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tually no psychiatric complications
have been described. Psychiatric
disorders in HHT may develop
shortly after adolescence and pre-
sent with schizophrenia-like symp-
toms with or without accompany-
ing liver cirrhosis.? In addition, a
paradoxical cerebral embolism may
occur from silent pulmonary arterio-
venous malformations, especially in
cases with the HHT1 type. Further-
more, transient ischemic attacks
may occur regardless of the degree
of respiratory symptoms. Finally, a
disturbed angiogenesis with fragil-
ity of small vessels may be involved
in brain dysfunction and neuropsy-
chiatric symptomatology.*
Recently, it was suggested that
the neurovascular manifestations
show age-related penetrance with
an increased prevalence of cerebral
manifestions over the lifespan.”
Although a causal relationship
between HHT and psychopathol-
ogy cannot be demonstrated in the
presented cases, it is worthwhile to
consider brain manifestations of the
disease, including neuropsychiatric
complications, that manifest via dif-
ferent pathways. It is therefore
highly remarkable that no neuro-
psychiatric complications of HHT
are reported in the literature.
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Posttraumatic Parieto-
Occipital Epilepsy

SIR: The prevalence of epilepsy
after traumatic brain injury (TBI) is
about 4%, parietal and occipital
seizures being considered a rare
outcome.> We report a case of a
patient where posttraumatic
parieto-occipital seizures were mis-
identified as psychiatric symptoms,
and stress the importance of the
neuropsychological evaluation in
the diagnosis, especially when im-
aging and electrophysiological ex-
ams show no anomalies.

Case Report

A 39-year-old right-handed woman,
with no psychiatric history, suffered
a TBI after being hit by a car, pre-
senting a Glasgow Coma Scale
score of 15 upon hospital admis-
sion. The cranial computed tomog-
raphy scan revealed epidural left
temporobasal hematoma and sink-
ing left zygomatic arch fracture.
More than a year after TBI, she
started complaining of tingling and
numbness in the right leg and in-
ability to move despite no loss of

power in the limb. These episodes
lasted 1 to 2 minutes without loss
of consciousness, but she had to in-
terrupt ongoing tasks. They were
preceded by a sense of malaise and
followed by fatigue and disorienta-
tion, and their frequency had in-
creased to an episode every 2
weeks. She also complained of poor
concentration, forgetfulness, sleep
disturbances, headache, dizziness,
anxiety and sadness, and being
medicated with antidepressants,
without response. Magnetic resso-
nance imaging (MRI) 2 years after
the accident and the EEG revealed
no anomalies. During the neuropsy-
chological evaluation, when draw-
ing a three-dimensional figure
(cube), she complained of difficulty
in the task, dizziness and tingling
of the right leg, followed by invol-
untary rapid tremor-like move-
ments on the same side for about a
minute, with no loss of conscious-
ness. On the same day the EEG re-
vealed paroxysmal bilateral tem-
poro-occipital activity with left
accentuation and contra-lateral
homonymous propagation. The
suggestion test was negative. She
was medicated with a regimen of
sodium valproate, 1600 mg daily,
and reevaluated after 6 months, but
when drawing a three-dimensional
figure she developed a seizure with
the same characteristics.

Comment

Our patient presented few risk fac-
tors for late seizures,* the first sei-
zure occurring more than a year af-
ter TBI, similar to the 20 months’
mean time previously reported.” Pa-
rietal and occipital seizures are
mainly characterized by the pre-
senting auras, including somatosen-
sory phenomena, although the clini-
cal manifestations may spread
beyond and overshadow the focal
origin. The paresthesia may spread
in a Jacksonian manner, with motor
activity in the affected body mem-
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ber following the sensations in
about 50% of cases. Some parietal
seizures may resemble panic attacks
and be misdiagnosed as a psychiat-
ric disorder, but showing poor re-
sponse to antidepressants, as with
our patient. Parieto-occipital sei-
zures may be provoked by stimuli
involving the receptive, interpre-
tive, and connective function of the
parietal and occipital lobes. The
EEG may show focal discharges in
the posterior regions, but the sei-
zures are often electrically silent.?
Even though MRI and functional
imaging often reveal underlying pa-
thology,® a normal exam, as in our
patient, should not exclude the
presence of organic lesion. The con-
structional apraxia, revealed as a
disturbance in drawing without
correct spatial relationships, existed
despite the absence of apraxia for
single movements.® The copying
deficit was particularly evident in
drawing three-dimensional figures,
and was not simply one of formu-
lating the sequence of steps neces-
sary to produce a complex abstract
form. This may be due to a diffi-
culty in encoding the pictorial
structure of a model depicting a
three-dimensional object, suggest-
ing the existence of a parietooccipi-
tal lesion. In summary, although a
rare outcome from TBI, posttrau-
matic parieto-occipital epilepsy may
occur even after minor head trauma
and few risk factors, and respond
poorly to anticonvulsants. Symp-
tom presentation is pleomorphic,
and can be misdiagnosed as psychi-
atric. The neuropsychological evalu-
ation is useful in the diagnosis, es-
pecially when functional and
neuroimaging exams show no
anomalies, and may help establish-
ing a causative role for TBI in pro-
ducing neuropsychiatric disorders,
which is important from clinical,
scientific, and legal perspectives.
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Patau Syndrome

SIR: Patau syndrome is a congen-
ital disorder which was reported by
Dr. Klaus Patau in 1960." The syn-
drome is caused by presence of an
extra copy of chromosome 13.
Other changes in chromosome 13,
such as translocation, can also re-
sult in the characteristics classified
as Patau syndrome. The syndrome
causes serious physical and mental
abnormalities, including neurologi-
cal impairment, structural facial de-
fects, heart defects, and mental re-
tardation.

The incidence of Patau syndrome
is approximately one per 12,000 live
births.>* The median survival age
for children with the syndrome is
2.5 days. The most common cause
of death is cardiopulmonary com-
plications. Forty-five percent of the
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patients die within the first month
of life and 70% die by 1 year of age.
Survival to adulthood is extremely
rare.

Case Report

We would like to report a 51-year-
old Caucasian woman with Patau
syndrome. Her chromosomal analy-
sis showed partial translocation of
chromosome 13 (unbalanced rear-
rangement between chromosome 13
and chromosome 14).

She had had 17 siblings in all.
Eight of them died within the first
few weeks of life. Another five died
between the ages of 10 and 34 as a
result of the medical complications
of the syndrome; these siblings had
mental retardation and psychosis.
One living sibling, a 30-year-old
man, suffered from mental retarda-
tion and psychosis. Three other sib-
lings, two men and one woman,
had no chromosomal abnormalities
and are healthy.

The patient was born at full term
with six toes on each foot, a small
head, small eyes, low-set ears, and
a cleft lip. Although all of her de-
velopmental milestones were de-
layed, she graduated from a special
education high school. Her Wechs-
ler Intelligence Scale for Children at
4 years old showed an IQ of 61 and
moderate mental retardation. Her
Wechsler Adult Intelligence Scale
(WALIS) at 18 years old showed an
IQ of 74 and educatable mental re-
tardation while Rorschach testing
showed severe immaturity. Her
WAIS at 34 years old showed an 1Q
of 72 and borderline intellectual ca-
pabilities. The Halstead-Reitan Neu-
rophysiological Battery showed se-
rious neurological impairment. Her
EEG showed complex partial sei-
zures, and her computed tomogra-
phy (CT) scan showed blunting of
the frontal horns of the ventricular
system.
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