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FIGURE 3. Enlargement of the cauda equina nerve roots gives
the appearance of Japanese Udon noodles ($3.5 mm).

A oy

equina nerve roots had the appearance of Japanese
noodles and were a maximum of 3.5 mm in diameter
(Fig. 3). Motor and sensory nerve roots could not be
distinguished from each other. At the second biopsy,
decompressive laminectomy and duraplasty of the
thoracolumbar region (T10-L5) were pcrformcd.
Both biopsy specimens of the nerve roots demon-
strated essentially the same findings, There was
marked infiltration of small lymphocytes and foamy
macrophages in the endoneurium (Fig. 4A). Occa-
sional multinucleated giant cells were also observed,
and their clear cytoplasm contained a number of
small lymphocytes (emperipolesis) (Fig. 4B). Most of
the lymphocytes were ubiquitin C-terminus  hy-
drase-L1 (UCHL-1)-immunopositive (CD45RO, an
anti-T-lymphocyte antibody). The macrophages and
multinucleated giant cells were immunopositive for

FIGURE 4. Cauda equina biopsy histology. (A~C) In transverse section, infiltration of small lymphocytes and foamy macrophages is

avident in the endoneurium (A). A multinucleated giant cell (center) has, within its cytoplasm, several intact lymphocytes (emperipolesis)
(B). Such a giant cell (center) shows cytoplasmic CD68 immunoreactivity (C). (D) In cross-saction, diffuse loss of myslinated fibers is
avident. (A, B) Hamatoxylin-eosin staining. (C) CD68 immunostaining. (D) Epon-embedded semi-thin section stained with toluidine blue.

Bars: (A) 50 pm; (B=D) 25 um.
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CD68 (Fig. 4C) and immunonegative for both S-100
protein and CD1a. The nerve fascicles demonstrated
an obvious loss of myelinated fibers with no onion-
bulb formation (Fig. 4D). The lesion appeared to be
inflammatory in nature with secondary demyelina-
tion. Diagnoses of Rosai-Dorfman disease, Langer-
hans cell hystiocytosis, and sarcoidosis were ex-
cluded. Three years after decompression surgery,
the patient showed slight improvement in her symp-
toms without disease progression or relapse.

We have described a rare case of selective cauda
equina hypertrophy with idiopathic inflammation
diagnosed by cauda equina biopsy. PET studies re-
vealed accumulation of "¥FDG, but no accumulation
of "'C-methionine in the cauda equina. Usually, in
FDG, an SUV of more than 10 is observed in the case
of malignant tumors and occasionally in special in-
flammatory conditions, such as tuberculosis? or non-
tuberculous mycobacterial infection.'® A previous
study revealed that "'C-methionine frequently accu-
mulated in malignant lymphoma.'* In the present
case, our systemic study revealed no malignancy.

With regard to the therapies administered, serial
immunotheraphies were not effective; however, lam-
inectomy and duraplasty of the thoracolumbar re-
gion for decompression appeared 1o be effective in
preventing progression.

Sarcoidosis has been reported 1o present with
selective cauda equina hypertrophy and CSF pleocy-
tosis.* Pathologically, the diagnosis of sarcoidosis was
excluded.

Burton et al. first reported a case of idiopathic
cauda equina hypertrophy, but they did not have
pathological findings.! We believe that the diagnosis
of selective cauda equina hypertrophy with idio-
pathic inflammation was highly likely in our patient.
Therefore, we propose that this is a new disease
entity: selective cauda equina hypertrophy with idio-
pathic inflammation. The biopsy findings suggest
that the disease pathology may be mainly pro-
nounced focal inflammation in the cauda equina.
Pathological analysis and medical treatment were
not done in the case presented by Burton et al,
although the symptoms of the patient in their study
gradually progressed.!

In our case, serial immunotherapy did not work,
and time was lost with this medical therapy. Surgical
decompression was an important intervention. In
our opinion, in the case of severe cauda equina
hypertrophy, when immunotherapy is not effective,

Selective Cauda Equina Hypertrophy

both surgical decompression and pathological anal-
ysis should be performed as soon as possible.

This is the first case of selective cauda equina
hypertrophy with idiopathic inflammation, which
was diagnosed by cauda equina biopsy. Further re-
ports of similar cases with pathological findings are
required to establish the disease concept and 1o
clarify the underlying pathophysiology.

The authors thank Dr. N. Yuki, Dokkyo Medical College, for
studies of serum autoantibodies against gangliosides, and Dr. G

Sobue, Nagoya University, for DNA analyses of the MFPZ and
PMP22 genes.
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Case Report of a Patient with Hashimoto’s Encephalopathy Associated with
Basedow's Disease Mimicking Creutzfeldt-Jakob Disease

Takeo Sakurai®, Yuji Tanaka", Akihiro Koumura', Yuichi Hayashi",
Akio Kimura", Isao Hozumi", Makoto Yoneda®, Takashi Inuzuka"

Abstract

A 79-year-old female was admitted to our hospital because of unconsciousness and convulsion following
mental deterioration. On admission, she exhibited myoclonic movement of the right side of the face and
right fingers in addition to rigospasticity and tremors in the right arm and leg. Laboratory tests revealed
hyperthyroidism with an increased anti-TSH-R antibody titer. In addition, an echogram indicated exces-
sive blood flow at the thyroid; hence, the patient was diagnosed with Basedow's disease. Interestingly, the
tests also revealed increased titer of anti-TPO antibody, anti-Tg antibody, and anti-NH: terminal of
a-enolase (NAE) antibody; in addition, an EEG showed abnormal findings potentially indicating periodic
synchronous discharge. Brain MR showed cerebral atrophy, and brain *®Te-ECD-SPECT images demon-
strated an overall decrease in the accumulation of * Tc in the cerebrum. The abovementioned findings
are common to patients with Creutzfeldt-Jakob disease (CID). We initiated treatment for hyperthyroidism
with thiamazole and lugol, but this did not regain consciousness, Because she had anti-thyroid antibody
was observed, we considered a differential diagnosis of Hashimoto's encephalopathy and, in fact, methyl-

prednisolone pulse therapy alleviated her symptoms and normalized the EEG findings.

The condition in this case clinically mimicked CJD; therefore, the differentiated diagnosis is important

because Hashimoto's encephalopathy is treatable disease.

(Received: June 1, 2007, Accepted: December 14, 2007)
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The electroencephalogram (EEG)
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on admission at monopolar record-

ing showed paroxysmal abnormal
— souv EEG like power spectral density

"J‘J_'-'zié} 1sec (PSD) at monopolar recording.
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T.WI
Fig. 2

T,-weighted image (TR 522ms, TE 11ms) showed cerebral atrophy, and T;-weighted image (TR 4,075
ms, TE 100 ms) showed high intensity at the periventricular lesion and basal ganglion. Diffusion-
weighted image (TR 2,675 ms, TE 66 ms) demonstrated no high-intensity lesion.

Fig. 1
Brain *"Te¢-ECD-SPECT image on admission
demonstrated an overall decrease in the accu-
mulation of **®Tc in the cerebrum.
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Fig. 4 Clinical course
Al though we treated the patient with thiamazole and lugol, she didn't recover. She recovered rapidly after the initiation of

steroid therapy.
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Fig.§

EEG after treatment with corticos-

teroids demonstrated an a-rhythm

without paroxysmal abnormal EEG
like PSD at monopolar recording.
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Immunoblot analysis of the NH,-terminal of a-enolase
(NAE) with sera yielded strongly positive results for
NAE. The asterisks indicate the position of NAE.
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A Case of Varicella Myelitis for Nursing Care Worker

Mariko Takei-Suzuki', Yuichi Hayashi*, Akio Kimura',
Mamoru Nagasawa®, Akihiro Koumura", Takeo Sakurai',
Yuji Tanaka", Isao Hozumi", Takashi Inuzuka®

Abstract

Varicella myelitis is very rarely observed in healthy adult. We report the case of 25-year-old nursing
care worker who suffered from chickenpox for the first time. Approximately 2 weeks prior to the develop-
ment of the symptoms, she cared for an old man who suffered from herpes zoster. She was admitted to
our hospital, and she complained of weakness and paresthesia in the lower limbs. Subsequently, she
experienced vesicorectal disorders: this was followed 5 days later by the appearance of a rash. Spinal
T:-weighted MR images showed a high-intensity lesion in the spinal cord at the level of Th9/10, and both
[gM-type anti-VZV antibodies and VZV-DNA were present in her cerebrospinal fluid. Treatment compris-
ing a combination of acyclovir at 1,500 mg/day for 14 days and y-globulin with high titer of IgG-type
anti-VZV antibodies at 5 g/day for 5 days result in remarkable improvement. She was able to walk again.
The high-intensity lesion in the spinal T:-weighted MR images disappeared. Urinary dysfunction
disappeared completely after 5 months. Care persons without anti-1gG antibodies against VZV are at a
high risk of contracting varicella infection. Guidelines for infection control in home care, as well as

hospitals, are necessary for caregivers.
(Received: February 3, 2007, Accepted: September 18, 2007)

Key words : varicella-zoster virus, varicella, myelitis, spinal MRI, nursing care worker
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Sagittal

Fig. 1

Axial

Th 9/10

Spinal MRI

Spinal T;-weighted MR images (axial slice: TR 3,600; TE 94, sagittal slice: TR 3,000; TE
102) show high-intensity lesion in the spinal cord at the level of Th 9/10.
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Sensory disturbance
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Fig.2 Clinical course

Neurological complications began 5 days after following the appearance of rash.

IVIG:intravenous immunoglobulin,
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Table 1 Varicella myelitis in healthy adult

Author(year) Age/Sex Symptoms/MRI findings Therapy/Prognosis

Rosenfeld, et al (1993)7 18/F muscle weakness of lower limbs ACV, mPSL
sensory disturbance(Th3.) /improvement
urinary disturbance after 14 days
/C4-5, Th2-8 multiple long lesions

Gilden, et al (1994) 23/M muscle weakness of lower limbs ACV, DXA
sensory diturbance(Th10-) /improvement
urinary disturbance after 7 days
/no obvious findings of MRI

Yang, et al (1994)% 22/M muscle weakness of lower limbs not written
sensory diturbance(C5-) /improvement
urinary disturbance slowly({months)
/MRI findings were not written

Celik, et al (2001)'® 30/M muscle weakness of lower limbs ACV was not used
sensory disturbance(L1-) /improvement
urinary disturbance after 1 month
/no obvious findings of MRI

QOur case 25/F muscle weakness of lower limbs ACV, IVIG
sensory disturbance(L2-) /improvement

vesicorectal disturbance
/Th8-10 high intensity lesion

after 5 months

Varicella myelitis is very rarely observed in healthy adult: 4 cases have been reported previously.
Earlier patients received combination therapy of acyclovir and intravenous steroid showed improved.
[Abbreviation] ACV: acyclovir, mPSL: methylprednisolone, DXA: dexamethasone, IVIG:intravenous

immunoglobulin.
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