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1.1 45w

2B MATBIIRE (systemic lupus erythematosus, SLE): 2— @2 S M EE
R EEAR B RARKAERZSHRELEXRMELRANZEER-TE2EY
APDREERET 18 RAISHR EEAREE2FMABIIRE (childhood-onset SLE,
cSLE) > ffB REIRE  NLFTE 2 5 MAIDURE £&/20%(1]°

BRERERETERERETEEER BEEHEZEEA RENEERBEBERRA
BT BARE R LENEE[2]BEBKR LR RERA M/ NIRA L MEETE
A Z S MAIDIRERE (adult-onset SLE, aSLE > fSFBR A JIRIE) BIE2 ENIE A E2 55 RS
[3]- B BRI EZRERAREERAREREN RERBETHERRREE R REE
wE Y aENERPTER HMEERRRHEAIRE3]C

HARIKE B AR EIREAEBSM AN RN R ERRAZTAVEE 4]
B BiBREU SHARE (Single Hub and Access point for paediatric Rheumatology
in Europe) BiRLFBIEEREZING] EE 2024 FEERERFZE (American
College of Rheumatology, ACR) ZEfHmHTHRIEE 4B X (lupus nephritis, LN) $55|
B A AREESNHE REES D FREAEEZR 6 -ETnERERBENGEREE
HNEEEHE -HREBERNTERTIEFISNEREL X BERRERTGEERNE
R USSR ERERKRNEETHLEREF ([T Z LR T EEHZES I AR ARNTS
s AERERERERBENERER Bt ERaE N ESAE RN BT RMgE[7]-
Fib ZBi— B EEAV S RERHERNEZEIREZEFIE5 Z2BIERER
ERIpFEREEERENEE Z2Z-




1.2 82 S HAIBURE RITRS

1.2.1 REZSMARIRERITRE

SRERBENAELL HEERRBFE2RHERAFEMEBZEE 5] EIL
BHEZE R EIRBENRITREBRE HRNEILL RS aFEp i EEFIE QRS
FHREERER -AEFREIEEIKE S EN R EIRBRIRITREBER I LEE
REHEMANREER

1.2.1.1 B R E2 S HAIDURERR

R R EIRERFITREM AR HEEREARTRRAME ER ARG
ENERMAMAE-2XRERBEFHERNNE 10 BRRE0.36-2.5 > &
TREBEALES 10 BL5RE 1.89 - 34.1 A8 BEMR A BEIBEEFER BINA
AIE—HNEE B REREEFAA (BEDNE JENE AT EREMER
ER) PERRITERRRREERE, HI REIRER 5 A THBAFER > H
U2 F B EEE 11 £ 12 5x IEEFF RS RAVBIRREFHA[9] - LS 14 5! 73 it
2RLAFTFRZYIEMNSEEE EFEHA LEH B IS EARERIE
(3.3:1); FEHB LB BMHLEAIR) LA ZE 6:1 - 9: 1> IR NIRERI LRI 2
[10]°

12,12 fAREZGMANIRERR
SERRHNBRARER I TREAHERRATE EHHEERENZENE
R BB ERRK—IE 2004 FHRFRERERE (158U T) fsh REIRE
BITRABRE 10 BAL8 Fl> &% 11.2 - BE2 A 6.3 FI[2] M 2020 FEIREFRE
RHEE#EET2005-20134F M (n=1,472) AERETA LB MLEAA 6.2:1> 135
U A 15.5 33 RERIRNE WL ER (15.5 5%) BESRZIXK
XERFRE R PSR ESS (11-12 %) H 81.1% MUBETE =13 sRbF2H[11]0



1.2.1.3 REHERANIRERITHS
SENEARERTREBETEHERERNFHEEREE ERTEE2REH
-1 2001 F£HIE 10 BA 42.2 Bl EFAZE 2007 F1Y 67.4 WJ[lZ]’%—IEEﬂjL
FIRE 2011 FHERITES 81.1 fI[13]-EREXAE MARBREXRMEHNA
F10 BAF 4.9-99f[12] MeEREREZERANARSFRMBEMESE
RETEREETR: 10U TR EERA0.76/108 AFE;10 - 1455 44.81/108 A EF;
15-195547.66/10B AF ;B S —HIBEER 10U TR EZEEX%:0.73/108
ANE-BERA:0.12 /10BAFEMI0- 19 REIRBEZERNALE:9.04/108 A
> BARAL1.31/108 AE[12, 14] AT B HIEE E R MMEE IR ANELE
ot BiEREESNEEA[15] BEHE M NEKBIA[16] 88 T & E ki Mt
EREAZERRENIFERRERARSNEER.
* R — HEHARAZSHATIRERTRE

REIRE ANIRE

p —_ T
1512 G Bl g P
%z
(ﬁ%%)uﬁ) 0.76 - 4.811214° 0,36 - 2.5!¢! 7.4-9.914  1-10us
BRITE 6.301" 1- 6l 42.2 -81.11131 20 - 7013
(108 A) (158U TF) ) |
B&EHE:
3.3:1
2t B 4.7:1-6.2:10 . 9.14:1041  10:10
B&HAE:
6:1-9:1 [10
M7= 'é&} 11 - 12
Egnzﬁﬁ 13 - 15.5 +3.3011,17] (IZFIﬁLLﬁ)[g] 36,7118 28.3 - 37.0["

*10BELLF:0.76/ 10B A4E;10-14%%:4.81 / 108 A4 ;15-194%:7.66/108 A &E
15 TR Z4%11.2/ 108 A, B4:1.8/ 108A

10



1.3 RERAMAZSHEANIREZRF

LU mibRRRIFEEHE E S t ARMBERNBRER D

131 ERBREE

SEIREBEVIRSENRFAY SLEDAI (SLE disease activity index) D EREE =
PHRA (ZRSHAEE: 16.8 £ 10.1vs 9.3 £ 7.6, p<0.0001)’ HILEHENEE
PESBHERERD LEHEZSURBREESESSINR ALY, 21]0LtE5h 57
BEREMARNS 2 —WEEXR[ AtEHRFRESHE -SRERAMESEREX=
EXERENRR HRPREANIRE BARTERERE L RIBERAIPE -

1.3.2 ERPRERIE

SEREFEEMAIRETZEARRR L EEEER REREEHREREZHBERN
EHMERRR IFRE - HEEERJERERIC (WD) VREB X kM
BR[22]- 5 RERBENRERICERRE T HRKIEmRA
(neuropsychiatric systemic lupus erythematosus, NPSLE) EfEEE 8 5 W08
BRERNARAZENNEGE BEERHRMERSZER (W0 3mM4EE m- i/ wWesk
HMBKET) oM A B E R ERARRIRAE DR X 2B EE R B KIR R KL
BR[7T]-ERMETMEREREINER: IRERERESIEAASERENY M
RANIRESRAIEMS A M ERENRKZ-

1.3.3 BiE=RIE

BEFRILRRERERAMEENFE BN AREEBREN TR -REEE
BELIRBEBRMLFIFEERS (42.7-83% vs. 27.1-67%) > EEL AR ARI3E (OR
3.03)[7] - HABARIEZ2 B URBRERIZERE X (Class llI/IV) BE-&EBERENR
Class IV {5LEE3E69.7%([23] BEMM R AR R ERZENBRIZICE R HETE
BARRIAESRIBETIR T B (crescent) R EAMAEIFERS (cast)[24]fFE 5
EEEEREREIERE (end stage renal disease, ESRD) BIEFEIEN IR EFETEH
[25]°
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1.3.4 5%

SREHAMNREENES LERREER R T ARNFREKEHIRS RES
ERE B - — RS DM RER RS anti-dsDNA & 1gG/IgM
anticardiolipin FfEZ 14 > MEBRERF (RF) BHMERZEEILKRA[22] - REE
& Anti-dsDNA #8514 (61% - 93%) KRXUE (titer) BEBESHHA (25% -
78%)[26) thE MG AR B BN HE R AR EEXR SR E XS BREENTE
R R AT BRARE AR ANABREENRE BEFER BESFEH BEK
8 ANA ZR{EAEE TR A BB RDE ANA B EERBERZ R84 (55U
Al) B SR EMEZE[27]0

1.3.5EF2
REHERNREUZSERBERRESE[T]BEEEREIRE (monogenic

lupus) WRIRE RERGLEES IR A S ZERRA TR ARG B
AENRE B RFRAEERAKEE aHE BrEEREREASEEEMER
HER[T]-mitiE > REER R ZEIRBENBHREEZER ISR (0 Clg)
IZEEPRFREE (U0 TREXL) » B E S EMMAKEEHEREIIECE STING R 58515
—BITERRE (type | interferonopathy) - AR Z BN R EIRBEBETR
IRHRIUAY IFN BESEC @A T] 4 LR REIRBEERNARELLAA

BEo

1.3.6 HESEEA R

SEIREREAZINENRAMHZESR WRINERZA S ERIR R B INGIE
HEEY A RN R 2 BRI E R0 mE5%U b ER REIREBESETERN
BESIREA (HR: 3.1) [21] 828R EEFE EAALL: 18U T EHEIETA
=it (HR: 6.49 vs 1.75)[28]c F EIEH A ERE RN (42%) BB =IF (30.7%)
[29]-H% REHRE R IRE RETEMREM AR ARIAERHARBHEER
BEEMBNAFREBREEAER[B0 EMARERZIREREEL RERE
BENEEREEREERRERS W 8 AMEBER M R B EEIRSE[30, 31]cLtbih 4T
BMIRENIEH 2 5 B R B RIIEERE R B A o SE(E &S ARa %
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ECERTRS OMEFHREE[32]—R&Mm = REIRBUINR B AFRIILHRER
® R AR LUORIE HEFR R EGEIZRERE R [28]°

1.3.7 8FHEEE

RERBENAFAGEEZ B R ZREFTRERNE -ANERBEEES
BEEREAREREINFEIE[33] AT BEBIEIER X ERGREYEHERA AT ZE
BTEREFNRE-INESH 2HEEHEEFIHFREMNINTER RIRAES
$EANYN: TR S A% ZERIRIE A R is F AR R (FR R E B - B B BRI R A E 2
FEESEREFNN AR HER[33] Lt BB AR R R R ES A HE SR
BEAEEHES WESRER REM SO EBEIIFHEBE - EERRELESE
N R R E B A B E HARY BRFE#T1Z(33]

e b ER  BROE TR REIREIES INBEM A EEH
HEZEMANER BERERERERER EHEEE Rz T RENBRAIE
BRAB RREIR ARG LE BN EERREREE R R AN EREZEENERD B®
F 418 FERBENTREER PR, Mg B ARERE -5
R RESRE ANE SIS AEE R I EEE S HIEBERATE
allasti btk
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. R TIREHMAR ARG 2 S

HRBERE N .
s2HRAF SLEDAIRY /R iR1E S o =l .
ERERRIA

TR /MEEEXT/ORER/ =) LR
BRI [HhiE T 34

PaRE R (A AR IC ™ [ Fo IR RE (R E¥/ /> "
THERRSLHRT D5 e
BhEi=Ie . "
RBEE S (LN) 0 /LR (Class 11I/1V) 2 w5 DR
IR » N
BInEkRED /A fn/ ik 34] 4= 3=
ml%gi = 7]
Anti-dsDNA &¢I/ 48 @R E F (RF) R 1% 22! e PR
EES » N
EEFIRAE/ IFN-| 1502 BER LR
i AEELH R

10 I 5 95 7% [ B 120-21] /4B BE B T 2R 211/ SR HA B g (24, 361/ = e
$HE FE M RREE R

AREEEEE

4 R A/ £ AR RIS EE S B R IE 527N 55
Eagegial=Eg

(&

BEEM " (BZER, p<0.05), ** (BB, p<0.01), *** (fREEZE, p<0.001)
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s — =

By

SERENBFHERE—(EEM BREZHAFNER T RERZ KM
(genetic predisposition)~ & &4 5 (immune dysregulation) SIRIE K AEA
MFERF = EBREREER([37, 38] - Hr R T RREENER IRIE
BRI R FEERREE MEERAME R ERERFEEREBENZ

PR NIRBEMELL REREERUESINRIEEIESHE ERA L REIRER
BRIEAEAFEMNRE FBEERSHNREEGERTR LLUREB RMHL
MR AMRFZIE (NPSLE) BE I BRIENERARRIR RN E BT E R EEEmR
UREREREFRRRAASEENE B TERYFE (type | interferon signature)

[T]-AEF S AR ELEERNREER MR ERENAICEENER S RARE
REREENESEBRRERR




s B — REEHHATIRBERYBURIEERE. 0

BETE IRIREF
BERNRENZERASRERT s RIS AR UVt BEYF

BARE BRX%R&E
AAMA T R EREIKISNE AR B RSB A R =2 1%
BESREEEM l

4 y s
TLRENSEE (L & A S S 4 e

Apoptotic
Immune cell

}’com:fé«
_“R&\

PDC. " }

Endosome aci .

UL BRTEED O\ ik
N © o O

N

Fc receptor 55 _NET

Macrophage PMN

REESHITE

}

fHResE1E

}

HERIEE




2.1 £HF )

BERAZRIEBA T REREDRVEARER BEEHEANABREESIAAIR
B-RERBENESRBIIIFZERABRRANEN — o MEF —BERE DM
[40]; EILEERE T REIRBERNNREEIAEOR AER RS EFrEES)[41]-

2.1.1 ZERAZ KR EERFRE

AEZHARERBERABNZERESEFR E3RSZRIEREERERNERE
EOHEREEFA—ER BEFHESILENERES R BRARHEE[41] - BRIE
B2 B A 4HRARE D4 (Genome-Wide Association Study, GWAS) B 2 I5i8iE 100
BB - LN S EREE A AT UKERINED A ALE: (1) HeRfsREsE
MERAE R FINE— R B E T ER{SBIIRF5~STATAIFN-I 5% (2) BitkEEARME
{EFTHAEAERAE E MIUNBLK~ BANK1ZE A1 BARM MM R MRV ER; (3) HRk
EEVBRERERK (4) AfERIMEKIUR (HLA) class || 23741, 42]-EELERZ
BRI R SRS E—1ZHEE 2 B (Single Nucleotide Polymorphism, SNPs)
MERBUERFEE S HANIRERERER[42]0

AT BRRAREH TSNS G HATMIRENE R SHEEREEEE S ENIR
SRBIVIRE BREFEREENEZFRBRE EREREEEDT HEEREEE
HREGLEREESRRA SRR ZE NSRRI R EIREBERIR 4],
2] EFEEE T EEIETLRTHITHAEIE R B JE & A8 R RN CLQA C2E B [RIZREEFR
ISR RYFRRB TR B0 R TR EHERAERE TREX1-SAMHD1 FRFR4HM A IZER
BYTHRETRIS S LEIME RN T 52 B IRE VIR DR IR HII[42] o

EBEFIRNS BEEREEHESER R IFEAZ 2B IiEH meERR
BHERRIBRIE[41]o LA IFN-I R A TREX1 FEERFEEREHMEA DNA BiF
ST B3R T hENSE M IRF5 8¢ STAT4 £ ERE 01828 7 A EER UK
E[41, 2] - EmWEET MERAHNENFE —ETEZRZFNBEEEMEBUR[41,
42]o
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2.1.2 EARTERAREIE

RESEMORRAL SBRENMEREMAID iEH RERBEESGENES
Mo—RmE ¥/ 5 mIBR R BENDINER BE 43% (3/7) EARENER
FEE > 81F TREX1 (RIFA Aicardi-Goutiéres syndrome) k& SLCTAT (RIFA
Lysinuric protein intolerance) Z&£[43] o tb4E RiB T~ R ERAAT S 2 B AT BTIR
BEOERENGBRRRM BE L EREEEERREMMVEIRBERR
(lupus-like manifestations) [43]c 53— E> —EEKIxA (n=118, F15 12.3 &%)
HEFAITEEIR30.5% EEETER HABETEURERN X RE A ER
(inborn error of immunity, IEIl, LEFE primary immunodeficiency
diseases, PID) HHRAE R E 2 155 2% & NF-kB s5R{EE R (401 BCL11B,
NFKB1) ' Mifs H AZHAEIRBUIFERER MEZERER EBMFERERF
W[44]-4xE LR, 8 2R L BB H REIRBESEFESINFE BN
B BB (<5 5R) BHFRAASENERERABRERE; M—kZEIRERRE (5-18
) BIEERREERA (oligogenic) 2 IEZERERESR M HER IEI| 8%
E—DHEABRERE Hith KR R EIRBE AT & BRI BTN 1 iE & R B B RZ
EEEBEERESERRIC-FEILE B/ 5 ik  BEERA L BRERE
KixENREIREES BRRERIIEZETERER UF B2 FaR s TME R
BRI ARV
« R AEREZEMADIREEEMRERATTELGS

FTERRAXR

serira 43% EXEER: 1. BB EREIRE
Lee WF :SIJ_J_E (n=7) 2YMET « TREX1 A LEFIRvEEIRE
et al., 2022 ” EF (WES) .sSILC7A7 BRERSHE

2. FERERZ

30.5% #HEF REURIE

HIEIEREZEE:
BT TREx RERENMASL
WY <ism EURR | st BELLAIEILE
etal., 2023 BERAERF e
(n=118) - NFKB2 =
- BCL11B
~ J

WES: Whole Exome Sequencing; IEl: inborn error of immunity
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2.2 e R ,

RRKAZEIMATIRERRERENZO -HFXERIENHAE TR MR
5:[37, 45] BE B B R FEME (autoreactive) T 4ffF] B 4AfIE1L BB EL SR
TR B ek (autoantibody) BFEIZEE4RY anti-dsDNA #0 anti-Sm #7158
[46-48] BRI BN R Z B RN BB KA HEBARRREBREENER - MES
B ERAARENEEREER 2 B A EMBURE ER TR 6% —
BT RIBIK[49] B AR T “HRRTHREPRRE[46-48] ~ fHRSEARA [45]  FE R M IKAESH
f&BH (neutrophil extracellular traps, NETs) & AT BFRERFA[50, 511 &
HEGEMER 2 -HAREARE RERERZEREFRNE B TERSEE
(type I IFN signature) & E & ERE AN B 4HAE (extrafollicular B cell, EF B cell)
[RFE[46, 47, 53] EER B AN R B HBREERRENEARRED UK AF
R AR TR R E

2.2.1 HARE . AlRREEE —ETEREEIEE

SEIRERNRIEEGEIEIN BARARRRARNEEL S FEFEHABRRIREAH
RERE A (A TARRE) R FERIEIKRESMNERAFEIN (netosis) RUBE/TTRIE-TE REIRER
E>NETs ERGIENEERZIE ENEE BTR 4 dsDNA K histone EH8#:
IRBFHERIR[50, 51] - EL E S 5 L BEEZAE (toll-like
receptor, TLR)—45 72 ##:8 RNA BY TLR7 E2##:# DNA B9 TLRO— B & E1E5% 40
FEARTEIZE4HRE (plasmacytoid dendritic cell, pDC) &L IFN-a BEME—EF
BERED W49, 53-55EAMENERENERF S —ETFEREEHBIINIE
ERMIRG FEBEMFE T AR CREL{EE B ARCEES RBEXEBMZ
MHERE[4T] B2 EME—BETERNBERREN T RERENZ LD FIE
o HaETREREPEESNAA BEPEHERERFICNEREBESE
1R BB R EIREERRIRBR AR REERSRERKIR(T, 49]°

2.2.2 fERe R REEHEKIEENEEAR
HRERRERERENBRHETRELFENEEAB-EEENRET Clqg
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H C4 & RFATHRER BRmE s -BEib Clg C4 5 C2 FEFHRES
FER#8 (homozygous deficient) @2 B MHAIHIIRERENE—EERAEEF H
FRC1qERFERYEIRZRSE 90%[37, 45] - HHEEE R | /BIRINEERBE N B iBiZiai
RER EMEEI AR EARE ERE—BTEREMN-

SR TR 1B e R E M T SAMB G BN AN B ER S R IUEL
FRSAS M PRI FEIRC3aEACha5 B = & (anaphylatoxins) A5 28 K 4RAE ML A2
YR EEIE S %) (membrane attack complex, MAC) B 1535 Rl AN 7A fR B4R 48 FR
15056, 57 HFEM B AR ENMBCIHCLEE TR B T HEATHMERE
IREFREEE  F1RI R B XM AR RRER R £ MRS /I iI[58, 59]°

223 %8X%%: BAAMEE T ARSI E KA

EREESE —ETERINANT R T BRXER AR EFE 2 Al B
AR TR BERFANE T AR - REIREREENES Bl R EEBAEMR
RO B 1) 5% A PR (F B 1B M 2 14 e 5k [46-48] - R EE M B AR A1
EREPOREES BHEEBRERR FE S REMBMEMBEERBXER
[46-48]-ELEEEHHIEIE . REEEMEZE (negative selection) \EBEEERRIE
4 B4R [46-48]°

ItE5h > BB 53 BAR AR AR IR R IMRISIEC I RV B Z HBI TARRE (T peripheral
helper cells, Tph) B IR EIL W9 WIL-21 EEENEBSMBARME (4552
DN2 T58%) DbAInie 7 AmkE[46-48] B BINEEEICE  HRABARM R IEEEME
284> 83EDN2 (double negative-2) BAHAE ¥ 4HM (plasmablasts) F%E
[46-48] - ELLAMBEAVIE I EE B EL SLEDAI RIRE BB EEE LR TR E
REMEREIREBRPLARFE -BEEEIENE IEFIRREUREER SR
B :DN2 B #5334 IFN-y E2 IFN-o F4EMME  (EE B EHEE TR 2 EEE
165 7EEBTAMAIZES IL-21 R BARAIETE AR F 4R 216t Tph-B 4HAE
FRNEE(EERTINMERRET RERERRRENREE R iR "B AR B4
AR S T AR AR BY & A 0] At R AE PR KR Lt &8 m)E BR T 3 SR 2[R o [AI B > SR BN 1S TARRR Th A
5582 Tth/Tph~Th17 EWETAMREBNEEER £E—P R EHEEREEBA
MBS (LI T-BRR B R ER1S LURHA#ETF[46-48]°
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2.3 BREF ,

TEHRERSRITEERRANGET SRR FRASER ER ARSI
FRmERNAER XRRR -EERFIRHE T B ERREU BTN B R REIREE
{ERREENERRRR

2.3.1 IRIBAF . EIMR

ZRIME (ultraviolet, UV) B R EIRE ASCHERRS & A+ HERARHER AN
AU (photosensitivity) tE7RA REIRENE RKRIT[60]  HEHEKES
UVB E& RSB THEEN FER E A M (keratinocytes) KEAT[61,
62]°7f REIRE BEP BN RMER B CTHMBRREHIEE EXEA UV BEME
FHARELBEMREEARBAVNRIR62] - ELEERE RBNERINIRBEERKEE NN
AR SR AR iR EME S — R TERERTEE X MR EERES MR S5
FE RS EE K (WNHHIREE) B B MM e R FE- tLi EBTMRIE T 2 B HATBDRBE B E Y
UV 257 A B S8R RERIR R 22([63]

2.3.2 mERZE
HRIFFZMRALRBORERFEE S HATIRENE RS RHRS{CEH
BREFEE2FMATURENEEBIIFE—RS MEZBRRREGEMER/NG
R -18RARYRF B13 EB f5F (Epstein-Barr virus, EBV)~ A$84H/)\& % B19
(parvovirus B19) ~E4Mif%%H (cytomegalovirus, CMV) &> HhEB fFHEH2 5
A BURERABRM  ER1TR 2 BB ARSI B R R R[64]
mMEsEGkE S MEAMIRBENEREG EE S RMERE - H—Ran FRRE
(molecular mimicry): BEl&EE R JIEBV B9 EBNA-1) £478 + BEEH/R (Sm Hi/F)
BIRV4E B IR AL v B HRRE (IERL (epitope spreading) #EMEERX &
FEER B REHAR[65, 66]c H —» fmsE RAMN58 T SeriFitie B ATBUREREN S
B KA U0 7% % DNA/RNA e RSB =hRe (W0 TLR7TLR9) A& 53585158
—HFEREATNBEERRENELLS] ZRERAENARTZERREAE
%l NIEI B iR AERYERL[65] - & 1B MEA T AT IE T 2RAE  UEBRERAG H

~—IEERFIRA B IMERYRS fEY B MR ETTERAE-EREER (W LMP-1)
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ZHRERABRFSES F (FIg0 CD40) > #EIL TERAHEAY B AR SRES S (10
NF-kB) [65, 66]° tL3AT2F5 EBV M) B AAMSGLURB B ARV ERE T &
BEREGFED NMEREZFERN B ilREE R4 ELE BRETIRE[65, 66]°
ItE5h > #B439% % (J0: human endogenous retroviruses~EBV) 2358 24%E DNA B E
{E~#EE BB EL microRNA RID REAF Z% GHRNREIRIN ST TEER
MHEAEZ G AIBREZRER L -EERBEESELFERESZERAEE
TR IRIE[66]°

233 WEERTF TR

RERENERSEBESHFHSEEER ILRKBIURTEAR R EERKEE
P ERERENAC BBERT RERBESENA (<10 5%) BRI 2 HERSE
t, AMEABTER (10-14 57) B> WHBRRRIE L KRG 8-9:1 HEEY
MEYFEREBEA[10] MR (AR estradiol) ERXMEFHRBE L WEHKEES
BiREBRE %R (pro-autoimmune) RYRRFE[67] - BLSNRIE B R F AR RS
BRI eI R R AR R A o fIaN - B R FI (e B 4HM E{EEF (B cell activating
factor, BAFF) RYEEER > T BAFF EBAMEFENMAER F HigNREEZ S HAIN
IREGREEETIER[68] HIt T AERS It ER P SHFERFIHRIVER
AR RIRREIE Al S AN T BT R R WETRE 7 R EIRE R R
REEARRE AT R 7 o
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i — =z

F_ER
ZEREd 53 $RR2

REBREREBEREFEERFIR WRBERMK ET) WRFERERE M’
REIRENZ G EERBRSIE B IREFE 7 HE1EZE (1997 ACR, 2012 SLICC,
2019 EULAR/ACR) 39E R AR ZEIERELER B M 2R [69] - HA R EIRERE B RIA
H S EEAIREERIRE R K (silent lupus nephritis) > BNEEPREAR B IR 45 R A9
[EF (clinicopathological dissociation)—ERZEEEE ' HEME SR SiEABA
BAEFEEE TEERE IS 5 B ENER SRR R EIABRN AR
1o

BN RERENEEEVREEXRNSRITERRERERRIRIVGE Bii—F
T R R R R FRERIT B M (specificity) LR HASURNME (sensitivity) BUE2ETRIZE
AEE AEM5ERIERAEZ B MAIBIRE SRR EE R EIRENERMEE Mk
BEERRLEANESEEKRERNRERERIFES X HH#ESE-




3.1 2B MHATBHRER B ENRE 2 RE

£ S HAIVDRE ERERINE ) R T ¥RmRIE E B2 0EARIE: (R HA
HWERARRFES FRRARRR2REE RREREUMBERVERENMET DT R
Wto 28T IR ARREE AT REIRERE R 9FE S ERVEARG ELRIR 1

1. 1997 ACR #Z%E (1997 American College of Rheumatology Criteria)

1997 F£ ACRR# (1118 24 18) EREREBEEHEHTRIRT BHEMN ZRH
S B A 89.4%[70] LSRRG FEHEHTREHAZS AR A TN REIREZREFR )
A—IEAMBZET T R[69] AT 2R ENERREENBRMERE LHERER
REH; RRRETRESRIEEE X BIRVEARRE 49% RS 68.7% -
82.1%[69, 71]- IR ERFIRE R AT E FREEERIZRE  RECHIERKRIEAR
7 ReER R P ILS R R R ARSI E—83 E (B MR MR) A B ERIFEN
FRERAY R > 5 3SR B E RYFZ BN E[ 70]

2.2012 SLICC #Z24& (2012 Systemic Lupus International Collaborating
Clinics Criteria)

7 T HEIR 1997 ACR RZZERVEURNME R B> SLICC 718 2012 4R H iR £ o [HAR #E
WIEE 17 15 (11 IHERR 6 THRR) ' L E L ML ETE: (1) mE =4E(F =1
BRIREL >1 &%) > 8k (2) EYIRRERIRES KX H ANA B¢ Anti-dsDNA 2514
[72]°2012 SLICC BERA T RERBEN D ESURY > RRAKETRSE 95.4% -
98.0%[71] — P REIRBERES AT TREHAE RS NELBURYE (93.76%)[73]°
IHEAZ AR RASE R #h 24 TE 1 B BEAZ 48 | (stand-alone renal criterion)» A& /&R MME
BB MY R BRI 24872 BN E2RBRRE IUB KRBV RKRITN
SEIREMS RTABRBEAREE BRERT 1997 ACR ZLLIER THIER
ME[74]- 22T SURIE RV A B EMERES T F o REETRESEEER
1997 ACR 122 (RIFZZE 81.7%) [70]°
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3.2019 EULAR/ACR #£4£ (2019 European League Against
Rheumatism/American College of Rheumatology Criteria)

2019 EULAR/ACR #Z2# E R B G RIUVRERNF M B BRI » ER A BT RVERE
ERHITE . BERHA ANA G (ANA =>1:80)  7EItEERE L EEBETE 10 IHEXIIER
R SR BEHHREMEDBEE 10 73 B RERKEH A NIRE[S9] - ERER
BEAZHH>2019 EULAR/ACR RIRT RYFRIFH: EEURKIME (85 - 96%) &
SLICC tBE > T4FE1M (83 - 97.8%) BB E(EL SLICC #HE[75-77]- LAZERE
DEREMERS BFSSEMIER (W Anti-dsDNA) k= EEMSIER (W Class
HI/IV LN) RS E (10 423) [75, 77, 78] bR A MR 1997 ACR TR BIEAIRE
BXRFIEHBIRIF WD LERF/IRMY; HIU0> ANA [F14EREER Class IV LN Y15
(10 97) BNelimE 48[ 77, 78]° Atk > 2019 EULAR/ACR BEERFA T UBHATER
HREREDENHENSRHE -AEBRETAE 2R B ANAERB IR Y
TR Eth ANA BRERNERRR WESEEFAMRERNFRENNX) B
FEMUEERRE[7I, HX REIRBEEN ANA BUEXRBEFERIEMM LA SR
TERB/NINEERESE IEEERNERARBEZEGERNNEZEIRES
% AleA ANA B B 2R G MR EE2 Er[80] - & 1& > HN#ET D R#7E
ERAEFRER L B8RS 1997 ACR 3§ 2012 SLICC 1225 IR ERR A B H AR Eo
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* RO ZBEHMAIRBEDERERREREFZ LR
FHARERPR S e R AR R MR —

1997 ACR[69]

2012 SLICC[51]

2019 EULAR/ACR[52]

DERLEE

oA
IRE R

2HMHATH
RERRNM

HEEMHAIN
RENES

HE2SMHAIHE
IR 7 B PR Y

11 IEAZE 4
BE =418

EErh
(49% - 82.1%)
= RHISRMRE

1BS

(89.4% - 96.4%)

SREE BARN
HAZ R MER

P HAS IR (YN8
AIREE KX) HRREY
BREBE - B2
52 B AEE

17 IRRERFTE =4
IH (F 1ERK + 1 %)
B IR FEE LN +
ANA/Anti-dsDNA (+)

b
=

=
(86% - 98.0%)
H masthPhRs

RES

(81.7% - 96.5%)

R BYBRREME 5
B B IR ER B
FRIREE K52

BHEMER ACR
1997 1§

B R
ANA >1:80
5t BRER + S e
5t =10

b
=

=
(81% - 97.4%)
5 RHASEREUR I =

ot

(86.5% - 97.8%)
5t EEER SLICC

SHRMEESHEEENRE
17, INE R ARBE R BRE
BE—RERL

ANA (EB B BIR 4 TR RIR
B ol sER E Mt B AR R R
TR G R R R 2
BRENEEIEREESE
B RREEERSMEEE

ANAZ B2t
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3.2 REE B AIBIREER A2 EN 25 T2

EERAREAR ZEHN RS EEREFEEE-ZEI =ZERERBNES (
1997 ACR B 452142019 EULAR/ACR S SR M ELMB1L4EHE) » UK REIRE
R EREM  AN155 | B2E A —EFEN =32 ERiE] (sequential
diagnostic algorithm)e Ll RENE IR S A E M E T SR e — B ER
=T EMR ACR 1997 FEREEEH RN SIRERG BEHHEGERRASEIR
SERYTRMI BB S8R IERY EULAR/ACR 2019 12 B 1THEE R 22 AR S HAEIE
RV R ARIE R
- B REZFMANIRE 272 ENRiZE

BRRERAERERE
(HIBABERREEE 2 X MRETREARSE)
$ER1: BTk 1997 ACR 1Z#
B 11IEE R R G 1B 8
SEFE >4/11 - A o
RERAZY —> SRR AL
AEERRRE =
e —E> RERETREIEE
Eiiﬁgﬁﬁﬁfmﬁw&
ANAR ft E > e
Titer >21:80 37 2019 EULAR/ACR SRS 8% 2
? SERERIZEFEA 2012 SLICCIZZEeo
$ER2: & 2019 EULAR/ACR f&#td
BRPR K B Nt st 2
SEIRECTREMERE
MWD >1057? E ) FEB N
BEpREL M2 A E2019 EULAR/ACR SEOIEE 21Ty

SEEEEEFEA 2012 SLICC 2%«

‘ @ RERELHEIR
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Bt

21997 ACR EBBE4FEM (89.4% - 96.4%) & EE B RIRH AT Z RAIEN » R R R RE gkt 5T
R R R EITHEMAYET D A LR E AR PN A K EL FERRENBREE —SRERICUNE R HZEERE4
TRRYERAR R ANA 2 2019 EULAR/ACR 1REERSRHI T B 1R o5 ANA (214, Al R BMHIRERY AT SEMEIR(R - BB
EATER 2 5T R4 oE ANA BSIE (titer >1:80)> BB E RISEBI 1997 ACR A58V F 27~ JE s B 5 U B B
AERNREIREULPERFIA 2019 EULAR/ACR 2% STEAA 1997 ACR EERMER B MiERAYHAI 22019
EULAR/ACR EHEEN RS URHE—SRERMERRERHEAE ILRER ST A S HIEE T HEERIR
BB KATERERE 2019 EULAR/ACR ZEt D A M T BRIEBIGESHEE (4-109) SR (EERR BN A TTAlsT 72 T
BEITRRIBRIEE (urine analysis/urine-protein creatinine ratio, UPCR):—BE#IREE ¥R 4.3 &) E2ERABHE
PR Ml EMEAHIRE B XN R TR B —/E D (1-2%) MR EIRERBANAGER M LR FEE
IS EAME S5 R R HARIAERA R L EERER L EDGEANARS M > a8 SRR B B R EIRE AT IUER 2012 SLICC 2%

B ko
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3.3 IRE R K AYZEMRE

REBXZRERERBERNAERR BB T EREEARERERR

AR SR EL B BT F BYAE AR IE
RER R E A BB F 2 B Rl FEsS H1a?

= A
BirG

sHEREIL -EEIFRAEEYIECAREER
ARNEZRE-ENREREARS

BITERIERRBZE B B EREREEERENST 4155 8RR TRRE R
BIBEPIEMIEI R RE& - ZANIE5 475 ISN/RPS (2003/2018) 3 4E&R 4K ACR:
EULAR/ERA-EDTA~APLAR~SHARE~CARRA/PReS HEIME IS5 HIE T EBM
SEIRE NBEUIR RRD R HETHF 4R PAREEE I BIE 4R BT EE

FESE |

* RE.REZGMANIRES R R ERE

BEZERRK
B4
BAHEEFERE
FEAIREZ
BINAERIE

BRIR/BRERE

HEN (B2 /L) EEERR:

Y

UPCR >1000 mg/g (8§ 24 /NBFFR
£H >1g/day)

UPCR =500 mg/g (3% 24 /R RE
H >0.5 g/day) @H TIHE—REMRF
%

- JEENMERR R ILE (Active urinary
sediment) : HIFMER >5 RBCs/HPF~
f2FR >5 WBCs/HPF-4HiE Bl 1+

- MEERSEM BT C3/C4 MEEE T
Anti-dsDNA A5

FEAEREEH/Y eGFR FB&

HERRAR 7K ~ B rh X H thIFIRE B 3k
EMNEREE NHRFETRE;

+ 5ElEEMFEHE modified Schwartz

AE1H eGFR

-eGFR=10.413 X [B& (cm) / [i&

AEF(mg/dL)];

- BRRIE MBANET SN BRI BRI B
= BeEH BMI

- FIsh B EREA R MR ER16
mU EFVE BEFHACKID U25 2

1. FELHERRTHAEEZE R
PR~ FRES RN H A IE R
HHIKIRE 0

2. k% CARRA/PReS #%
DREIREE R SEHERK
Bi% FENREIH LR
UK EE 24/ N\BFFRI ) IR SR 1B
FIRABRENR UPCRK
FRAZR A4k D 58 W[
R s PR EEEE ~ A I Bk £
BN LUIRAE B RIBHE
BYZERE M o

Bzt BIE2EEIRE
B9sRZNEN SR > B L BIET AL
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PR
BEZERAR

BRI/ BRERE

- FESEAMRK = 0.5 g/day?

/4

- FEEQEMRK0.2-0.5 g/day + REMEM
REFH (FEUATH-):
- SEENMERRILE [ UNHIRMER (>5 RBCs/HPF)
“BEFR (>5 WBCs/HPF) 4R El4E
- MBS RSN EEIR (W0 C3/C4 BT
Anti-dsDNA #5)

FEFE T IFR (>5 RBC/HPF)

=i

KEABH4IK (ASFATMKFHAMEKE
VE3:1-))

Eh

BN REIREASLLARE
EARIREE K R IRRERE
R IERIRATGEIR TR
HIE B R
(Proliferative LN)

FUTE Al 6 ZR ERAB BEPRR ER IRK
A BIZUES) TS HA
FRER

¥ UPCR = urine protein-creatinine ratio (FRZEH-fIEFLL(E)




3.3.1 B heit)] 7 B B BRI

ERREIRENS R REREREARES  BRRE IR F LR E HIRKE
= MR ERRREMEARE A T A MR E B BRERIETRIT73, 74, 76]c EFRETRIE
BREREMBNEEE eGFR FMRIBE » MUK EBIVRRHE[59, 73, 76]7ERR
BDAIS mE fki% CARRA/PReS IO R EIRBER SRR T2 R ERIEERDN
24 INEFPR BB AR 2 B L S FBERRER/AEFELE (Urine
protein-creatinine ratio UPCR) EfRiR D Z &S E{E[76] - E L ER R &R 2 08
FAFERBRENR UPCR RR&RAR 6 4k 748> X RIFRF T4 AR EEE ~ B M BKER 7 M > X
KIS REREBREIRT3, 76]°

EI R #E b KI55145 5 ISN/RPS fRIED 482248 K ACR~EULAR/ERA-EDTA~
APLAR %1% HIE 15—k  BIEREE ) NEBRF U TE—RHRIRIIEZRE
1TBHETIRA
1EE BRIIBEM SRR RE B VEEM AU LNFETRBREERR R R ES!
- BEZX UPCR = 1000 mg/g 8 24 /\BEFRZEH >1.0 g/day[59]; 8k
- EHIK = 0.5 g/day BHEBEEENERZLE (W0 >5 RBCs/HPF BYIM AR~ >5

WBCs/HPF BIRRFR S ARREEM) S MMF2ERINR (C3/C4 MiBE T
Anti-dsDNA # &) [59, 73, 74]

2. BERRER7K B S HIFIRER R B HIRFHREER eGFR TFE[59, 73, 74]°
¥ R B EFEXER Modified Schwartz formula ETEEE It R EIRE
HERR T R MBABERT 29 2 as EFRRAIED R 5= S E 8L BMI[73, 75, 76]°

3.3.2 REBHITERIERR R SRR A SRS

ER RERENSREREMEERIRER K NERITER[59, 76] 4455
SRIEIR A B B ERVE B FREIE ILERRE S TRRIR S 15 1 B 30% IRREEIEER
REREZEVR M RBRERESRE BEEAMK < 1.0 g/day BEEZSE
FRITERIEBER 40 60% EREHHIRERE X RE SERKFEREZBMAATZE
BYISMEIRRE(73, 4]

E UL ASHEEIE 7 M58 4k - s271E B Y] R BB RE » SR8 B &M RRI%

soLlimie R HERRE
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LFELEEZEAR ANFEEAR >0.5 g/day  BIFEEHFR 0.2- 0.5 g/day 18
EPEA T E—IRMR[73, 74]:

- JRENYIRARINE (W0 >5 RBCs/hpf B9MER ~ >5 WBCs/hpf IR RS ARAEEHE)

[59, 73, 74]

- MEZEENEEYR (20 C3/C4 #RSE T Anti-dsDNA #&) [73, 74]

2 FHEM BT IR ERABRRERE S0 R ESRCHETERRR
o tEE BR BB AKX (AR AL MRS AL MIXEIFEAS) AVER T IFR (>5 RBC/HPF)
[73, 74]°

4z _F Rt AN H R ORGSR BR B2 SHARE #5351 % APLAR L8P A MEERmk =

E 1R 5E B R FEFRME ] A PI#8 2 W51 BT S HEIRIE5 L =0.5 g/day AFE
EPIE - BEFEEMHRE S anti-dsDNA 55 SLEDAI SEBIEMIER T EHIFE
FEMMEEBFR (0.2-0.5 g/day) BB Ak M MR F 2 RERR B EME B
[ FRRETT BT R - U e ta s a rER R o
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E s

S TRELRRBE

%ﬁAﬁiiﬂFEE%ﬁiEEﬂiﬂ%ﬂﬁﬁ’ZME%|‘ET‘LTL EfRi B1E 2B
BRI B R R A ERREEE M ORISR E S | IBERYEEE R BRI EIR AR
(treat—to—target, T2T) ' U R REANIE ST L ERER SR E RE SR HE
SAZRIBHE

REMATKEZECEER THRBRE (4.1) URMKIBEIPRLLH; (Paediatric
Rheumatology European Society, PReS; Childhood Arthritis and
Rheumatology Research Alliance, CARRA) FriEE EZRIAEEIZ (4.2) o FFIRV4R IR
BRE@EBRIEHER Fafh1E Rl &/VCEY) (CEZ2HERR) BIfER ARUELE
AR ERSG HILNEa 2R ERERENRABRARHERFER




4.1 REIRESE AT AESFER

4.1.185 8572 BAER PR AT

ER AR RN BITINFERECNRZ R URYISEAREIRBNZERKIE
i BNERF R EE R B o 4545 5 KB R R AR RE I E 7 SN AR SR RR AVIE ME 2948 » I £ B PR L 5
—2[77]e

FE 2 E BIRREEE (S8 EEETRIRAFRNEEER) WEE R
B2 4ER AR 2-48— O BRERAIERESL-IER—X; HA2EENHIREE X
YR BEBREE TARVIRENEZENSA —REGA BEERREERE IR
BiMhERRERR G - BREaslh - BRIME2RBRINGE[59, 73, 74]°

EREREMSEVEARTERESET REIREREREEIE (childhood
low disease activity state, cLLDAS) B1ZKs> D52 S8R R B EF TR & B R
& 3 BB —[76, T7]; HN BEFT 2B R ENERRLZEM (clinical
remission on glucocorticoids, cCR) AkEEE BIaJBEREES 3-6 AA—R
[59, 76]°

5N B R EIRBE R FR RN FRRA S Y58 B HAE A B E2E (
on: R BRI REE R B REER B K AIBE[73, 76-78][HItb FER ¥ RE2ERE 6-12
& B R E I 23 E 18154542 (SLICC/ACR Damage Index, SDI) WEEERD It&F
FEHHE[77,79]

R LIt BRI 55| MR R ERANEREAZFEN S5 eEH
BMI FERN &R [EIFZEF AIZ[59, 70, 78]; EEHAZEFT(4 (tanner stage) B 9-10
REESFET A LM RESHEEVRAUMEES 6 AR E—R[78]°
R EYZ2E A RPERALKFEENE R BN E - E/PIRMEEMIES

4.1.2 IRIREEEHE

XRECRREERERABRREIER[T6, 7T7]ERAREZZELL SLEDAI-2K
(Systemic Lupus Erythematosus Disease Activity Index 2000) fE&:FEE T
ARREEATE ZIARE1E (cLLDAS/cCR) BB ETA[76, 7T7] - HthxmE1E1515 €15E
BILAG score (British Isles Lupus Assessment Group Score) 8] AR &4 TG 45
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EREREBHREERBREE[T6, 19 URIRBEREEISE (Systemic Lupus
Erythematosus Responder Index, SRI) B LA AR IEHE A R ERYEE(H[79]°
A L miEs G A VR ER  BRIRER AR 5% 2455 1IIASLEDAI-2KA E B &R RE
4T E3512 - SLEDAI-2KRY P X iR sHE ER B A 155 Mgz —o

MR ERBERERE R BREYERERESREZHEDE 3 EARIT—
R[59, 73,76, 78] Bl : (1) UG iE R — AN EE2 B ER /&8 E (Global
disease activity) B2 X EIFERIC EIF 2 MIBKETE 22 X 1580 B THREF B Fd 51
(FRR&E7Z K UPCR) ;(2) AR ZEIREE 4 MERAR MFE251E (W0 C3-C4~
anti-dsDNA %) —ARE A R EREFR GBI RHEE R HABEEERER
SR TR RER S HAIBIRBERARE AN ETCIEE HERE R Po

BN > 45355 | TME AR 57 E IR B Breg RV BY E W1 50 » R 2R BN R Bh ER PR 520 -
ERERRRE S FIIN IREB R BEERPIHRARR NGAL £ MCP-1- lL1EF
S AHEFEAGHEEBHNTEABE AR ERIEIL S RIRE TRIE KA R
FETRA NGAL nEERIRB K 1B %% A1 3-6 BB BRI EH-EBRAREF L &EFM
BERNEEDIRRA NGAL BEEERA > n]fe AR BR AR B B 18 3 (subclinical
renal flare) e 549 Anti-Clq BEEMBEEEAREBRRNEET A[EA B K EE
B2 R fm Ve B M MIB R85 o B anti-dsDNAN RS R FRIBAE RE SRR 73]
BETA B LIS ENECEAEN T HIRSEAER L F ERHAEE/AE U
HEEERERREBEBESEERRFENT A
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* &N REESMHANIRERKREANEYIRCRE BRRER

BLRIIER SEH1E (cut-off levels) BEH ERREE B8

DTSR

- BIMMEK{ET (WBC <4000/uL)
- MEBIKET (lymphocyte

. . <1000/pL) . HEIME T 2RSSR EER-
2K m®& « IMM/MRIET (platelet <100k/pL) - VR E T ERERESES.

- AMMEM: MEER (Hb) THEMARE
reticulocyte EFte

- BRIEHMARBSLEREM B
FILUE ! B A RS KA

Kie (£F] - ESR: SLE BBNREAS EFR
?ig‘;ﬁw) 3% . BREREES R B4R o
- REAREEREE LA « CRP: SLE ZEEFEE EE M

Fto& CRP EEEH S BILIR5R

(BEEHE]
i . EeER EARTRERE
=< 500 Mg/ _ AT SN REEE.
REA/ © BRERERE: >2000 me/gH | wagm 36 mERER R
AEFEL{E : REE R >1 g/m?/day BARE TG BE AL
(UPCR, PR AEERE (T2T)] HEMYIA o
& o, . 3EH:BETR >25% L REBY REBEAENR
. GBS BETR >50% 7 REREE REEE R E

- 12{BB5E2#&f#: <500-700 mg/g {6 (UPCR <200 mg/g) °
(REEEER: <200 mg/g)

- EFMHERXIER S UPCR

RS e pE BRI ARS8 2

(Urine 3 - 3R RBC Casts (ALMIXE) SRR R
Sediment) . EFALMIR (acanthocytes) >5% = UPCR A B BRI EEF
A ERIEMEENBERIG
L )
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SEH1E (cut-off levels) BEH BRAREESRFE

AN it
(Erz] - BEEGRERIARERAER
B AATRIB S .m0 ; eGFR 153
’?é‘éﬁ’;g'ﬁg & i?_i‘;- REABRETHR . SEFE: B modified
. 1BMHEE: EEER ERERE f%c)hwartz ANHE (REEY

TR RTAT R

- HFEMER: RIRBEEESYIT
BefRmEHEE (LEHEE

B~ R ~ N & 3K)
) (ZE] - AREFEETERERER
(Complement; Mm% - BREREEETR BEVEE BReE EME.
C3, C4) © BREAREERETRE - EIREBREAET ML

BEFNRELKRNE, F0EE
RFEE T RREEERR
mEe

- BRI BB -MEXK
BERE = EER-

, ('] -
Anti- s e - =EEHES: & C3/C4 T +
dsDNA i , gg%gﬁéﬁ dsDNA #7251 [EIB 3R> A 5
ER M RINTERIEE BEEE
s2MEEE

« Anti-Sm: $5E %S HhiE
ﬁﬁ:’;ﬂsﬁm P . aPLs (WBSHAE): MEREMR
Ro/L P’L ) ! &7t (lupus anticoagulant,

O/La, aFLs aCL, anti-B2GPl) ¥ K14
BEWR ZZE—F Al —Re

A )
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4.1.3 B4

e R EIRETMEES S BE0 R R/ R B R - BENE ST
(Physician Global Assessment, PGA) (0-393) @ ZZAEIZEIE BIZARK
ZE < 1 (cLLDAS) 5% < 0.5 (cCR)[76, T7] K E/H A EEe:T{L (Patient/Parents'
Global Assessment, PaGA) Bllf& CARRA/PReS &:%5! AN E 258 AR MR 5 VK
BWELEME (patient-reported outcome, PRO) :&=&[76]°

M& S HIRE PGA S PaGA FUEE » BEE R B & T EEY) I E A o IF BBV iEARFR
@ [76]°FLE > 55 |585H LA PGA FEIL/GTRALRE W EH PaGA BEBUEE AP OHNE
FEFRE(76] - FRAM R EIRAERMN PGA #] PaGA EXER Riftg =H M-

4147 B ENERER
SERENENNEMA RS ENESIER - A RASEHREFNEALA
R AEZZI8MRR M REE R aRNEEamFE(70, 78, 80]-A155| i
#0833 EA—RWEZHEANEE S BETHE BM HERENNE R
WG EE RIRZK[T76, 78]c
tesh > EEE DB EEIT—RIEXNEFHF (Tanner staging) M 5o EEFIASHK
E[76, 78] LB AN ERFREEN A REGASEHEETRERREESE
EHPYMERAT A FNREIBEIER[T3, 78]°

4.1.583ER1ZIEH

FZFRABRRBIREZBRERM AR ZERISRE RS RILRECHNEGTEE
BB -I55| BB A EHFETIHL ZBREFMME—R-BREERBREFMF
EERIERE LR EITE =6 BB BRTE[81, 82] RN & T #4455
Bk B SR R Ehk SDI (Ped-SDI)e

= ERRAERL ASLICC/ACR 8154584 (SDI) »RIFERESMNEZRIA T =341 (1) BF&
HASE AR ; (2) ARpESERBNERZEE TF; (3) RE\RERER S FBRMIE
REIEA-LILEZRIERER A SDI REEHZEREIRBAREN RS R LR
FHRERERESHILE-

EMEERHERREIRERR T ERIEE RS RFIERNBERERRATE
R R([82]-FIL  BIEERAMA SDI & R AR R EIRBHRRA S KAAE
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BEstrERERES LFIERNEERFBEGGE-FANEERENSDIERE
HRZATS5| Mg e

c B=: REZS AR MIRERRKE R EREHURIZE

5 B AN X B 215 5
v
s B RE O 48

BR[OS LA FEFHEE

- 25E1815: Ped-SDI/SDI

- RREE IR IR G 1 2

° IE%@EME‘%%\E%E‘BMI % . géﬁégézéﬁgéﬁﬁa)nner
- BOERERSRRE" SR (9miE)

* JRfE SLE 1ERAM;SE 2R 5k . HBEBE MEED-BRE (
- B 2R AREREYIFREZIER mﬂf‘ﬁ%)e‘ﬁzﬁﬁﬂ BB~ BRRL

- OE/EE BE/ R
780 1-2 ERBLEBICETEE

FIER R AR RE

EEEER AR RS
sl JEEHR /1R % BEEIETE (CLLDAS) Z#E#E (cCR) ARRE

Elz24aE F2-48 Elz25E% . 83-6{EA
(BERIERESL-3MEA) (RIEIREERE)
BRSNS EREAANS:
F?ﬁ-ﬂﬁn/nzﬁﬁlﬁgyl‘ %/IE' FrEgR b2 MLIEEIN BEER:
zﬁglﬁ?ﬂ%%‘ﬁ BEBHRITE/RE REBXEBEBSURERRBEERER
BHE HigA3MEA

E&';ﬁﬂﬁ_ﬂﬁé‘ﬁﬂ/ =R EHERERFA

WRREMEFEIEET4 | SLEDAI-2K ~PGA ~PaGA; "L EEER =R B 1B H €135 1 CBC ~Cre/eGFR ~ALT/AST~ESR/CRP[RiR £ iRixE
(U/A) ~\UPCR; ‘B335 #5B2C3/C4Kanti-dsDNA antibody; “E4 REEHBENRBMNAE 6 B :HME—R; F1-2FETER;
¥R {EHAHydroxychloroquine RSB (L 1Z T REEBHL
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4.2 REIREREER

EEAERERNZOEMENREFE B AENAEBR R - A155 KB R R
FEIRE T2T IT{E/\4H (International cSLE T2T Task Force) MRt > $% FF
DERGERER KFA BAEINREREREEERE EMEEESEHREREE
1T EEEREAR I ERRAE AR (cCR) MBI = REE R ERRAERR (cCR-0) 1F
~HEEBER[T6,7T]°

4.2.1 REREREENEMNRE

SERERIIEMEE (CLLDAS) EREREGENETEBF HERA—E
GEEFEERD BERRER - BREBREREYFEZITRIAR 2 EEERARVIKER
[77]-1R#% PReS 2RI HYEIFR 158 > cLLDAS 4 ZBRIFEM B LU T &4 1 (1) SLEDAI-2K
0 <4 BEIEHRERE;(2) B ERHEAELL B\ ERERBEEG (3) PGA <1
(0-3 PER); (4) BEAKEEHEY) LRGBS EMNE| 2 8%, LUK (5)
Prednisolone (B FxEI£) HE <0.15 mg/kg/day ¢ EHES <7.5 mg> LY
MEPEEE[77]°cLLDAS By ARRIRERITEMNSIARRERIE: 50 AFUTE
E|E%E <0.15 mg/kg/day’ 50 2 A EEAER 7.5 mg LR LT EEERE
EHE 75 mg HREENBEFTBELNHER URFRESER[TT]

4.2.2 $AE R R T~ 2 BRPR AR A%

FALEEEE FAIERRLERR (cSLE clinical remission on glucocorticoids,
cCR) @# cLLDAS BEE 2 AR E R ERATBEEEEEERZREFERR
KR T EDBREREZHME(76, 83| kiF REBIRBEMEIRERM  cCCRNUAE
FIESHEU TEIETE%E (1) BEFK SLEDAI-2K 3149 = 0 (tLE B A F ST E R
YN{E#ERESR anti-dsDNA B31%) ;(2) PGA <0.5 (0-3 DEXR) ILIZZEE cLLDAS B&iE;
(3) Prednisolone (X FMEI£) BI2BFREHE <0.1 mg/kg/day H SHES 5
mg/day;(4) BEENRIEENER AR (EEHEY) B NGI 5 K /s RE]) o
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4.2.3 (= FR4AREIEE 2 BR PR AR A7

(= FAEEREAERPR4ERR (clinical remission on glucocorticoids-0, cCR-0)
A RERERENRERSEER ARETETERAE S HEREERBER T
ZE BB R R RS AR RR[83] SN S E R R EN RS E (BREE RGN F
B REE5) ' BH cCR-OHNASRENRATEREMEE cCR-0 BIHH
EHRFHENE cCCREFZE2MER E—NEHENRTEERBEE[83] - A55|##
FA4EEFR PReS SR RAINERGRER EREAERERENERERELKES
BERE e

c XU REESMHAMRESREEZHRESR

SEEFEREEE BRPR4R AR - £ AR EIRE BRPR4ER%-5H
(cLLDAS)7! (cCR) 83! $EEES (cCR-0) 83
<4-BHEIE
SLEDAI-2K SeErE M 0 0
B RS T E
<1.0 <0.5 <0.5
(0-3 43)
<0.15 mg/kg/day
EEEE 8 % <0.1 mg/kg/day
(Prednisolone <7.5mg/d A 0
v <7.5mg/da
(INAEPREE)
e BEESEZHEY  REIHIE R/ EYRE ZET




"
TRk Em

5.1 {57

EEXESRERRERERREENZO-RERELA—BUZEMHERS
FHMNERBRRER A2 —EAXZERE A BT RIAGERAREAMN/2E
INHI YA FFES A BN ER EEER . B EEREIHE TASEEHESEE
BEER N ERTRERER FREERVEYERFAFERERBERESHE
%0,

REIREHEMANIREFERANEYERABIER EAR R EIREERAEE LR
ARREEmEERIES IHER R BRAERIEZS2EMARLR WES BRI
B ARE R EITECE B -ERER/AE S E  hydroxychloroquine (HCQ) BRIE
BIRREZESHEENS EZMEEEERRIAER, LREEESHRAERE2
R BB RABERE R R LESh REIRBENAERIUBRENESHEES
I EEE—SRERER R ERRBREREM SRR EXRERRT R ER BEX
BIEMBE LMY TSR AT IEENSEE HNBERBH R ERIMEE
(N BRE LB HEEF 1/ IV/VERESR B R Mzt EReE B
MEAMBEE{CERBESE) » n] & B fEM methylprednisolone ARE &% (pulse
therapy) UARIEHIZEX HBE M SEERERFABREZEURESFE BE
MEERaEE HER GBI BN ERER HCQ /A& HCQ S H AR A EE
MEEARIEFIRBENEE AR AFEEEAEE N EZNRIFERFEIZ (
prednisolone <5 mg/daysXENEIE) &> EEREREIMEZINHIE[84]0




- BN REE2SMANDRE SR MIZE
RIEEREHERSRLRERERERERY

HCQ (FRIFARZIE)

FhE B8 B ME b EiEh, AR R S 1R B A RA,
EEE—RERERTERRIERRTER

B E&RR BERR
(8 R B RLRE ey Class I/ JRIET X Class I/IV (V) IRER %

(B BAEA S A S AEAK e (B E MBI TMA
HhiE SRR CAIHAITP ¥) MAS ~ i fn ~ 0o I 36 25)

eI A:
- - MTX - NSAID > 41 & BE & K Fe SR A 3K EB e HEA:
4“5 - MPAA - IVIG> 80 AIHA - B
35 - Belimumab - FUB R /IR EEY)  INSEE - IVIG
= - Anifrolumab *i - FEREHDEIE 0 TMA

- Jusk A gNER > APS

REREERSFRERNFR AR EREZREREIERAE, 5RX
AR E AT MR EFN R A IRZEIBIE N, A R T R R ZE 53R A AT
AEKEL  EMER TV EMNERZ NG -BeR LI AR §— R SR H
ERIER AR ZEE ERMEEATRR » BANTE R BRIEHHA R FERIR 3
B Z 2 WK(E R RREITRE EEE0 LR ERESERARERNTIRE
o

AEHRAMTEEREERAEY 2 ERE-BERI RUENAZE L EE
BREBSKSBERRZBERRRREDE SRES




5.2 EY){Esm )

5.2.1 EEHEY)

Hydroxychloroquine (HCQ) A %2 ZEIRE A EAVIZ L EY) BRIFF MR R (U
BB EREERR)  REMR BEPhE 5 BERIAFEA[5]°-HCQ 7E SLE
RIRBEMRAE X P RAEER WA A ERE TR A FEM AR BiE T AR
SEEAFTIR 23R IDH Toll IRZREAREE - UK EARABZEE MR EXR
FES BRSNS Z A [85] HCQ & FHA/AHE SLE MR S A B2 B M RIT
It BB e RsE PR IMASFNIT A2 EA[81] - FRAERRMR SLE RGBS E TARA1E S ViRl D
AoF R ERENRE W FEERIE TR E(REEE R E (steroid sparing) 2R
B& R B ERA SR EF[82]

BIEM4EFRABMNREEZ mEKEIEBREE UAEHE S
mg/kg/day #RAI[83] - MNKEBEEHEZRRSAIE ¥R ERRE IR RIBR-
FRIBERAERS HCQ BERIEAIZZREEDS MR A RIMNARERENESE
(Gn&HEMRtamoxifenseGFR <60 ml/min/1.73 m2-HCQ %I& >5 mg/kg/day) > &
akm 1 FEREGESFER; TR BEAEN 5 FERMARFEEEAI8], 86]FF17
MEREHREREREEREEREMERS RAERNS EBEIETEESE
ZERIVER  FINIE B B E R 2 BE O ERE DR EE[81] 2025 A&
REGER METRBFERERRNERL T 28 SLE BEREER HCQ Ja&(6,
83] Lt4h HCQ TEIRZHAR (X2 MBI NS HEI 2788 400 mg) K FEFLAR
B B E A E 2 B HHEFE BNAIBUIREZEY[8T]-

5.2.2 faERE

fEE R AT R EIRES R R RS ERAREEEREIEENE
BRE Y — HEEAMIME IL-1B51L-271L-6-TNF-a K IFN-y {28 K AMSEN S
B> M EE R T A 2 AR PR R ERYRLMT 99 F (adhesion molecules) ZRBAER B mEkFE M
BEREB(oLLIN FREIRZRE(RE Thl AAMUA T M EH BRI MAREHR 2 EAB+
IR AR A7 B RE S B BR BN FI AR Bi1E 1588 - A E M AR B R T BURA N RRHIER R
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RIBMBRERE > OIREY)EE L prednisone &3> EBHEIEA 0.5-1 mg/kg/day
(838 60 mg/day)[89]° 2025 EREERE IR L HEREF ZERARYIIEHI%
BHEANZERRE TERETHRZE R ERREEER ORISR ERE S
fER MmN ERE  BEZIXA methylprednisolone ARESE (pulse
therapy)’ 2 XA DO RIEREE (0.5 mg/kg/day,RAE|I£ 60 mg/day) LZE TR
£ (B1E6EA APEE <5 mg/day)’ lLaEREENEUASE EOREEREREIZR
EMA HREE B stE R ERERE 2 B85 R TRT2EA[6] 1HREA
Ea R ELEERR B EAIERCLERERR (non-fluorinated) ¥:
prednisone/prednisolone/methylprednisolone K E 2 A 1EfARE 4 X :5  [R1ERA
R R AT HALEEI RS I 2 AT HI7E prednisone M EIE <5 mg/day; & HIR
BENEIANE FFREEFHREERAELEFE E-THRBERB XKL
N2 EERER 7]E RERBERERE SR Bl ORLZE D BE[87]°

SE[E B2 P RER AR FRTEAR > (B RERE R S B B RFE RIS Mo —IBMt MR 3Tk
BR- £ 18 B R B ERLL R BRI F B E R EEEFEERIESNEA
pREE E = [30]0tbsh EE2025 R EIRBNZ RO RERER 430 R EIREE
EEBERBGRIE 34.4% EZEED WP EFFIKFES methylprednisolone
FSEHEISEEEER -2 RENEGHEEGIEREIEE WERE RE) RIIKREHK
515 (B B 5 TRIET) 9 EEE R AL & R iFER EER BN EEER
REENE (SLEDAI-2K <4) WEE P R FICENEERENEEREDHEEIG Mo
SEMREN TEERRERERNRZES T8 HEEREIE51EM 0.5
mg/kg’ BT R EIGM2E[90] - A 8N REMREN FIRMEH
prednisolone E|EZ <7.5 mglEEMBLL FHEIE/127.5-30 mghBE LM
EMIRTENRGBEERS MEREIE81B 30 Mg EERINE—THE[11] 4R
RN BERERERREIRERIABEHNAEEGRREF AREEREEKEE
BRRIRE SRR ERIEEE ) I 55 0] fePH R iEE i2 RIaT| = BE A R LU
A BEIEGRAEMERASME0] FRARE Bl EeNEBEIFEEE BEHRERS
B IRENER FaiEERENE(89] 2 IEM KRN BEENERL
B 200 REIRERBESSREZRSEIEERELE[9], 92]fR T REUE$8IF5F0 4
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FEXDEERREIN AFARSEH MR RANGSEHEHEER AR EREZ.
REETESE) & ERASFETERERM89]-

5.2.3 S inHIE

EIREREERIE > S GBI Bm sl BRE 3 RSB E R (R E LR E 2
BEBEFEAEEM -T—RIREAET EEANREINFE S
methotrexate (MTX)+azathioprine (AZA)>mycophenolic acid analog (MPAA)~
calcineurin inhibitors (CNI)#0tacrolimus (TAC)Z%cyclosporin (CsA)EHF?
cyclophosphamide (CYC)REXERFY  SHIEFIEHNEERBQHIRNER
BREREMNERREB4 - BEREEERRERNENANMEHRRNEE TAIZ
RIEREYIREI[84]c

« Azathioprine (AZA)

AZAZEBINFIIRIe SR EMEEEEEAHHE DNA B EMEERE
IEIMR > B—ERAEEZERNREINGIE 93] AZAERANR REIRE FEF
AIFBERINERIREE X AFAREPNEERERE 2 ERaBREY - HIAAZATER
BRETHNERARZ AESnEBRERAR R BHEREESZHEERTEH
155 |HEREH S BB X ERE M NIREM TR ZE R T [72]0
EIRER KT HE KDIGO 2024 BRIRE 55 iZZAZAR 14 CYCEL MPAAREIR AR
BRERAEREBR SERRE 1 /IV/VEBRIREBT K[94]-155 | TREH  HER
FEMPAA> AZATETER: B B8 32 RV R EE » BB S/ B KR T R EAER ; 7AT
EMPAAES ARSI NMERER T AZAN A G IR ECEEE([94] o lESM AZATR
Al AR P EIFERIRERFEIGE BB EN K P E MG » W rTE A
HCQER B A AR EEREEFEERACEAEIENEE 4 BREENE D
wmATPMTENUDT1SERE EM R EEERAZAR B sEH IR B E B BN (fmik
BT RBBEREEFARKRE FLLEZZ I AERETHABER R 75 5 XA
b BB EHARI R 2 )R MEKEE[95, 96] - 5 —FH H» AZAR] 2 IR ZEA ]
(87,93, 97T BN EALEBTFHRNEFT V) EREREZREM S AAEENBRARER.
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« Mycophenolic acid analogs (MPAA)

MPAAL{mycophenolate mofetil (MMF)Zk iz a2 mycophenolic acid (MPA)
I AR 2% LUBR{ER7 S 818N EIER (72, 98] - HFEBEINHIEIS & A% 2 B ik E Ik
YETEERAS T RN S HE R R (R [97] - BB I ER RS B e 1R SR FIMPAA S —IEA XX
BZ2NREiGE T ArIRESE 8iEREIRE72, 98] - E—EZ RO EIR
E5MHRPERE R REESE GEERRFEHCQ) &M EMAMPAA BUEIRZTEE
AEE  SEEREEEEZE B R/AEHanti-dsDNAITR RE 2 IREEE L HKE
FRELENRERAIRESRNEAR BRIENAREHZER STIFHRIFZE2H
[99]-lt4E RE REIRBLAEKRER S  HFER ERICEFREREZEEAGER
i B R FRMER BRI SRR M St B R E R A TR E— PR X
FMPAARS R E IR BB -MPAAE KR ETIREB R MIEFBEXRIRERIRPERRE
[100-102]-EZF L EEMFTF > MPAARI B X F B HEREENE L (F A EERR R E
2R REEY) HP54% R EHIRERARN S 1% EIEREE BRBRRICE
HERRERRS[100] - HNEERI R REZIREE R BE MPAATTEENRER
hae i RE RBRRRGEE  BZHEFSERERRRITERINER TR E
FEEEZ[101] - REAE ORI T REHRE R Z G E BIRBE B K P MPAATEAEHF
NS LEBAKERERAEENRHthRmidaEk BENAIFERETFENR
[101]e tESh > MPAATR BRI B RMIEHIRG AR RZ 8 EA MR 2R IF[103] - £ R ETREF° MPAA
NZE2MRRRFP ZEFAREHAEM BREEMEENLEAUR[102]EEFEE
HNEMPAATIEZ M EEE L IRERRZSELRER R R®ER B
BRFERE/IDVNEBAAZERERI - EEEREBERENNGEERE EHHE
iRz 2aERRE TS - B =2 RREN L A5 E B ER[8T]e

* Methotrexate (MTX)
MTXEBMREFEER R AR R EIREPEE R E 2 /8 REEY)[104,
105]- H X BEIB(ERA R EBEMNTIER £V S G (EEAmINMIE REAS &
MyE1CRRE RS BB X MR[106] - ZIE/N B 5 E B R 5 B [ 4t ST e
MTXPI R ZRAEN K B R P FERIRRIR > W B 70 B & PR EEF AR RS H
fth e NEIEI[104] 28T MTXE VD EIRBEEXR EE FGEBERA—H BERE
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REFHRTEZRTHEEFBENGR CHESGHEEBEXRNEEPRERE
[104]° AL MTXF AR AIRE B K IARI—RZE)[107] -BRIR_EFTER O AR T
AR WERKERNMRIEESERERERNE-ALXEMTE ERTATEREE
HEiE B EEAK AR IIBE IR B L (BEES M ERY BRI A R [108-110] ;785
HiRZZR S HAETRE U R AHEREIER -Blem = MIXZSREAREER
B BB ERESZHER AN REIRE RS 155 SRE AR §RIFHE
» BEEIBR B EEE R HHCQREREE[104, 108 ERZIFENZZAI12ER
FENRMTXEBREENM B B RERERARER R ELL MTX e RERIEZER
EDI1-3MERFE LR EY) T 2B RR S A Z BIRZ([97]-

« Cyclophosphamide (CYC)

CYCAREEHARERB ZREIRBENEHSEEREY) HIEAKEADNA
BB HHIAERE DS EE SR EMEE BB B INHIER -CYCH @AM G £ 2R
BB X (N/IV B » LUK B2 B A R S A ERIRIR[105] o 2 TH Al ME M4 EA B (4 R 58
B CYCERERRERAREBR A EmREFBEERID AIERSIEANTE2
R 4RfE > W EREE PREE H R SLEDAl IR BB E D B FEE FRE R T K o LtE5h -
CYCTM R B MESHEARSERICZSLEREF IR HEB I maigt O

s e & MR B ARG ZRE[105, 111]-EIREE R aER FIRESHCYCEE ERER
MHTIRE A% S R RERA S H—R500-1000 mg/m?> E4E6{E 8 (NIH
protocol) > FH&E2:B—*& 500 mg &E4E3MEH (Euro-Lupus protocol) » M & H1EE
BEaE(112] - EEEAECHRENRERERENBRER IHE NSELR LA
B AT B ThAE o ItEAh » IR AR I fEARSLE B E H» i ] REEERE A EMRE 2 R
[113]7AT> CYC RYERPRFE R 2 PRI RN @ b sg N~ £ TR R 1 B R M v [ Bz »
ItE {55 FR B R R AR B S A R E > WE TR Y B BN A R R BB RI[105] - CYCTRiEZER
RIFIRFE —ZFHZ A BRE & > T E R B EA AR (organogenesis) BE Rl fES
R R - ERRENBREEERT —F2HRBERER BEE - 5= 58
REREBEREMNSFERT EHHEMRZ2ARERE 1 A B EREEM T
& HISNE EER[87, 97]°
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- $EAMASELELESIDEIE Calcineurin inhibitors (CNI)

PEEA A B BB NG| B = Cyclosporine (CsA)~tacrolimus (TAC) €2
voclosporin (VCS)> EfEA#E A% calcineuriniE M FEIKIL-253 44 > E M NS T4H
M ECEAR B R FE[114] - & HEREIEZ e MPAARFCNISEI fEA = R ERY Class 111/1V
(V) REBXEBEN ZER A LERAREEZ T HEEA R ERENAEER>
BRANRESEIRBEE X URTEERREINHIE S RN A RER 78] AR EE
DIEBERIRERIE[94]°

« Cyclosporine (CsA)

EREIREBXF EHIZCsA (3-5 mg/kg/day) G HHIEEIFEEEHEE 0] A FE
BEARERRIHE LHEANEERY A BB Z3M4BIRER X BHEEER
RAAMSHEYRERNMENEE[T2, 116]- AT FEEEZ L~V R BRI E
L2 FEEAI[94]0 LS B ZE IR S B/ VB SE 7R EE T CSAR I BB BU B b 52
EIRERI S G Bk E B E M B > 3 B] T2 50 0 w5 P i Bh A Bl B s &
[117, 118] - REZRVIREREF > CsSATE (R EEE IR 2R EAZAEE B HER
KREAZENREE S LB SREREMARRE FLILEEZEAI[94, 119,
120]- &2 HAREfE A CsAL R 22 IR BA B2 M RA IV B K S R IR i 50t 2 /R B s 1 » (B4
ARE -leRERER SRR FERERN R A ek B R USRI SRR
[120]- BRZIREFRAEZER BRI /aE B EMEY) R ERE > CSARFIE EHYEIER
B EAS SR IR E R IR R (87, 97]°

« Tacrolimus (TAC)

MRz T TACAEEA—RNEEKRER BnHA—HANEBHZZNRR
HHE SR BERR REIRESHIREE X[98, 122]-Z REIRE R KAVERA = 5+
TACEETEEEER, —HRETFLRMMMETRE (FAE R m R R
HN-REATER EEAMRSE[122] b BN TEMMFAER S RAARE B E > TACHE
AINRAETEEISEANERER BERERBREFIRRE RAIHREEEER
[123, 124]°BRR > Bt AM AR ZELIE MPAA iR B S/ FAREEFEACYCHIESE
'TTACTREJEABENENAEARZ (M4 TACAELEEFERE BEZRIREE
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Z(RHAHREERX) AI{TEEEZ2N R B INEIaEEE; BRI RE L
WRRBE>2.6 ng/mL> W Z)BHE RS EBARR RARAER[87, 125]0

* Voclosporin (VCS)

B Al B R FVCSAR REIRE AR E 2 MBI ERERA
IREB KA (AURA-LVEZAURORA-1:5%) » BB 7EMPAABLFEEF2 B _EHNAVCS
ARA B R ER  EARRBE41831[126]°KDIGO 20245 H AR A EESEIRE
B % (eGFR =45 mL/min/1.73 m?) [94]; RE 2 L2 M4 FRUAE| £ 5 KRB ABER
FRCSABITACE AR TENIFIRE 2 M ER A{EA T IRIAE S E I H/A RV EEE
VCSHERZ Fe e85 MR B E AN IEZNIRE B H([94]0

5.2.4 Y|

* Belimumab (BEL)

BELR—TE ASHE MR SEE — 4SS IR PRI B B IR (BLyS) &
BEETBLYS HiBARMMZARHAE & EMINGIBANE IR ESH HRER VD E
HIRERENBRIMBER[127] BELAF —EESZE - EFIARAHIRERIR
BEXRNEYRE IR EEIFDA 2022 F @B ERNSRU LN REIRER S
BELAZEEMEEEBEREEE R/ VEREZRMERERE MR R EEEE
AIRE BB RERRN#[128, 129]FEtk M RARBA S PN BRI ZRE)
BELA[{R S ER RERE R ZER/EENLEHILEA (FIE0 SRI-4~SLEDAI E154%)
[128, 130]°tb9h > BELTR I FEIEHTEE 2R EIE S IR U RE ST ERNER  B1FRE
BR; EIRERE R H R MERE S B HERNEHER[131] R &
PLUTO R4 A 5-175% ERAR S EN M BARERY 5E Z IR (SLEDAI =6) B BBtk Dk
1EZBELAERAREST10 mg/kgH R RIE| > I & HHIR A /AR 521818 ) E BEARBESRI-48EK
FESRETE TNEE BBELAEATESRI-4AR EENEE LS 7EPRINTO/ACR 30£4
PRINTO/ACR 50 FER B8 1E; B B EHRARBCLLAIRIR BB C R T E-L&
MAE MARERREMHED BREFAREHEBELAR[132]-EiEME
PLUTO AB:8E T BELEAR R EEHHIRENZ 2R SERARTE R EEM A >
AEAESEIEE LR T BENE IR Fh R ERES(CEM[132]BELTE
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YTIREATSFL ARV E s A T E R T[133, 134] BIHTRZ B SRV R
IEEERERB2E (ACOG) RBUMTTELE PR (EULAR) RN ER T ILiRE = AR EA
RN ERE BRAUARIES i8R REE[87, 97]°

 Rituximab (RTX)

RTIXE—REMkINE - FEiBE— &S BMAMRECD20H R I S & K FEZR
BB E R ERYBME[135] - EAIVIRE R Z B EREIESN (off-label) £/ T2 AR
REBRE -REZEEHEREERERN D REAMZEREBNFHNEE-H
B RERERBREE HARER A HEBRIRE B2t mIXET )
REMBEEINRIR (NFE MR R M/ WRIE T B R B RIREE[136-138] AR
ABENRTXRS DAAAL LIS HithREilf|ZY R B E 2 28 RE-
RTXEBSERPR R FEERT72% H T2 4EMR49% S8 0 R FE32% ; IREB R EIEBERZ
TR REEDHIA51%E46%  MEEHEIRBN E—ARP REREIEI0% EHE
BEmaEIEREE M BEERERLSE EEE R, EHREH MRS IRE
BRZETFBBERERFRBE(139]-Z2EHTE RE RTREMGARA L
FHEEARE; DB RRSBRERSAIBMEERZEEH RTERERARFNESE
ad RN R e AN sR BRI [139] - B A E B B A ST EL R T B 25 BB I E KER
Ra{b1 #9404 REIRER BIEZRTXERDEHE (375 mg/m?*» &RE500 mg» &6-12
@A) 8153 R EARTXRIEHRE IR o 45 REERRTX A BREECN SRR S SN E B B2
1512, It BEEE B E R 2 E (prednisoloneZ M EIE61E 8 70.2 = 0.1
mg/kg/day) - HBEE IR 4H » RTXAHRVIE 35 - AR R A& Bl E P LA B ERE B
WMIET B ARAIBE o LbIh E DR RIEHIE R ERBRTX BB R HIER ERTXAT 58
B EIRE RS R E R EREEREHFBZ[136] 74T BN BRIETAZ ZHFRTX
R EEIEE RIREEIRE B K AYPEIE ¥ IR s BaRA #5545 2023 EULARRYIRIE /&R
EEiEL RIXEREANHEE BERBRESENGERIRE S RESRARER
R {E A [84] =R m AR B2 G REUMNTTEZ KRR (EULAR) 5 » #EABT A (EIZE ¥R
FHRIIARNEREREBREE LS ATRZ O BIRERZENA U ILRTXIN T
IRz 22 WEAAERERRTERER EELERET ERAUE T
i B RS AR A 2(87, 140]°
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 Anifrolumab (ANI)

ANIZ—REBE—ETERZRENE EERERRPEERANIRE B R
A BT ANIR] BB RS R ENE VR D EEEFERAE WtlE R ERE[141] 48
BRI B A TR EF RV BB B BR AU B RIS R E IR B AANIN X RAFE BB A A IR (Z LR
RBFRE B NERA R B — 2 ROEBRARSER L RERBEEE HEA
MREIREREERESZANGRZR LIRRAENS  mUEEEEE TERERATAS
 BEE R AR R ER E B ARETANI T RE H AE AU MER B RIEN R E
IREABRERICBEHARUBIEZZE - BER S JiEREEEZNZEIRE
MREE(142]- BB B mEYEEREZEANIFARPEEM AL EIRE KLk
AR REEBE[143] - ANITE REIREFBER BB REESNAA T4 EE - B Al
e # B B R E R A e G T REA R RV E A S % 2 o

« Obinutuzumab (OBI)

OBI&%E —_ X EBEEE (glycoengineered) FYIRCD20E kin e HEBI%ES
SIg R RE MRS (ADCC) EEIEZFAEBMMIA T -1 EHITEER OBIAEER
FERTX> PIE R R IE B B ARYBARMIBIRAR > LEAF 14 T s C AR RTXRERE
BENBEERARE 144, 145]- B A EEENEBRAAEEBEFHOB AR ZER
B RAMROBIEAIN M IREFNERRE R 2R B ATRE BIERE IR a5
BEEEHAMS BREREERE S EIREBR X RIFBEXRIRBEREP  sefFRERE
SEENENER B AR AR 144, 146, 147,148]°0BIFA 2025510 B = E FDAIZ & B
IREBRAEZE[143]-BAlHEEZROMRER TG ETEIRABfE
JEEErE

- HthEREheyEMREI RN FH%

B 4R AR ARBAR R A RN A IR B Y B BAVIZ O /5 Ao Telitacicept (RE) %
—7& TACI-Fc ®&ZE R > AI[EIRFING] BLyS 52 APRIL: # D% B ARAE B4R 4R IHAE
EREIZ AR EEN SLE> 7 ¢SLE 7 REER A B S BRI H R SEE B E A
RRZ 2 a5 [149-152]clanalumab (VAY136) Z#E[m BAFF-R 92 AR 1gG1
BfineS A€ EieE (B A8 IRRREN - AT EZ IS FEEL B ABRRE N B
AIEE A RRERITAR R (815 5 52 E IR A AV ER R s BR A SR [153-156] o tbSh > & £ 4% 40
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it B RS BE R A FRINMEHEEE B B1E i CD38 #1188 daratumumab~FcRn P
nipocalimab’ LA K 2 HESREHNHIE (40 bortezomib~zetomipzomib) » AJ 53 5IIEE
BRI AR 1gG RINEI BRI ERK[157-163] F—HTFRERETAEE
25 BN litifilimab B EEEIRES P RITE [164, 165]- BRIZIEMZE (10
dapirolizumab pegol-upadacitinib~cenerimod %) I3 A 5 = #i: 5% > W IFER
R S s e - RS M = > SLE A B E B R RN H S RE AR e
BERE RRAEKBEREREETERNCEE.

5.2.5 MREE IR

AR HH AR REIREN BN SRERE HEREREBRER
HIE EEREERAMNEE T ERFAGRI(EERBRAERE (immune
reconstitution) - BEIER B #WIAFTAARIRN E1E | IS ME AARFEAE (
hematopoietic stem cell transplantation,HSCT) ~ R E & 4HM (mesenchymal
stem cell,MSC) JaE IR S TR ZEE (CAR) -T/NKARME & B LU R AER BY TARAR (
Treg) JafE AT IRAEBBRNAER, BERRESHRER MARGEEEARER
BEEERUHERFABBREAEERE.

- EMmE4AREE

& MEr4MREFE1E (hematopoietic stem cell transplantation, HSCT) RIfEAE
E #8858 EIRBETER R INHI B RE G RRRIB IR R4 8% (salvage
therapy) BEIE ERPK F BiXFH BRRHEEREHSCT  HARU BERHSCTRE R T ERH
AEIE S (GvHD) RS R - /A RIE SN ST ETRZHR (immune
ablation)  BEREZER (immune reconstitution) TEE | BiE R FEMEHEIKIE
B HIZIER R ARARE[ 166, 167]- R EIRENERRE SRR~ HSCTRI(EE D B EE
BRI S B EEREREEIFERB L TR IERERFERET-
A HIEZ RN AR 2R CFEAEERASELNS0%) > B EEMIHEEEA
SEC AR TMEHEEE BRI MEKE T UK ERAR ECEREE S LEEEA
ERMESEREMNEEREARE[167-169] AL BB AEE TR FSE
EEL AR ZEBERE URER AR (conditioning) 5% Bf &a1%H
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ZERERRARE
- FERMAMEERE

EE M (MSC) JAEEREIRBEBIIAZEM (investigational) B% FEK
R ER R R INEIE S E I NE S B R B ENERE BE 45 - MSCRIZKIRRL
SR FERr AR BRI E  WE AL E AN R B REERASENR T B R EET
A BAMAE (R 2E SR BN T B BARRR AR RS > WD HE 38 XA RN E S R EHABRASRGE
&[170]-ERPRIAFE B S DR MSCA R AT B ERREEN E B H FREAHTdSDNA
MERE TiiEE B ERLEM R -BEFAREMHZERRE[L71I]-BA
MEERRRNEEREDIIFEMSC; Ho Wi (secretome) tha] gEE— & A1 BAHRE
ECENR 2R TEM I B E > MSCIEA L SR 52 BY i SC AR AR B3 3B B M4 AR AR R~ Xt
FEIETh17~Th1EiTreghlf 2 FERVR & UAMERZIEE[170, 171]BEFE R AR
= MSCaEBRIIIERERR, RREERENNAZEY - RZHE REIRENK
BIRER IR BE U R ARRE SRR B 2B REATFE B N R ERIRTIRMIL[172]0

- BREMFESZERT/NKAARREE

BREMEZRETAE (CART) 2#/aM RERBENMAEMRL B HEREE
INHIE B YN RERENEEREMN S BREEEI-CARTRE RIKKA
¥RmICD19RIBARMECAR-T> RI3E AR E B IS8R BARR B R M 2R IR IR AV ER PR £
MESER FEENMEREELEIES TR ERBMZNER[173]-ERERET
P HRER PR ZC B A 55 B3R & BB > CAR-TEIE R S L ARV B BE Y 42 42 (drug-free
remission) 8 FIREBREHMBEERERICHNE; BEBMAEMBERN IR
RFE> i@ BRiRREBHRFRIEL 6 BB [10] T EMNHRE— T IRECAR-TIZHEE
BCMA» URIERE R A EA N ERERNMABL IS IRET RNBETEER-
AUNCD19/BCMAEZELCAR-TE T ARG M IRE PR HAI80% AR M= FA I /F 2
ISEEEE BREEEERREMANave BAAMAIRE[174, 175]-Z2 A E IRA
ERERCAR-TEREREZSHER THE MR FREGUR EMESRERE
{%8% (CRS) AR M MEKIR V&S R 1 E 1% (ICANS) BHZER (B R ETREHNE
TR ERC A BT R B B IR o 5 A A BR DR B S FE TAR B R R B S AR BV B2 i T PR A1
FRERFSMERRE URREAREN BT BB EREFRERK[10]°
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HEMRZRENKAR (CAR-NK) /A RS a F T EVR S M S B AR £ 18
B BAECAR-T> CAR-NKAI A EE RS (allogeneic) ZKiR (UNEEEIRIGE S BT
1) » B eI3RAY (off-the-shelf) & AT FRIR{C RIS B ER FHEITEED ; ENKAH
PRV E 2 HIER ERAZ 5| EREYITE T (GvHD) » It A sEFE (X AR R
ERENEE RS S ERR[176] - BRIERAREBEEERBRAZE— 5 5
n1ER /HAMIRERHE BN 1288 & rIE KRR B e SR E R AR R
25 E; FRFRRIIBMARBE R Unaive B A TN REE R BB REEMS
O REAR BRI [177]- 22 M H E ZAFRERCAR-NKEE M2 4 MRS ERE
BIEREFEEREEZARE KRR BN EMARABRESKSEE TREREF 2R
wIFME[177]e

- HERE TARRR B

SHEBITARRE (Treg) AR R R EIREN—IEMA KM R R BEIHRE HiZ 0 BI2E
FA VA S B T =2 3 D 61 SR E R v B EE Y B B o I8 I e o BR PR B IR SE 8 SR B
RE (LHEHIREBXE) B R TreghE KA INAERE T E » BER M TAIME R B
PRI R S AR RE IR I8ABRA[178] - BRI IR EN Treg@ LR EERE T A
moH— (REIEIL-2/8 A EE M RIG I EE Treg 1EERAR A B P BB/ ] X S TR TR 1%
H B EEE L 2 RiFolL- AR Treg B & I 8 HIMFITHAE ; LESh - AR Y
TregF2RFERRCARE BB MER AR (tissue-homing) RE IR RE R SEEIBIY
FEEE M B R R ER R TE[179, 180]c1E9h IL-2/CD25REE AN A FHE
oA EN TregiEL > W7/ RIRE B KRB PR B il 35 X MR B mIREb
[181]-H > B8 TreghiBIMEIL B OEEIRE BE BB M AERRS  BEROlEK
HENTreg®¥E EAIAE B RE R BEBERRMERNA R BRI EN A
H[182] H=>BRA Tt TregAE AR MRS GFH S EBRNENN
FHE— % Treg (FIAISmith#R) » XLt B ISR EE (CAR) Treg (FlEn$+#CD19
B4MAR) LURFHNEIRUFEERE A% 1[183, 184] - BRI ITIREN/ N EEE T ERIR
sEINE B R NEIREEXR L IMER B IEENRE S BRREES MR 24
mBrINERES Al B NA5E:5[183, 184]

55



- AENBITHRRRIGTE

SHENRUTARRE (Treg) /AR R EIREN—IEA T4 R B AN RS  HiZO B IRER R
BB LN RSERESHENBRERE R E-ERARREKTIMEER REIRE
(LHEHIREEXE) B RTregle KA IFEIEE R E » FABUR M TARM o ARG
KRR 1Z18ER[161] BRIFHHEIREN Tregi bR EFER T T A M
H— EEIEIL-278 B EE IR W E ETreg 7EER AR A SR P REE R A B S R 16
BERZ2MHRFIL-28EMARA TregE N RIE EINHBITHAE ; LEIh 7B EER Y
Treg/N2IRFEREEARERZA4RER B (tissue-homing) RE R R EH ol fEFER TN
FERTFE NN E S AR ERE R FE[162, 163]clb9M IL-2/CD25MEE A IR A E
SEaRMIFEN TregtEtl » W/ NEIRE B RAZ B PR B e 38 K B S B imIE et
[164]-H > B8 TregliE/MEIZ B EIEMTIRE REC AR AERRE BRI EK
FEENTreg#E EAHIRAMNEHRERE BEEERANETA R BB BB
#w[165] - H=>BHAT R CTregAE AAIEEMNRE SEH S E BENRNT
RE—4Treg (FIAISmithFTR) - st A RS TMEZ AR (CAR) Treg (FIEN £ ¥
CD19* BARAE) LURFHINHIRVISEEE B /1[166, 167] S AR EIREN/NERE F
EERAMNG BRERE IESREEX L IMEREIEENES BERREESMA
S5 A B iR E 2 Afes BanEssE[166, 167]°
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* RN\ REZSMABIRBEGREYER

Hydroxychloroquine

(HCQ)

Methylprednisolone
pulse

<5 mg/kg/day
(REMREEE)
(Max: 400 mg/day)

A& & 10-30
mg/kg/dose

x 1-3 days

(Max: 1000 mg/dose)

FRIFARSIE (FlMB e
HERERAEER) B
AEBFASLEBRE R
B AR R E

REEFR ERREMR
R 5B 3

Prednisolone

0.5-1 mg/kg/dayiEa
(Max: 60 mg/day)
BiZ: 6B NRE<5
mg/day

FRERRERE S5k R
DI

BERBETE BEE K
P BENE, FR HAE
R (<2%) ~ 0 F M
TAEMAE

RS EF B M
55 [ 4 ~ 1 B PR AR Pt
B EHiRR Bk FRAE ~ A
MR & EIREEE

EREE
SR

B12ERERRE
REE

*S1-308A :
P /BM I~ 4
A

S HHEIRIS B
B2

ERfEARNE

R 2t 5

B EBASRE

FEFEtE R B R
=tz

iEAE
b

Azathioprine (AZA)  1-3 mg/kg/day HERFEIEARLE BERE-AORETF  kEI1-2ESS28  TPMTENUDTILS
SEA12R EEAEZAR, BEXHE R TIRE MB R % CBC/DC, HREEABRER
HAR RHERME)  ARE AST,ALTo2 %S  mmsiAR- R ©
1-3BAKRE—R FBEMETER
BgR
Cyclophosphamide  NIH: 500-1000 mg/m? BRE/EREELFR:T BRI~ REZE ~ i KRR A TEEAORE;
(cYQ) V&8 1% H6/@H KIEIAHA AT HE R BEMX - NRER B MmERERAESD  MEKRDH20K off- o
(RAZEIE1200 mg/dose) ERREE o BiwE label
Euro-Lupus: 500 mg IV e R EEE R use
S2B1R500 mg> £3MES 2B CBC/DC,
creatinine & fRi&
Paxiil
10-15 mg/m? & 1 hERR L E RS SR PFRETE SR *HI3ER ERK AHHRERET
mg/kg B TR BE R BREFERRIEM & CBC/DC,AST,  WUMEREHRAHEIE Off-
Methotrexate (MTX)  gi@1% W% ALT, creatinine EN] label @
(Max: 25 mg/wk) 2% E3EAK use
E—X
Mycophenolate 300-600 mg/m?/dose REBEER IRBEE X 7 B 8 fE AR ~ MR YR ERAE EEEELDIN
mofetil (MMF) BH2R (Max: 2g/day) IEAERE TR Al EAEEE R#E ®BIH2BRE FHEERER; R
B2 CBC/DC BRERSTEZN Off- % 3 4~
(G ) *EIRBER:E  BRLERER label f;é@
Mycophenolic acid ~ 180-360 mg/ m?/dose 1-3fE A EHmE %R~ A% use
(MPA) SFH2%& (Max: 1.2g/day) 8-10K R & MRk
st
3-5 mg/kg/day FEIEERRE REBX BEM -SLE-ZE-F x¥HE1-28% BEMRS TE off-
Cyclosporine (CsA) SR (82 MPAA $tF); AT F RIS Y B REE R R EYRE HRIEA label O
TR B R R e BERS1-3EA use
XFI3MER - SA®K
% CBC/DC, AST,
ALT, creatinine~
sugarsuric acid>
Tacroli 0.05-0.1 mg/kg/day TR EERR; RET R S zfgygmg - i L
acrolimus (TAC) SHH2% (82 MPAA £ ) BE M= EE x label o
REAEA: S6fE use
Aigamis 1 E
\ HA S5 A jBE /
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\

EEE #{R
BSER iaqd
REEAIHEERLS REBX B -SmE R BriEEER THEOPRES
(A :23.7 mg BID) (82 MPAA + GCs #F) A R Z 2 H % e
Voclosporin (VCS) 2HER RS
BAREREZIRE
BE
EFIREE 10 mg/kg/dose FREIEEBER; EEMEAL iR AE TEFEREA BRGERFEEA
) EBE—RHEIR 2 BEE HERERIRBEEX (B TRRFE; FE#H mms
Belimumab (BEL)  g—x RAE BB FREB M 4S o e
BRES: EERER a5
15-40 kg:&2i8 200 mg
=40 kg:&38 200 mg
375 mg/m? FEERR BAMIRE BEIRE-BEREKER K3MEBRRZE R E MR
FBIRHAAR K B R (EREBRERFA) ~HRMEIRE T RS S6EA T BT 2 Off.
Rituximab (RTX) 750 mg/m? CBC/DC lobel EERS
SABIR 2R *E6EA RE use #afd
(Max: 1g/dose) 1gG BE
REBA I EREREE REERR; HEBRL BERERAE (BHE B EER BE>18mEE
NEREHBEE > 12 HUEX HREZ) ~ £ IR IRE R ERZERRES
5 >105H =40 kg RN o)
Anifrolumab (ANI) F4BEFIEST 300 mg BEH i A%
TEZARES
HIREB X 3
CNS &&
REBRMEESEE EBMATHMIRE HERE-BEREKE *3EARRZE
(BRA1gIViREE 0,2,24, (BZEBEHA) B BAMKEET FiE SeEA BE
Obinutuzumab (OBI) 26,52 i8) RIREBX BB TR CBC/DC 8 A% A
(22 MPAA $H) *E6EA RE
1gG BE
%
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Yaxa pl W — =}

H/INBE

RERBEERGR

HR ABLE REIRE B BB RFICLEHIES (49 50-80%) - miZE AR EM
HEE 15% HEBEFSEERZERAB R [35] A BRIRIEHN ZRERE BB HER
EERFILE REMSRERGHEERS (SLICC/ACR #B5FE# >1:70% vs. 11%) °
REIRBEBREE 5-10 FNFEEERS 76.7-97.8% BREFEXS 70.5-96.7%; 5
ANEBE 5 FEERNBREEERRDHI% 80-99% M 68-99% - REIRBEBE X BETE
1:5°10+15 & 20 FEBBRBFEAFDHIB 97%94%~93%83% F 83% - HIRE
FEREARA BHRARE 12 BAXRERR URRBIREEXER HRERS
REVERREF(3]

BEFIENEARRSHE UEERNREEE D SUBIBGErIEREE  BEP
DRI CELB BT R B MU [86]F LB MY R B MER B TS
B EHMEEREEMEIEIZ (NIH activity index) E2112MFE4Z (NIH chronicity index)
B ABRARKYETREABAEEEE[86]°




6.1 IRES XA

SRR b K R e R EN I IRE B KB N RE B A ERE (86, 183] -
BRABYSEEERRSCAENERERIRER X BREZINBRER R A
BB -BRAREERREELEZEMMLNER b OFBRRRR - RRIGERE
BR =280 W B E B R B AR R E R

B R ERECENBRRIERMAE LiIKREREREE B RHRE
2 (ISN/RPS) DHERMETHE (RERN) [86] ZAMAIRBE X BN D A7 E (
Class | Z VI) » UFR FER G ELAFRRAIHIE [186] - ERPR B AR RERTE
PtRBERERENHED CHEE D KRB NG aFE B EE T RE - U
REXTPENIEEES (RET)[86]

BRI b B AR Y] R SR (R AR A BB E M LS5 A% Bl IR
BEMERFERY R AEZETYIRFR AEXKRIFE (WMK- -SME B
AER1R) BEMK Class 1I/IV RASF  MMRBERTEEEHFKR (=1 g/day) Bl
Class VIRAIZE -HN REIREBEERE  AERAK >500 mg/g HIREABENE
THEE T r& BT B R R > RARMER Z RREE B R 82 L RIBEFEE
MtHmE - BN BEERERBLIREQKR MRNBINEBEMBRREBEXE
HEH WEERRBEELE 26 BRAFGENBENBRER WEREERTF A
> BEERYI R BESERAKFE EK ASFE[6]°
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(&

* &N.:2018 F{EEThR ISN/RPS JRE

if ]

Class | fUNBEBIRBE S %
(Minimal mesangial lupus nephritis)

Class || BEEERIRBER X
(Mesangial proliferative lupus
nephritis)

Class lll BEPISEMIRERS X
(Focal lupus nephritis)

Class IV B EHIRER X
(Diffuse lupus nephritis)

Class V EHIRE S K
(Membranous lupus nephritis)

Class VI E{THE{CIHIRE S Kk
(Advanced sclerosing lupus nephritis)

B R 4E[184]

RIEHE

Normal glomeruli by light microscopy, but
mesangial immune deposits by
immunofluorescence

Mesangial hypercellularity or mesangial matrix
expansion by light microscopy, with mesangial
immune deposits

Active or inactive focal (<50% of glomeruli)
endocapillary or extracapillary
glomerulonephritis with subendothelial
immune deposits, with or without mesangial
alterations

Active or inactive diffuse (=50% of glomeruli)
endocapillary or extracapillary
glomerulonephritis with subendothelial
immune deposits, with or without mesangial
alterations

Global or segmental subepithelial immune
deposits, with or without mesangial alterations;
may occur in combination with Class Il or IV

=90% globally sclerosed glomeruli without
residual activity

IR RIS 2018 ISN/RPS 1&:ThHR
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* R+ REZHMABIRENIH BN IER 8 4 151E[85]

Endocapillary hypercellularity -3
Leukocyte infiltration 0-3
Subendothelial hyaline deposits 0-3
(wire loops)
Activity Index

EHEIER

(B 24 9) Fibrinoid necrosis / karyorrhexis (0-3) X 2
Cellular crescents (0-3) X 2
Interstitial inflammation 0-3
Glomerular sclerosis 0-3
Fibrous crescents 0-3
Tubular atrophy 0-3
Interstitial fibrosis 0-3

k3% NIH Activity Index and Chronicity Index




6.2

aER

- ARER

REBRX RN EERABRENBRAE S EHRRIEE  LUFRHAA
PERERERER RFEERERNREMN (5h 2EEFERREEIER) &
REAB BR R SEC R iR AR AEE R mE 6] aR R &N 3 B A
$ 6 ERETER ERREDHI TR =25% 8 >50% LRENREERSE 12 @A
REZFBDNTEBRER (RE+2)  ERERREIREBEBRER G ESERE
RS U EERARE (T2T) RE&[86]- T REAF D F kB AR B RIRER

B IEE A ERIRRIN AR R EEE S RS ERER[6]-

&85 fki%

AEEAERETIERE 2024 KDIGO BEE KEEKREHI53/[86]22025
EULAR & B M4 HDRE AEEE[107] & 2024 APLAR IREB K H[187) MBS

SEEMERXEE & T K-

« RT—UREBBREEEREQERETE[86, 107]

£ I5H
HEEE AR B

e Bk
(CRR)

AE

UPCR~eGFRfRILE /52 YR (T

UPCR <500 mg/g;eGFR I8 E &

(£10%-15%) ; HEEENMEPRITE

UPCR B EA4Z T IE >50% B <3 g/g;eGFR B

(PRR)

= (£10%-15%)

FEETRRE
(PERR)

UPCR <700 mg/g’eGFR =L BIBEALR 20%

)
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ARER

= AR EF

peisiE

FAERZE

#ERF CRR + $8[EEZ <5 mg/day

eGFR <60 mL/min/1.73 m?

RIEME BERERAE

CRR: Complete Renal Response; PRR: Partial Renal Response; PERR: Primary efficacy renal response




6.3 ;aELR8

IREB KREEEE RRIEBHERIESFEREIE Class |-l BIFE 4R RE
BUERE AR E — A EEREIRE SRIME N R INGIE 2 15 ¥ i TR
REIIEERIREE X (Class 1-IV) BEEMIRER X (Class V) » IR RN H a5
NEEHRE([5]°

B4 L aBEm D A THEAEA (induction) 1 EATAEIFER (maintenance) ) MRS ES
[3] AT BEE R RERANIEREMENER L9 ZBFBER-ER
B A EER SR A— B CEGE IS EREE | LATYIREE (Initial Therapy) 1 RIERE
FRTRE I > I B IEEIN E TR &85 (Subsequent Therapy) 1 » U E R I TE
BRiE 8% -AtE e IR T LR S 6 AR &R ERN BT EEZERAEFZE;M
EENERE FBMEEeR IZSEFER L 3-5 F A ZEEE L BE[6, 107]°

Fib REIREB RNIRAEEEE (B7X)  FEBKBERIEDEE (Class
1/IV £ Vvs. Class V) EERBRERE  RIEERBENVREBERFRAEASHE-

6.3.1 Class I/Il JREEE K

HEBEEARMEA hydroxychloroquine (HCQ) &3 i ERSMIE R TiL
BN fsE A 3 F5 48 AR AR » LAt FERA IR B BV ER PR FR IR [6, 188]°
 Class I/l IRFBES RKHIEIREFERA

HHEMR Class | 3 Class I REB X ' AHAGTER R REiElaEs
BEREURANBIMEARRIENEERRE, FAOMRERER (prednisone 0.25-0.5
mg/kg/day) - MIEHE B RERIED ER G
- Class I/l 86#ZEHEK (UPCR >3000 mg /g) BYISHIE R

% Class I/l EEHIREHREEZHAFR (UPCR>3000 mg/g) ' FESEIEREAT
JRE B4MBE %2 (lupus podocytopathy) o Lt 1577 FE EL R M VR B B R
(minimal change disease) ) BVR A F KRS E £V EEREET/ARE (FIU0:
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prednisone 1 mg/kg/day) [188]-EaEREFAETHREBEE BEEEEER
1k UHEBRRIE D FERVEE 6]

6.3.2 Class llI/IV (£V) IBEE X
Class Il (FEpIE A1) B2 Class IVEEBIEE M) IREBR (£V) BE
BRER ERRMEE I a R

- $E[EEE

FAEIRZ /A7 Class [I/IV IREE KRR IR —IR o Ja R ME LAFF AR AR e
methylprednisolone (IVMP) Fi%4 & &%z O IRIEE R M (R IERIEZE IR A
I FERIRBE[107]

)4]

B=RE

o

. ¥144;8%% (Initial Therapy) BIZ#:%[3, 89, 107]:
FBARIRE AR EEH 2% IVMP 10-30 mg/kg/R BE=R -BARERRK
T & BESAEAE _ EH N BRERAIRIERZE 1000 mg B EMZEEERNBRAE
£ (#0500 mg) LURLEIER EEIAFE B R RIFFEN FREEZE T KIE5 | E&
IVMP ]R KEIE 4 1000 mg/Z BERREEM BRI HRRREREEETER(CT
B REMNES TIEBERARBNEE LR -IREEEE OR
prednisone FE4AEIEZ 0.5-1 mg/kg/day (BAX 60 mg/day)

. {84898 (Subsequent Therapy) E2if = 5B&[107, 189]:

COARIEEEEFETE 4-6 BB W IRIFEBEAREZR LT REE <5 mg/day B4R
Bl SR EIMIFEERF T2 ERERNES TEETEHERE B 1T
SRR EES 13 EAMMERIHE - REQKBE LEESRETSE
B R D UTE B B Bifo

s RTZURBBXBEERMERFER6, 107]

BF e ElE st
$0-48 0.5-1 mg/kg/day R AH|E 60 mg/day
5 4-838 0.4-0.6 mg/kg/day B RE
55 8-1238 0.3-0.4 mg/kg/day BELRE
$12-16 8 0.2-0.3 mg/kg/day EX g
5% 16-24 8 <5 mg/day B 1RER
K RHA BEIIEANERREEE RIFBME /

FATFRKESREREIRES AR T B ETHRARHARRRAR IHETEERE
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- Hith&HHAVEEIS/AE (Initial Therapy)

£ mycophenolic acid analogs (MPAA) Z{&%I= cyclophosphamide
(CYC) R ERIERIGE([6]°
Class lIl/IVIREBXRNABRTIB+FEETEREE K EHEREER &
3K CYC US| ABEENE T E/E%F 2000 % MPAA BIHIRARMHE T — &N
ME-BEL2UEENERALAR FHEEESEIREHEREBENEEEREREES
H EEHZ BN AZH A AIES I IVEEE[6]°

Mycophenolic acid analogs (MPAA) f£52 &> MMF BV Z K| £ 4 300-600
mg/m?/dose bid (R AEIZ 2-3 g/day) [83]- ZIE A MBI HIRAEEEE
MPAA EFEE B HEASHN CYC B E M BRI AR R EE[86, 190, 191]c 1t
MMM R E R PES S —EPE AR LM (n=161) k—IEGE/)
RIFRZE (n=33) 98~ MMF £ CYC ERAEE B E EEHEE MMF AA7EBThaE
PXE (eGFR) HEHABEMEM CYC 4E[192, 193]

Cyclophosphamide (CYC) A ¥R1TEK3E$55( (2024 ACR, 2025 EULAR) &
MZIEM A S AL R BB E LA Euro-Lupus BEIZEAZE (500 mg IV & 2
B—oH 6 XBHE 3 g) MIFERNEEIES R -AREE REIEHRTHE
HREERREXNER BRRT7TEENMZEERBENERSE - FEEHERANSR
EREZRERRUMA BEEE2XRE—EPAETEZIAEREINGEE
Euro-Lupus BEIES ZEAHBRENLZ 2 M 1R A R R ERRAVER(EEIE[86]

- =AM Class lI/IV(£V) 2=F#% (Triple Therapy)

HIEREM Class HII/IV (£V) REBXEE (BRABEERRT—) TR
HEEHREE (FEEEE + MPAA) NER L AR =&YK =T &L LUHRE
ZEEM B I FE 512 belimumab 5§ calcineurin Inhibitor (CNI) fFAE =%
24, BURAR BENERAREE FEBINEREHERERRNBERE &4
=AMk Class HII/IV (£V) REBXEE SHPEZEERINKRRE BLEES
belimumab W= &% ($8EEZ + MPAA + belimumab) [6]°

Belimumab A &% MPAA 8 Euro-Lupus CYC 4B =E 5% BN 5 L
EFRE-HiZOEMNE R BLISS-LN HEHEE  aHEE AR EERSETERNY
B fii 2 & (PERR: 43% vs 32%) E252 & B g & (CRR: 30% vs 20%) [129]°
Belimumab $FRERAMN ABEEBEINRIR MR ERE- R3S HRER) NEE
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REB#WEEEA N FBRERRREIMEIR /D EREEREE[194] LI EHIL eGFR
<45 mL/min/1.73m?s MERZHIARE (>165/105 mmHg) B ET) R B HIRER
BEISMEEMEE EEERERES belimumab B %> LIS CNI BRI E &
M £33 = I JBR JR Bz [ 6]

MERFNEESFICES (IV) EETFS (SC) MERK FIENEIES 10
mg/kg 15 02 4 BRET—REREIE 2 BT 4 B—REFBIS - BT ESH
#EE FDA ERANIREB RIAEET 82 HalHARBSHERMIZE HEZ
KEEE A BEE >40 kg & EIRLAT 400 mg BE—R -+ 4 K> 2 %415 200
mg BE—X;BBE 15 kg EFRm 40 kg F BIRHAEF 200 mg BBE—R - H 4 k>
ZREF200mgE2B—R

TEEEMARBE A > BLISS-LN EE M REEF 2T (B2 9.9% &&EE) TR L
LB B Z 2% belimumab JBE4HTES 104 HZE PERR HLLAIEEZEER S (
53% vs 37%) ~CRR LEAIES (35% vs 25%) > B B i tA R = 4 538 T AR IR 1R
63% > Z2 M REF[195]°

HitE AR Class 11/IV(XV) IREE X BEBEK =3000 mg/g NEE &E&
BiRERAS CNI N=F%&E (JEEEE + MPAA + CNI) [6]°

Hth=8F%&%: MPAA &4 calcineurin inhibitor (CNI) 7RRJ 4B = B %
MCNI 2 E$E  cyclosporine (CsA):3-5 mg/kg/day Ak (BZMmAERE
50-150 ng/mL) ~tacrolimus (TAC):0.05-0.1 mg/kg/day DMK (BIZMHEE
4-6 ng/mL) ~voclosporin (VCS):f A 23.7 mg BID (REF E M EEH FER
FREDR M AR E B &7 H REVSHERAZE) [126]Mcyclosporine B H MRS
FEZEARPERNAENEECNI FREBIH T AMRECRRZRERERIN
TEEEEEE BARNNSE QAR SR VLD BARIES LR EBAIKEER
FEAYIE B e IRE RV E A FR[196, 197]°Voclosporin B —R YGRS
BEHPHIE > % cyclosporine A BYAEIBERLIY) H 2 FAIBE e UL TS E M 12X
= wE S 12 M - B{E4 cyclosporine #8EE > voclosporin EEE—XE A A
AN EYE N 25 BRREREEE Y BAERRETLHRESAI[114]-
AURORA #8888 voclosporin & MMF rIZ8ZE 185 CRR (41% vs 23%) » B3R
>50% UPCR P&igRY R (i RF[E{E4Y 29 K> BBE BN H IR 63 X (HR 2.0°
P<0.001) [126]°
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6.3.3 B4f Class VIREBE X

B4f Class V (BEM) IREB XM ABRRKR I EABEERRNBEERZEETD
B (AR 1000 mg/gAR) MR ERIB A IR M EBlIg £ RIE % (proliferative
nephritis) KA AEEEtHTEBM&RI[6]:
RSN TR REEMEL Class VIREB X BEHIR =1000 mg/g NEH
R R FEFEEEE S MPAASCNI F5EHA CYC [6]- B FERE  1RIE BLISS-LN
BRI R IREE DT Belimumab ¥R B4l Class V 2E BN HE (FEE
B/ € PERR B5E LE OR:0.65; 52 B MR & CRR B LE OR:0.83) ' HIIE R &=
& Belimumab 1% b 38 B E B /EIZRIEEY) [129]°

HREENME NG AVAL Class VIRER X BEHFIR <1000 mg/g B9E
Z R EEFERAEERE £ MPAASAZA T CNI [6]- BRItAZ & mE B ERAR = 5
R AA L REHR BRI KB 2 AT ZEIEBEEERNEERE
AHEERORNAR B—BER BEREREEEE  FILERAK L EMEKET
RIBERA N AR AT LR E TR EEEERROEEREE
>1000 mg/g’> B1EERE AR A ER AR FILERFREBEBERNNNT A
LU R IR E R [6]

6.3.4 BEGRE

HNEDIBRABINVIREEXRBE REEERIAERED 3-5 Fo 2B 71T
BEAMGEZREBRETE ZREF L E LR BINHIE /s E YR [6]

MPAA 2B B4R REY) B S0 SGERHAK R BRER A NEIE &R
&R 3-5 £ L [86] - AHEIREAER CYC FEINIEMAR R R EIAA MPAA 3
AZA[107]oLtE5h > Belimumab TRAIF54& 52 AR A FFHA[107]°BLISS-LN SERER3E
ETnRIATAZ2ERP U R EBREZRE-SERCN FA AEIER
HARE 1 EBE[107] EEAVoclosporin s AURORA-2 (ERIFZEEERERE 3 &
eGFR KR ;MtacrolimusiBi® 2 EMERIBR ;cyclosporine I A H £
= AEERIAEA

FERREEGRASRIGIN R EEZE Y FE R L1EETER
EF (R&R+=) "WIN-LUPUS Bt B4 aR 2 E3 FARBREED 1 F
HNEEHETHR EREN FRAEANEZRRSNIFEGEHA (27.3% vs. 12.5%)°
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LESN > B E R RRIVAERE - BRRIOEBIARFEER HCQ BERIER
&3¢ E R ERA[107]-
s R+ HEESMANIREERREZE[107]

AEREREERE CKD | BREREZRMERIEM

eGFR <60 mL/min/1.73m? BRI <3 &F

. e
BRERAESERRE S L
Bt RIS /MK SEBE

FEE (<30 B8) /B
2R >3 D EHEHERMERE EEURNAEEIIERERT 22

miZ R BE T Y

BREBREEEX

6.3.5 #AHIREE X

HAEREAEHEAEIREEXRBE  BAHRARURER  B&RERE
TR W] E B2 R AR EER[6] 0

HNMEMERZIRERER TAE 6- 12 BRBMNMKREINEVHBOBHKIEN
BE BRIEFAEEE AT TR EREEA RSN ERI R TE#AMI 2
Al B HEBRET A Al e S A B R FE R IR (R 435 Bl 0B A ~ SR IR BFEE AE
FHIE - sH R A R T IRF A E SR 1TREDAIZY IR E (Y0 MPAA 5
CND) »BREEME—F[6, 107]RFAAFAE RIS TIFH L F L (dual
therapy) #t#k A = E 5% (triple therapy) S ER =FEEE S TMAR
CD20 Z¥(6, 107]°

TE31 CD20 ZE4)38842 | >rituximab (RTX) B4R EE A 8235 :375 mg/m? &8
—R X 4R K750 mg/m* F 2 B—R X 2 &k (RK 1 g/dose) AT A ITER
#9 50-80% MY A BETE RTX AREBAIEIDNTRAERR[139]  REBRR M
5t (JIR B#REE - n=41) B8/ RTX AIBEE NS HEM/ESE (SLEDAI-2K:12.0 — 4.0)
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I BfEE R E M (0.92 = 0.27 mg/kg/day) [138]tb4h > Obinutuzumab
(OBI) 5 —{{H1 CD20 Btk oA EARE BiEN B #HMFE1E> REGENCY
.58 (5 =HA) B~ OBl &ff MMF 7£%8 76 #& CRR BBE BN L R{H| (46.4% vs
33.1%, P=0.0232) [129] TR ARZHES L g IV X% 0222426 B - R EH#=E
EEEIE([107]°

6.3.6 FFFRIB T - AR 14 Ui B e

Hitafm2MnERE (TMA) BENIREBXREE BRERATFEE
8% 6115 GCs~B AR E RS HIHIE s caplacizumab~ M 3F & K Ukt M 7|
[107] [198]°

EIREBREEZE LR TMA NERARSRIBEER BENERNZEHEMEE
HARRNBREE S REES ARG EEE[107] [181]°

Mm% /R D i S8 BE5E (Thrombotic Thrombocytopenic Purpura,
TTP) N2 Effk#R7 ADAMTS13 JEMBERE FEEARA MK ER S HE B
#5685 (40 GCs ¢ Rituximab) - B EEA 14w A > AT E B{E A Caplacizumab; R
> tEZE4)7E SLE-TTP BEFHNFERKRNERNREEREEE-
Caplacizumab BYEREET AR 12 UL BERE 40 AU ERNEVE aTTP &
A [107] [198]°

RN EN R MY R EEREE (Complement-Mediated HUS, CM-HUS)
BIAZIC AR A RS C5 HNHIE > a12EF Eculizumab 3¢ Ravulizumabo7E R EhE %
&> BEIESR Eculizumab EGRMZ E (AL = BERESE (107, 199, 200]°

AR EIRBE B w2 (APS Nephropathy) B2 ENERAMBEPEESE
BB Rs T EE - B A E AR (UPCR >3000 mg /g) BEIMBAZERBEEMRT (
<2.0-2.5 g/dL) B E -EESE HMEARR ZRIEZHURIGH6, 107]°

6.3.7 IFRTEHE

FIEIRESXREBRIENERRAIERZERE L ©3F RAAS FREE|SGLT2 #
w1~ statins K B EERER| U TFERE AR —ARB AN THEaRE  UZEEE
HERPAB A RET AR ABERSEEEN A ERAAS PREE (MNACEI/ARB)
FERARFEYEQRISMEESE LSMNNEE B EE41F<130/80 mmHgoSGLT2
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IMHIERERNREREEBNMEREMERR H eGFR <60 mL/min/1.73m? &Y
£ HeGFR <20 KRR A B R E 5 B A\ B EE  StatinfERIFEKIR O ME
E S ER B RERNTE MG EAME R D REEH HIFIEEHE
& SERE bisphosphonates (BINAE T &E B:E1E) [107]°

6.3.8 B3I B ) FE AT

REBXFHEENEBEMILEERR RECRREEDEIFEA—R;BE
ERNBRERES 36 B —R-BRABSZUESHREATEERFTBIEIS R
BEPR 24 NEFIRBRRER T EERRNEE R X BEHBEREFZP R ZANT
EELBEIRER/ANEEETLEE (UPCR) T8 R A RI1T /BERB RIR R A HER K
/&R (spot urine) PR ZEFERERS LI B EEHAIZ S /2528 B RFIZ R
Al#HES (C3+C4) K anti-dsDNA> B{EE B feTAMER  EFAEREXRNTREE (
mERAREL) ARGER-BE fHMLARKIEER ISR MPAA RE  REAFEE
YIERF IR B ES B I HH R RE » INCNI (tacrolimus, cyclosporine) » 5 voclosporin
AEBREAMFRE[6]

6.3.9 B UEA

FEBEEREESTEAREEMARESRE  HNBINERIEEED 6
BRARNEE BE BB REEE (B ERBIEAERIEE) [107]47 10-22% AY
REBXZBERRGERERMB K - SFERSEMAEN EEENTNE M
#%1E(6]e

HEIREB X GHAMBRREE BRSERINERENERR BN AE
AR ESE TR O M EF M RIR AR RIRE B KE LI BRI 1A
ENBIEBFERER EAEEF2RAN MBS AiicEBHMBIEN
EXEHERE MBEBRRIREBEREERME (9 10%)  BZARERRRR
g6, 107 BMEZELE MARENMAEEEREHRRES RRARATLETER
HEBREEZR AN OREMOMDESHRRRS BEZEMRARREERS (LH
RERRR) - BAMEEAsE ME B ERBIERS M ARES(6, 107]°ERA
EHREMET ZRBRBAREANREBRX BZERREFENSE 10 FFEXE
BAHMBRIBHEE (HR 1.11) A ZEHA KR L ZREMNRZERBEEXZ
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MR ZRBEMNREREBEXRBEERREKS BRZBRBENLEAER
HwRA[107]e

- B B: REIREB XK GFOMIZ

ER

Bl R ERIRER R S

|
! ' !

Class I/Il (JELEARY) Class l1I/IV £ V (384 5Y) Pure Class V (1)
v v v
KB IMERRE QR FEEIRZ AR + SerinHIE &k UPCR /8
v v v v
BREAR,EFE>ENTL BTG (eGFRRIRBIMRIR) >1000 mg/g <1000 mg/g
v v v v
RERRE =AU ec ;’gz‘f CJ—;CCN' GC = MPAA/AZA/CNI
v v
SEHE =EFE
e BelimamabjCNI
! | | | |

BERETGL: EAZEER | =25% | 6ABZERR= | 50% | 12{8 B &R B 2p D 4ERR

| |

EIRREMENIDER KRIFEMR (BUAMIRESX)
) '
MR (3-58 L) i
MPAAE#E | A4EBelimumab LS5--F:EL | FiRES
HEERE + RENFEZ L HE AIA0A RTX / OBI

[FEGesE ;4% (Non-immunologic Therapy) FERMRFABERES R BE:

ACE /ARBHI4I% (BERRSMEE) | SGLT2i (eGFR <60 mL/min/1.73m2SIFEZE AR
eGFR =20 mL/min/1.73m2 BB A) | statins (R OMEER) | BERIRE (55 4EEED)

CEESAR A IREB R BE BFEM®A Hydroxychloroguine (HCQ): BrIFBE 2 =ik
IClass | BHFEMEARE £ REH2MHEEE (0.25-0.5 mg/kg/day)
"BRBIEEE (Class HI/IV £ V> FF&E—TE): (1) eGFR <60; (2) NIH Activity Index =>12/24 g Chronicity Index >4/12; (3) NPSLE~ B E K& T mE K
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k’v_l:g

Hﬂﬂ%ﬁﬁ'?

EERENRREFIFREMEBEXZ2HENILERN IREBEXAZRNAER-

1.1 REMERG

EERREZEREPEERR ReENRERERER BBATONAER
Iﬁﬂﬁtﬁ’ﬂ)&‘i%&?l}[ﬂ]°>DJ§J:’E§7JD§§BEHEE$&§E§EZF§E§E%’ 2 A n] [E KPR TE
UVA/UVBHIBLBEZE fa ({EE 14 SPF =70 471814 SPF =50) > M A ELiEZ R 1B T &
o 1F 587 B e IFE a1 [83] - I a Za R IRHCQSN S — 4R B RIE U B/ EB
AEA T B3RS BEEEIEE S CNI (10 tacrolimusspimecrolimus) ; A ERF R G HAfE
FAORMRSE A SR ERE A St R E R AR ERERE RN E S ER BiEE
ERA R ER P EREE N E— R aERERE RENPEE N R B E(ERIKRE
RIRIE 55 4580 & B EAMTX-MPAAZEBE Lo tESh» 15 8] & FAZASCYC RTXEE
AEER ERAENEE ZFRRREE - SR ENRELERLERARETEE
sT(L&BEA (83, 84] 3 BELEANI S EEE N SIREZ FER S RIF  HHBEL
HIERPREB IR R E A A B R ERRES MANIZ BRZERI E BEMARAZHE -MERTE
A TATEER—NEABRKERZMERENES BEFAHERaERE
AEBEZAFER; HANIBrIERNEREIRBEZBEE RAERARERF S
#[201, 202]




7.2 BRALAR

1878 BiR50% ZEIRE BE L IRRERE [17] M AE R A KA EREE
SRS NS EREREEEERE ek TIEENRIBETERE[203] 1R
BERARVRI BN RIRFE 2 1R R B SRR RS EERERMERAEI X &S AJ At
IR 8 AT FAREIEZ R K B (NSAIDs) BREREEZ 7] R RS IRGR R BRREAR » (B 7G BRAVAZ 0
BRERER R &R S R H ) H 2 2 RERRRIESI B AR LI ERIENRIS
BRI e E REATRR - REIRERE X FARRAEZRUHCQAER W ARFKIFELL
NSAIDs }ZHRARE FZ & R e HI &l - B BRI RIZ A £ BB AR BB RE Hithds
ERIERENEE fJBAZEEAMT MR EA B aHEMSBERIEE:
AIMPAAR] BEZSERIEZEEE[82] o lESN BELTFERKE B T AR HRE SRR ETENE
& e ERE R R B IER It B A EE A E R [132]

7.3 SRR )

ERERBERED FERBEXIEREIANRE  ERITRETEAFR LA
Bt IR@E IS T - 4977 1H06-18% [34, 204, 205] M E A ERIER HERIKEAIRE
REFEMRXRPERBERR BEREMS  RERETNREXREES DR
[34]- @R EIRBRIMET HIRRII20%NEEIRBEZERRERX BELERERE—
RBEE RRAREERIHE RS BREPEHERIERRSFETERE HH
SRIR K KA B B S R B 1L L T fEle > MR R REX R S HREERER
REIFERRE[206] BN OB K EMER TG RREE EEAMRUIE FICAERIE
s A tHatsm  flea a B el B IFEEEI R R K 2 (NSAIDs) EARkKALZR (colchicine) » i
RERRFEZMA D REERE -RAERNEE TR BN e RS 5| BRARREME
1547 To S 0 1) ) £51 A W ) 2 REI R 38E42 02025 ACRIRTE VA TR TE 5 | B 5 a8 LARNAE
DEXRBEBRRBFEE IEFAZ EIL-1FEETRA([83]
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7.4 MiBRARR )

TEE BRT0WHNEERESENMRAREZZE(IT]RENMRERE
HEEZ ¥ ReEFamikn/ & /) weisl EEZ2 MK  EZS 8RR
EEFRE R R G AERE (B EY R BB RR RIFA B BR[207]- B HIRAIAERE
ke an z MR BRI (M EEAAMRRED SR UBE IR EICERE (MAS) Bim R 5]
MERE (TMA) F) B> B2 &k F R MRE B AL E B I » LR B 5 5152 kR i A 2R
EXENAR(83] ABRA R RIS BB BRE FIE RS H1TsFe

7.4.1 g nBkRED

BB/ D RIRENAEMRBRFE Y — NFHEBE LI SEKRREH
B R o AP 1 BRR D AT R R e~ B2 SRR T AE TU A (hypersplenism) 5[ #E[207]
HNERPIRE BEEERN B MR @3EP ISR BEKABH st 8RR
1,000/uL®E FEREHEMBERFIHBRKNVER T BERTRBREINGAE
Bo st EHRBEER P MR EEHEE B S HRRR T £ EFERG-CSF 8
BB A AREREERRLIARESEINIRE[83]C

7.4.2 M/ i

HHMEM B EER /)R 8< 30,000/uLFYIRBEMERIIL/) VR » BB 1S4
R BN S E B2 a5 W Al S HFMPAASAZA~CNISRTX~BELFD, /AR AR F 84 o B Ik =
B (IVIG) » Em B B AR R EFE R EERR B 2 T & /e /D B HIRER
FRIEAR (BIENEEN M S EEE B ) - BIZZm B Rt UEE R SIVIGH,HRTXE
BAES MIERMNERK RREINEIE[83]0

7.43 HEREHAME M

BHEEREMAME M (Autoimmune Hemolytic Anemia, AIHA) 2—T&RER
Bloy 28 BRI AS P VAL MIKIIR M A E M AT BAD AR S o
AIREEETNBLI%GEHREREEEE A snhEm -HP AR NEERRRES
MBMA&T RIi8(48-70%) UEEEEE &% — 4R /aHR AI580%NEBEERZN ¥
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PREBRER R VIEEEZEEETIARTX[208]°2025 ACREZH M EIREF
HBBEFERMWBERSZEANE N (FIMHIRRMERRN SRS HERIEE
) EFRBREMELIRBEERE S HEICES REXER (VIG) 1,/ HRTXAE:
HY @ ERMBEREEIDHE - ERERE-NERFNERT BT E B A
B B2 S (S 4% o B N B/ A ) B B 4 S B D e R E A B B TE[83]

7.4.4 InbL A5 E(REE

SERENFHZ —AELZEREENRE HPafEmniEinae (
antiphospholipid antibodies, aPLs) » &% :anticardiolipin antibodies (aCL) »
anti-B2 glycoprotein-1 antibodies (anti-B2 GPI) &lupus anticoagulant (LA) - EiEL:
NEEREREREFTHEZRGE LB MERES T D F TR EEER AIE
7R EIRBEERIBAEE(REF (CSLE-APS) [209] - 2#5A 572 & IR BB BT B IS E (R BF 4E
HER - BERERBEEPNEENENIGEERAEES 4%440% B38-7T5%H 5%
FREZEZEVDAEFEERMEETAE[210]c

SEREBESHNBEENEREEE TRRFGNENHIAR FEHRMRE K
BAFEMiz S RARR R B HRHRVI IR S anti-B2 GPIATEER SRR S
B EARR MRESNEREBE X B BRENAMIBEMER[210] —HEB/ZHRLK
B[OgE M A ZERE ) BRAR M A% (60%) FENARIMAZ (52% > T ERIEFR) 2R EIREE
AR ERE BERE RV MRER - HEETBEEEFHNZEREREMELL
BEAREFTENPEALRAFART MM ERR SR ERCHREN KRB ERE
5 BEEERE2MACYCERE[209] tb5h REIRERAMBEERERETEES
HIMRPRE BiFRRED/WREWE (ITP) HERREamMEA I (AIHA) Fo
—IHAHI0ENRENE AR ER e R Rt B & B EAMIE G REEEE
fEtnAsba M BE/2.5(F[210]°

AR E R B R B B oo B Fh» KB M IR IS FE 1R 8% (catastrophic
antiphospholipid syndrome, CAPS) B ER B K E KT iS5 EERER
B EZ Mz EM MR AT A AR EE T D F L KR
ERBENEEFRERAERZ—[209]°

2023 EULARE = fui e % = E RIS I E %% fI a0 B As i Ae AE A BV ER
hE B EMRITIEE R AE[84] 2024 EH MR B S &% FREMBIIEEREEEE
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FASREMERRE W=EREEN) UG EEPREEZEAFIMEES E
ESRIBURINEE - BEEAKEE KIETE (vitamin K antagonists, VKA) [211]°

7.5 ISR

B IEHMAMBIC (NPSLE) RIREN—REEBEREB R EmIHEE BRK
TEAREEE BT 7 K B ~ B B4 /eR R E BN pER B R AL MBS I B R ms o
MR A8 14-50% N R EIREBEWEE BEHCEMRIABMEREEE—
BABHE RERSEERR B MIRENRITENS ERERLTHREF
ZEE34.6%[17, 212] EREIREF B HEELUT LERAETRE LHEESH
EREMIE T XA - LRIEE R s R MRS 1 (1) Rl MR 4RI B3
RS E e MEFRZEMEM; (2) BRER BB R B FREXNEH BN

SHREA SR 18 ST A SR S R PR IR A B (R A M IR T E R IV 22 /B
[213]e

B LIRS A AR E S SERERE  BUE—RIFRERBETTER
& WHERRR Y S MER U B 8 R EY R E A S EMRBE o fERRRITEZEIEFERS
T BIEEHRER BT RN (EE2ATERRPERZL) BRSO IR R 5 BIRAE S
BB E RIS RIS R R S ; MBS B A B AR IE 3 Y A REHE PR A AE 1 M IR
B R IREER AN THAEFERR RS DIRRT S EH R KRB FE TG T A (-
Ped-ANAM) [5]°2025 ACREZ:ZAEERZER SR 155 B &R igmfl/
DIBEERIEFEIR[83]0

HNBREWLBHER WIREREEX SRR NSRS B EmE
®) EEUAR EHEERRE SRS HEICECYC-MPAASIRTX A EA E 1 M
JEEE FREE A2 - IR B A SR BB UK 2 E BRI E AR S AR ESTCYCoIR
BB EEHBERRER G EINEE R AR EMRSE RIS
BRI EMREEREFERERRER(IVIG)GER B BB FEREANE
BMIRE ERFRNERES HERE AR RINGa R - BN A2 B ERE
BN B RER SR BE TEN RN ERG R EREE & T(FAT 08
BEEERE S B EASEREIRENNER AR BEEU L E—DETRE
FE[S]-BERLIRNRDHINAEER —RARZERERRRINGEIAE FELUGEA
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RS AR T EEAPRR X BIRR T Z B R R aR -BieRAAHIA
A1 3 S B O Bt R EN M R B AR RS B LUR D A K A IR E -

3172023 EULARE K& 2025 EFAYACR IRETS 5| M R AF £ Y E 4 A 1
AL SEHRIENFRERFRIER AR AR R E T EY B RVERR R P 2 F W
bR RUEY) RE R HEBH RIS ERERS E[84]

7.6 HthEEIRERRA ,

7.6.1 @2 MR m

B MNmE® M (Diffuse Alveolar Hemorrhage, DAH): REIREEEF
FEEARTEP AR RIFAEE E R 4917-42%8) B E LT IR ASREREA VI AER > H
FUREHFEREREXRAS R REMMEHNE—EaM FE R EBENH AR
B Bl B 4 33 iE o ELER PR SHB B 45 SR 5 1 MR IR SEE AR » Y P O B 86 (I 40~ Pz i ~ 0V
RIS M BE R SR XY S = R AT R BB K EN I8 (HRCT) IR M= U K
MATRMAER FRE-—IEZ RO RMRER E84TAREREEEF HAF19
B1(2.2%) G2 B A RSN IMEH M Ehofl(47%)3E T BB RESER ke
EIETEMIm e M RAAMALE B M EH N EEEEFESEANE B ME
Ak~ R AR K & U - R BB E MR E R Lo BEERE WIR M/ iR
BSOS EE RSB R FIRCYCELLLAITMEERS[214] c AR Th = KB HEt%
B B RITRE M E L A RS KIBRGIHR S ARG RTIAFT —ERE RSN
EIEEU AN 140G N IRERE 174X FEMMEE M E SRETREFEHAN
AR ALEEIRS (98%)  HRACYC(54%) ~ M B H1(31%) ~AZA(7%)EFAR T 51 &
BKZE R (IVIG) (5%)~MPAA(3%)~RTX(6%) A K i& M &2 4AAEFE1E (2%)[215]

7.6.2 MMERM4EAMmMEE M
MmEREADMEEMRE—EE RBr e kEmNERKRERE Hi5EE
EMmE M AMMEED (Microangiopathic Hemolytic Anemia, MAHA) ~ Ifl/)\ix
B UREEA—NSREES ERSFENELREER 2B =IG) HEHPiE
HERFEREER EFXFERFAEZAFHREANER M ERIEHRIEGF BRR
EMMMEREFMEE M BIfHEARNMLE RIS MM A mayIFEE A Mm

79



M FREAEEIREE (atypical hemolytic uremic syndrome, aHUS) ; E#REE103
SR EMERARED IBAEIMMODEREAMEEN §RBFRSIERE
BHESEER B MBS B8 IR EYERIE[216]

BT LEBISMEIRSN ZTE B IS R R m B ul A B i i B R M A L M & I AH
A -HPREAERBERNEXREMOERY AN BENREZ — EEIREES
PR EERLN%3-9%[216] - MORBERNMRE IREBTXRHEBREMMLE
REAMMEMNEEARGE AARSNEXERER - BENERZR I mER
REEIGMNAYSE T BB AR o b5 sz kB B E M IE MRS A FH (CFH) BE M
HADAMTS13EM B E RN —IREE X BH » B R 8 1 B M6 5K
o RE2EHRERE - #HARBERENHMOERE SN E N2 BEZY B3
S EE P i A R ER B R B R ERRE » WICFIZZCFHR2[217]°

EEIBENE MOERMINMENRIREN —ERILIARRATF HRE/H
SETRRFABRRAEIEMBERM; TIREEEPR FET R 5iE33.3-62.5%(218]°
AM—EENREEXBERYRMEER™ MO EREANEE N RNZE
24 3%HIREB R EE[219] - Br) MEHHIRESHMOEREAMEE MY
BEGCEERAZR BRAERAZCERENGE  SHE2H8EEMNME &R HeR
LY AERRS —HERRSEN B2 E8RAEEYNES RAREE
RTXIER 8B BB UBELAR ABEE—BEREN AL ERMUEENTEE
& W IhE A EE R R EEE 218 BRAT hE ERRA MR AE ECIER
ZMmERMEAmMEE M B A E EEAmEINHIE - HfReculizumabB#WEE
RAEME EculizumabB—REEHZ ANF{EIgG2/IgG4EMkinkE  nIBC54E R
ML RinHEE SN R - R E ke H E —IH2026F &R 2 [EREM A%
MAD2ZLIREMEXRHENREMDEREREREERBE T eculizumabiiiE
200 B AR AR R BEE 4R 5E (P=0.04) » R R EMRE RS AL EZME N E A TR (
P<0.05)  BEHIRIAMEIETHBRERAEZ M ZE2MRIF- LG RIZT TR
TTP (ADAMTS13 thZJE) R R ZYBEEZER K2 EMAeculizumab A H
Ml EREREMEEXRHEOREMOERE 2 BRHER BN BERFEAXRER
ZEANLABEEE[220] Ltk eculizumab AR B EIRE M B K 8% AR M4 i B fn
EBoff-labelfEf He B EERETR EH M aRR BRNMEZIEHEAM S
FR&EE15Ef (atypical hemolytic uremic syndrome, aHUS) BB REEEHERE
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=[199]°

7.6.3 EIRARRE{CIE(EET

ERAAIE{CEREEE(MAS) BIREN—REBER G H33E Hf5 A THE Ik
E AR EE R CENE 4 M5 EEASMMBRNER BN AR EREI B
I AMRE S5 CAE (R B4 AR A IR I 14 M B 4B A AR AR 12 4 iE (hemophagocytic
lymphobhistiocytosis, HLH) B9 R 22 M e 1& R 14 B Ak » B JRR 14 &= mAERE[204] - B
AR CERBEASERG T aXREBNENE~N TN REBERERYS
HERMRECEERNZB2E HAFEEEEA65.63%[222] - —IALI M H A
ZTRER F403 M REIRE B E T HHE381 (9%) B2 e H BE ERAHEE
{bIERE -ZHEEFERERRAE THRFREREEESHEMEY) W IVIGK
CNIso N EE AR B E F B 7T FRiBH/aEFE  WEtoposide~IL-1 P
FlAnakinras K g BiafMiZ[221]0

7.6.4 IREMECALR

IREMRROEFRET RNZES0%MNEBLE - HALEERBIRERE R
fEAERARID B0 EEMGSETIESFE G 0AE DI BE R R ETARE
Ao EL R IRE M CBLK (Lupus Myocarditis, LM) B EERERHRE R ENRE
HEE AAHAEERAS VERR BERER BEREODNFER ODRIGIREN
DR EEEIESESHEE RRBEREEESHEMERING R L FEF
IR LER TR ERE - HNIREMER O RAERER = KB AR
i3, BRAEZ KIRERI/ N ARG RFIEIT[223] —FRE 14T R AIRE M
DK B E R AR s 95. 7% M B E B Z EEIRE A E - HithE R
ZYEZCYC-AZA~MPAA~ IVIGK RTX 2T R EIRE M O AN K AU A AR IR A
AR YA ERR SR BB REIRESHIVIGHCYCAEARE[224] HRE
AERBRNAEBE—DNZHROMAEMUES
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BNE

ZAERERREE

REIH REIRBROSERASFREMAZRERR BEMAREELL ZEEE
FREERBIAET SEIEHIRG  RERBRIFEEE XHRENMERBEYAER
FERENARER DEHEXFIRIBRRESSERETECRERIEEE-
AESHENEREE e m ARRTAR R B IR RIS LU R AR IB RS
AEmEA REEEMENRER

5o H B ARz i5e

BENBHEEGES URBBRAERTRREETIRMEE




8.1 HEEEEEFIHA

RERBEREN—RETEEEMEENR EFOERE - RRERESE
mE AR EREE

8.1.1 BfE

BHEELAEERICBRN, RIMRRE P ES E N MNE R SR 7R sE A
25 HRREEE L 1ER R R E R oaf B bR 1 5 S B R R IMRRERER
WERINZE INEFFERETED 3 SR ENEIERY) (R BEIIEF)
W FRE R ERE R HREMEGES (SPF =50)  BE2/N\REHEX KERTE
FEE MR -Br i SR ES E KB Bl B & e BURIZ B B SR B AR ER 28226, 227]

8.1.2 RN B

HEgE Bkl -BRAERY HEHRBEE MR HEEHEREER.
EERZEBNHRR 2R BEERE RESHE- TR AEMAER HEZ R
HEFAES NERETRRERE U EERE AN S RREEFE
LEEEBEX A NEIERNEEPEEBERNT -RR ZEFIMED BRI B2
WEYR B U EEE ARSI R ERF AR B R EEEFEVE
FEESBEY o V2R UEEME[72, 227]°

BERREeRERPEABREERENFIEREZ — Hi S HRFEIBHEE
B285% (MprednisoneEMEI£>2.5 mg/dayBE>31E8) 2 R & EERIEFE
fRRR ST M E R 5 B A A RDLUR D B E R K BN B Al SRR AR FL &Y i R AR
BEX-ZHESESTHERY LREFREFERRAETEEZD-SHHMEBH
HMRmA T Z TR IR R R ER#1F521,000-1,300 mg/day- it B2 A5
25(OH)D # e 44 ZDLUAFF25(0H)D >30-50 ng/mL[228]°

HaHBEREIE MRERX) SREHENCHERE  ZRREIMBR (GINE
Hih<2 g) M B IHA A EESS BHEENE - B eGFR <60 1] & [ERHIE B EHEUA
IEAE B IHAEREME (BIgN<1 g/kg/day) » M iEZ R B HEEL & &AM R FTE([229,
230]°
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BRIXEEREERR MER - MEEE EEEER) RIZ 2 M EEN I
RZ R BHREREES R FTEEEREA -BR LEUR SRR ZFNERER
(MN4E4ZD~#5Omega-3f5A6EL) & X > TIRIR(ERE A M AR AR ERA R RR
B&[72,227,230] - ERN BB F REXm REMZTIZR[ERE (L-canavanine) 7]
SEFRMEBIRBEMN BEBRIEE[229]0

8.1.3 HEZRS/EEN

EZREREEEEFAZSETEH WEEONERE RERSMIRALE
EREREANSZERARFESERE P EREFREN —RBRE AKX
E0 IR OIEIRAS  BEEN R B EHI AR R Bt SEEE
FREE[231] AT BN EEER RIS/ N Mra RS R R E BETSE
SR RS (Wi ES S AEK R 2 ED) B4 32 R EE IR
BEFERAZFERE[232] I BRIES AR RREENEREFEE &
FiEFIWHOEZ - BH150-300 0 EH FaE RS /EE B HEE/D2XRETIH
Fl4R[232] 4R R A B E E BB LA SR %5 B NG INER/ES) ; S5 (FHAR Bk &2
RIZES) W iNsa R N EIREEER AT U EEEE R

8.1.4 B H
BAER] SER BB D EEYI NS AT IhE  WIB NN S Bl ER B 1R 5 AR EEEE
IRRIRENN B Se e N S22 14 35 3 Rt B R & B R e RHIE B (231, 233]°

8.2 RX#:TEM )

B REIIsERBIMREING R REREEENR AR GREESIEM-EE
b RRARENAEREEEFETCRE RNERZ — W r] SEA 22 R R1E 3£ (235,
236 MAORBEEREN A 17T% REEESRERME BE—BHIREIME 2
HAEIRHR7R B R T R E U= B EHIKE (S. aureus) W KHE
(non-typhoidal Salmonella) £ XBF1E&E (E. coli) RE R > HH AR AN E
BHEKH (Klebsiella) REI1EE (Acinetobacter) EA4IEIRE (Pseudomonas) EAE
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=L T Rk IR [237] 8 IbERAE IR SRR E invasive aspergillosis (1A)
HZFE REFETXIBE > SE MM BMESR CMV EHRE; S5 SR ARELEEE -
AZA~RTX~ MEE B~ 2 IREBAEIRES  HR A CMV M & RS TRREE
Fo MR ARE RIEH[238] LI DI & ERFER EZEIR BIATEE
BREZRRAMERNEERTREEER TRERBEEEP RBEHERUT
RAEZHNRBEERRE[239] A AR BEBERSHRAIEREAERESE
AEES REIRBENGERESEARS HEREBIR EEEXIET  MIKELF) 52
BT R EEN/1R1515 80 BE LA R YT 25T R R FF sl RN AL BL T 2 1B > B B ER R H)
R B2 R R TR [240]

ItE5h>2023 FEUMN R EUER A TERRIES | & ([241]: R EERE IS
BB EFEEE Pneumocystis jirovecii pneumonia (PJP) Z FERS M4 585
EENIBIREIE 2 CYCIRENAE RTXEHEE 25 EE2 (Prednisone >20
mg/day & =4 8) ' UK ESE| 25 E R (>0.4 mg/kg/day 3¢ >30
mg/day =4 i#8-3% >0.2 mg/kg/day 3 >15 mg/day =8 i) - EHE = AR IFIE
THAIZEER SEERERR EsHEAE SRR - ZERBINGaERE -BE
HEEKIE T (ALC <500 5§ CD4 <200) \RTXAE (BZRIFEEAERN 6 EA) U
RAEA TNF-a iNHIE B S HZIERKEETE & prednisone BIZ[EE <15
mg/day> BEth R E 7B EIRE > i) EE L Tabhe

Y BIES trimethoprim-sulfamethoxazole (TMP-SMX) (8 3 X
458, TMP 5 mg/kg/day 3¢ 150 mg/m?/day’ EXRREEI= 160 mg) > BRaI FERA
PJP SN TREM BB Z MR -H R TMP-SMX 23RS Bz BE AIEE
€8 dapsone fEABNEY) (EHRIEMHE G6PD t#%) ©

AR B [ ERHRME,FLLFER ER AR B RS ER A B L, T EAITE
B NEEESRRREE ISR LUE T [242] & F RIRIR B R 4 B
B B AAHIZINERRE E OS5 8T B E & RIFER LU/ MEIRE
REEE LN IR BREREE RV BRERREE S REEBHALZER
), AP MR P B BRI E  EF/MEOMEE R, LUV EEHAS K 2 84
[243]
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EHEEEFEREIRBERAIRET RN EENER T AT 2%
F]

BERERBRENETHEER ERBREIGSERA TR ER BRI &
ERFIERERERENBEERRERREHABR—MRIRDHEEE R TR ER
IEE R EEE I DMEFHE—REEEER T EMEER([243] B B EER
A ERZHIN R SR RE T SRARB AN RHIFEREEERERE
e LH EB4EMERR (B-cell depletion) HERI/AHERI2-4B TR IR H %
& [ I W FE R LA SR A B 2 SR PRI AZ [ 243 H MR R INFIaRZ REIR
BERE R EBRHITEEREEE[243] - AT BAERSIEL  E—RIER
ZEilHaRZ RERBERED FEMZ —BRX—EEMZ (MMR) £KE
wIAER R EENR T RERIEETREMF(244]); HIL- SEZEREZRER
b BRI A R EAR A5 FT L R AR R K EFHME R B ER R E E bt ] RA A E
BEEEART:

8.3.1 & EE

& T R AR SRR E ~ e R I B B 2 R B A (0 S FE B S TR R | iR
EEIE R B INE AR T [243]°2022 EE B R HRE2 S EE[245] . &£8H
prednisone & <10 mg’> a[#E@PAAIEEHRE ;& >10 mg {8 <20 mg» 75 A]
ZEBEEFRAEIFENER ;S =20 mgy AR REE RN Bt EMIEEEZ
> FEEMREBEERERIT LUEARE KFE-

ESh EREEX RESREHIE R —RIRERERS KRIEEME G
& 64F R BRUFF R G & (HepB) AR FF R G & (HepA) S E 5T R/ 52 &
B (IPV) BhR SEEKEZ & (PCV13, PCV15, PPV23)- B HiZ A 1S RAERAZE
| EE&—(DTaP-Hib-IPV) /73x&—(DTaP-Hib-IPV-HepB) /R EK SR A ¥E H
ZREa% | (Tdap) bR EEMEEE & (Hib) s SARS-CoV-2 (COVID-19) ~ A$EFL2E
mE (HPV) HEikEZ (18 s b BEMFEREAZ E Shingrix) REMU I IERRE
BESRTHRSBEX S B EZES RS MR R bR B8 R 25
[246] -t 15 R E H FEK— AR IREF IR - B BB TR E6EA NIEZABME
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(R HERERRRERAFTHE BEER JZR R & [243]

8.3.2 AMRERE

EtEEE R E 2 BRRR X BB RTZ - MMR K& &S B 48 f& K
EH (JE-CV) RERBEZESE (Zostavax) EEFIEE B R FERASE 25&H0
B R EYHEIEE B SRR TR E R ERREEE BRIVRR
AR PR ERATETT > M0 00 5% % PR B R LAPR R 35 (R ELER [ 243 ], R E IR M T BIRRZ - BB AR X -
TR (MMR) 038 E MK EE & AR ERAMTXAERE T [243], 5 2R E @
B EARFIAERR R INGa Rz BE([243]°

8.4 (MM E R )

SERERBEEENBIWEHOMERR F4XKPESN —RE& R
[247]- AT BT IRE E IREN AR RIE b R B E AP REOEENS R
TREH MORBRMARETR A978.5% M R B RIREEEE HIRF M EEEILE
BEERVAMGER HPHEIXE T BB CRAERIEE LAZERR F
E—FTINRFBIFE LN L BEIRNE ERRRINGEH A RELENER
=B EEKRBIBREAR AR EE AR IRIE (LI & F AR O E & R[248]
HittEEEFeEsSmE -miEEE V24 B X HEREERESERREH L8
HNRIASZEEEHRORIERMIE N B RHEEN AN E RRENETER
ERAEE(14, 247,249, 250 =Dz —WNR BIRBEEETEMOIF R LIRS
k= mEE-ZHF o~ REEE R ERNBINEREBE S E S MENE
VEHEF-BEAAEREREEERFETBIRGNRMNEQRNEENSE-B
FH-MERNE-EEFRS(RAAS) BEIH MR R INEBRIEBEIREGET
B EE -ZEHRERIABEARNRTERREF-FEILL 8 R EEHREFHIHIE (
ACE-I) fIE R EZASPAENT (ARB) N E B I A — BB MIiREsRIg[72]

LESh FEERMR L e —FREE HEREES THREE I EKEIE
& (B1% <130/80 mmHg) *iZZE /D ESFET UM E RET G AR BIEMmER-
A5 BMI~BInae - M B E R IBIE N K ER M A2 ELETER
HAM B wEE[251] - S & HMAIEEFE HELDL >100 mg/dL> AJ& EfF M statinafe
HCQEMEX RO EFREN T MRIFERER BERREHA JAE RIS LEHT]
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RERLE 1R E B2 > W X e i HI B S E Y RE B RIE R mIEE E - H I B e e
BERE - FHRERMERES B GERREEM B TMEsa R E R
REEAEBR[251, 252] B PR £ 5k B B B B OB A BB it > W AR B 22 1T Bl
{EiafRELEE Al

8.5 HREIERE

SRR AEEN 22U AMIRERE LHERRENSF VEZEREEEAE
BRERHIEE R ERRAAE REZISARGSRE RS EI EEE R0 D
HlERBE—IGF 8l PREERKEM EMERBIRIEE - SERESTRENS
B BiFR ; FRINEIEMNASE LA EERRAR (Cushingoid) SMRNUHHEIRB R R E
Epz[253] - EREREHREHT NENS 2 —BERERESENRERIZE, HRR
RIEEENEABILRRAT LEEREEE - EERE - BE - URZEHES S
REERZLERZEERER 1] -EHEHRIACORIERE (Flf0prednisone
>7.5 mg/day) IREARG & BRIRIE S A vl 3 18 = B Pt MNAERA » ( REER PR L FEEREN M &%
BENHE FRASITREBREABERRERBNEES[11]

BB FHEEZIEMEERR A& (BE=2.5 mg/day’ BFE>3ER) &Y
RE (<18%) ' EENFARGA LPRESIT R L FREZRERE— T ERTEK
B S LIRS RS ER K LRl EREE S Rl E T BB E % E (BMD) A
£ W S HHERE BT (VFA) B EXRE  LE RIS BT [228] - TE B AR (R &
FEHMERES LS EERAERGNRE R E BRI B L HT 5
HEERD FRPETEEREAE -SHHRBERARRE T Z T RIS ER KT
#45521,000-1,300 mg/day> ¥ BZ RN ;E25(0H) D> f T 4 4 XD LU#E$525(0H)D
=>30-50 ng/mL[228]tt4h > ¥ 1504-1755 A RHEEEERIZ>0.1 mg/kg/day~H
Z>3ER L ESERREEITERARE A RGERER ORI FIEST L6
F& B4R R R[228]
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8.6 R K MG,

EEIRERETRBEEIERERIBERREDERBRIRE URESEE
R R EER G BE (R0 ) BR PR TE (2 RR B A %555 1 B gm AR
/ EfEEFRERERRE K ERREAEUERIRERTE B aigEb R af
BINER N ZRITM -2 EE R FERUREEREIEAFER I iREES
BREHE HITEIEEZESprednisoneFWEIE<7.5 mg/day - MNZHIEEA
NSAIDs ekt o RAREEFE A BN ITIR28B R E R, (ER LN BB IT
IRBHA R 1 o] BRI EE 2 EMRE) fiE R 2E R SR E (WBCG) #EkK
ERREYEEE R BN ETEN ML L HE[8T] - ¥IRE BB N IR R En
FLEARS z PR B PR E - 20244 EULARM E S5 EEHRTIN T

« KT REZHHANIRERENZAZHARTL 2 AEEZR(87]

ke el TEE e
2 HCQ'AZA'TAC:CsA  $EEIEE (URIEEME B4 MTX>MPAA~CYC (%
(fBZHA) RAASHD I £5) \NSAIDs G2HAfER) w2  B/EESE, BER

BFIVIG; BEL\RTX (EMIREIE  1-3ERKAIRE)
TR RNAR B 8 AR R 22 B )

HCQ AZASTAC CsA;  @EFalE EEEERELE.  MTXCMPAA
BRI (ERESEE  IVIGNSAIDs (MERFEH/R  CYC RAAS HIHIAR

#
= HRE B2 <5 BB ;28 B ®BEIE) \CYC (8  RAEZ
mg/dayZERAl) PRI B A 15 1R)
7L HA HCQAZASTAC CsA~ R EREHRSHEHEE- CYC~MPAA

FA[EEZ NSAIDs (B IVIG
Ibuprofen) ; 5
RAASHIHIZ (capto-

pril, enalapril,

benazepril,

quinapril) 4545

ELILEES
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8. TRRIRE I E IR T2 BT AR R HARRE -

8.7.1 BRiEaE

SERBHIREMBEXRBRIAEEZ REELRPERE OHaRE TR E
BEEOMEBREERERREIN ZEREIREAAIHIR LI BE BB FE
R RHMENEEFRAN#ZNEE BEEXEER G EE THRES RS I
HEAREANRIS ISR EEFHRESEINE BREREISE - EEE
EASVERE FRATHFSWEDE REBRZENERER EEEX
T2 R EARBIE ERNIEENERRAZENBERRENL FEaBRIE
MEHERNABERREZE - ERBRAEZRREERENER[254]

8.7.2 ZEYENE

MR REREEESHERNERIWZE BRI eRAFFEERAAE; 8
BRENRE BEASHRRERFHEBRERERTE33]Fith BERBRMELLE
HEEER BRSERHEER @RS HEEREFAE - REWERE-ZEH
EEE EYARRE URER BEERHER K L BRI NREA
iR ERBERBEE RS &R RIAEERRHEY N a AR E M E A8
RIVER MR RA BTG INERER REETHARPARERER U
RABEHAENERIBTE EMNESRREREERE -BENERZED
EHRB MRS 9 BN M A ERIGIER ; LEHEAR ARG & B
R BT EEAKN 1 HAMEERIERHE H RS RES (N ERE \BEES
BRIEEER BEREZF - HEEEEERNEERBEES) AR BRESS
SEEX (B R EIE ERTIEN EM 1t TEOIEN) REHEEE R -EB
ERMEAEREEBEEELSIE IARRARERE REELVF) BENAEE
WM R R B R EIERII[254]0

8.7.3 B EXF
REEREZENEEE IEE S OVREEE  mRASNERES S N L
EE - BEERERNERNSSE R OVIERE SRS Er s ERERRAE SR
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Heo—HEIEMMEER F181URERENST VFH B RERITEL T OE
IR e S L OBESE  FEIR R BRI E A E R B UK AEAKIE BEAFENE
FHREROERE[255]- ZHOMRTFEH K300 E VP FRFERAREEE
NER FEI4%LRESEES BRBEEEBEILREEE SRB[256] R &
R RNERT AR EENEEENABE  BtTsMRE~ FOFEE
HRABRERERE T BENERE M) AMEELREBERRRRZ -EIE
ERERMEREMZTERETSHETOERRGEEFIKT L K ER R FE
IMDEEEAS URMEBERERFFENT A

8.7.4 Bfa7/{BEHANRGE

SRIGESURBAT O - BIFRZEARRIV, RAREAASEE T EHBRE
B-EEHEFEANATMEEN AR E R NILATR HERIZRERR AR
EohiET AR IPRREE N FEE R B AR E MR E N o BN RBRER-
BHHRBITRREBRENSRARER 8 RERNEREE BERRESHE LA X
shBREERE AR TR A R EIRB R E E 0 REMR T IRR R B
fT RS HE B /SR LA FRIE[254] - B IRERA A BT REE 18R
2 BRI EE -EREH - EHREN =& WERRE L SRR
HimERETIETNER[254]

BT EERE/ RERX D BERFEARRE BIE@EEE, ZHED—REHR
B pi Nim £ [RIPI52 LR a8 R ; L EHHZ I W RS B R B B AR (R, s € HAET
LR 2E R M LURAZ AR EC SR O R A ERFA A D IREM L 2 H B BT 150 ISR
FHERT AR [254] BT IEMB D FE2ERRERARZRR IRHT S X RIEREA
A EEREVEEG EARAEKRTL ERRETR W ERLUSREYRE R
Bhath  SERERR R BRI A3ME A AT B R M U EREE AR
[254]°
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8.8 RRRE ,

MEEE R E R R ING e ENED R EIRENEREIXERBERH
AMEBEENBEEERINRRZEREEG BEREHTFLEEENFH HE
Hifa B EREEHRRET E FIb KRR ZEIRERERMU ERIEE (
treat-to-target) | B M52 B 5% (precision medicine) 1 &1 0y > 1RIBME B % A HBE
PRRIE RIS EETT O E/A R (ERA R HARNEIRIE S 2 K R 8> R R R ELEE
ERBHEYSN LUEIIFAERRILTENIREE S

AT BN AGE RERENS REBRERMNETE BREEZ(NE
AE AR FTIMNE  TREFT BURRTE R R R B A0 B 3 M BRRESR B o b — IR N B8
EESFEEZHPMIRHNEEY BRI R EREEBNERAENE - BE525
BERIT AR HEEEREE FREESAEAREESRENES E—F BT
SAERE RN AT R RRENER B IENE A FMAREE (NiEm
B AREFIE CAR-T AlIf/a RS EEE A BER R HERTRIRBERIU EMI
RRER I EEREYERNTIAS KRR EGEBBEENGRRATEREEZ 24 H
REIM R 0] 4 5 EIRE S R e B2k

tEsh R EIRENREREBRENEY AELS VEBEREF - EREE A
BRUMEL S RESHARBENEBHENABRBRANAERESREE
B MEMERESERENBMEABEXBREERERS P BUESHHEE
MHNEARERD A2 EEARERBEEENRIBRAS ERE
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-

TUTATY T = |

SEREBNRGREREARREES (TAPAAIR) 2026 F4IE 2 REIRER
EHE AEEENUREREAZONES S ESS N2 EimE M 45155125
RATFSIRZERR B EREENRSEMN1997 ACRDHEEE  ARFTE HIE
— S HHEBRIME S 192019 EULAR/ACRD SEIZAE T INEST 9 o R R BAZRIRR E
AERREREREENE (CLLDAS) » il 3 — 5 2 [m{= PR FE [E B2 B ER PR 45 7
(cCR-0) oltb¥h 355 8RR EIRE E AEReFREFHELRKR SR BIEERME
(TUBEPAME R KAE) WA HERIUEEER; AL e R ERER AR RS T
BRIEFRENRER REREE RES I FHEEEREAMERIER-

BB A MM ERSEAR L REIRBEZBRAER RITRBME ARLER
PAE R M RIRIREME X EEISRERARRIR 2R S B R (ERVEE
B FRp SRR EEY) 2 B AR SRR A BB M B R SE R T R
I8, DO CERAR B TSR] M B — 3% o

REIREAERWEAA " EBEERARANE ANBEERZ SHEHISHREZ
ERpEBRENEEY TMAREHIZERE SREREOME R SEIEE A M
R -[FR &N 5 B HI R HARN R EN #5181 EREE (transition care) 515 UHER
REREIEFfEIEEEMABRRE R EXFERRENRREE




o PftER—:

1997 ACR

=R MHANIRBE D ERER R EREF Z s HERR e iR 4

4
L

A &

AR
B

B MR T

2012 SLICC
FHEE
B B R

(= HIRBE R SE)

2019 EULAR/ACR

=EREIRE (67)

1€ REIRE (FRE0K
EH5MEBRIRES)

RAEIR (FEISERME
> 21E A ERAEN)

(o B K B/ Ch ELFE

%)

B R e
(2R >0.5
g/24h 8 RBC
casts)

FRAS IS R R A
WHE (seizure)
35 fR R AE AR
(psychosis)

IHERMIEE

BIRR

(REZE = 2{ERIEN FERR

HEEHFERE)

(AR OB REREE

B—RIIRRK)

LB R TEIRENS

KRR
2. B R

(ZBBFR > 0.5 g/24h 5§

RBC casts)

K

(FBiE IR HRIEAA BB/ 2

HER FEKTF)

IBERMIEE (29)

BAERIRIE (697)
(=2{ERAEN H IR ERAE K
HYRIR: 1.RAENAEARER2.
FEBRESHEE)

M O BLIRARR (599)

=EOBEEX (67)

24/NFFEEHFR > 0.5 g 5%
UPCR >500 mg/g (443)

ff& (597)
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&

A _g i

ANA

R
ks

s

Coombs
Test

1997 ACR

FEUTH—:
1. 7AMm4Em
2. 5HmEk <
4000/mm?3

3. MEBIK <
1500/mm?3

4. M/\ik < 108

/mm?3

R 1%

MEUTH—!

1. Anti-dsDNA (+)
2. Anti-Sm (+)

3. fnkEREIAS (+)

2012 SLICC
AR

H Mk < 4000/mm3&k
WMEBk< 1000/mm3

5 1

Anti-dsDNA (+)

ERE A (+)
(Anti-Cardiolipinii
B&okanti-B2GP1in
BERE M4 lupus
anticoagulantfz 4%
B{RPR test&Ra1%)

C3~C4 CH501&F

Direct Coomb’ s
testfa 14 (TEEAM
MEMBERT)

2019 EULAR/ACR

HIMEKET (352)

BRE®RZEAM (453)

%45 > 38.3°C (299)

R 1% 2 A B AR 1
(fEHEp-24AfE ERIFEE of
>1:80)

Anti-dsDNA =X
Anti-Sm B1% (69)

mAEmEErE T (29)
(PEEREN
Anti-Cardiolipinii &
4%~ anti-R2GP1#152
1% Flupus
anticoagulantfzif)

C3 3¢ C4 B 1ZEZE TR
(393)

C3 B C4 B ENEZET
R(49))




o BER— ATBI4IRE R EBIFEEL 2000 Systemic Lupus Erythematosus Disease

Activity Index 2000 (SLEDAI-2K)

JRYGHY SLEDAI (R AR R/ SI1E 80 1t 1985 F R 1EA1%E SLE &R

SEEVERRISIR AT ERIGhR A EBR R 2 IREN R EREETE AR HIA)

MR /AW AR B C-ERMINYIRER T &D NEENERE ) EME4IEE

SR BB PR B BTER A EIEMREFHER T MR A G B &R BEiERaPE

Rt AEERFEMRE Pl SRR RS BMR HIb ZmZSABIREZ FIBVHH

EPXFE T SLEDAI-2K- EXEEHMZEN LNIEIEENER FHE &N

EENERRRIR L EFEEEASETERBARFRERERIBHEERNERE

 }EREAMY : SLEDAI-2K Ei[REYS SLEDAI ;= EAERE (r = 0.97, p = 0.0001)°SLEDAI-2K
T IEB BERYS SLEDAI R BEFEEENER LA E (B S FEEE
AR)

- FELEFRIZEE: BB LIBE 10 RNMERARRIF - SEMR L IRTEML KRS
Al 10 XA B FLAGH7e

« FERIRESI:SLEDAI-2K EdJRYA SLEDAI EFERAIEC X A EABRSMREEY (p =
0.0001)

- SR AR BERGFEAG D (RRBERE) &R FEE 0 7o

- HBRER BDEE 0-105 DR HHESAREREEIERS

- REHMEERHESR:

HE (98) BRI (HE) R
8 e EHREEE RO LR B 2
. mmmER OB B ERGR RRETAS FRREE
S L MEMRR
. S5 R R RAA B E ARk RS B
_____ \OrganicBrain Syndrome)  fi#tkB|YRKL-
. AR R S R A S SRR b HEAT
- \visual Disturbance) mE-RARIEYRZ
8 SRR BRSO R S S B AT o
- [CranialNerve Disorder) =~~~
R I ———
_______ 8 (lupusHeadache) ~BEFERRREEELERRR
k==t
g T OB P L BB IR AL 3 e
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EE (2%) ERPRRER (15H) TE R ELSEA

g e B M A T s R R N SR
____________________ (Vasculitis) — ZREOSGREFOOER
A RIS 2 A LR E MRS L IRESEA R IR (B
____________________ (Arthritis) — wEERSROe
4 AN rimA AR ESE 1 BHEFE CPK/aldolaseFA &>
____________________ (Myositis) —~~ SH\EE/DAE=Ee
}7?& Ml 4 YAE o
A e BB SRAT I FREIAE
R EERG T >5 EALMIK B E A AR EME
4 (Hematuria) &) o
; %Eﬁinuria) 55 3% S RIE RN AN BERERTR >0.5 g/24he
4 B RS T >5 {81 B (AR -
"""""""""" B mmmemesewee.
2 B R R RS
oy = .
2 (lopecia) BRI N RE
FhERE .
s (Mucosal Ulcers) sk & 50A %
2 ’(ﬂg’ﬁfﬁsy) BHRE Sk 1 Bsis B 7S BB RO RS Bh RS 12 o
> ’(E;Eiﬂf\fditis) DEEREE B ERE R EE RS
"""""""""" BB s cuenaAraeem.
5 e C3-C4 5 CH50 i E & E TR
11 DNA JBEF = Anti-dsDNA HiBEES I IE S8 E (BB EIEERE
= (Increased DNA Binding) >25% binding) °
"""""""""" % \;%
l (Fever) Eﬁ/ﬂ]l >38 C’}—%'FB?FK*}_."
"""""""""" mwviR&Es
1 (Thrombocytopenia) If/)\# <100,000 /mm?3e
"""""""""" gmEEr 0
1 (Leukopenia) B ¥k <3,000 /mm3’$3H5,%%%1§°

X g5
1.Gladman DD, et al. J Rheumatol . 2002 Feb;29(2):288-91.
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o MiER= R R ELRET(E Patient/Parent Global Assessment (PaGA)

REEETE (PaGA) E—ERERTERAET R AT REHER A AN
MIRE (SLE) R aBIEN B - LA MRS (PGA) 1B%H4EAK > PaGA 121
TRERANGRIG BREE TREREENAEIRERER
REREGHER (PROs) £ SLE BIEF HEZ R ER HAELERE T ASEME Tt
RMEBHERNRR MELRZ A AT e RIRTEEEMAY ST o AT RE T B A
HREHERBREREENRNEEAREZ—MNER EOB T HRERAMAE
REHMENEE M2 IR1TPaGAR A2 TABEZ K IRIFE L T REHRTECSLERET
HHEE > 355 | 1R B EAPRINTO/ACR juvenile SLE Core Set Measures for
JSLE ImprovementFHIPaGAZEITHI1TEIEES » LA PROMIS (Patient-Reported
Outcomes Measurement Information System) JRBHRELE RS LN RFET
HERERIET (G o

PRINTO/ACR RERMAIEAIHIRE SRR EAE X 0HEEE

(PRINTO/ACR juvenile SLE Core Set Measures for JSLE Improvement)
T RERENERAREP BRNREHER D VERREENS BRRZFEEEMR
AR AE(CARZE » R It s Be S TE ER R B o 45 7 MRS Lo iR » B IR\ 52 R s sl B4
4 (PRINTO) BRI RE/EREE (ACR) &1F B EE:E T —E#HcSLE aERE
R EE R (5E) UL ERRIFEE S TR AMER S BB H 128 (REER
st AR T —(ER A RFERNE -SUE B RIREEARER AT EIR
#Z E— DB BEEERAR S H B2 R EERNE MY ENREL ARESEE
BRI MR EREEERRY ELE 2
EHrihParent's Global Assessment (PaGA)MZ D EHK R REEER  HHEEE
BRI EITEREBRRERN A ZBRAIRRER L EA10 cm VAS 5
0-10 BFFNER 0 = BENRNMEE>10 = BEAKRIBE
(5£)PRINTO/ACR B EE HBIZOMRAELLERIN T -
ZEREREUT 5 BZORAEEEFR E/DF 2 IBRELFNSES0% U LB
FEFEREPASHEAE 1 IEREEBAE 30% °%E 5 I|EiZMEREiE::
- BEMHEEERIEENERNHE (PGA) | £/ 10 A7 REBLELEE R (VAS) HERT

HMERERENRERGENREE -
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- 2EEFEHE T A (Global disease activity tool) : FHREEUNELHIREEZSE
A& (ECLAM) ~SLEDAI 8¢ SLAM & T B#E 1751 ©

- BEEEICEE (Renal involvement) @ i@ 24 /\BFFRZE B (24-hour proteinuria
)EITHIE o

- REFHREBREURETE (Parent's global assessment) : £/ 10 AR HRE
$ELEE 3R (VAS) B B &R BV BB R FEEL -

- BEMERAEEREFE (HRQOL) : B R EREMS (CHQ) REFhRPHIEIENE
E 8 (Physical Summary Score, CHQ PhS) 3| 5 Z A S BEAREEA N o

I PROMIS (Patient-Reported Outcomes Measurement Information
System BRI ELERAEENRER)

BHIPaGARMUE—D# (BEZ 0-10 MR EELER VAS) ST LA RN
HEMEHE BRMRBNESR BEEDTOBEN B ISR RS R RS
BHERE S ELREME  ERREBAME# LS HM N A AL 2 T PROMIS RHEEEIE
IEEMRZRT (NIH) FEEZENRS ERERESS D EA BB MBS QRS ER-
BE) R AEREREARR-C

PROMISZERNEAI8-185 & E#ANA202452 CARRA/PReS-endorsed +&#
FARERBIREER (PRO) TR-EHNEMILIEER PaGA MR EAIRRER &
(Expanded Dataset) B9 Z:/Cv4R 4 » FALUHETE PaGA A 2 IR A SEAR o4
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c WORBT-I[DENERE AREZREABRER EERE SREOERR-
BHEREBEE -URMEEFHFEME L BERRRE-AEDHEBE AREEE
BB E RS EERBE L FERZSHE-

IHH FIREEX Baseline J Follow-up § Annually § Flare/AE

PROMIS Paediatric

v v v v
Fatigue Short-Form 10

- RERS -BINERFHMEIBETRIRAES:

BEAE g | AT
naOOA

1 AR ERRMER L2 RHERE

RARR EREAGRALOBEND | D 1 D > ED . ED 4 ED .

P rEashe i e
3 HEEES. U1ild2 i3 ild4 il]s
4 HRESEEEE O1id2 {03 (O4 s

5 EsAESRESREErEEEe [ 1 [ ]2 [13 i[14 []5
6 RatEfmamewEEsamEe. [ 1 []2 ([]3 i[]4 i[]5

T RIEEES URRBEEREE . (1 i[d2 i3 i([J4 [5
8 mammEstEEmmmesEye [ [1:[]2 ([]3 i[]4 []5
0 RARETE LB NER (11012 13 {[14 [15

10 prmamEsEEREeeeEs (102 (03 ([J4 s
. REEEER - HRERCTEAETRRE

GEETES : s I
- oan0A

1 BEEEEERETIHNERE C[J1i 2 i [J3 i [J4 s
2 BEEISRe i [d2 O3 2[4 2 s
3 HEESNA ][22 3[4 2[5
4 BREEC A S I - I - B I R I B
5 ERERHERIEL 12 3 : 4 : s
6 HEAZEIEFH- O 2 O3 ;4 s
T mEmOEERsESEERSre (12 i [J3 i [J4 s
8 BRELRERREEINR: 102 (03 4 [Os y
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158 RSk Baseline [ Follow-up § Annually Flare/AE

PROMIS Paediatric

v v v v
Depressive Symp- 88

- REEBENR - B ERTMEBETRMARES:

SRS > e o Vs
ia s
: 2 3 ¢ [14 : s

1 BEELERIIESE 1 : : :
2 HEEIE- O 2 3[4 ¢ s
3 BEEREERW—mETEE 1 [J2 3 : [J4 : [5
4 BRABHCHESBHMTT O 2 O3 4 2 s
5 HEEIRE. D2 03 4 ¢ s
6 HEIEB- O O2 03 4 i s
7 BEEIRREG o C[J1c 2 ¢ [I3 ¢ [4 ¢ [5
% HERR EREIRREH O 2 O3 4 : [Os y
X5
1. Karlson EW, et al. Lupus. 2003;12(4):280-286.
2. Scherlinger M, et al. RMD Open . 2025 Sep 23;11(3):e006106.
3. Ruperto N, et al. Arthritis Rheum . 2006 Jun 15;55(3):355-63.
4. Sadun RE, et al. Ann Rheum Dis . 2025 Feb;84(2):158-168.
5. Forrest CB, et al. Qual Life Res. 2013 Nov 22;23(4):1221-1231.
6. NIH. https://heal.nih.gov/files/CDEs/2023-07/promis-pediatric-fatigue-10a-crf.pdf
7. NIH. https://heal.nih.gov/files/CDEs/2023-07/promis-pediatric-anxiety-sf-crf.pdf
8. NIH. https://heal.nih.gov/files/CDEs/2023-07/promis-pediatric-depressive-symptoms-8a-crf.pdf




o [fIEEP0 : BEEMELFEST( Physician Global Assessment (PGA)

BEEMEERR ST (PGA) 2 — R B HHLE 23R (Visual Analogue Scale, VAS) » [k BRER IR

BEENH RA A4 IRE (SLE) BiSRR/EEERFE-PGA 2 & FH Liang

Z AR 1988 SR EEMFER 10 AR BB ERKFTHMEEREHNE 1991 &>

Petri ¥ AIETVIE L M B A B AS 5T L 1 55— 1755 BRA 0-3 DRVARBEELEER E5T 0

B EXREZARIEN =1 785 BIRRERRIE (flare) o!

BEf% > PGA WE S EIZEEER SLE st T A BFESELENA Z{E358 (SELENA

Flare Index) ~ &4 1% i FEFE 2 (Systemic Responder Index, SRI) » LU IRE{RESR

SEENARAE (Lupus Low Disease Activity State, LLDAS) M & iE4EMREFZ 102019 &>

BUM R R EE (EULAR) B RUR RS2 S (ACR) B & &1 PGA AR SLE Y

ERRET Ao

PISCOS EIPEIRAE bt

Bt PGA EAREMRFEANERRE FHERAZENTD AN EFETEE 2022

FEEFRM PISCOS (Physician Global Assessment International Standardisation

COnsensus in SLE) i3t S 1E#IL PGA T3 BB PFRAE A H 52

THEREEFT2 AN

- FHMHER PGA A 0-3 HIRBEEIEER (VAS) 0 AR EZEREE 3 91K
R EERENFEREE I EXRTEE 1M 2 MENIPELH BREHEREEE
DEEAKPEE PGAB MR A AME—FrmR 2

 [B—PGA BEREF D HTN?

A
| | | |
0 1 2 3
B
| | | |
0 1 1.4 2 3

(A) PGA IR E—f6€ 0-3 BORR B B 3% (VAS) H8A0 11385 S IR o B B B
SEAWNEE 0= FHFE0.5-1 = HERFED >1-2 = RERKEE>2-3
= EEHFED
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(B) PGA WIEFETD AR 7E 0-3 B VAS EUFEBEZIEGIET (EAIRE— U/ NEH
FEERAEE (BT 0-3 2R EER 1.4)

- FHERFRIEEE  PGA BETEFHAE—EA AN EERRIEEE 2

- FHERE PGA FESTLEREREHE TR RANBERENRKRER
=R BHREBREREUR BEREENERN T BRIEK 2

- IR EER EEKRESTHNEAMAILETT PGA $145 BEESR R ScHE—(I E&RM
TSR RETTD U R B2

BRPRFEF

- REIRERZRFREEIMRAEE (CLLDAS) :PGA < 1(0-3 2F) FHE2Z% cLLDAS #Y
PBHE 7 —o3

- BERREE: PGA EEREMERKRERE  HiTD AMEEEE TR EETE1E (izu
SLEDAI-2K) K& %1E % (flares) 2IREEERVIERRD EaEisieRIFEERA]
ERAEREEE M LI S PGA DE (1) REBEREMEETRE (
HRQoL) FREAE IR SRR EOIEREEE BEE MR EERENE
BRECIER

o BTRIFEMRET( 2023 > Clowse AR T E 2 PGA(Type 2 PGA) »EF9H
FREF(dE SLE M ZAYEM (RS B8 B2 B MASEE) TR 7 E4M PGA £
ERAFHE—EMEAR (R ER SLE MR EEKER) AR (R=)°

« EI=~Type 2 PGA ¥ 2 iE:&155/°

AIRER BARER
TERENRES
0 05 075 1.0 1.5 2.0 2.5 3.0
I I I | I | I I
I I I I
= BE hE BE

Type2PGA=0MES

© BEERESERNZEERSENRES

- HESENERE

- IBREEEIBRIRER

B PGAZ0-0.258% B E R3S B (Type2)o
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fia

H
=14
Hxi

RIREEIR B H Type 2 IEAREB A B Bl AT EINFER EVERRENIR T8
421 Type 2 PGA D#e

- Type 1 PGA §F49:0 XK type 2 SLE j&&); 1 KREEES) ;2 KARPEETH;3

REREEEH-

- BEERANERIERY BEEM type 2 SLE SEARRF » A BJ45F Type 2 PGA D&k

700

* Type 2 PGA 387 1.5 (B2 Type 1 PGA M) RIA AR aRIR{EREZRZ

R[Ee

* Type 2 PGA D# 7% 3 BARERBRER LM - BESE RN AN ERSRIVR

Ao

- BMEMEIEFRA type 2 fER & HIR > WIER B ERRE A TE2AER A EHIRKS

B9 Type 2 PGA 8o

- EERREERE Type 2 PGA YT - EIREERIFI LR E MR R A sc E20ER

PREEEMPZIE Type 2 PGA DEU BFRZEDEHIEE 0o

RS A

e

Chessa E, et al. Rheumatology (Oxford). 2020 Dec 1;59(12):3622-3632.
Parodis I, et al. Lancet Rheumatol. 2022;4(5):e441-e451.

Cody EM, et al. Lupus Sci Med. 2023 May 30;10(1):e000884.
Louthrenoo W, et al. Lupus. 2021;30(10):1547-1559.

Clowse MEB, et al. Lupus Sci Med. 2023 Dec 17;10(2):e001016.
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- [tk A RER AR MABIREEEISH Pediatric-Systemic Lupus International
Collaborating Clinics/American College of Rheumatology Damage Index

(Ped-SDI)
PRI

T SANDRERD R ENTIRAE GEERIE R AT TR E
FHEE D 68

- BEREFENRREL 6 BAARRESA 27
+ F—mMARTEE D
- RERXKERETRESRE
aP{diBF i -
- FERSRFEARET(E (B 0 D E%)
- BFEED—ROIITIHE
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Abbreviation Full Name

ACE / ACEI
ACOG
ACR

AD
ADAMTS(13)
ADCC

AE

AIHA
ALCAM
ALT / AST
ANA
ANAM
ANI
APLAR
APRIL
APS

ARB
AURA / AURORA
AZA

BAFF
BANK(1)
BCG

CFH / CFI/ CFHR
CH(50)
CHQ
CK/ CPK
CKD

cL

M

cMV
CNI
CNS

co
CR/CRR
CRP
CRS
CSF
CV/CVA
CY/cYc
DAH
DAHLIAS

Angiotensin-Converting Enzyme / Inhibitor
American College of Obstetricians and Gynecologists
American College of Rheumatology

Autosomal Dominant / Atopic Dermatitis

A Disintegrin and Metalloproteinase with a Thrombospondin type 1 motif
Antibody-Dependent Cellular Cytotoxicity
Adverse Event

Autoimmune Hemolytic Anemia

Activated Leukocyte Cell Adhesion Molecule
Alanine / Aspartate Aminotransferase
Antinuclear Antibody

Anifrolumab

Anifrolumab

Asia Pacific League of Associations for Rheumatology
A Proliferation-Inducing Ligand
Antiphospholipid Syndrome

Angiotensin Il Receptor Blocker

AURA-LV / AURORA trials

Azathioprine

B-cell Activating Factor

B-cell scaffold protein with ankyrin repeats
Bacillus Calmette-Guérin

B-cell Lymphoma (e.g., Bcl-N)

B-cell Maturation Antigen

Blood Dendritic Cell Antigen

Belimumab

Bis in die (Twice a day)

British Isles Lupus Assessment Group

Baseline

BLISS-LN / BLISS-SC trials

B Lymphoid Tyrosine Kinase

Bone Mineral Density

Body Mass Index

Catastrophic Antiphospholipid Syndrome
Chimeric Antigen Receptor

Chimeric Antigen Receptor Natural Killer cell
Childhood Arthritis and Rheumatology Research Alliance
Chimeric Antigen Receptor T cell

Complete Blood Count

Cluster of Differentiation

Complement Factor H /| / H-Related

Total Hemolytic Complement

Childhood Health Questionnaire

Creatine (Phospho)kinase

Chronic Kidney Disease

Cardiolipin

Centimeter / Clinical Manifestations
Cytomegalovirus

Calcineurin Inhibitor

Central Nervous System

Cardiac Output

Complete Response / Complete Renal Response
C-Reactive Protein

Cytokine Release Syndrome

Cerebrospinal Fluid / Colony Stimulating Factor
Cardiovascular / Cerebrovascular Accident
Cyclophosphamide

Diffuse Alveolar Hemorrhage

DAHLIAS trial
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Abbreviation Full Name

DC Dendritic Cell

DD Disease Duration / Differential Diagnosis
DNA Deoxyribonucleic Acid

DPWG Dutch Pharmacogenetics Working Group

DT Diphtheria, Tetanus (vaccine)

EB/EBV AEpstein-Barr Virus

EBNA / LMP EBV Nuclear Antigen / Latent Membrane Protein
ECLAM European Consensus Lupus Activity Measurement
EDTA European Dialysis and Transplant Association
EF Ejection Fraction

ERA European Renal Association

ESR Erythrocyte Sedimentation Rate

ESRD End-Stage Renal Disease

EULAR European Alliance of Associations for Rheumatology
FDA Food and Drug Administration

GC Glucocorticoids

GFR Glomerular Filtration Rate

GP(1) (Beta-N) Glycoprotein |

GWAS Genome-Wide Association Study

HCQ Hydroxychloroquine

HD High Dose / Hemodialysis

HE Hematoxylin and Eosin

HLA Human Leukocyte Antigen

HLH Hemophagocytic Lymphohistiocytosis

HPV Human Papillomavirus

HRCT High-Resolution Computed Tomography

HR / HRQOL Hazard Ratio / Health-Related Quality of Life
HSCT Hematopoietic Stem Cell Transplantation
HUS Hemolytic Uremic Syndrome

1A Intra-articular / Immunoadsorption

ICANS Immune Effector Cell-Associated Neurotoxicity Syndrome
IEI Inborn Errors of Immunity

IFN Interferon

IGF Insulin-like Growth Factor

IL Interleukin

IPV Inactivated Poliovirus Vaccine

IRF Interferon Regulatory Factor

ISN International Society of Nephrology

ITP Immune Thrombocytopenia

IVIG Intravenous Immunoglobulin

IVMP Intravenous Methylprednisolone

JE Japanese Encephalitis

JIR Juvenile Inflammatory Rheumatism

JSLE Juvenile Systemic Lupus Erythematosus
KDIGO Kidney Disease: Improving Global Outcomes
LA Lupus Anticoagulant

LDL Low-Density Lipoprotein

LLDAS Lupus Low Disease Activity State

LM Lupus Membranous / Light Microscopy

LN Lupus Nephritis

MAC / MAS Macrophage Activation Syndrome

MAHA Microangiopathic Hemolytic Anemia

MCP Monocyte Chemoattractant Protein

MHC Major Histocompatibility Complex

MMF / MPA Mycophenolate Mofetil / Mycophenolic Acid
MMPA / MPAA Mycophenolic Acid AUC

MMR Measles, Mumps, Rubella

MSC Mesenchymal Stem Cell

MTX Methotrexate
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Abbreviation Full Name

NET Neutrophil Extracellular Trap

NF / NFKB Nuclear Factor / NF-Kappa B

NGAL Neutrophil Gelatinase-Associated Lipocalin
NIH National Institutes of Health

NK Natural Killer (cell)

NOBILITY NOBILITY trial

NPSLE Neuropsychiatric Systemic Lupus Erythematosus
NSAID Nonsteroidal Anti-inflammatory Drug
NUDT(15) Nudix Hydrolase 15

OBI Obinutuzumab

OR Odds Ratio

PDC Plasmacytoid Dendritic Cell

PERR Primary Efficacy Renal Response

PID Primary Immunodeficiency Disease

PJP Pneumocystis Jirovecii Pneumonia
PROMIS Patient-Reported Outcomes Measurement Information System
PRR Partial Renal Response

RAAS Renin-Angiotensin-Aldosterone System
RNA Ribonucleic Acid

RPS Renal Pathology Society

RTX Rituximab

SPF Sun Protection Factor

SRI SLE Responder Index

TAPAAIR Taiwan Pediatric Allergy, Asthma and Immunology Rheumatology Society
TCR T Cell Receptor

TMA Thrombotic Microangiopathy

TMP-SMX Trimethoprim-Sulfamethoxazole

TTP Thrombotic Thrombocytopenic Purpura
UPCR Urine Protein-Creatinine Ratio
UV/UVA/UVB Ultraviolet / Ultraviolet A / Ultraviolet B
WIN-LUPUS WIN-LUPUS trial
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