
IgG4-related autoimmune pancreatitis mimicking a degenerating
intraductal papillary mucinous neoplasm

Autoimmune pancreatitis (AIP) repre-
sents a benign inflammatory disease,
with two subtypes and specific histologi-
cal and serological features (IgG4 pres-
ence in the tissue) [1]. In contrast, intra-
ductal papillary mucinous neoplasia
(IPMN) represents a potential malignant
cystic disease, with a range of benign,
borderline (the presence of worrisome
features or high risk stigmata) or malig-
nant disease manifestations [2].
Sometimes these two entities can pre-
sent themselves with unusual clinical
manifestations and endoscopic ultra-
sound (EUS) represents the choice exam
to high-accurate diagnosis in both dis-
eases [3].
A 54-year-old man with a systemic
hypereosinophilia conditioning renal and
pulmonary manifestations presented in
our referral hospital for pancreatic dis-
eases to perform an EUS with the suspect
of a degenerated IPMN, with multiple
nodules projecting into the main pancre-
atic duct (MPD) already evaluated and
biopsied in another center resulting in
inflammatory infiltration (eosinophils,
plasma cells and lymphocyte infiltration,
negative for IgG4 immunohistochemis-
try) and studied at a previous magnetic
resonance.
EUS revealed a solid, hypoechoic, rigid,
vascularized lesion located filling the
MPD at the level of pancreatic body

causing upstream ductal dilatation (up
to 6mm in the tail). The dilated MPD
was also communicating with a branch-
duct cyst, suggestive of a mixed-type
IPMN (▶Fig. 1). This nodule was sugges-
tive after the intravenous contrast injec-
tion for a solid-vascularized lesion, with
an early enhancement in the arterial/
early phase and a slow wash-out in the
venous/late phase (▶Video 1). Other
smaller cysts with solid material inside
were evidenced along the pancreatic
gland (▶Fig. 2). A fine needle aspiration
with on-side cytologic evaluation (ROSE)
of the solid lesion filling the MPD
described in the pancreatic body was
performed which revealed the presence
of an IPMN with low grade dysplasia.
The patient underwent surgical resec-
tion (distal splenopancreatectomy) and
definitive histology described the intra-
ductal nodule of the pancreatic body as
a type-1 autoimmune IgG4 related pan-
creatitis with a rich eosinophilic infiltrate
associated with a low-grade dysplasia
branch duct IPMN. Plasma cells IgG4+

were numerous in the tissue but the
serological dosage of IgG4 was negative
(▶Fig. 3, ▶Fig. 4). The patient is now
undergoing Rituximab infusions (two
infusions performed) and no imaging
has been performed yet.
AIP could present atypical manifesta-
tions and can also mimic potentially

Video 1 The B-mode aspect of the
pancreatic nodule with intraductal pat-
tern growth in the main pancreatic duct
(MPD) and branch ducts with vasculari-
zation of the nodule at contrast intrave-
nous injection.

▶ Fig. 1 Intraductal pattern growth in
the main pancreatic duct (MPD) B-mode
aspect of the major nodule.

▶ Fig. 2 The elastography aspect of an intraductal nodule in a branch pancreatic duct.
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malignant disease like IPMN. Although
EUS represents the method of choice for
pancreatic masses diagnosis, in this
specific case the final histological evalua-
tion of the surgical sample resulted in a
unique and final way to reach the correct
diagnosis. Finally, the study of the case in
a referral center with an expert team in
pancreatic diseases is fundamental to
establish the correct management,
diagnosis and therapy.
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▶ Fig. 3 A polypoid formation protruding into the lumen of the main pancreatic duct is
visible either on gross (a and b, white asterisk) and on histological examination (c, black
asterisk).

▶ Fig. 4 The axis of the polypoid formation consists of a dense inflammatory lymphoplasma-
cytic infiltrate with numerous eosinophils (a and b) and IgG4+ plasma cells (c). The count of the
latter was >100 cells/HPF with an IgG4/IgG ratio of up to 40%.
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