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Fig. 1 The images of magnetic resonance imaging system on the second hospital day.

(A) Axial T, weighted images of brain magnetic resonance imaging (MRI) showed bilateral high signal intensity lesions in the

thalamus and basal ganglia. (B) Axial gadlinium enhanced T, weighted image showing enhancement in the bilateral thalamusof

the same lesion. (C) Sagittal FLAIR image showing high signal intensity lesions in the thalamus and hypothalamus. (D) Axial

T, weighted images showed bilateral high signal intensity lesions in the thalamus and basal ganglia. (E) Axial fluid-

attenuated inversion recovery (FLAIR) images showed bilateral high signal intensity in the same lesions with (D).
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Fig. 2 Histopathology of hypothalamic lesion.

(A) Amorphous background with scattered cellular components (H-E, Bar = 20 um). (B) Negative immunostaining with anti-

aquaporin 4 antibody in the myelin basic protein (MBP)-positive area of (C) (Bar = 500 pum). (C) Preserved immunoreactivity
with anti-MBP (Bar = 500 um) in the same lesion indicated the pathological condition associated with NMO.
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Fig. 3 Clinical course with the images of magnetic resonance imaging system.
Wake times increased after oral administration of modafinil. The high signal intensity of the thalmus and basal ganglia were gradually

diminished.
Table 1 Clinical features of previously reported NMO/NMOSD patients with hypothalamic lesions
case 1 2 3 4 5 6 7 8 9 10 11 12
Age/gender 19F 19M 46F 17F 42F 35F 34F 31F 41F 36F 21F 39F
anti-aquaporin 4 antibody ND* ND + + + + + + + + + -
hyperthermia © emn T tema : : * - © et
EDS** + + + + + + + + + + + +
CSF*** orexin level (pg/m/) ND ND 158 ND 190 91 ND 187 177 118 100 <40
response to steroid - ND ND + + ND - + + + + -
response to modafinil ND ND ND ND ND ND ND ND ND ND - +
Poppe Poppe  Carlander  Viegas Nozaki Baba Samart Nakano  Sekiguchi Deguchi  Suzuki et
Source etal. etal. etal. etal. etal. etal. etal. etal. etal. etal. al. this case
2005 2005 2008 2009 2009 2009 2010 2011 2011 2012 2012

*ND: not detected. **EDS: excessive daytime sleepiness. ***CSF: cerebrospinal fluid.
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Abstract

A 39 years old woman responding to modafinil with bilateral hypothalamic
lesion associated with hyperthermia and hypersomnia: a case report

Naoko Saito, M.D."”, Masato Inoue, M.D.?, Kanehiro Hasuo, M.D., Ph.D.?,
Takashi Kanbayashi, M.D., Ph.D.”, Shigeo Murayama, M.D., Ph.D.”
and Sosuke Takeuchi, M.D., Ph.D.”

"Department of Neurology, National Center of Grobal Health and Medicine
“Department of Neurosurgery, National Center of Grobal Health and Medicine
¥Department of Radiology, National Center of Grobal Health and Medicine
“Department of Psychiatry, Akita University School of Medicine
“Department of Neuropathology, Tokyo Metropolitan Geriatric Hospital and Institute of Gerontology

A 39 years old woman was admitted to our hospital with a status epilepticus, with high fever of 41°C. Magnetic reso-
nance Imaging (MRI) revealed high signal intensities of both sides of thalami and hypothalami in T, weighted and fluid
attenuated inversion recovery (FLAIR) images. A needle biopsy of the thalamic lesion was consistent with neuromyelitis
optica spectrum disorder although her serum antibody to aquaporin-4 was negative. The level of orexin in celebrospinal
fluid (CSF) was reduced. She presented hypersomnia, which didn’t improve even after intravenous methylprednisolone
1 g daily for 3 days. Administration of oral modafinil extended her waking time. There is a number of reports about
neuromyelitis optica (NMO) with hypothalamic lesions. We report this case as important suggestion of treatment of
thse cases.

(Clin Neurol 2014;54:550-555)
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