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Fig. 1 Brain MRI on admission (A, B) and on the fifth day from admission (C, D).
On admission, axial DWI (A, 1.5 T; TR 3,048.5 ms, TE 68.9 ms) and FLAIR image (B, 1.5 T; TR 8,000 ms, TE 100 ms) show
slightly high intensity in the bilateral mesial temporal lobes. These DWI (C, 1.5 T; TR 8,055.8 ms, TE 76.6 ms) and FLAIR
(D, TR 4,500 ms, TE 328.2 ms) abnormalities are much clearer on the fifth hospital day than on admission.
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Fig. 2 The clinical course.

The patient had a high fever continuing for a few days, followed by psychological symptoms (memory impairment, agitation, distur-

bance of consciousness), involuntary movements (systemic myoclonus, oral dyskinesia), and autonomic dysfunctions (labile blood

pressure, central hypoventilation). Systemic myoclonus was so severe, six types of intravenous and oral sedative drugs were

necessary to control involuntary movement. Her manifestations ameliorated with immunotherapy (IVIg, IVMP, and PLEX), though

mild memory impairment remained until discharge. The gray band represents the period during which the patient needed to be

sedated. IVIg: intravenous immunoglobulin, IVMP: intravenous methylprednisolone, PLEX: plasma-exchange, PSL: prednisolone.
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Table 1 Cases of limbic encephalitis associated with Sjogren’s syndrome.
Antibodies CSF analysis MRI Previous
No. Age Sex Protein abnormality diagnosis  Treatment Sequelae
SS-A SS-B  Cell (/i) (mg/dl) OCBs of SjS*
1 35  Female + + 2 50 Unknown + No PSL Memory impairment
2 33 Male + + 620 136 Unknown + Yes IVMP/PSL  Memory impairment
Seizure
30 56 Female + + Unknown  Unknown + + No PSL/IVIg Memory impairment
Gait disturbance
41 52 Female + - 2 39 - + Yes IVMP/PSL  Memory impairment
Behavior abnormality
512 47 Female + + 22 Normal - + Yes IVMP No
62 60  Female + + 0 Normal + + Yes IVMP/IVIg  Limb ataxia
712 26 Female + + 43 Normal + + Yes IVMP No
8 25  Female + - 15 41 - + No IVMP/PSL/  Memory impairment
(our case) IVIg/PLEX  Seizure

*Whether the diagnosis of SjS had been made prior to the onset of limbic encephalitis. IVIg: intravenous immunoglobulin, IVMP: intravenous

methylprednisolone, OCBs: oligoclonal bands, PLEX: plasma-exchange, PSL: prednisolone, SjS: Sjogren’s syndrome.
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Fig. 3 The changes in the levels of anti SS-A/Ro-52 antibody in serum and CSE, and the change of SS-A/Ro-52 antibody index.
On admission, the SS-A/Ro-52 antibody titer in both serum and CSF were significantly high. However, the antibody titer in CSF kept

low level after almost one year from treatment, though the titer in serum elevated again. SS-A/Ro-52 antibody index shows considerably

high value on admission, but it fell with immunotherapy and kept low level in one year after admission. Formula: SS-A/Ro-52 antibody
index = (CSF Ro-52 antibody titer/serum Ro-52 antibody titer) / {0.8 * /" [(CSF albumin/serum albumin)® + 15 * 10 °] — 1.8 * 10"°}.
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Abstract

A case of limbic encephalitis associated with Sjogren’s syndrome mimicking
anti N-methyl D-aspartate receptor encephalitis

Kenji Yoshimura, M.D.”, Rie Kanki, M.D., Ph.D."” and Satoshi Nakano, M.D., Ph.D."

UDepartment of Neurology, Osaka City General Hospital

A 25-year-old woman in her 37 weeks and 5 days pregnant presented with abnormal behavior and memory
impairment following a high fever. Her manifestations were diagnosed as limbic encephalitis, and she delivered a baby by
Cesarean section. In the operation, bilateral ovarian tumors were found and resected, though they were revealed as non-
teratoma afterward. After operation, she became agitated, and started to present oral dyskinesia, intractable systemic
myoclonus, central hypoventilation, and autonomic manifestations such as labile blood pressure, but her symptoms
responded well to immunotherapy. Her clinical course was typical for anti-N-methyl D-aspartate (NMDA) receptor
encephalitis, but anti-NMDA receptor antibody was not detected in her serum and CSE On the other hand, anti SS-A
antibody was positive in her serum, and the lip biopsy findings confirmed Sjégren’s syndrome (SjS). Only several cases
of SjS-associated limbic encephalitis have been reported, but none of them mimicked anti-NMDA receptor encephalitis.
This patient indicates that SjS should be considered even in a case of limbic encephalitis with a typical clinical spectrum
of anti-NMDAR encephalitis.

(Rinsho Shinkeigaku (Clin Neurol) 2018;58:229-234)
Key words: limbic encephalitis, Sjogren’s syndrome, autoimmune encephalitis, anti N-methyl D-aspartate encephalitis,
pregnant woman




