Isolated tricuspid valve Libman-Sacks endocarditis in
a patient with antiphospholipid antibody syndrome
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DESCRIPTION

A 30 year-old woman presented with an episode
of transient ischaemic attack (TIA). She had
a history of four consecutive first trimester abor-
tions over the past 5 years and had no live issues.
A physical examination revealed livedo reticu-
laris on her palms and feet (figure 1). On cardiac
auscultation, a pansystolic murmur was heard in
the tricuspid area. The remainder of the physical
examination was unremarkable. The patient denied
any history of dyspnoea, palpitations or swelling of
the feet. She had leucopenia and thrombocytopenia
with a platelet count of 80 x10°/L. Rheumatological
evaluation yielded a positive lupus anticoagulant
and elevated IgG anticardiolipin antibody levels
(>300U/mL). However, testing for antinuclear
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Figure 1

Bilateral palms showing reddish-cyanotic,
reticular pattern of skin, characteristic of livedo reticularis.
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Figure 2 Echocardiogram, apical four-chamber view,
showing a subtricuspid vegetation. LA, left atrium; LV, left
ventricle; RA, right atrium; RV, right ventricle.
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Figure 3  Echocardiogram-modified parasternal short
axis view showing the heterogeneous echogenicity and
irregular margins of the vegetation. LA, left atrium; RA,
right atrium; RV, right ventricle.
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Figure 4 Echocardiogram with colour Doppler
comparison showing the subtricuspid vegetation and
evidence of moderate tricuspid regurgitation.

antibody and antibodies against I[gM anticardiolipin
and beta-2-glycoprotein 1 yielded negative results.
Screening for secondary causes of positive antiphos-
pholipid antibodies was unremarkable including a
negative work-up for systemic lupus erythematosus
(SLE). Brain imaging was also normal. Echocardi-
ography was done that revealed mildly thickened
tricuspid valve leaflets and a 6 X8 mm subtricuspid
mass which was heterogeneous in echogenicity
with irregular borders and showed no indepen-
dent motion (figures 2 and 3, online supplemen-
tary video 1). These findings led to a diagnosis of
Libman-Sacks endocarditis (LSE). On colour flow
imaging, moderate tricuspid regurgitation was seen
(figure 4). All the other valves were free of disease
and ventricular function was normal. There was no
evidence of any intracardiac shunt on echocardiog-
raphy. Blood cultures, performed for a vast array
of microorganisms including HACEK group, were
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sterile and C-reactive protein was normal. Patient was started
on warfarin and aspirin and repeat antibody testing at 3 months
confirmed the diagnosis of antiphospholipid antibody syndrome
(APS), consistent with the presentation with TIA (suggesting
arterial thrombosis) and livedo reticularis.

Learning points

» Libman-Sacks endocarditis (LSE) should be strongly
suspected when any significant valve vegetation is identified
in a patient with systemic lupus erythematosus and/or
antiphospholipid antibody syndrome.

» LSE usually involves the mitral and aortic valves and isolated
tricuspid valve involvement is extremely rare.

» LSE vegetations have a typical appearance on
echocardiography characterised by irregular margins,
heterogeneous echogenicity and no independent motion.

» LSE vegetations are typically small (1-4 mm) and respond
well to anticoagulants. In the present case, the large
vegetation and poor response to treatment raise the
speculation that these lesions undergo a progressive
increase in size and severity, if left untreated for longer
disease durations.

» Treatment involves drug treatment with steroids and
anticoagulation, while surgery is reserved for worsening
valvular damage and dysfunction.

At 6-month follow-up, there was no significant reduction in
the size of the Libman-Sacks vegetation. However, there was
no clinical deterioration, so conservative management was
continued. LSE is a typical cardiac manifestation of autoimmune
diseases like SLE and APS and usually involves the mitral and
aortic valves. Tricuspid valve involvement is extremely rare.!
Conservative treatment with anticoagulation is the recom-
mended treatment. Patients with severe intractable symptomatic
valvular dysfunction require surgical intervention.”
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