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Case report

Autoimmune pancreatitis: a case of difficult diagnosis
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Abstract
Autoimmune pancreatitis (AIP) is an insidious disease of non-specific symptomatology. To make correct diagnosis three 

different findings must correlate: radiological imaging, serological markers, and histology. This is not easy, and furthermore an 
incorrect diagnosis can lead to incorrect management and even patient death. We present our experience with a case of AIP in 
a young woman (34 years old) affected by different autoimmune pathologies with a history of abdominal pain. The diagnosis 
was made correlating histological findings and anamnestic data, although there were no radiological or serological findings. 
However, the management of this case was complicated by acute pancreatitis. In our case, we had only a histological sample 
and anamnestic data. So in these cases of positive history for autoimmune disorders and unclear clinical signs, AIP should be 
considered in differential diagnosis.

Introduction
Idiopathic pancreatitis accounts for between 30% 

and 40% of all chronic pancreatitis [1]. In 1961 Sarles 
et al. described an association between some forms of 
chronic pancreatitis and the finding of a hyperglobuli-
naemia [2]. It was assumed that there was an autoim-
mune component as a possible aetiological factor, so 
a new nosological entity was set up, even if not uni-
versally accepted, and defined as autoimmune chronic 
pancreatitis [1, 2]. Also, in the literature several cases of 
wrong diagnosis are described; this has led to pancreat-
ic resection because of pancreatic lesions produced by 
this condition, similar to cancer lesions [3, 4].

Patients with autoimmune pancreatitis (AIP) have 
these kinds of clinical manifestations: some are asymp-
tomatic, others report vague abdominal pain, may have 
jaundice, and sometimes acute pancreatitis [5] with or 
without association of other autoimmune diseases [1].

Although this disease has a worldwide spread, an 
increase in incidence has been observed especially in 
Japan [6], enough to induce the “Japanese Pancreatic 
Society” in 2002 to publish new guidelines for the cor-
rect diagnosis, and then further expanded [7, 8].

These criteria are based on interpolation of three di-
agnostic lines: radiological imaging, serological markers, 
and histology [7, 8].

The Mayo Clinic suggests, for the diagnosis of auto-
immune pancreatitis, its HISORT criteria, which also as-
sociate with previous involvement of other organs and 
the response to steroid therapy (Histology, the pancre-
atic Imaging, Serology – IgG4 > 140 mg%, Other organ 
involvement, including biliary strictures, parotid/lacri-
mal gland involvement, mediastinal lymphadenopathy, 
retroperitoneal fibrosis Response to steroid treatment 
resolution/marked improvement of pancreatic and ex-
trapancreatic manifestations) [9]. We present a clinical 
case that underlines the difficulties in making correct 
diagnosis and consequently complex management of 
the patient. 

Case report
The patient, a woman of 34 years, affected by auto-

immune diseases (uveitis, which over the years has re-
sulted in the loss of visual acuity, diabetes mellitus type I, 
thyroiditis) reported for 2 years, a history of recurrent 
abdominal pain in the epigastrium and right hypochon-
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drium. She had been subjected to numerous investiga-
tions and admissions, but they had not revealed the 
cause of these symptoms.

The patient had recently undergone plastic wall 
laparotomy (sutures of the fascia) in emergency for ep-
igastric hernia and had constant abdominal pain. Dur-
ing the hernioplasty there was the occasional finding 
of increased consistency of the pancreatic head. This 
finding pushed clinicians to refer the patient for other 
diagnostic tests (computed tomography abdomen, es-
ophagogastroduodenoscopy and abdominal magnetic 
resonance imaging) to clarify its nature (Figure 1).

For the sudden onset of continuous pain in the right 
hypochondrium and epigastrium the patient was ad-
mitted to the emergency at our unit and was diagnosed 
with acute cholecystitis (thickening of the wall of the 
gallbladder ultrasound, fever, leucocytosis, but normal 
amylase).

The patient underwent emergency surgery and 
cholecystectomy was performed, and then was taken 
an incisional biopsy of the lesion, having easy access 
and decreasing the sampling error compared to other 
methods [10]. Histological examination of the surgical 
specimen showed exacerbated chronic cholecystitis, the 
biopsy of the pancreas showed the presence of chronic 
pancreatitis with diffuse fibrosis.

The patient’s hospitalisation was prolonged and 
complicated by the onset of acute pancreatitis after 
about 24 h. The patient was then submitted to inten-
sive medical therapy, and subsequent radiological seri-
ated controls showed a moderate degree of pancreatic 
necrosis (30–50% of pancreatic tissue) with a stage C 
according to the classification of Balthazar CT.

Then (25 post-operative days) the clinical sepsis 
for the infection of these necrotic areas unresponsive 
to antibiotic therapy became further aggravated. So 

a necrosectomy by was performed laparotomy with 
drainage of the abscess and placement of abdominal 
drainages (Figure 2).

Discussion
The difficulties in establishing a diagnosis are due 

to the lack of radiological signs about the Wirsung duct 
and the biliary tree and the lack of serological markers, 
probably influenced by the therapies that had already 
been followed by the patient for her autoimmune dis-
eases. Because of that we needed to obtain a histo-
logical examination. This was done to avoid a duode-
no-cephalo-pancreasectomy, which the patient could 
not tolerate. Recently, the international consensus on 
diagnostic criteria for AIP have been released, and the 
terms ‘type 1 AIP’ and ‘type 2 AIP’ have been introduced 
to describe the clinical profiles associated with lym-
phoplasmacytic sclerosing pancreatitis and idiopathic 
duct-centric pancreatitis. In the clinical setting, both 
type 1 and type 2 AIP have a similar presentation; they 
differ in demography, serology, involvement of other or-
gans, and disease relapse rate. While type 1 is associat-
ed with the elevation of nonspecific autoantibodies and 
serum IgG4 levels, type 2 does not have definitive sero-
logical autoimmune markers. While most experts agree 
that the entities should be referred to as type 1 and 
type 2 AIP, respectively, others have concerns regarding 
the use of the term ‘autoimmune’ to describe idiopathic 
duct-centric pancreatitis [11]. According to five cardinal 
features of international consensus diagnostic criteria 
(ICDC) for AIP, namely imaging of pancreatic parenchy-
ma and duct, serology, other organ involvement, pancre-
atic histology, and an optional criterion of response to 
steroid therapy [12], it was almost impossible to make 
a correct diagnosis, and the histological examination, 
even showing the findings related to the disease, was 

Figure 2. Pancreatic necrotic abscess with drain-
age (abscess identified by white arrows)Figure 1. Pancreatic lesion (black arrow)
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not particularly diriment for the absence of the lympho-
cytic infiltrate (T lymphocytes) that characterises the 
disease in the active phase [10]. It was also probably 
“softened” by steroid therapy. From a surgical point 
of view, a wider resection (although that would have 
provided additional information on the lesion, in case 
it could be a tumour forming chronic pancreatitis [13]) 
cannot be indicated, and in our specific clinical case ex-
ecutable for the patient’s conditions [14]. The surgical 
approach, although feasible with the appropriate indi-
cations and tricks [4], is an act oversized for diagnosis 
and represents the “extrema ratio”.

Conclusions
The definitive diagnosis of autoimmune pancreatitis 

is very difficult because it requires the coexistence of 
several findings (radiological, serological, histological) 
and it is not always documented or even documenta-
ble. In patients with a medical history positive for au-
toimmune disorders who come to our attention with 
recurrent upper abdominal pain of an unclear nature or 
a nonspecific enlargement of the pancreas, possible AIP 
should be considered.
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