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Fig. 1 Neuroradiological findings.

A, B: MRI at initial attack disclosing no abnormal findings on diffusion weighted images (A) and fluid attenuated inversion recovery

images (B). C, D: MRI, including the frontal, temporal and occipital lobes, at first relapse disclosing no abnormal findings on diffu-

sion weighted images (C) and fluid attenuated inversion recovery images (D). E: Three-dimensional stereotactic surface projection

of SPECT at first relapse disclosing low uptake lesions spreading to the left temporal lobe (arrow head), bilateral frontal lobes

(arrows), and bilateral occipital lobes (open arrows).
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Fig. 2 Clinical course.

On admission after the 1st attack, serum anti-thyroglobulin (black line in graph) and anti-peroxidase (gray line) antibodies were

markedly elevated. Though methylprednisolone pulse therapy (mPSL) was effective, every time the dose of oral prednisolone (PSL)

was reduced, relapse attacks similar to the first episode occurred, a total of seven times. Plasmapheresis and azathioprine (AZT)

were added, until two years after onset, when further acute neurological attacks no longer occurred, but attention and memory

impairments persisted. Relapse in Hashimoto encephalopathy is not rare; careful, long-term follow-up is needed. LEV, levetiracetam;

MMSE, mini-mental state examination; FAB, frontal assessment battery; TMT, trail making test; f, forward; b, backward.
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Table 1 Clinical characteristics of adult patients with relapsing Hashimoto encephalopathy*.
Age, ‘Symptoms at Treatment at Number of Treatment after 1st Outcomes Cause of relapse Follow—up References
sex initial attack  onset relapses relapse period
57,F C Improved 4 mPSL, PSL, AZT Completely recovered Not described 2Y 2
spontaneously
18, F GTCS PSL, T, AD Multiple Chlorpromazine Recovered Not described 8Y 2
58, F  Stroke-like Aspirin Multiple PSL Recovered Not described 1Y 2
episodes
56,F C,S DX, ACV, AD 1 DX, PSL, T, AD Completely recovered Not described Not 2
described
47,F C,G,1 Propranolol, 2 mPSL, PSL, Increasing Completely recovered PSL tapering 2Y 12
carbimazole steroid dose
28,F C,S Improved 4 mPSL, PSL, AD, perma- Completely recovered Menstrual cycle 36M 13
spontaneously nent progestin treatment PSL taper
47,M S§,C AD 4 mPSL, PSL, AZT, PA, IVIG Recovered but he was dead Rising antibody 6M 14
(No effect) after discharged titers
63,F CILAH ACV 2 ACYV, antibiotics, AD, Completely recovered Not described 6Y 15
mannitol, mPSL, PSL
29,F H,C,P ACYV, antibiotics  Multiple DX, IVIG Completely recovered Sudden withdraw 17Y 16
of oral steroids
or chest infection
41,M GCSE Diazepam, 3 DZ, PB, AG, T, mPSL, PSL  Completely recovered Not described 21M 17
phenobarbital
54 M C Improved 6 Improved spontaneously, ~ Minimal residual forgetfulness Not described 27TM 18
spontaneously mPSL, PSL, methotrexate and occasional irritability
persisted
79,F CLPBILS AD 2 mPSL, PSL, CPA, Completely recovered PSL tapering Unknown 18
Mycophenolate mofetil (=1Y)
49,F CLBD,G PSL, AD 1 mPSL, PSL, T Mild numbness on the Not described 3M 19
right side persisted
56, F  Limb mPSL 3 AZT Completely recovered Not described 3Y 20
weakness
5,F S,C AD, mPSL, PSL 1 mPSL Completely recovered Not described 3Y 21
69M CLED,G mPSL, PSL 1 T (Improved spontane- Completely recovered Not described ™ 22
ously)
26,F GCSE AG 5 AG, mPSL, PSL, CPA, PA, Higher brain dysfunction PSL tapering Y 23
AD persisted
52,M C DX, ACV,PSL 7 mPSL, PSL, AZT, PA Higher brain dysfunction PSL tapering 2Y Our case

persisted

GTCS, Generalized tonic-clonic seizure; GCSE, Generalized convulsive status epilepticus; C, consciousness disturbance; S, seizures; CI,
cognitive impairment; P, psychiatric symptoms; I, involuntary movements; A, ataxia; G, gait disturbance; D, dysarthria; H, headache; mPSL,
methylprednisolone; PSL, prednisolone; DX, dexamethasone; IVIG, intravenous administration of immunoglobulin G; ACV, acyclovir; AD,
antiepileptic drugs; AG, Anesthetic agents; AZT, azathioprine; CPA, cyclophosphamide; PA, plasmapheresis; T, thyroxine; M, months; Y, years.
*Patients who did not fulfill the diagnostic criteria for Hashimoto encephalopathy (Graus criteria 2016 Lancet Neurology) are included.
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A suspected case of Hashimoto encephalopathy
with frequent relapses despite multiple courses of immunotherapy

Shizuka Harada, M.D."”, Yuichiro Inatomi, M.D.”, Makoto Nakajima, M.D."” and Toshiro Yonehara, M.D.”

YDepartment of Neurology, Graduate School of Medical Sciences, Kumamoto University
“Department of Neurology, Saiseikai Kumamoto Hospital

A 51-year-old man with a past history of hypothyroidism suddenly became comatose after a few days of general
malaise and headache. On admission to our hospital, his consciousness level was Japan Coma Scale III-200, but no focal
neurological deficits were evident. Serum anti-thyroglobulin antibody was >4,000 [U/m/ and anti-thyroid peroxidase
antibody was 265 IU/ml. Well characterized neuronal antibodies were not fully examined in this case, but based on high
titers of serum thyroid antibodies, methylprednisolone pulse therapy was started under diagnosis of suspected
Hashimoto encephalopathy. Although methylprednisolone pulse therapy was effective, every time the dose of oral
prednisolone was reduced, relapse attacks similar to the first episode occurred, a total of seven times. At each relapse,

cerebrospinal fluid findings and MRI findings were normal. Plasmapheresis and azathioprine were added, until two years

after onset, when further acute neurological attacks no longer occurred, but attention and memory impairments
persisted. Relapse in Hashimoto encephalopathy is not rare; careful, long-term follow-up is needed.

(Rinsho Shinkeigaku (Clin Neurol) 2020;60:200-205)
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