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“A Forgotten Disease”: A Case of Lemierre
Syndrome

FIGURE. CT of the neck with contrast: nonocclusive soft tissue filling defect extending over 2 cm is consistent with a thrombus seen within
the right internal jugular vein at the level of the hyoid bone (arrow).
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Lemierre's syndrome is a rare, but life-threatening, condition that affects young healthy individuals. It was
first described by Dr. Andre Lemierre in 1936. Incidence rates are between 0.6 and 2.3/million
populations[1]. It is found more commonly in males, with a male to female ratio of approximately 2:1. Its
pathogenesis consists of the development of infectious thrombophlebitis in the internal jugular vein or
one of its branches caused by a focal sepsis, mostly localized in the oropharynx, leading to generalized
multiorgan metastatic infections, generally to the lung[2,5]. Fusobacterium necrophorum and F.
nucleatum are the two species most often associated with this condition. Fusobacterium is a commensal
of the normal flora of the human oropharynx, digestive, genital, and urinary tracts, and normally does not
invade the mucosa. The exact mechanism of invasion and penetration of the pharyngeal mucosa has not
been determined, but the role of the underlying synergistic infectious process with a concomitant decline
in host resistance is hypothesized to play an important role[3,4].Unlike other anaerobic bacteria,
Fusobacterium produces a lipopolysaccharide endotoxin, as well as hemagglutinins, leukocidin, and
hemolysin, assisting in the destruction of red and white blood cells[6]; so once invasion of the internal
jugular vein is achieved, the resultant bacteremia triggers platelet aggregation and thrombus formation.
There have been recent reports of Lemierre syndrome in patients with variations in Toll-like 5 receptor
(TLR 5), Tissue factor 603 (TF603), and Plasminogen-Activator-Inhibitor-1 (PAI-1) 4G-4G gene
receptors associated with thrombotic events, indicating a possible genetic predisposition associated with
the disease[7].

This computerized tomography (CT) of the neck with intravenous contrast is from a 24-year-old
female who presented with a 1-day history of fever, hypotension, and respiratory failure. A review of
systems revealed a history of sore throat for a week, which resolved 2 days later without any medication.
The physical exam was positive for diminished breath sounds bilaterally on lung exam. Complete blood
count revealed a leukocytosis of 16,200/ul with 70% neutrophils and 9% bands, hemoglobin of 13.4
mg/dl, and severe thrombocytopenia with a platelet count of 34,000/ul. Comprehensive metabolic panel
revealed sodium 140 mmol/l, potassium 2.9 mmol/l, bicarbonate 26 mmol/l, blood urea nitrogen (BUN)
16 mg/dl, creatinine 0.8 mg/dl, calcium 7.2 mg/dl, albumin 2.4 g/dl, total bilurubin 3.1 mg/dl, AST 81
IU/1, ALK 101 IU/1, and ALT 35 IU/I. CT of the chest revealed multiple cavitary opacities in both lungs.
Blood cultures were positive for F. necrophorum. CT scan of the neck showed a filling defect of the right
internal jugular vein consistent with a thrombus and multiple enlarged cervical lymph nodes. Treatment is
medical with intravenous antibiotics and anticoagulation.
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