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1.1 45w

2B MAIBIIRE (systemic lupus erythematosus, SLE): @— @2 S M EE
R EHAR B RARKAERZSHRELEXRMELRANZEER-TE2EY
APDREERET 18 RAISR EEAREE2 S MAIBIIRE (childhood-onset SLE,
cSLE) iR REIRE  NLFTE 2 5 HAIBURE £&/20%(1]°

BREREREERERETEEER BEEHEZEEA RENEEREBERA
BT BARE R LENEE[2]BEBKR L RERA M/ NIRA L MERETE
A Z S MAIDIRRE (adult-onset SLE, aSLE > fSFBR A JIRIE) BIE2 ENIEAE LR 55 RS
N[3]E BRI EZERAEERAKEREN RERBETHERRREE 2R REE
W Y aERNERPTER HMEERRNRHRAIRE3]C

BRI E B AR EIREAEBRM AN RN R ERRASTAVEE 4]
B B1BREU SHARE (Single Hub and Access point for paediatric Rheumatology
in Europe) BiRLFBIBEEREZING] EE 2024 FEFERERFZE (American
College of Rheumatology, ACR) ZEfHFTHRIEE 4B X (lupus nephritis, LN) $55|
B A ARERESNHE REES D FREAEREZR - BTnERERBENGEREE
HNEEEHE -HREENNETIEFISNEREL X BERERERT GEBERNE
R UERERERKRNETHLEREF ([T Z LR T EEHZS I AR ARNTS
s AEEERERERBENVERER B st ERaE N ESAERNBERMKE[7]-
Hb - ZBi— B EERV S RERHERNEZEIREZEFIE5 Z2BIERER
ERIpFEREEERENER 2=




1.2 B2 FHAIHIRE RITRS

1.2.1 REZSMARIRERITRE

SRERBENAELL HEEARRBFE2RHERAFEMEBZEE[5]EIL
BHEZERERBENRITRBRE HRNEIL RS aFEp i EEFRIE QRS
FHREERER -AEFREIEEIKE S EN R EIRBRIRITREBER 1 LEE
REEFANREER

1.2.1.1 B RE2 S HAIDURERR

R R EIRERFITREBM AR HEERERTRRAME ER ARG
ENERMAMAE-2XREREFHERNNE 10 BRRE0.36-2.5 - &
TREBEALES 10 BL5RE 1.89 - 34.1 A8 EBEMR S EIBEEFER BINA
HAIE—HNEE B REREEFAA (BEDNE JENE AT EREMNER
ER) PERRITERRRAEERE HI REIRER 5 mA THBAFER >+
U2 F B EEE 11 £ 12 5x IEE B F RS RAVBIRREFHA[9] - LS > 15 5! 13 it
2RBAFTHFRZYIEMNSEEE EFHA LEHB I EAREERIE
(3.3:1); FEHR LB BMHLEAIR) LA ZE 6:1 - 9: 1> IR NIRERI LR 2
[10]°

12,12 fEREZGMANIRERR
SERRHNRAIRERTREAERRATE EHHEERENZENE
R BEEERRK—IE 2004 FRRMFRERERE (158U T) fsh REIRE
BITRABRE 10 BAL8 B> &% 11.2 - BE2A 6.3 FlI[2] 0 2020 FREFRE
I ET2005-20134F M (n=1,472) AERETA L H B MLEAA 6.2:1> 135
U A 15.5 + 33 RERIRNE L2 ER (15.5 i) BESNREIXK
XERFRE R PSR ESS (11-12 %) H 81.1% MUBETE =13 sRbF2H[11]0



1.2.1.3 REHERANIRERITHS
SENEARERTREBETEHERERNFHEREE ERTEE2REH
-1 2001 F£HE 10 BA 42.2 Fl EFHZE 2007 1Y 67.4 F[12]» F—IEMA
TR 2011 EMBRITES 81.1 HI[13]-ERERFE MAIRBRE RGOS
F10BAF4.9-9.90[12 MEERERBEZEEXRINRARAFRMBEMMER
RETEREETR: 10U TR EXRA0.76/108 AFE;10 - 1455 44.81/108 A F;
15-195547.66/10B AF ;B S —BIBEER 10U TR EZEEX%:0.73/108
ANE-BERA:0.12 /108 AFEMI0- 19K REIRBEZERNALE:9.04/108 A
> BARAL1.31/108 AE[12, 14] AT B HIEE E R MMEIEERANELE
ol BIRREES N ERA[LS] BEE I NERIEE[16] 88 T &7 Kz Mih
EREAZERRENIFERRERARSNEER-

* R —IREERAZESEANRERITRE

REIRE AIRE

p —
1512 G Bl g P
2z
(ﬁ%%)uﬁ) 0.76 - 4.811214° 0,36 - 2.5!8! 7.4-9.914  1-10us
BRITE 6.301" 1- 6l 42.2 -81.11131 20 - 7005
(108 A) (158U F) ' '
&AL
3.3:1
2 - B 4.7:1-6.2:101] S 9.14:104 10:1023
E ’ .
6:1-9:1 [0
Mz = 'é&} 11 = 12
Eﬁigwﬁﬁ 13-15.5 £330 g 36.7081  28.3-37.0"
L J

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

LU ribeRRIFEEHE E S t ARMBERNBRER D

131 ERBREE

SEIREEBEVIRSENRFAY SLEDAI (SLE disease activity index) D EEEE =
PRA (ZRSHAEE: 16.8 £ 10.1vs 9.3 £ 7.6, p<0.0001)’ HILEHENEE
PESBHERER D LEHEZSURBREESESISINR ALY, 21]0LtE5h 57
BEREMAERNS 2 —WEEXR[ AtERFRESHE -SREERAMESEREX=
EXERENRR HRPREANIRE BARTERERE L RIBERAIPE -

1.3.2 ERPRERIE

SEREBEEMAIRETZEARARR I EEEER REREEHREREZHBERN
EHMERRR IFEE - HEEER JERERIC (W:#iRE) VREBE X kM
BR[22]- b5 RERBENRERICERRE T HMKIEmRE
(neuropsychiatric systemic lupus erythematosus, NPSLE) B EEE 8 & 408
BERERNARAZENME BEERHRMRSZESE (W0 amMEE i i/ wWesk
HIMBKET) oM A B ERERARRIRAE DUIR X 2B E R R KRR KL
BR[7T]-ERMTMEREREXNER: IREREREIEAASERENY M
RANIRERRAIEMS A M ERENRKZ-

1.3.3 BiE=RIE

BEFRILERERERAMEENEE BN AREEBREN TR -REEE
ZELIRBEBRMLFIFEERS (42.7-83% vs. 27.1-67%) > EEL A ARI3E (OR
3.03)[7] - HABARIEE2 B URBRERIZERE X (Class lll/IV) BE -8 EBERENR
Class IV {5LES3E69.7%([23] BEMM R LR R ERZENBRIZICE R HHETE
BRRIAESRIETIR T B (crescent) B FREAAMEIFERS (cast)[24]fFE 5
EEEEREREIERE (end stage renal disease, ESRD) BIEFEIE N IREFETE
[25]°
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1.3.4 ;5%

SREHARNREENESZ LERREER R T ARNFREKEHIRS RES
ERE B - — RS DM RER RS anti-dsDNA & 1gG/IgM
anticardiolipin FfE/Z 14 > MEBRER F (RF) BFHMERZEEILHRA[22] REE
& Anti-dsDNA #8514 (61% - 93%) KRXUE (titer) BEES A (25% -
78%)[26) thE MG AR R B B HE R AR EEXR SR E XA REENTE
RR AT BRARE AR ANABRERNRE BEFER BESFEH BEK
8 ANA ZR{EAEE TR A BB RV ANA R EERBERZ R &% (55U
Al) B SR EMEZE[27]0

1.3.5EF2
REHERNREUZSERERRESE[T]BEEEREIRE (monogenic

lupus) WRIRE RERGLEES IR A ZERRA TR ARG B
AENRE B RFiRAEERAKEE aHE BrEEREREASEEEMER
HER[T]-mitiE D REER R ZIRBENBHREEZSEP I MHIETRME (0 Clg)
IZEEPRFREE (U0 TREXL) » BE S EMMAKEEHREIIECE STING B 5|85
—BITERRE (type | interferonopathy) - AIUBRAZ BN R EIRBERETR
IRHARINRY IFN BESED @A [T] 4 LR REIRBEERNARELLAA

BEo

1.3.6 HESEEA TR

SEIREREAZNENRAMHZESRE WRINERZA S ERR B INGIE
HEEY AN R 2 BRI E R0 &E5%U b ER REIREBESET RN
BESIREA (HR: 3.1) [21] 828R EEFE EAALL: 18U T EHEIETA
=it (HR: 6.49 vs 1.75)[28]c = EIEE A ERE RN (42%) BB =IF (30.7%)
[29]-H% REHRE R IRE RETEMEM AR ARIAERHERBHEE R
SEMBNAFREBREFEAER[B0 EMARERZIREREEL RERE
BENEEREEREERRERS W 8 AMEBER M R 5 EEIRIE[30, 31]cLtbih 4T
BMIRENIEH 2 5 B R B RIIEERE R B A ol SE(E &S ARE
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ECERTRS OMEFHREE[32]—R&kiMm = RERBUINR B AGRAIILRER
® R AR LUDRIB HEFR R EGEIZRERE R [28]°

1.3.7 8FHEEE

RERBENAFAGEERRE R ZREFTRERNE -ANERBREES
BREEREAE R REINFEIE[33] AT BTG R X BRGREYEHERA AT ZE
BTEREANRE-IN:ESE 2HEEMEEFIHEREMNINTER RIIRAES
YEANYN: TR S AGZ ERIRIE A R is F AR R FR R E K - W& B BRI R A E 2R
FEESERERNN AR HER[33] LB AR R R R ES A HE SR
BEASEHEE WESRER BEM SO EBESIFHEBE - EERRELESE
N R R E BB A B E HARY BRFE#T1Z(33]

e b ER  BROE TR REIREISS IR ESE A FEH
HEZEMANER BRERERERER EHEEE Rz T RENBRAIE
BRAB RREIR ARG LE SN EERREREE R B -FANEREZENERD B?
F 418 FERBENTREER PR, Mg B ARERE -5
R RESRE ANE SIS AEE R I EEE - C RSB ATE
allastia bt ik b
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- R TIREHMAR ARG 2 S

FRREE . .
:SHRAF SLEDAIRY /YR iR1E S o =l .
ERRERIR

BIET /MBEREXT/ORES/ BR DR
HASREMRIR ™ /Hhig 34

RRE X /B ERIRIC ™ /S AR TE IR B/ /> -
THERR SLHRT D5 e
S R0 . N
RBEB S (LN) "0 BRI (Class I11/1V) 23 w5 DR
&R . |

B ek /& /iR D34 B2 R DR
Im;%% = 71y
Anti-dsDNA &¢I/ 48 @ R E F (RF) R 1% 22 e PR
BEs » N
EEEIRA/ IFN-1 50 BER LR
IS AEEL SR

10 I 5 95 7% [ B 120-21] /4B BE B T R 211/ 5K HA B g (24 361/ e B
SHERZERAIEE Y

AEEEEES

4 R RE /AN PR R/ 527N 55
g8

-

EEN . (BER, p<0.05), ** (8%, p<0.01), *** (REEE, p<0.001)
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£ — =z

RS

RERBHEFRKES —(EEM BEE

(genetic predisposition) ®&&E &K (immune dysregulation) BIRIE K A A

MFEERF=EFRIERRE(ERA[37, 38| HF» ERE T RREEIER IRIR
BENEMERFESRREE MR RRNEE R RRGEE

BZREFrER R ER SR

EREEERIZID
B NIREMLL R ERERREESINRIBEEIESEE MK L REIRER
ERAAFAREMHNRE HBEREERENREESRITE LLURBEE R ML
MR AMRFBIE (NPSLE) BE I BRIEHERARRIR RN E BT E R EEEmn
UREREREFRRRALASEENE B TERYFE (type | interferon signature)

[T]-AEF S ERTELEEMRNREER BARERENAICEENER S RARE
REREENESEBRRERR




s B —! REEHHATIRBERIBURIEERE. 0

BETE IRIREF
BEERNRENZERASRERT s IR UVt B F

BARE BRX%R&E
AAMA T R BRI NE A R RSB A R = 1%
BESREEEM l

4 y s
TLRISES L8 AR T o =

Apoptotic
Immune cell

}’com:fé«
_“R&\

PDE. )

Endosome aci .

Ul BRTEEY O\ ik
N © o ©

&//\ﬂ\\

\wﬁ\?‘/ Antibody ;"
F t s
C receptor 55 -NET »_- ﬂ%a\“\ |CD40 K

Macrophage PMN E%ﬁﬁ%gﬂi T

REESHITE

|

faReE1E

}

HERIEE




2.1 #HF )

BERAZRIEBA T RERBEZRVEAEER BEHEANABREESINAAIR
B RERBENESRBIIFZERABRERANEN _ o MEF —BERE DM
[40]; R ILEERE T REIRBERNNREEIARR AER RS EFrEES)[41]-

2.1.1 ZERAZ KT EERFRE

AEZHRERBERABNZERESEFR EBRZRIERERERENERE
EOHEREEFA TR BEFHESILBENERES R BRARES[41] - BRIE
B2 B A 4HRARE D4 (Genome-Wide Association Study, GWAS) B 2 I5i8iE 100
EABRAGI R - LM S EREE AT UKERINED AN ALE: (1) HeRsREsE
MERAE R G5 — R B E TR {SBIIRF5~STATAIFN-I 5% (2) BitkEEBARME
{EFTHAEAERAE E MIUNBLK~ BANK1ZE A BAR (MM R MRV ER; (3) HEek
BEV)EIRERERK (4) ASEEMBKHUR (HLA) class Il 23R[41, 42]-EZEERRE
SAEIRI R SRS E—1ZHEE 2 B (Single Nucleotide Polymorphism, SNPs)
MERBUEREE S MADIRERERER[42]0

AT BRERAREH TSNS G HATMDRENE R SHEEREEEE S ENIR
SRRIVIRE BREFIEREENEZFERE EREREEEDT HEEREEE
HREGLEREESRRA SRR ZE NSRRI R EIREBERIA 41,
2] EFEEE T EEIETLRTHITHAEIE R B FE & RS R AR ANCLQA C2E B [RIZR PR
ISR RYFRRBTARG B0 R TR EHERAERE TREX1-SAMHD1 FRFR4HMM A IZER
BYTHRETRIS B LEIIME RN T 52 B IRE R DR IR HII[42] o

EBEFIRNS BEEREEHESER R IFEAZ 0B meERR
BHERRIBRIE[41]o LA IFN-I R A  TREX1 FEERFEEREHMEA DNA BiF
FERT EIEA 3 TGS M IRF5 8¢ STAT4 £ ERE ZA1828 7 A EEM UK
E[41, 2] - EmWEES MERAHNENFE —ETEZRZFINBEEEMBUR[41,
42]o

17



(&

2.1.2 ERTERAREIE

RESEMORRLSBRENMIEREMAID isH RERBEESGENES
Mo—RmE ¥/ 5 IBR R BENDINER BE 43% (3/7) EARENER
FEE > £1F TREX1 (RIFA Aicardi-Goutiéres syndrome) k& SLCTAT (RIFA
Lysinuric protein intolerance) Z&£[43] o tb4E RiB T~ R ERAAT S 2 B AT BT
BEOERENGBRRERM BE L EREEEERREMMVEIRBERR
(lupus-like manifestations) [43]°c 53 —AE> —EEKIxA (n=118, F15 12.3 &%)
HE R EEIR30.5% EEETER HABETEURERN X RIE A ER
(inborn error of immunity, IEIl, LEFE primary immunodeficiency
diseases, PID) HHRAE R E 2 155 278 K& NF-kB s5R{EE R (40 BCL11B,
NFKB1) ' Mifs HE AZHAEIRBUIFERER MEZERER EBMFERERF
W[44]-4x5 LR, 88 R L BB H REIRBESEFEESINFE BT
B R (<5 5R) BHFRAASENERERBRERE M—AkHZEIRERHRE (5-18
m) BIEERREERA (oligogenic) 2 BIEZERERESR M HER IEI| 2%
E—DHEABRERE Hth KR R EIRBE AT & BRI BTN 2 1 iE & H B B EZ
EEEBEERESERRIC-EILE EWi/E 5 ik  BEER AL BRERE
KixENREIREES BRRERIIEZETERER UF B2 FaR T E Rk
BT IREE ARV
« R AEREZEMAPIREEEBRERAITTELGS

FTERRAXER FRARER

serira 43% EXEER: 1. BB EREIRE
Lee WF :;_)’J_J_E (n=7) 2YMET « TREX1 A LEFIRvEEIRE
etal., 2022 ” EF (WES) .sSILC7A7 BERERSHE

2. FERERZ

30.5% #HEF REURIE

HIEIEREZEE:
PR TREx RERENLASL
WY <ism EURR | ear BELLAIEILE
etal., 2023 BERAERF g
(n=118) - NFKB2 =
- BCL11B

WES: Whole Exome Sequencing; IEl: inborn error of immunity

18



2.2 e R )

RRKRAREISMATIRERRERENZ O -HFXERIENHAEETR MR
5:[37, 45] EE B B R FEM (autoreactive) T 4ffF] B 4AfIE1L BB EL SR
T189RIE M BRStnkE (autoantibody) B FEIZEEEERY anti-dsDNA #1 anti-Sm #i88
[46-48] BRI BN R ZB RN LB RA HEBRRREBREENEE - MES
B ERAARENEEREER 21 BHAEMBURE EC TR 6% —
BT RIBIK[49] B AHREEE T sHRRTHAEPRRE[46-48] ~ fHRSEARE [45]  FE R M IKAESH
F&BH (neutrophil extracellular traps, NETs) & A TR BFRERFA[50, 511 &
HEGEMER 2 -EAREARE REREEZEREFRNE B TEREE
(type I IFN signature) & E & ERE B B 4HAE (extrafollicular B cell, EF B cell)
[z FE[46, 47, 53] EER B AN R BB REERBRENEARRED TN A1F
R AR TRV IR R B

2.2.1 HARE . AlRREEE —ETEREEIEL

SEIRENRIEEEIEIN BARARRRARNEER S FEFEHABRRIRLEAH
RERE A (RATARRE) R FERIEIKRESMNERAFEIN (netosis) RUBE/TTRIE-TE REIRER
EH>NETs NERGIENEERZIE ENEE ETR° W4 dsDNA & histone EH#:
TIRBFHERIR[50, 51] - E L E S MMt 5 LB EEEZAE (toll-like
receptor, TLR)—45 72 ##:8 RNA BY TLR7 E2##:# DNA B9 TLRO— B & E1E5% 40
iR fIZE4mBE (plasmacytoid dendritic cell, pDC) & LL IFN-a BEME—EF
BERRED W49, 53-55EAMBENERENERF F—ETFEREEHBIIIIE
ERMIRGR FEBMFE T AR CREL{EE B AR CEES RBEXEBMZ
MHERE[4T] B2 EME —BETERNBERREN T RERENZOD FI8
o HaETRERAPEESNRA BEPEHERERFICNERESESE
1R BB R EIREERRIRBR AR REESSERKIR(T, 49]°

2.2.2 fHRe R REEHEKIEENEEAE
MR RRERERENBRHETRELFENEERB-EEENRET Clqg

19



B C4 & FRFATHRER BRmE s -BEib Clq C4 5 C2 WEFEHRES
FER#8 (homozygous deficient) @2 B MHAIFIRERENE—EERAEEF H
FRC1qERFERYEIRZERSE 90%[37, 45] - HHEE R | /BIRINEERBE N B BiZian
RER EMEEIH AR EAREERE—BTEREMN-

SR IR 1B e A E M E SAMB G BN ASN B R SR IUEL
FRSAS HERIE  FEIRC3aAChaE B = & (anaphylatoxins) A5 2% K 4RAE ML A2
YR EEIE S %) (membrane attack complex, MAC) B #53E AR AN 7A 7 B4R 48 FR
15056, 5T MM B AR ENMBCIHCLEE TR B T HEATHMERE
IREFRREEE  F1 R R B XA AR SRER PR £ MRS /I iL[58, 59]°

2.2.3%X%R%: BAHRE T AR ERH

EREESE —ETERINANTR T BRERAFIMZEFE 2 Al B
AR TR BERFAINE T AR - REIRERERENES BiE R EEBAEMR
YR B 1) 5% A PR - (F B IE M 2 14 e 5k [46-48] - iR EE M B AR a1
EREPOREES BHEEBRERR FE S REMBMEMBEENBXER
[46-48]-ELEE B HIEIE . REEEMEE (negative selection) \EBEZEERRIE
4 BAMAE[46-48]°

LtE5h > BB 53 BAR AR AR IR R IMRISTEE I L RV B Z2 FBI TARRE (T peripheral
helper cells, Tph) {EIEEREIL W WIL-21 EEENEBSMBARME (1552
DN2 T58%) DbAInie 7 4mkE[46-48] B BINEEEICE  BRABARM R IEEEME
284> 83EDN2 (double negative-2) BAHRE4EB4HM (plasmablasts) F%E
[46-48] - ELEAMBEAVIE INEE B EL SLEDAI RIRE BRI EEE LR TR E
REMEREIREBTRPLARFE -BEEEIENE EFIFREUREER SR
B :DN2 B #5334 IFN-y E2 IFN-o E4EMME  (BE B E S TR 2 CEE
165 7EEBTAMAIZES 1L-21 R BARAIETE AR F 4R 216 Lt Tph-B 4HAE
FHNEE(EERTINERET RERERRRENREE R iR "B AZ B4
RS T AR AR BY & A 0] At F R AE PR KR Lt &8 mE B T 3 SR 32 (R o [AIBs > SR BN 1S TARRR Th A
5582 Tth/Tph~Th17 EMETAMREBNEEER £E—P R EHEEREEBA
MBS (LI T-BRR B KRS LR HRAETF[46-48]°
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2.3 BREF ,

TEHRERSRITEERRANGET SRR FRASER ER ARSI
FRRERNAER XRRR -EERFIRHE T B ERREN BTN B R REIREE
{ERREENERRRR

2.3.1 IRIBAF . EIMR

ZRIMR (ultraviolet, UV) REEREIRE ASRHERR & A+ HERARHER AN
AU (photosensitivity) tE7RA REIRENE RKRIT[60] HEHRKES
UVB E& RSB THEEN FER B A M (keratinocytes) KEAT[61,
62]°7f REIRE BED BN KRMER B CTHMBRE RIS EXEA UV BEME
FHARELEMREEARAVNRIR62] ELEERE RBNERINIREEREE NN
BRI SR AR EME R — R TERERTEE MR EERES MRS EB
R RS a2 K (ANHHIREE) B B MM i IR FE - tEH B TMRIE T 2 B HATBDRBE B E Y
UV 857 B B S8R RERIR R 22([63]

2.3.2 mERZE
HAIFFZMRALRBORERFEE S HATIRENE RS HHRS{CER
BREFEE2FHADTURENHEBIIFE—RS MEZBRRREGEMERNG
R -18RARYRFE 813 EB f5F (Epstein-Barr virus, EBV)~ A$84H/)\& % B19
(parvovirus B19) ~E4Mif%% (cytomegalovirus, CMV) &> HREB fFHEHE2 5
A BURERAERM  ER1TR 2 BB AR IR BB R R[64]
mmEGkE S MANIRENEREG EE S RMERE - H—Rn FHRR
(molecular mimicry): BEl&EE R JNEBV B9 EBNA-1) £4785 + BEEH/R (Sm HiF)
EIRV4E B IR AL v B HRRE (IIERL (epitope spreading) #EMEERX &
FEER B REHAR[65, 66]c H — fmsE R A 58 T Serifritie B AIBUREREN S
B KA U0 7% % DNA/RNA e RSB =hRe (W0 TLR7TLR9) &A1& 53585158
—HFEREATNBEERRENELLS] ZRERAENARTZRREAE
= NIEI B iR ASRYERL[65] - & 1B mEAZ R IE T 2R UEBRERG H

2RI B “IMERYR S fEY B MR ETTERIAE-EREER (W LMP-1)
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ZHRERABIFSES F (g0 CD40) - #EIL TERAHEAY B AR SRES S (10
NF-kB) [65, 66]° tL3AT2F5 EBV RZH B AAMSGLURB B R MV IERE T &
BEEREGFED NMEREZFERN B lilREE R4 ELE BRETRE[65, 66]°
b9k > #8435 % (J0: human endogenous retroviruses~EBV) &35@24%E: DNA B E
{E~#EE B EL microRNA RID REAF Z% GHRNREIRIN ST TER
MHEAEZ S AIBREZRER L -EERBEESELEERESZERAEE
TR IRIE[66]°

233 WEERTF I ETHER

RERENERSBESHFHASEEER ILRKBIURTEARRERRLE
P ERERENAC BBERT RERBESEFNA (<10 5%) BRI 2 AR
t, AMEABTER (10-14 57) B> WHBRRRIE LT RIETRK 8-9:1 HEZEY
MEYFEEBEA[10] MR (1552 estradiol) ERXMEFHRBE L WEKEBES
BiREBRE %R (pro-autoimmune) BIRRFE[67] - BSNRIE AR R F AR RS
BRI eI R R AR R A o fIaN - R FI (e B 4HA E{EEF (B cell activating
factor, BAFF) RYEEER > T BAFF EBAMEFENMAER F HigNREEZ S FAIN
IREGREEETIER[68] HIt T AERS It ER T S HFERFIHRIVER
AR RIRREIE Al SR AN T BRI R R WETRE T R EIRE R R
REEARRERIE R D o
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i — =z

F_ER
52 Bt 53 £R1R2

REBREREBEREFEERIR WRBERMK FET) WRFERERE JAM’
REIRENZ T EERBRSIE B IRE B 78R ZE (1997 ACR, 2012 SLICC,
2019 EULAR/ACR) 39 E R AR ZEIERELER B M 2R [69]  HA R EIRERE B RIA
S AR EERIRE R X (silent lupus nephritis) > BNEEPRAEAR B IR 45 R A9
[E#F (clinicopathological dissociation)—ERZEEEE R HEME R SiEABS
BAEFEEE TEERE IS 5 EGENER SRR R EIABRN AR
1o

BN RERENEEEVREEXRNSRITERRESRERRRGE Bi—F
T BRI R RS FRERIT M (specificity) LR BRI (sensitivity) BUE2ETRIZE
FAEE-AERSELCIEIRE 2B M APIRE D IEIEEE R EIRBENERNAE WK
BEERRLERANESEEKRERNRERERIFES X HH#ES-




3.1 2B MHABHRER B ENRE 2 RE

£ S HAIYDRE ERRERINE ) RBR T BRmmIE £ IS 0ERRIE: (R HA
HWERARRFES FRRARRR2REE RREREUMBER VU ERENMET D R
Ao 28T IR IRRE AT REIRERE R 9FE S ERVEARL ELRIR 1

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

1997 £ ACR 2% (1118 24 18) ERERBEHEHTRIR T BHEMN ZRH
S B A 89.4%[70] LSRRG FEHTREHA S AR A TN REREZRER )
A—IEAMBZET TR[69] AT ZRENERREENBRMERE LHERER
REH RRRETRESRIEEE X BRIV RRE 49% RS 68.7% -
82.1%[69, 71]- IR ERFIRE R AT E FREEERIZRE  RECHIERKRLER
7 AeE R REZ P o I M TR R R HAS U B — 83 E (B RREMR) A B ERIFEN
FRERAY I > 535 R B E RYFZ BN IE[70]

2.2012 SLICC #Z24E (2012 Systemic Lupus International Collaborating
Clinics Criteria)

7 THER 1997 ACR RZZERVBIURNME R B> SLICC 7L 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) BV R RERIRES KX H ANA B¢ Anti-dsDNA 2514
[72]°2012 SLICC BBERA T RERBEN D ESURYE > RRAEKETRSE 95.4% -
98.0%[71] — P REIRBERES AN TREHAE RS NELBURYE (93.76%)[73]°
HEAZ R RASE R Fh 24 T8 1 B BEAZ #E | (stand-alone renal criterion)» A& /&R ME
BB MY R BRI 24872 BN E2RBRERE IUB KRBT RKRITN
SEIREMS R ABRRBEKREE BREART 1997 ACR ZLLIER THIEMR
ME[74]- 22T SURIE RV A B E M RES TF o RRETES EEER
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 RIUVRERF M BB » ER A BT RYERE
ERHITE . BERHA ANA G (ANA =>1:80)  7EIHEER L A B ETE 10 IHEXIER
R SR BEHHRBEMEDBEE 10 73 B RERKEHHAINIRES9] - ERER
BEAZHTH>2019 EULAR/ACR RIRT RYFRYF#H: HEURKIE (85 - 96%) &
SLICC tHE > T4FE1 (83 - 97.8%) BB EEL SLICC #8E[75-77]- LEAZEERE
DEREMERS BFSSEMIER (W Anti-dsDNA) k= EEMIER (W Class
HI/IV LN) #RiZH#EE (10 93) [75, 77, 78] bRt A MR 1997 ACR TR BIEANIRE
BXRFIEHABIRIF WD LEF/IRM; HIU0> ANA (514 REER Class IV LN Y1 5
(10 97) BNelimE 48[ 77, 78]° Atk > 2019 EULAR/ACR BEERFA T UBHATER
HRERETENHENSRHE -RAEBRETAEZ2E: B ANAERB IR Y
TR Eith ANA BRERNERERR QRS EEFAMRERNFRENX) B
FEMEERE[7I, HX REIRBEEN ANA BUEXRBFERIEMM LA EX
TERB/NNERERESS IELEERNERARBEZEFERNNEZEIRES
% AlAeA ANA B B 2R G MR EEZ Er[80] - &8 HN#ET D R#7E
ERAE PR L8R 1997 ACR 3 2012 SLICC 1225 IR {ERR A EH AR Eo
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* R ZBEHMANIRBEDERER R EREFZ LR
FHARERPR S e R AR Y R MR —

1997 ACR[69]

2012 SLICC[51]

2019 EULAR/ACR[52]

NERLEE

oA
IRFE R

2HMHATH
RERRN

HEEMHAIN
RENES

HE2SMHAIHE
IR B PR Y

11 IEAE 4
FE =418

EErh
(49% - 82.1%)
7 RHSRMRE

1BS

(89.4% - 96.4%)

SESELERPENEDS
HAZ 2R

P HASIFHAR (YN8
ALIRE B 3K ) RIRHY
BRVEBE - B2
52 B AEE

17 IRIRERFTE =4
IH (2 1ERK + 1 %%)
B IR FEE LN +
ANA/Anti-dsDNA (+)

b
=

=
(86% - 98.0%)
H masthPhRs

hEE

(81.7% - 96.5%)

= HYBRKME 5
B B REIRER B
RIREE K52

BHEMER ACR
1997 1§

B R
ANA >1:80
5t ERPK + SRR NtE
5t =10

b
=

=
(81% - 97.4%)
=t BHAZ SRt =

ot

(86.5% - 97.8%)
=1 BB ER SLICC

SHRMEESHFEENRE
17, N R AR RE R AU BRE
BE—RERIL

ANA (EB B BR4  ERRIR
B ol sER E At B AR R R
TR e R R R 2
BRENEEIEREESE
M RREBEERSMEEE

ANAZ B2t
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3.2 REE B AIBIREERIRZ EN 2512

EERAREAR e RS EEREFEEE-ZEI =ZERERBNES (
1997 ACR B 452 1%+2019 EULAR/ACR NS SR M ELME1L4EHE) » UK REIRE
R ERE MY AN155 | 2E A —EFEN T F5IX 2 ERiE] (sequential
diagnostic algorithm)e Ll RENE TR S A E M E T SR s — Bk ER
=T EMR ACR 1997 FEREEEH RN SIRERG BEHHEHRERASEIR
SeRYIR M B A S8R EY EULAR/ACR 2019 122 TR 220 IR (R EATIE
RV R ARIE R
- B REZFMANIRE 272 ENRiEE

BRRIRAEIRERE
(B RBERE R 5 - BIER S MR TR EARE)
HER1: BTk 1997 ACR 1E%#
B AR R SR
R S —> SRERESEIR L
12
AEEERRE ] = aE
e ;;;\ it —> SREIREFTREME
EE?E%EI&EEEE(&
ANARZ e - . IS FiEB N
Titer >21:80 3£ 154 2019 EULAR/ACR S4B ()

¢

$882: §HF 2019 EULAR/ACR fZ#¢

= EREERIZ BfEMA 2012 SLICCHR %o

BRER R SRS N 543
REIREREMRIE
WIS >1057? FEB N
BRERE =2l 55T 42019 EULAR/ACR sED1E# (T

SEEEEEFERA 2012 SLICC 12%#<.
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Bt

21997 ACR EB MBS 4FEM (89.4% - 96.4%) & EE B RIRH AT Z RAIEN » £ AR R LR RE gkt 5T
R 4R R ETHEMAE D A LR E AR PN A KEL FERRENBREE —SRERICNE R HZEERE 4
TERYERAR R ANA 2 2019 EULAR/ACR 1REERSRHI T B R o5 ANA 214, Al R B IHIRERY AT SEMEIR(R - BB
EATER 2 5T R4t ANA BSIE (titer >1:80)> BB E RISEBI 1997 ACR A58V R 27~ JE SR 5 U B B
AENREIRBEULPERFIA 2019 EULAR/ACR 2% STEAA 1997 ACR EERMER B MiERAYHAI22019
EULAR/ACR EHEEN RS URHE—SRERMERRERHEAE IERER ST A S HEE T HEERIR
BB KATEMRERE 2019 EULAR/ACR ZEt D A M T BRIEBIESHEE (4-109) SR EERKR BN A TTAsT 72 T
BEITFRIREE (urine analysis/urine-protein creatinine ratio, UPCR):—BE #IREE ¥R 4.3 &) EERABHE
PR Ml EMEAHIRE B XN RN B —/E D (1-2%) MR EIRERBANAGER M LR FEE
S EAME S5 R R HARIAERA R EERAR L EDEANARS M > a8 SRR B B R EIRE AT IUER 2012 SLICC 2%

B ko
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3.3 IREB RAVZEMRE

REBXZRERERBERNAERR BB T EREEARERERR

AR SR EL R BRtT) F BYABE AR IR
RER R E 51> B R F 2 B i FEsS S1a?

= A
BirG

sHEREIL -EEIFRAEEYIESCAREER
ARNERRE-ENREREARS

BITRRIERRBZE BB EREREEERENST 4155 8B EFI TR RE R
BIBYEPIEMEI R SRE& - ZAN3E5 |47 S ISN/RPS (2003/2018) 4E&R 4K ACR
EULAR/ERA-EDTA~APLAR~SHARE~CARRA/PReS £EIME IS5 HIE T EB
SEIRE NWBEUR RRD R HETHF 4R PAREEE I BIE TR BT EE

FESE |

* RE.REZGMANIRES R R ERE

B4
BR R PR TE

FEAIREZ
BINAERIE

BRI/ BRERE

FEY (BEL 2R L) BEEZFRQR:
UPCR =>1000 mg/g (% 24 /NEFR
£H >1g/day)

Y

UPCR =500 mg/g (2% 24 /KR
H >0.5 g/day) @H TIHE—REMRF
f&:

- JEENMERR R ILE (Active urinary
sediment) : HIF MR >5 RBCs/HPF~
f&FR >5 WBCs/HPF~4H At [E] 4+

- MBEZE MBS C3/C4 g’ T
Anti-dsDNA A5

FHEER eGFR T

HEBRER K B rh E R EMIFIRE R X
EMNEREE HEREFETRE;

+ 5ElEEMFEH modified Schwartz

AE1H eGFR

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

AEF(mg/dL)];

- BRRIE MBANET SN BRI BRI B
= BEEH BMI

- Bsh B EREA R MR ER16
B LB LEBEfEACKID U25 AT

1. FESRBERRIIAEE &R
PR~ PRES AR B E thIEE
2. fiki® CARRA/PReS %
DR EIRBE RN SEEERR
BT S ETRA 2 AR
WegE 24/ \BF PRI > SRR
FRABERER UPCRK
PRREAR 7R D 48 L[]
Ry sT & PR LEEE ~ B I EBKEL
B I AR 2 B PRIEH
HOZERE L

BRIt B E 2B BIRE
BYsRENEN SR > T L BIET A
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FHEM
BEZRMRK

BRI/ BRERE

- FEZERARK = 0.5 g/day>

14

- HEZEHMR0.2-0.5 g/day + REEM
REMFHF (FEUTH-):
- JEENMEPRIIIE (W IR MR (>5 RBCs/HPF)
“fEFR (>5 WBCs/HPF) 4Rl El+E
- EEEBN B (W0 C3/C4 BT
Anti-dsDNA #&)

@B TIIFR (>5 RBC/HPF)

=i

KEABH4IK (AETATMKFALMEKE
VE3:1-))

Eh

BN EEIREASLLARE
ERIREB R RIRRER
E g bR AI AE iR ™R
HIB B K
(Proliferative LN)

FTE Al 46 R ERAB HEPRPR ER IRK
R BIZUESEEHA
FRER

5% :UPCR = urine protein-creatinine ratio ((RZEH-fIEFLL(E)




3.3.1 Bt /7 Rk B BRI

ERRERENS R REREEARES  BRARE IR FELERE HIRKE
= MR ERRREMEARE A T A MR E B BRERIETRIT73, 74, 76]- BB RIE
BRERZEMBAEEET - eGFR HMAEE » UK FEBIRRH[59, 73, 76]TERK
BDAIS mE fki% CARRA/PReS IO R EIRBER SRR T2 R ERIEERDN
24 INEFR BB AR B L S KBERRED/MEFLLE (Urine
protein-creatinine ratio UPCR) EfRiR D Z &S E{E[76] - KL BB R & 2 08
HAFERBERENR UPCR RIRA&RAR 6 4k 748> M RIFRF TR EEE ~ B M Bk ER 7 M > X
KIS RERBREIRT3, 76]°

EI R #E b KI55145 45 ISN/RPS fRIED 482248 K ACR~EULAR/ERA-EDTA~
APLAR %1% HIE 5 —4k  BIEREE ) NEBEFEUTE—RHRIRIIEZRE
TBHETA
1EE BRIIBEM SRR RE B VEEM AU LN ETRBREESRR 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 ARRBEM) S MMA2ERIR (C3/C4 fMiBE T
Anti-dsDNA # &) [59, 73, 74]

2. BERRER7K B h S HMIFIRER R B HIRFHREER eGFR TFE[59, 73, 74]°
¥ R B EFEMER Modified Schwartz formula ETEEE Rt R EIRE
BT R MBANBERT Z 9 2 as BFRRAIE R 5= S E 8L BMI[73, 75, 76]°

3.3.2 IREHHRERARRRRA LIRSS

R EERENSREE R RERIREB R NERITR[59, 76]> A55]1E
SRAESR A EBGERE B FREIE IWRRE S TR IRS T S 30% FRBIEEIEEN
SERBEREY A THA RESAESRE BERAMK < 1.0 g/day BEESME
FRITBRNZETR 4 60% EREBMHIREB XKL BRKFFEIE RBA S
HYIRIEIRE(73, 74]°

BRUE AHBMFIE T T8 24k 58ZUE e Y] R BB E SRR R E A MR R

SRLAHE PRI
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LIFEHEEZEAR INFEEAR >0.5 g/day  BIFEEHFR 0.2- 0.5 g/day 18
EBEATE—IRMR[73, 74]:

- JRENMIRARIINE (W0 >5 RBCs/hpf BIMER ~ >5 WBCs/hpf IR RS AR EHE)

[59, 73, 74]

- MEZEENEEIR (20 C3/C4 #RS{E T Anti-dsDNA #&) [73, 74]

2 FHEM B IR ERABRRERE S0 R ESRCHETERRR
o tTE BR BB AKX (AR AL MBks AL IIX B4 AS) AVER T IFR (>5 RBC/HPF)
(73, 74]°

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

E R 5E B R B FERRME Y] A PI#8 L 2 W51 BT S HEIRIE5 1L =0.5 g/day A
EPIHE - BEFEEMHRE S anti-dsDNA 55 SLEDAI SEBIEMIER T EHIFE
FEMMEEBFR (0.2-0.5 g/day) BB 4K M MR F 2 RERR B EMEE(E
[ RERETTE Y R - U R ta s a R R R o
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HOE

& TRELRRBE

%ﬁAﬂiiﬂFEE%EEEQﬁ%HFﬁ’ZME%IETLTL EfRim B1E2E(ERY
BRI B R R A ERREEE M ORISR E S | IBERYEEE R BRI EIR AR
(treat—to—target, T2T) ' U R REANIE ST L EPER @A RE SR HE
SAZRIBHE

AEMATREZECER THRBRE (4.1) URMKIBEIPRLLH; (Paediatric
Rheumatology European Society, PReS; Childhood Arthritis and
Rheumatology Research Alliance, CARRA) FREE BRRIAEEIZ (4.2) o FFIRVAR IR
BHREEBRIEsER Fafh1E Rl &/IVCEY) (CEZ2HERR) BIfER AR LE
AR ERSG FBILNEa 2R EREZRENRABRARAERFER




4.1 REIRESE AT AESRER

4.1.185 8572 EAER PR ETAS

ER AR RN BITINFERECNRZ R URYSEAREIRBNZERKE
i BNERF R EE R B o AN45 5 | KB R R AR RE I E 7 SN AS SR RR AVIE ME 2948 » I £ B PR L 5
—2[77]e

FHE 2 E BIRREEE (8 EEETRIAFENEEER) WEE R
Bl 4ERARE 2-48— O BRERAIERESL-IER —X; HA2EENHIREE X
YRBEBREE TARVIRENEZENSA —REGA BEERREERE IR
BiMhERRERR G - BREash - BRIME2 R BRINGE[59, 73, 74]°

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

5N B R EIRBE R FR R FRRA S Y 58 B HAE A B E2E (
an: [KZ) eI REiE R S RE2s B K AIBE[73, 76-78] AL B HI X &2 E1E 6-12
& B R E I 25 E 18151542 (SLICC/ACR Damage Index, SDI) WEEERD bR F
FEHHE[77,79]

bR LIt BRI 55| MR R ERANEREAEFEN S5 85 H
BMI FERN &R [EIFZEF AIZ[59, 70, 78]; EEHAZEFT(4 (tanner stage) B 9-10
REESFET A LM RESHEEVFRAUMEES 6 AT E—R[78]°
R EYZ2E A RPERALFEENE R BN E - E/PIRMEEMIES

4.1.2 IRIREEEHE

ERECRREMERERSRREIER[T6, 7T7]-ERAREZELL SLEDAI-2K
(Systemic Lupus Erythematosus Disease Activity Index 2000) fE&:FEE T
ARREEATE ZIARBE1E (cCLLDAS/cCR) BB E T A[76, 7T7] - Hthxm/E1E1515 €1E
BILAG score (British Isles Lupus Assessment Group Score) B] AR &4 TG 45
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EREREBHEERBREE[T6, 19 URIRBEREEISE (Systemic Lupus
Erythematosus Responder Index, SRI) B LA IEHE A RS ERYEE(H[79]°
A Lt miEs G VR EE  BBIRER AR 5% 2455 1IIASLEDAI- 2K E B R RE
4T 3512 - SLEDAI-2KRY P X iR sHE E R B A 155 Mgz —o

LR ERERERE SR BREYEREREREZHEDE 3 EARIT—
R[59, 73,76, 78] Bl & : (1) OaHEiaE— AN EE2 B ER /&8 E (Global
disease activity) B2 X EIFERIC EIF 2 MIBKETE 22 X 1580 B THREF B B 51
(FRR&E7ZH K UPCR) ;(2) AR EIREE 4 MHERAR MFE54E (W0 C3+~C4~
anti-dsDNA %) —ARE A REREFR GBI REE R HABEEERER
FIR TR RER B HAIBIRBERARE AN EFCIEE HERE R o

BN > 45355 | TME AR 57 E IR B Brsg AU BY E W50 » R 2R BN A Bh ER PR 52 R »
ERERERE S FIIN IREB R BEERPIHRAFRR NGAL £ MCP-1- L8
S AHEFEAHHEEBHNTEABE AR ERIZIL S RIRE TRIE R AR R
ZETERA NGAL ] EERIRB K 1E %% A1 3-6 BB BRI EH-EBRAREF L &EF M
BERNEEBIRRA NGAL BEEERA > o] fe AR R AR B B 183 (subclinical
renal flare) e 545k Anti-Clq BEEMBEEEAREBRRNEET A[EABE K EE
Bl R fmpv e BN (M MIE R85 o 81 anti-dsDNA RS R PR IEAE RE SRR 73]
BETA B LIS ENECEAEN T HIRESEAER L F ERHREE/EE U
HEEEERREBERESEEREFENTAC
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* TN REESMHANIRERKREANEYIRCIRE BRRER

BLRIIER SEH1E (cut-off levels) BEH ERREE B8

DGR

- BIMmMEK{ET (WBC <4000/uL)
- MBIKET (lymphocyte

. o <1000/pL) . HEIME T2 RS EEEER-
2K MR « IMM/MRIET (platelet <100k/pL) - VR E T ERERESES.

- AMMEM: MEER (Hb) THEMARE
reticulocyte EFte

- BRIEHMARBSLEREME
FILUE R B A RS KA

Kie (£F] - ESR: SLE BEBIREAS EFR
ﬁ:gﬁw) ik . BREREEE LR B4R o
- REAREEREE LA « CRP: SLE ZEEFEE EE M

Fto& CRP EEEH S BILIR5R

(BEEHE]
i . EeER EARTRERE
s o _ R RBEEEER
REH/ e oOMTEIET . i 36 AR A
ANEFLE(E = AREFER 2L E y AARRETRE BEBIRE
(UPCR, K SARBLE (T27)] REHYIA o
Spot Urine) - 3MER:BMETR >25% . RERL REBREERIR
- 6B BETRE >50% 7 REMERRERRES

- 12{BB5E24&f#: <500-700 mg/g {6 (UPCR <200 mg/g) °
(REEEER: <200 mg/g)

- EFMHERXIER S UPCR F

RS e pE R ARS8 B2

(Urine i - 3R RBC Casts (ALMIXE) AR LR
Sediment) . EFALMIR (acanthocytes) >5% = UPCR ABBRINEEF
A ERIEMEENBERIG
o %
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SEH1E (cut-off levels) BEH BRAREEYSRFE

AN A it
(Erz) - BREBEGIER AREEAME
BL4IRIB S - . ; eGFR &5
’?é‘éﬁ’;g"gg i isﬁ_iﬁ' REAREETHR . SREFEELEEA modified
. 1BMHEE: EEER ERERE fg‘waftz ANEHE (REEY

TRt RIATE R

- HFEMER RIRBEEESYIT
BelRmEHEE (LEHEE

B~ R ~ I 3K)
) (ZE] - AMREFEE T EEERER
(Complement; Mm% - BREREEETR BEVEE BReE LME-
C3, C4) - BREAREERETRE - EIREBREAET ML

BEFNRELRKRNE, F0EE
REFEE T RREERR
mEe

- HURERER BB -MEXK
BERE = EHER-

, [R=] -
Anti- s R - =EEMAES: & C3/C4 T +
dsDNA e , ;’;E%géﬁ dsDNA #7251 [EIBs 3R> A 50
TR MRINTERIEE BEEE
[ElE2 e

« Anti-Sm: $F5EM4 S HiE
ﬁﬁ:’;ﬂsﬁm - . aPLs (WBSHAE): MERER
Ro/L P’L ) ! &1t (lupus anticoagulant,

O/La, aFLs aCL, anti-B2GP1) ¥ X1
BEWK BZE—F Al —Re

A /
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4.1.3 BRsTh

EEN R EIRETMEES S BE0 R R/ R B - BENE ST
(Physician Global Assessment, PGA) (0-3493) @ZiZ/AEIZEIE BIZARR
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 K
BWELEME (patient-reported outcome, PRO) :&=&[76]°

M& S HIRE PGA S PaGA FUEE » BB & T EEY) B (E A o IF BB iEARFR
@ [76]°FILE > <55 |585H LA PGA FEIL/GTRALRE W FEH PaGA ZEBUEEAPONE
FEPRZE(76] - E AN R EIRAERN PGA 1 PaGA EXRER Riftg =& M-

4147 B ENERIER
SERENEINEMA RS ENESIER - ARASEHRZEFNEANLE
R AEZZI8MRR M REE R aRNEEamFE(70, 78, 80]-A155| i
Z 8 3EA—XWEZHEANEE S BETHE BM HERERNNE R
WG EE RIRZK[T76, 78]c
tesh EEE DB EEIT—RIEXNEFHFL (Tanner staging) M 5o EEFIAS K
AE[76, 78] LRI EANERFREEN A REGASEHEETRERREEE
EHHPYHERAT A YR EIBEIER[T3, 78]°

4.1.583ER1ZIEH

FRABRERBIREZBRERM AR E RS RILRECHNEGTGE
BB 55| BB AEZEHFETIHL ZBREFMME—R-BREERBREMF
BERIERE L IREITE =6 BB BRTE[81, 82] RN & T #4455
Bk B /XA R Ehk SDI (Ped-SDI)e

= ERRAERL ASLICC/ACR 815458 (SDI) »RIFERESMNEZRIA T =341 (1) BF&
HASE AR ; (2) ARpmESERBNERZEE TF; (3) REFRE RSB E
REIEA-ILEZRIERER A SDI REEFZEREIRBRAREN RS R EER
HHRERERLESHILE-

EMEERHYR R EIRERRE I ERIEE R S RFIERNBERERRATE
R R([82]-FIL BIEERAMA SDI & R MR R EIRBHRRA S KAAE
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BEstrERERES LFIERNEERIBEGRE-FANEERENSDIERE
HHRZATS5| Mg e

« B=: REZS AR MIRERKE R BREHURIZE

5 B AN X B 2155 5
v
s H G B RE O 4R

BR[OS LA FEFEER

- 25E1815: Ped-SDI/SDI

- A ER G i a4

- EEREmE-B5-BE-BMI & . géﬁé;ézéﬁgéjﬁﬁgra)nner
© ROBEREREIRB® SR (9miE)

* JR#E SLE 1ERAM;S 2R 5k . HBEBE MLEED-BRE (
- BYZEEAREREYREZIER I_];—”;ﬁ%)e\%m BB BRI

- DIR/EE BE/ERER B
780 1-2 ERBLEBICETEE

FIER AR AR RE

REE RS
BEEFRRTE (CLLDAS) 54E#E (cCR) ARRE

ﬁaﬁr“ FUVE S
B SEEN R B

Bz F2-48 El:23aZE §3-6{E8
(BERIERESL-3MEA) (RIEREERE)
BRSNS EREAANS:
F?ﬁ'ﬁ"klﬁln/nﬂﬁlﬁﬁ% %/IE" RO MLIEEIN BER:
é@]'l.*-.?ﬂ%%‘ﬁé BEEBHRITE/RE REBXEBEBSURERRBEERER
BHiE HigA3EA

E:’F;ﬂ'J#_Etlé‘ﬁH/ =R EHERERFA

WRREMEFEIZEET 4 | SLEDAI-2K ~PGA ~PaGA; "L EBER =R B 1B H €135 : CBC ~Cre/eGFR ~ALT/AST~ESR/CRP[RiR £ iRix &
(U/A) ~\UPCR; ‘B335 #B2C3/C4Kanti-dsDNA antibody; ‘E4 REEHBENRBMNAE 6 B HME—R; F1-2FETER;
¥R {EHHydroxychloroquine RSB L 1Z T REEBHL
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4.2 REIREREER

EEABERERNZOEMENRERE B AZENAEBE R - A155 KB R FR
FEIRE T2T T{E/\#H (International cSLE T2T Task Force) MRt > $% FH
DERGERER KFA BAEINREREREEERE EMEEEEHREREE
1T EEEREARPIERRAE AR (cCR) MBI REE A ERRAERR (cCR-0) 1F
~HEEBER[T6,7T]°

4.2.1 REREREENEMNRE

SERERITEEMEE (CLLDAS) EREREGENETEBF HERA—E
GEEFHEERD M BERRER - BREBREREYFEZITRIAR 2 EEERARVIKER
[77]-1R#% PReS 2RI HYEIPR 138 > cLLDAS 4 ZBRIFFM B LU &4 1 (1) SLEDAI-2K
0 <4 BEIEHRERE; (2) B ERFHEAELL B\ ERRBREG (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>
MEPE(EE[77]°cLLDAS By ARRIRERITEMNSIARRERIE: 50 AFUTE
E|E% <0.15 mg/kg/day’ 50 2 A EEAER 7.5 mg LR LT SR ERE
EHE 75 mg HREENBEFTBELNHER URFRESZER[TT]°

4.2.2 $AE R T~ 2 BRPR AR A%

FEALEEEE FAIERRLERE (cSLE clinical remission on glucocorticoids,
cCR) @# cLLDAS BEE AR B ERATBEEEEEERZREFERR
KA E T EDBREREZHMNE(76, 83| KiF REBIRBEMEIRERM  cCRNAE
EIESHEU TETEIZE%E (1) BEFK SLEDAI-2K 3149 = 0 (LtLE B A F MBS 2ELE R
YN{E#ERESR anti-dsDNA B31%) ;(2) PGA <0.5 (0-3 DEXR) ILIZZEE cLLDAS B&iE;
(3) Prednisolone (xFMEI£) BI2BFREHE <0.1 mg/kg/day H SHES 5
mg/day;(4) BEENIEENER AR (EEHEY) B NGI 5 K& /s ERE]) o
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4.2.3 {FRAEEE 2 BRPR A A%

= FHEERE Z BBPR4EfZ (clinical remission off glucocorticoids, cCR-0) 2Ff
EREREEENFRIERSEER ARETETMERE2IMEERENER T EE
ERPR RN (83] - EmN EEEH RENRAGE (BRERINT 2 EBR
2 2REIEE) B CR-0 HNEEENRTFEREMEZ cCR-0 NERFTER
BRAER CR #%Fm2MEE M—HNENERTEERERERR[83] - AI55 AL
ElFR PReS A ERBRER sXFRERERBENERERESIKESFE
REF—2e

R REESMHAMRESREEZHRESR

SEEFEREEE HEELAETZ FREEREZ
(cLLDAS) BRR4ERZ (cCR) (83 BRER4ERE (cCR-0) (83
<4-HEITE
SLEDAI-2K SeEE 0 0
EREMEE RS sT (L
<1.0 <0.5 <0.5
(0-393)
<0.15 mg/kg/day
S E R B % <0.1 mg/kg/day
(Prednisolone < . A 0
RN ) =7.5 mg/day <5 mg/day
(INAERREE)
HFra BEESEZHREY B IMHE R/ EMNE xS

- /
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"
TRk Em

5.1 {57

EEXESRERRERERREENZO-RERELA—BUZEMHERS
FHMNEEBRRER A2 —EAXZERE A BT RIAGERAREAN/RE
INHI YA TFES A BN ER EEER . B EEFEZHE TASEEHESEE
BEER N ERTRERER FREERVEYERFAERERBSERESHE
%0,

REIRBEEMANIREFERNEZYERABIER EAR R EIREERAMEEL LR
ARREEmEERIES IHER R BRAERIEZS2EM AL WES BRI
B ARE R ETECE B -EER/AE S E  hydroxychloroquine (HCQ) BRIE
EIRREZESHEENS EZMEEEERRIACH, LRERESHRAERE2
R BB RABERE R R LN REIRBENAERIUBRENES L EES
I EEE SR ERER R ERRBRENEN SRR EXRERRT R ER BEX
BIEMB LMY O ER AT IEENSEE AN B ERB IR ERIMEE
(N BRE LB HEE T 1/ IV/VEREER B R Mgt EReE-BE
MEAMBEJE{CEREESE) » v & B fEM methylprednisolone ARE &% (pulse
therapy) UAVRIEHIZE X HBE SEERERFABREZEURESTFE BE
MEERaEa HER GBI - HN ERER HCQ /A& HCQ S HIERERR A EE
MEEARIEHIRBENEE AR AFEEEAREE N ZEZNRIFEREIZ (
prednisolone <5 mg/daysXENEIE) & > EE RERENMEZINHIE[84]0




- B : REE S MANIRESFMIZE

RiEHRREHERZRICHE REREREFEEY

FhiE B8 SR PREHN, AR S e B s R,
EEE-RERERTERREERANER

HCQ (BRIFARZIE)

R E xR BERR
Class I/Il IREB % Class III/IV (V) IREEE %

WRASRER | @ EERERE (BEREHRER - TMA.
B IRBE S SAIHASITP %) MAS~ B i ~ 0o AL 36 )

=BG
— - NSAID > U1 5 RAEN R B IR IR % ZR R H:
ey - MTX - IVIG> 4 AIHA . BB
= ' MPI%\A . - RS Y SRS - IVIG
= - Belimuma =1 - FERBIDEIE > 40 TMA

- JuRR A gNEB 5> APS
REREERSFRERNFR AR EREZREREIERAE, 5RX
AR E AT R EENF R A IRZEIBIE N, AR T R R A ZE 53R A AT
BEKE EMER TV EMNERZ NG -BRR LI AR 5§ — R SR H

ERBIER AR ZEE SRy EEATRR » BANTE R BRIEHUA KRR FEFEIR 3
B Z 2 WK(E R AR EITRE EEE0 LR ERESERARERNTIRE
o

AEHRAMTEEREERAEY 2 ERE-BERI RUGENAZE L EE
BREBSKSBERAZBERRRREDE SRESR




5.2 EY){Esw ,

5.2.1 EEHEY)

Hydroxychloroquine (HCQ) A %2 ZEIREGEAIZ L EEY) BRIFF R R (U
BB EREERR)  REMR BZPhE 5 BERIAMEA[5]°-HCQ 7E SLE
RIRBE MRS K P RAERER WA ERE R R RGN E R BiE TSR
SEEATTIR 23R IDH Toll IRZREIREE - UK EARABZEE MR EXK
FES BRSNS Z A [85] HCQ & YA HE SLE MR S A B2 BRI
At BB ReE PEIMASFNIT A2 ER[81] - FRBEFRMR SLE RGBS E ~TARA1EEE ViRl D
AAIPSREREGHRR TEERRIE TR (e EEEEZME (steroid sparing) =R
B& R B 1ERA SR EF[82]

HIEM4EFRABMNREE = mEKEIEBREE UAER S
mg/kg/day #RA[83] - MNKiEBEEHERRSAIE ¥R ERRE I RIBR
FRIBERAERS HCQ AERIEAIZEZREED MR AERIMNARERENESE
(n&HtEMRtamoxifenseGFR <60 ml/min/1.73 m2-HCQ &l& >5 mg/kg/day) > F&
akm 1 FEREGBESFER; TR BEA%N 5 FERMABRFEEEAI8], 86]fF17
MEREHRERERREREEREMRS RAERNS EBEIETEESE
ZERIER FINIE B B E R 2 BE OERE DR EE[81]2025 X A&
REGER METRBFERERRINERL T S8 SLE BEREER HCQ Ja&(6,
83] Lt4h HCQ EIRZHAR (X2 MBI NS HE 2788 400 mg) K FEFLAR
B BHEERE A E 2 B HHEF BNAIBUIREZEY)[8T]-

5.2.2 faERE

fSEE R AT R EIRES R R RS ERAREEEREIEENE
BRE Y — HEEAMIME IL-1B51L-271L-6-TNF-a B2 IFN-y H{R 8 K AMSEN S
B> M EE R T EA A 2 4R RR R E RV ELMT 99 F (adhesion molecules) ZRBAER B mBkFE M)
EREB(Lo LI FREIRZRE(RE Thl AAMUA T M EH BRI MAREHR 2 A EHB+
W TIRER AR A7 B RS B BR BN FIARBi1E 15 [88] - EF 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 =R EEFRE R L HEREF ZRARTIIEHI%
BHEANZEXRRE TERETHRZE R ERREEER UNHIRSRERES
fE R MMM ERE  BEZIXA methylprednisolone ARESE (pulse
therapy)’ 2 XA O RIEREE (0.5 mg/kg/day, RAE| £ 60 mg/day) LZE TR
£ (B1E6EA APEE <5 mg/day)’ IL)aEREENEUASE EOREEREREIZR
EMA I HREE B stEFERERE 2 B85 R TRT2EA[6] 1HREA
Ea R ELEERR B EAIERCLERERR (non-fluorinated) ¥:
prednisone/prednisolone/methylprednisolone: K E 2RI 1EfASE 4 X :5  FR1ERA
R R IS HALEEI RS T 2 AT HI7E prednisone HMEIE <5 mg/day; & HIR
BENEIANE FFREEFHRESERAELEFE E-THRBERB XKL
N2 EERER 7]E RERBREEE SR Bl ORLEZE D BE[87]°

SE[E B2 P RER AR FRTEAR > (B RERE R G B B RFE RIS Mo —IBMt MR 3Tk
BR- £ 18 B R B ERLL R B mNAF EE XL EEEFEERIESNEA
P REE = [30]0tbsh EE2025 R EIRBNZ R OARERER 430 REIREE
EEBERBGRIE 34.4% EZEED WP (EFFIKFES methylprednisolone
SEHEISEEEER -2 RENESHEEGIEREIEE WER RE) RIIKREHK
1515 (B B E 5 RIET) 9 EAE R AL & RiFER EER BN EEER
REENE (SLEDAI-2K <4) WEE P R HICE N EERENEGREDHEEIG Mo
SEMREN TEERRERRNRES T8 HEEREIE51EM 0.5
mg/kg’ BT A EIGM2E[90]- AN REMREN FIRMEH
prednisolone E|E <7.5 mglEEMBLL SHEIE/127.5-30 mglyBEZE M
EMIRENRMRBEERS MEREIE81E 30 Mgl EERINE—THE[11] 4R
aRREN BERERERREIRERIAEGENAEEGREREF AREREEKEE
BaRRE SRR RIEEE ) I 55 0] sePH R iEE i2 RIaT| & BE A R LU
A BEIEGRAEMERASME0] FRARE Bl EeNBEIFEEE BEHRERS
B RENER FaiEERENE(89] 2 IEM KRN HEENERL
B 200 REIREBESSRERSEIEERELE[9], 92]-fF T REUE$8IF5F0 4
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FEZDEERFREIN AFARSEH MR RANGSEHEHEER AR EREZ.
REEITESE) B ERASFETERERM89]-

5.2.3 S HnHIE

EIREREERIE > S GBI Bm iz dl B R R E B E U R (CE LA E
BEBEFEFEEM -T—RIREAET BEEANREINFIE S
methotrexate (MTX)+azathioprine (AZA)>mycophenolic acid analog (MPAA)~
calcineurin inhibitors (CNI)#tacrolimus (TAC)Z%cyclosporin (CsA)EHF?
cyclophosphamide (CYC)AREXERFY  SHIEFIEHNEERBQHIRNER
BREREMNERREB4 - ARENERRERNENANMEHRRNEE TAZ
RIEREYIREI[84]c

« Azathioprine (AZA)

AZAZEBINFIIRIe SR EMEEEFE BN HHNE DNA S5 EMELERE
IEMR > B—ERAEEZERNRZINGIE 93] AZAERANR REIRE FEF
AIEBERINERIREE X AFAREPNEERRRE 2R EY - H#IAAZATER
ERETHNERARZ AESnEBRERAR R EHEREESZHEERTEH
155 |HEREH S BB X ERE M ANIREM TR ZE R IR [72]0
EIRER K FTHE KDIGO 2024 BRIRE 555 iZZAZAR 14 CYCEL MPAAREIRBR
BRERAERER FAERRE 1 /IV/VEBRIREBT K[94]-155 | TREH  HER
FEMPAA> AZATETER: B B8 32 RV SR8 E » BB S/ B KR T R EAER ; 7AT
EMPAAE ARSI NMERER T AZANA G IR ECEEE([94] o lESM AZATR
Al AR P EIFERIRERFEIGE  SIERE X P E M BKGE LD » W T E A
HCQER EH A AR EEREEFEERACEAEIENEE (4 BERFEENE D
wHATPMTENUDT1SERE EM R EEERAZAR Bl sEH IR B E S BN ik
BT REBEREEARRE FLLEZZ I A ERETHABER R 75 5 X R
b BB EHARI R 2 Y] A MEKEE[95, 96] - 5 —FH H» AZAR] 2 N IR ZEA M
(87,93, 97T BN EALEBTFRNFT V) EREREZREM S AAEENBRARER.
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« Mycophenolic acid analogs (MPAA)

MPAAL{mycophenolate mofetil (MMF)Zk 7 a2 mycophenolic acid (MPA)
I AR 2% LUBR{ER7 S 88N EIER (72, 98] BB N HIEIS & A% 2 B ik E Ik
YERTEERAS RN SR R R (R A [97] - BB I ER RS B R 1R SR FFMPAA S —IEA XX
BZ2NREidE T AriRESE EiEREIRE72, 98] - T—EZ RO EIER
E5MHRPERE R REESE GEERREHCQ) £ EMAMPAA BUEIRZREE
AEE  SEEREFEEZE B R/AEHanti-dsDNAIR REZIREEE L HKE
FRELENRERAIRESRNEAR BRIENAREHZER TIFHRIFZ2H
[99]- 45 RE REIRBLAERER S  KFER ERICEFREREEEZEAGE
i B RR FRMER BRI SRR M T B R E R A TR E— PR X
FMPAARS R E IR BB -MPAAE KR ETIREB R MIFBEXRIRERIRPERRE
[100-102]-EZF L EEMFTH > MPAARI B X R B HEREENE N (F A EERR R E
ZHERRREEY) HR54% R EHIRERARN S 1% EIEREE BRBRRICE
HEERRERRS[100] - HNEBERI R REZIREBE R BE MPAATTEENRER
hee e RE RBRRRGEE  BZHEFEEERRRIERINIER TRINRE
FEEEZ[101] - REAE DR T REHRE R ZIE E BIRBE B K P MPAATEAEHF
NS LEBAKERERAEENRHthRmidak BEENAIFERETFEN
[101]e LtESh s MPAATR R B RMIEHIRGAR AL 8 B MR 2R IF[103] - £ R ETEEF > MPAA
NZE2MRRRF ZEAFAREHAEM BREEMEENLEAR[102]EEER
HNEMPAAZIZZ M EEE L IRERRZSELRER Rt 2 R®ER B
BRFERE/IVNEBAAZERERI - EEEREBERENNGEERE EHHE
thERZ2aERRE TR - B =2 RREN L TR E EER8T]e

* Methotrexate (MTX)
MTXEBMREFEER R AR R EIRE P EE R E 2 18 REEY)[104,
105] - H X BEIB(ERA R EBEMNTIER £V S G (EEAmIMRE REAS &
MyECERE RS BB X MR[106] - ZIE/NE 5 S HI R 5 B [0 4+ H ST e
MTXPI R ZRAEN K B R P FERIRRIR > W 7 B & PR EEF AR RS H
fth e iNEIEI[104] 28T MTXE LV EIRBEEXR EE FGEERA—H BERE
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REFHRCEZRTHEEFENGR CHESGHEEBXRNEEPRERE
[104]° AL MTXF AR AIRE B K IARI—R ) [107] -BRIR_EPTER AR T
AR WRKERNMRIEESERERERNE- AN TE FRAEREE
HEiE B EEAK AR IIBE IR M L (BEESEMFERY B LA R [108-110] ;785
HiRZZ o HAE T RE U R ASEREIER -Bliem = MTXZSREAREER
B IFBEEIERESZER AN ZEIRE RS 155 SRE AR §RIFHE
» BEEIBR B EEE R HHCQREREE[104, 108 ERZIFNZZAI12EBR
FERMTXEBREE B B RERERARER R ELL MTX e RERIEZER
ED1-3MERFE R EY) T 2B RR H A E BIRZ[97]-

« Cyclophosphamide (CYC)
CYCRAEEHARERB Z REIREBENEHSEEREY) HIEAREADNA

e EAL > HHIAERE DS EE S WEM EE BB B INFIER -CYCH @AM IE £ 2R
BB X (N/IV E) » LUK B2 B ASIE M S A ER(RIR[105] o 2 TE Al ME M4 EA B (4 AR 5T
B CYCERAERRERAREBR A EmAEFBERID AlERISIEANTEE
R 4RfE > W BEREE PREE H R SLEDAI IR BB E D 8 FEE FRE R T K o LtEoh -
CYCTM R B MESHERSERICZSLEREF TR  HEB I maigt O
e & MR B R ZRE[105, 111]-EIREE R aER FIRESCYCE R ERMEHR
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
AR EEAECRENRERERENBRER IBE NSELR UHF
B AT B ThAE o ItEAh » IR AR fEARSLE B E P i ] REEERE A EMRE 2 R
[113]#AT> CYC RYERPRIE A2 PRI RN @ b g 1N~ £ TR AR 1 B R M R e [ Bz »
ItE {55 FR B R R AR B S A R E > WE TR Y B BN A R R BB RI[105] - CYCTREZE
RITIRFE —ZHZ A BIRE & > T EE I EA A (organogenesis) BE R fES
R RN - ERRENBREEERT —Z2HRBERER BEE - F=20 58
EREEEREMNSFERET EHHMRZ2ARERE 1 A B (EREEM T
& EISNE B ER[87, 97]°
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- $EAMASELELESIDEIE Calcineurin inhibitors (CNI)

$EEA A B BB INHIEI B = Cyclosporine (CsA)~tacrolimus (TAC) £2
voclosporin (VCS)> E{EA#E A% calcineuriniE M FEIKIL-253 44 > E M NS T4H
M ECEAR B R FE[114] - & HEBEIEZ e MPAARFCNISEI fEA = A ERY Class 111/1V
(V) REBXEBEN ZER A LERAREEZ T HEA R EIRENAEER>
BRANREGEIRBEE X URTEEREEINHIE SRR RER 78] AR EB
DIEBERIRERIE[94]°

« Cyclosporine (CsA)

EREIREBEXF EHIZCsA (3-5 mg/kg/day) G HHIEEIREEEHFEE 0] A M FE
BEARERRIHE LEHEANEERYI A BB Z3M4BIRER X BHEEER
RAAMSEEYRERNMENEE[T2, 116]- AT FEEBEZ L~V R BRI E
L2 FEEEAI[94]0 thih B ZE IR S B/ VB R ST TR EE T~ CSAR] I BB BU B b 52
EIRERI S g kiR E B E M B > 3 B] T2 50 0 i 5 P i Bh A Bl B &
[117, 118] - REZRVIREIREF P CsSATE (R EEE IR 2R EAZAEE B HER
KREAZENREEE -ShE- - SREREMARRE FILEEZEAI[94, 119,
120]- &2 HAREfE A CsAE R 22 3R B B2 M RA IV B K S R IR i B0t A /R B s 0 » (B4
ARE -leRERER SMER KR FERERN R A feikem B R VISR SRR
[120]-BRZIREFRAEZER RN /aE B EMEY) R ERE > CSARFIE EHYEIER
B EIS SR IR EER IR R F(87, 97]°

« Tacrolimus (TAC)

MRz T TACAEEA—RNEEKRER BnHA—HANEBEHZZNRR
HHE SR ERR REIRESHIREE X[98, 122]-Z REIRE R KAVERA = 5+
TACRETEEEER, —HRETFLEMMMETRE (FRE R m R R
HN-REATER EEARSE[122] b R TEMMFAER S RAARE BB E  TACHE
AINRAETEEI SN ERER BERERREFIRRE RAIIHEEEER
[123, 124]-BRR L > B AM AR ZEL|E MPAA AN E S/ FAREEFEACYCHIESE
'TTACTREJEABENENAEARZ [ TACAEEEFERE BEZRIRESE
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Z(RHAHRERX) A{TEEE 2N R B INGIaEEE; BRI RE L
WRRBE>2.6 ng/mL> W Z)BHE RS EBARR R ARRE[87, 125]0

* Voclosporin (VCS)

B Al BRI R FVCSAR R EIRE HENMZ 2 MBI ERERA
IREB KA (AURA-LVEZAURORA-1:5%) » BB 7EMPAABLFEEFZ B _EHNAVCS
AHRA B R FER  ERARBE41831[126]°KDIGO 20245 H AR A ESEIRE
B % (eGFR =45 mL/min/1.73 m?) [94]; RE 2 L2 M4 FRURAE| £ 5 KRB ABER
FRCSABITACE ERTEMNIFIRE 2 M E R A EA T IRIAE SR E i H/A RV EEE
VCSHERZ Fe e85 MR E AN IEZNIRE B H([94]

5.2.4 Y|

* Belimumab (BEL)

BELR—TE ASHE MR  SEE— 4SS MR PRI B B IKFRIHEI (BLyS)  &@
PEETBLYS HBARMMZARHAE S EMINGIBANE IR ESH HRER V&
HIRERENBRMBERK[127] BELAF —EESZE - EFIARA HIRERIR
BEXRNEYRE IR EEFDA 2022 F @B ERNS U LN REIRER S
BELRA BB EEBEREEE R/ VEREZRMERERE MR R EEEE
AIRE BB RERRM#[128, 129]FEtk HRARBA S P ITER HERINZRE)
BELA[{R S ED RERE R ZER/EENLEHILER (FI40 SRI-4~SLEDAI £154%)
[128, 130]°tb5h > BELTR AT FEIEHT 2R EIE S IR U RE ST ERNER  B1FIRE
BR; EIRERE R HM R ERE S B RERNEREER[131] R&E
PLUTO R4 A 5-175% ERAR S EN M BARERY 52 Z IR (SLEDAI =6) B BBtk Dk
1EZBELERAREST10 mg/kgH R I & (IR A /AR 521818 » T EARBESRI-48E K
FESRETE TNEE BBELAATESRI-AR EENEE LS 7EPRINTO/ACR 30£4
PRINTO/ACR 50 FER B8 E; B B EHRARBCLLAIRIK BB C R T E-L&
MAE MAEERREMHED BREFAREHEBELAR[132]-EiEME
PLUTO AE:8E T BELAR R EEHMHIRENZ 2 MR S ERARTE R EEM A >
AEAESEIERE LR T BENE R Fh 2R ERES(CEM[132] BELTE

50



YTIREAMEFL ARV E A T E AR T[133, 134] BIHTRZ B SRV R
IEEERERB2E (ACOG) REBUMTTEL R MR (EULAR) RN ER T ILiEE = AR A
MEREMERE B R UARIES iR REE[87, 97]°

 Rituximab (RTX)

RIXE—REMkINE - FEiBE— &S BMAMKRENCD20iR I S F& k FER
BB E R ERYBME[135] - HALVIRE R Z B ERERESN (off-label) £/ T2 AR
REBRE -REZEEHEREERERN D REAMZEREBNFHNEE-H
B RERERBREE HARER A BEBRIRE B2t mIXE T )
REMBEEINRIR WNFE MR R M/ WRIE T B R B RIREE[136-138] AR
ABENRTXRS DAL LIS HithRGilf|ZY R B E 2 2#aERE-
RTXEBSERPR R FERT72% H T2 4RMR49% S8 0 R FE32% ; IREB R EIEBERZ
TR REEDHIA51%E46%  MEEHEIRBN E—ARP REREIEI0% A
BEmaEIEREE M BEERERL S EEE R, EHREH P MEF IS IRE
BRZETFBBERERFBE(139]-Z2EHTE RE RTREMHARA L
FEEARE; DB RRSBRERSIBMNEEFRZEEH RTERERAFNERESE
aTfd RN R e AN sR BRI [139] - B A E B B A ST EL R T B 25 BB I E KER
Ra{b1M940% REIRER BIEZRTXERDEHE (375 mg/m?*» &RE500 mg> &6-12
@A) B153% R EARTXRIEHAE IR o 45 REERRTX A BREEC 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 - R AR R A& Bl E P LA B ERE B
WMIET B ARAIBE o tbSh ERERIEHIE R ERBRTX BB R HIER ERTXAT 58
B EIRE RIS FRE R LB EREHBZ[136] 24T ENR BRIETAZ X HFRTX
R aEIEE RIREEIRE B K AIPEIE H IR s BaRA SR 15 2023 EULARRYIRE /AR
EEiEL RIXERE AR L BB R ESENGERIRE SR EARARER
R E A [84] - =Em AR B2 g REUMNTTEZ KR (EULAR) 5 L » #EABT A (EIZE ¥R
FHRIIARNEREREBREE LS ATRZ O BIREFZEN A B U ILRTXINTE
IRz 22 WEAAERERRTERER EEHLERE ERAUERIE
i B RS AR A 2(87, 140]°
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 Anifrolumab (ANI)

ANIZ—REBE—ETERZRENE EERERRPEERANIRE B R
A BT AN PBRME BRI aENE VR D EEREFERA S WtlE R ERE[141] 48
BRI A A TREFRYBE R T BR A B RS R EIR B AN X RAFE BB A A IR (Z LR
RAFRE B NERA R B — 2 ROEBRARSER A RERBEESE HEA
MREIREREERESZANGRR LIRAENS  mMUREEEE TERERATAS
» BEE R AR R ER E B ARETANI T e AE A MER B RIEN R E
IREABRRICBEHABRUBIEZZ M - BER S JiEREEREZNZEIRE
MREE(142] - BB B mEY EEREZEANIARPEEM AL EIRE  KixE
AR REEBE[143] - HANITE REIREFRER BB REESN AT E R B Al
e # B B R E R A e G T REA R RV E A S 2 2 o

« Obinutuzumab (OBI)

OBI&%E —_ X EBEEE (glycoengineered) BYIRCD20E kN e HEHBI%ES
Sig R RE MRS (ADCC) EEIZFAEBAMIA T -HXEIEEE OBIFEER
FERTX> PIE R R E B B ARYBARRBFRAR > LEAF 14 T C AR RTX R FERE
BENBEERARE 144, 145]- B EEENERAAEEBRFOBIARZER
B RAMROBIEANEIREFNERARE R T2 R B R ARE EIERER Y R a5
HEEHAMS BnEREERE S IRER X RIFBEXRIRBERIEP  sefFEERE
SEENENER B AR AR 144, 146, 147,148]°0BIFA 20255 10 B = EFDAIZ &R
IREBRMAEZE[143]-BRlEEEZROMAER TG ETERARBNGE
B

- HthEREheyEMREI RS F A%

B MR B SR ARBAR LA BN A IR B Y B BAVIZ D /5 Ao Telitacicept (RE) %
—7& TACI-Fc RS ZE R > AI[EIRFING] BLyS &2 APRIL: # D% B AR B4R 4R IHAE »
EREIZ AR EENE SLE> 7 ¢SLE 7 REER A B S BRI SR EE B A
RRZ 2 a5 [149-152]clanalumab (VAY136) Z#E[@ BAFF-R &2 AR 1gG1
BkineS A€ SEieE (B AR I8 SRR EN - AT EZ NSRS EL B ABRE N B
RIEE A RRIERITAR R (815 5 52 E IR AV ER R S BR A SR [153-156] o tbSh > & £ 4% 40
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it B RS AE R A RN HEEE B » B21E#n CD38 #1828 daratumumab~FcRn P
nipocalimab’ LAk 2 HESREHNHIE (W0 bortezomib~zetomipzomib) » A] 53 5IIEE
BRI AR 1gG ARG BRI ERK[157-163] F— R TFRERETAEE
25 BN litifilimab B EEEIRES P RITE [164, 165]- BRIZIEMZE (10N
dapirolizumab pegol-upadacitinib~cenerimod %) I3 A 5 = Hiz 8% > W iFER
B S s i - RS = > SLE BB E B R RN H S RE AR SR
BERE RRAEKBEREREETERNCEGE.

5.2.5 MREE IR

AR HH AR REIREN —ENEGRERE HEREREBRER
HIE EEREERABMNEE T ERFAZRL(EERBRARERE (immune
reconstitution) - BEIER B #WIAFTHERIRN B IS ME AARFEAE (
hematopoietic stem cell transplantation,HSCT) ~ & & 4HM (mesenchymal
stem cell,MSC) JaE RS TR ZEE (CAR) -T/NKARM & B LUK AER BY TARAR (
Treg) JafE AT IRAEBBNAER, BERRKRESHRER HARGEEEARER
BEEERHEFABBREEERE.

- EMmE4AREE

& MEr4MAEF21E (hematopoietic stem cell transplantation, HSCT) RIfEAE
EH #8858 EIRBETER R INHI B Y RE G RRRIB IR R4 8% (salvage
therapy) BEIE ERPK F BiXFH BREHEEREHSCT  HARU BERRHSCTRE R T ERH
AEIE 7 (GvHD) REEE - /A RIE SN ST TRZHA (immune
ablation)  BEREZEER (immune reconstitution) TEE | BiE R FEME M EIKIE
B HIZIER R ARARE[166, 167]- R EIRERNERARE SRR~ HSCTRI(EE D B EE
HFERRI S B EEREREENFERB LR IERERFEREET-
A HIEZ RN AR 2R CFEAEERASELNS0%) » BB EEMHEEER
SEC AR TNMEHEEE BRI MEKE T UK ERAR E CEREE S LEEER
ERMSERENEEREARE[167-169]Alb BB AEE TR FEE
BEL AR ZEBRERE URER AR (conditioning) 5% Bf &a%EH
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ZERERIRARE
- FERMAMERE

EE M (MSC) JAEEREIRBEBIIAZEM (investigational) B% FEK
R ER R R INHIE S E NS B R B ENERE BE 45 MSCRIZRIRRL
SR FERr AR RIS S WA AL E AN R B REERASENR T B R EET
A BARAE (R 2ER BN T B BARRR AR RS > WD HNE & XA RN E S R EABRASRGE
&[170]-ERPRIAFEELAA S DR MSCAER AT PR B ER/EEN E  EH REAHTdSDNA
MERE TiiEE B ERLEN R -BEFAREMHZERRE[LT1I]-BA
MEERRRNEERESIIFEMSC; Ho Wi (secretome) tha] gEE— & A% BAHRE
E{CEHNR 2RI B E > MSCIEA L SR 52 BY i Se AR AR B3 SR B M AR BRI R~ 1t
FEIETh17 ~Th1EiTreg#lff ~ FERVRED UMERZIEE[170, 171]BELE R AR
= MSCREBRIIIERERR, RREERENNAZEN - RZHHREIRENK
BIRE R BE > U R ARRE SRR B 2B REATE B N R ERBRTIRMIL[172]0

- BREMFESZIET/NKAARREE

BREMEZRETA (CART) 2#/aM RERBENMAEMRL B HEREE
INHIE B YN RERENEEREM S BREEE I CARTRE RIKKA
¥RmICD19RIBARMECAR-T RI3E AR E B 15 4EHY BARR B bR M 2R IR IR AV ER PR £
MESER FEENEEELEIER TS ERBMZNER[173]-ERERET
P HRER PR ZC B A 55 B3R & BB » CAR-TEE RS L ARV B BE Y 42 42 (drug-free
remission) 8 FIREB R EHMBEERERICHNES; BEBMAEMBERN IR
RFE> R BRiRREBHRFRIEL 6 B [10]rEMNHRE— T IRECAR-TIZEE
BCMA> UERIE RSN A EA R AR E RN IS IRET RNBETEER-
AUNCD19/BCMAEZELCAR-TE T AR S M IRE PR HAI80% AR M= FA )5 2
ISIEEEE BREEEERFEMANave BAAMAIRE[174, 175]-Z2 A E IRA
EREERCAR-TEREREZSHER THE MR FREGUR EMESRERE
{%=8% (CRS) AR M MEKR V&S B 1 E 1% (ICANS) BHER (B R ETREHNE
TR EERC A BT R BB IR o 5 A M4 BR DR B S FE TAR R B L B S AR BV B2 AT T PR A1
FRERFSMRRE URREAREN BT B EmREFRERK[10]°
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HEMRZRENKAR (CAR-NK) /AR Ea F T E RSN S B AR £ 18
B BAECAR-T> CAR-NKAI R EIE RS (allogeneic) ZKiR (UN{EEEIRIGE S iET
1) » B eI3RAY (off-the-shelf) & AT FRIR{C RIS B ER HEITEED ; ENKAH
MRV E 2 HIER ERAZ 5| EREYITE E s (GvHD) » it A sEFE (X AR R
ERENEE RS S ERR[176] - BRIERAREBEEERBRAZE — 5 5
n1EE /HAMIRERHE BN 1288 B rIE R R B e i SR E R AR R
25 E; FRFRRIIBMARBE B Unaive B A TG E R B REEMS
O REAR BRI [177]- 22 M H E ZAFRERCAR-NKERE M2 4 MRS ERE
WIEREFEERBEEZARE KRR BN EMAMABRESEEE TRERIF 2R
wIFME[177]e

- HERE TARRR SRR

SHERBITARRE (Treg) AR R R EIREN—IEMA KM R BEIHRE HiZ O BI2E
FA VAR S B T =2 3t D 6 SR EN R R TR B EE Y B B o 08 = R o BR PR B A IR 3E 8 SR B
RE (NHEHIREBXE) B R Treghfe KA INAERE R E » BIER M TAIME R B
PRI & R AR RE 2 I8ABRA[178] - BRI IR EN Treg@ LRI EERE T A
mo H— (REIEIL-2/8 A EE M RIG I E{E Treg 1R ERAR A B P BB/ ] X S TR TR 1%
H B EAE L 2 RiFolL- AR Treg B & I B HIMFITHAE ; LESN - BB Y
TregF2RFERRCARE BB MER A (tissue-homing) RE IR RE A REEIBIN
FEEE M ERERERRETE[179, 180]c1E9h IL-2/CD25REE AN FHE
SR AN TregiEL > W7/ RIRE B KRB PR B if 3 X MR R miREt
[181]-H > BiETreghVfBIMEIL B OEEIRE BE BB M AERRES  BRAIEK
HENTreg®¥E EA A B I RE R BEBERRMERINA R BRI EN A
H[182] H=> BRIt TregAE AR MRS GFH S ERNENN
FHE— % Treg (FIAISmith#R) » WLt B IR ETMEZEE (CAR) Treg (FlEN$+#CD19
B4MAR) LURFHNEI MRS ERE A% 1[183, 184] - BRI ITIREN/ N EEE T ERIR
sEINE B R NEIREEXR L IMER B IEENRE T BRREES MR 24
mBrNERES Al BN 5E:5[183, 184]
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- RENBYTHRRRIGTE

SHENBUTARRE (Treg) AR R EIREN—IEA T4 S B AR HizO B IRER TR
BBz INGRSERESHENBRE LR R E-ERARREKTIMEET REIRE
(CHEHIREEXE) B RTreglse KA IFEIEE R E » FABUR M TARM tn RIS
KRR R 1Z18ER[161] BRI EIREN Tregi LRI FER T T A M
H— EEIEIL- 278 B EE R W EETreg 7EER AR A SR P REE R A B S R 16
BERZ2MHRFIL-28EARA TregE N RIEEINHBITHAE ; LEIh » B EER Y
Treg/N 2R EREEARRE R ZA4RER B (tissue-homing) RE R R EH o] SEFEB TN
FERTFE NN E S AR ER R FE[162, 163]c1t9M IL-2/CD25MEE A IR HE
SEeRMIFEN TregiEtl » W /N IRE B KRB PR B e 38 K B B imIE et
[164]-H > BRETregliEMEIZ B EIITIRE REE AR ANERR S BRI EK
FEENTreg# 2 EAH IR RERE BEEEANETA R BB BB
#w[165] - H=>BHAT 2 ETregAE AAIEEMNRE St S E BENRNT
RE—4Treg (FIAISmithFTR) - SRt A IR EMEZ R (CAR) Treg (FIEN £ ¥
CD19* BARAE) LURFHINHIRVISEEE BN /1[166, 167] S AR EIREN/NERE F
EERAMNG BRERE IESREEXR L IMEREIEENE BERREESMA
S5 A B i B E 2 Afes Ba N EssE[166, 167]°
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* RN REEHMANIRESFEEYER

Hydroxychloroquine

(HCQ)

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

FRIFARTIE (FIMBE
HBERBRER) S
AIEBFTASLEREE
B AR RIS E

EERE
FRfEHI&E: 10-30
. BRERR BEEEMS
Methylprednisolone mg/kg/dose 2 E 4
pulse x 1-3 days
(Max: 1000 mg/dose)
0.5-1 mg/kg/dayitEth TEERREE BEk%
Prednisol (Max: 60 mg/day) bzl
rednisolone 2% 6(HANEE<5
mg/day
Ge 9 H0 5
Azathioprine (AZA)  1-3 mg/kg/day FRERR; I EA RV E
HHP1-2R BEREAEZa%E, B
FaR (CHIEZH™)

BERBETE - BRE K
BeRNE,ER RE
R (<2%) ~ DM

HAEMAF

R BE LA -SMmE-
55 [ ~ 1 SRR B Pt
B E B  BEAR FCIE ~ B4
4R B ERIRIE S

5B FE B mIRKE T
R AT AELE DB 1 B
RRE

Cyclophosphamide  NIH: 500-1000 mg/m? BRE/EREEHFR:T MERR A BRI 1
(cve) IVEH 1R H6EA REEIAHA AT HE TR BERER SR = B
(RAHEIE1200 mg/dose) &R E R E
Euro-Lupus: 500 mg IV
F2A1R500 mg> H3MEA
10-15mg/m? 5 1 R JCE RS BLRR FRERE -FEHE K
mg/kg B FHAMR HER FRE-MEXBEMN
Methotrexate (MTX)  sgim1% fifi sk &
(Max: 25 mg/wk)
Mycophenolate 300-600 mg/m?/dose FEBEER IRBEEX P B B AEAK ~ I EKGR2 ~
mofetil (MMF) & H2R (Max: 2g/day) BAERE I AIERLEE [EEE
BRSNS R
(R B ERR)
Mycophenolic acid  180-360 mg/ m?/dose
(MPA) SH2%K (Max: 1.2g/day)
35 mg/kg/day PEEERR; REBX BEU - SME-ZEF
Cyclosporine (CsA) §E|ﬁg22’)\"g (£2 MPAA ##H); AT A RigE -SRE-RER
BRI R 2B R M P
Tacrolimus (TAC) 0.05-0.1 mg/kg/day FRESEERERIRBE X B

(S

B|HD2R

(2 MPAA $tF)

FS12E A ERRE
RE %

*x&1-31E A8 : mBEZ
~BEE /BMI~ MAE
mAs

SF HMERE B
BEfRER

*Fil-28 B &28
## CBC/DC,

AST, ALTe 2 %15
1-3EAKRE—®R

K EEYE SRR
MmEERERED
#fre

XEERI AR
23@81% CBC/DC,
creatinine & FRi&
baxiin

*pi3f@R A%
% CBC/DC, AST,
ALT, creatinine
2% 83EAE
ET—X

XA R S RAEE
% H2BEE
CBC/DC
xEHEBER .S
1-3fE A EHRE

*HEAE1-21B%
R AR EEYRE
BERS1-3EA
*HI3EAR EBAR
% CBC/DC, AST,
ALT, creatinine~
sugarsuric acid’
ZHB3EARE
_:')\_'

REREEA: S6fE
BRgEmis E
HA S5 A i BR

NA
O O
EEEARNE
W =0 PR 0 o
2, 5EASHEE
AR EMSE
N
O O
TPMTENUDT15
REEERES
B A T ) @)
AEFIETER
Bl
AEERORSE;
{Inizzzmwﬁrgzoae o 5
& labe
use
ST ERY
DU E AR Off-
IRz labe O
use
ERrELNE
FaERERE; R
RERTIREH off- 34
B LMEER label 5_&3;;
FREEE] A% use BER
8-10K R B4 #
s
BEEURS T2 Off.
HEMER labe o
use
’ o R
Use s
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\

ERIEE #{r
BYEER iaqd
REBAHERRE2 REBX BEEM -EmER- K3 EEoE3=1 AEMPREES
(A :23.7 mg BID) (82 MPAA + GCs #F) A AR Z 2 H % e
Voclosporin (VCS) 2HMER RS
AREZZIRE
2E
BRARESE 10 mg/kg/dose HEIBERR; EEHEA iR IE TEAFHREA FRE R
) E2BE—RHEIR 2 BEE HERERRBEEX (B TRREE; FEH mms
Belimumab (BEL) A—= 1ZEEBREGER) BRIESERE 0 msE
B RAS: TEIRR B2
15-40 kg:&2i8 200 mg
=40 kg:&38 200 mg
375 mg/m? REERR, #AMIRE BEIRE-BEREKER *K3MEBRRZE IRBHEMERE
FBE1RIEAR BX (EREBRERFA) ~HRMEIRKIE T RS S6EA KT =l s off-
Rituximab (RTX) 750 mg/m? CBC/DC lobel EERS
SUBIR 2% *S6EH hE use tafd
(Max: 1g/dose) 1gG BE
REBR N EREREE REERR; HEBRL BERERR (BHE EENcE:3+ BE>18mEE
VNS RERERE >12k BHAN HREZ) ~ £ IR IRE R R fTiER
5 >10pH =40 kg EO—HIFBRKAE
Anifrolumab (ANI) F4BEFIREST 300 mg BEH i A%
REZBNES
HIREB X 5
CNS &&
REHAEEREREE EEMARMIRE BIIREMEREIRE *3EERRZE
(RALgIVIRE 0,2,24, (BZEEAHFHA) B -BAMKEET it SeEA BE
Obinutuzumab (OBI) 26,52 38) RIREE K HIE TR CBC/DC CE %
(22 MPAA $H) *E6MEA RE
1gG BE
%
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s\ =5

H/INBE

RERBEERGR

B AL REIRE B ENERFRICLEFIES (49 50-80%) VRiZE AR
BEiE 15% NEE TR ERERAB FEUR [35]- A BRIV ZEIRBEEBRN
mERFIEE REMREBEHEERS (SLICC/ACR EE152>1:70% vs. 11%) °
REIRBEEREE 5-10 EMTEEERA 76.7-97.8% B iEFEEX% 70.5-96.7%; A%
ANEE 5 EEEXEMBHEFEEERRD 5% 80-99% 1 68-99% - REIREBREBETE
1+5+10°15 2 20 FEBEIEEFEX DA 97%94%~93%+83% F 83% - ETRE
EERENFE EBRAER 12 AAXREERE UKREBIREBRER HATEELR
RBEkEF[3]

BEEFIEHNEARARRSE UEERNREEE I SUBIBG SRS BEP
DRIEEMCELB BT R B MU [86]F L BT R B MER B TS
B EHMEEREENEIEIE (NIH activity index) E2112MF54Z (NIH chronicity index)
B aBRARKRYETRRABAEEEE[86]




6.1 IRES XA

FHASZ b K R e R EN I IRE B KB N RE B A ERE (86, 183] -
BRABYSEEERRSCENEHETRIRER X BREZINBRERRET A
BB -BRAREERREELEZEMLNER b OFBRRR - RRIGERE
Be =280 I B E B RN B A R R R -

B R ERECENBRERIERMAE LIKREREREE B RRE
2 (ISN/RPS) DHERMEITHE (RERN) [86] ZAMEFIRBE X BN DA/ E (
Class | Z VI) » UFR FER G ELAFRRAIHIE [186] - ERPR B AR RERE
PtREERERHNHED THEE D KRB NG a R B EE T RE - Y
REXTENIEEES (RET)[86]

EERR b B AR Y] R SR (R AR A BB B LUE5 A% Bl IFE U
BEMERFERY R AEZETUIRFR AEXKRFE (WMK- -SME B
AER1R) BEMK Class [I/IV RASF  MRBRTEEEHFKR (=1 g/day) BIK
Class VIRAIZE -HN REIREERE  AERAK >500 mg/g HIREABENE
THEE T i& B2 TB Y R > RARERZRAEE LR B8 L RISEFERE
HEHmE - BN BEERRERBLIREQKR MRNBINEBEMBRIREBEXE
HE WEERRBEELE 26 BRAGENBENBRES WEREERTF A
> BEERYI R BESERKFE Ex ASFE[6]°
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(&

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

k]

Class | fUNBEBIRBEE K
(Minimal mesangial lupus nephritis)

Class || BEIEERIRBER X
(Mesangial proliferative lupus
nephritis)

Class lll BEPISEMIRERS X
(Focal lupus nephritis)

Class IV B EMHIRER X
(Diffuse lupus nephritis)

Class V [EHIRES K
(Membranous lupus nephritis)

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

B R $E[184]

RIEE

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+ REZHMABDIRENIH GBI 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

REBX RN EERABRENBRAE R ERREEE  LUFRHAA
PERERERER RSFEESFRERNREMN (5h 2EEFERREEIER) &
REAB BR R SEC RS iR AR Ae R mE (6] a R R &N S 3 B A
$ 6 ERETER ERREDHITHE =25% 8 >50% LRENREERSE 12 B
REZFBDNTEBRER (RE+2) ERERREIREBEBRER ESESERE
RS U EERARE (T2T) RE&[86]- TR EAF D F kB AR B RIRHER

BB A ERIRRIN AR R EEE S A SRR ER[6]-

&85 fkiE

AEEEERETIERE 2024 KDIGO JREEB REEKRETEI53([86]22025
EULAR & B M ATBDRE /AEER[107]K 2024 APLAR JREB R H# (187 &

SERANRE S E R TSR

« RT—UREBBXREEERE SRR ETE(86, 107]

£ I5H
FHEEE AR B

e Bk
(CRR)

AE

UPCR~eGFRfRILE /52 YR

UPCR <500 mg/g;eGFR I8 E &

(£10%-15%) ; ESEENMEPRIITE

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

(PRR)

= (£10%-15%)

FEZRRE
(PERR)

UPCR <700 mg/g’eGFR HE={LBIBEALR 20%

J
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ARER

= AR EF

{2y

FAERZE

#EHF CRR + #8[EE2 <5 mg/day

eGFR <60 mL/min/1.73 m?

FRRHERAMIRE BREMRBEE MEX

RIEME BRERAE

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




6.3 RS

IREB K REEEE RRIEBERIESFEREIE Class |-l BIFE 4R RE
BUERBE AR E — A EEREIRE SRIME N R INGIE £ 15 ¥ i TR
REIIEERIREE X (Class 1-IV) BEEMIRER X (Class V) » BI R RN E a5
NEEHRE[5]°

B4 L aBEm D 2 THEYAERA (induction) 1 EATAEIFER (maintenance) ) MRS ES
[3] AT BEE R RERANIEREMEYNER L0 ZEBFBER-ER
B A BRI — B CEGE IS B R | LAT¥IR/EE (Initial Therapy) 1 RIEE
FEREM WEAIZHE 1B E /A% (Subsequent Therapy)1» U EE BN T8
BRiEEE -Ata e IR T LR S 6 AR ERERN BT EZERABEFZE;M
EENERE WBNEEeR IZSEFER L 3-5 F A ZERE L BE[6, 107]c

Fib REIREB RNIRAEEREE (B7X)  FEBKERIEDEE (Class
11/IV £ Vvs. Class V) EERBRERE  REERBENVREBERFRAS R

6.3.1 Class I/Il JREEE K

HEEEARMEA hydroxychloroquine (HCQ) &3 B EERSMNIE R TiL
B {sE 3 1548 AR AR » LA It FERA IR B BV ER R ZR R [ 6, 188]°
 Class I/l IRIBEZS RKHIEIREFERA

BB Class | 3 Class | REB X AHEHAGTER R REilFaEsN
BEREURANBIMEARRIENEERERE, FAOMRERER (prednisone 0.25-0.5
mg/kg/day) - MIEHE B ERIED ER G
- Class I/l 8#ZEHEK (UPCR >3000 mg /g) BISHIE R

% Class I/l 2EEHIREHREEEZHAFR (UPCR >3000 mg/g) ' FEEEIEERAT
IRE B4RRE %2 (lupus podocytopathy) o It 1577 FE EL R M VR B B R
(minimal change disease) ) BVR A RS E| £V EEREET/ARE (FIU0:
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prednisone 1 mg/kg/day) [188]-EaEREFAETHREBEE BEEEEER
1R UHEBRRIE D FaRVEE (6]

6.3.2 Class llI/IV (£V) IBEE X
Class Il ((FEp1E4M) B2 Class IVEEIEEM) IREBR (£V) BE
BRER ERRME GG a R

- E[EEE

FAEIRZ /A7 Class [I/IV IREE R R A IR —IR o Ja B M LAFF AR A&
methylprednisolone (IVMP) Fi%4 B &%z O RIEE R Mt T (R IR RSB A
I FEIRBE[107]

)4]

B=RE

o

 ¥14438%% (Initial Therapy) Bl=#:%[3, 89, 107]:
BIRARE S5 BEEIE 2 IVMP 10-30 mg/kg /3 BE= R -BAMNERFR K
F2 BAES EHNBRERGIRIFEAZE 1000 mg EAEMTEERRERENE
£ (#0500 mg) LURLEIER EEIAFEEB R RFFEN FREEZE T KIE5 1 E&
IVMP &R AE|2E7% 1000 mg/R > BERKEE MR IR R B 212 EETERR L 5T
B REMNES I EBFERARBNEE LR -IREEEE OR
prednisone FB4EEIEZ 0.5-1 mg/kg/day (BAX 60 mg/day)

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

COARFEEEEFETE 4-6 (BB W IRIFEBEAREZR LT REE <5 mg/day B4R
HlE RN EIMIFEER T2 ERERNES NEETEHERER B 1T
EBREP EES 13 EAMMYEREHE - REQKBE LEESRETSE
B R D UTE B B BifR o

s RTZURBB X BEERMERFER6, 107]

B EE st
$0-48 0.5-1 mg/kg/day A E 60 mg/day
$4-88 0.4-0.6 mg/kg/day B RE
55 8-1238 0.3-0.4 mg/kg/day ZELRE
$12-16 8 0.2-0.3 mg/kg/day EY g
5 16-24 B <5 mg/day B 1RER
K RHA BIIEANERREEE RIEBME /

FATFRKESREREIRES AR TR ETHRRARHARGRANIHETEERE
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- Hith&HHAVEEIR/AHE (Initial Therapy)

£ mycophenolic acid analogs (MPAA) Z{&%I= cyclophosphamide
(CYC) R EAIEIRIGE([6]°
Class lll/IVIREBXRNABRTAB+FEETEREE K FHEREER 2%
3k CYC US| ABEENE T E/E%E 2000 % MPAA BIHIRARMH T —FEEN
HE-BL2UFEENERAR FHEREESEIREHERENEEEREREES
H EEHZE MR AZHAAIES VB EE[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]- ZIEM A MBI H IR EEE
MPAA EFEE B HE AL CYC B E M BRI RE R EE[86, 190, 191]¢ 1t
MMM R EGREFPES S —EPE AR LM (n=161) k—IEG &/
RIFRZE (n=33) 98~ MMF £ CYC EAEE B E EEHEE MMF 7B ThaE
PXE (eGFR) HEHABEMEM CYC 4H[192, 193]

Cyclophosphamide (CYC) A > ¥R1TEK3E$55( (2024 ACR, 2025 EULAR) &
MZIEM A S EAE R BEZRE LR Euro-Lupus BEIZEAZE (500 mg IV & 2
B—oH 6 XBHE 3 g) MIFERNEEIES R -AREE REIEHRTHE
HREERREXNER BRRT7TEENMZEERBENERS - FEEHEANSR
EREZRERRUMAT BEEE2XRE—SEPAETEZIABEREINGEE
Euro-Lupus BEIES ZEAHBRENLZ 2 M 1R A E R ERRAVER(E1EIE[86]

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

&R Class HII/IV (£V) REBXEE (BRABEERRT—) TR
HLEHREE (FEEE + MPAA) NER L AR =BEMA R =F &L LUHRE
ZEEM B I FE 542 belimumab 5§ calcineurin Inhibitor (CNI) fFAE =%
24 BURR BENERAREE FEBINEREHERERRNBERE &5
=AMk Class HII/IV (£V) REBXEE SHPEZEERINKIRE BLEES
belimumab W= &% ($8EEZ + MPAA + belimumab) [6]°

Belimumab A &%t MPAA 8 Euro-Lupus CYC 4B =E 555 BN 5 L
ERE-HiZOEMRE R BLISS-LN SHEEHEE  aHEE AR EERSEIERNY
B fig /2 & (PERR: 43% vs 32%) E252 & B gl & (CRR: 30% vs 20%) [129]°
Belimumab $FRERAMN ABEEBEINRIR WNEERE- LR B RIER) NEE
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REB#WEEEA N FBRERRREMELR /D EREEREE[194] LI EHIL eGFR
<45 mL/min/1.73m?s MERZHIRE (>165/105 mmHg) B ETI R B HIRER
BEISMEEMEE  EEERERES belimumab B %> LIS CNI ABRENE &
M £3 Ifm JBR JR Bz [ 6]

MERFNEESFICES (IV) BETES (SC) MERK FIEHNEIES 10
mg/kg itE 02 4 BRAET—REREIE 2 BT 4 B—REFBIE - R TS
#AEE FDA ERANIREB RIARET 82 HalHARBSHERMIZE HEZE
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 FBIKHAEF 200 mg BBE—R - H 4 %>
ZREF 200mgE2B—K

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

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

Hth=8F%%: MPAA &4 calcineurin inhibitor (CNI) 7RRJ 4B = BB %
MCNI 2 E$E  cyclosporine (CsA):3-5 mg/kg/day A (BZMmAERE
50-150 ng/mL) ~tacrolimus (TAC):0.05-0.1 mg/kg/day DMK (B2 EE
4-6 ng/mL) ~voclosporin (VCS):f A 23.7 mg BID (REF E M EEH FER
FREDR AR E B &7 H R EVSHEREATZE) [126]Mcyclosporine AB H MRS
FEZEARPERNAENEECNI FREBIH T AME{C R RZRERERIN
TTEEEIEEE BARNNSE AR SR VB BAMRIES LR EBAIKE AR
PEAYIEBE M e IRE RV E A FR[196, 197]°Voclosporin B —R B I5A RS
BEHPHIE > % cyclosporine A BYAERBERLIY) H 2 FABE e UL 8IS E M 1 oY
= wahE) 1245 M - B{E4% cyclosporine #8EE > voclosporin EEE—XE A&
AN EYE N 25 BRRERAEE Y BAERRETLHRESAI[114]-
AURORA #8888 voclosporin & MMF rIZ8ZE1E5 CRR (41% vs 23%) » B3EZR
>50% UPCR P&igRY R (i RF[E{E4Y 29 K> BBE BN HIRAEM 63 X (HR 2.0°
P<0.001) [126]°
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6.3.3 B4f Class VIREBE X

B4f Class V(IR IREB XM ABRRKR I EABEERRNBEERZEETD
B (AR 1000 mg/gAR) MR ERIB A IR EEIg £ R % (proliferative
nephritis) RE: AFEEHTEBMM&RI[6]:
RSN TR REEMEL Class VIREB X BEHIR =1000 mg/g NEE
R R FEFEEEE S MPAASCNI F5EHA CYC [6]- B FERE 1RI% BLISS-LN
A BRI RIREE DT Belimumab $iR B4l Class V 2EHBEMRFHE (FEE
B/ &€ PERR B5E L OR:0.65; 52 Bk & CRR BSHELE OR:0.83) » FLE A&
i Belimumab 1% b8 B E B /TEIZREEY) [129]°

HREENE NG AVAL Class VIRER X BEHFIR <1000 mg/g B9&
Z R R FERAEERE £ MPAASAZA T CNI [6]- BRItAZ & mE I ERAR = 5
R AA L REHR BRI KB 2 AT ZEFEBEEERNEERE
AHEERORNAR B—BER BEAERENEEE  FILERK BRI
RIBERA N AR AT LR EETZYER EEEERRUEEREE
>1000 mg/g’> B1EERE A As EAER AR R ERFREBEBERNNNT A
LU R IR E R [6]

6.3.4 BEGRE

HREDIBRABINVIREEXRBE REEBERIAERED 3-5 Fo 2% 71T
BEAMGEZRBRETB ZREZF L E LR BINHEIE /s EYRE[6]o

MPAA 2B B4R REY) B S0 BGERHAS R BRER A NEIE ;&R
FHEMFER 3-5 FL L [86] - AHEIRIAER CYC BN EM AR R B EIAA MPAA 5
AZA[107]oLlE5h > Belimumab TRAIF54& 52 AR AEFFHA[107]°BLISS-LN SERER3E
HETRIATALZZ2ERP U R EBREZRE-SERCN FA AEIER
HAIRE 1 EBE[107] EEAVoclosporin s AURORA-2 (ERIFZEEERERE 3 &
eGFR KR ;MtacrolimusiBi® 2 EMERIBER ;cyclosporine I A H £
= AEERAAEA

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

AEREREERE CKD | BREREZRMERIEM

eGFR <60 mL/min/1.73m? AR <3 &

ay  PNE Amiwen
BRIREEXELRE REEA HCQ
mE . SemhmEsEwE
FEE (<30 m8) /B

2R >3 D EHEHEEMERE EEURNAEEIIEREZT 22

miE B BE T Y

BEBREEX

6.3.5 #HAHIREE X

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

HNMEMERZIRERE R EAE6- 12 BRBMNMKREINEVHBOBHKIEN
BE BRIEFAESE AT TR EREEA RS ERI R TE#AMI 2
Al 7B HEBRPT A Al s S A B I FE RV IR (R 435 Bl 0B AR ~ SR IR BFEE AE
FIE - sH R A R TR A E SR {TREDAIZY MR E (0 MPAA 5
CND) »BREEME—F[6, 107]RAAFAE RIS TIFH L T L (dual
therapy) #t#k A = FE 5% (triple therapy) S ER =FE XA S THMAR
CD20 Z¥(6, 107]°

£ CD20 2438842 | >rituximab (RTX) B4R E AR 8235 :375 mg/m? &8
—R X 4R K750 mg/m* F 2 B—R X 2 K (RAK 1 g/dose) AT SR
#9 50-80% MY A BETE RTX AREBAIEIDNTRAERR[139]  REBRR M
5t (JIR B#REE - n=41) B8/ RTX AIBEE NS HEM/ESNE (SLEDAI-2K:12.0 — 4.0)
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I BfEEE R E M (0.92 = 0.27 mg/kg/day) [138]tb4h > Obinutuzumab
(OBI) 5 {11 CD20 Btk oI ERE 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 L% 02222426 B R EH#=®
EEEIE([107]°

6.3.6 FFFRIB T - AR 14 Ui B R

Hitafm2MnERE (TMA) BEHNIREBXREE BRBRRATFEE
8% 6115 GCs~B #BM A B RS HIHE] s caplacizumab~ M #F B K Uk M 7|
[107] [198]°

EIREBREEZE LR TMA NERARSRIBEER BENERNZ U EMEE
HARRNBREE R REES ARG EEE[107] [181]°

Mm% /R D i S8 BEE (Thrombotic Thrombocytopenic Purpura,
TTP) a2 B k#5743 ADAMTS13 JEMBERE FEEARA MR ER S HE BT
#5685 (40 GCs ¢ Rituximab) - B EEA 14 %A A& B{E A Caplacizumab; R
> tEZE4)7E SLE-TTP BEHFHNFERKBNERNRESERMEEE-
Caplacizumab BYEREET AR 12 sU LBERE 40 AU ERNEVE aTTP &
A [107] [198]°

RN EN R MmYREERER (Complement-Mediated HUS, CM-HUS)
BIAZIC AR A /RS C5 HNHIE > v12EF Eculizumab 3¢ Ravulizumabo7E R EhE %
&> BEIESR Eculizumab E GRS E (AL = BEERESE (107, 199, 200]°

IS EIRBE B w2 (APS Nephropathy) B2 BN ERAMBEREESE
AR EERE T EE - B A E AR (UPCR >3000 mg /g) BEIMBAZERBEEMRT (
<2.0-2.5 g/dL) N2 E -EESE HMEAR ZRIEZHURGH6, 107]°

6.3.7 IFRZFEHE

FIEIRESXREBRENERRAIERERE L ©€1F RAAS FREE|SGLT2 #
HH ~statins K B BERER| U TIE R AR — AR B AN THEa R UZEEE
HUERAB A RET AR ABERSEEEN A ERAAS PREE (MNACEI/ARB)
ERARFEYERRASMEES LSMNNEE B E41F<130/80 mmHgoSGLT2
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IMHIERERRREREEBNEREMERR H eGFR <60 mL/min/1.73m? &Y
£#&> HeGFR <20 R A B R E /B A\ B EE StatinfERI KIS O M E
ES s ER B REEN T E MG EAKE R D REEH HIFIEEHE
& SERE bisphosphonates (BINAE T &E B:E18) [107]°

6.3.8 B3I B ) FE AT

REBXFHEEANEBEMRTILEERR RECRREEDEIEA—R;BE
ERNBRERES 36 B —R-BRABZUESHRIEAFTEERNTBIEISZR
BEPR 24 NEFIRBRRERTEERRNEE R X BEHBEREFZ PR ZHNT
EERLBEIRER/ANEEETLEE (UPCR) (T8 R - & RI1T  /BERB RIRRAMER K
/&R (spot urine) PR ZEFER GRS L IN > B EE RIS M/E2 5 R B RFIZ R
Al#HAS (C3+C4) K anti-dsDNA> B{EE B feTAME R EFAEREXRNTREE (
mERAREL) ARGER-BE LR KIEIER ISR MPAA RE  REAFEE
YIERF IR JB ES B I AR RE > INCNI (tacrolimus, cyclosporine) » 5 voclosporin
AEBREAMFRE[6]

6.3.9 BEE UEA

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

HEIREB X GHAMBRREE BRSERINERENERR BT AE
AR ESE TR O M EF M R AR FIRE B KE LI BRI IR
ENBIEBFERER EAEEF2RANMBEREH At EBHMBREN
EREHERE MBEBRRIREBEREHERME (9 10%)  BZARERRRR
g6, 107 - BMEZEL E MARENAEEENEHRRELS RRARATETES
HEBREEZR AN OREMOMDESHRRRS BEEZEMRARREERS (LH
RERRR) - B AMEIEAsE ME B EREBIES M ARES(6, 107]°ERA
EHREMET ZRBREBAREANREBRX BZERRFENSE 10 FFEXE
BAHMBRIBHEEA (HR 1.11) A ZEMA KR L ZREMNRZERBEEXZ
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MR ZRBEMNREREBE X BEERREKS BRZBRSENEEAER
HwRAE[107]e

- B B REIREB XK GFOMIZ

[

B R ERIRER R S8

|
! ' '

Class I/Il (JELE4RY) Class lI/IV £ V (384 5Y) Pure Class V (1)
v v v
KRB IMERRE QR FEEIR AR + SerinHIE &k UPCR /8
v v v v
BHEAR,ESE>EMTHMY BTG (eGFRRIRBIMRIR) >1000 mg/g <1000 mg/g
v v v v
BRI =AU ec ;’gpc“f CJ—;CCN' GC = MPAA/AZA/CNI
v v
SEHE =EFE
e BelimamabjCNI
| | | | |

ARRETE: 3EAZERR | >225% | 6EAZEBR> | 50% | 12(B AT 2ERAIIER

| |

EIRREMENIDER KRIFEMR (BAMIRES %)
) '
AR (3-58 L) e
MPAAE#E | A4EBelimumab $S5--F:EL | FiRES
EERE + 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 B BFEM®A Hydroxychloroguine (HCQ): BRIEBE 2 =ik
IClass | BHFEMEARE £ REH2MHBEE (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& Tl &K
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BTtE

Hithad B RFaR

EERENRREFIFREMEEXZ2HENILERN IREBEXAZRNAER-

1.1 REMERG

EERRERERETHEER NAENREREEET BIBT0NAER
B NHIE B RIC[17] /8% L FENNGRF R A B S IR B A u AR pEE
UVA/UVBHEYBREEE S (162214 SPF =70 #J12 M SPF >50) » W& ECE G XY 18 F &
o IE 987U H S JFERYHE TR [83] - ¥R MR FRPRHCQN ) B — AR A TR FE LUS EB
AEA T B3RS BEEEIEE S CNI (10 tacrolimusspimecrolimus) ; A ERF R G HAfE
FBOARSL R Ao S fEE AR o A P ek (B A HR R R E FE L B e S &4 B S H
tE AR ER P EREE N E— A aERRE RENPEER R BRIENEE
RIRIE » 58 4R AR E B EAMTX-MPAASBELo L4 5 BT & EAZASCYC RTXZE
AR KA BB EREREE - SR ENRE R R LR MRS TEIE
s 1B IEF(83, 84] 5 BELEAANI S BB B S IREZ MIER BRI . HHBEL
HIERREEIRIRE R A A R ERRED MANIZ R EEMARAZHE -MERRE
HME TATYIE2R—NEABREEZHERERS BEFAHERaERE
FREEZAFER; HANIBRIHARIREREIRBEZBEE BRERARESFE
E[201, 202]




EREA R R4

1878 BiR50% R EIRE BE L IRRERE[17] M AE R A KA RS
SRLEAIEE NS EREREEEERE ek TIEENRIBEYERE[203] 1R
BERARVRI N RIRFE 2 1R R B SRR RS EERERMERAEI R &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 E A B i H B2 2 REBRRIE S B ARy LR ERIEN1RIS
BRIl e E REATRR - REIRERE X FARRAZEZRUHCQA AR WARFKIFHELL
NSAIDs }ZHRARE FE & R e HI &l - B BRI RIE A £ BB AR BB RE Hithds
ERIERENEE fJBAZEEAMT MR BB aHEMSBERIEE:
AIMPAAR] SEZS B EERE[82] IE5h BELTR B8 B R BN IR SRR EERTE
& eI ERE R R B IER It B A EE A E MR [132]

7.3 BERRR )

ERERBERED BERBEXIEREIRANRE  ERITRATEAT LA
EIthIR& IS » AU/ 1L6-18% [34, 204, 205] M & AT BEKIEER AR B AIRE
SREFEMEXNEREERE BREMS RERBEFRREXRFERS VR
[34]- @R EIRBRIMET HIRRIT20%NEEIRBEZEFRERX BELERERE—
RBEE REAREEREHE REBREPEHERIERRSFETERE HA
SRIR K KA B s S BB I SE T el > MR R REX R SHAREERER
REIFERERE([206] BN O E K EMER TG RREE EEAMRUIE  FICAERIE
& A tHatem  fl e a B el B IFEE R R K 2 (NSAIDs) BBk 7K ALZR (colchicine) » i
RERARFEZMA O REERE -RAERNVEE TR BN BRREE5 | BRARREEME
1547 T 0 ) ) £51 A W ) 2 REI R 38E42 02025 ACRIRTE VA TR TE 5 | B 5 a8 LARNAE
DEXRBEERRENEE ETAZ EIL-1FHEMRA(83]e
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7.4 MiBRARR )

TEE BRT0WHNEERESENMRAREZZE(IT]RENMRERET
HLEEZ ¥ ReEFamikn/ & M/ weisl EEZ2 MK EZS 8RR
EEFR BRI R G AERE (B EY R BB RR RIFAE BR[207]- B HIRAIAERE
K an z MR BRI (M EEAAMRRED SR UBE IR E(CERE (MAS) Bim R 5]
MERE (TMA) F) B> B2 &k F R MRE B AL E B I » LR B 5 5152 kR 1 A 2R
EXENAR(83] ABRA R RIS BB BRE B S S 1TsFMle

7.4.1 g nBkRED

BB/ D RIRENAMMRBRFEZ — NFHEBEELHIR SEKRREE
8RR o Hp I BRR L AT R R e~ B2 SRR T AE TUEE (hypersplenism) 5[ #E[207]
HPNERFIRE B EERN B MR S3EP M IKSH B IR H s 8RR
1,000/uL®E FEREHEMBERFIHBRKNER T BERATRBIREINGIA
Bo st EHRBMERN P MR BEHEE B SRR T £ EFERG-CSF 8
BB A AREREERRLIARESENERE[83]C

7.4.2 M/ i

81 B EER - /)R 8< 30,000/uLFIRBEMERIIL/) VR » BB IS4
R BN fEE B2 a5 W Al S HFMPAASAZA~CNI~RTX~BELAD /S AF AR F 84 o B Ik =
B (IVIG) » E B B AR R EFE R B 2 T & /s> B HIRER
FRIEAR (BIEEENME S EEE B ) - BIZZm B R U EE R SIVIGH,RTXE
BAES MIERNESK RIS [83]0

7.43 HEZEYAME M

BHEEREMAME M (Autoimmune Hemolytic Anemia, AIHA) 2—T&RER
Bloy 28 BRSPS VAL MEKIIR M A E M AT BAD AR S o
AIREEETNBLI%GEHREREEEE AshEm -HP AR NEERRRE S
MBMA&T RIi8(48-70%) UEEEEE &% — 4R 8% 15 80%NEER/ZN ¥
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PRERER R VIEEEZEEETIMARTX[208]°2025 ACREZH M EIREF
HBRFERMWBRSZEANE N (FIMHIRRMERRN SRS HERIEE
) EFRBREMELIRBEERE S HEICES REKERD (VIG) 1,/ HRTXAE:
HY @ ERMBEREEIDHE - ERERE-NERFNERT BT E B A
B B2 S (4% e B N B/ A ) B B 4 S B I e R E A B B TE[83]

7.4.4 InbL A5 E(REE

SERENFHZ —AELZEREENRE HPafEmneiEings (
antiphospholipid antibodies, aPLs) » &% :anticardiolipin antibodies (aCL) »
anti-B2 glycoprotein-1 antibodies (anti-B2 GPI) &lupus anticoagulant (LA) - EiEL:
NEEREREREPTFEZREGE LB MERES T D F TR EEER AIE
7R EIRBEERNBEAEE(REF (CSLE-APS) [209] - 2#5A 57 & IR BB BT B IS E (R BF 4E
HER - BRERBEIZEPNMEENRENEERAEES > A4840%° H38-75%0 57
FREREEZVERF—BENRNMEIETAE[210]c

SEREBESHNBENER T EE TRREGMENIARE FEHRMRE K
BAFEMiz S R AR R B HRHRVI IR S anti-B2 GPIATHEER SRR S
B EARR MRESEREBE X B BENAMIBEMER[210] —HEA/ZHRLK
B[OgE M A ZERE ) BRAR M 4% (60%) FENARIMAZ (52% > T ERIEFR) 2R EIREE
AR ERE BERE RAVMRER - HEEmBEEEFN ZEREREMELL
BEAREFTENPEALRAFART MM ERR SR EHRCHREN KRB ERE
5 BEEERE2MACYCERE[209]- 5 REIRERAMBEERERETEES
HMRPRES BiFRRED/WREWE (ITP) HERREAm A (AIHA) Fo
—IHAHI0ENRENE A RER B iE R Rt B & B EAMIE G REIEEE
fEinAsfa M B E/2.5(F[210]°

AR E R B R B B o B R > KB M IR IS FE 1R 8% (catastrophic
antiphospholipid syndrome, CAPS) B ER B K E KT 5 EERR
B EZ Mz EM MR TR R AR EE T D FE L KR
ERBENEEFRERAERZ—[209]°

2023 EULARE = fui e % = E RIS I E 5w FI a0 i As i Ae AE A BV ER
hE B EMRITIEE R AE[84] 2024 A MR B S &% FREMBIEEREEEE
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FEASREMERRE W=EREEN) UG EEPREEFZEAFIMEES E
ESRIBURINSE - BEEAKEE KIETE (vitamin K antagonists, VKA) [211]°

7.5 HEERH AR

HIEBHRREIE (NPSLE) RIRBHN— BT RER R EMIIHEIE BRK
RS B2 7 K BB B 1B A /R R B B fEh SR AL M B M B R m S
R A9B 14-50% R EIRE BEWEE BB HEBHRF-ERETBE—
RABFERERNHERRE HERHMEIRBENRITRNS A8 ALRER
E234.6%[17, 212] - E REIRE P B HHIEUF LA BRE TERESH
SRERMIE TR - HRIERE A AEII MRS (1) BRI MR IR B2
FaER i ERE  MEHEMEM; (2) BRER R R EE BB E XM ERBEEN
SRR TR E ST A B M R FEIRA AT B R R (R E S IE HIEA R 3 R
[213]e

0 IR 3 A BR R RSB HEAR 2RI B —ARIFIR B R R E T R

B WHFRRA B MER U R E R EYRI(ERFHMtRE RERR R I EERERE
B SRR R AT RO (EEAPEERPRRIA) Bk A O I AIER  BRRME
B ISR R ISR IR S  MERR SRR IE & A A BE FE R A1 14 IR
B - EIREE DA INBEER EE I LIRS FEERERENRETETA (1
Ped-ANAM) [5]°2025 ACREZ:ZHSRIERZERI S IFIRIV 155l B EL ISR R B 1A}/
OISR AR EE(83]e

H R EHEBHER WIRERHERX MR HCEALIARR I 2 3814 BE K
K) > EEBEUAE EREERE SRS HFICES CYC-MPAAELRTX AR A B EE M
IR EE AR - TIRE B B K B R UKRE| £ E B E SRS AR IESICYCoIR
BlEEER BEHNBHRERARZIMGIE R 28 4 R E M SB I RRR
wE AR E BIMRERFFIRERIXRER (IVIG) R ER B FEREIRE
EIRE BRERNERESHEERERE R GG a R - BN KPR
EENE R AR BETBNRPTVER A RVERIE &7 (F AT 18

BERE S BEEHERATIRENN AR SR B EUM L E—TrERE
R[5 - A ERILIRENINGEER — R ERE R ER R MG E LA
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RS AR T EE AP LR EBIRRT Z B R R aR -BieRAIAHIA
A1 3 A R M S ¥R EN M R B AR S B LURL D A R A IR E -

3172023 EULARE & 2025 EFAYACR IRETS 5| W R AF £ Y BE 4 A 1
A EHRIENFRERFRIER AR AR R E T EY B RVERR R P 2 F W
bR R U EY) RE R HEBH RIS ERERSE[84]

7.6 HfthEEIRBERIA )

7.6.1 @2 MR m

B MENmE® M (Diffuse Alveolar Hemorrhage, DAH): REIREEEF
FEEARTEP AR RIFAEE E R 4917-42%89 B E LI IR ARIEREA VI AER  H
FUREFEREREXRAS R REMMEH NS —E2M FE R BEBENH AR
B i B 4 33 iE o ELER PR SHEB B 45 SR 83 1 VR IR SEEAK » Y0 P O B 86 (I 40~ Pz i ~ 0V
SRR e /T M2 IR - I 14 B A BB X S B 1= A AT FE B BB J (HRCT) L3RR 35 A= A » WA
MATRMAER T RE-—IEZ RO RMRER E84TAREREEEF HEF19
B11(2.2%) G2 B A RSN IMEH MM Ehofl(47%)E T BB RESE Rt
EIETE MM M RAMAL B M EH N EEEEFESEANE B ME
ik~ R AR K & U - R BB E MR E R Lo BEERE WIR /)RR
BSOS EE RS B R FIRCYCELLLAITMEERE[214] c AR Th = KB HE%
B B RITRE M AL A RS KIBRGIHR S ARG RTIAFT —ERE RS
EIEEU A 140G N IRERE 174 FEMMEE M E SRETREFEHAN
AR ALEEIR (98%)  HRACYC(54%) ~ M B H1(31%) ~AZA(7%)EFAR T 51 &
BKZE R (IVIG) (5%)~MPAA(3%)~RTX(6%) A K 1& M &2 4AAEFE1E (2%)[215]

7.6.2 MMEREAMmMEE M
MmEREANMEEMRE—EE REBr e kEmNERARERE Hi5EE
EMmE M AMMEED (Microangiopathic Hemolytic Anemia, MAHA) ~ Ifl/)\ix
B UREEA—NSREES ERSFENELREER 2B =IG) EHPE
HERFEREER EFXFERFAEZAFHREANER M EXRIERIEF BRR
EMMMEREFMEE M BfHEARNMLE RIS MMt E My IFEE A M
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MR EBAEEIREE (atypical hemolytic uremic syndrome, aHUS) ; &g 103
SR EMERARES IBAEIMMODEREAMEEN §RFRSIERE
BHESEER B MBS B8 IR EYERIE[216]

BT LEBISMEIRSN ZTEE IR R R B ul As B i i B R M A 4 & I AE
A -HPREAERERNEXREMOERMAOIMBENREZ — EEIREES
PR E LN %3-9%[216] - MORBERNMRET IREBTXRHEBREMMLE
REAMMEMNEEARIGE AARSNE X ERER - BENEREZR I HER
REEIGMNAYSE T BB A PR o b5 sz kB B E W IE MRS A FH (CFH) BE M
HADAMTS13EM B E RN —IREE X BE » B MRG58 0 B 6l 5K
O e 2 HRERE - HARBERENMOERESNME N2 BEZM BT
S EE P A R ENME R B R ERRE » WCFIEZCFHR2[217]°

EEIBNE MOERMINMENRIREN —ERILIARRA T HKRE/H
SETERRFABERRAEIEMAER, FIREEEPR FET R 5iE33.3-62.5%(218]°
AM—EENREEXBRYRIMEER™ MO EREANEE N RNZE
24 3%HIREB R EE[219]-Br) MEHHIRESHMOEREAMEE MY
BRELCERAR BRARAZCIERENGE  SHE2HRE RN ME &R HeR
LY AERRS —HERRSE N B2 E8RAEEYNES  RAREE
RTXIER 8B BB UBELER ABEE—BEREN A A ERMUEENTEE
18 W IhE A EE R B EE[218] BRAT hE ERRA MR AE ECIER
ZMmERMEAmMEE M B A E R EAmMEINHIE - HReculizumabB#WEE
RAEME EculizumabB—REEHE NF{EIgG2/IgG4EMkInkE  nJBC54E R
ML RinHEE SN R X R E ke H > —IH2026F &R 2 [EREM A%
MA2LIREMEXRHENREMDEREREREERE T eculizumabiiiE
200 B AR AR R BEE 48T (P=0.04) » R R EMRE RS AL EZIME N E A TR (
P<0.05)  BEHIRIAMEIETHBRERAZM E2MRIF- LG RIBT TR
TTP (ADAMTS13 ThZJE) R R ZYIEEEZER K2 EMAeculizumab A H
Ml EREREMEEXHEOREMOERE 2 BRHER B RFEARER
ZEANLABEEE[220] 9k eculizumab AR R EIRE M B K 5% AR M4 i1 & fm
mEBoff-labelfEf He EEERETR EH M aRRBRNMEZIEHEAM S
FR&EE(5Ef (atypical hemolytic uremic syndrome, aHUS) BB RE &R FERE

80



=[199]°

7.6.3 EIRARRE{CIE(EET

ERAAE{CEREEE(MAS) BRIREN—REBER G H33E Ef5 A THE Ik
E AR EE R CENE 4 M5 EEASMMBRNER BN AR ERE B
I AMRE S5 CAE (R B 45 AR A IR I 14 M B 4B A AR AR 1 4 iE (hemophagocytic
lymphobhistiocytosis, HLH) B9 R 221 e 1& R 14 B Ak » B R 14 &= mAERE[204] - B
AR CERBEASERG T aXAREBNENE~N T RERBERERYS
HERMRECEERNZB2E HAFEEEEA65.63%[222]-—IALIEEM H
MZTRE FA03 M REIRE B E T HE381 (9%) B2 ETH BE BT
{bIERE - ZHEEFERERERAE TR EREEESHEMEY) W: IVIGK
CNIso R EE AR EBE F B 7T BRI/ EFE > WEtoposide~IL-1 P
FlAnakinras K I#E BiafMiZ[221]0

7.6.4 IREMECALR

IREMROERET RNZES0%MNEBE - HALEERBIRERE R
fEAERARID B0 EEMGEETIESFE G 0AE DI BE R A EEARE
Ao EL R IRE M CBLK (Lupus Myocarditis, LM) B EERERHRE R ENRE
HEE AAHEERAS VERR BEER BEREOVNFRER ODRIGIREN
DR EEIESEEHEE RREREEESHEMERING SR LFED
IR LER TR ERE - HNIREMER O RAERER TR KB AR
3% BRAES KIRERS/ N ARG RFIEIT[223] —FRE 14T R AIRE M
DK B E R R AR s 95. 7% M B E B Z EEIRE A E - HithE R
ZY)EZCYC~AZA~MPAA~ IVIGK RTX 2T R EIRE M O AR AU A BB IR A
AR YA ERR SR BB EIRESHIVIGHCYCAEARE[224] HRE
AERBRNABE—DNZHROMAEMUES
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BNE

ZAERERREE

REI REIRBROSERAFRENAZRERR BEMAREELD ZEE@E
FEEERBIAET SEIEHIRG  RERBRIFEEE XHRENMERBEYRER
BERENARER DEHEFIRIBRRESSERETECHERIEEE-
AESHENEDEE a m ARARTAN R B IR RIS LU R AR B RE
AEmEA REEEMENRER
5o H B ARz i5e

BRENBHEGES URBBRARERTRREETRMEE




8.1 HEEEEETHI

RERBEREN—RETEEEMEENRE EFOERE - RRERESE
mE AR RREREE

8.1.1 PR

BHEELLEAEE RN, RIMRRE P ES E MBS R 7R sE A
25 HRREEE L AR R R E R oaf B iR 1 5 S B R R IMRRERER
WERINZE IMNEFFERETED 3 R ENEIERY) (R REIEF)
W FE BB RS R HREMEGES (SPF =50) B2/ X KERTE
FEE AR - B iR SRS B KB Bl B & R B B SR B AR ER R (226, 227]

8.1.2 RN B

HEaRE ekl -BRAERY HEHRBEE MR HEEHEREER.
EERZEBNHRR 2R BEERE RESHE- TR AEMAER HEZ R
SHEAES NERETRRERD U EERE AN S RREEFE
AEEABEX A MEIERNEEPEEBERNT -RR ZEFIMED BRI B2
EEYR SEED U EE ARSI R ERR AR B R EEEFEVE
FEEMEY o V2B UEEME[72, 227]°

BERREeRERPEABRERERENFIEREZ — Hil S HRFEIB 4 EE
B28% (WprednisoneEAMEIE£>2.5 mg/dayBE>31E8) 2 R & EFERIEFE
fRRR ST E 5 B A A RDLUR D B B K BN B A SRR AR FL &Y M R AR
BEX-BHESESTHERY LREBEFREFERRAETEEZD-SHHMEBH
HBRmA T Z T RIS E R K ER#1F521,000-1,300 mg/day- it B A5
25(OH)D # e 44 ZDLUAFF25(0H)D =30-50 ng/mL[228]°

HaHBREIE MIRESX) RERENCHARE  ZRREIMBR (GINE
Bt <2 g) M B IR A EE S BHEENE - B eGFR <60 1] Z [ERHIE B EHEUA
IEAE B IHAEREME (BIgN<1 g/kg/day) » M iEZ R B HERL & &AM R FTE[229,
230]°

83



BRI XEEREERR MER - MEEE EEEER) RIZ 2 M EENIE
RZ AR BEHEREES R TEEEREA-BRLEUR SRR ZFNERER
(MN#EEZED 5 -Omega-3fERAEL) A& X > MARIE(E RS A bR LR IR AR RS R BB IR
B&[72,227,230] - ERN BB F REXm REMZTIZ R[ERE (L-canavanine) 7]
SEFRMEBIRBEMN BEBRIEE[229]0

8.1.3 HIEZRS/EEN

EZRREREEEEFAESETEH WEEONERE RERSMIRALE
EREREAANSEERARFESERE P EREFRET —RBRE AKX
E 0 IHINRE L IR AS  EEN R BN HI AR R Bt SEEE
HEE[231] AT BN EEER A LS/ N Mra RS R R E EETSE
SE RS (Wi ES S ARK R 2 ESD) B4 32 R E EE IR
BEMASEEMES[232] WIN FRIEFERER KRR E N EREZEHE A&
FiEFIWHOREZ . B8H150-300 0 EH FRE RS EE B HEE/D2XRETIH
a4k [232] 4R R A B E E BB LN SR %5 B NG INZRR/EE) ; S5 (FHAR fEE &2
RIZES) W iNsa R N EIREEER AT U EECE R

8.1.4 B H
BRE R] SER BB D EEYI AU AT IO WIB N2 S Bl SR B 1R 5 AR , EEEE
IRAIRENN B Se e N S 12 14 35 3K Rt B B & B R e RHIE B (231, 233]°

8.2 RX#:TEM )

BN REIIsERBIM BN EE REREEENRK AR GREESIEM-EE
b RRARENAEREEEFRTCRE RNERZ — W r] SEA 22 R R 1E 32 [235,
236 MAORBEEREN A 17T% REEESRERME BE—BHIREIME 2
HAEIHR7R B R T R EUE =B EHIKE (S. aureus) WHIKHE
(non-typhoidal Salmonella) £ XBF1E&E (E. coli) RE R EH AR AN E
HEKH (Klebsiella) FEI1EE (Acinetobacter) EA4IEIRE (Pseudomonas) EAE
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=T Rk IR [237] 8 IbERAE IR EREE invasive aspergillosis (1A)
HZFE REFETXIGE > SEHMA BMESR CMV EHRE; S5 SR ARELEEE -
AZA~RTX~ MR B~ 2 IREBAEIRES HR A CMV M E RS TREE
Fo Mt ARE RFEH[238] LI DI & ERAFER EZEIR BIATEE
REZRRAMERNEERTREEER TRERBEEEP B HERUT
RAEZHNRBEERRS[239] A S ARBEBERSHRAIEREAERESE
AEES REIRBENGERESERS HEREBIR EEEXIET  MIKELF) 2
EATR R EEN/1R1515 80 BELA R YT 25T EE R FRr i sl RN 2L B T 2 1B » B B ER R H)
R B2 R R TR [240]

ItE5h>2023 FEUM R EUER A TERRIES | & [241]: R EERE IS
BB EFEEE Pneumocystis jirovecii pneumonia (PJP) Z FERS M8 585
EENIBIREE B2 CYCIRENAE RIXEHEE 25 EE2 (Prednisone >20
mg/day & =4 8) ' UK ESE| 2B E R (>0.4 mg/kg/day 3¢ >30
mg/day =4 i#8-3f >0.2 mg/kg/day 3 >15 mg/day =8 i) - (EHE = A IFIE
THAIEZEER SEERERR EsHEAE SRR - ZERBINGIaERE -BE
HEEKIE T (ALC <500 5§ CD4 <200) \RTXAE EZRIFEEABERN 6 EA) U
RAEA TNF-a iNHIE B S HZEREETE & prednisone BIZ[EE <15
mg/day> BEth @R E 7 B EIRE > 0] & EE L Tabh o

Y HE BIEA trimethoprim-sulfamethoxazole (TMP-SMX) (8 3 X
4582, TMP 5 mg/kg/day 3¢ 150 mg/m?/day’ EXRREEIZ 160 mg) > BRaI FERA
PJP SN TREM BB Z MR -H R TMP-SMX 22 - AMS B BE AIEE
€8 dapsone {EABNEY) (EHRIEMNHE G6PD t#%) ©

RAREI s [ EHRRME, B FERR ER AR B RS BRI A B L U EAIIE
B BNEEESRRREE ISR LUBMIEI[242] & F RIRIR B R 4 B
B B AAHIZINERRE LE OS5 8T B E & RIFER LU/ MEIRE
REEE LN IR BREREE RV BRERREE S REBHALZER
), AP R B BRI E  EF/IMEOMEE R, LUR N EE S AS K 2 84
[243]
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EHEEEFEREIRERAIET AT RREENER T AN 2%
F]

BEREIRBRENATHEER ERBREINGSERA TR ER BRI &
ERFrERERERENBEERRERREHABR—MRIRDHEEE R TR FER
IEEM R EEE I DMEFHE—REEEER R EMEER([243] B B iEER
A ERLZHIN R SR RE T SRARB A RHIZFEREEERERE
e L H EB4EMERR (B-cell depletion) HERI/AFERI2-4B TR LI H %
& [ I W FE R LA SR A B 2 SR PRI AZ [ 243 HIM R R INGIARZ REIR
BERE R EBRHITEEREEE[243] - AT A RSIEY  E—RIES
ZEilHaRZz REREZED FEMZ —BERX—EEMZ (MMR) £KE
wIAER R EENE T RERIEETREMF(244]; HIL- SEZEREZER
b BRI A R AR A 5T > FT L R AR B B FHME R B ER R - E E bt ] RA A E
BEEEART:

8.3.1 & EE

& T R AR R R E ~ e R I B B 2 SR B A () BB S R R | Y
EEI8 R B nE AR T [243]°2022 EE B R HRE2 S EE[245] . &£8H
prednisone Bl& <10 mg’> a[#E@EPABEIEEHRE ;& >10 mg {8 <20 mg» 75 A]
ZREBFEFRAEIFENER ;S =20 mgy AR REE RN Bt EMIEEHEZ
> FEEMREBEEREHRIT LUEARE RFE-

tESh EREEX RESREHIE R —RIRERERS KRIEEME G
b 64F R BRUFF R G & (HepB) AR FF R G & (HepA) S E 5T R/ 52 iR yE
B (IPV) BhR SEEKEZ & (PCV13, PCV15, PPV23)- B HZ A S RAERAZE
| EE&—(DTaP-Hib-IPV) /7x&—(DTaP-Hib-IPV-HepB) /B EK SR A ¥E B
ZR&a% | (Tdap) bR EEMEEE & (Hib) SARS-CoV-2 (COVID-19) ~ A$EFL2E
mE (HPV) EikEZ (18 s b BEFEREAZ E Shingrix) REMU IERRE
BESRTHRSBEX S E B HZES RS MR R bR EIA8 5 25
[246] MR8 BB H B —ARRE IR - B BB TR E6E A NIEZABME
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fRak BARERRWGRSESRERRER ERIHRWEIRE[243]

8.3.2 FtREEH

EtEEE MR E 2 BRER X BB RS - MMR K& &S B 48 &k
EH (JE-CV) RERBEZESE (Zostavax) EEFIEE AR FERASE 25&H0
B R EYHEIEE B SRR TR E R ERREEE BRIRR
AR PR ERATETT > M0 00 5% % PR B R LAPR R S5 (R LR [ 243 ], R B E IR M T BIRRZ - BB AR X -
RS (MMR) 1038 MK EE & AR ERAMTXAERE T [243], 5 2 2R E
R EARFIAERR R IGa Rz BE([243]0

8.4 (LM EfERR )

SERERBEEENBIWEHOLMERER F4XKPESN —REE R
[247]- AT BT IRE S IREN AR IRIE (L R B E AP R L OEENS R
IREH MORBRMARETR A978.5%M R EARZRIREEEE HIRF M EEEILE
BEERVMGER HPREIXE T - BEESCRABERIEE LAZERR §
E—FTIRFIFE LN E L EBFIRNE ERRRINGE EARELENER
= BB ERBIBREAR AR EE AR IRIE (LI & FFEFR O M E & iR[248]
HittEEEFeEsnE -miEEE V24X HEREERESERREEH LS
MRS EEEHRO=RIERMIE N B RHEEN AN E RRENETER
ERAEE(14, 247,249, 250 =Dz —WNR EBERBEEETEMOIF R LIRS
k= mE-ZHF AN REEE R ERNBINEREBE S E S MENE
VUEHEF-BEAMAEREREEERFESBIRSNIRMNEQRNVEENEE-B
FH-MERNDE-BEEFRS(RAAS) BEIH VMR R INEBRIEBEIREGET
B EE - EHRERIABEAZRNRTERREF-FEILL 8 2R EEHREFHIHIE (
ACE-I) fIME RREZASPAENE (ARB) N E A I AR —E B MIREsRIg[72]

LESh FEERMR L e —FREE HEREES - THREE I EKEIE
IR (B1% <130/80 mmHg) *iZZJE /D ESFET O ME RET G AR EIEMmER-
A5 BMI~BInRe - M B E RIBIENE U ER M A2 ELETEHR
HiMEwEE[251] - S & HMAIEEFE HELDL >100 mg/dL> A]& EfE M statinafe
HCQEMBEXR RO EFREN T MRIFERER BERREHA JAE RS LRESHT]
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RERLE R E B2 > W L e i HI B S E Y RE B REE R mIE S E - H I B e e
BERE - FHRERMEREE B GERREEM B TMEsa RN ER
REEAEBR[251, 252] B PR b 5k B B B B OB R AL BB it > W AR B 22 1T B
{EiafREEE Al

8.5 FRE{ERE

SRR AEEN 2 MAMRERE LHERRENSF VEZEREEEAER
BRERHIEE R ERRAE REZISARGSRE RS LI S EE R0 D
HlERBE—IGF 8 PREERKREMN EMERBIRIEE - SERESTRENS
B BFR ; FRIN I MNASE LA EERRER (Cushingoid) SMRNUHBHEIRB R R E
Epz[253] - EREREREHT NENS 2 —BERERESENRERIZEE, HRR
REEENEABIRAMAT LEEREEE - EERE - B - URZEHES S
REERRERZEERER I - BRI EHRIACRIERE (Flf0prednisone
>7.5 mg/day) TREARG & BRIRIE 5 A vl 3% 18 = B Pt INAERA > (REER PR L FEEREN M &%
BENEHE FRASIMEREABERRSRBHNEEE[11]0

HRFBHHEEZIEMEER A& (BE=2.5 mg/day BFE>3ER) &Y
RE (<18%) ' EENFARGA LPRESIT R L FRERERE— T EREEK
BT S LIRS RS ER AR LRl EREE S RIS E T BB E % E (BMD) A
2 W S HHERE BT (VFA) B EXERE  LE A RS BT [228] TE B AR (R &
FEHAMAERES LM EERAERGNRE R E BRI B L HT 5
HERD FRPETEEREAE -SHHRBERMARRE T Z T RIS EEKER
#45521,000-1,300 mg/day> ¥ BZRIM;E25(0H) D> f T 4 4 XD LU#E$525(0H)D
=>30-50 ng/mL[228]tt4h > ¥ 1504-1755 A FRHEEERERIZ>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 MH3,

EERIRERETRBEEIERERIBERREDERBRIIRE URESEE
EAfR R EERE - BE (R0 R PR 4T (2 RR B A %5558 I B g AR
/ EfEEERERERRE K ERREAEUERIRERTE B aigEn R af
BINER N 2RI - ZHEE R FERUREEREIEAFEA I REES
BREHE HITEIEEIZESprednisoneFMEIZ<7.5 mg/day - MNZEHIEEA
NSAIDs ekt o RAREEE A BN ITIR28B R E R, (=R LN BB INIT
IRBHA R 12 o] B EE 2 S MRE) fiE R 2E R SR E (WBCG) #ER
ERREYEEEZE BN ETEN ML L HE[8T] - HIRE BB N IR N
ARz PR B PR E - 20244 EULARM E S5 EEHRTIN T

« XTI REZHHANIRERENZAZHIARTL I Z AEEZR(87]

ke i A& %
2R HCQ'AZASTAC:CsA  EEIE (URIEEME B4 MTX>MPAA~CYC (3
(B2 HA) RAASHD I £5) "NSAIDs GEHAfER) W&  Ba/EESE FER

BFIVIG; BEL\RTX (EMIREIE  1-3ERKAIES)
TR B I8 AR AT R 22 B )

HCQ AZASTAC CsA;  @EFalE EEEERELE.  MTX-MPAA
BRI (ERESEE VG NSAIDs (REREH/R  CYC RAAS HDHIAIR

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

FA[EEZ NSAIDs (B IVIG
Ibuprofen) ; 85

RAASHIHIE (capto-

pril, enalapril,

benazepril,

quinapril) 4545

ELILEES
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8. 7TE&miBIA BB IBH F R IS B G iR RN

8.7.1 BiRiEaE

SERBEHIREMBERFRIAEEZ REELRPERE OHaRE TR E
EEOMEBREERERREIN ZEREIRE A HIR LI BE BB FE
R RHMENEERANFHZGEE BEEXEER G EE THRESRB I
HEAREANRIS ISR EEFHRESEINDE BREREIKSE - EEE
EASLVERE FRATEHFSMEDE REBRZENERER EEEX
T2 R EARBIE EARNIBEENERRAZENBRRENL FEaBRIE
MEHERNABRREZE - ERBREZRAREERENER[254]

8.7.2 ZEYENE

MR REREZESHERNERIWZE 2 eRAFFEERAME; 8
BRENRE BEASHRRERFHEBERERTE33]Fith BERBRMELLE
HEEER BRSERHEER @RS - HEEREFAE - REWEARE-ZEH
EEE EYARRE URER BEERHER-ERK L BRI EEA
iR ERBERBEE RS &R RAAEREERHEY N a BELE M E A8
RIVER MR RA BTG INERER REETHARPFARERER U
RABEHAENERIBTE EMNESRREREERE -BENERHED
EHRB MRS 9 BN M A ERGIER ; LEHEAR AR A& B
R ETEEAKN 1 HAMEERFER R 1 AR RES (N A ERE RS
BRIEEER BEREZF - HEHEEEERNEERBEES) AR BRESS
SEEX (BRI ERTIEN EAM 1t TEOIEN) RHEEE R -BEB
BERMEAEREEBEELSIE IARRARERE REELVF) BENAEE
WM ERER B R EIERII[254]0

8. 7.3 Bt EXF
REEREZENEEE IEE S OVREEE  mRASNERE S S I L
EE - PEERERNERN#SEROVERE SRS Sr s ERERRAEER
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Heo—THEEMHEER F181URERENT VFH B RERITELT OE
FIRE e S L OBESE  FEIR R BB E R U R A AR BBERFENE
FHREROERE[255]- ZHOMRTFELH K300 E D FRFERARGEE
R FEI4%ERESERES BRBEEEBEILREEE &B[256] R &
BT RNERT AR EENEEENABE  BtTsMRE~ FOFERE
HRABRERERET BENERE M) AMEELREBERRRRZ -EIE
BRI RMEEPZPERETSHETOERRGEEBKI L K ERRFE
MDEEREAS URMEBERERXIFENT A

8.7.4 B1i7/{BERANRGE

SRIGESURBAT O - BIFRZEARRIV, RAREAEASEE T EHBRE
B-EEHEFEANATMEEN AR E R NILATR HRERIZRERR AR
EohiET AR IERRE N FHEE R B AR E R E N o BN A REBR AR
BHHRBITRREBRENSRARER 8 RERNEREE BHRESHE LA X
shBREERE AR TR E R EIRB R E E 0 REMR T IRR R B
fT RS EE B /A E LA LA FRIE[254] - B IRER AT B AR 18R
2 BRI EAE -EREH - EHREN =K WERREOEL SRR
HiRERETIETNER[254]

B RS/ RETX D BERFEARRE B[S, ZHED—REHR
B pi Nim £ RIPI52 LR a6 R ; L EHHZ I W RS B R E B AR5, s © HAET
LR 2 R M LURAZ AR EC SR O A E RPN A D IR ML S H B BT 150 ISR
FHERT AR [254] BT M D FE2ERREREARZRR RS X REREA
A EERCIVEEG EAREKRL ERRETR W ERLUSREY REE R
Bhatlh  SE R ERR R BRI A3ME A AT B R M MR EREE AR
[254]°
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8.8 RRRE ,

I EMEE R M R BINGARNED R EIRENEREFEEREEERA
AMBENEEFERNERZEREES BRREIHTETEEENFIR HE
HiFE R ML EmEENFER Z It KRR ZEIRBRERUNERERE (
treat-to-target) | B2 ME#EB& & (precision medicine) 1 &0y 1R IB(E B HE A BIEE
ARRIFEARFREET A AR THRRFHARNEMmIES 2 X R & FREEEE
EREHEYSEN LUEEIRA KR IL AR EBG

AT HRIERAGE RERENESmBEREHNETE  BRSEZ(NE
PY AN BRZESME » TR(ET ES RE R R R B VA% B B R R M R RE R 8 o b — IR T B8
EESERZHRMIENEEY BRELREREEBENHRARENE - BE5ZE
BENTEGRSHABREAARE FEEEE AR ESRENER E—FE1L
AERRI(EERREZERRNBEHENER BT EENE A FAMRERE (W&
B AAREFEIECAR-T MG ESE) EEH AR BRARHERPRIDBETENU RMHS
RRERIEEREYEBRIIAILE RIREREBBRENERARMAFTEEHL LS4 H
REIMR A A R EIRE T R e A e B2

L5y REIRBHNREAERRERNESEARS  VIEREZF ERAF A
BRRMEREREFHEIRARNEHENABERERANAERESEREE
BoAFARESERENBMEABEXBEERHERASIEP BUBRSHEHER
MR ANRERD AE2ERARERBERENRAGRRERE ERE-
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BNE

4k

TUTATY T = |

SEREBENRGREREARREES (TAPAAIR) 2026 F4IE 2 REIRER
EHB ABRREHUREREAZONESMEZESS | R e2EmE 45355 | &
RATFS R ERR B EREENRSEN1997 ACRDHEEE  ARFTE HIE
— S HHEBRIME S 92019 EULAR/ACRD SEIZAEE T INEST 9 - AR B 2RI E
AERREREREENE (CLLDAS) » il 3 — 4 2 [m){= FA FE [E B2 B ER PR 45 7
(cCR-0) oltb¥h 355 58 FAREIREE AEReFRIZHEHRKR SR BIEERME
(TUBEPAME R KAE) WA HERIUEEER; AL e REREE AR R T
BRIERRBENRER REREE RES I FHEEEREAMRIER-

BB A MM ERSEAR L REIRBEZBRARER RITRBME AELER
BERHEHE WRBIREEBERABIISRERFART DR L ARE IR ERGE
B FRp SRR EREEY) 2 B AR SRR A SE M B R SE R TR
I8, sR{CER AR B AT A B — 31 o

REIREAERWERA " EBEERARANZE ANBEERZ SHEHISHHAEZ
ERpEBRENEEN TMAREHIZERE SRERSEOME R SEIEE A M
R -FR &N 5 B R HAR R EN #5151 EREE (transition care) 5t UHER
REREIEFFETEEEMABRRE R EXFERRENRREE




o PftER—:

1997 ACR

=2 MHANIRBE D ERER R EREF Z s HER IR e iR 4

4
L

A &

AR
T

B MR HE

2012 sLICC
FHEE
21 B R

(= HIRIE R

2019 EULAR/ACR

=EREIRE (69)

1EMEREIRE (FRE0K
E5MEBRIRESE)

RAEIR (FEISERME
> 21 A ERAEN)

(o B K B/ ELFE

%)

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

A IS R A
U3HE (seizure)
IS fR R AE AR
(psychosis)

IHERMIRE

BIRR

(REZE = 2ERIER FERR

HEEHFERE)

(AR O EREREE

B—RIIRRK)

LBV R TEIRENS

KRR
2. B R

(BB > 0.5 g/24h 5§

RBC casts)

K

(FBi&E IR HRIEAA BB/ 2

HIER FEKTF)

IHERMIEE (29)

BAIERIRIE (693)
(=2{ERAEN IR B RAE R
RYRIR: 1.RAENAEARER2.
FEBRESHEE)

MBS O BLIEARR (599)

=EOBEX (67)

24/NFFEEHFR > 0.5 g B¢
UPCR >500 mg/g (443)

fi& (597)
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&

Ak

ANA

R
ks

s

Coombs
Test

1997 ACR

FEUTH—:
1. 7AMm4EEm
2. 5HmEk <
4000/mm?3

3. MEBIK <
1500/mm?3

4. MM/\ik < 108

/mm?3

R 1%

FEaUTH—:

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

3. MBIETES (+)

2012 SLICC
WHIEE

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

(5 1

Anti-dsDNA (+)

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

C3~C4 CH501&F

Direct Coomb’ s
testfa 14 (TEEAM
MEMBERT)

2019 EULAR/ACR

HIMEKET (352)

BRE®RZEAm (493)

&% > 38.3°C (299)

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

Anti-dsDNA =X
Anti-Sm B51% (69)

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

C3 8¢ C4 B IZEZET R
(393)

C3 B C4 BEMIZET
R(49))




o BER— ATBIHIRE R EBIFEEL 2000 Systemic Lupus Erythematosus Disease
Activity Index 2000 (SLEDAI-2K)

R8T SLEDAI (RMMAIBUIREHRRIEENIEEN) 7t 1985 FRAZE  EA%E SLE &R

SEBERRIEIE 2R ERIBhR A EHR B2 - REN MR EEE TR LR,

H B AW AR B - ERMNNREA T EBS NEEERE B8RS -

SAT  ERPRES AR A L ER A @ T (DERAES M ER BERARETE

et AGLERERE e B RR B AR R AL 2R ABIRBEZANH

ZEEPXFEE T SLEDAI2K EFXF B HMREN LINIEEENER FHESFEN

SEBMRRRID R R EASECEEIREFREREREBEERNE R

- 1HRBATE SLEDAI-2K 8R4 SLEDAI = E4ERE (r = 0.97, p = 0.0001)°SLEDAI-2K
T2 IEE MR SLEDAI R EER T EHEMNER LEFMHE (B 3@ ME
) o

- FHEBFRIEEE HEMMIHAER 10 RNMERRRIR -GER L IRTER S RS
Al 10 XA BF LA 73e

« FEAIRES :SLEDAI-2K EA[F44 SLEDAI ETBABE X S EmABREMEEM (p=
0.0001)

- A AN: BERFEAHD (FHREBERE) &EFXEFEENR 0 D

- HMREER: BEHEE 0-105 DR BHBERARER IBELS

- EEMLIEEENS KR!

HE (H8) BERES () R
8 ) EHREEE RO LR B 2
. mmmER OB B ERGR RRETHS HRREE
B L MEMRR
. S PR DA A AR RS B
_____ \OrganicBrain Syndrome)  fitkB|YRK-
. Al R SR A S SRR b HEAT
- \visual Disturbance) mE-RRIFEYRZ
8 BRERE BRSO R S S B AT o
- [CranialNerve Disorder) =~~~
R I ———
_______ 8 (lupusHeadache) ~BEFERRREEELESR
k==t
g e OB P L BB IR AL 3 e
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RE (98) BRFRRIH (1ER) T B
g Mm% BB BRI R IS R AR MBI B
____________________ (Vasculitis) — FKsmSPREROOER
A AR 2 AR SRR IRREE S R PR (B
____________________ (Arthritis) — REBERxE®e
4 ANk rimAN PR e i /7> B#KE CPK/aldolaseF &
____________________ (Myositis) ~~~ =HBE/MAREE.
}?K*EE ot % o
_______ Y (nnerycasts)  CRESEEEERe
R BEEEET >5 EALMEK (R4 A R E
_______ Y (Hematuria)  ®e
; %Eﬁinuria) 56 3% S IEHRIR AN BERERTR >0.5 g/24he
4 ChEe FAREF T >5 181 MK (AR -
"""""""""" B emwmeswes.
2 B B ISR
e = .
2 - B N S B M AR
TR A
= (Mucosal Ulcers) RBEsk &SR
2 ?’g’ﬁfﬁsy) BhAE 3 M RE B SRR S TR R e o
5 DEERR D e B A R E R e O EE T
(Pericarditis)
KR A 0
5 e C3+C4 5 CH50 & EEE TR
11 DNA FiBEF = Anti-dsDNA HBER A E 2 468 (R ER=EERT
= (Increased DNA Binding) >25% binding) °
"""""""""" m/vRIEs
1 (Thrombocytopenia) f/)\# <100,000 /mm
""""""""""" jﬁl--‘:-:-"-"""-----""-"""----""""--"--""""----"""""""""""""
K 1 Eeuilggiia) HImEK <3,000 /mm?*> BEBREEY) R A o /
XERS |

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)

REEEETE (PaGA) E—ERERTERAIET R AT REHER A AN
MIRE (SLE) R EBIEN B - LAB MRS T4 (PGA) 1B%H4EAL > PaGA 121
TRERANGERIL BRNEE TREREETABEIRERMER
REREGHR (PROs) £ SLE BIEF HEZ R ER HAELER E T A&t
RMEBHERNRZ MEERZ A AT 2 RIRTEEEMAY T o A TRET B A
HREHERBREEENRNEEAREZ—MNER EOB T RRERAMAE
FREHMENEE M2 IR1TPaGAR I E TABES K RIS L T REHRTECSLERET
HHEE > 355 | R B EAPRINTO/ACR juvenile SLE Core Set Measures for
JSLE ImprovementFHIPaGAZEITHIITEIEES » LAK PROMIS (Patient-Reported
Outcomes Measurement Information System) JRBRELE RS E N RFET
HERERIET AL o

PRINTO/ACR RRERMAIEAIHIRE BB R B E X 0HEEE

(PRINTO/ACR juvenile SLE Core Set Measures for JSLE Improvement)
T RERENERAREP BNREHER D VRREENS B ZFEEEMR
AR AE(CARZE » R It s Be S TE ER R 2 o 43 7 MRS Lo Rl B » B IR\ 52 BV s sl B4
4 (PRINTO) BRI RE/EREE (ACR) &1F BB T —EHHcSLE aERE
R EE R (5E) UL ERRIFZE S TR D AMER TS BB H 128 (REER
HaHt > AR T —(ER A RFERNE - SUE B RIREERER AR
2 E— DB BEERAR G H B2 R EERE MY ENREL RESEE
BRI LR ERERERRY ELE 2
EHrhParent's Global Assessment (PaGA)MZ D EHK R REEER  HEEE
BRI EITEREBRRERAN A ZBRAIRRER TG EA10 cm VAS 5
0-10 BFFNER 0 = BENRNMEE>10 = BEAKRIBE
(5£)PRINTO/ACR B EE HBIZOMEELERIN T -
ZEREREUT 5 BZORAEEEFR E/DF 2 IBREFNSES0% U LB
FEFEREPASHEAE 1 IEREEBE 30% & 5 I|EiZMEREiE:
- BEMHEERERIEEIERNHE (PGA) | £/ 10 A7 REBLELEE R (VAS) HERT

iHMERERENRRGENREE -
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- 2EEFEHE T A (Global disease activity tool) : FHREEUNEHIREEZSE
A& (ECLAM) ~SLEDAI 8¢ SLAM & T #1751 ©

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

- REFHREBEEUNETE (Parent's global assessment) : £/ 10 A3 R E
fHLEE 3R (VAS) B B E R BB FEEAL -

- BEMERAEEREFE (HRQOL) : FEaREREMS (CHQ) REFhRPHIEIENE
E 98 (Physical Summary Score, CHQ PhS) 3| 5 Z A S BEAREEA N ©

I PROMIS (Patient-Reported Outcomes Measurement Information
System FRIRELERAUEFNRER)

BHRFIPaGARMUE—D# (BEZ 0-10 MR EELER VAS) ST LA RN
HEMEHE BB BNESR BEEDTOBEN B ISR RS R VRS
BRI S B ERREBAME# LS H M N A AL 2 T PROMIS RHEEEIE
IEERZRT (NIH) FEEZENRR EREESS D EA BN MBS QRS ER-
BE) R EREREAERR-C

PROMISZERNEAIN8-185 5 & E#ANA202452 CARRA/PReS-endorsed +3#
FARERBHREER (PRO) TR-EHNEMILIEER PaGA MR EAIRRER &
(Expanded Dataset) B9tz CV4R 4 » FALUHETE PaGA A 2 IR AR o4
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+ MORT-I[5DENBRE AREZEEERRER - EERE SREOERRE-
BHEREBEE - UM EFHFEME L BERRRE-SDHEBE AREEE
BB E RS EERBE L FERZSHE-

HH FIREEL Baseline J Follow-up § Annually | Flare/AE

PROMIS Paediatric

. 10 \ \ v %
Fatigue Short-Form 1

- RERS -BINERFHMEBETRIRAES:

6
REAE : o .
-
12 i3 i[14 i[5

1 AR ERRHER L2 RHERE

5 ?r‘?'jﬁ%’ﬁﬁfﬁii@ﬁﬁgﬁﬁﬁﬁﬂﬂﬂ []1 (]2 |:| 3 |:| 4 |:| 5
RITs It : - : : :

3 BEEER. 12 :03 >4 s
4 BEBSRIIEE EDl EDz §D3 §D4 EDS

5 EaAES REEREELEEge  []1:[]2 ([J3 i[14 []5
6 Eaimts mwmemEEsamEe [ 1 :[]2 (13 i[]4 {[]5

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

10 BAESTEsiESREEmnEE [ J1:[]2 i[13 i[]4 {[]5
. REEEER - MRERCTEAETRRE

MEAS

REREFGEHETENER-
HRLEIFE5Ro

BREIE R

BRI O
ERERFGRENE O
BRRBZREIZ R
HEROFFEAIETHEEERS Lo
e L L PREE BT E REIHE O

o ~N o A WN -
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158 Gk Baseline [ Follow-up § Annually Flare/AE

PROMIS Paediatric

v v v v
Depressive Symp- 88

- REEBENR - B 2R TMEBETRARES:

MERE . uep e | &
e o
: 2 i [3 i [J4 i[5

1 BEEELEREIESE 1 : : :
2 HEEIE- O 2 3[4 ¢ s
3 BESEREERN—mETEE 1 [J2 I3 : [J4 : [5
4 REBACHERBHMTT O O2 O3 4 [Os
5 HEEIRE- O 2 O3 4 s
6 IHEFEHE O 2 O3 ¢ 4 s
7 BREIRRE o 1 2 s[O3 2[4 ¢ 5
|8 BT BRERRREE. D102 103 (0405
XA
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 [fIEE0P0 : BEEMELFEST( Physician Global Assessment (PGA)

EEMEEAS ST (PGA) 2 — Bt B HHLE 23R (Visual Analogue Scale, VAS) » [z BRERIR

BEEMH RA A4 IRE (SLE) BiSRREENERFE - PGA N2 & FH Liang

Z AR 1988 SR EEMFEA 10 AR BB ERFTHMEEREHNE 1991 &>

Petri ¥ AIETVIE L M B A B AS 5T L 1 55— 1055 BRA 0-3 DRVARBEELEER 51D

BH LR ARIEN =1 285 BIRRERRIL (flare) o!

BEf& > PGA WE S EIZ(EEER SLE st T A BFESELENA Z{E358 (SELENA

Flare Index) ~ &4 1% i FEF5 2 (Systemic Responder Index, SRI) » U R IRE(RESR

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

BN R R mEREE (EULAR) B RUR RS2 S (ACR) B & &1 PGA AR SLE Y

ERRET Ao

PISCOS EIPEIRAE{ Lo

Bt PGA EAREMRFEANERRE FHERAZENTD AN EFETEE 2022

FEEFRM PISCOS (Physician Global Assessment International Standardisation

COnsensus in SLE) ffZE S 1E1IL PGA ¥ R E PFRAZ A H &2

FHEREEF 2 A

- FHMHER PGA A 0-3 RIRBEELEE R (VAS) 0 AR EZEREE 3 91K
R EERENFEREEI EXRPEE 1M 2 MENIPELH AR HEREEE
DEAKPEE PGAB M2 1R A AME—FrmR 2

 [B—PGA BEIREF D HT\?

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

(A) PGA IR EI—f6% 0-3 BORR B B 3% (VAS) H8A0 113075 S IR 8o B BB
SEAWNEE 0= FHFED0.5-1 = HERFED >1-2 = RERKEH>2-3
= EEHFED
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(B) PGA MIEFETD AR 7E 0-3 B VAS EUFEEZIELIET (FARE— U/ NEH
FEEAEE (BT 0-3 2R EER 1.4)

- FHERFRIEEE  PGA BETEFAE—EA AN EEEREEE 2

- FHERE PGA FESTLEREREHE TR MRANBERENERKRER
=R BHREBREREURK MEREEN RN T BRIEK 2

- IR EER EEKRESTNEAMAILETT PGA $145 BESR R ScHE—(I E&AM
TR RETTD UFER B2

BRPRFEF

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

- BERREE: PGA EEREMERKRERE  HiT D AMEREE TR EEE1E (izu
SLEDAI-2K) K& %1E % (flares) 2IREEERVIERRD EaEisie 2R EERA]
ERARREEE M LI S PGA DE (1) REBREMEETRE (
HRQoL) FrEAE IR SRR EOIEREEE BEE MR EERENE
BRECIER

o BTRIFEMRET( 2023 > Clowse AR T 5E 2 PGA(Type 2 PGA) »EF9H
FRET(h SLE MR AV (R B8 B2 R MASTE) - Rf 7 E4 PGA £
ZRAFHE—EMEAR (R ERY SLE MR EEKER) AR (R=)°

o ElI=~Type 2 PGA s¥ 0 2 iE:&155/°

AIRER BARER
TESEARES
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

© BEERSERNZEERSENREES

- HESENERE

- IBREIEEIBRIRER

B PGAZ0-0.258% B E R 555 B (Type2)o
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fie

H
=14
Hxi

RIREEIR B H Type 2 IEAREBA B Bl AT EINRER EVERRENR T8
421 Type 2 PGA D&

- Type 1 PGA §F49:0 XK type 2 SLE j&&8); 1 KREEES) ;2 KARPEETH;3

REREEEH-

- BERANERIERY BEMEM type 2 SLE SEARRF > A BI45F Type 2 PGA D&

%00

* Type 2 PGA 387 1.5 (B2 Type 1 PGA M) RIA A MRaRIR{EREZRZ

R[Ee

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

Ao

- BMEMEIEFRA type 2 fER & HIR > WER B ERRE A T2AER A EHIRKS

B9 Type 2 PGA 8o

- EEAREERE Type 2 PGA YT - EIREERIMI LR E MR R AJsc B3R

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-SDlI)
a5 EA
B BADURERSREENAITIEE REEME R KRR - BRRTE T TR
HEELD6ER-

. EMREBIEARED 6 EABTRS 25
- AR A B
. REMREWETRENE
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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

MV
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
ER 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

IA 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

115



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

(0]3]] Obinutuzumab

OR 0Odds 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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