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CASE REPORT

Retroperitoneal Inflammatory Pseudotumor
Presenting as a Pancreatic Mass
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ABSTRACT

Context The inflammatory pseudotumor is a rare chronic inflammatory disease not considered as a real tumor but with a similar
locally aggressive behavior. Although usually located in the lungs it may be found in other organs. Case report We present the
clinical case of a 66-year-old woman diagnosed with inflammatory pseudotumor after undergoing an exploratory laparotomy due to
a large non resectable abdominal mass. Preoperative abdominal CT revealed a large solid polylobulated mass involving the pancreas,
duodenum, hepatic hilum and superior mesenteric artery. Percutaneous fine needle aspiration and tru-cut biopsies ruled out
lymphoma but did not achieve a definitive diagnosis. CD68 antibody positivity of the surgical biopsy specimen confirmed the
histiocytary origin. Ki67 antibody expression was 10%. The final diagnosis was inflammatory pseudotumor rather than malignant
fibrohistiocytoma based on the features and the severity of the inflammatory component. Chemotherapy was ineffective and the
patient died 25 months later because of local progression and infection of the tumoral necrotic tissue. Conclusion Although
inflammatory pseudotumor is not considered to be a real tumor, its aggressive local growth is similar to that of malignant soft tissue
sarcomas. The only curative option is the complete surgical resection, albeit frequent recurrence.

INTRODUCTION Her medical background included hypertension,
The inflammatory pseudotumor is a rare chronic dyslipidemia, anx_iety and depression syndromgs and a
inflammatory disease of unclear pathogenesis whose past surgical history of hysterectomy with left
pathological features are not those of a malignant adnexectomy 30 years before due to an supposed
tumor, but its unpredictable clinical behavior, ranging benign disease. No toxic habits were reported. On
from benign to a locally invasive aggressiveness, is admlssmn_, blood_tests showeq a mild normochromic
often similar to that of real soft tissue neoplasias [1]. normocytic anemia (hemoglobin: 11.4 g/dL; reference
Although it is usually diagnosed in adults in the lungs range: 11.8-15.3 g/dL) and leukocytosis (11,500 mL™
[2], it has also been described in other locations, such reference range: 4,000-11,000 mL™). Tumor makers
as the kidney, orbit, liver, pancreas, spleen mesentery CEA and CA 19.-9 were 0.9 ng/mL (reference range:
and limbs [3, 4, 5, 6, 7, 8, 9, 10, 11], and may also be 0-5 ng/mL) ar_1d 13.5 U/mL (reference range: 0-37
found in childhood [12, 13]. We present the clinical U/mL), respectively. ) )

case of an adult patient who underwent an exploratory Abdominal CT scan (Figure lab) revealed a solid
laparotomy due to a large abdominal mass finally 12x10x8 cm polylobulgted neoformative mass, slightly
diagnosed as an inflammatory pseudotumor. heterogeneous, involving the head of the pancreas

without any fatty plane in between and in contact with

CASE REPORT the duodenum, portal vein, superior mesenteric artery

A 66-year-old woman was referred to our center for and common hepatic artery.

constitutional syndrome and palpable abdominal mass. Ultrasound guided fine needle aspiration biopsy
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Figure 1. Abdominal enhanced CT showing a large retroperitoneal
mass involving the pancreas, the whole hepatic hilum and superior
mesenteric vessels (a.). Some necrotic hypodense areas can be seen
inside the mass (b.).

Figure 2. Macro-biopsy (4.5 cm in diameter) obtained from the
exploratory laparotomy showing tissue with a yellowish, nodular and
polished surface.

abdominal mass surrounded by a fine, hypoechogenic
and fairly homogeneous membrane showing small
apparently necrotic areas, in contact with the liver,
posterior gastric wall, and encasing the head of the
pancreas and portal vein but without signs of clear
invasion. No dilatation of the intra- or extra-hepatic
biliary or the pancreatic duct was observed. Ultrasound
imaging features of the body and tail of the pancreas
were normal. Ascites and pathological loco-regional
lymph nodes were not seen.

Given these clinical findings and complementary tests,
an exploratory laparotomy was performed. A large,
well defined, encapsulated, retroperitoneal and
mesenteric mass was found involving the head and the
body of the pancreas, portal and superior mesenteric
vessels encasing the mesenteric root from Treitz’s
angle and spreading into the mesenteric fat. On partial
excision, the mass was tough and white fibrotic-like
(Figure  2). Intra-operatory microscopic  study
suggested malignant fibrous histiocytoma. Tumor
involvement of the main mesenteric vessels and the
whole mesentery did not allow curative resection.

The pathological study showed a xantohogranuloma
type histiocytary proliferation and the presence of cells
with relevant pleomorphism, frequent binucleations
and evident nucleolus, with homogeneous background
of marked mixed inflammation with the predominance
of polymorphonuclear neutrophils (Figure 3). The
histiocytary origin was confirmed by
immunohistochemical staining with the CD68 antibody
(Figure 4ab). The cell proliferation rate, defined by the
expression of the Ki67 antibody, was 10%. Differential
diagnosis was made between malignant
fibrohistiocytoma and inflammatory pseudotumor. The
severity of the inflammatory component and the low
proliferation rate of histiocytary cells were highly
suggestive of a pseudotumoral lesion. On the basis of
these findings, final pathological diagnosis was of
inflammatory pseudotumor.

Figures 3. Hematoxylin-eosin  staining samples showing
proliferation of xanthogranuloma type histiocytary cells (HC) and the
presence of some pleomorphic cells (PC), with a homogeneous
background of marked mixed inflammation with the predominance
of polymorphonuclear neutrophils (N). The pleomorphic cells
presented binucleation with evident nucleolus.
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Figure 4. Immunohistochemical staining samples showing vimentin
expression in the histiocytary cells and in the accompanying
fibroblastic and endothelial cells (a.). CD68 antibody positivity
onfirmed the histiocytary origin (b.).

The postoperative course was uneventful and the
patient underwent chemotherapy (3 cycles of
adriamycin followed by 6 cycles of gemcitabine) for
malignant fibrous histiocytoma, showing no response.
The patient died 25 months after diagnosis due to local
progression of the inflammatory pseudotumor, with no
evidence of metastasis. Progressive alimentary
intolerance conducted to an extreme cachexia. Finally,
she died from acute sepsis because of infection of the
tumoral necrosis (Figure 5).

DISCUSSION

Retroperitoneal tumors grow slowly and are usually
presented as a solid abdominal palpable mass,
accompanied by fever or weight loss. In adults, the
differential diagnosis of the inflammatory pseudotumor
must be made with benign fiber mesenteric tumors
such as  mesenteric  fibromatosis, sclerosing
mesenteritis, and extrapleural solitary fibrous tumor,
but also lymphomas, soft tissue sarcomas and
metastatic malignancies [12, 14].

The radiological features of inflammatory pseudotumor
are usually not specific and normally appear as well-
delimited and well-vascularized solid tumors, with a
variable infiltrative appearance. They can reach a large
size including necrotic hypodense areas [3, 4, 5, 14].

Having an exact diagnosis before surgery is advisable.
However, the characteristics of this type of tumor
usually make FNAB ineffective. Tru-cut biopsy is able
to obtain sufficient material to orient the diagnosis
[11]. Nonetheless, the definitive diagnosis is usually
obtained through total or partial resection of the tumor
by surgical approach [2, 6, 7, 8, 15]. On histological
study, inflammatory pseudotumor shows proliferation
of fibroblastic, myofibroblastic and histiocytic cells in
an inflammatory background. In the literature,
inflammatory pseudotumor is also known as plasma
cell granuloma, plasma cell pseudotumor, inflame-
matory myofibrohistiocytoma, myofibroblastic pseudo-
sarcoma, inflammatory fibrosarcoma and xantho-
granulomatous pseudotumor by demonstrating the
ambiguity of this tumor whose origin could be a
reactive process or a true neoplasm [7, 16]. The
number of cellular mitosis can help to determine
malignancy, although there is no definite pattern for
differentiating reactive from malignant tissue [1]. The
overexpression of the p53 protein on immuno-
histochemical study can provide further information on
the aggressiveness of the tumor.

The treatment of choice of inflammatory pseudotumor
is full tumor surgical excision [3]. However, the
recurrence rate is high at about 15-37% during the first
year after surgery, despite complete surgical resection
[6]. Since inflammatory pseudotumor it is not a real
neoplasm no metastasis is expected. If metastasis does
developed it may be due to conversion into a malignant
sarcoma, or more commonly, incorrect diagnosis [7].
Corticoid therapy, chemotherapy and radiotherapy
have shown to be ineffective in the control of this
disease.
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Figure 5. Abdominal CT showing extensive tumoral necrosis. Gas
inside the tumor (*) and in the left kidney (**) was considered a sign
of severe infection.
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