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Abstract  Immunoglobulin G4-related disease (IgG4-RD) is an immune-mediate disease with common specific
pathology, serological, and clinical features. IgG4-related autoimmune pancreatitis, hepatopathy and sclerosing cholangitis
have characteristics of the focal or diffuse swelling of affected organs and tissues, elevated serum concentration of IgG4,
rich IgG4 positive lymphoplasmacytic infiltration, different degrees of storiform pattern of fibrosis and obliterative phlebitis.

They also have special characteristics in clinical manifestations, diagnosis and treatment. IgG4-RD generally responds to

glucocorticoid with excellent prognosis, but is easily recurrent. This article summarized the advances in pathogenesis,
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diagnosis and treatment of IgG4-related autoimmune pancreatitis, hepatopathy and sclerosing cholangitis.
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97.1% fy B F R sk e . 5 H AR BrgE
SERAH L, TR B E U I b Ah il HAE
Jei 52 B0 LU R 2 RO AR R B

. IgG4 =& AIP(1 &Y AIP)

IgG4 FH G ATP JRFR IR L 3% 40 i P s A 14 e i
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] B TR E AR LR YR VA 1 SR I B4 5 LAl v
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5 DRI B R TR S ) Dl 95 % 1 9T %
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2L i ) SRy LR A 7 5 T A IELAEE AN R e 7 o BRI
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2. AL, Mg TgG4 ZKF- T i RRAE M Y it
SFRBLLA RN B J57 256 I8 B A S N A S AR 12 W7 o
TESRIE , Bl FH A 1gG4 AHC ATP 12 Wi bs #E J2 Mayo
Clinic $2 B2 Wb i, Ha2 Wrelm BE 327K 1G4 4
K ATP P 227 8 I 55 TR L2 5 A0 R P s A e Jl it
Rl 1gG4 PSR AR 10/HP, [a]mf 2/ 1
A 2 BT F B JEAE A R E - 0 M IR 4 | A 2
PEFRIK A LA BRI LT Efb g gl it

A I X AR B0 i PR 2 BUOR 2531 TeG4 HH G ATP
L5 JRJBIEE , A B 2 B O PR B, L dt
JER Ji g B L R A I 1gG4 K ThE (> 1.35 ¢/
L) H 38 AR T IE 5 8 E R 2 A% sl 5 i
TG4 JRF-TH 8 I A BE HEBR B I PR b oRg . AT 2 I
ey L S RN A 2 15 R DA A0 3 A ke
JBEAE SR AN (B0 Hh T B AR L B e o e it 32
A, FLUJIHAE I 2 R R IR R T RE A B T 4
IgG4 M6 AIP HA %2 2y [g6G4-SC 5 PSC, 1gG4
HS AIP (8 IEES CT 148 Al DL PRk RS AR PR 52 (B
FEI IS TR %) R 18 A e DA 0 ki ] L 1 7K
et

AT A BUBE B2 S0 330 7 3R 2 8 1G4 A%
AP SBEAR B KA. HERERS 1gG4 A% AIP
BE G TR ERIGT , EBCRIRIRIT IT R AR
JERA 40 mg/d, F52E 4 ~ 6 JAJ5 B A I S mg, Y53
BT IR BT R R A O 2. B e IR
RIS 46% 1 1gG4 A AIP 52k B H A R, A5
RO (B0 B E T IR P 1 . X
[ A7 72 TeG4 A G ME A A1 ATP %, /I 45 T
2 mg/kg BRMKIEISIAYT o F % H HAHTE— Pl 5 e e
Bl TARERIT 1664 A AP

= IeG4 #H &% (1gG4-related hepatopathy )

2012 4F 1gG4-RD 2 K BT JUE 9 5 5 45 iy 45 A
TgG4 AHSCHT , (BARSCHGEE# A WL TgG4 AHICHT
o ST B TR S B AT L AF- 45 2 ~ 60/7HP 1) TgG4 [
PRI AN 2 80 . Umemura 2520 AR 455 1 FF T
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H LV PR R R TG4 A SCHHIR 23 LA T L Fh 2R
T DI TR AER K : 15 K S AE ], A sl e 5t
TR SEAE s @K ME A 10 O A5 X I AE 1S A v Mk 4
J T ] e Dk X 3K i s 1 i Dk B A A = 3
PR S 0 11 IR AE AL T ik 2 R 5 /N
BRI /N N K M, S AL IRBE | 28000 2 1
JH58 s @QRETT IR FRBI AR . =2 JF /N i rpl XY
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Umemura %:21: BB HdE T 2 Bl 1G4 Ak
A B e PR IR (1gG4-ATH) J 3, m A B B TR 2
21 1gG4 BHE 3% 4n g %4 o353y 24/HPF 1 29/HPF,
1gG4/1gG LAE 4357y 0. 282 F1 0. 528, H:Hprij—14i]
TgG4-ATH F825 JIT ) 68 B A 32 258 B JIB I T =i F1
REAEPE B R, IR IR JE Fa Je e 4 4R o7 (2.5 ~
5.0 mg/d)5 4F,

SR BEXE ATP HIATH AT 52 5T ) BFFEUESE T —
FlCHT U 0 B A AE BTS2 B0 kb 32 2 i R Y 1G4
PRPESR 20 M 2H i TG4 AH I ITF £ 45 — S JIH A &
HATH 4L, 5 F— 20 B ATH 5 TgG4 19K R DU
SACHA R T B St 2 ] I ) 52 W B AT A 3R B
TgG4 ARSI XNAYT 1Y SN T ATH, YR 97 1Y 5C B
TE TR N RUX 20, JF BT B & il iR 7
VE L

Py 1gG4-SC

1gG4-SC BT it 5 1eG4-RD AL, Il PR3
PLT7 T, 1gG4-SC 2 TgG4 FHC ATP iz 8 DL i) JHe i A1
WE, R AR 70% 2 F BN SR A o A SR
1B VRN LS K 5 M35 R BT T, 107 TG4 F1
TgF ZKF-BI 5 TH 3 5 o B~ ) 5 Ay JIE A8 i JEL
SURELTAEAL, | bk L 200 0 0 2 40 e 32 30 | JIE 4 A R B
T I EERIPAT ZETE R DK AE , S0 TR ) g P8 IR0 456 T
TR IRAE T ] 4 i 1S S50 1 A Ak R o 200 i i
(MM JeE LA % 1eG4 BHES A0 = . 1gG4-SC
AFELAUFPUFp 28RS T RS, 0G4S T o e s 11 2
JI PN HEAE Pl 7 P e 2 o i 7 K, P FELGAE S S
7 MUY JHF T 0 IH ST o 7 5 IV Y 1] 34
R peAs

1gG4-SC B E I R I FE 2 AR IBLLR T
(DIEHEMZLR T b ) B PR P I A
RVEROIR A BT T RS, 19G4-SC 2 I E A
T AUFE : 1gG4-SC D Bl R Az, 2 TgG4 FH G ATP
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B VLA RR AN AL , 2Rt B % R AR R
RS AR RS 5 5 % A Y TgG4-SC i i 55 I 5 1gG4
HHIC ATP FE1E N2 Wr 19G4-SC B 25 5 , (B Il R AR
W 48 B SRR, 1% T 5 PSC B s JIE A g
SR

15GA-SC 7515 PSC YR, I PRARAE b, P4
U T B, A 1gGA-SC Ik THAE B, 5 AIP 5
HAEF B A G, B 3G 1eG4 KT, IS
IR 4T g6 25 WLAR G s PSC I ok T35 Ak 2 4F, 5
RAEVENHE (IBD) #HC, [ 135 1eG4 Wk B — i 1E
W, 4% B R S IR A MR AR 3G o R BEE AR AE I
TgG4-SC g Jaykk i BE 95 75, W L TgGA FH P32 400
VR PR ZETERR K AE , FEAS 86— B, W L AR
FEMp s PSC R IR PR B 1= St 7 M A2
TEERRE 1gGA FH 5 240 B 352 30, 5% AL PAY 2 1 ik
5, T ERE N . TeG4-SC M % 3 WL IR 37 Bk bk
7 KB A8 A B 2 i v 4 5K LA K R R A I v R
7, PSC B W 22 LR AE A7 AR L H BROIR Al AR A
N R I S

Tk 2% #% Lian 261 50 5 X 57 4] 15G4-SC .36
1] PSC-ATH & L5 AAE R 55 ] PSC 3 1 R
BLEAT BUBE ST, 5 B0 AR 33 = e s F) 4 P Bk
B A A, (5L 8 2 i R 2 B4 A7 7 IR 3 9 B
R, HFH A 20 4] [6G4-SC (15 #i] PSC-AIH T2 254
fiEFN 18 f5] PSC H #4512 Wi W AT A AL . 92. 65% 1Y
I5G4-SC #8115 1eG4 /KT &, 12 Wi U vE
86% iS5t MEN 98% . H FIHEF NS M E 1964 MR E
=1.25 x ULN #EH 1gG4-SC ¥ Fii{E . 5 PSC-ATH
HEHRLAIERF L, 1gG4-SC JRYT 6 AN F1 1 4R
B AR TR B, 1] PSC-ATH 51 28 25 5 11 8 38 X0 2 [
R A T PSC L . AR T RATERFSE , % 5T
KB 1gGA-SC B H ToA B AR A 4 o Iy
TG4 7K F-F i IH 21 2% 0] 43 5 i 1gG4-SC. Al PSC-
ATH S 25 SR I Y720, 1gG4-SC A] R & i
A S SRR T PSC-AIH & 258 4 iF 5 i 7] T
BT EBER .

H A2 %t 527 5] 19G4-SC. B I PR YEA} Uk
FFIBE AR BT, % B 449 {5 TgGA-SC 2% 7] I 45 3F
AIP, 5 s K01 87% ,79 191 (15% ) i3 & 9
R T ERR 58,37 41 (7% ) 535 433 I I 1Bt s
ARG 4 () R R A2 40 R T 3 2 g AR
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IgG4-SC IR YT 259 5 TgG4-RD #H[A], 7R Al AR
P AR O 36 % T ARIAIT o AR WS 5 4F, 5 AR AN
10 4FELEAFAIT B 95% F1 80% 2

25 LR, 1gG4-SC 2 1gG4-RD & G P95 1Y)
JHAE B, 0L Bl R 0, 25 1G4 AH G ATP [A] i)
FETE, VG 27 BN E 1gG4 /KF- T, 8% 1
A DL TgGA PR A1 M IR 1T | Ji SORE 21 4 A A A
FEVERRIIKAR o AN & — I RGP, 5[] B A
ARG B, PR IGIT RCRAE, B TS &,
H5E %,

i 25

B2, 1gG4-RD J&—ZR1E A WS 2] 5 Z 0 HHE
Jig LR B B 25 B AIE, e UL rp 248 B 0k 3l W A7
TEZFRI, HA 2 Bin B WAtk g ek ds 5
RIS YL IR 5 A I 1eG4 KT A K
A A B AR A I R AR AIE o 12 WA 41 2 R AE 4
AR SPLIRECO Ry et N R || R R o= a7 = S35 (=
AL EEAEZEABEN . AT s AR W
AL == kA M B e R R A A BT R A
SNNE 2 B BB R IR IE T AR R At 2
IgG4-RD WHFIEZ — Y697 5 1 18 SR 95 75 A a8 3 il
JE FHASEHIA 5 1R 97 5 R R, @ i — 2 Rk
FRE I e XSS
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