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Idiopathic sclerosing mesenteritis presenting with small bowel volvulus in a patient with antiphospholipid syndrome: A case report
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Abstract
BACKGROUND
Sclerosing mesenteritis is a rare disorder involving inflammation of the mesentery. Its etiology remains unclear, but it is believed to be associated with previous abdominal surgery, trauma, autoimmune disorders, infection, or malignancy. Clinical manifestations of sclerosing mesenteritis are varied and include chronic abdominal pain, bloating, diarrhea, weight loss, formation of an intra-abdominal mass, bowel obstruction, and chylous ascites. Here, we present a case of idiopathic sclerosing mesenteritis with small bowel volvulus in a patient with antiphospholipid syndrome.

CASE SUMMARY
A 68-year-old female presented with recurrent small bowel obstruction. Imaging and pathological findings were consistent with sclerosing mesenteritis causing mesenteric and small bowel volvulus. Computed tomography scans also revealed pulmonary embolism, and the patient was started on a high dose of corticosteroid and a therapeutic dose of anticoagulants. The patient subsequently improved clinically and was discharged. The patient was also diagnosed with antiphospholipid syndrome after a hematological workup.

CONCLUSION
Sclerosing mesenteritis is a rare condition, and patients with no clear etiology should be considered for treatment with immunosuppressive therapy.
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Core Tip: In patients with sclerosing mesenteritis, any condition that causes chronic inflammation of mesenteric tissue should be investigated. Antiphospholipid syndrome may be linked with chronic thrombotic activity that can contribute to chronic ischemia of the mesentery. Patients with uncertain etiology should be considered for treatment with immunosuppressive therapy.

INTRODUCTION
Sclerosing mesenteritis is a condition of mesenteric inflammation that causes thickening and fibrosis in the bowel mesentery. The disease is frequently limited to the adipose tissue of the small bowel mesentery and is unlikely to involve the omentum, peritoneum, or mesocolon[1]. Sclerosing mesenteritis was first reported in 1924 as “retractile mesenteritis and/or mesenteric panniculitis”[2]. The incidence of this condition is 0.16%–3.30%[3]. The etiology is still unclear; however, it may be associated with various conditions that cause chronic inflammation, such as previous abdominal surgery, trauma, mesenteric ischemia, cancer, infection, and autoimmune conditions. Sclerosing mesenteritis is more common in Caucasians, with a male-to-female ratio of 2-3:1[3,4]. The characteristics of sclerosing mesenteritis may differ in Asian populations since a previous study showed that 58% of Japanese patients also had mesocolon involvement[5].
Clinical manifestations of sclerosing mesenteritis can vary from asymptomatic to severe abdominal pain. It can cause small bowel obstruction, significant weight loss, and chylothorax in severe cases[6,7]. Computed tomography (CT) scans are the investigation of choice, and clinical diagnosis is made using the Coulier criteria, which are: (1) Presence of a well-defined “mass effect” on neighboring structures; (2) Inhomogeneous higher attenuation of mesenteric fat tissue than adjacent retroperitoneal or mesocolonic fat; (3) Small soft tissue nodes; (4) A hypoattenuated fatty “halo sign”; and (5) The presence of a hyperattenuating pseudocapsule, which may also surround the entire entity[8]. Tissue biopsy is recommended to exclude malignancy and confirm the diagnosis of mesenteric fibrosis, chronic inflammation, and fat necrosis[9].
We present the case of a 68-year-old female with recurrent small bowel volvulus caused by sclerosing mesenteritis who responded well to treatment with a corticosteroid. When further investigations were performed to find the cause of the sclerosing mesenteritis, the patient was also found to have antiphospholipid syndrome (APS).

CASE PRESENTATION
Chief complaints
A 68-year-old female presented at the hospital with acute abdominal pain and vomiting that had persisted for 1 d.

History of present illness
The patient developed colicky pain with bilious vomiting 1 d prior to visiting the emergency department. Her abdomen was distended, but there was no fever.

History of past illness
The patient’s medical history showed only hypertension, and there was no previous abdominal surgery or abdominal trauma.

Personal and family history
There was no significant personal or family history.

Physical examination
Physical examination revealed generalized abdominal tenderness; however, there was no evidence of peritonitis.

Laboratory examinations
Laboratory examination showed that the patient’s white blood cell count was 5930 cells/µL, and creatinine levels had risen from 0.83 mg/dL to 1.76 mg/dL.

Imaging examinations
Abdominal χ-rays showed generalized small bowel dilatation with air-fluid levels consistent with small bowel obstruction. Therefore, a CT scan of the abdomen was requested. The initial CT scan showed a thickened mesentery around the terminal ileum. At the terminal ileum, there was an abrupt change in caliber caused by rotation with upstream dilatation of the distal jejunum and ileum, consistent with high-grade small bowel obstruction. Misty mesentery and enlargement of mesenteric nodes in the right lower quadrant adjacent to the distal ileum were also observed, possibly secondary to an infection or an inflammatory process (Figure 1).

FINAL DIAGNOSIS
The patient was given the diagnosis of sclerosing mesenteritis with small bowel obstruction.

TREATMENT
An exploratory laparotomy was performed, which revealed diffuse thickening of the small bowel mesentery causing mesenteric distortion and small bowel volvulus at the level of the terminal ileum with upstream dilatation of the entire small bowel that was associated with significant mesenteric lymphadenopathy. The entire small bowel was viable after small bowel devolvulation was performed. Lymph nodes were also excised for histopathological examination, which subsequently revealed reactive lymph nodes with fat necrosis (Figure 2).
After the operation, the patient’s bowel movements returned to normal. The patient was able to pass stools and tolerated a soft food diet. Further investigations were indicated to exclude occult malignancy, tuberculosis, and other underlying autoimmune conditions. However, while waiting for the results from these investigations, acute abdominal pain with abdominal distension returned on postoperative day 5. Subsequent abdominal X-ray and CT scans showed recurrent small bowel volvulus with the same misty mesentery. A second laparotomy confirmed recurrent small bowel volvulus due to inflammation, and retraction of the small bowel mesentery was observed.
Serology tests showed a positive result for antinuclear antibodies (1:160), which were homogenous with a fine granular cytoplasmic staining pattern, a normal range of IgG4 (0.285 g/L), and negative results for other autoimmune serology and tumor markers (carbohydrate antigen 19-9, alpha fetoprotein, carcinoembryonic antigen, and cancer antigen 125). Tuberculosis was not found in either tissue histopathology or in the stool. A CT scan of the chest was also performed to exclude tuberculosis or occult malignancy, both of which were negative. However, an incidental small pulmonary embolism was detected. There was no evidence of deep vein thrombosis on Doppler ultrasound of either leg. As a result, further investigation for APS was performed, and tests for anti-beta2-glycoprotein-1 (for all 3 immunoglobulin isotypes: IgA, IgG, and IgM) were found to be positive. Upon a repeat test 3 mo later, the result was still positive (Table 1).
After the second operation, the patient was diagnosed with idiopathic sclerosing mesenteritis, and treatment with high-dose corticosteroids and a therapeutic dose of low molecular weight heparin was commenced. The patient responded well to corticosteroids and did not develop further small bowel obstruction or volvulus. In addition, bowel function was normal, a normal diet was tolerated, and the patient was discharged after 2 wk with a weaning dose of oral corticosteroid over an 8-wk period.

OUTCOME AND FOLLOW-UP
At a follow-up appointment 2 mo after discharge, an upper endoscopy and a colonoscopy were performed; the results of which were unremarkable. A repeat anti-beta2-glycoprotein1 (IgA, IgG, and IgM) test at 3 mo was positive, and the patient was diagnosed with APS. As a result, the patient must continue lifelong anticoagulant therapy.

DISCUSSION
Sclerosing mesenteritis refers to chronic inflammation of the mesentery. This condition is rare and is more common in Caucasian males[4]. In the present case report, the patient was an Asian female without any significant underlying disease and no previous abdominal surgery. Sclerosing mesenteritis was considered to be the rare cause of small bowel obstruction. The CT scan revealed inhomogeneous higher attenuation of mesenteric fat tissue and small soft tissue nodes in the mesentery surrounded by hypoattenuated mesenteric fat, which is consistent with the Coulier criteria[8] for sclerosing mesenteritis. Pathological features also confirmed chronic inflammation of mesenteric fat without evidence of malignancy.
Several studies have reported patients with sclerosing mesenteritis who have small bowel obstruction, and the majority of these cases required surgical intervention to correct the obstruction followed by treatment with an immunosuppressive medication[10-12]. Surgery may be performed to correct gut obstruction, but it is not a curative treatment[13]. Our patient was diagnosed with idiopathic sclerosing mesenteritis. After the first operation was performed, we did not administer any immunosuppressive medication immediately because we were waiting for all the results to exclude other primary causes, including infection and cancer. Subsequently, the patient developed recurrent small bowel volvulus and required a second exploratory operation. The patient responded well to treatment with corticosteroids.
The etiology of sclerosing mesenteritis is unclear; however, it is generally associated with chronic inflammation of mesenteric tissue. This may be caused by previous abdominal surgery, trauma, mesenteric ischemia, cancer, infection, or autoimmune disease[13]. In this case, the patient was also subsequently diagnosed with APS after an incidental finding of pulmonary embolism during the diagnostic workup. Only a few case reports have shown chronic thrombosis-associated chronic mesenteric ischemia. One case report detailed sclerosing mesenteritis with sacroiliitis[14], and another reported sclerosing mesenteritis with Factor V Leiden[15]. Both cases raise the possibility of a link between mesenteric ischemia and chronic thrombotic activity.
Thrombosis can affect vessels of any size in APS patients; however, a gastrointestinal manifestation in APS is uncommon[16]. To date, there has been no reports of a potential association between APS and sclerosing mesenteritis; however, it is thought that chronic venous thrombosis may cause mesenteric ischemia in APS patients[17]. In the case of our patient, it is possible that the small veins in the small bowel mesentery were affected by chronic venous thrombosis causing chronic inflammation that led to sclerosing mesenteritis. Therefore, it is necessary to investigate hypercoagulable states in patients with sclerosing mesenteritis.

CONCLUSION
Sclerosing mesenteritis is a chronic inflammation of the mesentery that is commonly caused by other medical conditions, including infection, autoimmune conditions, and malignancy. Symptomatic patients with unclear etiology should be considered for treatment with immunosuppressive medications. In addition, while rare, chronic thrombotic conditions can also cause sclerosing mesenteritis, and they should also be considered.
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Figure Legends
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Figure 1 Computed tomography scan showed a dilated small bowel and misty mesentery (white arrow), consistent with small bowel obstruction.
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Figure 2 Operative findings revealed diffused mesenteric thickening with enlarged mesenteric lymph nodes and viable small bowel after detorsion.



Table 1 Blood test results
	Blood test
	Results

	Anti-Beta 2-Glycoprotein-1 IgA/IgG/IgM
	38.29 RU/mL

	Anti-Beta 2-Glycoprotein-1 IgA/IgG/IgM (3 mo later)
	35.69 RU/mL

	Anticardiolipin IgG
	7.130 U/mL

	Anticardiolipin IgM
	< 2 U/mL

	ANA
	1:160

	ANA 12 specific antigen profile
	Negative

	Serum IgG4
	0.285 g/L

	Tissue IgG4
	Negative

	Lupus anticoagulant 
	Negative 

	C3 compliment
	0.79 g/L

	C4 compliment
	0.14 g/L

	Tissue PCR for mycobacterium tuberculosis 
	Not detected

	Stool PCR for mycobacterium tuberculosis 
	Not detected

	CEA
	0.9 ng/mL

	Alpha fetoprotein
	15 ng/mL

	CA 125
	30 U/mL

	CA 19-9
	< 2 U/mL


ANA: Antinuclear antibodies; CEA: Carcinoembryonic antigen; CA 19-9: Carbohydrate antigen 19-9; CA 125: Cancer antigen 125.
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