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[Abstract] Liver, biliary tract and pancreas are the most frequently involved parts of 1GG4-related diseases (IgG4-
RD). Because of its non-specific clinical features, the definite diagnosis of IgG4-RD has become the key point and difficul-
ty in the diagnosis and treatment of this kind of diseases. It is easy to cause missed diagnosis and misdiagnosis of this kind
of diseases in clinical practice and delay the prescription of treatment. In recent years, the emergence of some highly
sensitive biomarkers and the progress in the pathogenesis of IgG4-RD have provided a new theoretical basis for early diag-
nosis and the selection of therapeutic targets. This article reviews the current status of diagnosis and treatment and

research progress of IGG4-related hepatobiliary and pancreatic diseases, in order to improve surgeons’ systematic under-

standing of such diseases and prospect the possible research hotspots in the future.
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20 22 i PR b S R B BORCR IR T A R — S
BUE SR RP . 1gG4A-RD T 2003 41 B4R 1Y
FERNNE BB R . B S & B AR AR O
i B AN RS LR A5 R AT B R S AL B
AU TgGa AH O AR B0 2 TG4 AR SC ¥ 0
Z fn B AL R SR B — 0, BR TeG4 MG H &
SR VEIBNR 22 51 i AL 46 T 1gG4 AH SR AL 1 H A 4%
A TgGa AHIIFIER 22 . TeG4 HH OCHTF IR R 5 ) 1
IgG4-RD [ 3106 . 2 1 28 5 0 e % 2 R i - .
XTI R L B EE AR T & . R G R eG4 AH G I
[P 12 W FIGE IT 2 R R i R A rh ik 5 %12 L T
LY T AE

Il PR 12 Wt 22 % ] 1gG4 i S 1 52 00 5 4 4 S 2H 41
o BR ARG A W] I 5 L BH E i AR e AR B 2 R 12
W7 A A o A A B G Al T RE A4 R PR Y At L BB
H WG TgGA FH G RR R 52 05 1) & A=) . 12 W dfe
HEBAE T TeG4 L MW h A IR R RE A4S S ME 1R 12
IgG4A-RD. [F] I}, S0 51 S 1Y 4 ZUEF A L G AL 1
9o A8 B TE JUTE 5245 27 A A v o LA 55 b 9 1 s 001
BmT sz, B, B EH NN R G E 4 1eG4
HH SCHT RE B 0 14 R AIE » 3 T 4% 28 357 2 Wi b 35 90
At T R 12 8T B SO AR R R 0 B I IR T M
R HS R B OCHEMAE . VT RE2TRY T
i TgGA FH G ELIBE 5 7 L0 $t 1o I DR B 26 X Tg G4
HH G REL B s 1) SRR  FRATTRS 2R H i Y1297
PRUESEAT ELEE , I HAH DG B WSS 2 e A T3 3T
2 IgG4 1B B 5 & 14 Bk B8 # (1gG4-relatedautoim-
munepancreatitis, [gG4-AIP)
2.1 ImARHE R BRIRE TeG4-RD 88 — A gk B3R
L)% B 1gGA-ATP X FRh T RS [ B G e PR 18 M o iR
R, HA kT2 B AR, Bl R R BLZ th TR
18 e TR R O B JBR A 0 7 O 3R I A e 4 36k ol Y TG R
PR D E o B AR e B i I IR 5 T
TR T RS M AR T BB AN i R B . TgGa-ATP
F2 B PR e BEAE ARG S DLAR HF 5 1 00 12 1 R AR 5%
T X W BRI HIIZ B 5 iR 12 2 1 .
2.2 LmEkA HEE 50% 0 IgG4-AIP B % 5
AT KB TgGa 7K 85 E K F T 8 AR IE
W E E P g 1eG4 kP ER 5 %2 R E B H &
TE B AR (R AR T 1gGA KO K
T B4 355 S AR BE TS R ik = AU HOA R D B
IgG4 MY K-F 5 ATP Bk 116 3 B 2R PEA oG . 3L
AR OC 5 22 2 A6 A vh Rk L TeG4A-ATP & i A7 359
~55% 1N TgE K- 55 o [R) B A 41 8 i R P AL 440
M3 2, XA TeGA-RD 9 5 UL 52 56 % 46 4

HEHE . 5550, TgG4-RD ¥ 47 76 i 70 Hp B2 1 e Ay
JE IS I B Sl bk B K s mTAEA I CRP Tk . IR
AR A 3% 388 A7 AR T 1gGA-RD, 8% B BOCR IG I J5 4b
PRAT RS2 TE 8 o DR UG S A A s B0 Sy 5 958 9 114 1% 30 A2
JEAHE

2.3 BEkA BIETRER AT UL AT 4L
IR R I 285 118 TS0 A Y TR A i 4 AT B T 2 ) JIE T A
B R A . fEREH CT o MRI T, IgG4-AIP # # %
IR0 TR B R 1 1 B R P SE SR A L AT I R R
IR L3R 5 JB R IR &5 M SR AL B0 R R R . BEIE
IR TR AH A 3 52 B AT G A 3 52 AT R I Ol R A Y B
PR ATP BRAS P78 o R S 4 B A 1 8 4019
B 7 1 g e 98 A S B i A gk AT Ut T
b AR 2 R IR ATP 0 R i g o LA BR G . 2B
NN AR SR IV o S 30 28 A A R R S s i — 2P
W12 W B AR TE Ry F — 20 Y B S 2H 400 B A4 A A 2
HEUE P
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Ky AR PR SO e R A R EE B 12 W, 1gGa-
ATP H R 5 Rk 92 Wi bn 2 2018 4 2 1y ATP
el B AL 392 W7 b o (ICDO) ™Y, — A Sy o i B o i
BTN B R 58 B I DR 2 B 5 1LV PRt Te G4 K F-
Thie s CT 57 JBR R R 18 14 1 O[] B JBR A8 300 47 36 32 2
ARNRBE (> 1/3) F TS AN LI B 7%, AP I o 4 5K 5
I BRI TeGA-RD Rk 4 ) 7k 22 20 1 A 1G4
FH P55 40 3R 0 Tg G /1gG > 40 06 S 12 Wi Y ab B2
FE o AR LA b AG A I iR . R IR R SO R IR T AT
R AT REAS W 1eGA-ATP (9217 .

3 1gG4 1B x5 4k M BB & & (IgG4-relatedsclerosing
cholangitis, IgG4-SC)
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BRI P2y 900 19 B F [ B A R 1gG4-ATPY
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oA P AT Y S TR BT A o AL AR -
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R E SRR RE,
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e . A TG I I R A 2% B 78 U 0 200 e T A A
Al G2, 5 1gG4-AlIP A1 A, 12 W 1gG4-SC b %t
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3.3 ZWibrifE 2020 4Ef T 1gG4-SC 12 Wb 1 1
ELLT 6 iz ELES %, OBy AKN
Z W B A )2 B AU R B R B IR B g . D IS
th IgG4 JKF=1.35 g/L, QWL =4 1gG4-RD 4
fEPEIER . @ H & IF 1eGA-ATP FIRFIERY 1405, ©
B BRI A A . AN IR
SR A ] BE 3 B S R I A R B BT L IR Il
SR A DL A R

4 IgG4 #8 3% BFi% (I1gG4-relatedliverdisease , IgG4-LD)
4.1 ImRFE R 1gG4-RD 2 R AT I A S B 3E I8
WL AR TgG4 AH O HT e o H: 32 B2 3 3 O T i 52
JoT T F 58P i e Bl 200 IR YA X R RE L I DM
20 i AL R M B O 3L LT R AT 1gG4-SCL 5 H A
U RS0 P S 9 AR S O3 S A O I T RO T
H i R4 TeG4 A0 IR 23 S P AL L 430 oy, 1gG4
M H B 5 M IF R (IgG4-relatedauto-immunehepa-
titis, IgG4-ATH) & 1gG4 M KA 0E . 1gG4 #H 5 BT JE
sl T Rm KRR B T E R B E AT RN = 7.
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SR WoRIL A X TgG4 PH % 9K 40 il %5 >5 4~/ HPF,
[N TgGa-ATH 8825 X5 b B B 3R o 7 125 1oy 2 B AR
H Y45 57 i T8 A 3 B SR A X ) 38 A ATH 1
Mot H EHT R R TgGA AHC ATH 5% 61 KA AT
JUE 2 M AU I8 33X Al e S R AR 2 R A A5 R DA R )
g B 2R G A 4 s TgG4 DAL A X, Bk = HoAth T1gGd-
RD By £ 2R M 22 45 i, DR AT o5 0 — 25 F
G2 A RE W 2 I 2 PR M 2 7B T 1gG4-RD [y i w5
SEF Ny LI A T 52 5 A A S0 BE A7 7R 1G4
B A T A5 05 Y 4 B R AR DL R PR A B I A
FBERR 2 K& (= 9020) .« Al & BE A1 B 1eG4-ATH. it i
A 2 SRS B B2 SRR T T RO U 2 1 o A R

HA BRI . (B2, IgGA-LD fE R ATH By — Fl K¢ 5k
o B2 A IR EURAVE S 1gG4-RD & G 1 95 9 1) i e
R R AT LS AL T KW — 2P DGR,
5 12G4 HEFFRERERMFTESHRED
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P03 ) R RN . ROR — SRR 5E R B T AT g AT
5 AR 5 AL 19 I 355 7 R4 B = A b 7 4 o 2 G
HRNS Wb 2R 0 A 1 T ORI PR A 5% AR 5
5.1 MiEF2WitnkY) A& S8, i 1gG4/
IgG>10% 5% % 2 1gG1/IgG4 > 24 % A L) F k% 7l
IgGA4-RD [ & A . iZ 548 b 1 BURE 35 8] 9496, 48 5
JEIK B 9940 . 53 Ah, Zhang SEPHAF N BRI T
54 B AR YT TgG4-RD B3 F1 57 {51 g B % it A B 19
L3R » I 38 3 9 2 20 B AR | Rl EBC A i W B 0 o R A G
PRI HT . 4R & I, 1gGA-RD B8 3% 41 J& 1. CD4 + CX-
CR5-PD-1-+4k i T % B 240 B C Tph #£ 40 ) A 43 [k
I s T R X HR A AR (2. 27%0£1.99% vs 1.12%
+0.98%,P<<0.001), IgG4-RD & If I 2% 9% 48 B %
SRR L Tph #F 40 MK SF 5 T oK & JF IE 4805 22 B &
(2.69%+1.99% ws 1. 23%+0.93%,P=0.003),
Ik 9. Tph FE40 M 5 1M 7 1eG . IgG4 1 &b JE 3% 1 40
JHL 7K A O A ER A 5 s 1 B0 M I ) A bR A
5.2 MM IZWiARAEY)  Anand 24709 B BA Sk
KT WA G P W kL 3R — B I R AL R il AR 2 D
R WS Ty v AT E 4 I AR 0 I T R SR A (R R
TgG) iy N-SRM . X Ah ik HAR 2L R H
a7 Ak A 3 7 58 S 7 43 BT i R 2l A O 2 18 1 4
R TR BUARH R BB B 2 IR NGB T
F(PNGase F) &b B J5 B it N-¥845E . FH T MALDI a4
FEig AMS R, T A G Bos , Kot i i £F 4k
A AL 82 2 b TeG Al N 322 OB & 20 e s, D9 I
AR SC A X R T 7 s AR T 106 3] 3% K UE S 4 BT £F
HeAL B8 1L rh R 1gG KT o LA B M DA A A 0 3 1
IgG1.1gG2 ., 1gG3 Al TgG4 my B IE k. AR P56 i & T
21 YA B AT A B0 2 40 A WA B LA EE W
WE LAl U | R AR 45 SR B8 O o T AT 4 b CRBURR P
S 92% ., B PN 90%) . L AF 4 Ak (RPN
84 %0 R M 90 0600 Bk 5 3 A 4 b (Rl 9400 .
et 90200 . Mo AR S . FLARXT 1gG4 ¢
JFE£T 4 Ak 1) BiUs 2EAT 48 SR
5.3 HAZWr  Arak W) T YA T R BT A XA
AR E AR I B R DA R S PR 2R 3k o A B g %
18 1gG4-RD & i1 H 300 728 1Y 20 U885 4 5 i
P R SR R R EL A R A i T 1gG4 K- IE
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H TIgG4-RD 35 L7E o F¢ 5 9 CD19-CD20~ LA
K CD27 " SRR MO B0 H W 3 . 1 28 0 R 1 ik
EL 20 1T LB B A 1 TG4 /K OF IE 3 1Y 1gGA S 3011
JF AR R4 2T 2 Ak & 2B L A B T R B A 1gGa AH
IR JFF IR R 5 » — J7 T 4R I IR VA T . $E 2 B i R
RO L b GR R 12 T BUAY 2 TS AT Y B AR s O — T
R 6% 76 7 100 0 W 5 1) 901 156 O

HoAth 3¢ F 1gGA-RD 2 Wi b 9 19 0F 52 & L4 h
FTAMYIMFE T, B 3k E 40 35 /L B F (Beell-activat-
ingfactor, BAFF) %, 1 41 fd /v &-35 (IL-35) . 1L-33
1 BAFF S5 Wi 43 0 19 & M 40 [9F . 4n TL-10, 2 H
R AT 5E 1Y 1gGA-AIP W E Wb ™ . 1 1gG4-
ATP F IgGA-SC s Se 4L R F M BRI S 5 T ke
SR 20 L B L SRR A LA S A R P B R E R AN
K 2 1 S B R 22 . LS00 A5 AR 22 1) A AL 40 i DY
Bt T LA OG I, MO £ 1 TgGA4 HH 56 JHTF IR B ¢ 9
(14 7 0 25 ) o 2 0 A T D N . R AT Sk Bk
W SO — 2 WA = W AE WA B T LR
G5B VA AN RIPE 43 o (A5 7E BB A B S T LR 4 AR 4
o5 A5 A E AR AL e AR K DL B R G A 4 R S
M BB GE  AE RR EAL B R T S
== KA IF WA T BE & 2B 1Y 1gG4-RD,
6 IgG4 HHAEMBEERINET AR

IgGA-RD J&—J& K9 5 P AR K 0 92 9 » 5 1) BB
TR AL E RN BRAREN T R EZRER
BRARA AR EEL SRS A&, i —
Gai € A A o /N et = =] 8 7 N BN 2
eIt G M tE . T TgG4A-ATP 1 5 . A2 A7 7E 1fiL
T VE R AN TgG4 T JC B 08 I DK 26 B 2B 2L 1o LA
P Bl W B8 Ry T kAR A P B IR L
iR > TR PR 1 T R A AR 1 BB A A R TS AN
K 2B A IR 7 B8 B RE . X T 1gG4-SC i & » H
T PRS0 P9k E AR W . I — & 612
M TR
6.1 —ZRIGIF TR BRI E BTy 1gG4-RD
—RIRIT A2y . TgGA A & JIF AR 1B 5 s 1 % 9036
Fh I RBERR R JE WA 6 mg/kg ' ed B 30~ 40
mg/d Y7 2~6 JA . fE 3~6 NI E 5 mg/d,
9020 LA b B £ B I 2~ 4 JAJE AT B PR AE R
SR 22 IR I RRE BR T R L I TE TeGa K PR AIK . #8
EUIRE MG s SR 2T I IR SSUME R 9% Jie J A0 b e 45
/N 3 5 T U A R IR A 0 e A R A w e . R
2 X T TgGA AH O IR B 5 95 14 4t F5 3697 7 %8 H T
WA 4 DL W 2 22 E5k Ik B AR 2. 5~5 mg/
d 4EFEIRYT 3 4R LA b, 100 43 Ik 35 BF 5 5 DU 4 1L 7

RIRIT 3 M HWEZ,

WA W R W, K 01 4 F530 97 AT B S o b TgG4-
AIP & % AH A B (8] (9 3% 2 360 97 AT RE 35 00 B 5T i s
W DR IR G 14 XU 5 35 45 07 FH JHG At £ 2 41 <61 5910 2
WA R Iy MG 2 S W g e W MR A B TR S MR
(7 S5OF U B R0l . DRk b R R R R
FEO () e e it A R e — 20 E oY . BN AR
WABERENR/ERLERZZRE EEMEA 2R
BRI | LG KT B R sk A 4 R eE G W RS
VIR 2 J5 A& 5% f 0 1 B0 e A iR Ak 09 B 25 5
F ARG TT RO BIAE A OB 1 G B . X 2 K
T H A T8 5 0RS fE 2= 22 B 0 — 1R B,

6.2 ZEZIRIT ISR M ERYHEC SR ST
RO U0 FH T XE IR P OB B2 B 3 N 8508 R DL R R R
1) 1gG4 FHOC IR BB s . o R s iy . — 3k
2 KB 1 g, mE R 15 Hs & 1k 375
mg/m* EH 4 ROFELE 1 A, MECEHELK
A0 1) 245 49 B I S X ME R T N R A Tg G4 AH 56 JHF IR Jige
YR R H2 T SR I i — 2P 1 I IR B 9 IE S T 4
J7e ARG T MM A HE R T A BB P B
SRR ITIE U — PR e g mEM .

7 IgG4 HHXRFREEEFNEMMA R F @

FERN B 2 A 5 — 1 LA R 4 i 25 R R A
FA A 3 A 2 RV B A ) o B R TR IR A T
ZH Y% B A OE S A R BT OR RE SR E B9 . i
XA ST B IE U A s H R =
DA R Jir RS T 0 JHF TR 8% B 0 1 B F A Ak 9 i
IESEERPEF IR T BT TR R 2,

7.1 TgG4 A5 B k0K T fig 25 6L 7T fig 2 1gG4-AIP
RIFHITCIK  1gG4 AH 5 BE IR & (immunoglobulin G4-
related sialadenitis,IgG4-RS) J& — Fl 4 9 1 5 00 21 4
RMEB LRI R E 2. AR L.
IgG4-RS B # 6 F R4l 21 TL-13 1 IL-13 3Z K «l
(IL-13Ra1) [ 22 38 7K S DL K 35 2 41 i 0 %500t 25 1
. 1L-13 H#3E S SMG-C6 4w, £ =&
FHOG B2 FLWE 15 B (SA-B-gal) 1 1 Tt =i o 4t Jfd 38 5 %
% Fr W (p53 F pl6) FlHE H AH 5¢ 7 b 2 A4 1L-
1B AN IL-6 i, ML b, 1L-13 854m 7 B fb 15 5 5%
SN SEOE B F 6 (p-STATE) FIZR by 74 7% 7 4 (mi-
tochondrial reactive oxygen species, mtROS) [ 7K 3,
[i) o AR 1 A4 B e 37 L A TP 7K S 1 48046 4 15 1k
fitf 2 (SOD2) iy % 35 A& M. 1 STAT6 1 il 7
AS1517499 B 2 k7 AR 7] ROS ¥ B MitoTEMPO
T4k BERT LASR ] TL-13 1755 1 200 M 5 22 0 2o 4 D) g
B, ook 2 Ul 1L-13 38 it IgG4-RS v STAT6-
SOD2 4 5638 H , & B 4 A A AL N 3T = 9 15 5 i
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TR 1 e A o i

FRATUR R AH 0 AE ¢ T 2Pk B R (Acutepan-
creatitis, AP) BUBF 5T 8 & B, AR JE M MEFG-E8 7]
DA SV FH T I e A 76 200 MR | i B B A2 K avB3/
5.0 FAK-STATS3 {5 5 % , i i 3% AP B 2L
(LR R T RE S U P o PR AR i 2 A 5 1 8 Ak
U7 T P ST P L SR B R i AP i Y T R A 43
WA B L A0 M AR 55 L T TL-13 T LA i A 4k A 4R Ak
R 5 N T IE i S TgGA-RS 9 & A L 3X R T8 417 4k ¢
PR 1gG4-ATP 1y A& AL 48 4k T 52 5 19 B0 L il
EFRA IR 2P SAE A BT 5] R 1) 1gG4 K iR
T I R 20 2, 2 i A R AN R 4Rk 1A T R KL
7T A3 S90S IO 380 R P I R 7 3R S 0 45 B I Y 4 AR A
H7 A XA BE M FATHRE AR T R M A DA A
S0 AR B 2 OC TR 2R R R 0 R R L. AR Y
IgG4 S 5U0AY £ 07 M 2 25 R0 o) BE W IR, [R) 6 T LA fige B
IgG4 G R AR £F 4 A6 1) K s WLEE . T X 28 3 4 75 1
HE— 25 ) S5 B
7.2 TgGAWZ 5 T LR ARSI 5] KW A W 2 AL
FE N O O N (s A A % N = s R 8 7 N
%57 kL& A W (mitophagy) 120 4 8 W 37 89 9
. TEX I ST AR & & B, 1gGA-RS B A1 T IR 40 i
(SMG) M55 ¥4 1 7 1 s RV ot 3 L & 4 o %% 4
DAty b AT R ) N NSNS R N S W R
k. LC3 Fl p62 1 SMG 1 ik K F Tt . TNF-«
AR 5[ N SMG g1 41 LC3IT 1 p62 7K % Jt
wLHERG MAERE R AL LIRSS A e H Rk
TNF-o 380 7 40 fl SMF 5 94 57 i (ERKD 1/2 Y %
iz 4k, U0126 #)1 l ERK1/2 T i # TNF-« % S 19
TFEB 45 [ . ¥ B 1 D) 5 B 5 1 19 Wl a4 . X
SEZE R R TNF-o J2& i 3 ERK1/2 A5 09 5 Wi il
LA TgGA-RS i 76 40 i 453 495 1) 5 S 40w A 10

FAT I 9 5 T 2k IE A 3 1) BIF 5 S O B 2
FL A O 25 6L 5 1 RS A A B R FE T (ferroptosis) AJ fig
e LSO S E Sl S iOP S 2
). TG4 v 3 0 ZoRn R 43 25 1T 5 RS 04 1 W o 35
Bl A AT RS TgG4 JT SO0 05 & AL G (5 5
G Fo A5G X MBS A BT ATHED . I B 5 5 1k 92
Sl TgG4 YRR 5 T 40 M 3% 18 . 38 5 1 - 20 B i =2
A S2E i R 4 2R AR ) BE L ML E F R A B O 51 R
BRACT W) & AR S Je 26 38 O A0 M i 3K . i 1G4 VEH
T M A B 32 K5 8 R TeG4 B G
WF 5 A0 3T 4 2, ks R 3 TeGA P 40 1) 265 9 JF &
(1) ZLF 5T A
7.3 HAALNEATRES 5 T 1gG4 SR I & H 4 41k

25 R 20 2 T 0% T8 PR R IR AR 1% R L BIF O
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