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Abstract

In this case report, we present a case of autoimmune pancreatitis (AIP) diagnosis in a patient
after a 7-year history of suspicious pancreatic cancer. Kim's and Japanese criteria were used to
diagnose AIP. Our case avoided undesirable invasive procedures and recovered thanks to the
proper diagnosis and timely treatment with prednisone. Early and accurate diagnosis of AlP,
in this case, had a significant impact on the treatment and prognosis process.

© 2021 The Author(s)
Published by S. Karger AG, Basel

Introduction

Autoimmune pancreatitis (AIP) is a chronic inflammation identified by a distributed ab-
normal contraction of the main pancreatic duct, distributed expansion of the pancreas, anti-
bodies, raised levels of serum gamma globulin or IgG, pancreas fibrosis, and critical lympho-
plasmacytic infiltration [1-3]. The AIP concept was first introduced in 1995 by Yoshida et al.
[4] and has since been widely accepted. The radiographic presentation and clinical diagnostic
of AIP can simulate pancreatic ductal adenocarcinoma [1, 4]. The differentiation with neo-
plasm is usually done via analysis of pathologic specimens following surgical resection [5].
Some investigators have claimed that in all patients diagnosed with a pancreatic lesion, serum
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[gG4 examination is necessary. For questions about the coexistence of both diseases, there are
not enough data. In this report, a rare case of a patient is presented with histologically diag-
nosed and treated pancreatic cancer and after 7-year clinically diagnosed AIP.

Case Presentation

A 58-year-old male patient was referred to another medical center due to complaints of
exhaustion, tiredness, and fever 7 years earlier. An ultrasound scan was performed; tumor
formation was detected on the pancreatic head, and severe stenosis was detected in the cho-
ledochal and pancreatic tract by ERCP. A plastic stent was placed into the choledochal tract. A
biopsy was performed, and inflammatory changes as well as lymphoplasmacytic infiltration
were detected on the papilla of Vater; however, fine needle aspiration biopsy of the pancreatic
papilla revealed a suspected mucinous cystic adenocarcinoma of the pancreas. Cytopathology
slides of the patient were re-evaluated and the diagnosis was confirmed. He was considered
inoperable because of the invasion of the superior mesenteric artery detected by CT scan, and
chemotherapy and simultaneous radiotherapy were performed. There was no mass in the
pancreas in the control CT scans during follow-up. The patient had recurrent cholangitis at-
tacks because of sclerosing cholangitis, and a metallic stent was placed in another medical
center.

The patient was referred to our clinic because of suspected jaundice and bleeding in the
6th year of follow-up. Autoimmune markers were normal; no pancreatic mass was detected
by MRI, but pancreatic atrophy was observed. Since the patient had shown no change in the
7-year survey and previous biopsies had indicated benign and inflammatory changes except
for one biopsy, OP was considered rather than pancreatic cancer. Pancreatic atrophy, scle-
rosing cholangitis, mediastinal lymphadenopathy, and Hashimoto thyroiditis detected in the
patient are considered OP findings. Prednisolone 40 mg/day was started, and the dose was
decreased gradually every week. The patient’s complaints decreased, lymphadenopathy re-
gressed, and improvement was detected in all biochemical tests.

Discussion

AIP is a type of chronic pancreatitis that causes dysfunction in organs through fibrosis
and severe lymphocytic infiltration in autoimmune inflammation [1, 6]. Today, the number of
patients diagnosed with AIP is increasing, and this complication is considered to be a universal
complication that has its own clinical, radiographic, histopathologic, and serological features
[7, 8]. The exact AIP incidence is unknown, but an approximation of 5-6% of chronic pancre-
atitis is estimated for its prevalence [5, 9, 10]. Reports indicate that the proportion of this
complication in men compared to women is 2-5:1, and the average age is 55 years at the time
of diagnosis [2]. Clinical signs of this complication may include weight loss, mild epigastric
pain, and progressive or intermittent jaundice [5, 11]. About half of AIP patients have been
reported to have diabetes mellitus [2, 9]. Besides, other concomitant autoimmune diseases,
such as primary sclerosing cholangitis, rheumatoid arthritis, and Sjogren syndrome, have
been reported [5, 12]. Previous studies have shown that in AIP patients, in addition to having
antibodies such as ASMA, anti-lactoferrin, rheumatoid factor, anti-carbonic anhydrase, and
ANA, serum levels of gamma-globin, IgG4, and IgG are also increased [2, 6, 12]. Therefore, the
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IgG4 level is used as one of the important features to find AIP, having high sensitivity and
specificity [2, 13].

Imaging evaluation plays a critical role in diagnosing AIP; it is often the first investigative
modality that raises the possibility of AIP [14, 15]. CT imaging usually shows the following
symptoms for AIP: (1) a capsule-like uniform low-density rim encircling the pancreas, (2) dis-
persed pancreas inflammation, (3) prolonged increase of pancreatic parenchyma, and (4) lack
of intraductal stones and pancreatic calcification. Figures 1 and 2 show the mass image on the
pancreatic head detected by abdominal CT and MRI performed in 2003.

The signs of ERCP include the segmental, focal, or scattered contraction of the main pan-
creatic duct. It has also been reported that the extrahepatic biliary duct was expanded, and
the intrapancreatic portion of the common bile duct also gets contracted. MRCP, as a noninva-
sive imaging technique, is used in the diagnosis of AIP [5, 16] and also can precisely assess the
pancreatic ducts and the biliary tree [17].

In our case, the initial imaging features on CT and MRCP suggested the presence of AIP
with an enlarged pancreatic head. Histopathologic AIP analyses indicated a significant appear-
ance of plasma cell infiltration in the surrounding medium, large interlobular ducts, lympho-
cytes, acinar atrophy, and dense fibrosis specimens [2, 5].

Since AIP is difficult to distinguish from other forms of pancreatic carcinoma and chronic
pancreatitis, a variety of diagnostic criteria have been proposed [6, 9, 18, 19]. As Kim’s and
Japanese criteria focus on imaging studies [1], they are often used for practical purposes. In
these criteria, a patient who first meets criterion 1 and then each of criteria 2 to 5 is diagnosed
with AIP: (1) imaging criteria: segmental or dispersed abnormal contraction of the main pan-
creatic duct and dispersed expansion of the pancreas (essential); (2) laboratory criteria:
raised levels of 1gG4 and/or IgG, or presence of autoantibodies; (3) histopathologic criteria:
lymphoplasmacytic and fibrosis infiltration; (4) correlation with other autoimmune disor-
ders; (5) response to steroid therapy.

As our case had criteria 1, 3, and 5, AIP was diagnosed. The first-line agent for AIP treat-
ment is prednisone, which is usually initiated at a dose of 0.4-0.6 mg/kg/day for months. Pa-
tients are regularly administered for 2-3 months, with a 5 mg tapering schedule for every 2-
4 weeks. Ultimately, prednisone is stopped or maintained at a dose of 2.5-10 mg/day [6, 20].
The steroid response is interpreted as a consequence of a negative transformation of detected
autoantibodies, an improvement in clinical symptoms, a lack of abnormal pancreatic imaging,
and normalization of elevated IgG levels. Prednisone of the mentioned dose led to a very good
treatment response in our case. Our patient avoided undesirable invasive procedures and re-
covered thanks to the proper diagnosis and timely treatment with prednisone. Figure 3 shows
the metallic stent image and atrophic pancreas appearance that were detected in the CT scan
taken in 2010.

Although synchronous cases of AIP and pancreatic cancer have been reported [21, 22],
the reverse relationship is not clear. AIP may also predispose to the development of pancreatic
cancer. Kamisawa et al. [23] found a significant percentage of K-ras mutation in the pancreas
of all patients with AIP. AIP can be a risk factor of pancreaticobiliary cancer. This case may
have developed AIP following pancreatic cancer, or the patient may have been mistakenly di-
agnosed with pancreatic cancer instead of AIP. Beyond a histological diagnosis during the first
evaluation, there was no evident malignant lesion in the pancreas, both in histological analysis
and imaging studies. However, the inflammatory changes which possibly appeared due to ce-
liac disease were accepted as an invasion of pancreatic cancer, and chemotherapy as well as
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radiotherapy were performed due to the diagnosis of inoperable pancreatic cancer. Given the
whole chronological process, we believe that our case had AIP from the beginning.

This case provided valuable information about the long-term progress and changes in
AIP, followed by any therapy. The pancreas progresses to atrophy during follow-up while au-
toantibodies become negative in the long term. In this case, it was not possible to show IgG4-
positive cells in the affected organs because of technical incompetence. However, as men-
tioned in the case, histopathologic analysis showed presence of lymphoplasmacytic infiltra-
tion 7 years earlier. Figure 4 shows the changes in total and direct bilirubin levels after steroid
administration between 2003 and 2010.

Furthermore, it is difficult to evaluate the progress of autoimmune cholangiopathy con-
comitant to AIP because a metallic stent was not placed in the case. However, a significant
decrease in bilirubin values of the case after steroid treatment would suggest that autoim-
mune cholangiopathy does not remit spontaneously during the progress of AIP, but also re-
sponds well to steroids. In this case, persistent cholangitis attacks as well as disruption of bil-
iary drainage despite the metallic stent caused the development of secondary biliary cirrhosis.
Esophageal varicose veins and portal hypertension developed as a complication. Although this
is not directly associated with AIP, it is a secondary complication that may appear in the long
run. Mediastinal lymphadenopathy, abdominal lymphadenopathy, and ascites were detected
in this case. These findings recovered after steroid administration. Figure 5 shows the changes
in transaminase and cholestasis levels after steroid administration between 2003 and 2010.

In conclusion, AIP is a type of chronic pancreatitis with distinct radiological, clinical, se-
rological, and histopathologic characteristics. It needs further studies, such as its association
with other autoimmune diseases, pancreatic cancer, the long-term prognosis, and the precise
pathogenesis. Awareness and diagnosis of this disease are very crucial because if AIP is mis-
taken for pancreatic cancer or ordinary chronic pancreatitis, wrong treatments such as che-
motherapy or pancreatic resection may be used instead of steroid therapy. A timely and accu-
rate diagnosis of AIP can have a significant impact on the treatment and prognosis process.
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Fig. 2. The mass image on the pancreatic head detected by abdominal MRI performed in 2003.
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Fig. 5. Changes in transaminase and cholestasis levels after steroid administration between 2003 and 2010.
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