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CASE REPORT

Mitral valve leaflet and free-floating
left atrial thrombi with ‘rhupus’ and
antiphospholipid syndrome
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27-year-old Arab woman with history of
Aseronegative rheumatoid arthritis for four
years presented with a three-day history of multiple
joint pains and swelling, along with fever. Clinically,
she had bilateral rheumatoid hand deformities
with signs of active arthritis of elbows, hands and
knee joints. She was in sinus rhythm with normal
cardiac examination. She was treated with steroids
and was responding well except for mild fever, for
which an echocardiogram was requested to rule
out infective endocarditis.

Images from her transthoracic and transoesophageal
echocardiogram showed two large (2 cm?) left
atrial nodular masses; one attached to the atrial
surface of the anterior mitral leaflet tip and another
free-floating in the left atrium, but not causing

any mitral valve obstruction (figure 1). The mitral
leaflets appeared normal with no regurgitation

and no masses were noted in other chambers or
valves including atrial appendages. A differential
diagnosis of vegetations, thrombus or tumour mass
was considered. Three sets of blood cultures were

negative. A thrombophilia screen demonstrated
markedly raised IgG anticardiolipin, B2 glycoprotein
| antibodies and a positive lupus anticoagulant.

Her anti-nuclear antibody and anti-double-stranded
DNA were positive, confirming the diagnosis of
systemic lupus erythematosus (SLE). Her anti-
cyclic citrullinated peptide was positive, suggesting
a diagnosis of ‘rhupus’, an overlap between
rheumatoid arthritis and SLE.!

She also had an incidental finding of bilateral
external jugular vein thrombosis detected

during computed tomography of neck, chest

and abdomen. The patient was managed with
intravenous heparin followed by high intensity
oral warfarin. Her follow-up echocardiograms
showed complete resolution of both masses by
four weeks without any systemic embolism (figure
2). Her antiphospholipid antibodies along with
lupus anticoagulant repeated at three months were
positive, confirming secondary antiphospholipid
syndrome according to Sapporo criteria.?

Figure 1. Transthoracic (A, B) and trans-oesophageal (C) echocardiography showing the presence of
a large nodular free-floating left atrial thrombus along with a nodular thrombus attached to anterior
mitral valve leaflet (arrow heads) in a patient with rhupus and secondary antiphospholipid syndrome
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Key: LA = left atrium; LV = left ventricle; RA = right atrium; RV = right ventricle
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being venous or arterial thrombosis and recurrent  In our patient, the occurrence of free-floating

Figure 2. Transthoracic echocardiography fetal loss. The syndrome occurs in isolation mass in association with an isolated mitral
repeated after four weeks of oral (primary APS) or in association with connective ~ valve leaflet mass, along with evidence of
anticoagulation showed complete tissue diseases (secondary APS), particularly thrombosis at another site and typical laboratory
resolution of intracardiac thrombi in SLE.2 Heart valve lesions (vegetations, valve abnormalities, favoured the diagnosis of

7 [EUIEE I RIS AT SR GRS thickening and dysfunction) are frequent in APS,  intracardiac thrombi in a patient with APS.
antiphospholipid syndrome independent of SLE.? Free-floating ball thrombi are usually seen in

patients with rheumatic mitral stenosis and, to
our knowledge, this has never been described

in a patient with APS and rhupus. Treatment

of thrombotic vegetations in patients with

APS without significant valve dysfunction is
controversial. Individual case reports®® have
noted favourable response to anticoagulation, as
seen in our patient. In contrast, long-term follow-
up studies have reported that anticoagulant and/
or antiplatelet therapy are ineffective in terms of
valvular lesion regression.’

Review of literature suggests that there are
two distinct types of vegetations in patients
with APS associated with or without systemic
emboli. Libman-Sacks vegetations® described
specifically in SLE are sterile fibrofibrinous
masses that are typically sessile, wart-like
(verrucoid) and small, varying from pinhead
size to 3—-4 mm. In addition, Roldan et al.*
have noted that thrombotic vegetations occur
in lupus patients due to a hypercoagulable
state and that these vegetations (also called
non-bacterial thrombotic endocarditis) cannot
be clearly differentiated from Libman-Sacks

Key: LA = left atrium; LV = left ventricle

In conclusion, this case illustrates that intracardiac
thrombi may precede other manifestations of APS.

Discussion vegetations on echocardiography. There are It .alsc.) hlghllghts the need to screen young patients
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