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Pancreatic inflammatory myofibroblastic tumor
presenting with extracolonic obstruction
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ABSTRACT

Inflammatory myofibroblastic tumor is a rare soft tissue tumor which can be detected in many parts of the body. Its etiology and clinical behavior are
not fully understood, and its treatment is controversial. This study aimed to present the management of a pancreatic tail case presenting with extra-
colonic obstruction findings. Unblock distal pancreatectomy + left surrenalectomy + left hemicolectomy + splenectomy operation was made with RO
resection principles. Although there are some medical treatments reported in children and unresectable tumors in the medical literature, complete
surgical resection following oncological principles seems to be the most important and main treatment modality in the treatment of inflammatory
myofibroblastic tumors. However, inflammatory myofibroblastic tumor has many aspects that are not yet clearly understood, and it is a disease being

continuously researched.
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INTRODUCTION

Inflammatory myofibroblastic tumor (IMT) is a rare soft tissue tumor which can be
detected in many parts of the body. Its etiology and clinical behavior are not fully
understood, and its treatment is controversial (1-5). Although this unusual disease
has a relatively good prognosis, its differential diagnosis from other malignant dis-
eases is challenging. In our study, we presented the management of a pancreatic
tail case presenting with extracolonic obstruction findings. The aim of this study
was to discuss our patient that had IMT originating from the tail of pancreas in light
of the literature.

CASE REPORT

A 61-year-old male patient was admitted to our hospital with abdominal pain. Blood
pressure was 100/70 mmHg and Heart rate: 90/min. There was no personal or family
history. There was mild distension and moderate sensitivity in abdominal examina-
tion. No special condition was detected in other whole-body system examinations.
Antral gastritis was found in upper gastrointestinal endoscopy. In colonoscopy, there
was an impression of external compression in the descending colon which did not
allow proximal transition. Whc: 9200 10°/10 uL, hemoglobin: 10.8 mg/dL, and tumor
markers (CEA, CA-19-9) were within normal limits. Whole abdominal tomography
revealed diffuse wall thickening in the descending colon and marked dilatation of
the proximal colon segments. Marked inflammatory changes were observed in fatty
tissue in the pericolic area (Figures 1, 2). It was decided to perform laparotomy on the
patient for diagnosis and treatment. Exploration revealed a mass of approximately 10
cm, which was thought to be of distal pancreas origin, with 2 cm invasion of the ante-
rior abdomen wall, covering the colonic splenic flexure, left surrenal and splenic ves-
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Figure 1. Axial contrast computed tomography: asymmetric wall thic-
kening in the descending colon. Increases in linear branching density
from descending colon to the mesenteric tissue, pancreas and spleen
(P: Pancreas, B: Bowel, S: Spleen).

Figure 2. Sagittal re-format computerized tomography: Increases in
linear branching density from descending colon to the mesenteric
tissue, pancreas and spleen are observed (P: Pancreas, B: Bowel, S:
Spleen).

sels, and which was attached to the jejunum adjacent to the treitz
ligament, the left kidney parenchyma and mezo via desmoplastic
reaction. Considering oncological principles, the desmoplastic ad-
hesions of the tumor with the left kidney and the jejunum in the
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Figure 3. En bloc resection including the colon, mesenteric fatty tis-
sue, partial pancreas and adrenal gland.

treitz ligament were separated and the anterior abdominal wall
muscle fibers were included into the piece according to RO resec-
tion, and the patient underwent unblock distal pancreatectomy +
left surrenalectomy + left hemicolectomy + splenectomy opera-
tion (Figure 3). Postoperatively, the patient developed a low flow
pancreatic fistula with a daily flow rate of 400 cc. Following oddi
sphincterotomy via endoscopic retrograde cholanjio-pancreatog-
raphy (ERCP), the fistula was closed with medical treatment and
follow-up. The patient was discharged on the 16" postoperative
day. Resection material was fixed in 10% formaldehyde solution
(%10 NB Formaldehyde, Novogen Diagnostik, Istanbul, Turkey)
and delivered to the pathology laboratory. On gross examination,
macroscopy revealed a colon without any pili due to severe ede-
ma of 26 cmon a 15 x 13 x 7 cm irregularly shaped material. A 10
cm mass lesion that encapsulated the colon from the middle sec-
tion had narrowed the lumen due to compression. The mass had
2 cm surrenal muscle area on one side and 2 cm irregular muscle
area on the other side.

On histopathologic examination, a tumoral lesion was observed
predominantly consisting of cytologically bland spindle- or stel-
late-shaped cells loosely arranged in an edematous or hyaline
stroma with scattered plasma cells and lymphocytes. Tumoral
cells were arranged in a storiform or fascicular growth pattern
with a limited infiltrative border neighboring organs. Inflamma-
tory cells were formed in small clusters in some areas. No cyto-
logic atypia, atypical mitotic figures or necrosis were seen. Im-



iflazoglu etal. 23§

munohistochemical study revealed in a strong intensity, diffuse
positive staining for vimentin and alpha smooth muscle actin; in a
weak-moderate intensity, focal positive staining for pancytokera-
tin and in a weak-moderate, near diffuse positive staining for ana-
plastic lymphoma kinase (ALK). Positive staining for IgG4 antibody
was seen in a few scattered plasma cells. The tumor cells did not
stain with IgG4. Likewise, the tumoral cells did not stain with DOG-
1,CD117, beta-catenin, desmin and S-100 protein. On the basis of
morphologic and immunohistochemical staining results, the case
was diagnosed as IMT (Figure 4-7).

No problems were detected in the polyclinic follow-up of the
patient and informed consent was obtained for publication. No
evidence of relapse or metastasis was observed in the laboratory
and radiological tests performed at the 8" month.
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£ IMT is a rare disease. It is known in the literature as inflammatory
fibrosarcoma, inflammatory pseudotumor or IMT. Its prevalence
in men and women is generally equal, and it is seen in a very wide
age range of 0-82 (1-3).

IMT can be seen in many parts of the body. Locations where it
can be seen cover a very broad spectrum; including the pancreas,
lungs, tongue, heart mediastinum, extremities, liver, small intes-
tine, brain, placenta, pelvis, retroperitoneum, epiglottis, kidney,
bladder and testis (3-5). When this disease is located in the pan-
creas, it can be seen in the tip, body or the tail of the pancreas (1).
In our case, it was located in the pancreatic tail.

3% ‘é Eiyliiing @5 Clinical symptoms of the disease are associated with its location.
Lo, RS e ST it can be detected by radiological tests or examination as a re-

Figure 5. Microscopically fibrous tissue bundles infiltration in panc- sult of non-specific complaints, or it can also present itself with
reatic tissue.
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a mass or associated symptoms, findings or complications (1,6).
In our case, the tumor did not cause mass formation radiologi-
cally, and presented itself through the complication of colonic
obstruction. In addition, there are also atypical cases in the lit-
erature presenting with psychiatric disorders such as anorexia
nervosa (7).

Although it has been reported in the literature to be generally
locally aggressive and non-metastatic, inflammatory myofibro-
blastic tumor of the pancreas may also show lymphatic metasta-
sis (4). Peritoneal dissemination of stomach-induced IMT has also
been shown in the literature (8).

As with many tumor types, radiological or laboratory diagnosis
is not possible and histopathological diagnosis is required. This
may be a biopsy accompanied by interventional radiology; how-
ever, diagnosis is usually made after surgical excision, as in our
case.

In cases with pancreatic lesions, surgery is usually performed
with laparotomy as in our case, but laparoscopic resection may
also be a treatment option (2).

There are cases in the literature where remission is achieved with
anaplastic lymphoma kinase (ALK) inhibitors when surgical re-
section is not possible and also cases showing a good response
to methotrexate and vinorelbine chemotherapy (5,9). On the
contrary, there are cases showing no response to adriamycin
and gemcitabine chemotherapy (6).

Complete surgical resection following oncological principles is
seen as the most important and main treatment method in the
treatment of this disease (10,11). Postoperative adjuvant therapy
is not recommended, but long-term follow-up is required. As a
matter of fact, IMT has a local recurrence rate of 15-37% (10,12).

Histopathologic differential diagnosis of this case included fi-
bromatosis (desmoid tumor), extraintestinal gastrointestinal
stromal tumor, IgG4-related sclerosing diseases and less likely
other tumors with spindle cells. The immunohistochemical re-
activity of the spindle and stellate cells for pancytokeratin and
ALK and negativity for beta-catenin, CD117, DOG-1 assist in dis-
tinguishing IMT from fibromatosis and extraintestinal gastroin-
testinal stromal tumor. IgG4-related sclerosing lesions are usually
a group of disorders ill-defined, entrapping the normal tissues
in the vicinity. They tend to have more intense lymphoplasma-
cytic inflammatory cell infiltration and prominent sclerosis and
phlebitis than the typical IMT. Recently, a number of studies have
found IgG4-positive plasma cells in IMTs (13). Likewise, IgG4 pos-
itivity was detected in a small number of cells in our case.

For other tumors composed of elongated spindle cells arranged
in a fascicular or storiform growth pattern, differentiation from
IMTs may less likely pose a problem. These entities include fi-
brosarcoma, leiomyosarcoma and malignant peripheral nerve
sheath tumors. These tumors usually contain high cellularity,
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higher nuclear atypia, more mitotic figures and necrosis than
IMTs. Indeed, the immune staining pattern is different these tu-
mors and solves the problem.

Lacoste et al. (14) have reported that high-dose steroid treat-
ment resulted in tumor regression and tumor disappeared in
pancreatic inflammatory tumor in children and the disease was
not detected during 2-year follow-up.

In conclusion, complete surgical resection following oncological
principles seems to be the most important and main treatment
modality in the treatment of IMTs. However, IMT has many as-
pects that are not yet clearly understood, and it is a disease be-
ing continuously researched.
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Ekstrakolonik tikaniklikla seyreden pankreatik inflamatuvar miyofibroblastik tiimor
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OZET

inflamatuvar miyofibroblastik timér, viicudun pek cok bolgesinde gériilebilen nadir bir yumusak doku tiimériidiir. Etyolojisi ve klinik davranigi tam
olarak anlasilamamig ve tedavisi tartismalidir. Ekstrakolonik obstriiksiyon bulgulariyla seyreden pankreas kuyruk kaynakli bir olgu sunmaktayiz.
Hastaya RO rezeksiyon prensipleriyle distal pankreatektomi + sol stirrenalektomi + sol hemikolektomi + splenektomi operasyonu uygulandi. Tibbi
literatlirde, cocuklarda ve unrezektabl timorlerde bazi medikal tedaviler rapor edilmis olsa da, onkolojik prensiplerle yapilan komplet cerrahi
rezeksiyon inflamatuvar miyofibroblastik timériin en 6nemli ve ana tedavi modalitesi olarak gériinmektedir. Ancak, tam olarak anlasilamamis pek
cok yonuyle, inflamatuvar miyofibroblastik timor, arastirlmaya devam edilmektedir.

Anahtar Kelimeler: Miyofibroblastik, pankreas, kitle
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