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DEPHEIZ X B2 ADLIEETH L. & ) bIFHE
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LYY Y IREVUAEMETE (APS) 12 X % IARAE
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HEIRRTH %7, KIROSLESHEA A4 KT 4
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HEEWN 2 HOEFROREBZDE5IDOTH 5.
AR T, EECRERBOMREL L
TOHOSLEE, ZOADLTPHHERFOUOLE DT
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1. SLED#KRE

HARNTOZHFEIZ 10T AH7/20 100 A L
EINTWD, FHELHITHRET HREELE LT
IS, AT 90%, FEAEAE#EIE 20~40 AT
BHDHIENLV. B, FEICEIAFEESD D,
HANZT 10T AH720 400 N & EHEE STV
B H%, FEREIZHIR AT A S v,

SLEIZMAHERIZ X - TREET 5. b b,
BAZK A & BB ORI A 5-3 % . SLEIZ %
FERRDAAEL, T 72 —IRERAE R TOSLED —
HEIZ 25~50% TH D Z L h 5, 1] 5 HhDElE
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THINL L BHINLASPE T & JE45 L, & D il ik
THIKL DBEREA 41T X o TR TIH AL S 1,
JERCHIRRR A2 B 2 3. PIDNAPuUkZLE L
35 A CPUR2SEENCEAE S, PR &R
G L CREEGARZ IR SN 2%, Mkt
L CHIRR DIEEIL 72 & % I L CHIE DA
ENET S, NS ORRER BT 5 DD,
CIERIE R CTH L. SLEOEE T, THIL
T =D T FNEEREN DL E VD
WML . HERRRP THIIC B L EA SN S
B cell activating factor (BAFF®» % \» &
BLyS) (&, BfifgoE R MR ICEE 2401 T
5. SLEREZE RNV —F A< A TIIBAFFD#4
P22 DG ENTWDS, E512, HEMHRS
NoHoH, A% —7x20r(IFN)TH5.
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233 o 7z, TRIIFNRIR & B3 2 G KT
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WhHWBLIFEN Y 7 & —F ¥ — L figsh & oA
B &7z IFNa® B b 2 E AN B ek
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2. SLEDfEIR

SLE&, &HEHCEREo7a b ¥ 4 7T
HY, FkxBEHIEIRB X OISR ERA O
MBI 5. EHREIRE L TREN 2 DX 5EE
THEH HIDPFEETLZI LB LITLIETH .

e eI IE, ORR - KBER, @B -
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R &, HEECIEDSH 2 b ODITEA LT
RC ORI R L 2 5. L2, HED
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RSBV L DLW S,

SR, FFICFRRE T 5 M EUESLE O 4 Btk oy
BT B . SLEDFEIE g R B R | I3 R w2
DBAHNDL Z EHEZ . 40C B2 L8 L
AHZELLIFLIETH S, JEGERCM D F9E
BB L OERMEE 72 5 2 EA% .

TR ER AT L, S 2l 2 Codife L 72/
% G O IR O KLBEASWERL AL BE (malar rash)
L XIENBSLEZRET HEBETH L. £72, 1
BCIRFLEE (discoid lupus : DLE) (& BHm, A,
PUfi, T, RIER SICHRT 2885 TH 5.
ZN S DOALBEIZSLEDOTH B2 SOt L THBIL
SLEZSE# L3 IUITEI D L xR ikas & &
B 72 UBHOSREE L TKET 25 A0H 5.

S FENoOMEEE R L, PIFAERD
WE B v~ F L@ AT 5 2 L8
& 5. ABEFT R AT HREAEIR AR E A AT
505, FH L\ BEIREIRS RSN % k72§ 2
EHMTRV. B OBIEE D % 2SR ER AL
DEFEIZL > TLEEZRTTZ EDH D, Jaccoud
Mg Xigh 5.
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EAHY, T ha—HEE L. VIR (Rl
PRI 50) (B RS 72 L E DT RT
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SLE ## O R fEeRIE PR BEN T o O &
DTHSH. SLEEFHITA S L Pk S 1,
TIEBLAIRR H OPiUA 7 212 X 5 SLED g il
2%k o THELU %% (NPSLE) &, 3EH] &Yy -
FLE - BIIRAEAL 7 & o A PHE T4 L %
SEVERE 9233 % . NPSLEDFERIZIER 12 KR T,
V— 7 AGHNE, SPESEELIREE, v — 7 XK,
LorbEEE, YRR, WA, NI R,
REWrPE B BEE, #EER R L, A D R &
WMEEERA SN D,

SLE D FERERE L ISR R0 B % 2k 725 M
ge, DAMERIZ L < ABNS. SLEICA LN S
M P DN R 2% 13 Libman-Sacks DR G & L C
BRIy (G AVAN

Jili v XILFE S 13 SLE SR 0D 4~14% OHEIE TR
5 LM E N T 5. SLEC B U 72l &5 M e
X, AT HA N EREIREES R TS 2
LB Y, AL PEREIE A BE L 72l i e
LR L PR TH 5. il I SLE D2
DO T S BELIWEDO O EDOTH L. Fhis
JEIZ1.0~54% L HHEENTB Y, WEHTH 5.

WERE F 721X EIE O /IR A E VB BE D =5
GEIRTH D, BILDOERRD B 5 Z% D /NG
AFENTHT LTI R R IG RS ETH 5. i
IINBGRA R IE M A & L5 Hsfy, I NI
WAVESRBERG (TTP) % &t ke i) 4% B
4 (TMA) OWHREMED S 5.
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SLEZFFIRIFEIR D F DO EFEEL LR TH 5. 5E
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JE, 7L 7OL X ICITEIEEZFL T, @A
JE 72 WIS R D B L EN D B, WEIIAR
BB I L 7-HMERIC X B HE TS,
SLEDREHE AR 12 DT, [R5 B e T
BIXOHARY v~ FHERXBSLEBHETA K
A 2 2019 IZEFMICELH E N TV B, TV T Y R
2%E T ITRY. SLEEZHI L6, REDOA
D —APNTIFETe FeFIrsuad i
W59 %, 2 LT, B oM< smhE B 2
B CC, FEARMICZIVaaFaf e
HiH & ML A D THRBEEIT ) . RIEIHIEE &
LT, ¥27ufxA773IF (7272 LRIRETR
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L CEMIIEE, MEERETHhN S, 2017
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4. APSDOTEZE ETREE

SLEDH M0 55, B - RIS %
WIT BB E 2 EOARBREOBEHIZ, i) VIR
Bk v AR EE DRI S iz L &,
Puv IREDUAER (APS) & X5 BLY VR
BPiR L3 YIRED HVIE) VIREME Y v
N7 A EOPUE, T2 CRBEARAE
B[ O 2 $ii 3 5 529% 2 1 7)) » (lupus anti-
coagulant : LA) O#FRTH 5. APSIZHIMTHE
HE S AUXEIETEAPS, ST ) 7 F—T R
D—EFRIRE & L THIE T IUIHFEIEAPS & X i
na. FEIMEAPSEHMET) 7= b —F I
GO 2 APSIZIZIZFIETH 5. MH % H b
TEPEOBERIIBIZA4TTANEHEEINS.
IR & %\ IZ BRI % R TR & 3 AU i T
) VIR PUAIERERE (thrombotic APS), REIE
DHRAHEIR 7 S PERHIPLY ¥ IR HUAE BEEE (ob-



ACR 9 #E2# 5 U< (& SLICC N EE#EZSE(C SLE =52k

2 v
Bt HCQ B5ZZERE
|
S v
P ‘ .
Sleredtainta =Ty K S KR L
HCQ B5#ZE LN (II/IV) LN (V) NPSLE  m@kms TvA —~ RENEE  BIEIRES
FSMEE. B,
Frt l l BB, Dk 158 i i
- v
PSLO.5- = pg| 05-1 mg/ke/d PSL 05 PSL PSL PSL PSL
1 mg/kg/d 4/~ mpSLpulse me/kg/d 1 mg/kg/d 1 mg/ke/d 0.5-1.0 hE
: +IVCY +/— +IVCY +/—4¢- mg/ke/d +/—
SRURC IO Y +MMF  mPSL pulse mPSL +/— SR
IVCY MMF : pulse SRR * +/—=
v v | +/— belimumab
+IVCY rituximab —— belimumab
L L | | |
: v l
v v v v BRI HCQ +/—PSL A8 +/—
3 line A&t —» (MMF or AZP or TAC) +/—belimumab

1.

ABHHA RSA VICERBSNSLESETZIVIU XL Gk 3 & ) %)

ACRO$EEHE | 1997 WE] 1987 £F7 XU DU DY FZRNFEERE SLICCHEEEE | 2012 FSystemic
Lupus International Collaborating Clinics$E&E%, SLE . 5% TUFY M—FX, TAC:¥20ULX,

HCQ: b rO+>7004>, LNI, NV, VI JL—TXABRKISN/RPSHMEIE, VY,

VI, NPSLE : #

BAE®IL—T R, TMA : MMEEMR/NNEREELE, PSL: U RZVOY, mPSL: XF)L7U RZvOy,
IVCY : Y UORR T 7 RAEBETES MMF: =071 /— VST FIU, T : FfcdBBEEmNgEEN

KEDSE (5292),
CTHEARZRNT D, **

T 1 &EE LEE AEDSVEZEDSE,
7T FH T (AZP), TAC, MMF, T :rituximab, belimumab, =VU

* I TNTNDRESEREDEERCIH U

E> (MzZB)., TAC. ¥Y20XRUZVA (CsA), X b bLFT—K (MTX), Y 20RAT 7= FARES.

MIRIIROFIEED SDZEE - EM - fHEHhE

stetric APS) &G 3HEINL Z 03B 5. FFEkA
L LT, ZlhgdaAas (bAcriRs, B IR
&) kA, EEE R MMORAE 2 & 0F L3
O WEGERIDT) Y IREPUREGER2SS 1,
TMADO—LEZ 55,

LT, TRESERE, e RET a7 4 CRIE
JiE7e &L FBRIS, PLY CIREPURIEEZE  fAAE
TAH[MMED) A7 | OVEDTHY, SHITE
DY AT OFREIFPLY) Y IRESUEAO T a7 4 —
Vo (PR oMEEIR Il LRSS, BLY VR
BRI EEE YA E Z 2 o, REET
VTRIMERABIREZ B S5, JrI VIFH

Pk Lo, Him vy 4 ¥ rdifk (aCL) @
SISPUELX, AT F Y ETIE R L, miESY
YT THBHB-rI)aTaT A YITHDH. B2-
sy azuas A rUd% < okl EER e
THIEDGDoTEY, aCLIZI NS DRICH
LT, HEBOEFEIC X > Tk m 2’5 &
NzEEZLNL. LTI YIREDUAIH
ERR2 RV LT, A RREE R SR o5 |
EE&ETHLMBEN T2 EE2FEL, M % FEAE
XegprtEZOLNTWDS (F2)7. HIRAHE
DR, HWAROIEHALR E OO F I X 5
G A ETH D L END.
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2. APSICHITDMmieRpERF (RH) CLik7 & b &%)
BIRFCISMEAKL MR (AMeHiR) SO OREZRIT S CMIRENEIICEFET S
2 VB MlREREICERETS. iU VEBHEOINAR CHaHp2-JUIT0OT
A2 1P70MOYEVFIOMIERERED VEBICHET 2.

Ny VEENAFEHRREICHFET DNONREY VEEEDEGHZRHITS. TUT
P38-MAPKZHRENIEME L CEMED F CHDTSAZI/ TV T IFR=5(E

E5—1 (PAID), #E&HEF (TF),
(ET-1) 2ENFEEIND

5. APSODOEIR

MARTEAPSO i K DFFEIZ, HIRO A% 55
BRICIEZ BT ETHD. $hbb, APS
FEIIRIMAS 2 3 & 3 ME— ol L LT
Mg, L APSTIENMASIE, <527 34
FE72 & ONRIMAE R EAEBAICE L, RO
PR WA D B . BRIRIASAE & F B
B L OFKEEIRO MARTEDZ <, LIE LIiEN
ERAE G 5. BWTERE 52 X 0 BE Y
PRTLIEDNDS.

HIREPRIE I, EMERRE, S, ER
BMESEEREDSD 5. Wikod - HicB 2 %
TR, MO FEIRIC X B EEIC IR TAPSICZE
W, APSOIEURGPIHE D ERER & LT, TMA
DV EDTHHHELLPIEBRERED I SN TV 5
FIER DA DEFRIEIR T, &£ D bITFZ Vo
MG AE TS 5. 18O MK X 2T,
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ESZERF 7L T 7 (TNFo),

TREUV]

B VIIRIEFN LTS EZON TS, i
HRE O WEAT: 0 732 \ IR SEVE L/ ISR AP 38 B &
TS BEICDHI) VIREDUA I S
HZEHHY, WilLEIEoWmBZFD) 27 TH
5. ZoOM, FEEGERLHBIEIR (TA»A, %
B, RERIPERSIIE 22 &) 2% Y IREPUA L
BIEE L Twa EEZLNTWS

6. APSODEHE

ZVE OB - SRIRIMAEE (25 LT, SRS
BRI VIR O REILE 2 T b
L. YUY ¥ PRBEDUASE R AR R 2 iR
2\,

FHHE T DSAPSOIGRHTD > L b HETH 5.
AT OREHEGHNE, HEATEMAE SICB S 53
TFEIEC X B A4 FI A4 VIZRiiis i Tun s,
BN LRPE Y I VKEET bbb —7 7 »
WRIEDLLRT 2 ST Tz, LA LERIMNAE



Mg X b (FEE)

3T
aPL-Score>30 o
2r
T 0<aPL-Score<30 )‘I
aPL-Score=0
OO 1 1 1 Il 1
0 12 24 36 48 60 72

Log Rank test :

gzl (A)

*p=0.0011,**p=0.0029

3. MUVESHHAI7 EIMPERER (CH10 X 9)
aPLRXIO7 0m. 1 ~29m, 30 RUEICHBUBEDTNTNDBERF(ICH
[T DREHMSERERZ N TS /N A V—ECrUle. aPLRX7 30 RELED
BEFC, MErENICHERICIMEENZ D ofc (vs. aPLX 77 0 =11 p=0.002,
vs.aPLRO7” 1 ~29 K :p=0.0011, OIS VIBTE).

FENIREEAL R 278 2 2 D X 5 7 LA BE D ZEALIC
X550 X o TH/MRASERE, e, if
AL 2 L SAHITHKIEDE > UTIHH S DT,
M MEERIHRF (7 A >, YRy —
W7e &) HHHID WP T, PiE sy I UK
PEEICIN A 2 2 F 723 AR TR S h 52,

R MAR THAE L7 B CIE7—7 7Y &~
(#—=%4"v MINR 1.5~25) 2MEH S 5. EHRE
Oyt SE (DOAC) ORIFIFREM & S,
RSN,

WPE DD B % APSEHE OIHRIZOWTIE,
TAEY »ERFERWGIHER L, ME OB A
HEHGERT A OB TIIIFRIZEI L 2%
o 2BEE AN ) UM E NS,

BIERIHT ) > R BOAIE G O I B & IR
TMAD D EDEEZ L, BEEHHEEZR 7 — A
DD, MR % & O 7= B AN 41
X3 B AR TS,

7. SLEEAPS : BEDREBE NP S5DA
i

Bk U7z X 912, SLEWZH L TIIPLIE - i
HHIAATHON T DBAS, Dbl Lvaans
a4 BRI R PUISEVEH S E Oy 2 509
—J)i T, ZFOEMMIC X 5 BRENIEF I RE
MENTWSE. Y7 aR27 7 3 FIAEHNSLE
& o TREGH G HEIFEAIETH %05, 1EH
B 2 IR R, BRI X 2 A PEEYD R 27 28
v & v 2 v, MMEIZ ERWEHA2STTHECTH
HhS, MIWRMITEEZEST LI L, F—ED
&Y ) A 7 ST & 2o, BUESLEICfE T g
AW R AN L, aTEE RS, PISLER)E
FEXANVETHY, EHHERFRRP~ A —71L 7T
W BRI D W T E-i 2SS V28, EE L
SLE D282 x4 2 EHE AR DV T
TVE TV AH4r & v 2 2. SLEDHEREDBIE
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THHI LuaEZDLE, HIHFFEOHEFDRIE
LWVH XD, HEEEE D FMAGDEL L
& oT, ZrvaanFas FoOMHZ LR
RRRIZS 270 b 2 — VORI EHETH S .
APSIZDWTUE, MARTEEAER 23U S L2 ) #
b Tz 2 ea2E2 5L, WEMEPUEAE D
HELRWHRIENRIL D &, ACPEIH - T
HIMAEE D LR VEIEASHUI 22 > T b
LEZTnD, Txix, P VIREPUEROMEE
Rz ED T T 4 — % AT IR,
MARFEIEY) A7 MBS A2 2Lz (A
3)1. &  IZAPSHBFSLED ADL 421213,
MARTEFE) A 7 %2 X < EMili LT, s#b) it
WIETHADDOELIEDVBRKETHA).
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