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A 40-year-old woman with drug-resistant temporal lobe
Epilepsy

Ingmar Blimcke
Department of Neuropathology, University Hospital Erlangen,
Germany
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A 40-year-old woman with drug-resistant temporal lobe
Epilepsy

Ingmar Blimcke
Department of Neuropathology, University Hospital Erlangen,
Germany

A 40-year-old right-handed female had been suffering from drug-resistant temporal lobe epilepsy
since the age 4. 3-Tesla MRI scan suggested hippocampal atrophy on the right side. Presurgically,
her short-term memory capacity (language or figural) was remarkably good, and showed no
significant deficits. Epilepsy surgery was performed with tailored resection of the right temporal
lobe, including amygdalo hippocampectomy. Postsurgical follow-up was available at 6 months
and revealed complete seizure free (Engel class la). Her memory capacity did not significantly
decline after surgery. The en bloc resected surgical specimen including hippocampus and
temporal neocortex was histopathologically examined.
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An 80-year-old case with gait disturbance showing high
signal intensity in FLAIR and T2-weighted MR images
in the brain stem and cerebellum
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An 80-year-old case with gait disturbance showing high
signal intensity in FLAIR and T2-weighted MR images
in the brain stem and cerebellum

A Nakahara',K Oyanagi?, T Ehara®, T Yoshida® M Yazawa*
'Undergraduate Course, Shinshu Univ. Sch. of Med. “Dept.of Brain Dis. Res.,Shinshu Univ. Sch.
of Med. ®Dept. of Pathol., Shinshu Univ. Sch. of Med. “Dept. of Med. (Neurol.) , Fujimi-kogen
Med. Center, Fujimi-kogen Hosp.

A 78-year-old female treated for hypertension and hyperlipidemia was admitted to our hospital
complaining of gait disturbance lasting two months. Neurological examination showed right
deviation of tongue protrusion, dysarthria, cerebellar ataxia of her right upper extremity and trunk.
Her deep tendon reflexes were increased especially at the right side of her extremities. She could
walk alone. Fluid-attenuated inversion-recovery (FLAIR) and T2-weighted MR images showed
high signal intensity lesions in the right medulla oblongata, bilateral pons, right cerebellar
hemisphere, and right cerebral peduncle. The lesions in T1-weighted MR images represented low
signal intensity and no gadolinium-enhancement. After several months, these lesions seemed to
extend into the right basal ganglia and cerebral white matter around frontal horns of lateral
ventricles. Her symptoms progressed gradually; she was bedridden and could not swallow
anything seven months after the first admittance. She died of infection at the age of 80 years old,
one year and eight months after the onset.
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A left temporal lobe lesion of a 61-year-old male patient
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A left temporal lobe lesion of a 61-year-old male patient

Zenichi Tanei, Junji Shibahara
Department of Pathology, Graduate School of Medicine, University of Tokyo, Japan

<Clinical history>

A 61-year-old male patient presented to the emergency department of Hospital A
with headache, nausea, disturbed consciousness and hallucination. Herpes virus
encephalitis was initially suspected, and he received acyclovir for 10 days. He visited
Hospital B for further examination, and MRI-T2WI revealed a hyperintensity lesion
in the left medial temporal lobe. The lesion had grown larger on follow-up images
performed one month later, when he realized some memory impairment. He visited
our hospital for further examination and treatment.

The patient’s consciousness was clear and alert. He had visual field defect of the
right eye.

An MRI revealed a T2 hyperintense and T1 iso- to hypointense lesion with focal
enhancement in the left medial temporal lobe.

The patient underwent a biopsy and subsequent resection of the lesion.
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A case of early onset dementia as depressive state at age
32 with chorea-like involuntary movement
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A case of early onset dementia as depressive state at age
32 with chorea-like involuntary movement

| Kawakami™? T Arai*,K Niizato® K Oshima® H Akiyama®
'Dementia Project, Tokyo Metropolitan Institute of Medical Science
“Dept. of Psychiatry,Yokohama City Univ *Tokyo Metropolitan Matsuzawa Hospital

We here report a case of dementia with chorea-like involuntary movement. The patient is a
Japanese female who has family histories of schizophrenia but not dementia disorders. She
stayed in China for several years, when she became depressive state at age 32. Two years
later, she presented with parilalia, stereotyped behaviors and personality changes. Initially,
she was diagnosed as depressive disorder and treated with antipsychotic drugs and an
electroconvulsive therapy. At age 36, she came back to Japan. On admission, she showed
chorea-like involuntary movement of the tongue and legs. Neurological examinations
revealed reduced muscle tonus but no muscle weakness or atrophy. The score of Mini-Mental
State Examination was 18/30 and that of Revised Hasegawa Dementia-rating Scale was 14/30.
Brain MRI revealed bilateral severe atrophy of the frontal and temporal lobes as well as of the
caudate nuclei. Hypoperfusion was apparent in these areas by SPECT. Her condition
deteriorated gradually and she died of pneumonia at age 39. The involuntary movement
continued until her death. Total course of the illness was 7 years.
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59-year-old man with subacute progression of limb and
truncal muscle weakness

ok B 6K
FORREE A R AR

[FERI] 59 7% 4k

[E3R] WO KT

[BEERE] ik O, IREREE, PEIRM

[BEHE] 7TAY », 7T hRREZF U HNY T L _XYPFET 4T T— b,

WA AR Y RIEH

[A7ERE] ARIENE - 7o L, WREEEE © 72 L. WEE : BRAVRHE

[FHERE] frtFme L

[BURAE] 2012 42 5 H ALV | B2 RFFT D7 OISl F 2 ERFIZHO< L9
720 ENRFICITER AR X TR R LA L0 o7, 6 H BANICITESD
MEL o EART 28072, ABERM L& Z A CK 11020 IU/L & &l
THY ., BERFIEDOKZ P IELT-, LL, D% bikx Cil B2 B
LR VBBEORAE L DRV L ol T HITHERMTARLE 7oz,

[ AR ELE]
1) BEFOBEMINKT, 2) MEEE, 3) FEEEOFH O MK,

4) JE W HF & DUBGEALAS O REEE O MK NI KON, 5) DB T

O E G |
(fn ) Hw 70 U (b5 CK 11461 IU/L, 7 /v K7 —+E 98.6 U/L, TSH 3.74 uU/ml,
FT41.27 ng/dl, TP5.3g/dl. Alb3.0g/dl. LDH 1369 IU/L, AST 205 IU/L, ALT 198
IU/L., y-GTP 15IU/L, ALP 176 IU/L. Cre0.78 mg/dl, CRP 0.60 mg/dl, T-Cho 203
mg/dl, KL-6 230 U/ml, CEA 1.3 ng/ml, CA19-97 U/ml, CA12521 U/ml

GRUE) 15 mm/h, (s HbAlc 7.5%. (H CHuiR) Fiksiik (-). ds-DNA (-).

ss-DNA (). #tlo-1 Pk (). BLRNP HUA (). (M) fark

GLVEEXD) IEFRRAE, ST BH e L (Wi XY BEATH2 L

CEHEAD CT) ARG <0 MU A i | AW I IR oM 2 78 sb 72

(A4 a /T 4—) VC285L, %VC79%, FEV 1.0% 79.9%

EHEX (BT ) ZERFRECHRME B BT, MESL 238072

[N—F % VAT A K] HE Yett (£ =FA5)



SS-5

59-year-old man with subacute progression of limb and
truncal muscle weakness

Chiseko Ikenaga, Jun Shimizu
Department of Neurology, Graduate School of Medicine, The University of Tokyo, Japan

A 59-year-old man, who had a history of diabetes, dyslipidemia, and ischemic heart disease,
developed weakness involving trunk, arms, and legs. He stopped administering atorvastatin
calcium because hyperCKemia was detected, but the weakness gradually progressed. He also
noted generalized fatigue, mild dysphasia, and weight loss. He was introduced to our clinic. On
examination, he showed dropped head with lordosis, and was unable to stand up from a chair.
He had mild bifacial weakness and moderate weakness with atrophy involving trunk, and
proximal muscles. Deep tendon reflexes were diminished. Laboratory tests showed that his
serum CK level was increased (11461 IU/L). Serum antinuclear antibody was negative.
Electromyography showed fibrillations, positive sharp waves, and myopathic motor unit
potentials in proximal muscles. Skeletal muscle CT showed atrophy of trunk and proximal
limbs. A biopsy of left deltoid muscle was performed.
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A 5-year-old girl who developed club foot during infancy
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A 5-year-old girl who developed club foot during infancy

Ayako Shioya”, Koichi Aizaki?, Hirohumi Komaki?, Kenji Sugai?,
Masayuki Sasaki?, Yuko Saito
YDepartment of Neuropathology and Laboratory Medicine, National Center Hospital of
Neurology and Psychiatry
2Department of Pediatrics, National Center Hospital of Neurology and Psychiatry

We report a case of a 5-year 3-month-old girl, born at 38 weeks 5 days of gestation by cephalic
delivery, who was initially healthy. When she began trying to stand at around 11 months of age,
she had difficulty doing so and her mother noticed bilateral clubfoot. She was presented to
orthopedic and pediatric clinics at the age of 18 months, but no examination abnormalities other
than clubfoot were identified. She started to wear an ankle foot orthosis and undergo
physiotherapy, enabling her to walk alone. The cerebrospinal fluid was normal at the age of 3
years. She was admitted to our hospital for examination. Neurological examination revealed mild
muscle weakness in her lower extremities and deep tendon reflexes were decreased in patella and
achilles. All cranial nerves were normal, and no sensory abnormality was observed. Basic
hematological and biochemical analyses were within normal limits. MRI of the spinal cord did
not show thickened lumbosacral nerve roots. Nerve conduction studies showed decrease in
conduction velocity and amplitude in the extremities.

What was the diagnosis? (The sample was from the left sural nerve (epon embedding, toluidine
blue-stained).)



