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Comment

What makes this case noteworthy,
apart from the rarity of the syn-
drome and survival to adulthood, is
the evolution of the psychosis,
which is not a feature of Patau syn-
drome. The patient started to de-
velop auditory hallucinations at the
age of 15, for which she had multi-
ple admissions and received differ-
ent antipsychotic medications.

She started to decompensate after
her antipsychotic medication was
changed because of questionable
seizures. She presented in the emer-
gency room with agitated behavior.
She was observed conversing with
God, the devil, and her deceased
siblings. She was delusional; she be-
lieved that people were taking her
strength. The patient was medi-
cated and admitted to the psychiat-
ric floor. She was put on a regimen
of valproic acid, 500 mg twice daily,
aripiprazole, 20 mg daily, and olan-
zapine, 20 mg daily.

She was discharged to an assisted
living facility after she stabilized.
Since then, she has not had any
hospitalization.
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Pisa Syndrome Resolved
After Switching to
Olanzapine

SIR: Pisa syndrome, or pleurotho-
tonus, is a rare dystonic reaction
commonly associated with pro-
longed antipsychotic medication.
The treatment of Pisa syndrome at
present is empirical, reflecting a
poor understanding of its underly-
ing pathophysiology.' The first-line
treatment for Pisa syndrome re-
mains a reduction in dose or dis-
continuation of antipsychotics, and
the second-line treatment is an anti-
cholinergic medication.! Here, we
present a case of Pisa syndrome
that developed during treatment
with risperidone. Although both
therapies were ineffective, the prob-
lem was resolved successfully after
the medication was switched to
olanzapine.

Case Report

“Mr. A,” a 29-year-old man with a
3-year history of DSM-IV schizo-
phrenia, had no history of head
trauma or other neurological prob-
lems, and had no family history of
dystonia or other movement disor-
ders. In October 1999, he was ad-
mitted to the psychiatric unit for 9
months because of a severe psy-
chotic exacerbation resulting in self-
injuries of the tongue with scissors.
A regimen of bromperidol, a maxi-
mum of 27 mg/day, and biperiden,
3 mg/day, was implemented with
consequently good results. In the
outpatient clinic, bromperidol was
switched to risperidone at 4 mg/
day, and then biperiden was dis-
continued.

In January 2001, 4 months after
the initiation of risperidone, Mr. A
was observed walking with a tilt to-
ward the left. Physical examination
showed tonic flexion of the trunk
toward the left along with a slight

backward axial rotation, classically
referred to as Pisa syndrome. No
evidence of other extrapyramidal
symptoms was found. Secondary
dystonias resulting from metabolic
disorder, organic disorder, or infec-
tion were ruled out. The regimen of
trihexyphenidyl was attempted for
4 weeks but no benefit was seen. A
regimen of risperidone, 4 mg/day,
was then reduced, step by step and
cautiously, to 1 mg/day in 2
months. No improvement in Pisa
syndrome was observed after 2-
month observation with this dose.
Because of the risk of psychotic re-
lapse, risperidone, 1 mg/day, was
successively switched to olanza-
pine, 5 mg/day, despite its discon-
tinuation in August of 2001. Pisa
syndrome gradually improved, and
the symptoms disappeared within 2
months. Two years after olanzapine
treatment, the patient was found to
be in remission from the psychosis
with no signs of Pisa syndrome.

Comment
The substitution to atypical antipsy-
chotics, particularly clozapine, may
provide alternatives for the treat-
ment of patients with tardive dys-
tonia.? Olanzapine, which has phar-
macological similarities to
clozapine, has been also suggested
to be effective in the treatment of
tardive dystonia.®> For the treatment
of Pisa syndrome, the usefulness of
atypical antipsychotics has been
mentioned only in a few case re-
ports on clozapine* and amisul-
pride.” In this case, it remains un-
clear whether the clinical resolution
of Pisa syndrome represents an anti-
dystonic effect of olanzapine or
simply a spontaneous remission of
Pisa syndrome after the withdrawal
of the offending drug, risperidone.
Similar claims have been made for
clozapine in the treatment of tar-
dive dystonia.*

Although the pathophysiological
mechanism is still unclear, this case
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report demonstrates a possible use-
fulness of olanzapine as an antipsy-
chotic mono-therapeutic strategy
for Pisa syndrome, even if the syn-
drome is triggered by other atypical
antipsychotics such as risperidone.
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Prader-Willi Syndrome

SIR: Prader-Willi syndrome is a
chromosomal disorder that was first
described by Langdon Down' in
1887 and was reported by Prader et
al.? in 1956. They reported a series

of patients with mental retardation,
obesity, and hypogonadism.

In 1981, Ledbetter et al.® identi-
fied deletions of genes in the proxi-
mal arm of the paternal chromo-
some 15. Loss of gene material at
the maternal chromosome 15 results
in Angleman Syndrome. This pat-
tern of inheritance—when expres-
sion of a gene depends on whether
it is inherited from the father or the
mother—is called imprinting.*

Prader-Willi syndrome is the first
human disease attributed to ge-
nomic imprinting.* In the United
States, rate of prevalence of the syn-
drome has been reported to be 1 in
16,000." Differences in prevalence
between racial groups, sex, and age
have not been reported.' Although
the syndrome is best known for its
food-related characteristics, includ-
ing hyperphagia and obesity due to
decreased perception of satiety sec-
ondary to hypothalamic abnormali-
ties,®” it also involves other non-
food-related characteristics, such as
cognitive dysfunction, academic
weakness, and behavioral prob-
lems.>”®

Some reports have noted that be-
havioral problems increase in ado-
lescence and adulthood years be-
cause of growing psychosocial
stresses.” Often, these maladaptive
behaviors pose multiple challenges
to the clinicians and heighten the
stress of the patient’s family.

Case Report

A 26-year-old man was diagnosed
with Prader-Willi syndrome. De-
spite his mild mental retardation
and delayed developmental mile-
stones, he finished 12th grade of
special education.

His elderly parents were unable
to provide the essential care for his
condition and requested housing
support in form of group home set-
ting. The patient was unable to
cope with the changes and re-
sponded with disruptive behavior
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that led to his first psychiatric ad-
mission.

On the day of admission, the pa-
tient became agitated with little
provocation and attempted to break
the fish tank in his house; when his
mother interfered, he threatened
her.

In the emergency room, he ap-
peared with the following physical
features: obesity (weight: 285
pounds, height: 5 ft), a round face
with full checks, narrow nasal
bridge, down-turned mouth with
thin upper lip, small hands and
feet, and undescended testicles.

His characteristic profile included
compulsive eating, hoarding food,
argumentativeness, stubbornness,
irritability, aggressive behavior,
skin picking, and sleep apnea.

His electrocardiogram, complete
blood count, and blood chemistry
were within normal levels.

On interview, the patient was un-
cooperative, loud, screaming,
punching the walls, slamming the
doors, and demanding to leave the
hospital. He denied suicidal and
homicidal ideation. No psychotic
features were elicited. He was med-
icated and was admitted to the de-
velopmental delay unit in a differ-
ent hospital.

Comment

Unfortunately, diagnosis of Prader-
Willi syndrome is overlooked, de-
spite the clinical criteria. Manage-
ment of the syndrome requires a
multidisciplinary approach; treat-
ment implications involve medical
and dietary management as well as
psychiatric intervention.
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