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CASE REPORT
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A Case of Intraperitoneal Immunoglobulin G4-related Inflammatory Pseudotumor
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The term inflammatory pseudotumor (IPT) has been used to describe inflammatory and fibrosing tumoral processes of an
undetermined cause that may involve a variety of organ system. IgG4-related disease is a newly recognized fibroinflammatory
condition characterized by 1gG4-producing plasma cell expansion in affected organs and, often but not always, elevated serum
18G4 concentrations. 1gG4-related IPTs, a subtype of IPT, are characterized by dense infiltration of IgG4-positive plasma cells
and stromal fibrosis. The association between inflammatory pseudotumor and 1gG4 was first reported with a regard to sclerosing
pancreatitis. Despite there are many reports on intraperitoneal IPTs including both cellular and lymphoplasmacytic type, only
a few cases have been confirmed to be IgG4-related. We experienced a case of intraperitoneal IgG4-related inflammatory
pseudotumor in an 83-year-old woman presenting with epigastric pain and malaise. Surgical specimens revealed an IgG4-related
inflammatory pseudotumor. (Korean J Gastroenterol 2012;60:258-261)
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INTRODUCTION

The term inflammatory pseudotumor (IPT) has been used
to describe inflammatory and fibrosing tumoral processes of
an undetermined cause that may involve a variety of organ
system. IgG4-related IPTs, a subtype of IPT, are characterized
by dense infiltration of IgG4-positive plasma cells and stro-
mal fibrosis. Despite there are many reports on intra-
peritoneal IPTs including both cellular and lymphoplasma-
cytic type, only a few cases have been confirmed to be
IgG4—reIated.1'4 Previously reported cases of IgG4-related IPT
were with a form of sclerosing mesenteritis>* or IPTs asso-

ciated with other parenchymal IgG4-related sclerosing
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disorders.™* We like to present a case of a single well circum-
scribed intraperitoneal IgG4-related IPT in Korea for the first

time.

CASE REPORT

An 83-year-old woman was referred to our hospital for fur-
ther evaluation of abdominal mass. She had complained of
epigastric pain and malaise for 2 weeks. There was no history
of previous iliness. On physical examination, a mass was pal-
pable on the left upper quadrant of the abdomen. The periph-
eral blood test results were as follows: a white blood cells lev-
el of 6,510/uL (neutrophil 65.9%, lymphocyte 26.0%, mono-
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Fig. 1. CT with contrast enhancement. An 11x8 cm sized well defined
heterogenous mass adjacent to the stomach was noted.

Fig. 2. Gross specimen. The well circumscribed mass measured
10.5x6.5x3.5 cm.
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Fig. 3. Histologic features of the resected specimen. (A) The lymphoplasmacytic infiltrate showed the formation of germinal centers (H&E, x200).
High-power view showed an admixture of spindle-shaped cells and prominent lymphoplasma cells within fibrotic stroma (inset, H&E, x400).
(B) Immunohistochemical staining of IgG4. Up to 25/HPF 18G4 positive plasma cells were noted (x400).

cyte 5.4%); a hemoglobin level of 10.0 g/dL; a platelet level
of 3O2><1O3/uL; a CRP level of 76.7 mg/L; and an erythrocyte
sedimentation rate level of 64 mm/hour. The serum amylase
level and biochemical tests were normal. Chest x-ray and up-
per endoscopic examination was unremarkable. An 11x8 cm
sized well defined heterogenous mass was found on CT scan
(Fig. 1). Asubsequent 13fludeoxyglucose (FDG)-PET scan re-
vealed a mild but homogenous FDG uptake at primary mass
with no evidence of distant metastasis.

We decided to perform open laparotomy to rule out
malignancy. A large encapsulated mass originated from the
left gastrocolic ligament, was displacing between the stom-

ach, spleen, pancreas, and distal transverse colon. Tumore-
ctomy was done without complication. Recovery was un-
eventful and the patient was discharged on day 8 posto-
peratively. Grossly, the tumor was 10.5%x6.5%3.5 cm sized
round solid mass with smooth border and the cut surface was
pale yellowish white and rubbery with streaks (Fig. 2).
Microscopically, the tumor was composed of cytologically
bland spindle shaped cells loosely arranged in a fibrotic stro-
ma and a prominent lymphoplasmacytic infiltrate, occasion-
ally with formation of germinal centers. Immunohistochem-
ical stains revealed many IgG4-positive plasma cells (aver-
age 20 per high power field; Fig. 3). The spindle cells were
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strongly positive for vimentin and smooth muscle actin and
negative for anaplastic lymphoma kinase (ALK), CD34, and
CD117. These pathological features were compatible with
IgG4-related IPT. After surgery, CRP level was normalized.
Preoperative serum IgG4 was not checked in this case.

DISCUSSION

The term IPT has been used to describe inflammatory and
fibrosing tumoral processes of an undetermined cause that
may involve a variety of organ system. It was first described
in the lung as plasma cell granuloma.5 Although there is still
no uniformly accepted classification system, IPT can be clas-
sified into three subtypes such as cellular type, fibrohistiocytic
type, and lymphoplasmacytic type.G'7 Classical examples of
cellular, fibrohistiocytic, and lymphoplasmacytic type were
inflammatory myofibroblastic tumor (IMT), xanthogranulom-
atous inflammation, and IgG4-related IPT, respectively. While
IMT is the possible neoplastic counterpart of IPT as it fre-
quently shows genetic alteration (i.e., ALK translocation),
lymphoplasmacytic or fibrohistiocytic type has much greater
reactive aspects. Lymphoplasmacytic type, in particular, has
close relations with IgG4-related sclerosing disease.”®

The association between IPT and IgG4 was first reported
in a patient with lymphoplasmocytic sclerosing pancreatitis9
accompanying a tumorous swelling in its head portion (i.e.,
pancreatic IPT).10 In recent years, extrapancreatic IPTs in the
Iung,8 Iiver,11 breast,6 stomach,12 ureter,13 and kidney14 also
have been reported to be IgG4-related, and therefore they are
now considered as one of IgG4-related disease. IgG4-related
disease is a newly recognized fibroinflammatory condition
characterized by IgG4-producing plasma cell expansion in af-
fected organs and, often but not always, elevated serum 1G4
concentrations. Various symptoms and inflammatory con-
ditions are noted depending on the affected organ. Previou-
sly recognized conditions such as retroperitoneal fibrosis,
multifocal fibrosclerosis, Mikulicz’s syndrome, Riedel’s thy-
roiditis and IPT are now known to fall within the spectrum of

this disease entity.*>"°

Despite there are many reports on in-
traperitoneal IPTs including both cellular and lymphoplasma-
cytic type, only a few cases have been confirmed to be
IgG4—reIated.1'4 The demonstrated cases were with a form of
sclerosing mesenteritis>> of which margin is usually in-

filtrative or IPTs associated with other IgG4-related scleros-

ing disorders.™* By contrast, our case revealed a single well
circumscribed intraperitoneal IgG4-related IPT.

Although IgG4-related IPT is a newly defined clinical entity,
the mechanism by which IPT develops is still unclear. The ex-
act role of IgG4 or IgG4-postivie plasma cells in this disease
has not been elucidated. Only some clinical features such as
hypergammaglobulineimia and hypocomplementemia sup-
ports an autoimmunity nature.™*

For histological diagnosis, there should be 10 or more 1gG4
positive lymphoplasmacytic cells per high power field.” IMT
should be in the list of differential diagnosis because of the
similar microscopic features. Unlike IgG4-related IPT, 18G4
does not seem to play an important role in IMT. Instead, aber-
rant expression of ALK and related gene alteration implicates
in the pathogenesis of IMT.*® In our case, immunohistochem-
ical stains were negative for ALK, and therefore diagnosis of
IMT was unlikely.

Although serum IgG4 level was not measured in our case,
the diagnosis was not problematic because of the typical his-
tologic findings. Actually, histologic finding is considered to
be more important in the confirmatory diagnosis. For exam-
ple, 15% of autoimmune pancreatitis was not associated
with 18G4 elevation in a Korean study.19 Moreover, another re-
port showed that serum 18G4 level did not increase in direct
proportion with the concentration of 1gG4 positive lympho-
plasmacytic cells.”®

In summary, we present a case of a single well circum-
scribed intraperitoneal IgG4-related IPT. The past H&E based
diagnosis of IPT is being replaced by more accurate diag-
noses such as IMT or IgG4-related IPT by simply adding im-
munohistochemistry with specific markers. For accurate di-
agnosis and appropriate therapy, it is important for both clini-
cians and pathologists to consider IgG4-related IPT when a

single intraperitoneal mass is noticed.
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