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ABSTRACT
Autoimmune pancreatitis (AIP) is a rare form of chronic 
pancreatitis that is often overlooked and is usually 
characterised clinically by frequent presentations with 
obstructive jaundice. Serum IgG4 testing as a means 
to ‘rule out’ IgG4-related disease may not be as helpful 
as initially thought and may lead to a missed diagnosis 
if suspicion is low. We present a patient with a years 
long history of recurrent pancreatitis ultimately found 
to have AIP after undergoing evaluation with a relatively 
new technology, SpyGlass, which allows for direct 
cholangioscopy and enabled us to make the correct 
diagnosis.

Autoimmune pancreatitis (AIP) is a rare 
form of chronic pancreatitis that is often 
overlooked in clinical practice and can be 
challenging to diagnose. We discuss a patient 
who initially presented to our hospital in 
2015 with a 2-year history of abdominal pain 
secondary to recurrent pancreatitis. He was 
seen and evaluated by the gastroenterology 
service and underwent a traditional workup 
including a serologic evaluation for AIP 
by IgG4 testing, with serum IgG4 level 7.3 
(normal 2–120). He had a history of heavy 
alcohol but was reportedly sober by the time 
he was seen in the gastroenterology clinic. 
Over the course of the following 5 years, 
the patient had numerous hospital admis-
sions for recurrent pancreatitis and compli-
cations including pseudocyst formation and 
chronic abdominal pain that led to long-
term narcotic use. During that timeframe, he 
underwent a total of four endoscopic ultra-
sounds (EUS) and three endoscopic retro-
grade cholangiopancreatography (ERCP) 
procedures to diagnose and treat complica-
tions of recurrent pancreatitis including eval-
uation by biopsy and drainage of pseudocysts, 

stenting of pancreatic duct leak and of a stric-
ture in the common bile duct. EUS biopsies 
with FNA in this patient were obtained and 
were negative for malignancy but did demon-
strate groups of reactive ductal cells in a 
background of lymphocytes compatible with 
chronic pancreatitis. In 2020, we acquired 
SpyGlass technology (Boston Scientific) for 
direct cholangioscopy and used this advanced 
diagnostic technique when the patient was 
next readmitted for complications of chronic 
pancreatitis. During this particular admis-
sion, the patient presented with his typical 
picture of nausea, vomiting and abdominal 
pain. Physical examinaton was significant for 
sinus tachycardia and epigastric tenderness 
with guarding. Labs were remarkable for 
lipase 1321, alkaline phosphatase 472, total 
bilirubin 5.16 (direct 4.67), alanine trans-
aminase 46, aspartate transaminase 61 and 
white blood cells 13. CT of the abdomen was 
obtained, which demonstrated a known previ-
ously placed biliary stent extending from the 
common bile duct to the duodenum and 
peripancreatic fat stranding along with scat-
tered calcifications and pancreatic atrophy 
consistent with changes of acute on chronic 
pancreatitis. With concern for biliary obstruc-
tion in the setting of existing stent, coupled 
with leukocytosis, we elected to proceed with 
ERCP, this time using the SpyGlass tech-
nology for direct observation and guided 
tissue sampling. Cholangioscopy revealed 
strictures in the lower and middle third of the 
main duct and exophytic tissue in the lower 
bile duct (figure  1), all of which was biop-
sied with SpyBite forceps (Boston Scientific). 
The strictures were then dilated and rest-
ented. Pathology of the strictured areas was 
negative for malignancy, but after a review of 
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our findings and the clinical history of the patient, we 
requested additional staining for IgG4 cells, and resul-
tant immunohistochemical stains demonstrated strong 
and diffusively positive IgG4 plasma cells along with oblit-
erative phlebitis and storiform fibrosis (figure 2). Based 
on these results, the patient was diagnosed with autoim-
mune cholangiopathy secondary to AIP. He was started 
on prednisone and within days demonstrated gradual but 
clear clinical improvement.

AIP is diagnosed using the Mayo Clinic HISORt criteria, 
which uses a combination of histological findings, char-
acteristic imaging, serologic testing, other organ involve-
ment and/or clinical response to steroids to arrive at a 
diagnosis.1 The patient met established criteria for AIP 
with classic histological findings on pathology and having 
a clinical response to steroids.2 In addition, the presence 
of biliary strictures on ERCP is consistent with concomi-
tant autoimmune (IgG4) cholangiopathy, which, in turn, 

is strongly associated with cases of AIP.3 Because of his 
normal serum IgG4 level and non-classical CT imaging, a 
diagnosis of AIP had not been previously pursued, and his 
episodes of recurrent pancreatitis had been attributed to 
surreptitious alcohol use versus other idiopathic causes. 
This assumption had unknowingly led to a markedly 
delayed diagnosis, long-term narcotic use and significant 
morbidity leading to multiple hospitalizations.

With the advent and availability of the SpyGlass chol-
angioscope and consequent incorporation of cholangios-
copy into clinical practice, we propose that all patients 
with recurrent pancreatitis without a clear causation 
be considered for cholangioscopy and directed tissue 
sampling, especially when other modalities (eg, endo-
scopic ultrasound) have been non-diagnostic or unable 
to obtain adequate tissue samples. Furthermore, we 
advocate for considering AIP in all patients with recur-
rent pancreatitis, as earlier diagnosis could significantly 
improve outcomes by decreasing long-term complica-
tions from recurrent pancreatitis, decreasing hospitaliza-
tions and reducing dependence on narcotics.
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Figure 1  Exophytic tissue in the common bile duct 
visualised with SpyGlass cholangioscopy and biopsied with 
SpyBite forceps.

Figure 2  Tissue obtained with the SpyBite forceps from the 
common bile duct with positive IgG4 staining on pathology 
examination.
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