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Abstract

¢ IgG4-RD is a newly recognized chronic and systemic
disease. IgG4 - positive plasma cells play a part in the
occurrence and development of this disease. “I1gG4 -
related ophthalmic disease (ROD)” was proposed for the
involvement of eyes in general. The clinical manifestations
of IgG4-ROD are various due to different involved parts
and have unique pathologic features compared with other
organs. With a better understanding on this disease in
recent years, diagnosis and treatment rate has been
improved. In this paper, we will discuss the definition,
epidemiology, pathogenesis, clinicopathological features,
diagnosis and differential diagnosis, serum biochemical
indices, imaging examinations and treatment about
IgG4-ROD.
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IgG4 #H & % 9% ( immunoglobulin G4 —related disease,
IgG4-RD) J& — o0t AR TE A W I 1) 2F 4 48 i P 9%
o, I DA 2 B Ay 728 A 4l R, 2 2R R DA R A L 3 4
FRUI 1 SRS SR LT AE Ak S P ZEVE 8 DK & S R AE , 5 R Il
T 1G4 W T . R PFALIE Hamano 2517 T 2001 4E
O AL TR 28 5 1Y ML 1gG4 W T, 2003 4,
Kamisawa 25" % 8 f51] [ B G0 528 1 I 48 H 355 1) g i B L
flu s B AT S e AL G 10, R BLBR 1 9 722 e i 2H 21
Hb RERITIE R L HAE |15 R 2 45 4L A A
TR LAY TgG4 FRPESR NI, IR 51 1gG4 ARG H 5
GRBEMEBR IHE S, 1gG4-RD JLF AT R Tf R4, 15
FEIEE RS0 MER HE R 2L il RS R 3230
ik FL5 RS ORI OB RS, 60% ~90% (1)
IgG4-RD 2 4% Bk 22, S8 & T AE BT ) B 5T ek
B MR RS R G R R RO AL 2
M AR BN AR R At s BERR N [gG4 FH IR I ( immunoglobulin
G4-related ophthalmic disease, 1gG4-ROD) , 2K 335 5 i &
1gG4-ROD 1l PR o 1 AHEALE
1 AEINRE TR

PRSI 54 13 SHOBUAN T i B e V3 i Xof ok P feb 2K
RYEE 12 W o8 K 2 57 2% 9% ( Mikulicz’s disease, MD) , H
Mikulicz T 1888 4F2f— KRB, TEMIG ) 50a, TIREES
fIE ( Sjogren syndrome ,SS) Bl 37. A — Il R B9 SE A, B LK
MD 5 SS ¥ K 7] — e i . 2004 4 , Yamamoto AN ]
KIEST ZZIRAFTE 5 1G4 IUAE , T /5 Ml PRAFAE | 178 S
PR 7 TN KL 2890 5 TSR B AR 1Y 22 52 647 3 i
H MD fA7E ML 1gG4 Thg IR AR IR 19G4 JK 4 iR
TR A B E T MD 20 S7 T SS,JE T 1gG4 A OGESR
Bt X I R ER A B T — R A1 DL “ 1gG4” IF 3k
AT 44 1 0T B 506 44 Bk, 2011 4F ) 7 36 [ 9% 1 1 26 47 1Y
IgG4-RDIE PR fF i 2 b, MEFF I R 5 — &4 Hh
TIeG4-RD, [A] it B #ff LA “ TG4 A 57 FF 3k Ay 44 45 2% B 9%
W AR, HAR KA T 1gG4-RD L5 A2 Wibr ™ |
%2014 4F, HAR KT 1gG4-RD LS Wik, B T
I1gG4-ROD M2 WikRifE"
2 RITHEF

Jafliit, 1gG4-RD 7& H A+ NHY K H N 0.28 ~
1.08, 1 IgG4-ROD 7 IgG4—-RD 4 o i 4% ~ 349",
1gG4-ROD TE RSN JC R A0, BF 5% i 7 JHE 2 o R HEE ok 2
LG AR 1/4, T HIR HE IR L 08 A 1 5 i 2 HIR HIE 38 07 B¢
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HOLIBEI , R % HE 7 AL AR Y 11% ~ 43%1
I1gG4-RD A7 B 5 19 53 P 4 e A 1, A AS [ 7 58 2 J
P BIAEAE2E0E e MO0 (Al M R S ZLAR ) IR 1 R Je
'l DB ZRm B Bk 75% ~ 86% , i 53 2 i
EUBFE MR i S TE R AR Sl — R 4R, 45 T ok
B HA E EE LA E G 95 FilE i, BR1gG4-ROD
BAHBIH 1.1, R IRAEIE 56.3 %, ToARlE K W o 4 1)
e MIFEASE L K1 B I 4T iR, 1gG4-RD
W& T H Tt — B RS

3w A U R & fw Ll

3.1 9%E  1gG4-RD MU A H AT A B E A
IR M AT TR R (1) AL R RE XS 91 4]
IeG4-RDYA 74T PCR A, 45 % & 7R HLA-DRBI * 03
FIRR W E N, DRB1 # 09 335K W EFRAL, I H AR
%% %7 B E HLA R R 3% 35 R A TR, HLA-DRBI =
03 .HLA-DQBI = 02 7€ JH I 32 8 (B & Rk 0 o 7,
BEAN, B A 2o ] Bl %8 (acute interstitial pneumonia,
AIP) B EWF5E & ¥, HLA-DRBI1 * 0405 F1 DQB1 * 0401 fi¥
FEIRHH AR I, i HLA-DRBI1 % 0701 1 DQB1 * 0202
LahE AP B E KA &, HAZ & e S DOB1 ¥4 57
PSR A GRRAR AR T o (2) 5 52 3B 43 e &
BN R IR e T A 5C, T Usui 55" X} 1gG4-ROD
AR A ZUHEA TR SR ARG 38 5 PCR e J5 I S AR rp il
B R R IR L EBV (31.8%) , HHV -6 (22.7%) Hl
HHV-7(36.4% ) , il 3 26 5 G 5 1 58 0 il 05 i 55 9 i
W R TAEN ., I TR MW RES 5 T AIP &%
IR WG R o Bk PR IG5 A\ SRR I - 11 A7 & 1
IR AR R B R 746 T HLA-DRBI * 0405 k&5 &5
FE. DEAh, AIP 35 4 5 I R 45 A 3 LR FHPE R g i
HARWAEE S HP 2705 Wl R 45 & 8 1V & L 1R 7 5 e i
HRIE b R A YZ 3R AR % AT TR DR A R RE T S
RS ATRe S PR SUR M A O, (3) i B - &4
HA THE OO, 4 22 A R s R A ) 5
KRR B RA/ B R (4) A Btk
RIS AIP BEIRNA 270 B B e PEHUR 45 5L
BREE T BRTRTT A T PUAZPUIAR ST, H 2238 5 0 2 BT Ay
) 1gG4—RD FEA P A7AE—F 13.1kD & A A BHiE, i
IEH AN SS B A, N HZ 1G4 -RD A% 5 P $t
J5 AN i — A

3.2 ZRRHLEN  Hage 40 I Jy 1fd (1) 9F 5 0 s R YN A4 S
FE 5 1gGA-RD KA K DURTEANTE 30 55 £
H SPUREVER R =R v B R A0A, B bk O 20 i ik
B RBPUE, I A KT A CD4CTL 4 i =4
R M G 8 IO, 4 W JURL G B 2 L & VILL - B,
TGF-B IFN-vy,SLAMF7 % i i 41 U0 075 fn i 312 1
4h,Thl \Th2\Treg\?I§?@ﬁﬁj PET 4009 (T follicular helper
cells, Tfh) N[ T2 B 1 2 5 1gG4-RD & 9%, %F 1gG4-RD
HE Thl/Th2 A5 A 75 85 R A7F e 2 5, BE2M 5 (1
FEX} 1gG4-ROD B 5Y) 7R Th2 b 32 /9 G2 58 )N 7E
IgG4-RDH B 3G 8K Th2 48 043 W IL-4 IL -5,
IL-13, 4% B 4l 1gG4 M IgE 4Hf%5 4L, Treg 20 04>
W IL-10 5 TGF-B,IL-10 {i B 4 i %% 1k 7> W 1G4, T
TCF-B 5L LT H4EALAR ™, BF5E W RFE [gG4-RD
Tth 208 CXCRS 15 25k, 48 B PR W TR S 4
CXCL13, ZEHE L ER T T 40T R2 ) T-B 40 1Y 58 5t

X, I FEm i IL-21 5 B AIEAH B AR, w4z
KL, IL-210T {2 35E B 40 M6 1k 3858 A 1g S0 54 e
4,55 B A=A B Pk Lk A, Tth 78 1t
FErP 35 BCL-6 FIl ICOS, %S H &4k, 1ok, A= ke
B 40t il BCL-6 JiA &,
4 IEFREH

IgG4—ROD ‘7 5 WP Stk sl e i M e o , ol /DA ROAE
FI, B E T AU R IR ERZE LT A L
I PR e B A2 H: B3 Ko B A6 5 ), HLJL-F- v R K% o A B HIE 241
A AFETH IR (84%) MEST (19%) MR ANYL (19%) | # £
(7%) , IR K/ W, HH IR IR 2 Fh el 212 B g 405G
AR/ LT Y R AR AU H DL A AN R g R G
IR PETH R, R ER 28 H W 1) )N R 5 B A, Ah I s B 3%
B THAR R Z2 0T LIATT B b e 5l 5 AN PR 3 3 ek B
R AL T S R ) Pk 245 FE AR 4, o B T R K 2 A
A R KL K 15 G IRLE | ik 265 S 5 408 ) 65 f) A T 36 A% | AT ke
ST RS (R G A A B T 2 B0 B R WL S B R
L E A AR ERAZ Bh R, 24 AR LRA S B8R, fR IR BRi2
SRR S, B R BRZ 8 1F 5 B R BEHEBR AR 32 28,
I H LIS A2 Bow 055 PR AR AR G R 6 A X 5 Y
o8 YA R 2N N 2] W B = < (A B 2 e ml il
IE & R 0 AL 2 s R Ty R R Sk 3
IgG4-RODIA ] 82 Je g HR 4 48 Je — SUpp 285y 3, Hop HE
Pl WM B o BB XTI 1gG4 - ROD & 9 A7 76 4% 5+
PEVO T OB R S A B A RN IR A8 A7 A {8 R
Tk ARGERESE . Ak, 1gG4-ROD KL AT 5 M1 i
TR, B K b He 1R 28 R FE 4L, PR B R IR
FHFE BN 1gG4-RD B F A AR 7], 5 - i Ik EL 98T
A R 1gGA-RD A — Fjsa 7 A8, (B A A 38 7 B 212 7
gG4-RD Hii C A W g s 58, 2581153 B I 4 DU %
B A i T 1gG4-RD B9 &4, nl 685 MR 3Ry . A Bt
JRER K A L R E R P E A e
5 HAFRIES

HAVFEFXTISWT 1eG4-RD A Al sl DL E e
YNREIR I , i BOIREF dE AL, A ZEPERR K 96 0 2 BARAE , T
LA B ZE M F bk o Be W TR MR 40 V2 T 16 £ L (B AE AN TR
AE, HORHERRIE A BT X ], FEAnTE sk L5 f /)N i Y
KABRR R R SUIREF i dl , P ZEVERRIK R T REAS I i, B &
Bean FeE X 0G4 -ROD Y95 BEAR AS R AT BF 5T
FLHRTE R ALY LA B AN E 2 AR LB (%) D) S 1
kR BAE > 1gG4-ROD 1E 4 1gG4-RD iy —# 4y, £ %
TE AN 7 18 -5 A 2 s AL X 591) « 21 2 Ak I F A0 WL i A=
Bt WL R R # & A 1Y 1gG4-RD, AR 48 K L 40
JH 25 A0 3 T RN 2T 2 Ak B %) G BN TRD 43 SRy A1 Tk B
JEERERE ARPE IR IR AR — T A A = (TR A T8 A AL
RIRE S AR I 3 i SIS TR0 1 1 A b R B B 20 B 0 A A
(3 1) TS, & BIR A 1 R AR B0 He 4 ok, 47 41k
WREPED D AL DR TR E AL B 41k
WWN R 2588, J2 B 4l & AR PR 40 iR 28 A8 | P 2 it 4
4 B YU R AL, DA™= A R AR B A 12 B 4R Y =
B, PUR S EC B A0 M S B B TR O B 1G4
I35 R B H B T R AE TR 1eG4 (+) S 7EAH DG L8R
YA LG 1gG4 1E W I, G0 411k e {6 %2
IeG4-RDA ZFHEMMEM, ATt TG4 +3 40 i3 Y IX
5915 At IR EE 288 1k % 7k B A s S ) kT 4
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&1 19G-ROD MERRERES BTN
et L350
RV ELRI AR AT EL AR e A T2 10 D A, S R P L D U FBOPe Af He b, 2 DX 2T 2 AL AR B e (<209 ) , Atk L8
A ARG X5y
AR VAR EL 20 e A0 DR T T Ak 8 £ 44K (20% ~ 75% ) AR
B AL HUAE W AP A4l (>75% ) B SN 72 rPofk EL AT AR AN A E DR SR A itk L i S ol b 27 4E AL 21 21

H 8T 00— AN S HR B 23 T/ E2 20 R 200 e )

R 2 2014 £ IgG4-ROD 2 HiiR/#

2014 4F: TIgG4-ROD 2 WibRifk:

(1) AR R IR = SO (HE e METR iz ) IRAMIL Z2Fh R B SN b e 35 SN 2
(2) o B2 A A AT W A0 B b L 200 M 9 00, A7 I ] DL 2T AERE AL, AR Pl UL, TgGA+ % 4R IR 1 O EL I A2« TgG4+/ TG + 3 4

il =40% 5% 1gGA+3 il HPF =50 4~ (%x400)
(3) IfiL ¥ 1gG4=135mg/dL
(1)+(2)+(3) L (1) +(2) NTTEE;
TgG4-ROD [ 512 Wi

Sjogren ZEAIE

L

el )

22 WMV SN PR 2 (AR 24 TR 2 i )

FFAR B A G R s

TR 1 AR EE 2%

PR B TE IR R HIE e e 2L A

MALT 9 B 083975 #2725

1)+(3) R ih5E

TgGA+IZ AN, AL, S 52 W R Y

35 Sjogren x5 ik mCHC A R B A% B A Rs B HE DR o 22 A S 500, bk CURE 45 19 55 AT 5 MALT I ELR 4851, MALT 2

IR HIE f5 i UL 4 e

M4, B A TE G — MO 5 K FHE . 7ER TR 8 &
AL, S A LT R 1gG4 + 3¢ 41 i 7T 35 10 ~ 200 1/
HPF"" | Kamisawa % B UK 588 F MU A 4 5%
9 BRSO /NT 10 S BEPE4RAR R BA 1 5 10 ~29 4
N R 52 530 ~ 99 AN Sk b R 100 B DL B EE
Sato % %f 21 {4 1gG4-ROD HEAT S e 4 Ak Ye €, % BRAE
KEZFRGI | 1gG4+ K AN ML/ HPF 4k T v = 5 IR 2
B8], 1774 1gG4-RD JCli {4 1 1G4 AR 4iiE, [F
A 5% I TgG4+/ TG+ 3% 4T b AB > 40% 1 A e 1A
PALWFRUED . 1gG4-ROD 12 K 75 45 & 35 40 i 3+ %k
K AE S &
6 HGFERE

CT K MRI % T W2 1gG4-ROD J55 28 1 245 Ko B K ]
FE S THRRH R BT FR 1 i, MRT TIWT 2 45 3RS
A5, T2WI 2 2 55 s F R {5 5, B 0m 3 B B3 5058
fb, CT N EEY S Heam i i dl , HRLTRIE PERERL , 4
G, T2WI 0% = (55, W55 B sm Ak s WLAE P9 ok
PR 2 JE T W25 s P B o o MRI AT ULgE 37 S
ZEHOHLAE IS 1gG4-ROD BAZH ZU A8/ UL | R A7 IR
AL B B, AR E X T VAN 4 B B I & 1
1EH .
7 RBERE

FEAFRE IS |, TeG4 M HA TG WA fT & H)
B/ BT 5% U 1564 TH 22 BT 16G4-RD
9 24 by, BURE 87.2%, K¢ 5Pk 82.6%., 4 1/3
IeG4—-RDEFH I 1G4 AbF1E 5 E [l , X% 1eG4—-ROD
BRI TR 2 5% A F 1E &, BT DL S 1S 1G4 7F 1E i [H

1898

W, BARREHERR 1gG4-RD (32 W A s 15 11 i
IeG4 T ( =900mg/ dL) $2 75 HR B K MR A28 B[R] ik 22
FA AT RENE T K, Lb An i iR sl vtk L 2 g sz R L LR
A& AT R T 1964 /K FEFRAK, M3 1964 /KF
HREBRELE ZILERE K, HHEE KT, Bk
1H eG4 K506 S PETFHE—3, B XA Ak U, 752
T E RS FE AR, A 2R R L 1G4/ TeG
FERELMLTE 19G4 e B AN & X 1gG4—RD 45 5 M o i, 1l
1 1gG4/1gG FLRTE 1gG4-RD BE T &, W T L8 E 2
o GRIT KR 2 RREA WAE FE S . 5340, BV Ifi 7 TG4
TEH, Al RGN B G BR b B 40 i 3 &2 | Wallace 2570 42 H
J R AR BB LUIAE SR W 3697 RCR A TT ALY P
flibrii,

AN L E 1eG1 ., 1gG2 . 1gG3 A A A e 6 7t &, B
IgG4 THE 5 1gG3 S IEMI ¢, IgE . C W & H B Pk
LR AEALAROC R 7 Th R, o] D R v B TS BR AR 11 B i 2R 1 Il
SiE , A1 Vg FR PR A S 22 kMA €3 C4 TFRETH
8 LW FR

2014 4F , HARFE T 1gG4-RD MILE A2 Wiksife 25 T
IgG4-ROD B2 Wibrifi (3 2) . H 5 2011 4F 1gG4-RD 1Y
K BIMARBLE LU LA 5 1 X HR R R B AT T 8 PR
R AHRTE AR = X (HE bz HEF g ERAMIL
o 22 T IR 2L 20 A o K 5 2 A R A I 2 R S i o a0 2
[ 2H 20055 B AR AE 5 1G4 +/1gG + 32 41 MY = 40% , 1gG4 + 3 21
Jiil/HPF =50 7~
9 £ 50328

1gG4—ROD 1 5 Hofth DL HR 5 b 4y | 58 R | 3z o i 1 25
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R I 42 B SR R A ), Jibk LR T RLE B E
FFLR R AH 56 B G 45 & M HRHIEE 48 B0 18 R TH IR R 45
(1) IR 93 . bk TR 2 TgG-RD HR 5 b i i UL A e e od
T O FR AT AN IR A, HE v b R OG Ik B 4 26k L 9
('mucosa associated lymphoid tissue, MALT) RS A
MALT J&—Z PR AR B 40 AR & 4k eV | g 1
AT VLI EY S A A3 (H 1gGA—RD BRI 3% 4t it 78 Ik 0 983
RN AR, R BEE A [gG4-ROD & 3f MALT 1
1B 0L, L2 FE N B BR 2K Al B iR i 4, i AR S e BRI
REERR R B e e Bk RN EHE, (2) TIREEATE.SS &
— e B G Re R , AN o U R T RE HE B A
FHAE R T 2P, 1gG4-ROD H M5 K M it B 5 Jie A [] bt
O IR TR, WA IRAN AL SR IR 7 /Y S v
I I Ah 1gGA-ROD LG 1gG4 He BE THED TgG4 FHPE 40 ifd
R, (3) PR AR AR S R 95« FE DR AR A S MR g 2
—Fh B T, LR HIE 58 20 i V= 10 400 i A/ e S
L RAMILAE K B 27 2 Ak B W7 2 2448 A= 25 5 B A0 AR 0 el
fi, H 1gG4—ROD 4P NLAZ B D, IF 21 HoAth sz R4
fi R, 3 3 BRI BE R ME 215 24 LU B K 5 25 6 % 1
AP, (4) R R PERRIE 58 1 (B - R & 1k HIR MIE 4% 4 Ml
(idiopathic orbital pseudotumour, IOP) f&— Ff 55 IR A BH 7
A A S A MR BIE g , RN R &, P 2k I 2t B
&R AL , T ARt R i DLAR BB AL, 3R K B 5 4l
FNEIT AR, M 1gG4-ROD RUM %K 9% 22 W, |, S 18 1
W, TR B R PER , N g AR Sk Bk R 2
RN B R 45 AL 1G4 LI KR B 19G4 (+) 3% 41 i B
F 1gG4+/TgG+I A M LU (A Bl 25001,
10 i&97

TRYT I R A 2 5 UEA T, H AT 1gG4-ROD
HENTFRAE R IRIT O 2, HORYF & 50 2ok 1 T il i
T AMRERELL LSS, AT RO R AN A FE A th o s — W
WREIARIE , R AR — 2R 24, 5508 D rTak BIRE IR 2%
fife , BB /N B B R A B R R R 4 T RE 45, A Bl 1M
I 1gG4 FEAL, B3 S A LR N, #2582 0
AR Xt TgG4-ROD # i Ak ik SR b , e bh 5 & ok
K 0.6mg/kg, TR 2 ~ 4wk, PA%EE 2 ~ 4wk U Smg, il 3~
6mo 155 11, ELAR LR AT 2 R R B4 R W L
WR AR B R ETIRIBIT AR SR
R A — 5y BB R R T B0 S s M 50, LA
AR I R s R P E R R R . H R R B G
700 (L H A s Iy 5 22 2 iy g | HH 2 e At e B ]
PR EERG S X T R AR S IR A R, R %
B BT AT LA B e (916 R S AR i , O HLHA &R
AT A, BRI /b (R4 B 5, BT AR o — 2R
2517 WSRO RO AR, EE R AR B IRIT B — 3
oy Tt g
11 NG

25 L ik 1gG4-ROD J2& — Bl A i A - 43 W B L &
7 A5 v T IR S R PR , i PR 3 B 5 T 38 A A O
P LG AT AT G0 5 AL 2k S e €8 Sl ] BE A A T B,
N RS R B R 28 AP YRR, REAEE
FEDR KR R 22 55 7 AT TR EI B R 5 & i L
TAA A, T IRAR T, [ B A 00 o 35 5 4R A1 A 7 KA
ARIGET 8T, OB A 16 IR 48 3 5 S8 o AR o, IF 308
W N7 A A B ML D G v I R

&% 3k
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