
Citation: Zouhair Yachoulti, Rabii Ajana, Yassir Alaoui, Houda Meyiz, Hassan Ouaya, Aicha Akjay, Ihssane 

Mellouki. Autoimmune Pancreatitis Type 1: A Rare Cause of Epigastric Pain, About a Case. Sch J Med Case Rep, 

2024 Nov 12(11): 1945-1949. 

 

1945 

 

Scholars Journal of Medical Case Reports               

Abbreviated Key Title: Sch J Med Case Rep 

ISSN 2347-9507 (Print) | ISSN 2347-6559 (Online)  

Journal homepage: https://saspublishers.com  

 
 

Autoimmune Pancreatitis Type 1: A Rare Cause of Epigastric Pain, 

About a Case     
Zouhair Yachoulti1*, Rabii Ajana1, Yassir Alaoui1, Houda Meyiz1, Hassan Ouaya1, Aicha Akjay1, Ihssane Mellouki1 
     

1Gastro-Enterology Department, University Hospital of Tangier, Morocco 
 

DOI: https://doi.org/10.36347/sjmcr.2024.v12i11.024             | Received: 11.10.2024 | Accepted: 18.11.2024 | Published: 21.11.2024 
 

*Corresponding author: Zouhair Yachoulti 
Gastro-Enterology Department, University Hospital of Tangier, Morocco 

 

Abstract  Case Report 
 

Type 1 autoimmune pancreatitis is a rare autoimmune disorder, part of a systemic disease known as IgG4 related disease. 

Its diagnosis is based on a group of criteria defined according to an international consensus on the disease (ICDC 

criteria). This diagnosis is challenging, as the clinical, biological and radiological signs of the disease can be similar to 

those of pancreatic cancer. We report a case of type 1 AIP diagnosed after a suspicion of pancreatic cancer. 
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INTRODUCTION 
Autoimmune pancreatitis (AIP) is a rare disease 

with two subtypes (type 1 and type 2). Type 1 AIP 

represents the pancreatic localisation of a systemic 

disease, IgG4 disease, which is characterised by multi-

organ involvement associated with elevated serum IgG4 

levels. The diagnosis of AIP type 1 is based on a 

combination of clinical, biological, radiological, 

histological and therapeutic criteria. The main difficulty 

is distinguishing autoimmune pancreatitis from 

pancreatic cancer, since the symptoms, biology and 

imaging may be similar. The differential diagnosis must 

be made with care in order not to misdiagnose pancreatic 

cancer on the one hand, and to avoid unnecessary major 

surgery on the other. We report here a case of a patient 

with clinical presentation suggestive of malignancy, 

whose final diagnosis was type 1 AIP. 

 

CASE REPORT 
The patient was a 40-year-old man with a 

history of chronic smoking, who came to our department 

with transfixing epigastric pain associated with vomiting 

dating back one month, with the appearance 15 days 

prior to the admission, of jaundice associated with dark 

urine and discolored stools, and pruritus. The patient 

reported a weight loss of 20 kg. Clinical examination 

revealed no abnormalities other than jaundice. The initial 

laboratory tests showed cholestasis and hepatic cytolysis 

(GGT = 1403 IU/L (25N), AST = 162 IU/L (4N) / ALT 

= 396 IU/L (9N), total bilirubin = 107 mg/L / direct 

bilirubin = 101mg/L), with serum lipase at 211 U/L (3N) 

and fasting blood glucose at 1.5 g/dL. Abdominal 

ultrasound revealed a hypoechogenic pancreas with a 

borderline commun bile duct. A CT scan showed diffuse 

hypertrophy of the pancreas with delayed contrast (see 

Figure 1). 
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Figure 1: transversal section of an injected abdominal CT scan showing global hypertrophy of the pancreas 

 

We completed the investigation with a 

Cholangiopancreatography (MRCP), which revealed the 

presence of a sausage-like pancreas, amputation of the 

initial part of the Wirsung and dilatation of the 

intrahepatic bile ducts, with stenosis of the lower third of 

the main bile duct with no individualisable obstruction 

(Figure 2). 

 

 
Figure 2 (a et b): T1-weighted MRCP without injection (a) and after injection (b) showing a sausage-like pancreas 

with irregularity of the duct of the Wirsung 

 

In light of these findings, an IgG4 serum level 

was requested, which came back slightly elevated at 

0.895 g/l (N = 0.040 to 0.870 g/l). The diagnosis of type 

1 autoimmune pancreatitis was made and the patient 

received prednisolone-based corticosteroid therapy at a 

dose of 0.6mg/Kg/d, with marked improvement within 5 

days. 

 

DISCUSSION 

Autoimmune pancreatitis is a rare form of 

chronic pancreatitis (5-6% of all chronic pancreatitis 

[1]). In Japan, where AIP is much more common, the 

incidence is arround 1.4 per 100,000 people [2]. There 

are two types of AIP: type 1, which represents the 

pancreatic site of a systemic autoimmune disease known 

as IgG4-related disease, and type 2, which is less 

common, is an autoimmune disease that specifically 

affects the pancreas and is associated in 20-30% of cases 

with inflammatory bowel disease (most often ulcerative 

colitis). AIP type 1 was first described by Yoshida et al., 
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[3], in 1995, who identified a form of chronic pancreatitis 

linked to an autoimmune mechanism. In 2001, Hamano 

et al., [4], described elevated serum IgG4 levels in this 

form of pancreatitis and in 2003 Kamisawa et al., [5], 

identified a new systemic autoimmune disease and 

proposed the concept of IgG4-related sclerosing disease. 

Finally, it was in 2011 that the name IgG4-related disease 

was adopted by the 1st international consensus on this 

disease [6]. The pathophysiological mechanisms 

involved in the disease are clearly autoimmune. This has 

been argued by the involvement of several organs, the 

elevation of serum IgG4 present in more than 80% of 

cases, the association with a particular predisposing HLA 

genotype: HLA DRB1*0405 - DQB1*0401 [7], the 

presence of immune complex deposits on the affected 

tissues and, finally, the good response to corticosteroid 

therapy. 

 

The initiation phases of the disease are probably 

due to molecular mimicry. The role of Helicobacter 

pylori has been suggested but not confirmed to date [8-

10]. 

 

Type 1 AIP is more common in men, with an 

average age of between 60 and 70 years [11]. Clinical 

presentation includes abdominal pain, often associated 

with jaundice. Asthenia and weight loss are common, so 

the diagnosis is often oriented towards a malignant 

cause. Extra-pancreatic involvement of other organs is 

possible, including the liver, biliary tree, kidneys, 

retroperitoneum, salivary and lacrimal glands, orbital 

tissues, pituitary gland, thyroid, lungs, lymph nodes, 

breasts, prostate, testicles and vascular structures [12]. 

 

An elevated IgG4 level is specific for PAI type 

1 [13]. Serum IgG4 levels above 140 mg/dl are 

considered 86% sensitive and 90-96% specific for the 

diagnosis of the disease [14, 15]. Other serological 

markers have been reported to be elevated, such as γ-

globulin (>2.0 g/dL), rheumatoid factor (20-30%) and 

antinuclear antibodies (60%), but these are not specific 

[16]. It is important to note that 5-10% of patients with 

pancreatic cancer, acute or chronic pancreatitis may have 

elevated serum IgG4 [17]. 

 

Imaging has an important role in the diagnosis 

of the disease. Abdominal ultrasound is a non-invasive 

method used to examine the pancreas. It is particularly 

useful in the differential diagnosis of abdominal pain or 

jaundice. Abdominal ultrasound with contrast may be 

useful in differentiating focal AIP from pancreatic cancer 

[18]. Abdominal CT scan may show a diffusely or 

focally enlarged pancreas, with delayed enhancement 

depending on disease activity or stage [19]. Peri-

pancreatic hypodensity, or ''ring sign'', may be seen. It 

reflects fibro-inflammatory changes involving peri-

pancreatic adipose tissue. The same signs can be seen on 

MRI with low signal on T1-weighted images and delayed 

enhancement on dynamic sequences. The ring sign is 

seen on MRI in approximately 36% of cases [20]. In 

focal forms, diagnosis is even more difficult and a biopsy 

is required to exclude pancreatic cancer [21]. In this case, 

the presence of involvement of other organs is suggestive 

of autoimmune pancreatitis. MRCP may show narrowing 

of the Wirsung duct, or multifocal strictures, without 

upstream dilatation, and in around 80% of patients an 

associated stenosis of the biliary tree. In the typical case, 

the narrowing is more than 1/3 of the pancreatic duct. If 

the narrowing is les than 1/3 of the pancreatic duct, it is 

necessary to exclude pancreatic ductal carcinoma [22-

24]. 

 

Endoscopy is an important tool for differential 

diagnosis. it allows the performance of a targeted biopsy. 

However, some studies have shown lower sensitivity and 

specificity of EUS-guided biopsy in the diagnosis of AIP 

[25]. The histological signs of AIP type 1 are 

characterized by fibrosis with strong lymphoplasmacytic 

infiltration, abundant infiltration of IgG4-positive 

plasma cells, storiform fibrosis, obliterative phlebitis and 

periductal inflammation [19]. When histological 

findings are typical, the diagnosis of AIP is certain. 

However, it is not always easy to obtain pancreatic 

biopsies. Furthermore, the cost-effectiveness of these 

biopsies remains debated due to the low diagnostic yield. 

This has led experts to establish decision-making 

algorithms combining histological, clinical and 

morphological criteria. The International Consensus 

Criteria for Autoimmune Pancreatitis (ICDC) published 

by the expert conference in 2011 [6], is the current 

reference. According to these criteria, type 1 PAI can be 

confirmed in the event of typical histological findings or 

the presence of 2 of the following 4 criteria: 

− High level of IgG4 in serum 

− Characteristic imaging findings, such as an 

increase in overall pancreatic size ± associated 

with a ring sign. 

− Response to corticosteroid therapy 

− Extra-pancreatic involvement, confirmed by 

histology or imaging. 

 

Corticosteroid therapy is the treatment of choice 

and is almost always effective [26, 27, 28]. Recurrences 

or relapses are more common in type 1 AIP than in type 

2 [28]. The dose of corticosteroids is 0.6 mg/kg/day for 

4 weeks, with a classic decrease (10 mg every 10 days up 

to 20 mg/day, then 5 mg every 10 days until stopping). 

The total duration of treatment is 3 months. In Japan, 

most teams maintain a low dose of corticosteroids (5 to 

7.5 mg/day) for 3 years to reduce the risk of disease 

relapse. This continuation of corticosteroid therapy 

reduces the relapse rate by 2 (23%/58%) at 3 years [29]. 

However, long-term corticosteroid therapy can cause 

significant side effects. In low-incidence countries, 

maintenance therapy is generally used only in relapsed 

patients. Progression to chronic pancreatitis with a high 

risk of diabetes is possible. Monitoring is clinical 

(jaundice and pain), biological (liver and blood sugar 

tests) and radiological (MRCP). Several risk factors for 
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relapse have been described: diffuse hypertrophy of the 

pancreas at the time of diagnosis, slow response to 

corticosteroid therapy, slow or absence of decrease in 

serum IgG4 level after induction treatment, and more 

than one involvement of the extra-pancreatic organs [30, 

31]. 

 

In case of non-response to steroids, rituximab is 

a good therapeutic alternative, with a significantly higher 

efficacy rate than immunomodulators (azathioprine, 

cyclosporine A and rapamycin) (94% Vs 67%) [32]. 

However, immunomodulators are relatively cheaper and 

can be used to reduce the lifetime cumulative steroid 

dose [33]. Methotrexate [34], and tacrolimus [35], are 

also a treatment choice for steroid-refractory cases. 

 

CONCLUSION 
In conclusion, type 1 AIP is a rare condition, but 

one that needs to be well understood, because of the 

similarities it may have with other diseases, especially 

pancreatic cancer. Diagnosis must be based on a set of 

well-defined criteria. Response to corticosteroid therapy 

is the rule, but relaps are frequent, so patients need to be 

carefully monitored. 

 

REFERENCES 

1. Nishimori, I., Tamakoshi, A., Otsuki, M., & 

Research Committee on Intractable Diseases of the 

Pancreas, Ministry of Health, Labour, and Welfare 

of Japan. (2007). Prevalence of autoimmune 

pancreatitis in Japan from a nationwide survey in 

2002. Journal of gastroenterology, 42, 6-8. 

2. Kanno, A., Masamune, A., Okazaki, K., Kamisawa, 

T., Kawa, S., Nishimori, I., ... & Research 

Committee of Intractable Diseases of the Pancreas. 

(2015). Nationwide epidemiological survey of 

autoimmune pancreatitis in Japan in 2011. 

Pancreas, 44(4), 535-539. 

3. Yoshida, K., Toki, F., Takeuchi, T., Watanabe, S. I., 

Shiratori, K., & Hayashi, N. (1995). Chronic 

pancreatitis caused by an autoimmune abnormality: 

proposal of the concept of autoimmune pancreatitis. 

Digestive diseases and sciences, 40, 1561-1568. 

4. Hamano, H., Kawa, S., Horiuchi, A., Unno, H., 

Furuya, N., Akamatsu, T., ... & Kiyosawa, K. 

(2001). High serum IgG4 concentrations in patients 

with sclerosing pancreatitis. New England Journal 

of Medicine, 344(10), 732-738. 

5. Kamisawa, T., Funata, N., Hayashi, Y., Eishi, Y., 

Koike, M., Tsuruta, K., ... & Nakajima, H. (2003). 

A new clinicopathological entity of IgG4-related 

autoimmune disease. Journal of gastroenterology, 

38, 982-984. 

6. Shimosegawa, T., Chari, S. T., Frulloni, L., 

Kamisawa, T., Kawa, S., Mino-Kenudson, M., ... & 

Zhang, L. (2011). International consensus 

diagnostic criteria for autoimmune pancreatitis: 

guidelines of the International Association of 

Pancreatology. Pancreas, 40(3), 352-358. 

7. Kawa, S., Ota, M., Yoshizawa, K., Horiuchi, A., 

Hamano, H., Ochi, Y., ... & Kiyosawa, K. (2002). 

HLA DRB1* 0405-DQB1* 0401 haplotype is 

associated with autoimmune pancreatitis in the 

Japanese population. Gastroenterology, 122(5), 

1264-1269. 

8. Guarneri, F., Guarneri, C., & Benvenga, S. (2005). 

Helicobacter pylori and autoimmune pancreatitis: 

role of carbonic anhydrase via molecular mimicry?. 

Journal of cellular and molecular medicine, 9(3), 

741-744. 

9. Frulloni, L., Lunardi, C., Simone, R., Dolcino, M., 

Scattolini, C., Falconi, M., ... & Puccetti, A. (2009). 

Identification of a novel antibody associated with 

autoimmune pancreatitis. New England Journal of 

Medicine, 361(22), 2135-2142. 

10. Culver, E. L., Smit, W. L., Evans, C., Sadler, R., 

Cargill, T., Makuch, M., ... & Barnes, E. (2017). No 

evidence to support a role for Helicobacter pylori 

infection and plasminogen binding protein in 

autoimmune pancreatitis and IgG4-related disease in 

a UK cohort. Pancreatology, 17(3), 395-402. 

11. Kanno, A., Nishimori, I., Masamune, A., Kikuta, K., 

Hirota, M., Kuriyama, S., ... & Shimosegawa, T. 

(2012). Nationwide epidemiological survey of 

autoimmune pancreatitis in Japan. Pancreas, 41(6), 

835-839. 

12. Sandrasegaran, K., & Menias, C. O. (2018). Imaging 

in autoimmune pancreatitis and immunoglobulin 

G4–related disease of the abdomen. 

Gastroenterology Clinics, 47(3), 603-619. 

13. Ito, T., Nakamura, T., Fujimori, N., Niina, Y., 

Igarashi, H., Oono, T., ... & Shimosegawa, T. 

(2011). Characteristics of pancreatic diabetes in 

patients with autoimmune pancreatitis. Journal of 

digestive diseases, 12(3), 210-216. 

14. Choi, E. K., Kim, M. H., Lee, T. Y., Kwon, S., Oh, 

H. C., Hwang, C. Y., ... & Lee, S. K. (2007). The 

sensitivity and specificity of serum immunoglobulin 

G and immunoglobulin G4 levels in the diagnosis of 

autoimmune chronic pancreatitis: Korean 

experience. Pancreas, 35(2), 156-161. 

15. Ghazale, A., Chari, S. T., Smyrk, T. C., Levy, M. J., 

Topazian, M. D., Takahashi, N., ... & Farnell, M. B. 

(2007). Value of serum IgG4 in the diagnosis of 

autoimmune pancreatitis and in distinguishing it 

from pancreatic cancer. Official journal of the 

American College of Gastroenterology| ACG, 

102(8), 1646-1653. 

16. Khandelwal, A., & Saboo, S. S. (2013). Re: 

Autoimmune pancreatitis: An illustrated guide to 

diagnosis. Clinical radiology, 68(9), e518. 

17. Sah, R. P., Chari, S. T., Pannala, R., Sugumar, A., 

Clain, J. E., Levy, M. J., ... & Vege, S. S. (2010). 

Differences in clinical profile and relapse rate of 

type 1 versus type 2 autoimmune pancreatitis. 

Gastroenterology, 139(1), 140-148. 

18. Mauch, M., Blank, W., Kunze, G., Dirks, K., 

Schuler, A., & Seitz, K. (2015). Importance of 

abdominal ultrasound in 17 patients with 



 

 

Zouhair Yachoulti et al, Sch J Med Case Rep, Nov, 2024; 12(11): 1945-1949 

© 2024 Scholars Journal of Medical Case Reports | Published by SAS Publishers, India             1949 

 

 

histologically confirmed autoimmune pancreatitis 

(AIP). Ultraschall in der Medizin-European Journal 

of Ultrasound, 36(03), 248-254. 

19. Okazaki, K., Kawa, S., Kamisawa, T., Ito, T., Inui, 

K., Irie, H., ... & Working Committee of the Japan 

Pancreas Society and the Research Committee for 

Intractable Pancreatic Disease supported by the 

Ministry of Health, Labour and Welfare of Japan. 

(2014). Amendment of the Japanese Consensus 

Guidelines for Autoimmune Pancreatitis, 2013 I. 

Concept and diagnosis of autoimmune pancreatitis. 

Journal of gastroenterology, 49, 567-588. 

20. Ishigami, K., Tajima, T., Nishie, A., Ushijima, Y., 

Fujita, N., Asayama, Y., ... & Honda, H. (2010). 

MRI findings of pancreatic lymphoma and 

autoimmune pancreatitis: a comparative study. 

European journal of radiology, 74(3), e22-e28. 

21. Frulloni, L., Amodio, A., Katsotourchi, A. M., & 

Vantini, I. (2011). A practical approach to the 

diagnosis of autoimmune pancreatitis. World 

Journal of Gastroenterology: WJG, 17(16), 2076. 

22. Okazaki, K., Kawa, S., Kamisawa, T., Naruse, S., 

Tanaka, S., Nishimori, I., ... & Otsuki, M. (2006). 

Clinical diagnostic criteria of autoimmune 

pancreatitis: revised proposal. Journal of 

gastroenterology, 41, 626-631. 

23. Kamisawa, T., Imai, M., Chen, P. Y., Tu, Y., Egawa, 

N., Tsuruta, K., ... & Kamata, N. (2008). Strategy for 

differentiating autoimmune pancreatitis from 

pancreatic cancer. Pancreas, 37(3), e62-e67. 

24. Kamisawa, T., Tu, Y., Egawa, N., Nakajima, H., 

Tsuruta, K., & Okamoto, A. (2006). Involvement of 

pancreatic and bile ducts in autoimmune 

pancreatitis. World Journal of Gastroenterology: 

WJG, 12(4), 612. 

25. Kubota, K., Kamisawa, T., Okazaki, K., Kawa, S., 

Hirano, K., Hirooka, Y., ... & Chiba, T. (2017). 

Low-dose maintenance steroid treatment could 

reduce the relapse rate in patients with type 1 

autoimmune pancreatitis: a long-term Japanese 

multicenter analysis of 510 patients. Journal of 

gastroenterology, 52, 955-964. 

26. Kamisawa, T., Shimosegawa, T., Okazaki, K., 

Nishino, T., Watanabe, H., Kanno, A., ... & Omata, 

M. (2009). Standard steroid treatment for 

autoimmune pancreatitis. Gut, 58(11), 1504-1507. 

27. Hart, P. A., Kamisawa, T., Brugge, W. R., Chung, J. 

B., Culver, E. L., Czakó, L., ... & Chari, S. T. (2013). 

Long-term outcomes of autoimmune pancreatitis: a 

multicentre, international analysis. Gut, 62(12), 

1771-1776. 

28. Maire, F., Le Baleur, Y., Rebours, V., Vullierme, M. 

P., Couvelard, A., Voitot, H., ... & Hammel, P. 

(2011). Outcome of patients with type 1 or 2 

autoimmune pancreatitis. Official journal of the 

American College of Gastroenterology| ACG, 

106(1), 151-156. 

29. Masamune, A., Nishimori, I., & Kikuta, K. 

Randomised controlled trial of long-term 

maintenance corticosteroid therapy in patients with 

autoimmune pancreatitis. Gut. doi:10.1136/gutjnl-

2016-312049.. 

30. Shimizu, K., Tahara, J., Takayama, Y., Akao, J., 

Ajihara, T., Nagao, K., ... & Tokushige, K. (2016). 

Assessment of the rate of decrease in serum IgG4 

level of autoimmune pancreatitis patients in 

response to initial steroid therapy as a predictor of 

subsequent relapse. Pancreas, 45(9), 1341-1346. 

31. Okazaki, K., Chari, S. T., & Frulloni, L. (2019). 

International consensus for the treatment of 

autoimmune pancreatitis. Pancreatology 2016 in 

press[32] Soliman, H.; Vullierme, M.-P.; Maire, F.; 

Hentic, O.; Ruszniewski, P.; Lévy, P.; Rebours, V. 

Risk factors and treatment of relapses in 

autoimmune pancreatitis: Rituximab is safe and 

effective. United Eur. Gastroenterol. J. 7, 1073–

1083. 

32. Hart, P. A., Topazian, M. D., Witzig, T. E., Clain, J. 

E., Gleeson, F. C., Klebig, R. R., ... & Chari, S. T. 

(2013). Treatment of relapsing autoimmune 

pancreatitis with immunomodulators and rituximab: 

the Mayo Clinic experience. Gut, 62(11), 1607-

1615. 

33. Rovati, L., Lanzillotta, M., Bozzolo, E., 

Arcidiacono, P. G., Falconi, M., Dagna, L., & Della-

Torre, E. (2019). Methotrexate as induction of 

remission therapy for type 1 autoimmune 

pancreatitis. Official journal of the American 

College of Gastroenterology| ACG, 114(5), 831-

833. 

34. Buechter, M., Klein, C. G., Kloeters, C., Schlaak, J. 

F., Canbay, A., Gerken, G., & Kahraman, A. (2014). 

Tacrolimus as a reasonable alternative in a patient 

with steroid-dependent and thiopurine-refractory 

autoimmune pancreatitis with IgG4-associated 

cholangitis. Zeitschrift für Gastroenterologie, 

52(06), 564-568. 

 


