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Abstract

Acute superior mesenteric vein thrombosis is an uncommon but life threatening disease condition. In the setting
of antiphospholipid syndrome, it is rare.

This is a case of a 49 year old male who presented with a 2 day history of nausea, vomiting and abdominal pain.
He had a previous history of deep vein thrombosis and pulmonary embolism about a year ago. Triple phase
computed tomography confirmed superior mesenteric vein thrombosis. Lupus anticoagulant antibody was positive.
He was initiated on heparin and then transitioned to warfarin. Given the finding of primary antiphospholipid
syndrome, he is currently on lifelong anticoagulant therapy. Surgical resection, site directed thrombolysis and
thrombectomy are other options of treatment for acute superior mesenteric vein thrombosis.

With the diagnosis of acute superior mesenteric venous thrombosis, with or without any identifiable triggering
factor, a search for hypercoagulable state is indicated. This will help determine the duration of anticoagulation
therapy and prevent recurrent thrombosis.

Acute Superior Mesenteric Vein Thrombosis in a Patient with Primary Antiphospholipid Syndrome: A Case Report

and Brief Review of the Literature.
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Introduction

Acute superior mesenteric vein thrombosis is uncommon but lethal.
In the setting of antiphospholipid syndrome, it is very rare.
Antiphospholipid syndrome is defined by vascular thrombosis,
pregnancy morbidity and persistent laboratory finding of one of the
antiphospholipid antibodies. These antibodies include lupus
anticoagulant, anticardiolipin and anti-B2 glycoproteinl antibodies
[1]. Antiphospholipid syndrome can be classified as primary or
secondary. Primary antiphospholipid syndrome occurs without any
associated systemic disease while secondary antiphospholipid
syndrome coexists with an underlying disease such as systemic lupus
erythematosus. This is the first case report of acute superior mesenteric
vein thrombosis associated with primary antiphospholipid syndrome
with positive lupus anticoagulant antibody.

Case Report

A 49-year-old male presented with two weeks history of left sided
cramping abdominal pain and one day of vomiting. Abdominal pain
worsened with eating. He denied any fever or chills. He had one
episode of bloody stool a day before presentation to the hospital. Past
medical history is significant for deep vein thrombosis and pulmonary
embolism one year earlier. Family history is notable for a brother that
died at age 35 years from a massive myocardial infarction. The patient

smoked one pack of cigarettes daily and had smoked for 20 years. He
reported being told; he had a blood clotting disorder during his
admission a year ago. He took warfarin for a couple of months and
then stopped warfarin.

Chest and Cardiovascular examinations were within normal limits.
Abdomen was soft, tender on palpation in epigastric and left
hypochondrial area. Rectal exam revealed guaiac positive stool.
Complete blood count, complete metabolic panel, lipase and amylase
were all within normal limits. Triple phase computerized tomography
of the abdomen showed thrombosis of the superior mesenteric vein
(Figure 1).

Protein C, protein S, antithrombin III, and factor V Leiden were all
normal. Prothrombin gene mutation was negative. Antinuclear
Antibody, Anti-Double Stranded DNA and Anti-smith antibodies were
negative. Rheumatoid factor, Anti CCP antibodies, Hepatitis C, HIV
and Rapid plasma reagin (RPR) tests were all negative. Prothrombin
time was 14 seconds.

Activated partial thromboplastin Time was 50 seconds. The Dilute
Russell Viper Venom Time (DRVVT) was prolonged at 67 seconds. The
prolonged DRVVT did not correct with mixing study. Hexagonal
phase neutralization assay test was positive confirming lupus
anticoagulant positivity in this patient.
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Figure 1: Triple phase Computed tomography of abdomen showing
thrombosis of the superior mesenteric vein and edema of the
mesentery root (white arrow).

The patient was started on heparin and eventually switched to
warfarin on reaching therapeutic international normalized ratio (INR).
He responded well to warfarin and did not require surgical
exploration. Medical records from his previous admission were
retrieved, and it did confirm lupus anticoagulant antibody. Given
recurrent thrombosis and his family history as well as positive lupus
anticoagulant antibody and absent underlying connective tissue
disease, he was diagnosed with primary antiphospholipid syndrome.
The patient is currently on lifelong warfarin therapy.

Discussion

In 1952, Conley and Hartmann described venous thrombosis
associated with lupus anticoagulant antibody [2]. Antiphospholipid
Syndrome is characterized by arterial, venous or small vessel
thrombosis, pregnancy complications and positive antiphospholipid
antibodies which are present on 2 or more occasions, twelve weeks
apart [1]. The commonest area of thrombosis in antiphospholipid
syndrome is the deep veins of the calf. Superior mesenteric vein
thrombosis may occur but is very rare in Antiphospholipid Syndrome.
A review of the English Literature revealed only 5 case reports of acute
superior mesenteric vein thrombosis in the setting of primary
antiphospholipid syndrome [3-7]. This case is unique, in that it is the
only case of acute mesenteric vein thrombosis with lupus anticoagulant
positive primary antiphospholipid syndrome reported so far. Venous
thrombosis is due to stagnant blood flow, vascular damage and a
hypercoagulable state (Virchow’s triad) [8,9]. In this case report,
smoking and discontinuation of warfarin in this patient with lupus
anticoagulant antiphospholipid syndrome contributed to the
development of superior mesenteric venous thrombosis. Acute
superior mesenteric vein thrombosis has an incidence of 5-6% with a
slight male to female preponderance [10,11]. The ileum is the most
common site involved by superior mesenteric vein thrombosis
(64-83%) followed by jejunum (50-81%), colon 14% and duodenum
4-8% [10,11].

Clinical features of acute superior mesenteric thrombosis include
nausea and vomiting, anorexia, abdominal pain, fever, diarrhea, and

bloody stools [3,4]. Bloody stools portend bowel ischemia or
infarction. Hematemesis from esophageal varices may develop in
chronic mesenteric venous thrombosis. Acute superior mesenteric vein
thrombosis most frequently presented as abdominal pain (83%),
anorexia (53%), nausea and vomiting (50%) and diarrhea (43%) [10].
Imaging studies reveal thrombosis in the mesenteric veins, establishing
a definitive diagnosis of mesenteric venous thrombosis. Computed
Tomography with contrast is the initial test of choice and is diagnostic
in up to 90% of cases [12]. If this fails to make a diagnosis, and there is
high clinical suspicion of thrombosis, CT angiography with delayed
imaging or Magnetic resonance angiography may be done. Computed
tomography findings of acute mesenteric venous thrombosis include a
venous filling defect, bowel wall edema, mesenteric stranding and lack
of flow in the mesenteric veins. CT findings of bowel wall thickening
>3 mm and intestinal pneumatosis suggest intestinal infarction [13].

After diagnosis of acute superior mesenteric vein thrombosis
without any identifiable predisposing or triggering factor, a search for
hypercoagulable state is indicated to help determine the duration of
therapy. This will help prevent recurrent thrombosis. Treatment of
Acute mesenteric vein thrombosis involves bowel rest, anticoagulation
to limit the extension of thrombosis and monitoring for any clinical
deterioration. Surgical exploration is indicated for those with features
of bowel infarction or peritonitis. Site directed thrombolysis with
streptokinase, urokinase or tissue plasminogen activator (TPA) may be
employed at specialized centers in severe thrombosis with poor
response to anticoagulation and no signs of bowel infarction.
Mechanical thrombectomy may be used when there is a
contraindication to the use of anticoagulation. Duration of
anticoagulation may vary from 6 months to lifelong.

Lifelong anticoagulation with warfarin is warranted in patients with
hypercoagulable states.

Long term treatment with low molecular weight heparin can be a
safe and effective alternative to warfarin in refractory thrombotic
antiphospholipid syndrome [14,15]. The role of the new oral
anticoagulants (rivaroxaban, apixaban, edoxaban, dabigatran etexilate)
in the treatment of recurrent thrombosis in antiphospholipid
syndrome is currently under study in ongoing controlled clinical trials.

Conclusion

Acute superior mesenteric vein thrombosis is a rare, but life
threatening complication of antiphospholipid syndrome .Treatment of
superior mesenteric vein thrombosis includes anticoagulation or
surgical resection with bowel infarction. Lifelong anticoagulation is
warranted when acute superior mesenteric vein thrombosis occurs in
the setting of primary antiphospholipid syndrome.
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