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Case Report

Autoimmune pancreatitis mimicking pancreatic cancer
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Abstract

Context: Autoimmune pancreatitis is a particular type of pancreatitis of presumed autoimmune etiology, it is an entity
distinct from all others forms of chronic pancreatitis, characterized by clinical, histopathological, radiographic, serologic
and therapeutic features. This benign disease resembles pancreatic carcinoma both clinically and radiographically. Case
Report: A 27-year-old man presented with obstructive jaundice and evocative image of pancreatic tumor. A
pancreaticoduodenectomy (Whipple operation) was performed and pathological examination of the specimen diagnosed
AIP. Patient responded well to a course of corticosteroids with resolution of clinical and biological disorders. Conclusion:
Accurate and timely diagnosis of autoimmune pancreatitis is particularly important because steroid therapy is effective and
pancreatic resection is not necessary.
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T pancreatitis. On examination, he was deeply jaundiced but
Introductlon his other clinical examinations were unremarkable. There

Autoimmune pancreatitis (AIP) is a particular type of were no stigmata of chronic liver disease.

pancreatitis of presumed autoimmune aetiology,
characterized by swelling of the pancreas, narrowing of

Fhe main pancreatlc duct, elevation of serum aminotransferase (AST) 133 IU/L, alanine
immunoglobulin G '(IgG),’ presence of autoantl_body, aminotransferase (ALT) 282 IU/L, alkaline phosphatase
lymphoplasmacytic infiltration and dense fibrosis on (ALP) 766 IU/L, y-glutamyl transpeptidase (GGT) 423
histopathology [1-3]. It was first described by Yoshida et IU/L. bilirubin ’89 umol/L, Tumor marker values:
al in 1995 [4]. The number of cases has since increased CA1§-9= 433 U/ml (N < 33), éEAz 2,38 mg/ml (N < 2.5)

due to the increasing ability to diagnose it using and absence of antinuclear antibody (ANA).
immunological markers and the feasibility to biopsy the

pancreas. Autoimmune pancreatitis can mimic pancreatic
adenocarcinoma clinically and radiographically.

Laboratory examination showed aspartate

Ultrasonography and subsequent Computed tomography
(CT) of the abdomen showed a diffusely enlarged pancreas
with a so-called "sausage-like" appearance as well as
enhancement of the pancreas in the portal phase. No
pancreatic calcification and intraductal stones were
observed. Mild intra-hepatic bilary dilatation and dilated

We report a case of AIP presenting with obstructive
jaundice with a pancreatic mass mimicking malignancy.

Case Report common bile duct (CBD) of 13mm were noted (Figure 1).
A 27-year-old man presented with a two-week history of ~ Magnetic resonance cholangiopancreatography (MRCP)
mild epigastric and right-sided abdominal discomfort indicated important intrahepatic biliary dilatation and a
associated with progressive jaundice. He had no history of ~ saccular dilatation of the common bile duct (Figure 2). The
alcohol abuse or other predisposing factors for chronic pancreatic duct appeared to be normal.
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A provisional diagnosis of pancreatic malignancy was
made. Exploratory laparotomy revealed a swollen
pancreas with a palpable mass in the pancreatic head. The
mass was resectable and a pancreaticoduodenectomy
(Whipple operation) was performed. Postoperative period
was uneventful. Histopathological examination of the
resected specimen showed chronic pancreatitis with

lymphoplasmacytic infiltration raising the diagnosis of AlP.

The patient was therefore started on a trial of steroid
therapy with a tapering dose of oral prednisone 40 mg/day
with good effect. After 3 weeks of treatment, his
biochemical indices returned to normal and the symptom
of jaundice disappeared as well. The patient managed to
completely wean off prednisone after a period of ten
months.

B50ULO - - ~ -
Fig. 1 Pancreatic phase contrast-enhanced axial CT image shows
diffuse enlargement and loss of lobulation of pancreas
surrounded by capsule-like rim of low-attenuation soft tissue

Figz MRCP showing important intrahepatic biliary dilatation
(more pronounced on the left) and a saccular dilatation of the
common bile duct.

Discussion

Autoimmune pancreatitis, first described by Sarles et al in
1961 [5] as “primary inflammatory sclerosis” of the
pancreas, was later understood to be a distinctive subtype
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of chronic pancreatitis caused by autoimmune
inflammatory processes with heavy lymphocyte infiltration
and fibrosis that result in organ dysfunction. At present,
increasing numbers of AIP patients have been diagnosed
and it is recognized as a worldwide entity with specific
clinical, histopathologic, radiographic, and serologic
features [6].

AIP is said to account for up to 27% of Whipple resections
performed for suspected pancreatic adenocarcinoma in the
past [7]. The exact incidence of AIP is still unknown, three
case series have shown a prevalence rate of 5%-6% for
chronic pancreatitis [8-10]. Autoimmune pancreatitis
appears to be a disease of the elderly, as most patients are
more than 50 years old at diagnosis. Twice as many men
as women are affected [7, 11]. Many patients have no
history of alcohol abuse or other traditional risk factors for
chronic pancreatitis. A wide range of symptoms are
reported by patients at the clinical onset of the disease.
They commonly include intermittent or progressive
jaundice, mild epigastric pain or discomfort, and weight
loss. Typical presentations of acute pancreatitis are very
rare [11-14]. AIP is frequently associated with other
autoimmune diseases including sclerosing cholangitis,
primary biliary cirrhosis, inflammatory bowel disease,
rheumatoid  arthritis,  hypothyroidism,  sarcoidosis,
Sjogren's syndrome and diabetes mellitus. In addition,
autoimmune pancreatitis has been seen in association with
retroperitoneal fibrosis and lung nodules [7, 11, 15].

Typical immunological abnormalities in autoimmune
pancreatitis are increased levels of serum gamma-globulin,
19G, or 1gG4, and the presence of autoantibodies including
antinuclear antibody (ANA), anti-smooth muscle antibody
(ASMA), rheumatoid factor, antilactoferrin antibody and
anticarbonic anhydrase antibody-1l. Serum 1gG4 is
considered the most sensitive and specific marker and is
elevated in 63% to 94% of patients with autoimmune
pancreatitis [6, 7, 12].

Imaging evaluation plays a critical role in the diagnosis of
AIP. The features of CT imaging include: (1) diffuse
swelling of the pancreas, which is referred to as a
"sausage-like" or "bulky" appearance; (2) a capsule-like
smooth rim of low density surrounding the pancreas,
which appears to be a characteristic of autoimmune
pancreatitis; (3) absence of pancreatic calcification and
intraductal stones; and (4) delayed enhancement of
pancreatic parenchyma. On endoscopic retrograde
cholangiopancreatography irregular  pancreatic  duct
narrowing and common bile duct strictures may be seen.
Magnetic ~ resonance  cholangiopancreatography, a
non-invasive imaging technique demonstrates biliary
strictures but does not adequately show the pancreatic duct
[6, 16, 17]. Some have proposed using endoscopic
ultrasonography to guide biopsy in cases of suspected
autoimmune pancreatitis [12]. Fine-needle aspiration
biopsy, guided by endoscopic ultrasonography, is
frequently used to rule out adenocarcinoma [18, 19].
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Histologic evaluation remains the gold standard for
diagnosis, it shows predominantly periductal inflammation
consisting of a dense interstitial lymphoplasmacytic
infiltrate, thus causing duct obstruction with acinar tissue
fibrosis. In addition, ductal dilatation, calcifications and
proteinaceous plugs are absent [6]. Biopsy of
extrapancreatic sites, including the bile ducts and major
duodenal papilla, may also facilitate the diagnosis [12, 20].

Data have suggested that a swollen duodenal papilla with
positivity for IgG4 immunostaining was useful in both the
diagnosis [21] and prognosis of AIP.

It is imperative to differentiate autoimmune pancreatitis
from pancreatic cancer owing to the vastly different
prognostic and therapeutic implications. In a series of
autoimmune pancreatitis from the United Kingdom, the
majority of patients (73%) were referred with suspected
pancreatic malignancy on cross sectional imaging [22]. In
a Korean study of 67 patients, 12 patients underwent
surgery due to a diagnosis of pancreatic carcinoma [23].
Because of this difficulty, several types of diagnostic
criteria have been proposed [9, 24-26]. For practical
purposes, the revised Japanese and Kim's criteria are more
useful as they focus on imaging studies together with
either serological or histological evidence [1].

With these diagnostic criteria a patient who meets criterion
1 and any of criteria 2-5 can be diagnosed as having AlP:
(1) imaging criteria: diffuse enlargement of the pancreas
and diffuse or segmental irregular narrowing of the main
pancreatic duct (essential); (2) laboratory criteria: elevated
levels of IgG and/or 1gG4, or the presence of
autoantibodies; (3) histopathologic criteria: fibrosis and
lymphoplasmocytic infiltration; (4) association with other
autoimmune diseases; and (5) response to steroid therapy.

Steroids are the first choice of therapy in patients with AIP.
Prednisone is usually initiated at a dose of 0.4-0.6 mg/kg
per day for a period of months. Most patients are usually
treated for 2-3 months, with a tapering schedule of 5 mg
every 2-4 weeks [6, 11]. Some authors recommend a
long-term steroid maintenance therapy [7]. The response
to steroid therapy is usually dramatic. It is defined as
improvement in clinical symptoms (decreased jaundice,
abdominal and back pain), negative conversion of detected
autoantibodies, normalization of elevated levels of 1gG
and reversal of abnormal pancreatic imaging [11, 27].
Nearly 50% of AIP patients suffer a relapse post treatment
or fail to wean off steroids. Azathioprine seems to be
effective in this group of patients [7]. Pancreatic endocrine
and exocrine dysfunctions, which are frequently associated
with AIP, can sometimes improve or even resolve
during/after steroid therapy [28].

Conclusion

Autoimmune pancreatitis represents a recently described
subset of chronic pancreatitis. Although it is characterized
by clinical, histopathological, radiographic and serologic
features, the diagnosis still remains difficult. It can mimic
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pancreatic malignancy when presenting as a pancreatic
mass, thus causing biliary tract obstruction.

Early diagnosis of this potentially treatable disease is
important because response to steroids is dramatic, and
unnecessary surgical intervention with its attendant
morbidity can be avoided.
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