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Abstract

Autoimmune pancreatitis (AIP) is a form of
chronic pancreatitis characterized clinically by
frequent presentation with obstructive jaundice,
histologically by lymphoplasmacytic infiltration
with fibrosis, and therapeutically by a dramatic
response to steroids. AIP have recently been clas-
sified into two subtypes, lymphoplasmacytic
sclerosing pancreatitis (LPSP) and idiopathic duct
centric pancreatitis (IDCP). The pathogenesis of
AIP may involve genetic susceptibility, autoanti-
bodies, molecular mimicry, imbalance of T-cell-
mediated immune regulation, and gene mutation.
In this article, we will systematically review typi-
cal and atypical clinical, imaging and histopatho-
logical features of AIP, with an emphasis placed
on the advances in the diagnosis and treatment of
this disease.
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B & %95 AR £ (autoimmune pancreatitis,
AIP)Z — A MR AR X2, YR E M
KE . HE R %Wﬁ%@ﬂ\%%%u
Bxt KB BEBK G T A A AR, AIP S
24T AL, 1R Ak B3R dm R AT AL M IR IR K
(lymphoplasmacytic sclerosing pancreatitis,
LPSP), 27 4 K M 54 o B A X
(idiopathic duct centric pancreatitis IDCP).
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E‘%ﬁﬁm FEVETUE . WK A M SR ALl & TN S O I OCEE 7 R T B 1, CTLA4H
ﬁ(auto?mmun]e X R [ B VA T BN RFEY, B, ATP[ERR B 2 A S 2R B 5 S e PR 1) S Tk

pancreatitis, AIP)
w05 R B BT
AR AT B B AL M
B2 % (pancreatic
cancer, PC), B
S 3830 B Ak o
8935 B 7 ik T
%3, e MEUS-
FNA#RAK A K-ras
KRy RE, 7
AR E XA
St AL B E O F R
#H B TAIPS
PC &9 % 3] % b .
B it, #FLEUS-
FNA#R A P K-ras
AR E B
EREETHE
K OLE B AT
A7 @),
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Y2 Wi bR #E(International Consensus Diagnostic
Criteria, [CDC)KAIPSY M1, 28 A2, 13
ATPsE UBRIIR A RBUE X 2 48 B 500, JRl1gG4
M3 (1gG4-related disease, 1gG4-RD),
X [ P ABURR, L5 53k, KA Y /N 7 2 ]
Wiy I RN, 2MATP S 1gGATEK, LT
AR, IRIRE A AT BH ZE M ORI B R 98 0E, )
[ B BURK, H AT SR ICDCA K 1 B ATP
TR A bR 2L 5 At i s A 1 Bl ¢ (lymphoplasma-
cytic sclerosing pancreatitis, LPSP), 27 AIPFX A
FERE S RO IR % (idiopathic duct-centric
chronic pancreatitis, IDCP)™, i & ALk 41 i
b #if5(granulocyte epithelial lesions, GELs),
1M1 )5 & FEA GELs, J A7 20 /) A sl Bt i il
RFI P 2P Kamisawa 5 50 o, ATPA7 7 Hh
k75, LPSPSID CPAIUN BAFIEANFA, iR
UM, Wang Pk, BIRSNEILEATP
WL, IBATPH A B PR 2 A P
MR R S NG 5 2T 2k, 2 ATPH A 5t P &5
fa 5. AR, BE)%"TEAIP(focal autoimmune pan-
creatitis, f-AIP)"B5Rig PEATIP(diffuse autoim-
mune pancreatitis, d-AIP)" {55545 1E AT 1 B0
JiR i3 (pancreatic cancer, PC)N. 1745 5. AIPII A&
TRHLEN AR B, 1gGAnTRE R R, BrlRe s
H B G2 Tl i 25 L 7 SO0 IR 20 2 5 5 G g Y
AT R AT ALP R S BT R 0t i MR

1 AIPEY A TR

1.1 3 4% 5 Btk Zen 5PN, B0 N2 A 41 i i
Ji(human leukocyte antigen, HLA) & JEHLA ] ¥
AR/ N Y 551 g GA-R DER K [ B 9697 i 590
2R AN, HLA-DRB1*0405. -DQB1*0401 ] fig
5 ATPI 4% Sy AR OGN, Ota2E 4345 ATP
BEFEIAH DN A BT 7, 2% ATP 55 i 1K)
FEEHL A Sk R BRAE T ZEHL AJ-DRB1*0405-
DQB1*040147 i LA & T ZEHLA-EIffirC3-2-1111)
ABCFI{% 5. Freitag®:" 3L R /N RAF 98 &
B, T HLA-DR*0405FIANAERY /N %6 T
AIP, HLA-DR*0405% 40 JE LT & ATP 2L 1)
KSR 25, Park 25"V B, T4 % 8 (aspartic acid)
EHLA-DQ BLHIS7H7 s AR AR T4 R (non-
aspartic acid)fBlTARE T AIPYGYT 5 BRI G4
B R 2R 40 M RE PETIE C 4 M AH 5 R 1 4(cy to-
toxic T-lymphocyte-associated protein 4, CTLA4)
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I ChangZ P IFIT R, CTLA-4 49A% 7S
PE LA 2-318C/+49A/CT60G FLAk 7Y b rp 5] A\ BE
IATP S Bk 3456, UmemuraZs!NiEs:, H
ARNFEIATP ) AR 5 CTLA-41 2 2351 ALK
ML3Es CTLA-411 7K W 25 AH G, S it Hs 1 17138
TR A A AH G KT K V1 3(potassium voltage-
gated channel, shaker-related subfamily, member 3,
KCNAZ)FER W e 2 5 P58 N A2 T f A
I B B e . OtaE R DL, KCNA3
5 ATPHIK, $27-KCNA3 AT RERE A TP XK.
B4R, Toll#f: 52 44 (Toll-like receptor, TLR) A5 K
PR HERIFVE S (N F B Y, TLRIER 248
PES U 5 S e MR AR G, (H2 5 5 AP
I AT 2E D). Umemura 51 T 4547 kBRI
IPHT B, TLRFEEN 22 31k ATPI) 5 bk K 2
RIETK.

1.2 8 & Htk Smyk2EHA N, B3l A an-
tilactoferrin, anti-LF)JiiA. PUBKIRETEFD . IV
(anticarbonic anhydrase I, IV, anti-CA-1I, V)
UM PO 3 b BB A 1 A DA (anti-
pancreas secretory trypsin inhibitor, anti-PSTI)$
P, PR ER A B 5 (antitrypsinogens) B A Hlo-
VEM T (antiamylase alpha)Piff. PLHIKTLEA
10(anti-heat shock protein 10, anti-HSP10)$Hi/4 LA
NPTV )5 45 A 8 H (antiplasminogen-binding
protein peptide, anti-PBP)HIAALEAIP ¥ £ [H
PE, (HABATTE HEATP KRS S BTAAN . kA, dx
40% P ATP £ KU A+ (theumatoid factor,
RF) &Pz i4A (antinuclear antibody, ANA)H 5t
BEPE!. Okazaki®F! i, ATPIRA I HLE] T e
16T, RARAT T4l Ml (natural ocurring regula-
tory T cells, nTregs) 9>l 17 S Pila (8
LF. CA-I. CA-IV. PSTI. a-i&¥}fE. PBP)
PRGN, BTG R Th AR 980 P R Y
JERE T4 % -y(interferon-y, IFN-y). HN %
-1B(interleukin-1p, IL-1B) IL-2F1 /PSR FEIK 1
-o(tumor necrosis factor-o, TNF-ar). 4k T Thl
WG BN I Th2 e AR Bk 10— %Ak, JFAE
1gG. TgGa3n Ll f B G difhr=41 1L-1051
A 4K K F-B(transforming growth factor-B,
TGF-B) I 1i1gG4 M P4k, 1gGLARBE R G
AT 2 g A MAR AR, Lohr i R 3 [
Mg, wmAAY. REAF . REED L
RGP o3 M 85 T5 IR I, ATPAL A5 4 )
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PR . R T R ISR RAE N 272 1.4 Tl % 1gG4-RD L KE (H1gG4™  mia 48

Tt DRI E 9, T A e D S5t M i 1 B i 3 A e
TR BEDRITE N IR 86 P BE A 1. ATPAH JBR 2 (1 Iy
ot R A Jpe il 25 e 120 SR 35 T B, B 1 iR
R 4 L sfe 2, I SR BT AR 8B I (protease
serine 1, PRSS1). PRSS2LUL X HTPSTI(SPINK 13
(7= 40 G PO i B T ™. MR
ATPH) H B Gz i B ] Re v B0 i 1 v 40 it
Hoyuh i & APEEY. Frulloni®s WS &I, 2041
ATIP 3 11 194511(95%) I i anti-PBPH AR FHE, 40
HIPC 4451 (10%)anti-PBPHLAABH I, 1y 1 ot i
4 (chronic pancreatitis, CP) A & N FL IR B
R F YN IIPE. $ERanti-PBPHIALEATPI A
T B b ] BE kAR .

1.3 28 73 AU FR 99 JsU AR I T i R A
5 NARA L I A AH [R) AR AR, S0f 4
FRGEAEIGT B J5UAA 11 ] B 45 By 5 2 ARABL) A
R, FECA S G e MR AP AL
AIBEW K4 PR, Haruta5 P 545 CSTBL/6
/N B i T (R R AT IR L T8 wk, A &b
HJA 1 wkAN12 moZy sl A A8/ BARIUFEA, 1 wk
212 mo [P JHE R A1 53 W B 20 230nT WL BH 2 1 4 i
FARMETYEAL, M SR G 10 molfPeis Lt
HEAG - W A2, PR R L ) JORE RT3,
BEAh, (M3 P A anti-CAPIA. anti-LFHiIA K
ANA, FERRE KB w5 C5TBL/6 /) il ™
AT AIPKREEIR 2. 32, HarutaZEPO4E0, 789K
i H BT HE B B, 1V SRR 199 i A4 AH G 23 1 B
7 (pathogen-associated molecular pattern, PAMP)
/BB I (U 5 20 T ) v e flsh 5 R L3 56 K
e RG. B, Wil ok FREEHUHLE], HEPAMPI
FF 232 Bt sl S AT SR PR K7 T e Y
% L, IXEESR Ik K 20 SR ] e T ELATPIK B
s BRH O IR A M4 2. | TREAT 1 (H e lico-
bacter pylori, H. pylorn)#i\ %5 ATPHIR W HL
HIP gtk TesnowskiZgEP ISy A TP B 25 i I 41 4R
Fe SR, pylorif(IDNARRSYFFI I B, T
NRAZ S B AR AT A, pyloriIDNAJT
Y, YeoRH. pyloriflF-An] fg H YL FEATP,
MWL o TS 5 ATPI R R ALEI. Oka-
zakiZEPIN Ny, 76 LI B, nTregs /> i K H.
pylorisr TR, Th1 4 R AL 58 0E 41 o 5+
IFN-y. IL-1b. IL-2 ¢ TNF-o. {18 PERY B, 185
CAZPETregs 38 in bz Th2 78 492 Jo A Bt 700
BERE, AMAR GG MR e ] RERIg Gl e B
EEL7/b ST
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WANIRIE, CD4" CD25" Tregs% 45 1gG4-RD
1 & ALEIRY. Fukumura®$215 51K H1g G4/
Foxp3(CD4" CD25" Tregsffibric ) fu s Y (i
JOWTE ¢ e o e 2 Sk 2 T o0 A ATP i
AR, AIPRIH LT E & 1gG4 K 41 i
CD4" CD25" Tregs, X A fit 5 AIPII RIETE S
5%. KusudaZ5PYR B, ATPHF Foxp3 4 5%
T M A% 40 P (F oxp3/Mono) (1) bb 5 5 3% v 1%
41, HFoxp3/MonotjlgG4/Mono i IEAHE, i
SPEICHE S TR Tregs &3 i 1% R4,
IL-10BH P Tregs 2 35 & X R4, $2R S
PEFE A B 7 BH Pk A Tre g s K538 0 1] g 5%
AIPEE 1) 1gG477 4. Kubota®5E™ %320 ATP i
BRI, 1861 0] W R FL Kk Foxp3 " 4 i
IR, 270 AT WIgG4A 3¢ 4 i B 35 R, $R
K-+ 46 7 7L Sk I F oxp3 41 i 547 Bh T-ATP
HPCHI%ERIZ W, LiZsP 5t Wor, ATPREE 1)
B i R Jik i A A1 2 mT LK L C D8 Tk EL 4l
R, 3R B Se A0 M AR A ATPIR R AL
H RE TN EE B4R, SchwaigerZP X MRL/
Mp/) B ATPHE R 50 R I, MRL/Mp-/)s i (1)
CTLA-43 FEA T | Tregs g1 H ol $2&
RN T M5 J5 22 A LB F B N2, 32
IRATP A TN HEKE M. Seleznik % F AIP
B BN BRI R I, ATP SRS M L # 5%
(Ilymphotoxin, LT)o.« BHIMRNAZK-LL K it
T(CXCL13, CCL19. CCL21. CCL1. B4
TR ) I Rk 34 1 3 v T R AL D BB
LT o B4 o PR 0k ) 5 5 7 2R BT ATP 45 Fil
FRAE R/ BT 327/ BB 4 L LT o B
Ik FHAIP.

1.5 AR R T GaoSEPWIoT R, AIPE &1
PRSS1HPRAFAE2N B 5845 (p.8 1 Leu—MetHll
p.91Ala—Ala). PRSS1 p.81Leu—Metdk K548
T BB S R B 4 G > 76.2%, SR
T, ATP B (1) JB B 1 /e A B LR 2 28 = T
P CRIIH A Jo I ¢ 5855, I ml L JIEL A Py DR 2 1) b
ECL &40 36 R 25 4 o 92 ) LA B UL S 2T 4 4 M ) 38 B
FORAIPH] fE S5PRSSTHE N 54547 K. ATP i
HAEB YT R A] BEIE R R s s DY, Kami-
sawaZ5 P B 1260 ATP L I+ 38k (8
By, H RS AR GHE) . AR
(51~ AR (511 A SR FE b 57 (491 K -ras
FE R SAR R R I, 4+ 4Rk 2018
il 2B SE A, SIEIRALZ . A

Shimosegawa %
R T AIPH &
B E B 0 2 0R,
s+ ATP &4 B |

HLIEAL I T AR
#—FHRTAE
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[ IR A B BINHEE R o] DR 2 K -ras R 5848, T BS99 IF R A S SRR, 1 BYATP G 4 M

AXHEREET
AIP# Z R HLH]
W6 R AFAE . AR
FAEAE . WE
P A AE VAR AP
#) & #7 B R4
iR, EEERET
AIP4 77 B 69 &
IR, AIZARIK
# ik —F A TR
H®T RERML
HHEHAS R
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H, K-rasH: RN 5 A4 1gG4” Titk
EL 40 ff X Foxp3 4l L3 AHOC. S/ RATPHT fiE

T 5 A0 e (K K. Kamisawa 5P [ 5 — 10
WFFE 7, ATP R Pl R I TE 2 20 A 5 2%
K -rasK: I RAL . W ATP AT e 42 e iR A IH IE
PR PR R DR 22 0. A TP IR IR S S A% 5 1A et
BEBAPC, R 75 A B85 15 R -4l B % (endo-
scopic ultrasound-guided fine needle aspiration,
EUS-FNA A MK -rasE R 5845 . @ FE R %
2 S s A kv 1 A5 VR AT B T ATP L P CI 285
W, Khalid25 % 1461 ATPAI 6P C i %
EUS-FNABR A HIK -ras R AR A I, ATP &
FHICWIK-ras BN 5L, T 114IPCHEE 1041
MK -ras K AR, $E7REUS-FNAKR A FIK-ras
R RAFAGINAT B T ATP S PCHISE R, B4k,
DiMagno® ™Ay, JEME T YE A0 AL 5 1
[X-¥-(cystic fibrosis transmembrane conductance
regulator, CFTR)HE KA A7 TS R 6 v] e 55 ATP
R IRALEIA G, Patel 5P BN, ATPRH
IICFTREE N AR AT fie 5 | A FENE HRMIR 52

2 RITRE

KannoZ5 5k H A 4x [0 H N ATP & &5 (AT
i S A PR B R, 20074E ATP S (1 TIAS %
1279041 (95%C1: 2540-3040), & A4 G %N
2.2/100000 .. H7 1T 4% 12 Wi A ATP IR R 3 £ Tty
H11120451(95%C1I: 1000-1240), 4E35 KR %N
0.9/100000 A 55 Zc 3 el 43,7, T34 4F0%
63.0% = 11.4% . 54641 KA IA(S B ATP &
FH, 87.6% B H MILE1gG4K T (=135
mg/dL), 83% 1 i 2 J M BEIa 7. Liss %t
636151 C Py [B] i 1 43 §7 S 715, 1990-20004F (1] CP
21551, MATPA0H]; 2001-20104 ) CPAL
H42141, ATP K155, ATPHY &k F LB 4 BT
AT e 5 AT AR O, Shiokawa
ST, 1086 ATP G T 15491 (13.9%) 76
343 34E (Bt U 0100 & 26 L 8ANJ . S i ) A v
R Ji % (standardized incidence ratio, SIR)A
2.7%(95%CL: 1.4%-3.9%), AIPH# E His Wit
B AR e i XU 4 4.9%(95%CT: 1.7%-14.9%).
PR ATP S A7 i S8 A PR P XU

3 IRPRIFHIE
Zhang® R B, ATPEH AT L E IR . 8%
LRI, BT AR RE. .
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HALT. ALP. y-GT. AST/KF & (% T2
AIPEEE (I3 5IP = 0.044. 0.025. 0.013. 0.072).
Kamisawa%5 5% o, 178 ATPRH ZE M s ye s
2 WA(T5% vs 47%, P<0.001), 1M I (41%
vs 68%, P<0.001)F1 2 MEBEIR K (5% vs 34%,
P<0.001)8280 /b UL, 18 ATP R 38 1 Ji Ji Jie K
(40% vs 25%, P = 0.037) M Il i 1gG4 T} 5 (63% vs
23%, P<0.001) W H: 27 % W, {HAE K 5 Tk 45
9 95 > F 28 (1% vs 16%, P<0.001). Detlefsen
29 1 Czak 625 IR R ATP R 5 (RF 9T 5 ik
SEIRIEA S AIPH R HARZS T, WlRgE
PHEE. BFHE. PERSS . FOIRAR. WEAR. Al
Y\ Bk L b LA K iy A i A

AR, Kb A% (Mikulicz's disease, MD)
ST MR . VHIRSZ B B B e o, LAk
EL 4 s 3] AR IR VL A R AIE, 850 ATP R 1)
P RMD, I KR h 5254, Kuruma®5™)
RIN, AIPHERMDE B KB W E S TAER
MD#.

4 FBSHE

Rehnitz25 ™) #4309 5 (magnetic resonance
imaging, MRI)FIC TR 3661 AP [H 5415 %
FEAE DAL o, JHRR I KA 3RS A (1) B Y
(focal type, F1)(28%); (2)5/xi% %Y (diffuse type, D
) (11%); (3)1 A (combined type, CY)(56%).
67% M ATP 3 B 5K I AT o) FR Ak B R 18 7
BeAs. Tabata% IR R b oK (135 A7 4 F ALk
—5 4y Jy 3k (head type, HBY). 4A&FI1/ak )2
(body and/or tail type, B/TZY), 67%]AIPHD%I34
i, HZ 1941, B/TZI1441. SunE W5t BoR, FIU
ATPH WSFAR S5 R (DI (2R
5 iani; GYIRAE IR B 5, (4) AN 33k
& (main pancreatic duct, MPD)1/5¢JIH 515 (com-
mon bile duct, CBD)%; (5)MPD _EEH k<
5 mm. $&RCTHIMRIEES 70T H B TFAIAIP L
PCIAUER %™, ZhangZ %t 7B ATP B E 1T 42
B I T RSS2 244 (positron emission
tomography/computed tomography, PET/CT)‘; ¥t
SRR GE R R B, 641k R vRig PR, 141
B O, 9 A A B0 A5 28 B (fluorodee-
oxyglucose, FDG)ZREEHIY =y, e KAsHEAL S
IY {8 (maximum standardized uptake value, SUV,,..)
144,38 4+0.90, IR HAFESUV,,,, JE 04531
+1.08, 4 BR AR B RIS . T3 AT BRI Ak
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TR, 40 P R LS5 CEF D GREHUE & 46145 I
THE R R AR 8 s 4 IR 5 3
I TR] TR Ml 28 5 ST 51 H B30V TEF D Gk
Hu . $27R "F-FDG PET/CTAMY AE b7 i i
Wikt, ERERIBEIRANZ B, TEATPIZ I K 4 5
YA R SRR Y. AN akatani®EYHA K,
PET/CTIAHEWI B R 2 —, AIPIS WIE WY 45 &5
HAd A 2 45 5. Santhosh25U SR 30 1 5] 28588 75}
M3 212 Wik 9 15 5 [ AT Whipple F ARG
ZPET/C T 5812 AIP I L 40 I 24 UE 52 A TP
Wit HEAh, Tmazu 5 R F I e) - 3 i 2k (time
intensity curve, TIC) 1 A I 5 58 2k 75 A
55 Fi R(contrast-enhanced harmonic-endoscopic
ultrasound, CEH-EU S5 & B, AIP5PCJiffit
T dE I TICH L 2% AN [F], LCEH-EUSHIETIC
XFH 2 W A B THERR 22 ATP S PCHY
JEE I AL

5 {RLITRIBSIHIE

LRI A TP IR 4L 200 B 2R R AN 58 A A [R) 20
Detlefsen5 Ay, 3 B ibh .25 41 Hi 3523 2 s
SUIR LT AEALFFAEAH [ 41, 270 47 TLARR ik 1) S e 4
A, BUBTIEIGELs, (HEA 8 FE A 1gG4 40 il
(<1040 M/ i £5 WL T 3215, Zhang 255 R I,
IR AN BE X I ATP 5 H AL 2R R CP, 1y HoAb
REVERfG % 531 1 B AI2 8 ATP. Deshpandes ™t
UESE, 18 LR ) R L1 g G4-RD, 284 Y
JRPR T B0 2. EUS-FNARE T UERGIZ KT ATP
AiE#EP TwashitaZE 5157 R, EUS-FNAZE
W TR IR PR A 1 A TP R 2 4R 24 43 W7 42 4 ] &g,
RS WA m, (HA] BeA B TR S KRR
(AP & S TR A,

6 ZHIR LRI

Shimosegawa® 5 R (1) “ ATPi2 bRtk ) 5B
Frdtil” K APy JLPSPAIIDCP 2F257, —
YA 1B R R bR S A B T R S SOIR 41 4
AR 20 23903 BEAE R AL, Hof 3 ZEX /5 T LPSP
AFEFTGELs, MIDCPHEATGELS, I nI 31 /N i
IRV I IR R ZE. Ak, LPSPIE ] LK i
(1 g G4 ™ 3¢ 41 B 1 (> 10/ 21 /4 o s S LT )
T P A K T 5 0 ML P /N ik % 55 21 S22 A
MIDCPIR /DA Tg G4 S 4l Hu 1 (<10~ 40 i/ 4f
BT LT ). 4T e i 2 2P B 2 4 A D3R
1%, H T LPSPHIDCPIIG KL, SORFATPS)
VRYFI2 7, 4393 5 22 68 2. LPSP(174) 22 UL -7

(49
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LML, WA IENEE, J1gG4-RDI BRI
K, MIG1gGA/K- W& T, BRI BT 52
B, WgGAFHCAALPEIHA 28 (immunoglobulin
G4-related sclerosing cholangitis, [gG4-SC). filf
A MR IR 98 S IG5 A7 4E A S, X R TT R
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