-HiUIRNPHUED G1ESEE & Anti-UIRNP index

A. HLUIRNPHUARIL, hoHiibifk L ®72 W NPSLEERE TIXCSFR THLARICEBEE IR b, B. £z
anti-U1RNP index{ZBEFDCNS~ — 51— T H1gG index., IMRMBEFT DIEEIIE CTH 5 Qalbz fHEENR 72025 72,
C. & 5(Zanti-UIRNP ratioiZIgG index & OFHEI L7z o722 & 235, CSF-HLUIRNPHLAIINPSLED #77= 72~

—H— LR D AREMATRIR S LT,
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5 -
4 h sansndonine v IR « « 0w L o .o oo n ik B
3 b we-s ot xr AR = « o AR » > 5 5w w055 00 oI v .90 90400 00 A0 R34 5 0
2 b
1 WU 00 A/ R WNE T . SR DU SO p ,M
anti-70K index anti-A index anti-C index
308x1.75 1.52+1.18 087067
! L NS (p=0059) - | NS. I
; p <0.01

3. CSF-HiUIRNPHI{EL K ind H2UIRNPEREH
U1-70K., A, CE A % [E#{t. L 72ELISAIZ L - T, & & CSFD Z 1 51257 2 Hiffffi 2 782, anti-UIRNP index
L [EkkIZanti-70K, A, C indexZ 8 L7-, CSEFHOHUIRNPHAIZHIOKFIAERNEE TH D Z LRI,
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.
A)IFN-a  B)CC pe0.07s C) EXC T D) CX, cT
s =£;?]5° P=0.096 pP=0.081
P=0.082 I P=0.082 l
15— 15 15 = 15
400 1000
10 — 10— 7 10 10
200 500 —
5 5 - 5
IFN-a MCP-1  RANTES Mig I8 IP-10 Fractalkine

(pg/mL) (pg/mL) (ng/mL) (pg/mL)  (ng/mL) (pg/mL) (pg/mLi)
(] csr-muirneitk () [n=18] [ CSF-MUIRNPIE (+) [n=12] . . com

Xl4. CSF-HLUIRNPHL{E & CSFH 0 iR 7
W LA BEITRD 2o 7208, RNA-IE TERE TR L 7= CSF-HTUIRNPHUK 514 B3 CCSFHIFN-<°
ZL DTEIA VBRBVENZ TR LTz, 7277 LIL-8IZZENRD b o7,

A) IFN-o B) CC C) CXC D) €X,C
P <(0.05
15 - 15—
400 1000
10 (- 10—
B 200 500
sk z 5 -
IFN-a MCP-1  RANTES Mig IL-8  IP-10 Fractalkine
(pg/mL) (pg/mL) (ng/mL) (pg/mL)  (pg/mL) (ng/mL)  (pg/mL)
Mean+SEM
[ mm-usRNeHit (+) azn:(fngn B8 mm-muirNPIG (+) NPSLE
{CSE-#UIRNPHAMIE 18%) [n= {CSF-#iU1RNPHHRIE 46%) [n=24]

X5. If{E-FIUIRNPHEB4ENPSLEIZ 361) 5 CSFH Dkt K+
BRERAIIZ AT 1 A REEMR & 2l S - BE 12 L. NPSLESE TIZCSFHEMCP- 1A BEICEBE ThHh - /-,

34



FAFBHNFEHERMBIE (BEMREERITTEER)
TR0 B~ FR2FES AR BREE

BEEES 8@ (MCTD) IZ&6755 iif M FE£E (PH) ICBSE 3" 5 il R#llRa itk (AECA) IZBIT 5] R

oA B ES HEFEMRZEFR REFEHE - 2%
MR E . HiE ER ATFERAZEER REERE - BE
ek BN BFERKFEFEH NREHERE - B
2l # FALF I/ U v~ FRBIFRHF - #E

MEEE

REMERSHBR (MCTD) IZRHFd 2 & MEE (PH) 13, MCTDEE DERDOEELRME L L 548,
FDOREBFITVETLH LT o TWARW, PHEEILE 2L & LT BN EAIREE IR S
TS, AR T L EARMIREEET2ER L LT, FRTFO—2Th2HCHE. &
IZHIN B MR HL{A (anti-endothelial cell antibody, AECA) IR % H T, HEEITo7, AECAOHIRE —IK
TERKB vV AZ T ay b BROWMERCTHT LR, P00 REMEAEELHRAZ 0T
o, Fio. W/NLENEAILODNAT A 75 V) — &S L TSEREX (serological identification of antigens
by recombinant expression cloning) Z X Y HURBRHEABEOBRE LB o7z,

A HFRHER

BRAMEAESE (MCTD) #BE Tld, fhoRBRE
RREICESBRICRET 2MEMEE (PH) 233E
HOBERMIELZ HEDTWAER, TOREERIIR
HTH B, AHFFEDHBIEIMCTDIZE i} 2 PHDRAE
BFORATH D, AFRE TORBEMBRIHIRE
NS, BERMIZIIPHER L TWVWRVWMCTDAETYH
fio /N 2 DI N E MRS EICREET AR
ERRELTNDZEBHALNIR->TEY, /M
BFEOEEN LR ITHET LU TPHREICLEDS Z &N
FRINTWA, Fi. MCTDEFE IE S i/ i
BEAEMARICRG LT, BWRISHEEZTRTZ EBHS
Mo TWB, AFFRIZBWT, Fxld, MCTD
HEMFF O R MAaHE (anti-endothelial cell
antibody, AECA) 12 X 2 Fitifs/ ) i N MR D E
RBREE(LASPHIEDRE CTH D & E 2, MCTDE
HIMLiFET DAECAIZ DWW TR L7,

B. BRI

I NI N RS (HMVEC-L) 2sHRifi L7z
EAEY _ROUBXKE CREMB L., PYDFIZERER,
VLAY Ty NefTol (2DUTRAF YY)
MCTDREE MLF & 8 < RS L7 AR v N OFiR M

35

& HE #MALDI-TOF MS®LC-MS/MS CRIE L 7z,
—% T, HMVEC-LH R DRNAD> 5 cDNAZ AR L .
77— VICMIAL, cDNAT A 75 U —%HELE,
Fl— b EICHEBENICHEBR A ERE BB I Y, 6
4 OMCTDBE MEZREE LM L RIGT 2E8HE
Bh A7 YV—="27 L7 (SEREX, serological
identification of antigens by recombinant expression
cloning) , SN EMICOWVT, HBEZEAEY
AWevxz2& o 7ay MCx DBEOMFEDOK
FotE DHERE 24T o 72,

(P ~DELE)

Bz dh - - Tik, BEFICEREHST 481
WZHOWTHAL, REOHELNIEBEILOLY T
NOFMEE D T, REFOT—FERICHOVTIE
WrseHh L BFERE T % 2 DT IO 12TV, FRATHY
RRREIIIRER S TRV, BALRE=FIHm
bW X D ICELE LT,

C. AR

2DV TR o EEESICX Y | 208 OPUR R
BHEMNRECEZ, RETX-EAEIZIZUIRNP
LEENTERY, MBR2BERESBELE - EBK



ST AEEbLESHE (K1) , £, G477V —
ERWEAL R Y == 70k 0 (®2) | 3x10
SAY V== LR CHIREIC L RET &
AECHAEAE S IMERRER S L ThR o7,
ZOHFIZIISNRPF L E £ TV 2, RT-PCRTE k
S R L2 PR B2 AN B NHMIVEC-L T < R H
LTWAZENHRTE (K3) . A7 —=7D
BlizbmWRIEZ R LRI DWW TEEEY AD
MiEF RIS EZ <72 b DD, MCTDEE 1L TDH
BORIGHENED bR (M4) |

D. 8

SEREXI(Z L Y B & 252 72 - T HURUE A L HE R
AEREREDDDY AL TR OH LWER
AELEEINTW=Z L5, SEREXOEFI N4
ENTWAZLBMRTE L, HBEHEAGEOF
IZIERNAA S A 2 ZIClET A3 EAER
coiled-coil FAA LV #ESBERELE TN TV,

MCTDDAECADIBE D BEMEZ /S Z LIX TE AR,

SEOFETIRMOM/NMLE R EZH S
DINTT B L TERN o, BFE, HMVEC-L &
b MRS R AR L b bR IR PR AR
DY TR 7vavIA477)—%EEL, Mg
MR RRRNLFEEZRE L T D,

E. #&#

AR LV AECAOHIRGEHEREE/L Z &
WTET, SHLRDAECADHBRERZITI L L
I, IR BDEABEICHOWTEMIZETT5 2 & T,
PHEFEMFT O — SO FERIZ 27245V Fi 7z I 1Rk
LR ATREMDBEIT B L T B,

F. REFRfLBRE#
Bz L

G. HFFERE

L RXRE

1) Takamiya M, Fujita S, Niitsu H, Aoki Y, Kanno H,
Sawai T: A Case of Takayasu arteritis complicated by
right atrium perforation and injuries of the right common
iliac artery and vein caused by cannulation for

percutaneous cardiopulmonary support. Am oJ

36

Forensic Med Pathol. 31(1):72-6(2010)

2) Yamauchi K, Sasaki N, Niisato M, Kamataki A,
Shikanai T, Nakamura Y, Kobayashi H, Suwabe A,
Kanno H, Sawai T and Inoue H: Analysis of pulmonary
allergic vasculitis with eosinophil infiltration in asthma
model of mice. Exp Lung Res. 36: 227-36(2010)

3) Kurose R, Ichinohe S, Tajima G, Horiuchi S, Kurose

A, Sawai T, Shimamura T: Characterization of human

synovial fluid cells of 26 patients with osteoarthritis knee
for cartilage repair therapy. Int J Rheum Dis.
13(1):68-74(2010)
4) =N&EI, HEEER, RIMEH, L, B
B B v TR R OB ME MR AR VR IR
faizxt3 B IL-6RIEIC & 2 & A5 ffBE R ADAMTS-4
& ADAMTS-5DOFEBDOEAL DY, & FEE. 62(2):
85-94(2010)
5) BJifith, SEMEESR, =XFI, H LEH, B
i Y v~ FBIEICRIT 2BSDORE. AT
Eae. 62(1): 37-45(2010)
5) AREM, HERG. BHES - EBRNERLR
BEECT maFRe T A VB (S TE
2707HA) A_=—/L L EER e 7 v 8 (Hylan
G-F20) SYNVISCO{ERbE:. BH&EiSE. 29(12):
112-124(2010)
6) e AR{EA, SrEELR, BHES | £ MHHEAE
BRXOELURSE, MR, HABRBER. 6903):
224-233(2010)
7) A LEEH, SEER, A REAN BHEE M
T ORI FE.  HAERIR68 (BTIES5)
BEEI Y v~ F (H2hR) — &M% BIE IR OBy
R—1 :65-70(2010) »
8) FHEM, WEEL, X KET, BB B
HEwmE  BE Y veFcBIF S e T U EEOARKR
EBRRIZOWT. BBIK Y =T, 22:337-43(2010)
9) Yamashita M, Iwama N, Date F, Chiba R, Ebina M,
Miki H, Yamauchi K, Sawai T, Nose M, Sato S,
Takahashi T, Ono M: Characterization of idiopathic
diffuse alveolar damage. Hum Pathol. 40; 542-551(2009)
10) Yoshida W, Uzuki M, Nishida J, Shimamura T,

Sawai T: Examination of in vivo gelatinolytic activity in
rheumatoid arthritis synovial tissue using newly

developed in situ zymography and image analyzer. Clin



