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Abstract

Objective: To investigate the clinical features of IgG4-related autoimmune pancreatitis (IgG4-AIP).

Methods: The clinical data of 44 cases of IgG4-AIP diagnosed and followed up in The Affiliated

Hospital of Qingdao University from September 2014 to June 2020 were analyzed. The clinical

symptoms, extra-pancreatic organ involvement, laboratory testing, imaging, treatment and prog-

nosis were analyzed. Results: The male to female ratio was 7.8:1 (39:5), the mean age was (60 + 12)
years, and the median BMI was 22.45 kg/m? (21.34~25.30 kg/mZ). Abdominal pain (75%, 33/44)

was the most common initial symptom. Extra-pancreatic organ involvement included bile duct in-

volvement in 33 patients, salivary gland involvement in 6 patients, eye disease in 6 patients, mul-

tiple superficial and/or deep lymph node enlargement in 4 patients, and retroperitoneal fibrosis

in 1 patient. Serum IgG4 was elevated in 41 patients, and higher than 2 times the upper limit of
normal in 36 patients. Imaging showed diffuse pancreatic enlargement in 32 patients and focal

pancreas in 12 patients. Five patients underwent endoscopic ultrasonic-guided fine needle aspira-

tion (EUS-FNA), and no obvious manifestations of lymphocytic sclerosing pancreatitis were ob-

served. Compared with steroid therapy alone, cyclophosphamide had a lower recurrence rate

during dose reduction. Conclusion: IgG4-associated autoimmune pancreatitis has unique clinical,

serological, radiological and histopathological changes, and steroid combined with immunosup-

pressive agents may have a better therapeutic response.
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1. 5|18

H & %% 1 R 4 (autoimmune pancreatitis, AIP)Z& —Fi B & Gl /53 FIRRR S B B R 28, FLilm R
AE 5 2R IR A AN A Bt M e B (A L P B, 2 2 3R B ik L 2R A IR I AN A 4k, YR TT R I AXS
WERBUE. AIP B9 E FRILIR2 Wi bR (International Consensus Diagnosite Criteria, ICDC)$2 H T AN A2
By AIP: 1 BUFD 2 B[1]. 1 B AIP SR 23 E 44 RGO MR, 5 ME/HA R EN G4
(immunoglobulin G4, [gG4) TR VIMI DG,  [RIULHE IH200 1gG4 H9%H% 9 (1gG4-related disease, [gG4-RD),
NN 1gG4 A H B T s% M AR 7 (1gG4-related autoimmune pancreatitis, IgG4-AIP) [2]. ASCil L 4 Hr
H KT ME P 44 5] 1gG4 FHICME B B G2 1 BRAR 2 I IR R RHAE,  DUHA A2 97 S AR 3 .

2. R
2.1. —RESER

2 2014 49 A F 2020 4 6 AH B RFEWEERHBZEA “1gG4 M H B R HERAR K ” |
CH YRS R EE . S8 AIP [ ICDC, XPRAGIHEAT I, AT B — TS Wks o I 16 g0
AT T SR E R EGAS R R H R
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2.2. FEMEX

BN AEE S IRAER S s BRSNS B R KRN AR E . BT INE LA

Gefift: WmPRREIRVE 2%, SRS RARAN /U R S 85 52 SR sk IR

R RAR AR DR AR AR I (9 18 /R A P R T R 32 JB 0 A A (B0 SR AR b 4 B 32 B Ak
A 2, BB 1gG4 ST s A R K [3].

2.3. GiitZEAE
KM SPSS24.00 HAFHEAT G M. IESAAKITHE R UL X £s FoR, AFIEAS A T E ORI EL
M(Q~Qy) R TR EHABIE(H /L) FoR, R Z K56, P<0.05 2% BASRIE L.
3. &R
3.1. IEmpRFRIM

2014 49 H % 2020 4F 6 H 5 i KB EEFi L2 Wi 1gG4-ATP 3 44 ) 3%, 5 L th il h 7.8:1 (39:5),
SPRIEERS (60 £ 12)%, BMI HALEE N 22.45 kg/m® (21.34~25.30 kg/m?), I RNIBUK .

44 15 e Th i ROREIR AR B N W(75%, 33/44), FEFEPE#E 28 411(63%), 1RE T 26 §1(59%),
TERIRAR 21 B11(47%) (35 1) 10 Bl(23%) B8 FEE1Z “JRIR. MHE B IR URNBE. 41%1) & (18/44)
TENBERT BN B G 2 Wik 2 B0 R

Table 1. Clinical manifestations of IgG4-AIP patients
= 1. [gG4-AIP BEIRKRFIN

I R BIH(E L)
2] 33 (75%)
A58 B 4 3 28 (63%)
PR R B 26 (59%)
EAIRAR 21 (47%)

AT H 84% (39/44)() 1gG4-AIP HE RN A 3F T HAM S B2 R . 1gG4 M7 i WL AR 4 b
FUUNAEE 2 B (75%, 33/44), HEAT 6 51(14%), BRI 6 111(14%), 2 A28 R0 (5 IR 0 bk B2 45 ik 4 451 (9%),
JEHE 5 1 44k 1 51(2%)

3.2. SCIERN

41 151(93%) B3 I35 1gG4 Tt a1, 36 191(82%) &7 i T 1 W E E BRI 2 £% .35 il 56 3% Mig S e 3k H,
IgA LN 1.84 /L (1.42~2.82 g/L), 3 H1(8%) IgA F+&i; IgE FHAZECN 491.00 g/L (210.00~945.00 g/L),
29 151(83%) IgE Tims 1gG %K 17.20 g/L (14.20~20.35g/L), 20 151(57%) 1gG FhiE: IgM 650 0.66
g/L (0.44~0.86 g/L), 2 151(5%) IgM F+=(3 2).

3.3. EFEN

255 CT S MRI, 44 i 35 BRER R IB VIR 32 B11(73%), 5 “HEate” g, A Flay AR B R
MG, SERSEA. JRIRRIETE & 12 6127%), EREVE SR EF T, Bk RECONH W(50%) (55 3).
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39 171(84%) i FH RIUVHEAE N BUE B R . I, JFAF IR 5K, 2 4 CT $os I itk LR 45 i
Ko 1 BIRERE G 2T 4L .

Table 2. Laboratory tests for [gG4-AIP patients
5= 2. 1gG4-AIP BH SIS =4

T bR S BB (B 4 L) FRALEL(Y o BRI FE 8 + bR 22
IgA (g/L) 3/35 (8%) 1.84 (1.42~2.82)

IgM (g/L) 2/35 (6%) 0.66 (0.44~0.86)

IgE (g/L) 29/35 (83%) 491.00 (210.00~945.00)

IgG (g/L) 20135 (57%) 17.20 (14.20~20.35)

Table 3. Pancreatic manifestations of IgG4-AIP
72 3. [gG4-AIP BERRFRIN

i i e A %43 L)
R PE R 32 (73%)
SRR 12 (27%)
ek 6 (13%)
JERAR 5 (11%)
Jik 1 (3%)

2 9 BB AT N B 14T 1 BB IH 4 3% B2 R (endoscopic retrograde cholangiopancreatography, ERCP), &5
BRI N B, m R FEVE . AR YK, TIRSVEBCE SR, IR 5hRiEg .

6 15 F 35 47 75 N B (endoscopic ultrasound, BUS)RE Y, JARHRALZ NAKIFI (S5, ] WL [a]
Ro BRI E5 R LB S JR B e A S IR 4

34. HARIEFKE

5 BIEFATE A NS N 0B T RI(EUS-FNA), 424G & ) W/ b AR am i, A o A 2b,
PERAS S, RADWIBRIE MR 1 BT BRSNS/ ig 2240t AT 44k, TR FUIR
FRAMZ A S IR, TG4 BRI M Bl ET>20 > 1 BITHERRIES, ZRIEAREA L) iz 21 4
1, WA B SR A R, 1gG4 BAMEA0 i A e A B AL ET 29 40 /.

35. BT RTE

44 {5\ F 3 L B B R AIARTRTT 15 S AR IR PR JB S 30~40 mg/d, FRLE R H MG, B 1~2
JAE S mg BN EREANGERRIGIT 3~6 AN H LA Lo b 26 45 55 25 1 o i FH G2 00 1 7 R Bl I A L
FiEj. 44 BIEEIBBED, BEUIIEIE 2021 458 H. 12 BIEER K, EREN27%, BREFH 66
AR IR U I S P A I Ml . B2 KRR B TR BUIM A G R, S BRRAR . S B A
FORITALL, AN ARG R R K, ZE R TELE X ( = 0.805, P =0.37 > 0.05).
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4. Wig

IgG4-ATP B4 BRAIRN R ANRAT 2848 ROMRAY - ARYE H AT, 2007 4F 2 2016 45, AIP FIAIRER
MAEE 10 J5 N 0.8 BIHGINE] 3.1 5, FEHEAZE] 10 FFRTAIE, AATXS 1gG4-AIP A SRR I N[4] [5].
AT 1gG-AIP 38 5 L Ll 7.8:1 (39:5), “T¥IFHR(60 + 12)%, FFE 1% I KT 2 48 53 1% (R AE
[5]. 1gG4-ATP I RFR I 2 MG IE(75%)« A BE I TR (63%) SR AE4 S MR L, 5 FR AR « HH /9 Xk DA S 3
AR PR R U B 10 ], R IZRTE LGB WL o BRI IR 3 1gG-ATP I R4S IE XS 248 i 3 Tl
JE L E T,

2003 4 Kamisawa 55 A\ [6 4538 T JRMR & HoAth 52 R H H H UK E 1gG4 BHIE R 41 IIRE | % SOIR A4
10 R P ZE SRR 5¢ , FFRAESLIERE L IREEH T 1gG4 MM IX —ME & . 1gG4-RD nf R K L FE2S, &
FEIERR . MHA R0, WEAR. BAE. BBAE. RS, bk, HURIRSE. 1gG4-AIP 2 1gG-RD &3 AR5
BRIRIEN . BRSNS E 52 B (other organ involvement, OOI)/& IgG-AIP K2 WitrtEz —, FHrh i &
KWARHIE R 8. AHIIRIE, OO0I AN IgG-AIP IR KGR R[7]. AWF7H 33 6i(75%) B &%
BRG, BRIk /MO EFERERR. JHARER AL 4555 . (H OOL fE AT K & vl RER Al , —J71H
IgG4-RD [RIEHLEI A B, 2 REBBEEAWHRZE S 5—J70, IGREINE =X 1gG-AIP F4x1H
WIR, ABETEE RS Wit 780 PP A BB B BRI RN GE%T OO1 (iR, AMUH By T 4L2e Witr ik, i©
XPRIT T R R PG BES N .

1375 1gG4 2 E PRIt il rh M —g N ATP 12 W1 (1) 35 2 AR B . 75— TR HE 1235 4 1gG4-RD 83
5696 11l xJ MEZH 1K) Meta 43 #7 H1, ILIE 1gG4 WIlG FHE Y 1.35~1.44 g/L, HAURNE N 87.2%, Fe 714 82.6%.
2 D IE A SR BRI 57 £5(2.70~2.80 /L), JLASURE L AIARR Sk 43 51 63%F11 94.8% [8]. {EAH 1S
EEIRZ, 29 10%1 S B2 M5 1gG4 nIREF &, 1%l B 75 1gG4 /Kl s 1 1B _LIRE
2 £5[9]. LR 1gG4 s AN Z Rz librifl, (A7 456 FAb R & A4 Beifii2 1gG-AIP. TEAHEIT
W, 41 R (93%) I 1gG4 FHmr, b 35 flE T 2 5 IEHE EIR. 35 #5838 G ek skEH, 1gG
I IgE 437 20 B0 29 . deah, A FURILME IgE. 1gG4:1gG K IERE T RL4H XS 1gG-AIP 1
B ERIESNE A ERA —ESHEME . FAG RO R, e B3R ik,
BTS00 BEEXT 1gG4-RD 5 5 A= 35 IR T A, — 858 (1) 138 2 A A A= b 4 484
e, JEIEESEA R AL RTHEE 2 T B A R BIE

1gG4-AIP 1) CT MAYRINEIRIRIEB R, 2 “BEAHE” , 2GR WAL sail . BRyRiEMEEUR
JEPENRORAL, 95728 B AR DX I Jo] [ IE 5 2 2R PERAAIG, SR % P3G o LARRAE 1 R 30 JE A A1 2% 2
CEYRET ShR, BN CEERET GE, WTRESIZIXIREF AT . AN 1gG-ATP 1S WA B KR
BT 0202 W MR A, T1 IIBUGO% AZ X3S 5 5 IR, T2 15 5 B T 4R 402
FE o BhASIETR T MRI RHE R AL X E IR 584k, T2 IOAUE AT I “HERE” 45k, B AR XIS
5, EIRJEHE. HATIAH MRCP % AIP 88 FRE A GO R A . EUS A LR R I R R 8 1
R, RHSUEEFES, BIEEEFES. FREM KK [gG-AIP H, BUS A Wi SR i i =]
FE L, A6 I M DL R R A S 0 o R A T, R RIS K 32 191(73%), BRAR Rk &7 12 491(27%),
BIRILLL_FAFAE o

RHE ICDC, LW 2 A FbRHER AR SEIL . X T B AR 2RO B 2, 12T GE1R 14
B, B H RS, MW ERRTT . MR E AR BRI R A e e, 5 R 1 4
BEWE—NEROBEK . REA DRI SCIIRIE S EUS-FNA K2 1gG4-AIP, {H HHiH%H
BRI Z AT 0 22 2 WibaifE . BUS-FNA SREUA SR A B H BN, K5 TIRA AL SR, Hike
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TR Lo B PEAL o LA 5T b 5 1047 FNA B S8 20 38 IR R 4B B 73 R 2D 5 2R I S BH A 0 A2 e g 4t
H AT — T Meta 70 fr & W1, 8 A N B0 51 5 T 404 28§l 75 £ R (endoscopic ultrasound-guided fine needle biopsy,
EUS-FNB)RFETE 1gG4-AIP 12 W7 77 [ Lt FNA SRFFEA = B2 B2 10]. I 40 M s B 5 54T
() bR L 37 45 7 (Rapid on-site examination, ROSE) 2 2 #2151 EUS 5] 5 N RAHw B2 Wi #Er k. 12
EUS-FNB 41 /& ROSE [}, AIP B ZURIE 12 W 1A B4 ms SR 4075 FE B 12 Wi i = BRAE,
45 5L 2 25 AN g I i A2 12 1K 1gG-ALP.

WER 2 [gG4-AIP BFH TS SO — L2, B ENRIRKIER. AN R YR, JFas
FEJUREUR A AT B0 . R ARG 7R B O IR B AR 30~40 mg/d (0.6~1 mg/kg). KA HATHERT
YEYTISF TR] AIIZE T el P e LR, (H R K, MR AR T E RS 2~4 H, AEH3 6 MH
I N AE 12 FIEWTRE 5 mg [11]. RN FEER, BAKIKHEARRAT T BERKERE, H
1gG4-AIP Z N BE, KIANAMEAD R RBIARIE S, w51 R ERENRA . FEREEEIESE. Sz
TN & LE KN SR 16T IR BRI, Rl RS 5 B RN EE T, a2k 2 IkH
R, UHEEERNEKZIEZ R, 1gG4 1 IgE T LA A1 MW L Mk g0 3t 2 )i, o LUK Bt
KIR 2N — R RIRITH, WRECE IR R AR FTS . BRMErEng . EMERRE. IR Sk
KEE. MBI, IR A M e=nl O SEEREN, BRI R X259 BA B m T AL
H 25080 K A [RUBPERT 7T . 15 8E — I Meta 73 HT B/ i MERE RS 7E 1gG-AIP 7175 3 5 i A1 Pl 52 % J7 Tl
A RPE[12]. ABFFLRI, SEain AL, I PR A AR B k2, H T [
PERR S B AR ED, BERIGERHEERIFAGRTEEZE, ZRIFLGITERE X A5 S0 EE N %N
R, B, 52— DT ariE e RSsSB4 d R E N i S 2 MR 09T 28, I E
B WA SR I PR T R

7E 1gG4-AIP [1SZPrizyrid fEdh, JHER EUS-FNA/B XF AIP IR 32 W %A 15 20780 b . R
R EL, AT EH SR H SRS, H T SO B 2 AT BT E, rik& Ir R, W
NLERE, WAHFT 1gG-AIP K2, S lBlRIEIR R E/D R, AT H 75 28 AR BT 5
PEAl . HATEE R T 1gG4-AIP B FH 7 AVE BT H AL, 775 B RS T BE M 70

SE
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