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Commentary: Sometimes it is
a zebra
Antiphospholipid syndrome.1

CENTRAL MESSAGE

Periodic review of rare periop-
erative conditions that have
catastrophic results is always
useful.
Kristen Errico, MD, and Edward Y. Sako, MD, PhD

El-Dalati and colleagues2 present a case report of a patient
who underwent a mitral valve repair for presumptive
culture negative endocarditis. Postoperatively, she devel-
oped thrombocytopenia, deep venous thrombosis, and
multiple arterial thrombi. Testing was positive for antiphos-
pholipid antibodies. Despite extensive, multidisciplinary
evaluation and treatment, she developed multiple strokes
and bowel ischemia, and died as a result of multisystem or-
gan failure, a scenario termed catastrophic antiphospholipid
syndrome (APS).1 In the setting of such a rare entity, how
can we prevent a similar outcome in our own patients?
The best defense is education and a routine high index of
suspicion.

As is sometimes seen in such cases, there were other,
more common explanations for the clinical data at hand
that turned out to be misleading. Given her prior deep
venous thrombosis and pulmonary embolism, APS might
have been considered in this patient, but her prothrombotic
state could be explained by her history of endometrial can-
cer. The patient had negative blood cultures and the cultures
of the excised vegetations yielded no growth. This was
attributed to the antibiotics taken for several weeks before
presentation. Common things are common, but as the au-
thors did, sometimes we need to consider an uncommon
explanation. Although the patient was tested and discovered
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have antiphospholipid antibodies on postoperative day 4,
earlier diagnosis might have improved chances for a better
outcome.

We agree with the authors that testing for APS should be
considered in all patients with culture-negative endocardi-
tis. We also suggest keeping APS on the list of differentials
when a patient with microangiopathic hemolytic anemia is
encountered. We test for heparin-induced thrombocyto-
penia not infrequently. As a method of maintaining a high
index of suspicion, we should augment our list of differen-
tials in these patients with other, less common causes,
including APS, thrombotic thrombocytopenic purpura,
hemolytic uremia, and drug-related microangiopathic
syndromes.3

Finally, it should also be acknowledged that despite these
efforts, laboratory testing is not perfect. In this case, the pa-
tient previously underwent testing for APS by lupus antico-
agulant, but tested negative at that time. In addition, the
mere presence of antiphospholipid antibodies does not
confirm the diagnosis; however, it is possible to truly have
APS with low levels of antibody titers due to consumption
related to the thrombotic cascade.4,5 Furthermore, despite
proper treatment with anticoagulation, corticosteroids,
plasma exchange, intravenous immunoglobulins, and
possibly cyclophosphamide, rituximab, and eculizumab,
mortality is still 30%.3

Catastrophic APS will certainly not be the most com-
mon reason your patient has culture-negative endocarditis
or postoperative thrombotic events, but as demonstrated, it
can be. We thank the authors for presenting this case
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because it brings such a rare entity to light and demon-
strates the devastating outcome that perhaps can be miti-
gated with recognition and a persistent high index of
suspicion.
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