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(PEESR B, JEatbh B Ebe, JLatPh A Be BARE, st 100730)

[# FE] 1G4 MRPEBE N i O RGNS, W REEZADHE KA. LA TR 1564 HEHE
VEHR R AT 5 THRERGAL | AR PEARRF I AR A . R ELRAF 2R IRIE , SEIRIAIT IR 4 B
Kt 2 AL B F ARG R I 26 BT X TG4 MISEHEE IR R AR . AR SC 19G4
R S B PR e B 22 S R AT 200

[RER ] 1G4 MICHERRG ; 1gG4 AHCHETERR A 5 I O BLAS 5

Clinicopathological features of IgG4-related sialadenitis
GE Li, FENG Rui’e

(Department of Pathology, Peking Union Medical College Hospital, Chinese Academy of Medical Sciences and Peking Union Medical College,
Beijing 100730, China)

Abstract Immunoglobubin G4-related disease (IgG4-RD) is an emerging disease with unknown etiology and multiorgan

involvement. IgG4-related sialadenitis is easily to be misdiagnosed as Sjégren’s syndrome, chronic nonspecific

sialadenitis, or lymphoma. Thus many patients cannot be treated timely and even undergo many unnecessary

surgery. It is important to improve our knowledge on IgG4-related sialadenitis. In this review, we summarized the
clinicopathological characteristics of IgG4-related sialadenitis.

Keywords  IgG4-related disease; IgG4-related sialadenitis; clinicopathological features
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Bl ARG, BRBERS, &R EEA
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B AR PERGAS . I IE IgG4Mk ETH i . KRimIgG4FHE
WP | 412 LT 2 Ak R R AR el A K bk R
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NI [ H AT A 106 T IE R 1g G4AH 5%
PEBRG BB S, X HOA IR M A 4ximn . BR4S & B
BRIg G4 S PEBE , XF W B 1g G4 AH 2 1 55 9 19 ifa
IRFEH . WAL 22004 | 2 W 5 500012 W Mk
I AT LR IA .

1 IgG4 X &R

1995 4F Yoshida % "AE 43 K1 — 05118 4 Je i 46 96
g, HAT G H SRR W R, |k
EF% H ﬁ E’ﬁﬁﬁ@ﬂ%ﬂ%% (autoimmune pancreatitis,
AIP)HYHE S . 20014F, HamanoZ5 W5 & LAIP
B IMIEIgGAak B BT, Bl 5 & BLATP B 4N
A5 [ i 2H 27 A T DL R Tg G4 BH P B4 2% 4B IR
20034F, KamisawaZ5USHIER, AIPSR & AR .
B BRIE . FFTIRKIX . BB, #eEgs A
A E T A1gG4HM R MR, BEAFSE
B9 B ZH 2122 e AR B 5 ATP L, F5 HATP AT
IR TR 4%, T2 — 3 8 M 52 ) T R 400 5
FRZ H1g G4RH 5 1 B Ak PR %5 98 5 1g G4 4H G 1 A
SmEren . BEr, Ebs RS2 “1gG4M
KM M, HEMUUTSE DI EA
N JERR . IR RS, WA, IERAZ. .
fiti o WRELES . R, EShk. FLAR . AiSIAR . H
ARMRE DA AR iR 20

Ig G4 PR HAIP B S B 8 &, *t
HINR W IEA . AIPEELRAETEFERWE, ¥
DATCI . B BHZEME R i R AR . 52
W ER A MIEIgGAWEM B IhE, WA MiEIgG
FITgE MR BETH = ) A B PR ST Bk (antinuclear
antibody, ANA). ZEX K ¥ (rheumatoid factor,
RF) PHME o 8780 52 50 2% 3R 30y g i /g 182 1 o K
2 OBEIEET , ShACTE /RIER ML, HLERH
TR RS, AR P AR A,
JR A B MR AE AN R B A8, mTAEAT IR R A5 K. e
PREH 22 D 2e e 0 TR I /Nt P L RS JR OK B Ak
(S A 2 R s DN 4 A AT I S 7 N 9 7
B, IG5 RE AT Ak 20 2138 A Rk T 240 A R A0 R v
FEAE T FEPEERIK R o g A Bk 2 G R e AR
A Al DK A 1g G4 BH M3 4 i i

Tg G 4R OG5 9 1 5L & s AL ) 1 =A< W A
HHETHANBEHE €2 E A H SR . IgG4rH
PG I K A L B RN &, Kawa %P 9% & B
HLAIf /% A DRB1*0405 FAIDQB1*0401 1) H A i
ALP FET 30 T AHE s M Park S5 B 5T L B,

DQPI-s7ARRITX AR S EAIPBREWE KA
Koo BRATA WA R BT IR 2 A4k (singlle
nucleotide polymorphisms, SNPs){d 45 4il I 75 14 T4l
JEASEHT IR 4(CTLA-4) . BEIRSEIN T a(TNE-a) Hil
FchEZ K355 JEHL AKE P 2 ATP A H B fufie o4 9%
R 8% ) LN . Okazali%s ! 5 & BLATP &
L T A 0 BT Bk AR R I RS TAR 5
111 LB R R T A S . BER L REAE R
INE VR Z N W IR R IR 2k, o8 T AT RE
K 1g GatH X PEBE 1A SEEPUR . A g
R BB 1 A 700 R 13.1-KD R 1R RE S Ig G4AH
KAEBHY B B PO 3K SE R S RF g G4AH Sk
PR —Ff 5 B eI

IR, TgG4AH ML B 4F K ARy 5 A B f
PEFTAAT , ELXH IR A T B PR S B -5 o S R
TRHIE . Zen VLM 1g GAMT I B8 iR 4 AR A%
REBHEZBHANEPTRAMEE F(L-4, IL-5,
IL-13) FE AT 4 fe X 7 (IL-10, TGE-B)#Rik i,
IL-10 7] 5 5 B4 7= A= B BT A IgE [m] 1g G4
FEAHL N K EIgG4 TR I AR, MTGE-p
AR PR AL R E . DA Tha M35 PR T 40 o 3
9 B 8 o 7 5 0 PR R B UIAT 5%, 2 1g G 4AH]
KA B[R] A I SO O N SR I
FILG Wy B 45, B 7S B Y R L R T fE
e SO

2 1gG4 HHRMERERR K

T N 1g G4 AH SR B 1Y Jhc B 42 H 2 U1 0
Ig GARH G Al Al e Jo iR 58 A0 2 T iR A LR T 5
20034F Kamisawa 5 74 H 1g G4 S PR RE AL ML 50
(7] B3I 52 I 28 R0 3 TR A 2 2 e o B2 T IR R 4
PO B 22 T 1 GAAH S P 22 8% THE Ji Y
HRiB . 20054F, Thrlers "SF FH B0 A5 B 2035 40 B
18884F- Mikulicz i Wt i W1, e BRIZHRAS [ b b
FEAH SCIRELZH 2T (mucosa-associated lymphatic tissue,
MALT) kUL, PRt S SO FA0 Kl ) 2% 0
(Mikulicz disease, MD)Mfi4%, LLkESRAT 24 A Y
KIREL. 19774F, Seifert 25" Kiittner's¥§ (Kiittner’s
tumor, KT)H Hii 44 R PEE b PEME B % (chronic
sclerosing sialadenitis, CSS). KitagawaZy:"*!F
20054553 BIBIEE & B CSSFIMD J2: — F g G4 M1 6 1
P o 20104F, Geyer%m]%mﬁﬁ “Ig GAH R E
R Bfir A CSS . i Harrison 8™ % B 43
56 CSSII PR 2 20 A B2 Wi )9 1] (1g G4 4 %8 41
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AU F g ta R HA WD E1g G4 gy £ PHAM: 1Y 2% 4
JL) NGBS W A 1g G4AH M B ,  H LR AT e A
ARG G IE RS R REE . 2R b, HEE N
AL 5 CSSFIMD WY llfa ATE IR B, 34 22 HEBR & 75 77
TEIg G4AH PR E R 48 .

R, 20114F, Geyer5 P F1gG4HH 5tk
T iR 2R 45 38 CSSFIMD HH JE i A5 A% 5 T Ig G4AH ¢
P 7 IR 2% $ AR MD H G TH IR 722

2.1 lgRRHM

CSSh i BT AR08 e R W, Ik
Frp AR M, Il R B0 Sy B sl 00 &5 i TG
o Vg VR B R O, 5 MR R DL IX 4, SRR
KT. FRTEAN G 344202 2276 F CSS L 1gG4
AH PR e 1A . b2 fl B A A B SR
W5, I3 N GravesHii U RITR A G HUR AR 4 5 oA
Ig G4AH Sk 5 s T g P HAM TR A2 1) 32 R, LAATPH
wOL, W ORI PEIRAE R . HIRR . IS £F
ek 4555 3PIRM N Z AR EZR; A
11451 2 % B R P

MD Il R 3¢ 3H A7 XU VH B R TE AR (32 28 R il
J IR ) X BRSOk, BADRRLEIAH
FUHERR R T8 L 510 5 5 R R AR Ak & M iR 1
PR, 60% A R F R TR s (HOCT R
R I AE RIR PR R D W, . MD 8
ULV R A1 52 B AR IE RS 2F 4k . ATP,
JINE 8] P B 48 (tubulointerstitial nephritis, TIN)

22 R E

Ig GARH OGP Y i % A6 35 1Y) S 0 5 Ao 4 ) o 3
FEAE PR ) L 75 1g GER Ig G4k JE TH i o (HER 0 JR
IgG/KFANIEH , IgG4/K-F- Tt i A 1g G4 AH Pk
PN 5 R R R . AT 40% 1 1g G 4HH 56 MR Ik
B LT 1g G4V B 2 16 3 19 Y, I T 19 G47KF- 1
- S e AR R AR T R A C, B
R E A Z W NI 1g G4k BE W] LUK & .
T3 AL Tg G4 ¥ B T i o nT UL AR 2 R R
W B R RERG  FH R AR IR K A
oA R AR g G4ARH G R HE R 48 LT A
B PR INANA . REAE — 8 IF # ol 42 3 Tt
=1, {HHTSSA(Sjogren’s Syndrome A, SSA)FIHLSSB
(Sjogren’s syndrome B, SSB)HUIARYI MM, &4
HH A AR AMA AT o 1g G4 ¢ P THE IR 42 H 3 1Y
J A 53 0 Ty e — M IE B AU B R R s AR R
Pk Z FE SR, CT 5 o 728 Y AR AS [ 2 B i K,

P IR i A R AR 4 22 /0N B P AT DL AN
[l AL, 3 R R IR

23 RERSERN

FI T Mg G4 R 56 P HE iR 46 114 i 1 202 2028 3033)
B2, FEPNAUE A 35 T 1gGaRH 5 1 I iR R 1Y 2
W REIE AR, T CSSHIRFSE # 2 i
W, LA B A 2% e AR L HE LT 44 Jy e -
1) Y A AR 3 5 /0N i S BAS ) R B %) 35 4 O 3R
fH/NIEZ5 R0 W AF o 2) T /NIt (R BRI L 25 40 1Y BRI
[i) Ko 45 J) PRl AT DL R % A0 M IR o 3R I A 5% A
0N SRS R N 11 1 1 O S N B =
P MR 20 L RD PN AT D R R R /N AN — B bk L 8
WL R, BB 43 08 0 AR & A KB SR #0
BAEHE . 3) /RGeS R R,
AR AL 1g G4AH S LT AL AR [A], 1gG4AH
MR VE R R B E R R AE PR A9 B R AN A £ 4
21, FONELEE DA A0 . Uk B A i RN K
AN, AT UL R PR 4 Y 4) K 2 BgG4
HH 6 1 A R 9 BB T DL I e, 3 B Dy af A R 4
JE, ERRPAE M AN AR, T
T o o8 A B 2E (P ZEvE Rk 2% ), SR B TR B e I £
ey A fethe, B A kHEFET. Dk
EE AR E R A, /RIS S R A £
A N T A (ORT NNUR I R S WILBIZR N
Az IR R Sh CS SR S 1 1) 9 B 20~ A AR

AL, Geyer®5 I %F 134k 36 CSS M 17 HF
58, KBL2UIEEFERE EREA . Laco%
B 5> CSS B H I — Lo /N T4 T e 20 M Py mT Dl
e OR = R (S S A A I A S N s R S i
Bf, — s/ G A5 A s P AT L 2T G v 4 1) 43 W B
SR R AN SR A . AR LB TR R AR AR B K
WA ] DL B AR 4 mm A /NEE AT, HfE BT EE A T
T JI 900 2 351 5 W R Y0 23 00 1) L A b 4k 2 T PO
A, RS TR R AT O O ) B R,
25 J B AT ALK K L 40 B K A i v T 4 58
DL o5 B 20 2102 i ] R i e B R i i A B R 2
21, RN R AR

MD HE R A PR O S CSSHIZR MY, fudE
MRUEZELE, PR R E R EL AN A . 2R A0 R
/NI R ) B S A8 R A AR R G B L DB VTR
B, FTOLAEAEPELT 4E4L; AUMD R E IR S £
Y L0 P SEVE R K 4 AR AN CS S @ A Z2 LY

CSSHIMD Hu 28 2H Uk = A il 25 ) — B, /it
()RR PN . 2240 B9 R 18] 3 0T UK 2 1g G FilIg G4 FH M
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BSR4 IR0, U8 PN R AT D Tg G4 P B 3R A
BiE ., MEMRAREECD3I T ACD20 i BAI
ML, BAHAEL 3207 T ORI AN, T HLCAE 3 A T
UEL 1] S BRAR N 5 kappa. lambdafE 4l 4H 44k 2F
Je o R Bk LA Z2 SOREME , UEHL KK Bcl6
Bcl2 BT

3 1gG4 48X MEFERR 4 M1 1R

SRR B I PR IR L SR S 2 R AR
RS A, T g G4 G T R R Y R0 A 12
Wi IM7E1gG4¥RE T (>1350 mg/L) AT
Wi, {0 AR H5 45 . Hamano %8 09 F 95 45
R Y L g G4k FE A Il FH{E 2 41350 mg/L
BF, H2 Wi 1g G4 AH 5 P 92 5 10 v o B . B
KA A3 H97%, 95% K 97% . 1gGath Ktk
T R 4% 1 5 B A 22 AR LA R I P 1) 48 2 Ak %
Wk B VB LT B 5 AE A S AR Bk b AT Ig G
IgGa A LUb 2= e 0 Bos /NF R B IN . E4R
PR Ta) A R O kv N eT LK i 1g G4
BH P f0 25 20 B2 0, 3 X T 1g G4 6 1 Ut iR
W B EEE L IgG4 MK 40 i
A XHH F1g G4 5 1g GAN A I FL AR 3 [R) T 3 212 Wi
IgG4AH G TR IR I LB 45 k. —Jr i, A KU
KR RYEWGI . A B Bk R R 5518 k%
Jit . Castleman 5 bk B 3 Az M 5 5 2 il e i
JIELSE P 2 i 45 Al e S 4 P T Bl 1g G 4 BH
PRI A% H TR, AR B R CR 1 G4 FH
PESR AR H 5 o0 — 5T, 7E IR A M AR D i s AR
o, A IgG4 / IgGERA LR E XL, H T2
IBF 1g G4 FH G 1 952 95 1g G4 BH 4 3% 41l g % 5 A [
PR 5, LacoE 1484 SCHk P 1g G4 e 1k U i
RIHFIE, KW1gG4BHYER AN MIEH >501 /7
FALET I, 2 W 1g G4AH I PR VE iR 58 1) 0% Pk AR
S EE100%, 7F B0 A I K F1gG4
A 55 1 BRI B 2 30 1 4% B ik Ak LY
M1gG4/1gG>40% m fF Jy i T A6 & B 2 Wiig G44H
AP I I bR

4 1gGA HEE RS 410 45 5115 B

4.1 FIRLZS1E (Sjogren’s syndrome, SS)
19534F, Morgani‘fﬁg[%];ﬁlSWHMD‘%%EM?E}

58, RBHPIH L s 5SSIEAL, 2 MDJ2

SSHI MR, (A5, ARHIE AV £ H T

TR AR, AMSSEMDJE5E AR 1
g i 1203 Sy f s A S TH I R R 25 A1 4y
WK, I R FRAE S TR MR . 1T,
IJEPER & B A gs 4 A 2800, F IS KR PE ST
&R, WAL A I AR R R AT B R L R
. ZRMENR . kRS, WEE,
0 A B SR U e WA= R 111 N o =
KMBRR, S R T RE AR W, MR, 1gG4
HH 56 P T R g 2 R AU B, B 2R R AR
UL, SS A B s R B R ANt SSA I SSBHL A
WOHE, MyEIgG4Wk LR . WAL ¥R Es
IgG4M L MEME IR RS Z A28 F 2 1) % Witk e 1
B 28 RV A ek s 2) A LR B iR kb
WRELAN M . AR 3) oL dEfk . R uE i
T B B 5 K 9% o I PRORE R JE Al - 2 S 8 R 3 A A
TRE R IR E AL >1 (04 mmZH RN £/ S0k
LA B R AL TR MR A A o — k), T A2 .
B P25 21 2k 2 R I 445 R I 7R o AR E R 2 2R LR
A B A LB A Bl IgGa PR RS 40 i Y &
TRIT IO B B S O TH MR RITAE R B A1 53 I T RE

4.2 EHIE4H B IR K (chronic sialadenitis of
nonspecific, CSNOS)

CSNOSH i KA T4 T B 118 Pk R,
AP sl A ) B 52 B, o 0 AR R S R L Ak
W, ZRTHEEN. G NHRAZF RRE SR
JhAk . HOE BRI A B KRR . 1) FA R
(] R0 /N et AT Db L A B . SR A R, EA
B, HEAEVERRMER AN, 2)— B Jo ik E g i
TR, BP0 435 1) D0 ok 2 8 i, H 5 1gG4
FHOCHEUE BR R A L, ASCECR D i HARFUN, AR
RO B IVIREARHNIEE; 3) /i [H]
B A7 0 A R R B2 ) 21 Ak, i W AR 78 i i e 2
defe, (UL RAMENE . o, AW AL
B A LB TR A B AR R Ak
A, WA IR EL b R g AR R DK AR 04 B 4 2 2E ek
AF o BB A B4k A R T A R B R e AR TE iR 4 21
g G4 P PEIR 40 M % B ¥ R 1640/ A L BT
IgG4 5 IgGAI M L M0.14, A E|1gG4HH KM
HEBR R IS WibR E o 2950% ) FR 3 KRR A v m]
LTE A7 P IR I 7R 2 4 H R A A A A T RS
CSNOS.

4.3 K=
Tg G4 HH ¢ P T A 9% 75 22 5 3 B 1) E 78 47 4 ik



LG4 MG R I IR AR BEAE AL B4, %5

265

LR AR S5 001 o i Wy A A AR 7 AT 4 AR LR A A
SR, FLUCOH T MR, W R AT 2 IR AA TR
2 B (R RN o Bebygg R B et B, DR
AR o 45502 X BN MLk B8 2 B i R AR T
Vi JR L S5 5 R A T R A P ok R Y, i R T
EAELME, A SSEUN AR S, AT RE A H A
FI B S e MRS AN KB DG 1T 48 . RGP 403
R BOHE AR FHOR IR R B ARAIE 5 g BEZH 2127 45 a5
FEAE TR IR B MR HEBAN IR T, 58 2 ElER oy
AR IR IE 5 R ZE AL 5 e 1 B A i e 2 e I
TSP/ AR AN . AL REBA N . SR BRI
IR EEL IR A0 A 200 IR K A B R s R A0 P T
AW AR AN S Ak, T ULAZ AL R R (Dutcher/)s
TAR) 5 R RN A e B SR B AT R
R AR %A 5 kappa. lambda
B g% 2H 2340 7 G 45 I 7 BN Oy 5 v R HL SRR 1
BN MIBcl-2 P4 s bk EL D& @ A1 nT 0 s 4 B 4 i 35
o bR I PR R BRRRAE 7T 55 1g G 480 DG M THE IR R
AHE

4.4 AR

ek THEBHEMERES A, &7 2
KRR, OO IERR, & B SN R L
I R 2 B0y 328 B B a0 B 0 KR RS, B R IR
R, B EE 1)WE R TR S
ik, S8 LR AR E Rk, R kA R
SR T R, AT L R 20 i 2R A R RN
JHe Jeh T B o 2) 8] J5T PR ASCAT 2 5 9k 28 40 i 24 4 i 92
i O s o= 4 S W N R I U N S e ek e
YR, WEERYERI AN AN 2 W, 3) (N AE A I A7
B A5 A I T BB T DL A . 4) BEAT A ZE 1 bk
Ko RPEHLL SR 25 R R w A H L N 1gG4
BH A 0 252 40 i 0 H Ko 1g G445 1g G BH 5% 41 i L 491 2
I Bl 1g G4 M HE J 48 1992 Wi b vz 2

5 i&fr K FE

R R Ig GARH MR I 1 IR 25, (B
Xof 70 2 YA T HE S B A) B Anfa] 4k R R T v A
— NG —BbRE . BRTH AR B 1745518 0 i B
R, @R e b e R iR 7 i 0.6 mg/ (kg-d),
2~4 8 5 BT AR s, ARG B E G R R . i
HEMEG AR A2 W8S mg, Zid3~61
W R 45 7 5 2.5~5.0 mg/d, 4EFRVATT E A 34E
Je A5 2 0T B G R AR R R R YL AR R A

MLV 1g G4k BE W] LLVE AIB I ROR P br . K
ZHBAE IR BUR EHA JE AR S F R A T LR AR T
B, MIEIgGAk BEFEAL, JFIKE 2 IEH K F. ¥
FYEFF A YT B AT [ ot s 0 R A A O gy
Pt 0 F 2 A 4 5 % 00 ) 390 A A 1 T 98 3R B D
o A RAYIEIT WS 2 ki iE W AR w I,
Yamamoto 255" 33]*&5§IgG41‘H3‘§‘@fEﬂ%’(ﬁé%%?’ff?
A E s R s T E &, Rk si R 4k
REIA YT Bl 5 0 e R 4 S5 A 2 410 1 0 645 12 P T i
Wl K. S35, XFERESHER RN R A,
7 FE B 400 11 9 1 B ) 2 B T

HWIN K Z B IgGaMl XM B E LY
BIT GG Ui, B2 R IR T R o A
WAH, A i A T Bl U I R TP A R Sk
. 20094F, GIIZPTHRIE 1758 Bk, &
OB 45T T R ek K 10 A B BN TH R b K 2 4F 1%
BTV A A B BT B . HRE T g G AN
g G4k FE S5 IR 8 TH oy o o BILAG: A UL AR PN & A A
S R, T AL S JE AT L AT 2 Ak R R R 2R 4 e
R . H e 2k 2 e (0 0 o T RS A R 9 S L
(14 I AR B A1 Bt 4 2 AT DR e 1g G Rl Ig G4 BH P I 3K
MR, UL UERE, 3O 16 7E 1g GARH DG M T i
KA T ILA b & A RO R R ] . Zen %D
AR T 3051 o 5 7R 012 1g GAAH S PRI 22 )5 20 il &
AT /NN R LR AR A R T2 R B A Ak
Jo 5 AHEA R 1g G4 M BR 5 W M g & k2
] 9 ¢ 2R A etk — 2B IR

M2, IgG4aMH I PEUE i 48 48 Hh i, X oA
W ARE . BT LgG4FH I M TE R 48 W] £ A U AR Sh
HAt #3522, Wi A3 BRI, BOE# e
2 T2 A EL AT LGB e AN 06 2 1) T R 38 0T D3 i
B 17 4 1 R I R A JF Al A 2 5 Uk R g GAH G
P o A, RERDEERE, X 2B 2 HR
o HAME . FRATHAE , Bl X 1g GAH S P HE i
KPR FIBESY , 56 T 1g G4HH 5 L 3E g 42 149 1]
il K H R RS SR L, HRmLE . &
Wi s o S bR HETR T 7 S A RE i — 4R .
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