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Fig. 1 Sequential brain MRIs.
A: T,-weighted images showed no abnormality in July 2011 when the patient initially showed seizures. B: Fluid attenuated inversion recovery
(FLAIR) images showed high intensity and enlarged left amygdala (arrow) in November 2011. C: The high intensity area extended from the left
amygdala to the left hippocampus (arrow) in December 2011. D: Methylprednisolone pulse therapy improved the abnormal high intensity areas

in January 2012.
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Fig. 2 Sequential change of interictal fluoro-deoxy-glucose-positron emission tomography (FDG-PET).

A: Coronal FDG-PET showed hypermetabolism in the bilateral basal ganglia (arrow) and the left amygdala (arrowhead) in
November 2011. B: The hypermetabolic areas in the left amygdala extended to the left hippocampus (arrow) in December 2011.
C: After methylprednisolone pulse therapy, all the abnormal hypermetabolic areas in the previous image almost became normal
in January 2012.
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Clinical seizure onset EEG seizure onset s +

Fig. 3 Ictal electroencephalograms (EEGs) HFF 60 Hz, TC 0.1 sec.
The EEG showed regional ictal EEG pattern (1.5 Hz) in the left fronto-temporal area after 6-8 sec from the clinical onset of
FBDS. Similar positive ictal EEG was seen 8 times out of 23 times in one day prolonged video-EEG monitoring.
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Abstract

A case of smoldering anti-leucine-rich glioma-inactivated 1 (LGI1) antibody-associated limbic
encephalitis with faciobrachial dystonic seizure

Yuriko Nakaoku, M.D. ", Takakuni Maki, M.D., Ph.D.", Kyoko Kanazawa, M.D. P’ Riki Matsumoto, M.D., Ph.D.”,
Hidenao Fukuyama, MD., Ph.D.”, Ryosuke Takahashi, M.D., Ph.D. Y and Akio Ikeda, M.D., Ph.D."

YDepartment of Neurology, Kyoto University Graduate School of Medicine
“Department of Brain Functional Imaging, Human Brain Research Center, Kyoto University Graduate School of Medicine

We report a 59-year-old right-handed woman with smoldering leucine-rich glioma-inactivated 1 (LGI1) antibody-
associated limbic encephalitis (LE) following faciobrachial dystonic seizures. During 8 months before her admission, she
developed partial seizures manifesting very brief and very frequent dystonia in her right hand sometimes with oral
automatism and loss of awareness. In addition, she showed psychiatric disturbances such as emotionally labile condition
and personality changes. On admission, neuropsychological examination revealed short-term memory impairment.
During electroencephalography (EEG) monitoring, ictal EEG showed rhythmic delta waves and interictal EEG showed
intermittent irregular slow waves at the bilateral frontotemporal area. Brain MRI demonstrated high T,/FLAIR signal
changes in the left amygdala expanding into the left hippocampus. FDG-PET showed hypermetabolism in the left
amygdala, hippocampus and the bilateral basal ganglia. Cerebrospinal fluid analysis was unremarkable. There were no
signs of malignant tumor detected on systemic examination. LGI1 antibody was positive in the serum and the
cerebrospinal fluid and the clinical diagnosis of LGI1 antibody-associated LE was confirmed. Her symptoms and the
abnormalities in the brain MRI/FDG-PET showed immediate improvement after anti-epileptic and steroid therapy.

(Clin Neurol 2013;53:706-711)
Key words: faciobrachial dystonic seizure, limbic encephalitis, leucine-rich glioma-inactivated 1,
anti-voltage-gated potassium channel complex antibody




