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Abstract
An unusual case of long standing sclerosing mesenteritis; initially presented with recurrent abdominal pain and a mesenteric mass with surrounding fat oedema and stranding with a pseudocapsule and fat ring sign were clearly visualised on the initial computed tomography scan. Laparotomy showed diffuse thickening at the root of the mesentery and histology from this specimen revealed fat necrosis and reactive lymphoid tissue consistent with sclerosing mesenteritis. Initial treatment with steroids and tamoxifen relieved the symptoms and the mass. He was maintained on tamoxifen. Three years later he developed a recurrence of his symptoms and abdominal mass that responded to a course of steroids. Two years following this, he developed a follicular Hodgkin’s lymphoma.
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Core tip: Sclerosing mesenteritis is a rare disease but clinicians should be mindful of this condition that can present with various clinical symptoms including recurrent abdominal pain. The case we describe showed typical features of sclerosing mesenteritis and demonstrated good clinical and radiological response to steroids and tamoxifen. Five years later he developed a recurrence of the abdominal mass that showed transformation into a lymphoma.
INTRODUCTION
Sclerosing mesenteritis also known as mesenteric lipodystrophy and mesenteric panniculitis is the part of the spectrum of idiopathic primary inflammatory and fibrotic process that affects mesentery[1]. This is a relatively rare condition with clinical data limited only to case reports. It has a male preponderance and generally occurs in the sixth and seventh decades of life. Pathophysiology remains unknown and various mechanisms like trauma (including surgery), autoimmune, malignant and paraneoplastic causes have been postulated. There is an association with lymphoma, breast cancer, lung cancer, melanoma and colon cancer[1-4]. In one study, prior abdominal surgery was present in about 35% of patients. There have been no reports of sclerosing mesenteritis transforming into a lymphoma, although in one case both of these lesions coexisted. We report an unusual case of long standing sclerosing mesenteritis that subsequently progressed to a follicular Hodgkin’s lymphoma.

CASE REPORT
We report a case of a 63-year-old man who presented to our department five years ago, with a five-year history of recurrent abdominal pain that had recently worsened. It was constant and increased in intensity on lying down and radiated into his back. He denied vomiting, weight loss or anorexia. 

He was known to have Metabolic syndrome and his past surgical history included: (1) a laparotomy done over 10 years ago for probable cyst on pancreas; the details were not available; and (2) cholecystectomy, 5 years ago for calculus cholecystitis. On examination of his abdomen there was a long mid-line scar, mild abdominal tenderness and an impression of an ill-defined mass in his mid abdomen. 

No abnormalities were noted on routine blood work up. IgG 4 and platelet serotonin were within normal limits. Computerized tomography (CT) scan of the abdomen showed a mesenteric mass with surrounding fat oedema and stranding. It was encasing superior mesenteric vessels and extending superiorly to the uncinate process. A pseudocapsule and fat ring sign were clearly visualised (Figure 1). 

He had a laparotomy that showed diffuse thickening at the root of the mesentery that did not feel hard. On incising the peritoneum there was no discrete mass evident, though some discolouration and sclerosis of fat was present. There was no intra-abdominal lymphadenopathy. The histology from this specimen revealed fat necrosis and reactive lymphoid tissue. The features were consistent with sclerosing mesenteritis.

He was commenced on prednisolone 50 mg daily and Tamoxifen 10 mg twice a day and noticed significant improvement in his clinical symptoms. His steroids were tapered and discontinued and he continued on Tamoxifen 10 mg daily. He remained well and a repeat CT scan had shown a significant improvement (Figure 2).

Three years later he developed an exacerbation of his symptoms and imaging demonstrated a recurrence of the mass. He was retreated with oral steroids and Tamoxifen was increased to 10 mg twice a day. He responded clinically and radiologically.

Two years later, he had a further recurrence in his symptoms. CT scans showed an increase in size and a change in characteristics of the mass. Positron emission tomography (PET) scan showed an intensely fluorodeoxyglucose avid heterogeneous nodal masses in the mesentery and adjacent para-aortic and aorto-caval nodes that were suspicious for a malignant process (Figure 3). He underwent a mini laprotomy for mesenteric mass biopsy. Histology revealed a follicular lymphoma/nodular sclerosing Hodgkin’s disease and he has been commenced on treatment.

DISCUSSION
The clinical presentation of Sclerosing mesenteritis varies from asymptomatic incidental diagnosis to various clinical features including abdominal pain, vomiting, diarrhoea, constipation, anorexia, weight loss, fatigue, fever of unknown origin, ascites, pneumoperitonium, pleural and pericardial effusion[1-6]. 

The diagnosis of sclerosing mesenteritis requires appropriate clinical and radiological analysis with multidetector CT and MRI being the modality of choice. Biopsy is necessary for definitive diagnosis. The two main CT features are the “fat ring” sign consisting of area of fat around the mesenteric vessels and presence of a pseudocapsule around the tumour. Other CT findings consist of increased attenuation in mesentery, foci of fat necrosis and fibrosis appearing as low-attenuation areas and a solid mass encasing the mesenteric vessels[7,8]. Magnetic resonance imaging and PET scans are upcoming modalities used to diagnose this condition. A negative PET has a high diagnostic accuracy in excluding tumoural mesenteric involvement while increased uptake suggests the co-existing mesenteric deposits, particularly in patients with lymphoma[9,10]. 
Management of sclerosing mesenteritis is based on expert opinion with no recognised standard therapy. Treatment is generally guided by symptoms. Various treatments have been mentioned in case reports including immunosuppressive therapy with glucocorticoid and tamoxifen as first line therapy while colchicine, azathioprine or cyclophosphamide may be used as adjunct therapy. For refractory cases thalidomide can be considered. Surgery and radiation therapy both have a limited role. Surgery is best reserved for obstructive cases. The largest series was published from the Mayo Clinic in 2007 and based on their advice it is recommended that tamoxifen be continued indefinitely as the rate of recurrence and complications is significant[5]. A combination of steroids (40-60 mg) and Tamoxifen 10 mg BD tapered over three months has been the regimen most widely used. Tamoxifen apparently decreases inflammation and down regulates fibroblast proliferation[1-5,10]. 

The case we describe showed typical features of sclerosing mesenteritis and demonstrated good clinical and radiological response to steroids and tamoxifen. Over the years he had follow up by imaging techniques to check the progress of mesenteric mass after treatment with Tamoxifen and steroids to which he responded well initially. Three years later he developed an exacerbation of his symptoms and a recurrence of the abdominal mass on imaging that was treated again with steroids and tamoxifen. After 5 years he presented with recurrent symptoms and increase in size and a change in characteristics of the mass that was proved to be follicular Hodgkin’s Lymphoma on histology.

COMMENTS
Case characteristics

A 63-year-old man with metabolic syndrome and previous abdominal surgery presented with a five-year history of recurrent abdominal pain that had recently worsened.

Clinical diagnosis

There was a long mid-line scar, mild abdominal tenderness and an impression of an ill-defined mass in his mid-abdomen. 

Differential diagnosis

Differential diagnosis is quiet broad and includes multiple causes of recurrent abdominal pain and abdominal masses including any intra-abdominal malignancy, carcinomatosis, lymphoma, pancreatitis, retroperitoneal fibrosis, vasculitis and granulomatous diseases.

Laboratory diagnosis

All laboratory investigations were within normal limits.

Imaging diagnosis

Initial computerised tomography scan of the abdomen showed a mesenteric mass with surrounding fat oedema, stranding and pseudocapsule with fat ring sign. Subsequent positron emission tomography scan on an intensely fluorodeoxyglucose avid heterogeneous nodal masses in the mesentery and adjacent para-aortic and aorto-caval nodes that were suspicious for a malignant process.

Pathological diagnosis

Histology revealed a follicular lymphoma/nodular sclerosing Hodgkin’s disease.

Treatment

He was commenced on prednisolone 50 mg daily and tamoxifen 10 mg twice a day for treatment of symptomatic sclerosing mesenteritis. Later on after the diagnosis of lymphoma he underwent chemotherapy.

Peer-review

In this study, the authors report a case of a man with a metabolic syndrome story. The patient got a dual treatment with glucocorticoid and tamoxifen which evolved through a lymphoma. This case study is interesting.
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Figure 1  Pseudocapsule and fat ring sign were clearly visualised on initial computerised tomography scan.
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Figure 2  Follow up computerised tomography scan showed significant improvement after treatment with prednisolone and tamoxifen.
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Figure 3  Positron emission tomography scan shows an intensely fluorodeoxyglucose avid heterogeneous nodal masses in the mesentery and adjacent lymph nodes.
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