
POLSKIE ARCHIWUM MEDYCYNY WEWNĘTRZNEJ  2014; 124 (1-2)1

A 64‑year‑old male patient with a pancreatic tu‑
mor of unknown origin and retroperitoneal fi‑
brosis was admitted to our department because 
of severe abdominal pain with ileum symptoms 
lasting 2 days. The patient’s complaints included 
periodic, progressing abdominal pain, loss of ap‑
petite, weight reduction (20 kg within 7 months), 
and eye dryness. The pancreatic tumor was diag‑
nosed in February 2013 after 5 pancreatic biopsies 

had been performed. Histopathological findings 
revealed inflammatory cells but not cancer cells. 
On admission, the patient presented with ca‑
chexia (body mass index, 19 kg/m2), dehydra‑
tion, diffuse abdominal pain, and lack of bowel 
movements. The Blumberg’s sign was negative. 
Abdominal X‑rays showed distended intestinal 
loops with fluid levels. A routine laboratory test 
revealed a decreased hemoglobin level (8.5 g/dl), 
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Figure 1  A – abdominal computed tomography (CT) performed in February 2013: focal pancreatic enlargement 
(white arrow); B – abdominal CT performed in April 2013: diffuse pancreatic enlargement (white arrow); C – abdominal 
CT performed in September 2013: pancreatic enlargement with a capsule‑like rim (white arrow), retroperitoneal fibrosis 
(blue arrow); D – abdominal CT performed in November 2013: regression of pancreatic enlargement after 6 weeks of 
steroid therapy (white arrow)
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hypokalemia (3.3 mmol/l), and hyponatremia 
(133 mmol/l), increased serum C‑reactive protein 
(128 mg/l), γ‑glutamyltransferase (290 U/l), and 
alkaline phosphatase (294 U/l). Serum γ‑globulin 
levels were increased (27%) with elevated im‑
munoglobulin G4 (IgG4) levels (2.84 g/l; nor‑
mal range, 0.03–2.01). Abdominal computed to‑
mography (CT) performed in February (FIGURE 1A), 
April (FIGURE 1B), and on admission in Septem‑
ber 2013 (FIGURE 1C) showed tumor enlargement 
(from 51 × 52 × 55 mm to 74 × 70 × 70 mm) with 
increasing infiltration of the stomach wall, aorta, 
inferior vena cava, and ureters, dilated intrahe‑
patic bile ducts and retroperitoneal fibrosis. No 
enlargement of intra‑abdominal lymph nodes or 
focal changes in the liver were observed. Consid‑
ering the clinical course (duration of the disease, 
patient’s clinical status, laboratory tests, histo‑
pathology, and imaging), autoimmune pancre‑
atitis (AIP) was suspected. The patient received 
steroid therapy (intravenous methylopredniso‑
lone, 100 mg/d for 3 consecutive days, followed 
by oral prednisone, 60 mg/d), antibiotics, anal‑
gesics, and spasmolytics. The patient’s condition 
improved within a few days and pain relief and 
normal bowel movements were observed. Af‑
ter a 6‑week course of oral prednisone, the pa‑
tient reported only rare incidents of weak ab‑
dominal pain and weight gain (8 kg). Abdomi‑
nal CT revealed a decreased size of the pancreat‑
ic tumor, regression of infiltration on the vena 
cava inferior, ureters, and decreased distention of 
the bile duct (FIGURE 1D). We observed a decrease 
in C‑reactive protein levels (<5 mg/l), increase in 
hemoglobin levels (12.4 g/dl), and normalization 
of liver enzymes. The patient’s condition marked‑
ly improved and AIP was finally diagnosed.

AIP is a rare disorder, which was first descri‑
bed in 1961 in a patient with pancreatitis associa‑
ted with hypergammaglobulinemia.1 It is a typi‑
cal manifestation of an IgG4‑related disease but 
it can mimic pancreatic cancer.2 The most cha‑
racteristic radiological feature of AIP is the focal 
pancreatic enlargement with a capsule‑like rim 
(FIGURE 1C).3 In some cases, a delayed homogeno‑
us enhancement, irregular narrowing of the main 
pancreatic duct, and a stricture of the common 
bile duct may be observed.4

The diagnosis may be difficult and requires 
a combination of clinical (obstructive jaundice), 
serological (raised IgG4 level), morphological (CT), 
and histopathological (inflammation) features. 
We described this case to remind about this rare 
disease, which can be extremely important in a 
differential diagnosis, treatment, and prognosis 
of a patient with a pancreatic tumor.


