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Case Reports
Isolated Chorea Associated with LGI1 Antibody
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Abstract
Background: Leucine-rich glioma inactivated 1 (LGI1) antibody produces a syndrome of limbic encephalitis, hyponatremia, and facio-brachial dystonic seizures
that is non-paraneoplastic and responsive to corticosteroids. Parkinsonism, tremor, and generalized chorea are rare manifestations of LGI1, but, when present,
commonly accompany other signs of limbic encephalitis.
Case Report: We present a case of LGI1-related isolated chorea in a 53-year-old Japanese male. His chorea responded to high-dose steroids, suggesting a
potential role for this synaptic antibody in triggering chorea.
Discussion: This case highlights a new treatable etiology of chorea.
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Cranial magnetic resonance images, serum electrolytes, complete
blood count, hemoglobin A1C, antinuclear antibody, thyroid function
tests, and anti-cardiolipin antibody were normal. A serum paraneoplastic panel revealed a positive LGI1 antibody. Computed tomography scans of the neck, chest, abdomen, and pelvis did not reveal an
underlying tumor and his cerebrospinal fluid analysis showed only a
mildly elevated protein. An electroencephalogram (EEG) was not
indicated as the patient did not have facio-bracial dystonic seizures or

Introduction
Leucine-rich, glioma inactivated 1 (LGI1) is one of the synaptic
autoantigens targeted in voltage-gated potassium channel limbic
encephalitis (LE).1 Antibodies to LGI1 produce a syndrome of LE
(e.g., amnesia, confusion, hallucinations, and sleep disturbances),
hyponatremia, and facio-brachial dystonic seizures.2 This autoimmune
condition is non-paraneoplastic3 and highly responsive to corticosteroids.1,2,4,5 Movement disorders related to LGI1 are rare but include
parkinsonism,6 tremor,6 and generalized chorea7 but they uniformly
accompany other signs of LE. Here, we present a case of steroidresponsive LGI1 with isolated chorea.
Case report
A 53-year-old Japanese healthy male developed involuntary right
arm and leg movements 5 months prior to presentation. On
examination (Video 1), there was mild chorea of the right arm, hand,
and foot as well as slight involvement of the left arm that increased
with distraction. A right milkmaid’s grip was present. There was no
chorea of the face or impersistence of tongue protrusion. Muscle tone,
reflexes, and coordination were intact. Walking activated his righthand chorea.
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Video 1. Pre-treatment State. At rest, patient has mild chorea of the right
hand and foot as well as of the fingers and toes on the left side, which enhance
during distraction. Right-hand chorea increases when walking.
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This case highlights a new, treatable etiology of chorea, which
should be considered when a clear structural or metabolic abnormality
is not found.
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