
Abstract

Superior Mesenteric Artery thrombosis can lead to acute mesen-
teric ischaemia with devastating consequences. The main dilemma
for the surgeon is the delay in diagnosis and a definitive treatment,
as these patients may present with signs of peritonism but not
frank peritonitis until the ischaemia results in infarction and or
perforation. We report a detailed literature search and a unique
case of jejunal ischaemia in the setting of undiagnosed
Antiphospholipid Syndrome and Factor V Leiden heterozygosity
where a delayed diagnosis resulted in an unnecessary prolongation
of patient’s morbidity. (Acta gastroenterol. belg., 2008, 71, 263-266).
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We report a unique case of jejunal ischaemia in the
setting of undiagnosed Antiphospholipid Syndrome
(APS) and Factor V Leiden (FVL) heterozygosity. This
triad is rather unusual and to the best our knowledge has
not been reported in the literature. 

Case report

A 51-year-old gentleman presented to our accident
and emergency department with one day history of sud-
den onset, severe colicky central abdominal pain radiat-
ing to both flanks. The pain had started after consump-
tion of a homemade egg sandwich. It was associated with
nausea, six episodes of vomiting mainly gastric contents,
and one loose motion without any blood in the stools. He
had no other symptoms. 

Ten years earlier, this gentleman had been diagnosed
with low-grade microscopic colitis (moderate inflamma-
tory cell infiltration of lamina propria with focal distor-
tion of crypts but no active cryptitis). He had been taking
Mesalazine and Imodium until five years previously
when his symptoms resolved. He was intermittently tak-
ing non steroidal anti inflammatory drugs for osteoarthri-
tis. His modifiable cardiovascular risk factors include
smoking ten cigarettes a day for forty years and a week-
ly consumption of ten units of alcohol. He was not
known to be diabetic, hypertensive or hyperlipidaemic
on admission but was later shown to have a total choles-
terol of 6.5 (the upper limit of normal), HDL 0.89 (0.9-
1.5), LDL 4.63, HDLR 7.3 (0-5) and triglycerides 2.15
(0.3-1.8). He had a positive family history of cardiovas-
cular disease as his brother died in his fifties due to a
cerebral infarct. 

Clinically, he had low-grade pyrexia (37.5 °C). His
abdomen was generally tender all over with evidence of
peritonism, but not peritonitis. No abnormal masses were
felt and the bowel sounds were normal. Digital rectal
examination did not reveal any blood or other abnormal-
ity. A full blood count showed elevated white cell count
(18.4 * 109/L), neutrophil count (16.9 * 109/L), and nor-
mal haemoglobin (15.9 g/dl). C reactive protein was
13 mg/L and erythrocyte sedimentation rate was
13 mm/hr. Prothrombin time (PT) was 13.7 (11.5-16.0)
and Activated Partial Thromboplastin Time (APTT) was
25.1 (26.0-38.0). A plain abdominal X-ray revealed no
abnormities. A working diagnosis of gastroenteritis or
exacerbation of Ulcerative Colitis was made. On the sec-
ond day, the patient had an episode of fresh rectal bleed-
ing followed by altered rectal bleed. An upper GI
endoscopy and colonoscopy failed to localise the source
of the bleeding. A Computerized Tomography (CT) scan
of the abdomen with intravenous contrast demonstrated a
circumferential thickening (up to 9 mm) over 30 cm
length of jejunum (Fig. 1C). There was an ill-defined
area of low intensity in the upper pole of the right kidney
(Fig. 1B) and some cortical scarring in the left kidney.
The scan also revealed a small filling defect in a segmen-
tal branch of the Superior Mesenteric Artery (SMA) sug-
gestive of branch SMA thrombosis (Fig. 1C). ECG and
echocardiogram were within normal limits and a throm-
bophillia screen was requested prior to treating the
patient with daily 18,000 UI of Low Molecular Weight
Heparin, Dalteparin Sodium (Fragmin) as advised by the
haematologists. Warfarin loading dose was commenced
six days later.

At no stage during his stay did the patient show clear
signs of acute intestinal obstruction, acute peritonitis, or
metabolic acidosis expected in patients with significant
intestinal ischaemia, necessitating surgical intervention.
The patient’s symptoms resolved on conservative treat-
ment and he was discharged home seven days later with
an International Normalized Ratio (INR) of 2.9, and the
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presence of Lupus Inhibitor (LI), previously known as
Lupus Anticoagulant, and anticardiolipin IgG antibodies
(13.0), in keeping with the diagnosis of APS.
Interestingly, the patient additionally exhibited FVL het-
erozygosity and a low level resistance 1.77 (normal
range : ratio of 2-4) to Activated Protein C (APC), a nat-
ural anticoagulant. The value of non-normalised APC
ratio in this patient was 0.80 (0.7-1.4) prior to warfarin
therapy. Anti Nuclear, Anti Smooth Muscle, Anti
Mitochondrial, and Anti Gastric Parietal Cell Antibodies
together with Rheumatoid Factor were negative. The
patient’s symptoms resolved with conservative manage-
ment and he was discharged with life long Warfarin ther-
apy and a follow up appointment with the haematologist.

At eight months follow up repeat anticardiolipin IgG
antibody was positive (19.7) with a negative anticardi-
olipin IgM (0.9) confirming the diagnosis of APS. APTT
was 39.0 (26.0-38.0), and International Normalised
Ratio was 3. He had cut down smoking to 2-3 cigarettes
per day and consumed minimal alcohol. He had no recur-
rence of abdominal symptoms since his discharge, but he
was being investigated by the vascular surgeons for left
calf claudication on walking. He had palpable femoral
artery, popliteal artery, or dorsalis pedis. There was no
evidence of abdominal aortic aneurysm and he was
managed conservatively. 

Discussion

There are three categories of intestinal ischaemia
namely acute mesenteric ischaemia (AMI), chronic
mesenteric ischaemia (intestinal angina), and colonic
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presumptive diagnosis of jejunal ischaemia secondary to
segmental branch SMA thrombosis. He was advised to
continue Warfarin with regular dose monitoring.

The patient returned to the hospital, ten days after dis-
charge, with the same symptoms of colicky central
abdominal pain and generalised abdominal tenderness
without signs of overt peritonitis. Full blood count
revealed a white cell and neutrophil count of 21.7 and
17.37 * 109/L respectively with a 3.1 g/dl haemoglobin
drop (from 15.9 to 12.8) compared to the initial presen-
tation. C reactive protein was 26 mg/L and INR was 2.1.
A repeat CT scan of the abdomen showed a partial reso-
lution of previous jejunal dilatation as well as a new 3cm
splenic infarct. On day two of the second admission, the
patient developed colicky pain in the left iliac fossa. An
abdominal ultrasound scan showed no significant differ-
ence from the previous CT scan. He continued on full
dose anticoagulation therapy. The thrombophillia screen
requested at the time of first admission, revealed the

Fig. 1. — Abdominal CT with arterial contrast from the first
admission with abdominal pain. White arrows show : A)
Circumferential jejunal wall thickening. B) Decreased uptake
of contrast in the upper pole of right kidney in keeping with
infarction. C) Small filling defect in a segmental branch of
SMA.
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ischaemia (ischemic colitis). Jejunal infarctions due to
SMA thrombosis per se are rare but potentially fatal
despite surgical intervention. SMA thrombosis can lead
to AMI with a mortality rate of 59% to 100% due to non-
specific and delayed diagnosis (1,2). The variable mor-
tality is due to the wide range of possible causes giving
rise to this condition. The most common aetiologies of
AMI in order of prevalence are embolic, thrombotic,
venous thrombosis and non-occlusive disease (1). 

There have been previous reports of jejunal ischaemia
associated with a variety of different conditions (3-12),
however in an extensive literature search we have not
been able to find any reports of small bowel ischaemia
associated with both FVL heterozygosity and APS. We
are reporting the first of such an interesting case, which
proved to be a surgical dilemma as these are not com-
monly seen in surgery and the diagnosis was not made
until the thrombophilia screen results became available.
A prolonged APTT on admission could have raised the
suspicion of APS, but our patient’s admission APTT was
not prolonged. 

It is important to acknowledge that the combination of
cardiovascular risk factors including smoking, hyper-
triglyceridaemia, low HDL, and family history of cere-
bral infarct in our patient’s brother, are likely to have
contributed to his problems. The two thrombophilic
abnormalities, FVL and APS present here, may have
played a precipitating role in the development of jejunal
ischaemia. In fact the latter two may have also been part-
ly responsible for the family history of the patient.

APS and small intestinal ischaemia

APS, first described in 1983 (13), is a systemic
autoimmune disorder characterized by arterial and/or
venous thrombosis and recurrent foetal loss. It may be
accompanied by thrombocytopenia, elevated titres of

anticardiolipin antibody, and LI. The latter is an Ig G or
Ig M, causing a delay in the partial thromboplastin time
in vitro whilst associated with thrombosis in vivo. 

The gastrointestinal manifestations of APS include ;
Budd-Chiari syndrome, atypical gastro-intestinal ulcers
and bleeding, oesophageal varices secondary to portal
vein thrombosis, visceral infarctions, and pancreati-
tis (14). APS presenting with jejunal ischaemia or infarc-
tion is uncommon and is associated with a poor outcome.
Usually patients have been reported to suffer from
mesenteric angina (15,16), which if undiagnosed, may
result in acute intestinal ischaemia or infarction (16-18).

It has been suggested that APS can result in arterial
and/or venous occlusion and hence intestinal ischaemia
via three major mechanisms ; thrombosis, vasculitis or
proliferative vasculopathy. The latter often involves
proximal stenosis of superior and inferior mesenteric
arteries and coeliac axis with intimal and medial hyper-
plasia (16,19). It runs a more protracted course and
shows development of collaterals in contrast to patients
with thrombosis.

In the reported cases, the patient’s acute presentation
of intestinal ischaemia or infarction has either been on a
background of known APS or Anti Cardiolipin antibod-
ies, mesenteric angina, or previous thrombotic disease.
Our patient became a surgical predicament, as he did not
exhibit any of the above features, resulting in delay in
reaching a final diagnosis. 

FVL and small intestinal ischaemia

FVL mutation is one of the most common genetic
causes for venous thrombosis with a prevalence as high
as 5% in white Europeans and Americans. A point muta-
tion in Factor V gives rise to FVL (20), which can lead to
the phenomenon of resistance to the natural anticoagu-
lant activity of APC, a serine protease which inactivates
Factors Va and VIIIa. 

Our patient had a low APC resistance of 1.77 (2.0-
4.0). A high APC resistance favours FVL, although a
reduced APC resistance does not exclude FVL. 

Our patient had a heterozygote gene defect for Factor
V. There have been case reports of small bowel infarction
in a patient homozygous for FVL mutation (21).
Additionally colonic ischaemia (22) and mesenteric
venous thrombosis (23-25) have been noted in those who
show heterozygosity for FVL, but we found no reports of
jejunal ischaemia secondary to SMA thrombosis that
was associated with Factor V mutation heterozygosity.

It is interesting to note that Willeke et al also reported
a patient with FVL heterozygosity resulting in ischaemic
colitis (IC) which was initially thought to be Crohn’s dis-
ease based on macroscopic appearances (22). As our
patient had histological evidence of microscopic colitis
ten years earlier, we wonder if the original diagnosis of
colitis was in fact an ischaemic episode. The clinical
symptoms and signs of ischaemic colitis often overlap
with those of inflammatory bowel disease. Misdiagnosis
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Fig. 2. — CT of abdomen and pelvis from the second admis-
sion with abdominal pain. A new wedge shaped low density
area in the spleen, in keeping with infarction, can be seen
(white arrow).
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and thus treatment of IC with corticosteroids can worsen
IC, and result in silent colonic perforations (26). 

Treatment of intestinal ischaemia depends on its
causative pathology. However, anticoagulation or less
frequently thrombolysis as well as surgical interventions
(1) are the main line of treatment. The foremost dilemma
for the surgeon is the delay in diagnosis and a definitive
treatment, as these patients usually present with signs of
peritonism but not frank peritonitis until infarction and or
perforation set in. The optimum timing of surgery can
sometimes be missed, resulting in high level of morbidi-
ty and mortality. 

Conclusion

Jejunal ischaemia in association with APS and FVL
results in high morbidity and mortality. Although an
uncommon condition, it can be missed and may result in
fatal outcome. We recommend an early thrombophillia
screen in patients presenting with non-specific gastroin-
testinal symptoms and signs similar to our patient, in
whom an initial definitive clinical diagnosis and manage-
ment plan is difficult to formulate. A timely diagnosis
and correct treatment is likely to save these patients from
undergoing a major surgical operation and its conse-
quences.
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