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Clinical course.

The patient was originally administered PSL 12 mg and Tac 3 mg for myasthenia gravis. The time of exacerbation of MG symptoms was defined

as month 0. After loss of consciousness, the patient developed amnesia and irritability as symptoms of limbic encephalitis, which improved with

immunotherapy and anticonvulsants. The cognitive test results showed the same trend. Anti-AChR antibody titers elevated from month —4 but

returned to baseline by month +6; QMG scores increased from month 0 but returned to baseline after first IVIg. mPSL: methylprednisolone,

PEx: plasma exchange, IVIg: intravenous immunoglobulin, LEV: levetiracetam, LCM: lacosamide, QMG score: quantitative myasthenia gravis
score, AChR: acetylcholine receptor, MMSE: Mini Mental State Examination, HDS-R: Hasegawa’s Dementia Scale-Revised, FAB: Frontal
Assessment Battery, RCPM: Raven’s Colored Progressive Matrices, RBMT: Rivermead Behavioural Memory Test, SS: Screening Score, SPS:

Standardized Profile Score, S-PA: standard verbal paired-associate learning test, RW: related words, UW: unrelated words
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Fig. 2 Brain MRI at month +3.
Before treatment, the FLAIR sequence showed swelling and a hyperintense lesion in the left

medial temporal lobe, which disappeared after treatment.
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Fig. 3 EEG at month +3.
Before treatment, the basic rhythm was slow-wave, with high amplitude slow waves and continuous sharp waves, which normalized after

treatment. EEG: electroencephalography
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Table 1 Previous reports on the treatment of anti-VGKC complex antibody-associated encephalitis.

Immunotherapy including steroids

Number Immunotherapy
of cases Steroid only Combined therapy without steroids
14
Watanabe et al.” 14
N/A N/A
8
Vincent et al.'¥ 10 2
1 7
13
Shin et al.’® 14
5 8
24
Irani et al.’® 27 3
N/A N/A
62
Rodriguez et al.'” 70 8
26 36

N/A: not applicable.
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Abstract

Thymoma-associated generalized myasthenia gravis complicated
with anti-VGKC complex antibody-associated limbic encephalitis: a case report

Ryoji Naganuma, M.D., Ph.D.", Itaru Amino, M.D.", Yusei Miyazaki, M.D., Ph.D.",
Sachiko Akimoto, M.D., Ph.D.”, Masaaki Niino, M.D., Ph.D.?, Naoya Minami, M.D., Ph.D.",
Naotake Honma, M.D., Ph.D.,* and Seiji Kikuchi, M.D., Ph.D.V

D Department of Neurology, National Hospital Organization Hokkaido Medical Center
2 Department of Clinical Research, National Hospital Organization Hokkaido Medical Center
9 Department of Respiratory Surgery, National Hospital Organization Hokkaido Medical Center

We present a case of a 54-year-old woman. She was attending our department for thymoma-associated generalized
myasthenia gravis. While she was treated with intravenous immunoglobulins for the exacerbation of myasthenic
symptoms, she suddenly lost her consciousness for the first time and continued to have mild disorientation along with
anterograde and retrograde amnesia afterwards. The symptoms improved after steroid pulse therapy. After searching for
autoantibodies, she was diagnosed with anti-VGKC complex antibody-associated limbic encephalitis. As one-third of
cases are complicated by thymoma, anti-VGKC complex antibody-positive limbic encephalitis has the aspect of a
paraneoplastic neurological syndrome. In this case, masses suspected to be a recurrence of thymoma were found. In
cases of thymoma, involvement of anti-VGKC complex antibodies should be considered when central nervous system
symptoms appear, and when anti-VGKC complex antibodies are positive, recurrence or exacerbation of thymoma should
be considered.

(Rinsho Shinkeigaku (Clin Neurol) 2023;63:754-759)
Key words: anti-VGKC complex antibody, limbic encephalitis, thymoma, myasthenia gravis




