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CLINICAL VIGNETTE

Libman-Sacks Endocarditis in a Young Woman

Aashini Master, DO and Jiyeon Jeong, MD

Case Presentation

A 21-year-old-woman with history of systemic lupus erythema-
tosus, class Il lupus nephritis, and chronic normocytic anemia
presented to the emergency department for 5 days of lower
extremity edema , dyspnea and pleuritic chest pain. The
patient’s home medications included hydroxychloroquine,
mycophenolate, ferrous sulfate, prednisone, pantroprazole,
ondansetron, calcium carbonate, and cholecalciferol. Initial
physical exam was notable for 2+ bilateral lower extremity
edema and a fine blanching rash on her bilateral forearms. No
murmur or crackles were appreciated. Initial laboratory studies
were remarkable for hemoglobin 6.8 g/dL, hematocrit 22.1%,
B-type natriuretic peptide 171 pg/dL, 2+ protein and 2+ blood
on urinalysis. Creatinine was normal at 0.46 mg/dL. Chest x-
ray demonstrated a trace right pleural effusion and right
atelectasis. Ultrasound of bilateral lower extremities was
negative for thrombosis. Of note, patient had a prior borderline
positive diluted Russell viper venom time (DRVVT) in 2015,
which had not been repeated to date.

Transthoracic echo was performed to evaluate etiology of lower
extremity edema, which demonstrated mitral valve thickening
and moderate mitral valve regurgitation. Transesophageal echo
demonstrated a 0.6 x 0.6cm vegetation on the posterior leaflet
of the mitral valve, thickening of the posterior leaflet, and
moderate to severe mitral regurgitation. These findings were
highly suspicious for Libman-Sacks endocarditis. Blood cul-
tures were negative, ruling out infective endocarditis. DRVVT,
cardiolipin antibody, and beta-2-glycoprotein labs were sent to
evaluate for antiphospholipid syndrome and returned negative.
Patient was started on heparin gtt following a negative CT head
and transitioned to enoxaparin upon discharge.

Discussion

Libman-Sacks endocarditis is a rare and interesting diagnosis.
It is a form of nonbacterial thrombotic endocarditis (NBTE) that
occurs specifically in individuals with underlying autoimmune
diseases, connective tissue diseases, or hypercoagulable states.
Systemic lupus erythematosus (SLE) and antiphospholipid
syndrome (APLS) are the most common of these underlying
conditions. The clinical presentation and diagnosis of NBTE are
the same regardless of the underlying disease, so this discussion
will focus on NBTE in general.

NBTE occurs as a result of endothelial damage followed by
deposition of fibrin and platelets that form a vegetation.2

Vegetations can form on any endocardial surface, but the most
common sites are on the surfaces of undamaged valves. The
left-sided valves (aortic and mitral) are affected more frequent-
ly than the right-sided valves.®

Before modern echocardiography, the disease was rarely
diagnosed before death. Thus, the true prevalence of NBTE is
difficult to ascertain because most data are based upon post-
mortem examinations. More recent studies based on echocardi-
ography findings may be more accurate. In a series of studies
by Reisner et al, 32% of patients with primary antiphospholipid
syndrome, 63% of those with myeloproliferative disorders, and
19% of those with solid malignant tumors were found to have
NBTE.4

Typically, patients with NBTE are asymptomatic, and thus the
disease goes undetected until a complication occurs. Compli-
cations of NBTE include valvular dysfunction (most commonly
regurgitation) and systemic embolization.* Initial presentation
as a result of valvular dysfunction, however, is uncommon.

Interestingly, the vegetations in NBTE are more vulnerable to
embolization than those in infective endocarditis, perhaps
because of the lack of an inflammatory reaction at the
vegetation site.? In fact, systemic embolization occurs in almost
50 percent of cases of NBTE and can have devastating
consequences.® Frequent sites of embolization include the
brain, spleen, kidney, mesenteric vasculature, and the lower
extremities.! Patients most commonly present with a new
neurological deficit as a result of a cardioembolic stroke. In one
study, 87% of SLE patients with cerebrovascular disease were
found to have NBTE.® Thus, NBTE should be strongly
considered in a patient with SLE presenting with neurological
deficits.

If NBTE is suspected, diagnostic evaluation should include
blood cultures to distinguish NBTE from infectious endocardi-
tis. Disseminated intravascular coagulation (DIC) should also
be ruled out as a potentially life-threatening etiology. Unfortu-
nately, there is no laboratory testing specific to NBTE. Instead,
laboratory evaluation is aimed at searching for an underlying
condition, such as an autoimmune disease or hypercoagulable
state, that may increase the patient’s risk for NBTE. Since can-
cer is the most common cause of NBTE, age-appropriate cancer
screening should be pursued. Further testing should include
anti-nuclear antibody, lupus anticoagulant, and antiphospho-



lipid antibodies (anti-cardiolipin and beta2-glycoprotein I anti-
bodies). Diagnostic imaging should begin with a transthoracic
echocardiogram (TTE). If negative, but suspicion remains high,
a transesophageal echocardiogram (TEE) should be obtained
for further evaluation. TEE has been shown to be a more
sensitive test for detecting valvular vegetations, particularly
those < 5 mm in diameter.”®

Lifelong anticoagulation and treatment of the underlying
disease are the mainstays of therapy. Therapeutic dose low-
molecular-weight heparin (LMWH) should be prescribed over
warfarin or a direct oral anticoagulant, as previous studies have
suggested that warfarin is less effective in preventing recurrent
thromboembolism.®® Surgical intervention is rarely pursued but
is sometimes considered in patients with recurrent embolic
strokes.

In this case, a young female patient with SLE presented with
shortness of breath and lower extremity edema as a result of
moderate mitral regurgitation, an uncommon initial presenta-
tion of NBTE. Our patient was retested for antiphospholipid
syndrome, as she had had a borderline DRVVT in the past,
which was negative. This case therefore highlights the impor-
tance of considering NBTE particularly in patients with SLE or
APLS who present with symptoms suggestive of heart failure.

REFERENCES

1. Asopa S, Patel A, Khan OA, Sharma R, Ohri SK. Non-
bacterial thrombotic endocarditis. Eur J Cardiothorac
Surg. 2007 Nov;32(5):696-701. Epub 2007 Sep 18.
Review. PubMed PMID: 17881239.

2. Eiken PW, Edwards WD, Tazelaar HD, McBane RD,
Zehr KJ. Surgical pathology of nonbacterial thrombotic
endocarditis in 30 patients, 1985-2000. Mayo Clin Proc.
2001 Dec;76(12):1204-12. PubMed PMID: 11761501.

3. el-Shami K, Griffiths E, Streiff M. Nonbacterial
thrombotic endocarditis in cancer patients: pathogenesis,
diagnosis, and treatment. Oncologist. 2007 May;12(5):
518-23. Review. PubMed PMID: 17522239.

4. Reisner SA, Brenner B, Haim N, Edoute Y, Markiewicz
W. Echocardiography in nonbacterial thrombotic
endocarditis: from autopsy to clinical entity. J Am Soc
Echocardiogr. 2000 Sep;13(9):876-81. Review. PubMed
PMID: 10980094.

5. Lopez JA, Ross RS, Fishbein MC, Siegel RJ. Nonbac-
terial thrombotic endocarditis: a review. Am Heart J. 1987
Mar;113(3):773-84. Review. PubMed PMID: 3548296.

6. Roldan CA, Sibbitt WL Jr, Qualls CR, Jung RE,
Greene ER, Gasparovic CM, Hayek RA, Charlton GA,
Crookston K. Libman-Sacks endocarditis and embolic
cerebrovascular disease. JACC Cardiovasc Imaging. 2013
Sep;6(9):973-83.  doi:10.1016/j.jcmg.2013.04.012. Pub
Med PMID: 24029368; PubMed Central PMCID:
PMC3941465.

7. Reynolds HR, Jagen MA, Tunick PA, Kronzon I.
Sensitivity of transthoracic versus transesophageal
echocardiography for the detection of native valve

vegetations in the modern era. J Am Soc Echocardiogr.
2003 Jan;16(1):67-70. PubMed PMID: 12514637.

8. de Bruijn SF, Agema WR, Lammers GJ, van der Wall
EE, Wolterbeek R, Holman ER, Bollen EL, Bax JJ.
Transesophageal echocardiography is superior to trans-
thoracic echocardiography in management of patients of
any age with transient ischemic attack or stroke. Stroke.
2006 Oct;37(10):2531-4. Epub 2006 Aug 31. PubMed
PMID: 16946152.

Submitted February 19, 2019





