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Coeliac artery stenosis and
antiphospholipid (Hughes) 
syndrome/antiphospholipid anti-
bodies

Sirs,
Arterial and venous thromboses are cardi-
nal features of the antiphospholipid (Hugh-
es) syndrome (APS) (1). Recent reports
suggest that arterial stenotic lesions may
also be observed in APS patients (2, 3). For
example, there are anecdotal reports of
mesenteric artery stenosis in patients with
APS (4, 5). We have observed a spectrum of
coeliac artery disease ranging from narrow-
ing to complete occlusion in APS patients
and describe 17 patients with coeliac artery
lesions and antiphospholipid antibodies
(aPL). Fourteen patients fulfilled the Sap-
poro criteria for APS. Three patients only
had positive aPL. Thirteen patients had SLE
(12 with APS and 1 aPL only) and 2 prima-
ry APS. Ten patients complained of abdom-
inal angina and weight loss or failure to
thrive. One other patient with lupus nephri-
tis had recurrent chronic gastric erosions,
which failed to respond to conventional
therapy of proton pump inhibitors; her gas-
tric biopsy was suggestive of ischaemia. All
but one were young women of Caucasian
origin. Their median age was 42 years (29
to 78 years). Only one who was over-
weight (BMI 26), had diabetes mellitus, all
other had BMI <25. Two patients smoked
more than 7 cigarettes/day without any evi-
dence of peripheral vascular disease, one
other had high cholesterol for which she
was on a statin and five patients had arterial
hypertension. They all had normal cardiac

rhythm and none were receiving oestrogen
containing hormone replacement therapy.
Six of 14 patients with APS were anti-coag-
ulated for their previous thrombotic events
and remaining received aspirin. We used
magnetic resonance angiography as the
principal method of investigation. All our
patients were screened at the end-inspiratory
phase minimising the error of median arcu-
ate ligament compression syndrome (6).
All patients had coeliac artery stenosis with
variable severity. One patient had calcifica-
tion at the origin of the coeliac trunk. Six
patients had complete occlusion of the
coeliac artery (Table I) including 2 patients
with secondary APS where there was retro-
grade filling of the coelic artery from the
superior mesenteric artery. This may
explain the lack of abdominal symptoms in
these patients. The patient with recurrent
gastric erosions and ischaemic gastritis on
biopsy had significant narrowing of the
coeliac trunk. The lesions observed in these
patients were not typical of atherosclerosis
as evidenced by the smooth and regular aor-
ta. The lesions were at and distal to the osti-
um and were smooth and regular (Fig. 1).
A previous report by our group described an
inferior mesenteric artery occlusion causing
large bowel infarction in a patient with SLE
and positive aPL (4). There is also a case
series in which coeliac artery stenosis was
observed in a patient with HIV and aPL (5).
In a case report 37-year-old woman with
primary APS who developed widespread
necrosis of the small intestine and ascend-
ing colon, histological examination of the
resected superior mesenteric artery showed
complete thrombosis 2 cm distal from its
origin with smooth muscle proliferation (7).
Similarly, Sipek-Dolnicar examined histo-
pathological and immuno-histological find-
ings in his 14 patients with SLE of whom
13 had anticardiolipin antibodies (aCL).
The autopsy samples of these patients
showed frequent vascular occlusion due to
thrombosis, thrombotic microangiopathy
related changes and arterial intimal fibrous
hyperplasia. Surprisingly immune com-
plexes were sparingly seen in those patients
with aCL (8). The accelerated atherosclero-
sis is also a known complication of APS (9).
The intima –medial thickness has also been
shown to increase in APS patients who did
not have any traditional atherosclerotic risk
factors (10). These findings suggest the
possibility of thrombosis, endothelial dys-
function and/or accelerated atherosclerosis
individually or together may be responsible
for the coeliac artery stenosis in patients

with APS/aPL.
In summary, our data describing 17 patients
with lesions of celiac trunk indicate that, as
in the renal arteries, the coeliac arteries may
also be involved in patients with aPL. We
have previously described renal artery
stenosis in aPL positive patients with
uncontrolled hypertension (2). This prelim-
inary data extends this observation by
reporting a case series of aPL positive
patients with coeliac artery lesions. We
have now embarked upon a controlled
study to assess the prevalence of CAS and
it’s association with aPL.

S.R. SANGLE, MD
W. JAN1, FRCR
I.S. LAU, MD
A.N. BENNETT, MRCP
G.R.V. HUGHES, MD FRCP
D.P. D’CRUZ, MD FRCP

The Lupus Research Unit, The Rayne Institute,
Lambeth Wing, St Thomas’ Hospital, London;
1Radiology Department, St Thomas’ Hospital,
London, UK.
Address correspondence to: Dr. David P.D’Cruz,
The Lupus Research Unit, The Rayne Institute,
St. Thomas’ Hospital, London SE1 7EH, UK.
E-mail: david.d’cruz@kcl.ac.uk

References
1. HUGHES GRV: Off the beaten track: A clinician’s

view. In: Hughes Syndrome (antiphospholipid syn-
drome), MA Khamashta (Ed), Springer, London
2000; 105-110.

2. SANGLE S, D’CRUZ D, JAN W et al.: Renal artery
stenosis in antiphospholipid syndrome and hyper-
tension. Ann Rheum Dis 2003: 999-1002. 

3. WONG M, SANGLE S, JAN W, HUGHES GRV,
D’CRUZ DP: Intracranial occlusion in patients with
antiphospholipid (Hughes) syndrome. Rheumatol-
ogy 2005; (Epub).

4. ASHERSON RA, THOMPSON RP, MACLACHLAN
N, BAGULEY E, HICKS P, HUGHES GR: Budd
Chiari syndrome, visceral arterial occlusions, recur-
rent fetal loss and the “lupus anticoagulant” in sys-
temic lupus erythematosus. J Rheumatol 1989; 16:
219-24. 

5. CHAHID T, ALFIDJA AT, BIARD M, RAVEL A,
GARCIER JM, BLOYER L: Endovascular treatment
of chronic mesenteric ischaemia: result in 14 pa-
tients. Cardiovasc Intervent Radiol 2004; 27: 637-
642.

6. LEE V, MORGAN J, ANDREW G et al.: Celiac artery
compression by the median arcuate ligament: A pit-
fall of end-expiratory MR imaging. Radiology 2003;
228: 437-442.

7. KOJIMA E, NAITO K, IWAI M, HIROSE Y, ISOBE K,
TAKANO K: Antiphospholipid syndrome complicat-
ed by thrombosis of the superior mesenteric artery,
co-existence of smooth muscle hyperplasia. Intern
Med 1997; 36: 528-31.

8. SIPEK–DOLNICAR A, HOJNIK M, BOZIC B, VIZ-
JAK A, ROZMAN B, FERLUGA D: Clinical presen-
tations and vascular histopathology in autopsied
patients with systemic lupus erythematosus and
anticardiolipin antibodies. Clin Exp Rheumatol
2002; 20: 335-42.

9. GEORGE J, SHOENFELD Y: The antiphospholipid
“Hughes syndrome” syndrome: a cross roads of auto-
immunity and atherosclerosis. Lupus 1997; 6: 559-
60. 

10. MEDINA G, CASAOS D, JARA LJ et al.: Increased
carotid artery intima-media thickness may be asso-
ciated with stroke in primary antiphospholipid syn-
drome. Ann Rheum Dis 2003; 62: 607-10.

Table 1.

Patients (n = 17) Symptomatic Asymptomatic Total Occlusion Incomplete 
occlusion

Primary APS (n = 2) 1 1 1 1

Secondary APS /aPL (n = 13) 8 5 4 9

Positive aPL only (n = 2) 1 1 1 1

Fig. 1. MRA showing coeli-
ac artery stenosis in a patient
with APS.


