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

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

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 1gG4 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
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> Fig.2 The elastography aspect of an intraductal nodule in a branch pancreatic duct.

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 (»Video1). 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 1gG4 related pan-
creatitis with a rich eosinophilic infiltrate
associated with a low-grade dysplasia
branch duct IPMN. Plasma cells 1gG4+

Rossi Gemma et al. 1gG4-related autoimmune pancreatitis ...

D Video1 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.

were numerous in the tissue but the
serological dosage of 1IgG4 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
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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-
cyticinfiltrate with numerous eosinophils (aand b) and IgG4+ plasma cells (c). The count of the
latter was >100 cells/HPF with an IgG4/1gG ratio of up to 40 %.
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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.

Endoscopy_UCTN_Code_CCL_1AF_2AZ_3AB

Contributors’ Statement

Gemma Rossi: Conceptualization, Data cura-
tion, Formal analysis, Project administration,
Resources, Supervision, Validation, Visualiza-
tion, Writing - original draft, Writing - review
& editing. Marco Schiavo Lena: Conceptuali-
zation, Data curation, Supervision, Valida-
tion, Writing - review & editing. Maria Chiara
Petrone: Supervision, Validation. Giulio Bel-
fiori: Resources, Validation. Emanuel Della-
Torre: Supervision, Validation. Massimo Fal-
coni: Supervision, Validation. Paolo Giorgio
Arcidiacono: Supervision, Validation, Visuali-
zation, Writing - review & editing.

Conflict of Interest

The authors declare that they have no con-
flict of interest.

The authors

Gemma Rossi'“; Marco Schiavo Lena?, Maria

Chiara Petrone’, Giulio Belfiori3, Emanuel

Della Torre#, Massimo Falconi?, Paolo Giorgio

Arcidiacono' ™

1 Pancreato-Biliary Endoscopy and
Endosonography Division, Pancreas
Translational & Clinical Research Center, San
Raffaele Scientific Institute IRCCS, Vita-
Salute San Raffaele University, Milan, Italy

2 Pathology Unit, Pancreas Translational &
Clinical Research Center, San Raffaele
Scientific Institute IRCCS, Vita-Salute San
Raffaele University, Milan, Italy

3 Division of Pancreatic Surgery, Pancreas
Translational & Clinical Research Center, San
Raffaele Scientific Institute IRCCS, Vita-
Salute San Raffaele University, Milano, Italy

4 Unit of Immunology, Rheumatology, Allergy
and Rare Diseases, Pancreas Translational &
Clinical Research Center, San Raffaele
Scientific Institute IRCCS, Vita-Salute San
Raffaele University, Milan, Italy

E553


https://orcid.org/0000-0003-4071-8247
https://orcid.org/0000-0001-6692-7720

Corresponding author

Gemma Rossi, MD

Pancreato-Biliary Endoscopy and
Endosonography Division, Pancreas
Translational & Clinical Research Center,
San Raffaele Scientific Institute IRCCS,
Vita-Salute San Raffaele University, Via
Olgettina 60, 20132 Milan, Italy
rossi.gemma@hsr.it

E554

References

[1] Lohr JM, Beuers U, Vujasinovic M et al. Euro-
pean guideline on IgG4-related digestive
disease - UEG and SGF evidence-based re-
commendations. United Eur Gastroenterol |
2020; 8: 637-666

Ohtsuka T, Fernandez-Del Castillo C, Furu-
kawa T et al. International evidence-based
Kyoto guidelines for the management of in-
traductal papillary mucinous neoplasm of
the pancreas. Pancreatology 2024; 24: 255-
270

Facciorusso A, Arvanitakis M, Crino SF et al.
Endoscopic ultrasound-guided tissue sam-
pling: European society of gastrointestinal
endoscopy (ESGE) technical and technology
review. Endoscopy 2025; 57: 390-418.
doi:10.1055/a-2524-2596

[2

3

& Thieme

Bibliography

Endoscopy 2026; 58: E552-E554

DOI 10.1055/a-2849-5935

ISSN 0013-726X

© 2026. The Author(s).

This is an open access article published by Thieme under the
terms of the Creative Commons Attribution License, permit-
ting unrestricted use, distribution, and reproduction so long
as the original work is properly cited.
(https://creativecommons.org/licenses/by/4.0/)

Georg Thieme Verlag KG, Oswald-Hesse-Str. 50,
70469 Stuttgart, Germany

©®

Rossi Gemma et al. 1gG4-related autoimmune pancreatitis... Endoscopy 2026; 58: E552-E554 | © 2026. The Author(s).



