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AUTHORS' SUMMARY

A patient with Diffuse Lewy Body Disease was
Studied. His diagnosis was based on neuropsy
chiatric features, neuropsychological assess-
ments and neuropathological findings, He did
not have parkinsonism. Recurrent visual halluci
nations typically wefl formed and detailed wera not
found. A cholinestarase Inhibitor was prescribad
for six months and the treatment produced a
clnically relavant behavioral effect. The areas of
predilection for Lewy bodies were in the brainstem
(substantia nigra, raphe nucleus, locus coeruleus,
pedunculoponting nuckeus), the limbic cortex, and
the neocortex (frontal, parietal and temporal),
There were not other histological findings. The
antiubiquiting reaction was positive for all Lewy
body studied

Dementia with Lewy bodies (DLB) is a common
form of dementia in the elderly. It is characterized
by dementia, mild parkinsonism, visual hallucina-
tions, and fluctuations of the consciousness. Lewy
body formation is central to the pathological
phenotype of a spectrum of disorders (/-12).
The most familiar of these disorders is the
extrapyramidal syndrome of idiopathic Lewy
body Parkinson's disease (2). Nightmares have
nol been included in consensus criteria for the
elinical diagnosis of probable and possible DLB as
a specific symptom /1,/2) . The report of this case
is unique because nightmares were the (first
sympiom found and it kept going throughout
the course of the disease, except for six months
when the patient was treated with a cholinesterase
inhibitor.

Case
A T0-year-old right-handed retired man without
schooling was admitted @ Oswaldo Cruz

University Hospital Pernambuco, Brazil, in
January 1995, He began having nightmares
without atonia (NWA) about six years prior 1o
his first evaluation, One year before the first
consult, he had an intestinal infection and he
staried 1o have visual and spatial disorder. as
well as some memory problems and attention
deficits. During the course of the disease he
was not able to find his familiar environments.
He had mild visual hallucinations and jealousy
cpisodes with mild to moderate fluctuation in
cognitive functions, including situations of going
blank. Excessive daytime sleepiness with episodes
of confusion during wakefulness was presented
and il was acceniuated by a non-stimulating
environment. He hesitated about where he lefi
some objects. had some difficulty in tasks
with attentional requests, and ordinary daily
events were not remembered, but some of his
daily living activities were not impaired. There
were fluctuations in confusion and temporal
disorientation episodes throughout course of the
disease, but the periodicity and magnitude of these
events were variable. He was a previously efficient
and independent truck driver. He had a feeling he
was stepping on an uneven surface. His family
history disclosed no dementia diseases, and no
psychiatric abnormalitics emerged from his med-
ical history.

The neurological examination was normal. He
obtained a score of 0.5 on the Clinical Dementia
Rating ( 14/, Neuropsychological assessments are
shown in Table 1 (15-19). He used rivastigmine
i) during six months.

Polysonographical evaluation was not per-
formed (20-25) . A computed tomography showed
mild diffuse cortical atrophy, especially on the left
temporal lobe. Spectroscopy magnetic resonance
imaging performed revealed diiluse cortical atro-
phy. mainly on the left temporal lobe. The
hippocampus gyri were normal, especially when
they were compared with the temporal lobes.
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This patient presented an even greater im-
provement of the nightmares, personal and social
function and daily living skills performance, and
in other cognitive and neuropsychiatrical symp-
toms as well, when he was treated with a
cholinesterase inhibitor (26). When the patient
discontinued rivastigmine (. he got a progressive
worsening of the dementia, and about eighteen
months after, he had a subacute subdural hema-
toma when he fell from his bed, during a night-
mare. He underwent a neurosurgery and remained
bedridden. and all his personal needs were cared
for by nursing personncl. He died at the age of 77,
after a total climcal course of 12 years, from the
first NWNA on, and 6 vears from the first
consult. His death on 2 May 2001 was attributed
1o an infection.

Gross pathology

The postmortem interval was 14 hours. The brain
weighed 1,100 g There was a mild cortical
atrophy, especially on the frontal lobes.

Microscopic pathology

Brain sections were stained with hematoxylin and
cosin, Biclschowsky, and immunocytochemically
for antiubiquiting, anti-tay and anti-B-amyloid
protein. Examination of middle frontal gyrus,
superior and middle temporal. inferior parictal
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gvni, hyppocampi, amygdaloid nucles and mesen-
cephalon sections revealed moderate amount of
miracytoplasmatic Lewy bodies and neuronal
loss. Examination of the pedunculopontine nucle,
locus coeruleus. basal nucleus of Meynert. raphe
dorsal nucler, and substantia mgra showed
Lewy bodies and also neuronal loss (Figures |
and 2) {27).

In conclusion, (i) idiopathic NWA with comor-
d diffuse DLB may be a manifesiabon of the
same neurodegenerative process. (1) MNuctuation
was considered mandatory as a clinical character-
istic for this disgnosis, (1) the most sensitive
ncuropsychological tesis can contribuie io the
characterization of possible qualitative differences
between the diffuse DLB versus other brain
pathologies. (iv) rivastigmine @ may be used
as a therapeutic approach in patients with
possible diffuse DLB. (v) the presence of Lewy
bodies in the locus coeruleus. substantia nigra,
raphe nucleus and especially in the pedunculo-
pontine nucleus may be involved with the of
NWA mechanism, (vi) the occurrence of Lewy
bodies in the neocortex and basal nucleus of
Meynert may play an important role in the
pathogenesis of cognitive disturbances, and (vii)
the diffuse Lewy body disease s a nosological
entity. B
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