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Abstract

Immunoglobulin G4-related diseases (rD-lgG4) are a group of entities
that share common clinical, serological and pathological features. They
were thought to be individual diseases, but with advances in diagnosis
they have been found to be part of the same spectrum (and those yet
to be described).

Their main characteristic is the infiltration of tissues by IgG4+ plasma
cells and lymphocytes, with or without the presence of fibrosis.

This entity was first described in pancreas (known as IgG4-related
autoimmune pancreatitis, lgG4-rAlP), but it can affect practically the
whole organism.

Definitive diagnosis can be difficult, especially early in the course of
the disease. For this reason, multiple diagnostic criteria have been
developed, differing according to the different working groups, which
are intended to assist the clinician in its suspicion and diagnosis.

We will focus on developing the radiological features at thorax and
abdomen, that may lead us to suspect this entity. From the point of
view of Pathological Anatomy, it is important to consider the suspicion,
because immunohistochemical tests are needed to reach the diagnosis.

On the other hand, it is also important to bear in mind that this
pathology can simulate tumors, infections, or other autoimmune
diseases, so radiologists should be careful when making differential
diagnosis.

Its treatment is based on the use of oral corticosteroids, with the
possibility of resorting to immunomodulators or monoclonal antibodies
in refractory cases, relapses or in patients with multisystemic
involvement.
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Figure 1: A) Axial CT of the abdomen with intravenous contrast in portal phase. 1gG4-
rAlP (diffuse pattern) showing loss of pancreatic lobulation (yellow arrow). B)
Representative drawing of the described findings. Drawing of normal pancreas to
emphasize the differences.
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