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TgG4 A S M s bF 58 1E

LB HRBRFRAFEFERERFER REH
E@E 1G4 A MER; AR
RESES R593.2 SEAFRIRAE A

IgG4 AH 2 P4 % %% (immunoglobulin-G4 related
disease, IgG4-RD) J&— 43T 47 K5 98 LY A B
PEPEBN , ] LA R e B Z R4, Z1F 7E 1gG4 /K
SEHEE . A EE M H LRI DL TG4 + K
S A7 S IR L R A IR A T SCIR A 44
RELZE 14 0 Dk S . W8 2 1k bz 200 L3R 0 R SR
IgG4-RD i 44 I R S FERl A5 22 A 5 TH B 5% i
1745k

IgCA X MR RBI A L R 5 &

IgG4 AR X MR ey & IgG4 AH MRS 1Y
— T S R AR AR A2 I B (tumefactive ) J i,
HRI A B i 44 e 5 eI RAFAEA + 0% 1)
IR FR o NEXTT LgG4 AHOCHELNE NN, i T 1)
B S BRI, I AE— W XU, {E B A &, M AR A
JRR MR 1) 22 K VA KA B 36 Ay b it — 2R, &
Jefl i 7 E R DT AR UL R R, oK PR R 2%
(Mikulicz disease ) f1 T2 4 1F ( Sjogren syndrome )
S IE B, R T ANZEIAIR 1gG4-RD (K], H
AT A LA IG R R B, 5 A ATTRE 3 1 2 A
M X &2 EAZ 4, 1961 4F, Sarles i | —
T S BR AR 1 e 1 IR AR A 191, D2 AT TR IR
FI)HE L6 [ AR R 1Y 0 AT RE 5 SR R &R G A G i
A A U 4R AR, Kawaguchi 255 738 T
I LI 200 L e A A R R 8 O i IHUIEL T 2R 48 B i
AR BRI, 38 T —F B X ZF a9
LB PEPRAETE R AT BBV s H AR AR IRIE T
15 BRI B S R e ik %) TR 28 B AR FR %
BEIMTE 1G4 BEF R, HIa & T AT T 1gG4
SRR TR R B SO R, A1
o, WA R HOR B A e, NZEXT T 1gG4 AH G195
o TR 7 1k JB THL . 2001 4F, Hamano 2557 463
T 154 {5 /35 (70 AR 45 191512 AR 4%
20 fRE AR i B 4%, 20 91) J5E 1k R4S R 4k, 8 1]

*iBAEAEH T A& #) , E-mail ; tjhdongll@ 163. com
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RMEREACTENRAE 2, 11 (] TR 25 B AE) 1Y M7 TG4
i, FURE A e A Al L iR R R A SR TR
lgGA R Z G, I oM Bl Jm 1gG4 A SCHY H B S
JBERR 9 B2 R e B e th 48 Hh T O 1R (]
I, KRR 2290 e B I i 44 B9 TeG4 ARG 22 E4 b
[ 2 4 PR (1G4 + MOLPS) i g A 22 A2
TS IEE—F A BT TR A AE Ak ST R
2011 45, HAHR H 1Y 1gG4 AH 2 ME 990 25 5 12 Wi b
#E [ comprehensive diagnostic criteria for IgG4-related
disease (IgG4-RD) ,2011 ] % 3& [ %+l 1eG4 #H %
PEZA [ PRATE 22 312 ) A B2 W7 53R ( consensus
statement on the pathology of IgG4-related disease ) M
RN T TgGA AHICHEBR B A 44 Sl TR g 212
Wbt
IgG4 A8 % Mk o 0 & 4 TgG4 A OGRS ]
R A B Z2 AR/ fr BB AL , X AN ) I 2%/ R AL 1 52
S AFEX I B A 4 o AHE 5 [ KU 2% ( Ameri-
can College of Rheumatology, ACR) 2012 4F 42 H i
TgG4 AHICHEBG BAAS B AR 48 R B S A 44 477 (Rec-
ommendations for the nomenclature of 1gG4-related dis-
ease and its individual organ system manifestations ) ,
TgG4 AHICPERIR 1Y B8 I 44 B B 88 B &R G fim 44 0 )
FITHRIME2",
&1 IgG4 X MEmNY A4

K EA %% (Mikulicz disease)

Kiittner ¥ ( Kiittner tumor)

Riedel ¥ kA% £ (Riedel thyroiditis)

¥ IR 48 Pk dn A P oS M 4F 4246 (Eosinophilic angiocen-

tric fibrosis)

% kb4 4 5 4k ( Multifocal fibrosclerosis )
O R m AR KB S R R K

( Lymphoplasmacytic sclerosing pancreatitis/ autoim-

mune pancreatitis )
KA E (Inflammatory pseudotumor)

S 49015 £ (Fibrosing mediastinitis)

B ALVE R % X (Sclerosing mesenteritis )

FE AR & ¢F 44K (Ormond 3% ) [ Retroperitoneal fibrosis
(Ormond disease) |
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E AR B £/ 3Rk B ¥ (Periaortitis/ periarteritis )

K E k3D BB (Inflammatory aortic aneurysm )
Ik AB MK B ( Cutaneous pseudolymphoma)

H Z e B s i K (Tdiopathic hypertrophic pachy-

meningitis )

B ZOME BB R R £ (Tdiopathic tubulointerstitial

nephritis)

FE 72 BN 8] RS AR A 0 S KO AR A o i b B
18 B £ (Tdiopathic hypocomplementemic tu-

bulointerstitial nephritis with extensive tubulointerstitial

deposits )

W KM FER 4 4540 (Tdiopathic cervical fibrosis)

®2 TG4 MxMRiamb(REET)
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Zw/ R a4
N2 IgG4 A8 % Moo &, %
3 IgG4 ARk 1 B om o 4 & KA 5%
A e S TG4 A8 Kb B & 1) R

PR K Fn gk & T 1G4 A8
R R R K, B AR
o R R A 1gGA A A B &K

EW TgG4 A8~ M SRR £
IgG4 AR % M 5T 5 A X

Pl
T v
W
hont

EELL: 3

BE/ LB w2

Mg 1B & 98 MR £
(IgG4 Ag & MR AR )

R A% K R R E J A TG AR A,
BRETH7) ¢

AR IeG4 AR % PR B %

PEFRERALL8 IgG4 A48 % M BE 2% K JE (& [gG4 48

(HEZR FEAR ) FOPEIRBE FMAR )

IE S LI 9% TgG4 A8 % PR BE AL %

RAE & 5 & fif3) 2%

nik ik AR
(MR BTATTAR)
R I
SN
H R B
EX)73
Zh Pk
YR
MR IS
W F i
473
MHE L
e
& o
IR

Hii

o) 2

lgG4 A8 5 Moz AR IE ¥ 5 (6L 4578 A%
B, BIPILE RA BRI E AR
E A AR )

IgG4 748 % M 3E IR 3, K% £ A,
1G4 A8 % M IERR K 2%, 1gG4 A48 % M
T AR T B R

TG4 A8 5 b AR s K

IgG4 A8 5% M1k X

eG4 #8 % PL 57 3K B 2 9%

IgG4 48 % 1% % 3h Bk £/ £ 30 Bk JB %
TgGA 48 % 14 2h Bk 8 %

1eG4 A8 X M9\ £

eG4 A8 % M RE J& 4 4 fb

19G4 48 5% ML % Bt %

1gG4 78 M BBk %

IG4 A8 %k & 2 5%

TeG4 A8 5 PEAR AL ML R % %

IgG4 A8 % M fe f

1gG4 78 5 PEAT A (46 89 2 K A T 12
mg R IEZR)

TgG4 A8 % bk i %
IgG4 40 % PRI RE

eG4 X ERBBRITRE

TG4 HHOCVERNG B LU 5 M e 22 (AL s b Al I
B 1 — TR A Y R B 2 1.98:1) ,{H
HA R g R AT R 2011 4R H A [ P Y —
AT ST, T [ B A e T IR 48 A H AR 1) G
RZH 1.4/100,000 A R [E BOBESE HLR B 0
TG4 AHIEPEZERT A R 1 32 S0 A5 A I RO RIF 52, 1
REAR 280N H I ARS8 R R, AN REI K%
PG AR A R IR L

lgG4 K M Bk B E BY lIm R 4FAE

LgG4 AH IG5 9 1 I R 22 B AT 432k 4 B i AR
FE B R EER . A& LI 2 B R 5 =
1 ARTE DR B R 3G 8 B R S T R U] 2 o e
B 5 07 % 7 0 5 e A H Al 2 B, A0 41 A2 BRE 28 R[]
FLEGHE R B T R RIMESE , 2B uRE S
ML aE 2 25 AL GTH A B Y — TURE ST 2
AL 2011 4F 1 ~2016 4F 1 3% Be— i BE 1 A5
WFFEN AN 346 i B F H  ACH 7. 5% [ B3 0 B
AEZ R, HP IR WAz R E RS AT AR
TH R/ HEJE) MR, 3X 5 H AR B 96 [ 2435 AT 98 S A
— IS IR ST AR A Y T R R R o 7
PEZ2 L, TV R Fie oA R B e R ) 2 22 WL, {HL
M\ BT A SRR &, %005 1T DL R4 5 24 E
el RGO FE AR THBR A R K N A2 MR AR A
o S R FCIR AR Sk VIR IR IS i R B R
R R ELZE REER BB Ol B FLER (RS
E%%[lo,m] .

1E TG4 AH I B 3 ) S 56 2 K At T I
15 1G4 AKOV-T e HE B4 AE . U U A = Be
WFIE R 94. 1% WIZBEi2 WA TgG4 Al S PER 1Y
B LG 1G4 B s ( =1350 mg/L) , Bl
HIgGAK 552 248 58 H B 3& IEHH ¢ 1Ak,
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89.5% Y A MLTE Tk 7K V34w , A fiost 3 1y
IgG4 7K K A1 it W R M2 41 it ( Eosinophil ) %
e T BE, Sl RE N T il
(ESR) Fg s C /i & 1 (hsCRP) Ay 5 23 43
SR N IPUAZ TR CANA) AR B FH 4, 28 XU R+
(RF) Jhs BokA €3 .C4 i FRE S

IgG4 18 3K M s RO AFF 5% it R

IgG4-RD 2 —F { B e tEBs , 20 o+ &
Y2 4y AT RES 5 I A siE 24 19 1 i, 1G4-RD
RIRHLHI AT LASEAAEHE A < A X 50+ (pattern mol-
ecules , PMs) 454 #5232 /4 ( pattern recognition recep-
tors, PRRs) J7 8l [f A N 2, el PrIR e 2, 51 &
J B2 AT I P B 9% (A 955 A B 0 8 R AR 8 ) T
No fEGEHIWEIA S 1gG4-RD 5| i 1 £F 4k Ak Fn g
T ey 240 L e 2 7 Th U4 s i 25 R 0, A
5T R 1gG4-RD &SR I IgE FH&, 52 R4
AUrhE RIS A YA I TCF-B1, LI M AE B3 (FF
MR R ) Ah R I K 372 R A B AR
82 () VB R MR 40 B K2 Th 4u a7, B 4u A T
REIE o B 2 U M A WA PTARAE 1gG4-RD 1) & % th
ERIHESNER . SNSRI, andps R E 9y, 38 B =
TN SZ AR B4R, WA AT 8 38 0 A O
RGENMFE A B L 7 1gG4 AHICHEBm 1Y &k A &
JEH (A 1gG4-RD % 9 9 EL AR ML 45 A 3
T IS R, T 40 40 i A% 53 AT RETE 1G4 AH G 1
PR R R R TR B 2 e E ZEEH

CD4 [a by s e T 20 i2 ( cytotoxic CD4 + T
Cell,CD4 + CTL) CD4 + CTL B—F& 5 920
B4, e EL 20 B PR 743 06 B 40 AR B A B9 T 9K B2 4
il 2016 4 3 [ R AA AL Bs Be 1 — ORI 5% 6 I, 76
IgG4 A OCEB IR B35 B A8 b S sz B h k&
BT R B BE A TI R CD4 + SLAMFT7 + CTL, %26
Y AR R B REAE A2 T 40 i ( effector/memory T
cell, TEM) F2ik ki fili A/B J ZF L2, W] BB id & 77
W TENy \IL-18 J TGF-B1 Z54e £ dE ALK+, M 4 iy
FEAE ] 3 iz BAL LU, HLAE T BB AT
F 25 Bt (Rituximab ) 097 f5 , 8834 4hJE 1l CD4 +
SLAMF7 + CTL#(H B3 T IREFFREM,
IgG4 A ¢4 TH B 48 I U i 4R 28 3% 19 T & i h
CD4 + GZMA + (WikififF A) CTL ( 4 Al 43 Wb
IFNy) A LU 51 5 28 38 A LT 1G4 R K% BASE
BOH BEHED . X EERFE R W] CD4 + CTL 7l fig
TE TgGA FHICMEE I 1 &8 FRAE R 58007 4 B A 3]+
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S EEMER

iR B T 49 e (follicular helper T cell, Tth)

Tfh J2&—2H 5 %15 BCL6 ,CXCR5 J% ICOS Fi1 PD-1

M) T MR, e P in T kA R J Nk, 78
WRELEE P, X T4 B B 41 1% 1A 20 i e A 2% AR
(somatic hypermutation , SHM ) Az [A] Ff BY 4L 46 (isotype
switching ) 47 B ZAE FH , WA T Y0 5 938 S5 g 7= 1 52
T ARSI, 1gGA-RD (B A E I CD4 +
CXCR5 + PD1 + ) Tth 40 fd 500 W3 &, HAEIRIT
JEU R TR, T2 5 1gG4-RD X R BN HY), K
HYIRTE S 52 RAVE R, KRB0 [R) A
B A7 G, {H )& 1gG4-RD ¥ th A B Tth FF A
JRBR T T2, Tthl F Tfh17 7 1gG4-RD [y % A= % Ji
HFLPAL T —E MIPEH , 3X — 5 7E H AR 22 E i 27
RIS E] TR R

- 2m fe (plasmablast) R BE 2 & —FPIE IR
Ha] LI BT 1) B 40 e, 2 K 5 iy S 4 e 1 B
A, HHRF 3% 1 bR & 8 CDI9 + CD27 + CD20-
CD38hi, AWIFERM, 1 1gG4-RD [E# 1 F1 A 1 v
Ktk T2 iy vl 2y 14, HAE g2 B8P w
BELERLE CD20 + B 4HHLIEL, ik 1964,
INEFFE R, A0 8 il 2 B 40 B A0S i3 2 PR )
IgG4-RD B IMLTE 1gG4 /K- SRR Tih2 21 fo %k
BIEARSES ) X TR B 7E 1gG4-RD &
Jpa LI A R BB o3 T %) R R AR A0 KRR A0 B o S
CD4 + T 40N Tth 40 & CD4 + CTL AHEAEH,
AT 3 B2 SRR 01473

A% A0 M AL R 221K 40 M ( plasmacytoid  dendritic
cell,pDC) , P8 4514 B 4il fif ( Breg) , ¥ 55 ¥4 T 40 Jig
(Treg) , INFI e 25 1gG4 HHOCHE LI 1Y A0 5 bR &
HA 4 i A% 43, — 2E 3L U HLA DRBI # 04:05-
DQB1 % 04:01 ,FCRL3 .CTLA4, L) J% KCNA3 W] GEX
PG 4 5 A AE — 5 BTk ™ o

& R i2 812 R

Y Rwk TgG4 R SCPERR 1912 W B RT3 K
T 2011 AR 9 B ARZE G2 WbRifE , RIZEHERR T
AR KA UE B 5 , A : OIRAE : o4~ Ei %
AN E TRHCE SR E K s I A - TG4 YR IE T
(=1350 mg/L) ; QRTHLH L% - bk T 41 i A3 20
RN 4EAL ¢G4 + /1gG + 4Hfif > 40% 1%, > 10
A~ 1G4 + JZ AL/ HPF 3 A AN [a] J2 1] 1 b %o 18
W12, SAEREZIRDL T, Mt B R S P o
E M RS, R 1Y (A R
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XA 2R B 12 Wr 1gG4-RD 1) 1G4 [ 4 A #7715
i, MRHE T 4G b AR 3R BO 38, I AR — 3, WL 20
HeAb, IFAR BT By TgG4-RD B8 #82 Y B Il TG4
IR TR B BT RR I I3 A B
5 IMLE 2 B PR ) TgGA-RD A8 35 A1 Ja) 1 3%+ 40 Jifd ¢
o, B Mg 2 7 X Wdm T
HP 3% B 40 i T BE 2 — > B Bh i2 W 1gG4-RD
TS BR
[ (1) BEZR3HHG |

+ .
[ (2) dikigGe> 135mg/dl,]

I

A
(3) LA F (3) fRIRFHIL F
IgGa-+/1gG+Ha BL>40% 1gGa+/1gG+imML>40%
HIgG4+ i BLAL/HPF>10 HIgG4+#m BLAL/HPF>10

‘@)
—
—

BEH AL
IgG4AR &AL AIP

@ IgGa 4 A 4] a5

IgGa# 4L 4%

B 1 IgG4 A K MR 19 ) 7 oK

LA DL et S

1.5 5k L 3 dm LI )

2 AL, K AR AR 6 A A
3. PR AR BR

A
=2 4 L Ay 4 17 5% F 4 Fi2

IgG4-+ 3 fmfed ( /HPF)

=703 =10 >10
B AN () A (1
i i B = >100
#hest =100 >50
(FAAEA) >50
B (&) =20 >20
B | — =50
Mg (FAEA) >50
Ak (&) [ {1 E— >10
R (FAA) I >50
e (i) >10 >10
i (FAEA) I >50
FRE (&4) >10 >10
$iE (FAFA) T >30
e Ge) >10
EE [ >50
ML & [ T =30
):d" 3 =200 =200

IgG4-RDEG LR FH T [gGa+/1gG+ 3 am L EL 48] 2> 40%

B -2 5 2 @ & 3R R 1gG4-RD
=lgG4-RD T fie ) 4L 2% F Ak 42

B2 TgGA Ak MR R 74 2 ) i B

E 5D
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[ Fif T ik , TgG4-RD #9128 W ik TR BR G L0
T ARG o BT 3 AN R 52 RAE R, eG4-RD A %

SIS AL R (A R RT3 3 BT g5
£3 1G4 HR MR LD (REEY)

IR IE B _HE J&) 280 47
CHE
- Graves IR IE J&
CHFAE S R E K
- EN R

ENVY-
S HOM R R
+ Churg-Strauss 4z &4-4E
RS K
o

v R I
R
- TR AT
L
AT

i B
o A RE PR AR R JE S
o ROME UL Y 2m A0 IR
RN
AR S R K
- Emiesh i K

« BARRIUAT R LR RS S R

- TR
N
- #HEY
< LR mMARE gk
© BB ER K

C YRR EFRK (TR, HEA LIRS FN)

L
« % PPk Castleman J%
-
- HET A
c RGEML RS
R AR
- R E

LA PR (LR R E )

- Hpe TM R R
Hifi
- B (R I AT MR
o ROMENUL e dm AT
- VA
- FF AT S K
- Castleman J&
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5 A
- ARG AE R O IR

o Ak R OME 1) M AR K
+ Erdheim-Chester 5

E B
« JREMER d A s E K (B 4mASR, Takayasu Sk )
- &R
+ Erdheim-Chester &
B mR %
T
C BHMEE SRR K
MBS
- TR
© Y & AR T 0 LG A AL
- B ROMEIR LS ¢ Ak
B
- TR
- B

< HMhiE TR R R

- HFROPEBLE B IRE £

- TR

- TR AAE

- R s Rge (B R
A%

- MR IR
e %

- MRS

- B R

- JRAEMEARAC AR E K
JHF R

- 2R

- JHF 4 B S

- RENMERRAC PR E K
LAl

- ROTETZ AR AE X
H Rk

© R RSB

w g

HAT, BR 2508870 B 4 00 vl L r AN A7 57 B
167 B 7 55 D DR 3 ARG B s 0 E e AR
FB AT T, 1gG4-RD 1) F LRI FAIH T 254

e R FE BAF G SR R A B B R R
S AT Bk, K4 2015 4 (TeG4 AH SR
BRGS0 E PR3 iR 5 ) (International Consen-
sus Guidance Statement on the Management and Treat-
ment of IgG4-Related Disease) , [gG4-RD 755 2% fif ]
AR R A T AR 1 30 ~ 40 mg/d, JF7EE 2 ~ 4

WRISEEAEZAGE 2018 4F 5524 % SE2 4]

Sl s B 4 2 JE 9 10 me/d, 3 20 me/d 3 JE4 (40 2
Ji) FRgkfs 1 2 A 5 me/d, B Ja SERAERR R i
2.5 ~5 mg/d TR Sy IR0 R R R i
SRR AT RE S 40 B SR VAT A SR I RIE b
Fe SRR W 4E R I6TT & 5 % T 1gG4-RD B E A7 25
WA — AR H A B B e vk AR %6 (ALP)
SBE BT FIA, BIE A B B R e RE iR T B
BT AN 23% BB R R K, T 4R 1R 9T
(5 B K RN 349 2

X5 G0 1 G B 30 55, G0 B e RS (AZA) |
N % 2 25 i (MMF) | B 8505 (MTX) \FK506 4%,
AR PR B ZR i (steroid-sparing) o FES R FFEE
TS TCIE IR R , sE PR E LU 2R 259
] fd ] (H AR A AR A

d¥edthyy YRR R 258 0] LLER TR E
PRI BB P 204 T4 900, A TATSE B D sk e e,
AIVE BN Y7 RO . R 28 s e vl DL Xt
CD20 + B ikt 40 fifd , i ik Z Fp AL, WIE PR N 2
(%) 240 BELAR A5 17%) 4 B #5545 FH (ADCC) |, S B8 1) 1) B
MR ARSI, R (5] P A R
T WG 00T, R 28 A nl LU R IR 9T
IgG4-RD , {HHAE v op b B @I o™ o ek
e, ] BE RN IZ 25 W fl B BE S

AR Z 5 BT X 2 40 1gGA-RD A 84T 1R
JPRCR B ETR S 1G4-RD (835 74532 HoR )T J5 1
i 1G4 KR TR, BAE B R HBE &5
R, TR A 2 B BT C A E T AR IR
CD20 (P3¢ b 40 i S 3% 40 B, [A e, 1 X% CD19 /Y
XmAbS5871 fij iz i A= , H H wi kb F 11 B R 56 By
B mAh AR 1gG4-RD % WL A9 DGR, %t
X 3L 1 3 4> 7 CD80/CD86 1) B [ 7 3% ( Abata-
cept) , 5T %F SLAM-7 135 % % ¥ B 471 ( Elotuzumab )
DL A& X ICOSL 4t Tth & A= & e i) AMG-557
ZH) TR A EN

Fgm AR AE 1eGA FH MR R R B G T
SNEEVEAS B i 32 208 T 16G4-RD i 45 41 (1gG4-
RD Responder Index,IgG4-RD RI) , Hif i3 ic st Bl 17
it # bz RIEAS SE 1G4 KPR AAE 0 (226 R
0 5r IGITIGIINE R 4 73) , IFFEH G B H 2 &
2R e AR AT 25 B VR, B R IR L 2R A T
AL, DR TGt . Bk 25 1gG4-RD RI, i
WA B9k A0 8 I 3% B A0 4 1eG4-RD RI 7E
— R TR AEA G, INTTA B T 2 ey 1 sl 1
PR AN, — e G T B AT HE AT LA TgG4-
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