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IgAViZIT BIRLIEIE KB, 18 T im RSk

— JErE T A

A AR AR R o e A R b B T A
Vil R I2 Y7 48 B B9 48 5 50 (2022 Jil ) 7 05 vk 5 i
FEHATIEIT

1 A5 FHIT TARA R A A TE /e i rh AR B
LR o s e e R o 1 ALAE LR L
1 WUR e B AR IE B 22 55 24 B XS 5 Y
VAR A 4648 R o BB AL G4
B RN KA LKA

2. e T AT B A [ PR B8 p VRS
i W 1k F & (http ://www. guidelines-egistry. org) 71
W, S : PREPARE-2022CN587

3.fEM A S AR AR AT M G T4
B AL L XGRS e B XOLREEE . 46 R A
B UL B AR AN RIS B2 1 1gAV L.

4. Il PR 7] A3 e RS AR 5 i « A A5 2 &
G4 b 1AV U EL R R A48 9 AR G, BB
Hh IgAV 23R T e A e 20T AR O 4 i PR 7] 28
B PR RECR M 1R R R SR THE B IR
I R (R3] 3 o Sl — AR LR I B — 48 % K2
T I DA I et ) R, e 0 2 14 1 PR 1)
R, UG VTN 2H 42 BRONHE 1780 0 R 4 Jy 174 S )
Xof g5 2 2 N R I DR ) R0 AT A A R ARG L A R
Pubmed . Cochrane Library . Web of Science . H [E 4=
Wy s~ SCHR IR 95 22 48 1 7 FIAREE IR 55 F (5 A
R R 2 , EEEN A RGEVPAN \Meta 7387  BEAL
Xof BRI BRSS9 0 BT 5 i ] 2R 51 25 2
BB U o A6 R I E] 24 O A A 2022 4F 9 J
14 H kR F REH 93

5. SCHR R % « IE4E A 2R S8 U S 45 PR [) et
H1 2 2% E AR DY A 2 R 57 2 S 7 1B SRR, B 7 9 ARF
& H A R [R) A SCHR , 58 R 8 5 PN AT
Xt

6. UEHE 73 2% ARSIt 2H 0z ] R GEVEA fi £ X
B TR R AR RGN  Meta 73 M7 4T
i F3F JRUBS: PEAR o {8 ] Cochrane i faF JXUBS: 741 T
HCEER BEALX BT E ) K 2R iR -8 R AR i
2 CEE X WLER R BIFTY ) A5 %8 AR 2 28 1Y) J Ay F 90
F105 2 B PPN o PP R R 2 Al S 5
B, 5 AFAE S B DU m] 3] 40 B 00 58 = i
AR B LA S DAl TR T B3 5 R R e 4
FHEAE B UL AT 3 9 (3 1) o X T8 43 JE ik 4l
SCHRF Y I PR T, A B A L Kl R 22 5, 2 hi
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i

BT R IR AR B L, B R 4 592 2R 325K (good
practice statement, GPS),
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S A FA B SUE HERE L. i 23 43k
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P )L #E XU S 56 2 21 (Paediatric Rheumatology
International Trials Organisation, PRINTO ) & K| JL
. XUIE R 2% 2 (Paediatric Rheumatology European
Society, PReS) A ] i i Z¢ Ankara 4328 b iE , I 18
TN B B 4 5 51 (GPS) o

JLZE TgAV i Tk Z B — 192 Wik &, 2 W
TFE AT I RS VRN S50 28 A Ay, i e = [ PR
NG IEEELL . 2008 4F EULAR \PRINTO . PReS 1A
AJ Y Fe 2 Ankara 43 EBRE, 2 AR A B [ BR 8
HHMAE T RIT R, I A X LB ST T LT85
JIE. % EULAR PRINTO PReS Y 53 F5hn i (3
J¥ 100% , ¢ 57 [ 87%) HL T 2006 4 EULAR , PReS
G2 FE L (RBUE 100% , 5 57 E 69% ) X 1990 4F- 56
K 27 25 (American College of Rheumatology,
ACR) 4 HSP 73 2§ F5 i ( R 8 100%, ¢ =
JE2%) "

IgAV 43 2545 (EULAR . PRINTO . PReS)
XU Ay 3 Y S0 s i (b B2, SR S T fih
P Ko LR B, AN I /N A 920 ) A 2 2D iR AT ]
155 (1) 2R AR R I8 MR S 200 , il RE AL 45 1
B 5l H i i (2) M8 DL TgA TURRCH 321
P 200 i T S o 7 48 B LA T A TEAR Ry = 3 A 1
B /NERE 525 (3) @M R AR R R BT, Ky
P58 SR I I K BOCY R TR B 32 R L OG5
TE SR I PR AN T I K B0 B2 R (4) '
k7 RFEI R HE IR (24 h JREF>0.3 g SR IR A
FH/RWLEF>30 mg/mmol ) B L R (250 bR T 52
K R EL AN >S5/ AT LR ) B2 40 M A 1 . HR T
AN S AR E 2 Wb ™ . B Al
IR B IgAV Il P2 WA XE , {HX TS B2 f g
{915 AP By — LS5 5 A A | (] I 5 25 A
FRSE I3 £ 455 D P L /DN A 1 20 AR i
SiE YL IR FETE/ M 28 RIRAESC T R (4
SRR RMEOCTY 2 AR L M MK i R SR A
AR HA XA s an e rh MR 4 e A BT e 14 AH
KAEMAE R AW EZEIKR  RGEELLBRAE T
PREFAAE RGBS 4R 250 LR e A B R
REPELRITSE o AT, ST M B R R IR L an oy i A
BeA% AEHERR A KGR J5 | ol 25 a2 W , b
LN AT 58 3 BRI B2 T

Iif S 1) 1 2: TgAV (1912 W 2 15 75 2 1E 5B
PR X e CT A A7

HEER2:MEFRE MBS EHE XL T
IgAV " H I AL TE I RAE (MBS W fL) 2T,

A X LR SO PR A A B B BERE CT A A (1C) 6

IgAV H 718 RFUN & A RN 50%~75%, I IR
T L0 R BAH A E st 8 R S R R
U BE BR e BA . Ak M AR YE A I 3l e
P, FB o B LT H B RO A X 2k
AR F AT SR AR LU RIS T N
IRAEAT T 5 CT R B & 15 Bk s #1403
2 B REK MG IR WA Bz 32 B A B T
WL B . AR B X T IgAV B2
WK, AR HERE NS 1AV BULF B T b
AR ERAY o H TgAV 0] & ™ 5 134 AL O &
Wi & A o FL 32 28 3 B0 R 5 2 ol ™ 5 Y e AN
(HOME L. e SRR ERR 0.4%~10.2% 7,
AN TR R ES(-2HES) AV ES
50%~60% A -l flpEE ", MWEEamESN
TeAV L, i BEME R A R AT, AT X 2R i) ak 25
SHEA T RE S INE R S B L. EEfl—
M e AR I 1%, TR 1 B gy 14 [l BT 53 BT
B IgAV IH LB ZEFL A R R 25 0.1%(11/10 791)
AW 3 ], CT A2 W 8 491, Hirh 5 451 75 G A
FIPE, i CT R A2 W™, L, 1gAV B LA
PEFFEE O™ 1 T Ak T R [ RN (=) 4 o 1R
FEIUAT i S R P R S X K 4k A 1 o
FL, CT KA M 275 X 28 K B MG A A B M) B 1B 4 .

I PR IB) 88 3: [gAV JH AL IE P B kG A 1Y 38 N AT
e

WEFE M 3 AR AV B LHE TNk E
A A (GPS) |, ™ T 1 R sl A6 38 ) i ( 2Pk R
oB IR S B AR L) B9 TgAV BEE 12 [gAV 1) iR
JLTF 247 % A2 Wi s ] 2% 5 1 9 A P
FrAr (2C) o

IgAV N BT T B 1 2 5t S8 At i s | BE 2
W97 o ST by SRR B A AT M I 2T B
TR RS o e 1R T LA X I B, AR 2 Y B
ek s, TEERE 8w Nm R, F L
NG R E R BREE . AT AR A E
R A fe R 2, AR M BN LN 3597 v B
S 1gAV 75 B Wi py AL L e A R A
A AEAT BT 1AV BYSIR0) , 38 v P4k s 1 & 48
SR (R X S P B A S A F 5T 22 R [l
JERL P F RS PRI 5, B IR AN . R
TH AR B TR 1T TG R Bk e L T AR N R AR g
ELEELEE B W B AR AR TE R AN DA I A R
M H B A A 43 28 b5 i, A5 P BE 3 B2
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IgAV R PR, ARPE R A HETE [gAV L
WRLIEAT I A P B A . 7 IR R s LT
i 2R i 3% R B2 T Ak 3 M O ) 19 TgAV 515812
IgAV [ B LTH E it — 5 S 502 Wi, m] |1 2% 8
THALIE B

(1 R 1) R 4= T AV JE JER 305 G 14038 17 F A AR 8 2

HEE R4 B LSS AR L
HEFT HE IR 6 LA U B2 W7 sl HE R AR A2 (GPS) .

TgAV 2 PR T6 K (4038 0 IE 22 0% R a0k il i)
LR X T BT A | — AN B AT R R TR
Ko XFFE2E B oA Sw L TR N AL
24 h PR S B A, R SR AR TH 08 Bz 483 v ot A8 8 105 4
SEUTA G REEREE A R R R SR U Y S A
REVEI YL B HERE . (H: A G AR S [gA
a2 98 N UL P Mt R B 58 2 HEBR 1AV B2 1T
— T A 10 4 (14 B O [l s o REAIF 5 e 4 A
62 191 iz Ik 1% A6 IE 92 A F 20 T S I A 4R A R
F0U T 8 5 PE 7% O (direct immunofluorescence ,
DIF) i 2 & B IgA FHPE 5 TgAV 52 W 35 1E AH G .
DIF BHYE 4 v 849% (26/31) £54 1gAV () EULAR 4>
FARUE, DIF AL AT 19%(6/31) 456 1AV 1)
EULAR 432545 #E (P=0.0001) , i 5 % 5 45 5 )
I3 9N 81% F183%""

(I R 180 &L 5 2 Tg AV B 33t G 4 328 I kA AR 7

HEFEES: 1AV BIE K 32 Tl R R %
AH 7 i 27 B R LI B U 405 R A KA
1HIT(GPS).

B W™ E 7 RATEE AR BN LR A A, 2k
REFAAE ML PRAN (B B R B /NERUE IR B
PSS I ] 2ot s AT T R 5 (/D
BRUE R TR, H R ORRE AR LR >
250 mg/mmol 5 24 h JR 8 H i€ i =50 mg/kg) 17 25
4 J& B L 1wl B AR 1R OR PR 8 F1/R WU 100~
250 mg/mmol 5% 24 h JR 2 [ 72 it 25~50 mg/kg) F54k
34 H KL E(GPS)

IgAV B JIE 32 R0 &k Az % R 20%~80% , 38 H
PR B PR AN (B) & UK, PRI i R 5 U,
A RPN S B R EEA IR BB R L A A, P EE ]
LA 20 . 1AV B IEZ B2 ek [ R
P, KA KK W 9K (end-stage renal disease,
ESRD) i KUK 24 294 . — T 22 Gk [l JBi 437 &
AR ST M i PR 52 11 R Sk A R R B LR
A KB A Y HE B 1.6% , LU R BB G R
TIE A 530 i 28 B B L & A 300 B 4 405 7 L 48]

H19.5%", AR B 0 B0 R 2R AR S B R ER G
ik By L & A 0B B 05 1Y L B A 45%~
509", TR g B IR B AR 2R A AR RN () B
LA MER L, 5%~20% & J& R ESRDY . — T
Meta 73BT S 7 B /N ERUE 1 238 T e, A i R B
LR EAIE VB AR B R LR A R B TR A B R AR
B 4 [ Br JL 2 5 AE 9% o 58 41 21 (International
Study of Kidney Disease in Children, ISKDC) 43 2%
I~V 4 ]2 IgAV ' %8 (IgAV nephritis, [sAVN) AR R
VLRI S o 54 S e A S B e AL NN 17 S
A SE o , FR SRR B A I PR T8 kg Bl 1 2
FIAR I PR A (B0 2 R 2B R BB R LR Bk
T LB I K 22 ISKDC- T 28 ) LA |10, — T
A B [ A B 2T S L 47 % B 26 0K B 2 A AE
M IgAV BILCR & T B3 AN LLH A%
fife o ASHE B AR AT I DR E 4R 2 B B A7 R
1 1gAV (B LIEAT B RS 000 88 B DA B A 3R 7 B
bii N = ST 0

Il PR 1B)RE 6 : 1 K2 TP R IR YT T AV HAE I EA
e

HEFEER 6: 5 TG T 1gAV BIhiE 2
S0 MR AN (50 Ak IE i ] (1B) L6 &
(2B) IgAV B R (GPS) 5 J™ H 2 9% (PR HE R |t i
PERIME K92 B M BB SR IEE B 45 ) LA
PEAI E2IUAE NG ILAE 48 il s it R LAt ™ AR
Z R fE KA R (1C) .

B B AT 1AV B 18 BRI 5.
I8 sl HITHE BEPL XU 2RI IR ST K
MR JEHA[ 1 mg/(kg-d) , FpLlfdi FH 2 J8, Bl J5 2 Ji
VS A R IR TR R R T4, 2.5 th 4.8 47,
P=0.029) F1 515 50 IR 4, 4.6 1L 7.3 43, P=
0.030) , [A] B 47 %5 16 9 19 08 2 (1.5 2.7 d, P=
0.028)" . 53— IR HIL | 22 Fet 37 XoF A 5% 45 7 i B2
Jo 2B AT 4 S R R R G Y R G % R (P=0.8 .
0.1) , {H & 8 1 = & 0y KR A B B K (0721 [
2/19)*, Weiss & AT 7RG 1gAV UL
TR0 FH W 2 0 2 IR T BB N 24 h DY I R 2% A
FIMER /D IS M i e RS, A T R T
KRR BT — 50K 2 vors 18] B 55 461 XoF B
WFFEUESE T 530 ol WA R o 38 3R W) 3 35 IR
FAR B X e (HR=0.39,95%CI 0.17~0.91)" [f]
A Jauhola 25 B PR Y UE X T Ik JE WA IR YT TgAV AR
J L 88 RO 9 el 2 B 1) L R A B A9 929 P43
A%
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AN R R A AR Tk 1 IRE e AN IR YT 1~
2 mg/(kg-d) (e R FHEE 60 mg/d) 1~2 J , J5 1~2 J& ik
WP B AR, AR 1 RORE R R
BILCEFERFLL I i s 72 B 00 A 4% B
) AR DK W K BB 3R, — MRl 2 o =LAk
Al RS BEFATR B A IR 5~10 ma/kg, HEH5 175 1T 7] by
4~8 h FHEZfHH ; HikJE b 5~10 mg/(kg-d) , B i ZE
KHn 0.3 mg/(kg-d) o HIE™HE S T ohiivIT
| & H Wk 8 B 10~30mg/ (kg-d) , i K F
i <1000 mg/d, #H 3 d, BT 1~2 i 5 EE .
F R PR A o A T ARORE R R %
i AT E K TR 2~4

JUEE R A K M SR LR i A AR i
H1 I B FC At ™ B 52 BB S B A i LA A 4
FEH R kg o S O R TR IR T T
IgAV B RS th A 2 2s LR o3 43 B 2 2 1
VISR B RSB IERE FE (2016) 7

Il A 1) /L 7 < 9 B2 B R L7 T AV 295 i R
AR

YEFE L7 05 5 R N RE TR 1AV [ L
S, AN I [R]F FHARE R BT 38 3% ok T BT 12 2 I
H(10),

2004 4F ISR —150 A ) 1 AR R BEAIL | 22 et 55 0t
MRS W, 5 2 R0 L e i Je A T By 2 A2 Bt 5l
W E R EILEF TSI FE (221
4/19, P=0.4)"" . B J5 28 2 — I Z rhul (HTRE (B
HL OB ZE R RS, A 7~10 d ik JE
T 0t B 2 10 3028 g R AN T TR 4 iR L [36%
(27/75) 1. 56%(41/73) , P=0.021 | ,fH I ZHAE 1 4~ H
B 8 B2 R R B 1A H R 55 8 & R R L%
ES-9'GaH

Il A 150 L 8« M 1z Jo U 2R T 7 T AV JUE 453 4 2
AR

YEFF R 8 W5 K TR N RE T BT 1AV ' 43t
P, AN HE T A0 FOBE B o 84 3 oK S B 1gAV 5 452
$i(1B).

2004 4 i — LA I 58 A7 AP B iR Tl
Bi7 T AV B 458 4 i ], (EL P PR] G 22 Tt 391 0k R il 35
B ol bl AL K 4y T e A T A T A TE R DR AR R
Bt B A 2 T RE AL X R 3R 56 (randomized
controlled trial, RCT) i} 78 ¥ & 7~ 1k JE A A BE T 195
IgAV B RS 7 BN AR DL B T 1T
ARGV . N —T0 Meta 20 M7 45 5 B oR5, 12
Wr IgAV J5 6 4 1 DL B 46 0 1) A 28 0 1 o ik

= B 4N 22.2% (42/189) , % B 2H 2 26.3%
(50/190) , & 31 RR=0.67,95%CI 0.17~2.62, P=0.57;
W IgAV J5 6 4~ H UL L B840 & Az 5 0 i i
17 40 M 10.9% (41/373) , XF TR 44 h 12.6%
(46/364) , 4 3 RR=0.85,95%CI 0.44~1.64, P=0.65,
[ 4h Cochrane Z5 % 43 #1 7R Ik JE AN IRYT 5 22 8t
NS SRR T AR L, B2 Wi [gAV L&k AR
A543 118 ARG 22 57 TE G 12 3 (S TAE 5, 746 fl
)L, RR=0.73,95%CI 0.43~1.24, P=44%) ; 1E Bii |5
1A~ H (4 T 5%, 655 6 8 )L, RR=0.80, 95%CI
0.34~1.84,F=72%) .3 J1 (4 ifF 58, 655 9l i )L,
RR=0.83,95%CI 0.46~1.52,P=44%) .6 1> A (3 T #}
7%,379 9 )L, RR=0.51,95%CI 0.24~1.11,F=0) &
124 H (3T 5¢ , 455 4] i )L, RR=1.06, 95%CI
0.38~2.91, =32% ) I} ' JIF 451 1 1) e 455 252 11 JXL
W67 1 25 S G TR o R AR S e AN
el M 1z B 2 SR T B 1AV B A% -

1 A 150 L 9 = LAl 2 0 11 SR £ Tg AV HbY ()3
UEA WL

BEEER 9 B WP EH W E
(mycophenolate mofetil , MMF ) F T 50 24 B2 B i
RIRYIT ORI R M) TgAV T B il 52 32
(2D) ;s B i FH T F0E Tg AV ARG S afiL K59 b
B BIER IR T ORI ™ E T Ak T i i ol A A
Hofth ™ B8 B AT 48 (2D) o TgAV B 48 il e s 41
R 3 72 S 2 A B 25 45 LR 22 4y 23 B k2
ZH T ) 5 BPE B R I2 IR IE UE 48 B (2016) 7
(GPS).,

B ) /N A W EZ M 5T i 3 T 18 491 B
B Wiz R 1AV L, Ho 3 6 & 3 ™ &
B Wi I R AE M E S (8 gL, 16 B 1k
R . BT A AR L E OB B BT R R T
[ >2 mg/ (kg-d) |3 dJi5 18 W A R R 52 gk 5OME J o
PR A O Bz T 2R el it i) 2 % 2 00, A MMF
[20~30 mg/(kg-d), 43 2 K | FUR , Bir A (8 LAE R YT
J53(1~14) d H i RIS R Z % . 11 H 5 MMF
W, 3 H A . B — 2 5 7R 51 sk 22 A it
I T MMF W I0IG 7 L TgAV 1Y H 18 % RO,
Chen 25 %F EL R IE B9 17 1] 1gAV A FF il H3 1t 5 4]
AT T 25k 8 B I W e v R AT 1 AR A
LR I A PR B v 997 10 3 491 s L34 A7
T, AN 52 W5 Bz i R VR IT 19 5 618 LA 2 gt
T-. BfJ5E Di Pietro 5" G T 53R 1 2261, [RIHE
KB AgAV A 1l iYL T B BRI IR 7 ]
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fEIR R . UL, IgAV LA IR H i, JCHAF 20T
W s vy IGO0 T, B BB IR R vh iR 97 o ILARA
A — BB IR WL VA TT TgAV I LA 98 L foi P H . A
B TR IR YT ORI 7 E T AT i R L R 2
7 KU JE A7 B L ) S G 4 E L A R KA
il 2 A A3 BB IT 1gAV A I Bl 3 Y . 4 99 1) 4R
T H R TR KD, TR SRR, A48 me
BT ANABUES I b 2 Bt IR T TR TE R A1 B E A2 B
IgAV H & W IEHERE . TgAV 15 48 1 G 24 il 7 f
FHERES G th AR e 2 2 LB 4 B k2 A il
B “ SR B R ABIEI2 IR TR S (2016) 7,

I BR ia) &8 10: & Bk 4 90 A e 9 2R & E
(intravenous immunoglobulin, IVIG) 7E IgAV H 19 if
VAN L e

YA B L 10: HILIVIG I T8 B B Z 3697
TCRCE AT TS S AV ™ il 2 2 (2B) Y
PRI Rz 92 (2D) KL ag 46 (2D) o

[ P Meta 73 M 45 5 R, 5 50 0% B2 o i
F LA B R B R IS TVIG 7T 2% i f8 LIS e
AR [ SR i i 1 22 (MD ) =—1.74,95%CI —2.74~
-0.74, P<0.05] , fi il %iE K (MD=-1.81, 95%CI
-2.95~-0.67, P<0.05) , 4 7 A% B i} (8] S5 78 (MD=
-5.12,95%CI -7.42~-2.82,P<0.05], H6 M H E %k
AT R B K BT % % (OR=0.15, 95%CI 0.03~
0.73,P<0.05) o [E AL A 22 s dlE Xof JE [0 g4 SO0
FEA 5T S R BIIAE T IVIG IR T B B =R
¥ GBS A R ) [eAV ™ i a2 B0
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