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Guideline

Introduction
Autoimmune pancreatitis (AIP) is a distinct form of chronic 
pancreatitis that typically presents with obstructive jaundice, ab-
dominal discomfort, and other clinical manifestations. It is im-
mune-mediated and marked by lymphocytic and plasmacytic in-
filtration, pancreatic fibrosis, pancreatic dysfunction, and possible 
extrapancreatic organ involvement, and it generally responds well 
to glucocorticoid therapy. In 2012, the Chinese Journal of Pan-
creatology organized the development of the Chinese Guidelines 

for the Diagnosis and Management of Autoimmune Pancreatitis 
(Shanghai, 2012 Draft). After 10 years of application in clinical 
practice, these guidelines have played an important role in improv-
ing the diagnosis and management of AIP in China. In recent years, 
substantial progress has been made in AIP research both in China 
and internationally, with a deeper understanding of the disease 
and increasingly standardized clinical practice, although some is-
sues remain controversial. To better guide the clinical diagnosis 
and management of AIP, the National Clinical Research Center 
for Digestive Diseases (Shanghai), the National Key Laboratory 
of Immunity and Inflammation, the Professional Committee of 
Pancreatic Disease of the Chinese Medical Doctor Association, 
the Pancreas Study Group of the Chinese Society of Gastroen-
terology of the Chinese Medical Association, and the Editorial 
Board of the Chinese Journal of Pancreatology jointly established 
a multidisciplinary working group. This group included experts 
in gastroenterology, rheumatology, surgery, radiology, pathology, 
laboratory medicine, and evidence-based medicine, and revised 
the previous guidelines to form the present document. The present 
guidelines were registered on the Practice Guideline Registration 
for Transparency platform (PREPARE-2022CN812). The design 
and development followed the WHO Handbook for Guideline 
Development issued by the World Health Organization in 2014 
and the Chinese guiding principles for the development/revision 

Chinese Guidelines for the Diagnosis and Treatment of 
Autoimmune Pancreatitis (Shanghai, 2023)

Lei Xin1, Yili Cai2, Lianghao Hu1, Hongyu Li3, Dong Wu4, Zhaoshen Li1* , Xun Li5* , Xiaozhong Guo3* ,  
Zhuan Liao1*  and on behalf of the National Clinical Research Center for Digestive Diseases (Shanghai); 
National Key Laboratory of Immunity and Inflammation; Professional Committee of Pancreatic Disease, Chinese 
Medical Doctor Association; Pancreas Study Group, Chinese Society of Gastroenterology, Chinese Medical 
Association; Editorial Board of Chinese Journal of Pancreatology

1Department of Gastroenterology, The First Affiliated Hospital of Naval Medical University, Shanghai, China; 2Department of Gastroenterology, Naval 
Medical Center, Naval Medical University, Shanghai, China; 3Department of Gastroenterology, General Hospital of Northern Theater Command, Shen-
yang, Liaoning, China; 4Department of Gastroenterology, Peking Union Medical College Hospital, Beijing, China; 5Department of General Surgery, The 
First Hospital of Lanzhou University, Lanzhou, Gansu, China

Received: April 14, 2026  |  Revised: May 19, 2026  |  Accepted: May 25, 2026  |  Published online: June 23, 2026

Abstract
Autoimmune pancreatitis (AIP) is a rare immune-mediated form of chronic pancreatitis. It may affect multiple organs, and its 
heterogeneous clinical manifestations complicate diagnosis and management. Based on the Chinese Guidelines for the Diagnosis 
and Management of Autoimmune Pancreatitis (Shanghai 2012 Draft), together with the latest domestic and international guide-
lines and research advances, the present guideline provides 20 recommendations covering four aspects: diagnosis, treatment, 
follow-up, and prognosis. The aim is to improve the diagnosis and management of AIP in China and ultimately improve 
patient outcomes.

Keywords: Autoimmune pancreatitis; IgG4-related disease; IgG4-related cholangi-
tis; Guidelines; Glucocorticoid therapy; Multidisciplinary management.
*Correspondence to: Zhaoshen Li, Department of Gastroenterology, The First Affiliated 
Hospital of Naval Medical University, Shanghai 200433, China. ORCID: https://orcid.
org/0000-0003-0404-242X. Tel: +86-021-81873270, E-mail: zhsl@vip.163.com; Xun 
Li, Department of General Surgery, The First Hospital of Lanzhou University, Lanzhou, 
Gansu 730000, China. ORCID: https://orcid.org/0000-0002-1452-613X. Tel: +86-0931-
8912169, E-mail: lxdr21@126.com; Xiaozhong Guo, Department of Gastroenterology, 
General Hospital of Northern Theater Command, Shenyang, Liaoning 110840, China. 
ORCID: https://orcid.org/0000-0002-6397-0501. Tel: +86-024-28897603, E-mail: guox-
iaozhong1962@163.com; Zhuan Liao, Department of Gastroenterology, The First Af-
filiated Hospital of Naval Medical University, Shanghai 200433, China. ORCID: https://
orcid.org/0000-0001-8506-8159. Tel: +86-021-31161012, E-mail: zhuanleo@126.com
How to cite this article: Xin L, Cai Y, Hu L, Li H, Wu D, Li Z, et al. Chinese Guide-
lines for the Diagnosis and Treatment of Autoimmune Pancreatitis (Shanghai, 2023). 
J Transl Gastroenterol. Published online: June 23, 2026.

http://creativecommons.org/licenses/by-nc/4.0/
https://doi.org/10.14218/JTG.2026.00015
https://crossmark.crossref.org/dialog/?doi=10.14218/JTG.2026.00015&domain=pdf&date_stamp=2026-06-11
https://orcid.org/0000-0003-0404-242X
https://orcid.org/0000-0002-1452-613X
https://orcid.org/0000-0002-6397-0501
https://orcid.org/0000-0001-8506-8159
https://orcid.org/0000-0003-0404-242X
https://orcid.org/0000-0003-0404-242X
mailto:zhsl@vip.163.com
https://orcid.org/0000-0002-1452-613X
mailto:lxdr21@126.com
https://orcid.org/0000-0002-6397-0501
mailto:guoxiaozhong1962@163.com
mailto:guoxiaozhong1962@163.com
https://orcid.org/0000-0001-8506-8159
https://orcid.org/0000-0001-8506-8159
mailto:zhuanleo@126.com


DOI: 10.14218/JTG.2026.00015  |  2026
2

Xin L. et al: Chinese AIP guidelines (2023)J Transl Gastroenterol

of clinical practice guidelines issued by the Chinese Medical As-
sociation in 2022,1 with reference to the Appraisal of Guidelines 
for Research & Evaluation II and the Reporting Items for Practice 
Guidelines in Healthcare Statement.2,3 Through a systematic re-
view of the published literature and interviews with selected ex-
perts, 20 recommendations were formulated regarding diagnosis, 
treatment, follow-up, and prognosis. After evidence retrieval and 
methodological quality assessment, the GRADE approach (Grad-
ing of Recommendations Assessment, Development and Evalu-
ation) was used to rate the quality of evidence (high, moderate, 
low, or very low) and the strength of recommendations (strong or 
weak).4 Recommendations are presented as declarative statements 
(Table 1). Three rounds of Delphi surveys were conducted, and 
after further refinement based on expert feedback, consensus was 
reached for all recommendations (all consensus rates > 96.7%).

Diagnosis

I. Clinical manifestations

The mean age at diagnosis of type 1 AIP is approximately 
60 years, and the incidence in men is about three times that in 
women.5 The clinical manifestations of type 1 AIP can be divid-
ed into pancreatic and extrapancreatic manifestations. Pancreatic 
manifestations are non-specific, and common symptoms include 
obstructive jaundice (51.9–75.0%), abdominal discomfort or ab-
dominal pain (41.0–65.4%), and weight loss (40.0–45.1%). Some 
patients present with polydipsia, polyuria, or fatigue, whereas oth-
ers have no clinical manifestations and seek medical attention only 
after pancreatic enlargement is detected during a health examina-
tion.6–10 These clinical manifestations resemble those of pancreatic 
cancer and may therefore lead to misdiagnosis.

A substantial proportion of patients with type 1 AIP have ex-
trapancreatic manifestations, which essentially represent organ in-
volvement in IgG4-related disease (IgG4-RD) affecting different 
organs. Such involvement does not necessarily parallel the severity 
of pancreatic lesions and may occur before, concurrently with, or 
after pancreatic manifestations. Some patients have corresponding 
physical signs, which should be carefully assessed on examina-
tion. Common extrapancreatic organ involvement includes scle-
rosing cholangitis, Mikulicz disease (dacryoadenitis and sialadeni-
tis), retroperitoneal fibrosis, interstitial nephritis, superficial and 
deep lymphadenopathy (hilar, mediastinal, and abdominal), and 
interstitial pneumonia.11 One study including 100 Chinese patients 
with AIP found that 77 patients (77.0%) had 81 extrapancreatic 
lesions,12 with biliary lesions being the most common (64 lesions), 
including 42 strictures of the distal common bile duct and 22 stric-
tures of the common hepatic duct or intrahepatic bile ducts. In ad-
dition, approximately 51.5% of patients with type 1 AIP had peri-
pancreatic vascular involvement.13

The mean age at diagnosis of type 2 AIP is lower than that of 
type 1 AIP. One study reported a mean age of 43 years, and the dis-
ease generally occurs between 30 and 50 years of age, with no sta-

tistically significant sex difference in incidence.14,15 Patients with 
type 2 AIP often present with abdominal pain resembling acute 
pancreatitis.16 In addition, compared with type 1 AIP, type 2 AIP 
is more likely to be associated with inflammatory bowel disease 
(IBD).17 In recent years, increasing attention has been paid to the 
relationship between AIP and IBD, and 6–27% of patients with 
AIP are reported to have concomitant IBD.18,19

II. Imaging examinations

On contrast-enhanced CT, AIP commonly presents as diffuse 
enlargement of the pancreas. A hypoenhancing capsule-like rim 
may be seen during the pancreatic parenchymal phase, produc-
ing a “sausage-like” appearance; punctate enhancement may be 
present within the pancreatic parenchyma, followed by delayed 
enhancement on later-phase images. AIP may also present as a fo-
cal pancreatic mass, and a small number of cases show multifo-
cal lesions.20,21 The International Consensus Diagnostic Criteria 
(ICDC) for AIP classify pancreatic parenchymal CT findings into 
two levels: typical and indeterminate. Typical findings include dif-
fuse pancreatic enlargement with delayed enhancement, whereas 
indeterminate findings include focal or multifocal enlargement 
with delayed enhancement.16 A capsule-like rim around the pan-
creas is uncommon in other diseases and is therefore a relatively 
specific imaging sign of AIP. Delayed enhancement is also char-
acteristic of AIP, although it is less common in cases with less 
marked fibrosis.22

CT can differentiate AIP from chronic pancreatitis. The features 
of typical chronic pancreatitis include pancreatic atrophy, paren-
chymal or intraductal calcification, irregular ductal dilatation with 
side-branch ectasia, and pseudocyst formation. However, recent 
studies have shown that mild pancreatic ductal dilatation is not 
rare in AIP. Approximately 10% of patients with a longer disease 
course may develop pancreatic atrophy, pancreatic duct stones, 
and related changes,23 and cases complicated by pseudocysts have 
also been reported.24

CT is of major value in differentiating AIP from pancreatic 
cancer. A meta-analysis showed that the sensitivity and specifici-
ty of contrast-enhanced CT for distinguishing AIP from pancreat-
ic cancer were 59% (95% confidence interval (CI), 0.410–0.750) 
and 99% (95% CI, 0.880–1.000), respectively.25 The typical CT 
appearance of AIP is diffuse pancreatic enlargement, whereas 
pancreatic cancer typically appears as a hypovascular focal mass. 
It should be noted that pancreatic enlargement alone cannot accu-
rately distinguish AIP from pancreatic cancer or other malignant 
tumors. In a study of 245 patients with diffuse pancreatic en-
largement on contrast-enhanced CT, only 54.7% had AIP; other 
malignant lesions included pancreatic ductal adenocarcinoma 
(35.9%), pancreatic neuroendocrine tumor (4.5%), lymphoma 
(1.6%), metastasis (1.6%), solid pseudopapillary tumor (1.2%), 
and acinar cell carcinoma (0.4%). The presence of residual nor-
mal pancreatic parenchyma, a longer short-axis diameter (cutoff, 
3.15 cm), and a lower delayed-phase lesion-to-aorta enhance-
ment ratio (cutoff, 0.75) suggested a higher likelihood of malig-
nancy.21 In practice, multiple imaging signs should be integrated 
when differentiating these two diseases. CT features suggestive 

Recommendation 1. Patients with AIP commonly present 
with non-specific symptoms such as obstructive jaundice and 
abdominal discomfort, and some patients are asymptomatic. 
Clinical manifestations of extrapancreatic organ involvement 
should be carefully assessed. (Quality of evidence: High; 
Strength of recommendation: Strong; Level of consensus: 
100%)

Recommendation 2. Contrast-enhanced computed tomog-
raphy (CT) is recommended as the first-line imaging modal-
ity for the diagnosis of AIP. (Quality of evidence: Moderate; 
Strength of recommendation: Strong; Level of consensus: 
100%)
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Table 1.  Summary of recommendations, evidence quality, recommendation strength, and consensus level

No. Recommendation Evidence/Strength Con-
sensus

1 Patients with autoimmune pancreatitis (AIP) commonly present with non-specific symptoms 
such as obstructive jaundice and abdominal discomfort, and some patients are asymptomatic. 
Clinical manifestations of extrapancreatic organ involvement should be carefully assessed

High/Strong 100%

2 Contrast-enhanced computed tomography (CT) is recommended as the first-line imaging modal-
ity for the diagnosis of AIP

Moderate/Strong 100%

3 Contrast-enhanced magnetic resonance imaging (MRI) is suggested as an important imaging 
modality for the diagnosis of AIP. Magnetic resonance cholangiopancreatography is suggested 
for the assessment of pancreatic ductal and biliary changes in AIP

Low/Weak 100%

4 In patients with indeterminate CT or MRI findings, positron emission tomography-CT may be 
used as an adjunct for the diagnosis and differential diagnosis of AIP

Low/Weak 100%

5 Endoscopic ultrasound (EUS) can identify characteristic changes in the pancreatic parenchyma 
and the pancreaticobiliary ducts in AIP, and can also provide histologic or cytologic specimens 
for diagnosis and differential diagnosis. It is therefore recommended as an important diagnostic 
modality for AIP

Moderate/Strong 100%

6 Endoscopic retrograde cholangiopancreatography can identify characteristic pancreaticobiliary 
ductal changes in AIP; however, it is not recommended as a routine diagnostic modality because 
of its invasiveness

Low/Weak 100%

7 Serum IgG4 is suggested as the preferred laboratory test for the diagnosis of type 1 AIP, assess-
ment of treatment response, and monitoring of disease activity

Low/Weak 96.7%

8 Characteristic pathological changes are important diagnostic evidence for AIP. Tissue acquisition 
and pathologic diagnosis should therefore be emphasized, and EUS-guided fine-needle biopsy is 
recommended as the preferred method

Moderate/Weak 100%

9 The diagnosis of AIP is recommended to be based on an integrated assessment of symptoms, 
signs, imaging, EUS findings, serum IgG4, pathological findings, and extrapancreatic organ in-
volvement, with reference to the response to glucocorticoid therapy

Moderate/Strong 100%

10 In patients with suspected AIP, differential diagnosis from pancreatic cancer and other diseases 
should be emphasized

High/Strong 100%

11 In patients with established type 1 AIP, dynamic assessment of disease activity by imaging and 
serum IgG4 during the disease course is suggested

Low/Weak 96.7%

12 Induction therapy is suggested for patients with AIP who have symptoms or laboratory/imaging 
evidence of active disease

Moderate/Weak 100%

13 Oral glucocorticoids are recommended as the first-line induction therapy for AIP. Prednisone 
30–40 mg/day, or approximately 0.6 mg·kg−1·day−1, may be used initially and tapered gradually 
after remission is achieved

Moderate/Strong 100%

14 In patients with diffuse pancreatic enlargement, slow radiologic remission after treatment, or 
serum IgG4 levels remaining more than twice the upper limit of normal, low-dose glucocorticoid 
maintenance therapy is recommended to reduce the risk of relapse

High/Strong 96.7%

15 Re-treatment with glucocorticoids is suggested for patients with relapsed AIP Low/Weak 100%

16 In patients with AIP who are refractory to glucocorticoids or experience repeated relapses dur-
ing tapering or after withdrawal, combination treatment with immunosuppressive agents or 
switching to biologic therapy is suggested

Moderate/Weak 100%

17 Pancreatic enzyme replacement therapy is suggested for patients with AIP who have pancreatic 
exocrine insufficiency

Low/Weak 100%

18 Routine biliary drainage is not recommended for patients with AIP complicated by obstructive 
jaundice

Moderate/Strong 100%

19 Because AIP may involve multiple organs, strengthening multidisciplinary collaboration is sug-
gested during diagnosis and management

Low/Weak 100%

20 Long-term follow-up should be emphasized in patients with AIP, with attention to the risks of re-
lapse, pancreatic endocrine and exocrine insufficiency, pancreatic duct stones, and malignancy

Low/Weak 100%
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of pancreatic cancer include absence of diffuse pancreatic en-
largement, a hypovascular mass, absence of renal involvement, 
invasion of the pancreatic or bile ducts, invasion of adjacent ves-
sels, and enlarged lymph nodes.26 In a radiomics study including 
42 cases of focal AIP and 334 cases of pancreatic cancer, the 
radiomics model yielded a sensitivity of 95.24%, specificity of 
92.73%, and accuracy of 94.00% for the diagnosis of focal AIP.27 
Similarly, the use of relative CT values of the adjacent pancreatic 
parenchyma has also shown high feasibility for differentiating 
focal AIP from pancreatic cancer.28

Typical MRI findings of AIP include diffuse pancreatic en-
largement or a focal mass accompanied by abnormal signal inten-
sity, usually with slightly low signal on T1-weighted imaging and 
slightly high signal on T2-weighted imaging; a capsule-like rim 
around the pancreas may be seen on both T1- and T2-weighted 
images.29,30 Compared with contrast-enhanced CT, MRI provides 
better soft-tissue contrast, although its cost and technical require-
ments are higher; therefore, it may serve as an adjunct to CT. The 
main MRI features used to distinguish AIP from pancreatic cancer 
include multiple strictures of the main pancreatic duct, absence of 
marked upstream main pancreatic duct dilatation, a capsule-like 
rim around the pancreas, and the duct-penetrating sign. Among 
these, the absence of significant upstream ductal dilatation has the 
highest sensitivity, whereas the capsule-like rim has the highest 
specificity.31 In addition, MR elastography may be useful for dif-
ferentiating AIP from pancreatic cancer and holds promise as a 
quantitative imaging modality for both differential diagnosis and 
treatment monitoring.32

Typical MRCP findings in AIP are long-segment and multiple 
pancreatic duct strictures. The ICDC for AIP also classify main 
pancreatic duct abnormalities as typical or indeterminate.16 Typical 
findings include long strictures involving more than one-third of the 
main pancreatic duct or multiple strictures without significant up-
stream dilatation, whereas indeterminate findings include focal or 
multifocal strictures without significant upstream dilatation (pancre-
atic duct diameter < 5 mm). After glucocorticoid therapy, the pan-
creatic duct diameter may return to normal; therefore, MRCP may 
also be used to assess treatment response in AIP.33 With continued 
progress in recent years, MRCP has gradually become the preferred 
imaging modality for evaluating the pancreatic duct.34

MRI and MRCP are also useful for differentiating AIP from 
ordinary chronic pancreatitis. On MRI, ordinary chronic pan-
creatitis typically presents with pancreatic atrophy or irregular 
pancreatic contours, heterogeneous parenchymal signal inten-
sity, parenchymal or intraductal stones appearing as signal voids, 
pseudocysts, and irregular dilatation of the main pancreatic duct 
with side-branch ectasia. On MRCP, long-segment or multiple 
strictures of the main pancreatic duct without significant up-
stream ductal dilatation are indicative of AIP, whereas irregular 
ductal dilatation, ductal obstruction by stones, side-branch ecta-
sia, and pseudocyst formation are more suggestive of ordinary 
chronic pancreatitis.

Typical PET-CT findings in AIP include diffusely increased 
fluorodeoxyglucose (FDG) uptake in the pancreas with heteroge-
neous intensity. Similar uptake patterns may also be seen in in-
volved extrapancreatic organs,35,36 which can facilitate differentia-
tion from pancreatic cancer.37 A study comparing PET-CT findings 
between AIP and pancreatic cancer found that a maximum stand-
ardized uptake value (SUVmax) >7.08 and focal or multifocal ho-
mogeneous FDG uptake were independent predictors of pancreatic 
cancer (P < 0.05).38 FDG uptake decreases after glucocorticoid 
therapy in patients with AIP; therefore, PET-CT may also be used 
to evaluate treatment response, although its cost should be taken 
into account. In addition, dual-time-point PET-CT and quantitative 
radiomics prediction models may also be helpful in differentiating 
AIP from pancreatic cancer.39,40

III. Digestive endoscopy

Typical EUS findings in AIP include diffuse pancreatic enlarge-
ment or a localized mass, with predominantly hypoechoic pan-
creatic parenchyma containing internal hyperechoic foci (linear, 
patchy, or heterogeneous changes), wavy margins, and irregular 
narrowing of the main pancreatic duct accompanied by ductal wall 
thickening.41,42 In patients with biliary involvement, thickening 
and hypoechogenicity of the bile duct wall may be seen. The outer 
and inner layers of the bile duct wall may show hyperechoic bands, 
resulting in a “sandwich-like” or “onion-skin-like” appearance, 
whereas cholangiocarcinoma usually appears as a heterogeneously 
hypoechoic mass.43

Enhanced EUS imaging techniques may facilitate the diagno-
sis of AIP. On contrast-enhanced EUS, AIP shows a hypervascular 
pattern relative to the surrounding normal pancreatic parenchyma, 
which differs from the hypovascular appearance of pancreatic can-
cer; in addition, arborizing vessels are characteristic of AIP.44,45 
On contrast-enhanced harmonic EUS, AIP shows isoenhance-
ment with a homogeneous echo distribution of the contrast agent, 
whereas pancreatic cancer shows hypoenhancement with hetero-
geneous echo distribution.46 However, studies of these techniques 
have generally included small sample sizes and non-randomized 
designs, and further research is needed to confirm the diagnostic 
value of EUS.

Studies of artificial intelligence-assisted EUS diagnosis may 
further improve diagnostic accuracy for AIP. In one study, EUS 
images from 81 patients with AIP and 100 patients with chron-
ic pancreatitis were analyzed, and 14 of 115 textural parameters 

Recommendation 3. Contrast-enhanced magnetic reso-
nance imaging (MRI) is suggested as an important imaging 
modality for the diagnosis of AIP. Magnetic resonance chol-
angiopancreatography (MRCP) is suggested for the assess-
ment of pancreatic ductal and biliary changes in AIP. (Qual-
ity of evidence: Low; Strength of recommendation: Weak; 
Level of consensus: 100%)

Recommendation 5. Endoscopic ultrasound (EUS) can 
identify characteristic changes in the pancreatic parenchyma 
and pancreaticobiliary ducts in AIP and can also provide his-
tologic or cytologic specimens for diagnosis and differential 
diagnosis. It is therefore recommended as an important di-
agnostic modality for AIP. (Quality of evidence: Moderate; 
Strength of recommendation: Strong; Level of consensus: 
100%)

Recommendation 4. In patients with indeterminate CT or 
MRI findings, positron emission tomography-computed to-
mography (PET-CT) may be used as an adjunct for the diag-
nosis and differential diagnosis of AIP. (Quality of evidence: 
Low; Strength of recommendation: Weak; Level of consen-
sus: 100%)
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in the region of interest were selected for discrimination, yield-
ing a sensitivity of 84.1%, specificity of 92.5%, and accuracy of 
89.3%.47 Another study based on a convolutional neural network 
model using both static EUS images and dynamic videos reported 
a sensitivity of 94% and specificity of 71% for differentiating AIP 
from chronic pancreatitis, and a sensitivity of 90% and specificity 
of 93% for differentiating AIP from pancreatic cancer.48

In patients whose diagnosis of AIP cannot be established by 
typical imaging and laboratory findings, EUS-guided acquisition 
of pancreatic histologic or cytologic specimens may be used ei-
ther to diagnose AIP or to exclude malignancy. It was previously 
thought that specimens obtained by EUS-guided fine-needle as-
piration (EUS-FNA) were limited in quantity and had relatively 
low sensitivity but high specificity for the diagnosis of AIP and 
were therefore mainly used for differential diagnosis from pancre-
atic cancer. In recent years, with improvements in needle design, 
increasing numbers of studies have reported histologic diagnosis 
of AIP using EUS-FNA or EUS-guided fine-needle biopsy (EUS-
FNB). A Chinese study including 27 patients with AIP who under-
went EUS-FNA using a 22G needle found that samples from 63% 
of patients met the histologic criteria proposed in the ICDC for 
AIP (grade 1 in 5 cases and grade 2 in 12 cases).49 A meta-analysis 
including nine studies of EUS-FNA in 309 patients with AIP and 
seven studies of EUS-FNB in 131 patients with AIP,50 using grade 
1 and grade 2 histologic diagnostic evidence as endpoints, showed 
that the pooled diagnostic yield was 55.8% (95% CI 0.370–0.739) 
for FNA and 87.2% (95% CI 0.688–0.981) for FNB, with a statisti-
cally significant difference (P = 0.030). The histologic acquisition 
rate and adverse event rate were similar between FNA and FNB, 
and 19G needles had a higher diagnostic yield than 22G needles. 
For the use of EUS-FNA/FNB-obtained tissue in the diagnosis of 
AIP, the Japanese guidelines for the histological diagnosis of AIP 
may be referenced.51

Typical ERCP findings of AIP include (i) long (>1/3 the length 
of the pancreatic duct) stricture; (ii) lack of upstream dilatation 
from the stricture (<5 mm); (iii) multiple strictures; and (iv) side 
branches arising from a strictured segment.52 In contrast, pancre-
atic cancer more commonly presents with focal ductal stenosis and 
upstream dilatation.

In some patients with AIP, ERCP cholangiography may show 
bile duct stricture or features of sclerosing cholangitis. Brush cy-
tology and bile cytology at the site of biliary stricture can aid dif-
ferential diagnosis.53 Intraductal ultrasonography is useful for dif-
ferentiating IgG4-related sclerosing cholangitis (IgG4-SC), primary 
sclerosing cholangitis (PSC), and cholangiocarcinoma. Typical in-
traductal ultrasonography findings in IgG4-SC include preserva-
tion of the three-layer structure of the bile duct wall and uniform, 

and interruption of the outer margin, without wall thickening in non-
stenotic segments.9 With the development of peroral cholangiosco-
py-assisted ERCP techniques, biopsy performed under direct vision 
can diagnose IgG4-SC,54 although no reports are yet available on 

symmetric wall thickening, which may also be seen in non-stenotic 
segments. PSC often shows destruction of the three-layer bile duct 
wall structure, asymmetric wall thickening, irregular inner margins, 
interruption of the outer margin, and diverticulum-like outpouch-
ings. Cholangiocarcinoma typically presents as asymmetric wall 
thickening or intraluminal protrusion, with irregular inner margins 
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pancreatoscopy-guided biopsy via ERCP for the diagnosis of AIP.
In some patients with AIP, the duodenal papilla may also be 

involved; therefore, concurrent biopsy during ERCP may provide 
additional diagnostic evidence.55,56

The ICDC for AIP and the Japanese Clinical Diagnostic Criteria 
(2011) for AIP regarded pancreatography as important diagnostic 
evidence for AIP, whereas MRCP was not included among the diag-
nostic criteria. With advances in MRCP, the 2018 Japanese diagnos-
tic criteria for AIP placed MRCP alongside ERCP as the preferred 
imaging modality for assessing the pancreatic duct.34 Considering 
the invasiveness and medical costs of ERCP, the present guidelines 
do not recommend its use as a routine diagnostic method for AIP.

IV. Laboratory tests

Serum IgG4 levels are elevated in 60–90% of patients with type 
1 AIP but are also elevated in 7–10% of patients with pancreatic 
cancer. Using an IgG4 level greater than twice the upper limit of 
normal as a diagnostic criterion can significantly improve specific-
ity.57,58 Some patients with AIP also have hypergammaglobuline-
mia, elevated IgG and IgE, increased erythrocyte sedimentation 
rate, elevated C-reactive protein, or positive autoantibodies such 
as antinuclear antibodies and rheumatoid factor; however, these 
markers are only suggestive.59 In type 2 AIP, serum IgG4 is gener-
ally not elevated and autoantibodies are usually negative.

A meta-analysis including 11 studies, 594 patients with AIP, 
and 958 patients with pancreatic cancer found that elevated serum 
IgG4 had a sensitivity of 72% (95% CI, 0.680–0.750) and a speci-
ficity of 93% (95% CI, 0.920–0.950) for distinguishing AIP from 
pancreatic cancer.60 When serum IgG4 levels greater than twice 
the upper limit of normal were used to differentiate AIP from pan-
creatic cancer, the sensitivity was 43% (95% CI, 0.380–0.490) and 
the specificity was 98% (95% CI, 0.970–0.990).

Some studies have suggested that a decrease in serum IgG4 after 
treatment for type 1 AIP reflects control of inflammation, whereas 
persistent elevation above the normal range after treatment predicts 
relapse. A systematic review including 10 studies and 850 patients 
with AIP found that the baseline serum IgG4 level at diagnosis was 
a risk factor for relapse after glucocorticoid induction therapy (β = 
−0.001, P = 0.009).61 In addition, both a high baseline serum IgG4 
level and re-elevation of serum IgG4 during follow-up are risk fac-
tors for relapse.62 A nationwide survey in Japan found no statistically 
significant difference in serum IgG4 levels at diagnosis between 
patients who relapsed and those who did not, but the lowest post-
treatment IgG4 level was higher in patients who relapsed.11

V. Pathological findings

Recommendation 6. Endoscopic retrograde cholangio-
pancreatography (ERCP) can identify characteristic pan-
creaticobiliary ductal changes in AIP; however, it is not rec-
ommended as a routine diagnostic modality because of its 
invasiveness. (Quality of evidence: Low; Strength of recom-
mendation: Weak; Level of consensus: 100%)

Recommendation 7. Serum IgG4 is suggested as the pre-
ferred laboratory test for the diagnosis of type 1 AIP, assess-
ment of treatment response, and monitoring of disease activ-
ity. (Quality of evidence: Low; Strength of recommendation: 
Weak; Level of consensus: 96.7%)

Recommendation 8. Characteristic pathological changes 
are important diagnostic evidence for AIP. Tissue acquisition 
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Both type 1 and type 2 AIP show lymphocytic and plasmacytic 
infiltration around pancreatic ducts and inflammatory changes in 
the pancreatic stroma, whereas the pathological features of ordi-
nary chronic pancreatitis, such as intraductal protein plugs, stones, 
and calcification, are less common.

Typical pathological findings of type 1 AIP include dense lym-
phoplasmacytic infiltration around pancreatic ducts, storiform 
fibrosis of the parenchyma, obliterative phlebitis, and abundant 
IgG4-positive plasma cells. Inflammatory cell infiltration within 
the pancreatic lobules is often prominent, frequently causing aci-
nar atrophy, and fibrosis in the interlobular septa or around the 
pancreas is more obvious.63 The ICDC statement on the pathology 
of IgG4-RD recommends that, for diagnosing pancreatic lesions 
of IgG4-RD, biopsy specimens should contain >10 IgG4-positive 
plasma cells per high-power field (40×, 0.2 mm2), and surgical re-
section specimens should contain >50 IgG4-positive plasma cells 
per high-power field. An IgG4-positive/IgG-positive plasma cell 
ratio >40% is also an important diagnostic criterion for IgG4-RD. 
However, it should be noted that the number of IgG4-positive plas-
ma cells or the IgG4/IgG ratio alone cannot directly establish the 
diagnosis of AIP, because both pancreatic ductal adenocarcinoma 
tissue and peritumoral tissue may also show varying degrees of 
IgG4-positive plasma cell infiltration.64

Typical pathological findings of type 2 AIP include marked 
neutrophilic infiltration within the lumen and epithelium of inter-
lobular ducts, resulting in granulocytic epithelial lesions, whereas 
storiform fibrosis, obliterative phlebitis, and IgG4-positive plasma 
cell infiltration are uncommon.65

As a minimally invasive diagnostic method, EUS-FNB has a 
clearly higher diagnostic yield for AIP than EUS-FNA.50 In pa-
tients with suspected AIP based on imaging and laboratory find-
ings, EUS-FNB should be considered first for obtaining histo-
pathologic specimens to confirm the diagnosis.

VI. Diagnosis and differential diagnosis

At present, several clinical diagnostic criteria for AIP have been 
proposed by experts in China and abroad. The most widely used 
are the ICDC for AIP and the Japanese Clinical Diagnostic Criteria 
for AIP.9,16 In addition, because type 1 AIP is a form of IgG4-RD, 
diagnosis may also refer to the Japanese criteria and American/
European classification criteria for IgG4-RD.66,67

The Chinese Guidelines for the Diagnosis and Management of 
Autoimmune Pancreatitis (Shanghai, 2012 Draft) proposed practi-
cal diagnostic criteria for AIP tailored to Chinese clinical practice. 
Based on subsequent research advances in China and abroad, the 
preliminary diagnostic criteria for AIP in current clinical practice 

are adjusted as follows:
1.	 Imaging: CT or MRI shows typical findings such as diffuse 

or focal enlargement of the pancreas and a capsule-like rim; 
MRCP shows irregular narrowing of the main pancreatic duct.

2.	 Laboratory tests: serum IgG4 is significantly elevated.
3.	 Histopathology:

a.	 the pancreas shows marked lymphocytic and plasmacytic 
infiltration with storiform fibrosis and obliterative phlebitis, 
and immunohistochemistry demonstrates >10 IgG4-positive 
plasma cells per high-power field;

b.	 there is abundant neutrophilic infiltration around the pancre-
atic ducts causing ductal epithelial injury;

c.	 EUS-guided cytology or histology excludes pancreatic and 
biliary malignancies.

4.	 Extrapancreatic organ involvement: hilar or intrahepatic bile 
duct strictures, enlargement of the salivary or lacrimal glands, 
retroperitoneal fibrosis, renal involvement, and related lesions.

5.	 Response to glucocorticoids: after diagnostic glucocorticoid 
therapy, pancreatic and/or extrapancreatic manifestations im-
prove significantly.
A preliminary diagnosis of AIP may be made if any one of the 

following groups is met:
•	 Group A: 1 + (2 and/or 4);
•	 Group B: 3a (type 1 AIP) or 3b (type 2 AIP);
•	 Group C: (1 or 2 or 4) + 3c + 5.

In clinical practice, patients suspected of AIP should first un-
dergo imaging examinations. If typical imaging findings are pre-
sent and are supported by laboratory findings and/or extrapancre-
atic organ involvement, a preliminary diagnosis of AIP may be 
made (Group A). If only one of the following is present—typical 
imaging findings, laboratory findings, or extrapancreatic organ 
involvement—EUS-FNB/FNA is recommended to obtain tissue 
samples for diagnosing AIP (Group B); alternatively, after pan-
creatic malignancy has been excluded, diagnostic glucocorticoid 
therapy may be given, and a marked response supports the diag-
nosis of AIP (Group C). The duration of diagnostic glucocorticoid 
therapy should not exceed 2 weeks,68 after which imaging should 
be repeated to assess improvement in pancreatic or extrapancreatic 
lesions. In patients who undergo surgery, a diagnosis of AIP may 
also be established if postoperative pathology shows typical fea-
tures of AIP (Group B).

AIP can easily be confused with pancreatic malignancy, and 
cases complicated by sclerosing cholangitis are readily misdiag-
nosed as cholangiocarcinoma. Differentiation between AIP and 
pancreaticobiliary malignancy requires integration of imaging 
examinations, digestive endoscopy, laboratory testing, extrapan-
creatic manifestations, pathology, and response to glucocorticoid 
therapy. The key points for differentiation are detailed in the fore-
going recommendations. It should be noted that CA19-9, a tumor 
marker commonly used in the diagnosis of pancreatic cancer, may 
also be elevated in some patients with AIP.8 In addition, although 
histopathology is the gold standard for the diagnosis and differen-
tiation of AIP and pancreatic cancer, a case report has suggested 
that AIP may occur as a peritumoral manifestation of pancreatic 
cancer,69 and this possibility should be kept in mind in clinical 
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and pathologic diagnosis should therefore be emphasized, 
and EUS-FNB is recommended as the preferred method. 
(Quality of evidence: Moderate; Strength of recommenda-
tion: Weak; Level of consensus: 100%)

Recommendation 9. The diagnosis of AIP is recommended 
to be based on an integrated assessment of symptoms, signs, 
imaging, EUS findings, serum IgG4, pathological findings, 
and extrapancreatic organ involvement, with reference to 
the response to glucocorticoid therapy. (Quality of evidence: 
Moderate; Strength of recommendation: Strong; Level of 
consensus: 100%)

Recommendation 10. In patients with suspected AIP, dif-
ferential diagnosis from pancreatic cancer and other diseases 
should be emphasized. (Quality of evidence: High; Strength 
of recommendation: Strong; Level of consensus: 100%)
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practice.
AIP should also be distinguished from chronic pancreatitis, 

particularly in patients with a long-standing or relapsing disease 
course. Imaging features favoring AIP include pancreatic en-
largement, a capsule-like rim, delayed enhancement, and long 
or multiple ductal strictures without marked upstream dilatation, 
whereas chronic pancreatitis more often shows pancreatic atro-
phy, parenchymal or intraductal calcification, irregular ductal 
dilatation with side-branch ectasia, and pseudocyst formation. 
Given that imaging findings in certain advanced-stage AIP may 
overlap with those of chronic pancreatitis, the diagnosis should 
be based on a comprehensive clinicopathologic evaluation rather 
than imaging alone.

AIP is often accompanied by IgG4-SC. When pancreatic lesions 
are not prominent, it must also be differentiated from PSC and re-
lated conditions. In general, patients with PSC are younger, have 
a higher rate of coexisting IBD, respond poorly to glucocorticoid 
therapy, and show a “pruned-tree” appearance of the intrahepatic 
bile ducts or pseudodiverticulum-like changes of the bile ducts on 
imaging. Korean investigators proposed a scoring system to distin-
guish IgG4-SC from PSC, which includes three aspects: age (<30 
years, 0 points; 30–40 years, 1 point; 40–50 years, 2 points; 50–60 
years, 3 points; ≥60 years, 4 points), other organ involvement (pre-
sent, 3 points; absent, 0 points), and beaded changes on cholangio-
graphy (present, 2 points; absent, 0 points). A total score of 0–4 sug-
gests PSC, 5–6 suggests a diagnostic trial of glucocorticoid therapy, 
and 7–9 suggests IgG4-SC.70

Type 1 AIP is a multiorgan disease; therefore, once the diagnosis 
is established, patients should undergo comprehensive assessment 
including clinical manifestations, extrapancreatic organ involve-
ment, laboratory tests, and imaging examinations. Laboratory eval-
uation mainly includes complete blood count, urinalysis, liver and 
renal function, blood glucose, blood lipids, electrolytes, erythrocyte 
sedimentation rate, C-reactive protein, immunoglobulins, and IgG 
subclasses. In addition to evaluating the severity of pancreatic le-
sions, imaging should also assess the extent of involved extrapancre-
atic organs. Disease assessment may refer to the IgG4-RD Respond-
er Index.71 This index evaluates disease status over the previous 28 
days and assigns 0–3 points according to the degree of involvement 
in each organ, with the total score being the sum of organ-specific 
scores. When an involved vital organ is affected urgently and re-
quires active treatment, the score for that organ is doubled. During 
treatment, patients should also be assessed regularly for disease re-
mission and drug-related adverse effects. An IgG4-RD Responder 
Index ≥9 is an independent risk factor for relapse of AIP.72

Treatment
Treatment of AIP should be individualized. The goals are to re-
duce inflammation, maintain remission, preserve organ function, 
and minimize treatment-related adverse effects. Treatment of AIP 
includes induction therapy, maintenance therapy, and management 
after relapse.

DOI: 10.14218/JTG.2026.00015  |  2026

I. Glucocorticoid therapy

AIP is an autoimmune disease, and 10–25% of patients may un-
dergo spontaneous remission. However, active drug therapy is gener-
ally considered appropriate to prevent progression of inflammation 
and fibrosis and to delay or avoid irreversible organ damage. Several 
international guidelines are broadly consistent regarding indications 
for induction therapy9,73,74: symptomatic patients with AIP, such as 
those with obstructive jaundice, abdominal pain, or back pain, should 
be actively considered for induction therapy; asymptomatic patients 
should also be treated if they have abnormal liver function or imag-
ing evidence of active lesions. No clinical studies have supported 
treatment of asymptomatic AIP solely to delay pancreatic endocrine 
or exocrine insufficiency, and clinical evidence on the long-term 
prognosis of untreated asymptomatic patients remains limited.

Oral glucocorticoids are the cornerstone of induction therapy 
for AIP, with the goal of rapidly controlling active disease. Both 
type 1 and type 2 AIP generally respond well to glucocorticoids. A 
Chinese systematic review including 26 studies showed that 78.4% 
of patients received glucocorticoid therapy, with a pooled remis-
sion rate of 96.2%.8 Before glucocorticoid treatment, pancreati-
cobiliary tumors should be carefully excluded; if the response to 
glucocorticoids is poor, the diagnosis should be reconsidered.

An initial dose of prednisone 30–40 mg/day or 0.6–1.0 
mg·kg−1·day−1 is generally recommended. A nationwide Japanese 
survey of 1,474 patients with AIP showed that 84.4% received 
initial glucocorticoid therapy, most commonly prednisolone 30 
mg/day (63.9%) or 40 mg/day (21.0%); when the initial dose was 
converted to 0.45 mg/kg, the induction remission rate remained 
high (202/205, 98.5%).11 A Dutch study including 65 patients 
categorized into low-dose (prednisone 10–20 mg/day, n = 14),75 
medium-dose (30 mg/day, n = 15), and high-dose (40–60 mg/day, 
n = 36) groups found broadly similar baseline characteristics and, 
after 6 months of follow-up, similar clinical, biochemical, and 
imaging remission across groups; complete remission rates were 
71%, 40%, and 72%, respectively. In addition, intravenous meth-
ylprednisolone (initial dose 500 mg/day for 3 days per week for 2 
consecutive weeks), followed by oral prednisolone (20 mg/day) 
maintenance, may be more beneficial in patients with concomitant 
common bile duct involvement.76 The glucocorticoid dose should 
be individualized. Higher doses may be considered in critically ill 
patients, whereas lower doses may be appropriate in elderly pa-
tients or those with mild symptoms. Tapering should also be in-
dividualized. Assessment is generally performed after 2–4 weeks 
of initial therapy; if clinical symptoms, laboratory findings, and 

Recommendation 11. In patients with established type 1 
AIP, dynamic assessment of disease activity by imaging and 
serum IgG4 during the disease course is suggested. (Quality 
of evidence: Low; Strength of recommendation: Weak; Level 
of consensus: 96.7%)

Recommendation 12. Induction therapy is suggested for 
patients with AIP who have symptoms or laboratory/imag-
ing evidence of active disease. (Quality of evidence: Moder-
ate; Strength of recommendation: Weak; Level of consensus: 
100%)

Recommendation 13. Oral glucocorticoids are recommend-
ed as first-line induction therapy for AIP. Prednisone 30–40 
mg/day, or approximately 0.6 mg·kg−1·day−1, may be used 
initially and tapered gradually after remission is achieved. 
(Quality of evidence: Moderate; Strength of recommenda-
tion: Strong; Level of consensus: 100%)
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imaging signs have improved significantly, tapering may begin, 
usually by reducing the dose by 5 mg every 1–2 weeks.

The 2017 International Consensus for the Treatment of Autoim-
mune Pancreatitis by the International Association of Pancreatology 
recommended low-dose glucocorticoid maintenance therapy for pa-
tients with type 1 AIP who have diffuse pancreatic enlargement,74 
delayed radiologic remission, persistently elevated serum IgG4 after 
treatment, two or more extrapancreatic lesions, or proximal bile duct 
involvement. The optimal dose and duration of maintenance therapy 
have not yet been established, but many Chinese and international 
reports have used prednisone 5–10 mg/day for 6 months to 3 years.

Multiple studies have shown that low-dose glucocorticoid 
maintenance therapy can reduce the risk of relapse in AIP. In a 
Japanese multicenter randomized controlled study including 49 
patients with AIP,77 the 3-year relapse rate was significantly lower 
in the maintenance group (prednisolone 5–7.5 mg/day for 3 years, 
n = 30) than in the withdrawal group (prednisolone 5–7.5 mg/day 
for 12 weeks, n = 19; 23.3% vs. 57.9%, P = 0.011), and relapse-
free survival was significantly longer in the maintenance group (P 
= 0.007). Another Japanese study involving 22 centers and 510 pa-
tients with type 1 AIP found that the 7-year relapse rate in the pred-
nisolone 5 mg/day maintenance group was 26.1%,78 significantly 
lower than that in the withdrawal group (45.2%) and the predni-
solone 2.5 mg/day maintenance group (43.4%). Compared with 
maintenance therapy for less than 1 year, maintenance therapy for 
more than 1 year was associated with a lower pooled relapse rate,61 
and lack of maintenance therapy is a risk factor for relapse.79

During glucocorticoid maintenance therapy, the patient’s clini-
cal status and disease course should be dynamically assessed, and 
the dose and duration should be adjusted individually, with close 
monitoring for possible adverse events.80,81

Most patients with relapse can achieve remission again with 
the initial glucocorticoid dose. When necessary, the glucocorticoid 
dose may be increased or the treatment course extended to improve 
disease control. A Chinese systematic review showed that among 
patients who relapsed after discontinuation of glucocorticoid ther-
apy,8 re-treatment with glucocorticoids achieved a remission rate 
of 94.8% (95% CI 0.882–0.988). If patients develop significant 
glucocorticoid-related adverse effects, the addition of immunosup-
pressive agents or switching to biologic therapy is recommended.

II. Immunosuppressive agents and biologic therapy

If glucocorticoid monotherapy fails to control disease activity 
in AIP, if the disease recurs during glucocorticoid tapering, or if 
glucocorticoid-related adverse effects are prominent, combination 
therapy with immunosuppressive agents is suggested to help re-
duce glucocorticoid exposure.82,83 Commonly used immunosup-
pressive agents include mycophenolate mofetil, azathioprine, cy-
clophosphamide, and leflunomide.

A Chinese randomized controlled trial included 69 treatment-
naive patients with IgG4-RD (39 with pancreatic involvement) 
who received glucocorticoid monotherapy or glucocorticoids plus 
low-dose mycophenolate mofetil. Remission rates were not sig-
nificantly different between groups, but the 12-month cumulative 
clinical relapse rate was lower in the combination group (11.76% 
vs. 34.29%).82 Another Chinese randomized controlled trial in-
volving 66 patients with IgG4-RD showed that the relapse rate was 
significantly lower in the leflunomide plus glucocorticoid group 
than in the glucocorticoid monotherapy group (18.2% vs. 42.4%, P 
= 0.032).84 However, another cohort study including 277 patients 
with IgG4-RD who experienced re-elevation of serum IgG4 during 
treatment found that although 45.1% of patients receiving gluco-
corticoids combined with various immunosuppressive agents (cy-
clophosphamide, mycophenolate mofetil, azathioprine, methotrex-
ate, or leflunomide) showed a trend toward reduced relapse,85 the 
difference was not statistically significant. During treatment with 
conventional immunosuppressive agents, potential adverse reac-
tions such as leukopenia, thrombocytopenia, and liver dysfunction 
should be closely monitored.

Regarding biologic therapy, multiple studies have shown that 
rituximab is effective in patients with AIP who are resistant to or 
dependent on glucocorticoids.86–88 In patients with IgG4-RD-relat-
ed pancreaticobiliary disease treated with rituximab, the complete 
remission rate at 6 months was 88.9% (95% CI 0.805–0.939), and 
the relapse rate was 21.9% (95% CI 0.105–0.403), although the 
relapse rate was higher in patients with multiorgan involvement 
(35.9%, 95% CI 0.173–0.601).89 Before biologic therapy is initi-
ated for AIP, patients should be fully evaluated, and adverse events 
should be closely monitored throughout treatment.

III. Pancreatic enzyme replacement therapy

Patients with AIP may have PEI to varying degrees. A system-
atic review of 18 studies showed that the prevalence of PEI at 
the time of diagnosis of AIP was 45% (95% CI 0.329–0.574),90 
although this estimate showed substantial heterogeneity. A 
French study including 44 patients reported a PEI rate of 34% 
during a median follow-up of 41 (5–130) months, defined as fe-
cal elastase-1 <200 µg/g.91 A prospective Dutch cohort study in-
cluding 68 patients with AIP reported a PEI rate of 82% during a 
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Recommendation 14. In patients with diffuse pancreatic 
enlargement, slow radiologic remission after treatment, or 
serum IgG4 levels remaining more than twice the upper limit 
of normal, low-dose glucocorticoid maintenance therapy is 
recommended to reduce the risk of relapse. (Quality of evi-
dence: High; Strength of recommendation: Strong; Level of 
consensus: 96.7%)

Recommendation 15. Re-treatment with glucocorticoids 
is suggested for patients with relapsed AIP. (Quality of evi-
dence: Low; Strength of recommendation: Weak; Level of 
consensus: 100%)

Recommendation 16. In patients with AIP who are refrac-

tory to glucocorticoids or experience repeated relapses dur-
ing tapering or after withdrawal, combination treatment with 
immunosuppressive agents or switching to biologic therapy 
is suggested. (Quality of evidence: Moderate; Strength of 
recommendation: Weak; Level of consensus: 100%)

Recommendation 17. Pancreatic enzyme replacement 
therapy is suggested for patients with AIP who have pancre-
atic exocrine insufficiency (PEI). (Quality of evidence: Low; 
Strength of recommendation: Weak; Level of consensus: 
100%)
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median follow-up of 75 (50–106) months, again defined as fecal 
elastase-1 <200 µg/g; however, a substantial proportion of patients 
in that study had undergone pancreatic resection, which may have 
contributed to the high PEI rate.92 Because fecal elastase-1 is not 
widely used in routine practice, some studies have assessed PEI in 
AIP on the basis of symptoms. In a Chinese study, 4% (4/100) of 
patients with AIP initially presented with steatorrhea.79 In a Ko-
rean study of 138 patients with type 1 AIP followed for a median 
of 60 (24–197) months, four patients (2.9%) developed marked 
steatorrhea, and all had relapsed during the disease course.93 PEI is 
an important independent risk factor for mortality in chronic pan-
creatitis94; therefore, monitoring and treatment of PEI should be 
emphasized during follow-up of patients with AIP. Treatment of 
PEI mainly consists of exogenous pancreatic enzyme replacement 
therapy, such as high-lipase pancreatic enzyme preparations with 
enteric coating that permits release of active enzymes in the intes-
tine; these should be taken during meals.95

IV. Endoscopic interventional therapy

Some investigators have proposed that biliary drainage should 
be performed first in AIP patients with obstructive jaundice to re-
duce the risk of cholangitis induced after glucocorticoid therapy.9,96 
However, two recent Chinese studies showed that glucocorticoid 
monotherapy is safe and effective in AIP patients with obstructive 
jaundice and that combined biliary drainage is not necessary. One 
study included 48 patients with AIP and obstructive jaundice97; 25 
underwent ERCP biliary stenting before glucocorticoid treatment, 
and 23 received glucocorticoid therapy alone. Baseline total and 
direct bilirubin levels were higher in the stent group, but after 4 
weeks there were no significant differences in liver function in-
dices between the two groups. In the glucocorticoid-alone group, 
liver function indices decreased by 53–81%, and no patient devel-
oped infection or required biliary stenting. Another study included 
87 patients with type 1 AIP and marked obstructive jaundice (total 
bilirubin ≥ 51 µmol/L),98 of whom 48 underwent ERCP biliary 
drainage before glucocorticoid therapy and 39 received glucocor-
ticoid therapy alone. There was no significant difference in the risk 
of cholangitis after treatment, and after a median follow-up of 41 
months, the remission and relapse rates also did not differ signifi-
cantly between groups. Thus, in patients with AIP and obstructive 
jaundice but without acute cholangitis, glucocorticoid therapy may 
be initiated first, and routine biliary drainage is unnecessary.

V. Multidisciplinary diagnosis and management

up. With increasing awareness of AIP, surgery is now considered 
only when malignancy cannot be excluded clinically. In recent 
years, both the misdiagnosis rate of AIP and the rate of unneces-
sary surgery in China have decreased significantly.99

The clinical manifestations of AIP are complex and diverse. In 
particular, type 1 AIP often involves other organs, and multidis-
ciplinary collaboration among relevant specialties is frequently 
required to complete diagnosis, evaluation, treatment, and follow-

DOI: 10.14218/JTG.2026.00015  |  2026

Follow-up and prognosis

AIP has a long disease course. A considerable proportion of pa-
tients relapse, and some develop pancreatic duct stones, pancreatic 
endocrine or exocrine insufficiency, and related clinical manifesta-
tions. The relationship between AIP and tumors of the pancreas or 
other organs remains unclear. In clinical practice, regular follow-
up of patients with AIP is recommended, with attention to symp-
toms, imaging changes, drug-related adverse effects, and long-
term outcomes.

I. Relapse
The relapse rate of AIP is relatively high, particularly in type 1 
AIP. Approximately 20–40% of patients relapse after discontinu-
ation of glucocorticoid induction therapy. A nationwide Japanese 
survey showed that 23.4% (344/1,471) of patients with AIP expe-
rienced relapse; 49.7% of relapses involved the pancreas, 30.5% 
were extrapancreatic relapses, and 19.8% involved both pancreatic 
and extrapancreatic sites. The cumulative relapse rates at 3, 5, and 
10 years were 14%, 25%, and 40%, respectively.11 Reported risk 
factors for relapse in type 1 AIP include extrapancreatic organ in-
volvement (especially bile duct involvement), high pretreatment 
serum IgG4 levels, persistently elevated IgG4 after treatment, and 
diffuse pancreatic enlargement.61,100 Type 2 AIP has a lower re-
lapse rate. A systematic review including 107 patients with type 2 
AIP reported a post-treatment relapse rate of 15.9%.61

II. Pancreatic endocrine and exocrine insufficiency
Pancreatic endocrine and exocrine insufficiency are typical long-
term outcomes of chronic pancreatitis. Endocrine insufficiency 
commonly manifests as diabetes mellitus. A systematic review 
including 62 studies and 6,522 patients with AIP showed that the 
prevalence of diabetes at the time of AIP diagnosis was 37% (95% 
CI 0.320–0.420), while the prevalence of diabetes during follow-
up among patients treated with glucocorticoids was 44% (95% CI 
0.261–0.624). In AIP patients who have abnormal glucose metabo-
lism at diagnosis, blood glucose levels often worsen during gluco-
corticoid therapy, but pancreatic endocrine function may partially 
improve as the disease remits and glucocorticoids are tapered. A 
nationwide Japanese survey showed that 66.5% of patients with 
AIP had diabetes at disease onset; after glucocorticoid therapy, 
diabetes improved in 47.2%, whereas 17.0% developed new-onset 
diabetes or experienced worsening diabetes after glucocorticoid 
treatment. The older the patient, the higher the proportion of new-
onset or worsened diabetes.101 In addition, although long-term glu-
cocorticoid maintenance therapy improves serum C-peptide levels, 
it also increases the homeostasis model assessment index for insu-
lin resistance.102 Therefore, whether glucocorticoid maintenance 

Recommendation 18. Routine biliary drainage is not rec-
ommended for patients with AIP complicated by obstructive 
jaundice. (Quality of evidence: Moderate; Strength of recom-
mendation: Strong; Level of consensus: 100%)

Recommendation 19. Because AIP may involve multiple 
organs, strengthening multidisciplinary collaboration is sug-
gested during diagnosis and management. (Quality of evi-
dence: Low; Strength of recommendation: Weak; Level of 
consensus: 100%)

Recommendation 20. Long-term follow-up should be em-
phasized in patients with AIP, with attention to the risks of 
relapse, pancreatic endocrine and exocrine insufficiency, 
pancreatic duct stones, and malignancy. (Quality of evi-
dence: Low; Strength of recommendation: Weak; Level of 
consensus: 100%)
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therapy is beneficial for preserving pancreatic endocrine function 
remains uncertain.

PEI often manifests as dyspepsia and weight loss, and severe 
cases may develop steatorrhea. For discussion of PEI, see Recom-
mendation 17.

III. Pancreatic duct stone formation
Pancreatic duct stones are a characteristic pathological feature of 
chronic pancreatitis. It was once thought that AIP differs from typi-
cal chronic pancreatitis and rarely leads to pancreatic duct stones 
or pancreatic calcification. However, with increasing research, 
5–41% of patients with AIP have been reported to develop new 
pancreatic duct stones or an increased stone burden during follow-
up.93,103–107 A long disease course and relapse are widely recog-
nized risk factors for pancreatic duct stone formation.

IV. Risk of malignancy
Cases of pancreatic cancer and other malignancies occurring con-
currently with or subsequent to AIP have been reported. However, 
because available studies are limited by sample size and study 
design, the association between AIP and malignancy remains in-
conclusive. A systematic review including 17 studies and 2,746 
patients with AIP reported an overall prevalence of malignancy of 
9.6% (95% CI 0.057–0.135), with prevalences of 3.7% before or 
concurrent with the diagnosis of AIP and 4.6% after the diagno-
sis of AIP. The most common malignancies were gastric cancer 
(1.3%, 95% CI 0.005–0.021) and colorectal cancer (1.2%, 95% 
CI 0.006–0.010). Thirty-five cases of pancreatic cancer were re-
ported, but it remains uncertain whether AIP is a risk factor for 
these tumors or represents a paraneoplastic syndrome.108 A Chi-
nese multicenter retrospective study including 602 patients with 
IgG4-RD, with a median follow-up of 47.0 months, found that the 
overall prevalence of malignancy was significantly higher than 
that in the general population (standardized prevalence ratio, 8.66; 
95% CI 5.84–12.31), and that AIP was an independent risk factor 
for malignancy in patients with IgG4-RD (odds ratio = 2.400, 95% 
CI 1.038–5.549, P = 0.041).109 Therefore, attention should be paid 
during follow-up to the risk of pancreatic cancer and other malig-
nancies in patients with AIP.

Compared with international guidance, including the 2011 In-
ternational Consensus Diagnostic Criteria for AIP, the Japanese 
consensus guidelines, the European guideline on IgG4-related 
digestive disease, and the international treatment consensus for 
AIP,9,16,73,74 the present Chinese guidelines have several distinc-
tive features. First, they were developed using a formal guideline-
development framework, including systematic literature review, 
GRADE assessment, and three rounds of Delphi consensus. Sec-
ond, they incorporate Chinese evidence and expert experience and 
adapt recommendations to clinical practice in China. Third, while 
referring to the framework of the ICDC, they propose simplified 
and more clinically practical diagnostic criteria that are better suit-
ed to routine practice. Fourth, they specifically address the man-
agement of AIP with obstructive jaundice and, based on available 
evidence, do not recommend routine biliary drainage in the ab-
sence of specific indications.

These guidelines reflect the evidence and expert consensus that 
were available during their development. Because research on AIP 
and IgG4-RD continues to evolve, future updates should incor-
porate newly published evidence through systematic reviews and 
formal consensus procedures. In diagnostic technologies, emerg-
ing evidence suggests that tissue acquisition with newer EUS-
FNB needles may improve histologic diagnosis, while radiomics 

and artificial intelligence-assisted imaging may provide additional 
support for differentiating AIP from pancreaticobiliary malignan-
cies.48,110,111 Novel biomarkers beyond serum IgG4, including 
circulating plasmablasts, cytokine profiles, and disease-related 
autoantibodies, may also contribute to diagnosis, disease-activity 
assessment, and relapse prediction.112,113 In therapeutic aspects, B-
cell-targeted strategies remain an important area of development. 
In addition to rituximab, newer approaches such as CD19-targeted 
therapy with inebilizumab and B-cell inhibition with obexelimab 
are under clinical investigation in IgG4-RD.114–116 Cellular thera-
pies, including CD19-directed CAR-T therapy, have shown proof-
of-concept activity in refractory B-cell-mediated autoimmune 
diseases; however, their role in IgG4-RD and AIP remains to be 
elucidated.117
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