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Introduction
Sclerosing mesenteritis (SM) is a non-specific inflammatory 
mass forming lesion in the mesenteric connective tissue 
that is characterized by variable degrees of fibrosis, chronic 
inflammation and fat necrosis mainly affecting the mesentry of 
the small bowel [1-4]. Possible risk factors include malignancy, 
autoimmune diseases, ischemia and history of previous surgery 
[5-10] due to its similarities clinically and radio logically with 
malignancy, sometimes they are indistinguishable [3,6,7]. 
Most recently, Sclerosing mesenteritis has been recognized 
to be associated with IgG4-RDand the term IgG4 related 
mesenteritis has since been incorporated into this spectrum of 
diseases [5,6].

We report a very rare case of IgG4-related sclerosing 
mesenteritis with multiple bowel perforations that underwent 
multiple surgical procedures starting from resection and 
anastomosis to excision of a mass in the jeugenal mesentry to 
another exploration in addition to the hemi thyroidectomy done 
before for a multi nodular goiter proved pathologically to be a 
papillary thyroid adenocarcinoma.

Case Report
A-27 year-old woman,who had a resection and anastomosis 
operation 2 months ago at the police hospital in Cairo for 
multiple intestinal perforations with peritonitis presented at 
the emergency room of the Air force specialized hospital in 
Cairo by an acute abdominal pain, severe recurrent vomiting 
and pain allover. An erect and supine plain x ray abdomen 
were done which were normal, there was an electrolyte 
imbalance the patient was admitted at the surgical department 
where a CT scanning of the abdomen revealed an irregular 
shaped mass 4 mm in diameter over the jeugenal mesentryan 
initial nasogastric tube placed for decompression she was 
made nothing by mouth (NPO) and started total parenteral 
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nutrition (TPN), systemic antibiotics and pain killers. 
Elevated temperature, white blood cells (17.000), ESR (55), 
CRP (194) moderate microcytic hypochromic anemia (Hb: 9 
gm), hypo albuminemia (2.6 mg/dL) Vitamin D level was 50% 
of the reference range and pain allover are the main picture at 
that time. She is treated supportively till the surgeon explored 
her due to the persistence of recurrent severe abdominal pain 
and vomiting, the jeugenal mesenteric mass was existed 
and sent for histopathology. Still after excision of the mass, 
the abdominal pain and vomiting recurred vigorously for 
which arheumatological consultation for us was done. Upon 
taking history and examination of the patient I noticed her 
previous investigate on refer to a Hashimoto’s thyroiditis 
and an old scar of thyroid operation the patient mentioned 
that it was for a multi nodular goiter proved pathologically 
to be a papillary adenocarcinoma. Our new investigations 
revealed elevated circulating plasma blasts gated to CD38, 
CD138, CD27, CD19 and CD20 in a flow cytometry of 
peripheral blood with a picture consistent with IgG4-RD 
also, there were elevated IgG4 titer and IgG4/IgG titer ratio 
[11,12]. Without waiting the histo pathological results, we 
recommended a 3 days pulse of methylprednisolone IV 
infusion and cyclophosphamide by IV infusion to be recurred 
every month for 6 months according to their commended 
doses also a replacement for vitamin D by 200.000 IU every 
3 weeks. Two days later, the patient stopped vomiting with 
marked amelioration of the abdominal pain, she started a 
maintenance of 40 mg prednisone/d and discharged 2 weeks 
later after she was able to eat and walk supported waiting for 
another operation for dissection of intestinal adhesions and 
an abdominal wall fistula later on. She is now doing well. The 
biopsy of the mesenteric mass revealed fibroblasts among fat 
cells and store form proliferation of spindle cells with many 
inflammatory cells.
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Discussion
This report describes a woman with an IgG4 related Sclerosing 
mesenteritis. Among the implicated etiologies are previous 
surgery (40% to 70%), TB, Autoimmune diseases and vascular 
insufficiency. SM may be an IgG4 –RD [5,8] that dramatically 
responds to corticosteroid treatment. IgG4-RD is characterized 
by organ involvement and nodular/hyperplastic lesions in 
various organs due to marked infiltrations of lymphocytes and 
IgG4 positive plasma cells, as well as to fibrosis. Diagnosis of 
IgG4 -RD comprises in addition to the clinical; imaging, serum 
and histopathological examination: (1) Clinical examination 
showed show characteristic diffuse/local swellings or masses 

in single or multiple organs. (2) Hematological involved 
serum IgG4 concentration (>135 mg/dL), elevated circulating 
plasma blasts gated toCD38, CD27, CD27, CD20, CD19 
[9-12]. Histopathology examination showed show marked 
lymphoplasmacytic infiltrations, obstructive phlebitis, dense 
fibrosis and an infiltration of IgG4 positive plasma cells. 
Searching the internet for the relation between IgG4-RD and 
Sclerosing mesenteritis revealed eight cases ofIgG4 related 
Sclerosing mesenteritis [5,8,11] most of them are symptomatic 
with abdominal pain or a palpable abdominal mass. Abdominal 
CT scan is very important for an accurate diagnosis. Without 
histopathology, the following findings are important for 

Figure 1. Histopathology of the mesenteric mass.

Figure 2. Follow up CT scanning report of the abdomen.
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suggesting SM: (1) Hyper attenuating mesenteric fat. (2) 
Well defined soft tissue nodules less than 5 mm in diameter 
surrounded by a fatty halo (Fat ring sign). (3) Temporal pseudo 
capsule. The previous reports of association between IgG4-RD 
and Hashimoto’s thyroiditis and Papillary thyroid carcinoma 
as well as this lady need further large studies to clarify this 
association (Figures 1 and 2) [10].

Management
Ranges from left untreated in asymptomatic patients to 
surgical exploration in life threatening complications as 
bowel obstruction or perforation or if there is a suspicion of 
malignancy. Medical treatment including corticosteroids, 
tamoxifen, cyclophosphamide and azathioprine has also shown 
good results especially corticosteroids if SM is due to IgG4-
RD [1-3]. Building on the specific treatment recommendations 
given to patients by their doctor, meetings between the care 
manager and the patient could take a broad perspective and 
consider the medical, social, behavioral, and emotional impact 
that living with a chronic conditioner reducing a health risk 
might have on the patient’s quality of life. Each of the care 
manager’s interventions was intended to increase patient 
empowerment, supporting patients to develop the confidence to 
effectively self-manage their health. Throughout the course of 
treatment, the care manager would provide support to the patient 
in implementing actions based on the GP recommendations or 
in taking steps to make the lifestyle changes needed to improve 
health or lower health risk. Unfortunately, in this case like 
many others we don’t have this system of care manager, social 
workers, actually, her husband which is a police officer did well 
the role of care manager [13]. We recommend inclusion of IgG 
related sclerosis mesenteritis in every case of IgG4 recurrent 
abdominal pain and/or mesenteric masses.

Conclusion
IgG4-RD may be associated with SM, Hashimoto’s thyroiditis, 
and papillary thyroid carcinoma. Although SM may be difficult 
to be diagnosed without histopathology, yet, it should be 
considered in any abdominal pain or mesentric mass to avoid 
unnecessary surgical interventions especially with good 
response to corticosteroids. Also taking any thyroid abnormality 
in patients with IgG4-RD seriously for fear of the possibility of 
papillary thyroid carcinoma.
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