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Abstract

e Immunoglobulin G4 - related disease ( IgG4 - related
disease ) has received lots of attention in medical
community as a recently recognized fibro-inflammatory
condition. It is characterized by infiltration of IgG4 -
immunopositive plasmacytes and concentration of
elevated serum IgG4. IgG4-related disease shows organ
enlargement or nodular/hyperplastic lesions in various
organs including the pancreas, hepatobiliary tract and
orbit, which is called |gG4 - related orbital disease. The
diagnostic criteria for IgG4 - related disease and IgG4 -
related orbital disease has recently been established,
which is based on clinical, imaging and histopathologic
features of the orbital lesions. Besides, attention should
be drawn to the differentiation from other diseases. The
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treatment is empirical including corticosteroids,
immunosuppressive drugs, radiotherapy, and rituximab.
This article reviews clinical progression of IgG4 - related
orbital disease.
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P BR 2 1 G4 A0 5 PE 9% (immunoglobulin G4 —
related disease ,1gG4—RD) & IT 4F 2 & PLAY — 2 IR AS
B B et TR RS R AIE R B
J R R HE 20 22 B TR AR A1 1) 36 R WL I A7, 24
4% ~13% 1) TgG4-RD HBFH 24 MRHEZ B2 FRoN 5
BREE H G4 AH ¢ M R HE %5 ( immunoglobulin G4 - related
orbital disease, IgG4-ROD) , A5 22 EFRE NG EEREH
G4 H 5 ¥ MR #5 ( immunoglobulin G4 — related eye/
ophthalmic disease, IgG4 — RED/IgG4 — ROD )’ | 1gG4 -
ROD Ay —F 8 1 i PR PG 32 21 1 5] N Bk 2 1
Kk,

1 1gG4-ROD B % E
1.1 SRR AREER 5 19G4-ROD ke S M4 1
MR HEJ% (idiopathic orbital inflammation ,101) J&— 25K E A
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BRPEIZWT, B B 2R R 0 &R, b2 226 IR HEE 5 95 TA
HITRA AR Z2 B ME 95 N PR3N o S AR e 53 R 0 , 1G4 -
ROD i & — Z& 5 3 A 101 B34 0 43 &5 1 ok A9 4 PR TR
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1.2 1gG4-RD 5 IgG4-ROD  1gG4 -RD & —Ff R P47
YEARARAS | LA TeGA™ 22 A M3 0 R B A, IR 2 B £
B LR A K AR I R BRI A &5 T R i A
PRS0 H B BEPE SR, 2001 4F H A 2% Hamano
DR R I A B R P IR 42 R BT TG4 /K
SF-Fh i K TgG4A ™ SR AN MR T4 R AR, R
i B 2R AL B SR . 2003 4F Kamisawa & B 5 528
PERRR R B AN 8 KM | A R B 4 S A AE K
T IgGA™ I3E AR A CD4"  CD8 ™ Y Itk L4 4 i iy 32 i | 2 i
P T 1gG4A-RD MOMEA" . AR HIE J2: B 5 Bl B0 174 Jige i
INB RN, 2 4% ~13% 1gG4-RD HEFELSHIRMEZ &,
PR A 1gG4-ROD™ | # R BATH BRI K IRERZE AR HE b
W EESTHEMH,

2 1gG4-ROD WG KT S+
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— R LRI AR 37 B A 7 629 il R SR B
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o2 MR HE 48 4 i I b Al e i, B W R
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ARG A B g O, FIR HE 7 A2 BB 5l F A 1A HE A
IgGA-RD fZR I, b Qe i M Rk B2 285 A 34 K2 d3e i UL
FHE SRS 21410 A T 57 R 0] 3 L R o A
T A N P T R RTORRE PR s 1) A S IR, 2 i B R 4T
YAl BN B D) RE R 2 RIS i , 30 18] 5 M il 4% [
B LR 4 AR S 450

22 WFEFHETMEM 1gG4-ROD 1 NBE R IR H i
ANTEHE 2001 4F H AR —IGUF 58 6 290 R0 At H4 (0. 28 ~
1.08) /10 J7 N HEd 2 AF Wy vk ) RO J7 1, 2G4 —
ROD 5 IgG4-RD A AHIA], 1gG4 AH I B iR & ~F- 35 &
FGAE IR TE 58 ~ 69 % | 19G4 —ROD 14 - 34 % 5 4F % 4 56
802 1eGA-RD WY AR E Ttk Bk Lty
(2.8~7.5):1], H B M & EH™H, H 1gG4-ROD 5
PERI LM AR T 22 S (B Aot 2 1. 3:1) 1102020
— TR HEE] 76% B 1G4 AH S PE AR R B H L #a A

T 10 A 16% J2& 6Tl 55— A5 $2 21 R FE 2 27
TG 0 7 b L 4 2 ) B 6 AR A 23 % W 91 AT LA2 I
N 1gG4 -ROD, i 76 1 (A AN Fh b R 5.3% ™, 1G4 -
ROD £ & T H# 8 A B, R (A5 6 E - IRADES
2.3 MBEREHFH TS MR RE T, 1664 -
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5 TELIEL Ry 5 0 0 1 e R v R B 3 ST I R i
WA B R ABER Y B4 REE 1B 1gG4-ROD 1%
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AN, P REE R A X R R B 2 IR A,
1M H B Z RAEA W Im RWFIE . 2012 4F H A (1) 535 2 T
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SRV RE B VRSO AR M A (2) MR AR A i 3R
IgG4 Y & 0 35 32 7 (= 135mg/dL) 5 (3) 2H 4L B2 46
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TeG4 " IR 40 LI I I 1gG4™ 21 L/ TeG™ 41 i >40% , H AT Ul >
10 4> eG4 34NN/ = A5 BE LT, BABRIZ . (1) +(2) +
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IgG4-RD, Q28 R P OG5 4 28 FL A I 5t s | B Tk 3% 44
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WibRifErE LT L A BT XA (1) 35 2 A 3R T HR IE
PR, LS TH IR S | = SO 28 14 R B HR A1 LR, 58
HLHE P 20 2388 A= PR AE 5 (2) 7E [gG4—ROD H 4R 2k A &
— T DA RIS WIARIE 5 (3) 8 AT DL B AR R ol (4) 1gG4”
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THARE

MALT 7k 4 988 2 HIR BIEE S5 5 L 190 9k EE4 984 A 1k g, )8
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L RO R U BRI 5 40 B HRAE 14% A 11% 1)
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ALY 1gG4-RD™ | A 13k 1k 21 451 HRLEE 346 0 s 2
XN KB 1G4 K 4l B, 1664 /1gGT >
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S PR R0 S 8T O B A 034300 £ R T e R
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ROD H3AYT HAE Ja BR T — Be 2 56 MR I, HiE 2% 5 s F
T, TEEEME, EIRIT I 2 00— 2 ZEHERR B
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TR BR™’ . Khosroshahi 257 fff 5 % B0 %6 1% 2 i HiAfth
G A 700 #R T8 1) 8 A P R 2 8 B TIR YT (P IR
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