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Abstract

A 69-year-old man presented with obstructive jaundice and dark urine. Contrast-enhanced
computed tomography revealed an enlarged pancreas with homogenous enhancement.
Endoscopic retrograde pancreatography demonstrated short-segmental, irregular narrowing of
the main pancreatic duct. The patient underwent exploratory laparotomy and needle biopsies
of the pancreas, which showed marked fibrotic change with lymphocyte infiltration. These
clinicopathologic findings suggested autoimmune pancreatitis. Four years later, computed
tomography demonstrated marked periaortic soft tissue surrounding a calcified infrarenal
abdominal aorta compatible with retroperitoneal fibrosis. We diagnosed retroperitoneal fibrosis
with noncontiguous pancreatic fibrosis. This patient responded well to corticosteroid
treatment. Autoimmune pancreatitis associated with idiopathic retroperitoneal fibrosis seems
to be extremely rare, and to our knowledge, only a few cases have been reported.
(J Nippon Med Sch 2006; 73: 235―239)
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Introduction

Chronic pancreatitis of autoimmune origin is a
relatively new and increasingly reported
clinicopathologic entity. Autoimmune pancreatitis
(AIP) is characterized by an absence of acute
attacks of pancreatitis, hypergammaglobulinemia,
irregular narrowing of the main pancreatic duct,
sonolucent swelling of the pancreatic parenchyma,
lymphoplasmacytic inflammation of the pancreas,
and a good response to glucocorticoid treatment1―3.

This pancreatic disease is encountered in various
other autoimmune diseases, including idiopathic
retroperitoneal fibrosis (IRF), sclerosing cholangitis,
and Sjögren’s syndrome4. To our knowledge, only a
few cases of AIP with IRF have been reported5,6. We
describe a patient with AIP , in whom
retroperitoneal fibrosis developed 4 years later.

Case Report

A 69-year-old man was admitted to our hospital
because of jaundice and dark urine. The patient had
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Fig. 1A Contrast-enhanced CT scan revealed an 

enlarged  pancreas  with  homogenous 

enhancement.

Fig. 1B Percutaneous        transhepatic 

cholangiography showed severe stenosis 

of the lower common bile duct (white 

arrowheads).

Fig. 1C Endoscopic retrograde pancreatography 

demonstrated short-segmental, irregular 

narrowing of the main pancreatic duct.

no history of drug or alcohol use. Physical
examination revealed icterus and normal vital signs.
Examination indicated that the heart and lungs were
normal. The liver and spleen were not palpable, and
there was no evidence of an abdominal mass.

Laboratory investigations revealed liver
dysfunction (aspartate aminotransferase, 223 IU�L
[normal, 10～28 IU�L]; alanine aminotransferase, 428
IU�L [normal, 5～33 IU�L]; alkaline phosphatase, 732
IU�L [ normal , 66～220 IU�L ] ; γ-glutamyl
transpeptidase, 1,057 IU�L [normal, 8～59 IU�L]; total
serum bilirubin, 16.2 mg�dl [normal, 0.2～1.2 mg�dl];
direct serum bilirubin, 14.5 mg�dl [normal, 0.1～0.4
mg�dl]). Serological tests for hepatitis, smooth

muscle antibodies, and antimitochondrial antibodies
were negative. Antinuclear antibodies were positive
with a titer of 1 : 70 (uniform pattern). Serum protein
electrophoresis revealed increased levels of
immunoglobulin G (IgG) (2,536 mg�dl; normal, 788～
1,841 mg�dl) and IgG4 (195 mg�dl; normal, 6～140
mg�dl). Tumor marker levels were as follows:
carcinoembryonic antigen, 0.8 ng�dl [normal, <2.5
ng�dl]; carbohydrate antigen19-9, 78 U�ml [normal, <
37 U�ml].

Abdominal ultrasonography showed a diffusely
enlarged and hypoechoic pancreas . Contrast-
enhanced computed tomography (CT) revealed an
enlarged pancreas with homogenous enhancement
( Fig . 1 A ) . Percutaneous transhepatic
cholangiography showed severe stenosis of the
lower common bile duct (Fig. 1B). Endoscopic
retrograde pancreatography demonstrated short-
segmental, irregular narrowing of the main
pancreatic duct (Fig. 1C). The patient underwent
exploratory laparotomy with needle biopsies of the
pancreas. Histologic examination of the biopsy
specimens showed marked fibrotic change with
lymphocyte infiltration but no malignant cells.
Because a definitive tissue diagnosis of malignancy
was not made and because these clinicopathologic
findings suggested AIP, cholecystectomy and
choledochojejunostomy were performed .
Postoperatively, the patient was treated with
ursodeoxycholic acid (900 mg�dl) alone.

The patient was followed up as an outpatient.
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Fig. 2A CT demonstrated marked periaortic soft 

tissue surrounding a calcified infrarenal 

abdominal  aorta  compatible  with 

retroperitoneal fibrosis.

Fig. 2B Follow-up  CT  scan  demonstrated  a 

reduction in size of the periaortic soft 

tissue.

Fig. 3 Abdominal CT scan detected pancreatic 

stone formation and parenchymal atrophy 

in the body and tail of the pancreas

Four years later , abdominal ultrasonography
detected right hydronephrosis and intravenous
pyelography revealed a nonfunctioning right kidney.
CT demonstrated marked periaortic soft tissue
surrounding a calcified infrarenal abdominal aorta
compatible with retroperitoneal fibrosis (Fig. 2A).
Abdominal CT scan also detected pancreatic stone
formation and parenchymal atrophy in the body and
tail of the pancreas (Fig. 3). We diagnosed
retroperitoneal fibrosis resulting in right
hydronephrosis, which was initially managed by
ureteral catheterization. Immediately afterwards, we
started to treat the patient with 40 mg prednisolone
daily for 2 weeks, after which we reduced the dose
by 5 mg per week until a daily dose of 5 mg was
reached. Six months after the start of corticosteroid

therapy, the serum IgG4 concentration had
decreased to 55 mg�dl, and follow up CT
demonstrated a reduction in the size of periaortic
soft tissue (Fig. 2B).

The patient is well and is being followed up as an
outpatient.

Discussion

AIP is a relatively new clinicopathologic entity,
variously referred to as sclerosing pancreatitis,
primary inflammatory pancreatitis, and nonalcoholic
duct-destructive chronic pancreatitis2,3. AIP has the
following characteristics: it is generally painless,
causing much less pain than other types of
pancreatitis; it is not alcohol-related; and it shows
increased serum γ-globulin or IgG levels, the
presence of autoantibodies, irregular narrowing of
the pancreatic duct, an enlarged and elastic-hard
pancreas, no cysts, no calcifications, lymphocyte, or
plasma cell infiltration with fibrosis, and a good
clinical response to steroid therapy2,3. Hamano et al.7

have found that patients with AIP have elevated
serum concentrations of immune complexes and of
the IgG4 subclass and that these concentrations
decrease significantly during glucocorticoid therapy.
These findings suggest that the pathogenesis of this
disease is closely related to an autoimmune
abnormality. AIP is occasionally associated with
other autoimmune diseases, such as primary
sclerosing cholangitis , chronic idiopathic
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inflammatory bowel disease, Sjögren’s syndrome,
systemic lupus erythematosus, and IRF4.

IRF is an uncommon entity characterized by the
formation of a dense plaque of fibrous tissue in the
retroperitoneal space. The fibrous tissue usually
constricts the ureters8. The vena cava, the aorta, and
mesenteric vessels are rarely involved 9.
Retroperitoneal fibrosis usually spreads diffusely
through the retroperitoneal space, not focally, and
may show continuous extension into the mesentery
or into and around the pancreas or duodenum.
Contiguous extension of retroperitoneal fibrosis or
sclerosing mesenteritis into the pancreas has been
well reported10―12.

IRF most commonly presents as an isolated
finding, but rarely it can be a feature of multifocal
idiopathic fibrosclerosis (MIF). MIF is a rare disease
representing proliferation of fibrous tissue at
different locations and may be manifested as IRF,
pancreatic fibrosis, mesenteric fibrosis, mediastinal
fibrosis , pseudotumor of the orbit , Riedel’s
thyroiditis, pelvic fibrosis, or sclerosing cholangitis13.
In the setting of MIF, pancreatic fibrosis can present
as a pseudotumor with obstructive jaundice, and
other features of MIF with pancreatic fibrosis are
sclerosing cholangitis and orbit pseudotumor14,15.

As the present case was initially diagnosed with
AIP, there was no evidence of retroperitoneal
fibrosis. Four years later, pelvic CT demonstrated
marked periaortic soft tissue that was not
continuous with the pancreas but was compatible
with retroperitoneal fibrosis. IRF with noncontiguous
pancreatic fibrosis is extremely rare: to our
knowledge, only 8 cases, including the present case,
have been reported5,6,16―18. All patients were men older
than 50 years. In seven of the eight cases, serum
concentrations of IgG or IgG4 were elevated.
Antinuclear antibodies were detected in four cases.
Hamano et al.6 have shown abundant infiltration of
IgG4-bearing plasma cells in both the ureteral and
pancreatic tissues and a reduction in serum IgG4
levels after treatment with corticosteroids. These
findings show that pancreatic fibrosis is associated
with retroperitoneal fibrosis and can be complicated
by MIF. Moreover, immunologic findings suggest
that an autoimmune process is involved in the

pathophysiology of AIP and retroperitoneal fibrosis
in these cases. Steroid therapy was effective in six of
the eight patients. Mitchinson et al.19 have concluded
that corticosteroids constitute an important adjunct
or an alternative to surgical treatment in patients
with IRF alone. This rare entity might show a good
response to corticosteroid therapy similar to that of
IRF.

On the other hand, alcohol-induced chronic
pancreatitis is a progressive disease with recurrent
attacks which results in the formation of pancreatic
stones, irregular dilatation of the pancreatic duct,
and atrophy of the parenchyma with fibrosis. In
contrast to alcohol-induced pancreatitis, AIP is
characterized by irregular narrowing of the main
pancreatic duct , sonolucent swelling of the
parenchyma and the absence of pancreatic stone
formation, which had been reported to be a
characteristic feature of this condition. However, our
patient relapsed and had pancreatic stone formation
4 years after the initial presentation. Takayama et
al.20 have reported that chronic AIP shows severe
fibrosis, pancreatic stones, and irregular dilatation of
pancreatic ducts, as in ordinary chronic pancreatitis.
Therefore, AIP might be a progressive disease with
pancreatic lithiasis.

In conclusion, we have reported an unusual case
of autoimmune pancreatitis with IRF, which can be
complicated by MIF. This rare disorder should be
promptly recognized so that corticosteroid therapy
can be started immediately.
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