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AR R O E

HroEZSEOLFE [ (B %) K4 T % K =

AL B S A

HEME B CARER R BN b0 b 0N OIRAEME & Bl A A~ — I — DK
(Exploration of pathophysiology and novel biomarkers in

systemic autoimmune diseases and Moyamoya disease)

<E—E>

[FEREEH] 2=V 75~ F—F A (Systemic Lupus Erythematosus: SLE) 13Z¥% 72 H CHUKEA &
FEEARILE AR E 32 B ORBERETH 5, BIEFICITIIRZ, MER, R E 2% ks
RN ZBRE 2 BT D — T AR, PHRMRIRE %2 25 2tk — 7 2 e E 2 RIET 256
L, PHRABRIFIETHD, SLEIZZRTHEETHY . FBIERE CILEEMISERICIN X BREEEA 72
CHEBOEFZENE G 508, B A RS T cell O IS0 B Ml 0iEME L2 £ RISl 5 he
ICRE R L RFT 2 L NHE SN TV, SLE OIEEICEWTCTEBIFEEIMEDE=4 U o V8B
RAIRTZD, BURERE /oA F~—h =D 2 LRI RE RETH D, £ 2T, SLEICE
T D RBIEEEDOFRIE L R VB AN, A~ —h— 2 AT e 2 AL LT, AW E EhE LT,
[#5: & k] SLE B 34 4 R OMER# (Healthy control: HC) 10 4 DI 2 VT, SRIERE & L%
7 EDERE T v T A — NMENTETETT LTz, 1507265 & SLE Disease Activity Index (SLEDAI) % %
U LT HKFEGIRT — 2 & OMBIFENT 775, SLE DA F~—H—R NI BEEER LT, & 52
B K OVHC OFRMMEZERZ VT, 45 oREMiaYy 7ty hoElGE27a—4 A R A U —TH|
EL, A A~v—T—F R0 E & O 3 L 7=,

[R] 774 — 2T CIixEt 368 FORIERH & o /37 B3 & 4u, SLE-HC [T 82 FEICHE
EhBOT=, 9B SLEDAI & 14 FETIEOFRY (r>0.4), 4 FETADHB (r<-04) 2RO, Fxitz
DOHD 5, SLEDAL E5EWIEOMBEINH VU | NF-xB &2 N L CRIENEY A b A VEAEZFHET D
cytoskeleton-associated protein 4 (CKAP4) 72 &5 NZ C-type lectin domain family 7 member A (CLEC7A) (Z
% H L7z, Ifi% CKAP4 O CLECTA fii%, {HEMWED{K\ SLE % (SLEDAI<4) T% HC Ll FE
2 ER LTWe, E724fifR7e 5 ONTH ds-DNA HFUAD IEFED SLE BEFICBWTH, 81.8% T CKAP4
23, 90.9% T CLECTA DMk & 72 o7z, Efliat 7t~ MEN CTIXHE L7 45 7 &y b, SLE
BEFIZBNTI9Y 7y NTHC & DR ERELZRDT, S HIZ, M{E CKAP4 72 & NI CLECTA fEIL,
follicular helper T #MAu=<> peripheral helper T AEfBIE A X U &3 288 Y 71~ b EHBEZEO T,
[&£] AT CKAP4 &N CLECTA 1E, SFEEBIREMERE, 72 MG IER 72 SLE B T L5
RO NG RO D LI TR R D EBIEHMEDO~— I — L7200 55 LB 2 65, £72 CKAPS
7¢ 5 ONZ CLECTA 1%, NF-kb #&#& DIEMEA L 2 L C TNF-0., IL-6, type 1 IFN 7¢ EORIEMES A N A
VOREAEFETHIENMOENTWD, ZILHDY A N A i Tth 72 6 ONZ Tph D43k A HilfE L <
BY ., ETARMIETITIMIE CKAP4 & OF CLECTA fE7S Tth, Tph B 7 v b EIEIZHBEL TWeZ
EDD | WX ST ENRIENET A N A VA LC Tth <° Tph O/BIZBE 53 5 ATREER & 5 &
EZbND,

[#3] M5 CKAP4 72 H ONT CLECTA fliZ. SLE D% HRIGEN: 2 3 Hi3 5 72 6O D @ik 22 3 A F~
—H—LR 0G5 T ENRENT,

<FE E>
[FREEN] 2HMEMEIE (systemic sclerosis: SSc) (X EH ITHRHELIRA 2 X 7= 9T, MBIk
Jii v 9 2 & OF U 72 98 5 S 4 il 890 JUR 4 i v L= 97 (systemic sclerosis associated pulmonary arterial



hypertension: SSc-PAH) [XFFIC TR AR TH D, EOJRIK E L THIRINZ DG 23 /R I TWH M3, &
FAEMHRE 2 ORI U<, RBICEE T 282 EOREFIXTIFE, £ THRAIT, BE
FH SR PR FBRF LAY iPSc & M7 LIS N 2R (endothelial cell: EC) (Z/0bisiE X+, EC OFERERH & fif
422 a2 AL TIZEE2{To 7,

[ & FHiR]  IEhRIE At s i 5E & s IRPAZEAE 2 A 0F L 7= SSc 38 O HC DR Il HLEZER )N &
iPSc Z M2 L, EC I2/fbiFE s H7-, 557 EC 2 MW TG, IR K GE D Rl &
RNA-sequence #1772, RNA-sequence DFEHEN 5 SSc-PAH DIFFEIZB 53 % "[REMED H 5 Bin T & i
E L, HUVEC & F\W =38 B 2B 21T - 72, £72 PAH ORJEIC 545 & Sbhiu T 5 N s
#2 (endothelial-mesenchymal transition: Endo-MT) %A k71 A U HIIJHIC L 0 §%% L72 HUVEC 28\ T,
RNA-sequence T H L 72K 1 DB 2 ¢ L 7=,

ER] B, HC M5 D iPSc #3778 5 ONT EC /M bFE Iz Eh L, B sk EC THIfIHELSERE D
JLE, IREFEREDIR T 258872, RNA-sequence DFERN G | FBUK T B THED pathway fEHTIZ I
T AT 10 pathway H 9 FfIZ 5 4172 Caveolin 1 (CAV1) (255 B L7z, CAV1 knockdown HUVEC Tl
H1 3k BC [RAE I HIIAHEAERE O JTHE 2589 . Endo-MT ~— A — D3 B H 38D 5 47-, £ 7= in vitro Endo-MT
£ /L HUVEC T%., CAVI ¥ L X7 EORBKR T NRD iz,

[E£] SSc BHETIE, B2 & ClENEokzE, AEAZRBODL 2 Enn, FHE L BERE
EC /% SSc DIE R Z KM L T\W5H &E X biv/e, £72 Endo-MT |%, TGF-B, TNF-a, IL-1B 72 & D%k
JEMEY A N A HIIC K 5> T BC DEZERMMO KRB A S L, REHEET 5858 ThHh 5, TGF-B
1E SSc IZB W TR L OEITIZ b A MIE T Z & 225 CAVI 1L Endo-MT %41 L7= PAH O 3JiE & SSc
DEITO GBI G-T D AlREMEN H 5,

[##%] SSc-PAH [ HI3K EC 1%, SSc DI B % Kk L T /o, EC IZH1F 5 CAVI FBLOK T3,
Endo-MT %41 L T SSc 72 & QN PAH OJREFZAIZ BE 5-3 2 RIREMEDS RIE S 472,

<E=E>

[FELEH] 0000 &I, PSEHBINRAR I O P22 B ZEME 2Rt & BMIES SR o I 35 HE T AR 2 e i & -
LM RS CH 5, Fox 1 XMIEMAM CHSO (XM TH 5 Lo b0 O — 1 2885k L, 45k BE Offiik
TEMEALRR IS R 2 A9 = L 2 B8 L TR 24T - 7=,

[kig & FiE] CHSO RMEZ RO H0 b0 BE TR L, b0 b 00 ORS ME R 170 5 QN HiARES
B AL T O As T HRAT 2 WidT L7-, HBE MIED Mixing test 12 K - T C6 (263 % HOHUADIEEL, B
F1M3E D Western blot (2 5 T C6 & L /X7 BEAEHLA TN L7z, BHFFIROBR TR 72 & ONZ CHS0 8
DOHE HIT> 7,

[ER] BFIE MASP2 BETOA~T O AR I A AN 7o M RONC6 G T OREEAH I X
T ANYT U REALTEY, RNR213 B +O/NY 72 MIF S 78h -7, Mixing test Tik, 1%t
FAEMAE, FIIXEENORED 1/50-100 (ZET 5 1 pg/mL OfFRE k C6 ¥ X7 BEDRAIZLY |
BEIMIER O CHS0 A 1T (C B L7z, F£7- Western blot Ti&, HEMIFTD C6 #2327 B DR
RRIENHER STz, BEDOR, B, B+ 240 CHS0 fEIZIEFEHHANTH Y, R &8I C6 BlntD
AT OERRI A AR T U M EA LTV,

[BE] AEFIL, LM E Co KIBIEDEIEN L0 CTH L e L H D03, U BE 1T
BOBRIEZ O F N | BEFEICHARKBIECKIME R E L2 T2 AW eholcZ &b,
i FR D BEEAE S RIS Tz,

[##k] CHS50 KED L b0 EBEICBIT 5, RTHEANE C6 B 7 FROER C6 % 8
7 G RAEDRE & T,

<FELDL>

TR D T b R EHAME DR B 2 RIT LTz 2 DOWIFE, F i) TRV REBICET 2017848 L
T, A, A~ ==K S —7 v e R RO 2 L Z LA TE e, Zh bOREDIHIENITE
w—J D D T LD HHAMEREEE OARKICEN D LEZX D,



