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An apparently normal 22-month-old boy was evaluated be-
cause of weekly paroxysmal episodes consisting of curvature
of the body (alternating sides). During attacks, which lasted
5 minutes to 8 hours, the patient had extreme irritability.
We hypothesized based on the clinical picture that the par-
oxysmal events might correspond to partial epileptic seizures,
hemiplegic migraine, paroxysmal torticollis, or Sandifer’s
syndrome.

Blood count, hepatic and renal function, ionogram, and
glycemia were normal. Electroencephalogram showed left
temporal slow waves. Brain computed tomography scan was
normal. The patient was put on sodium valproate (30mg/kg/
day PO).

Two months later, the patient had similar weekly attacks.
These episodes were videotaped, and we were able to diag-
nose a paroxysmal dystonia accompanied by irritability.
Physical and neurological examination was normal between
the attacks. Mental age showed a delay of 10 months of
global development (Griffiths scale). Brain magnetic reso-
nance imaging (MRI) showed symmetrical hypersignal in
T2-weighted images in the brainstem, globus pallidus, thal-
ami, and dentate nuclei (see Fig). Serum and urinary amino
acid analysis in the interictal periods disclosed abnormally
high leucine (489�mol/L; normal, �109), isoleucine
(278�mol/L; normal, �94), valine (500�mol/L; normal,
�246), and alloisoleucine (88�mol/L; normal, �3.4) levels.
Urinary organic acid chromatography was normal. Serum
leucine level was 300�mol/L after 5 days’ treatment with a
vegetarian diet and milk substitute. Supplementation with
high doses of thiamine did not improve the metabolic pic-
ture. Ten months after maple syrup urine disease (MSUD)
was diagnosed, the patient had only two mild attacks of dys-
tonia accompanied by metabolic decompensation episodes
precipitated by fever. In addition, his psychomotor develop-
ment improved, particularly verbal capacities. Brain MRI has
not shown significant differences, however.

Most episodes of paroxysmal dyskinesia in children are id-
iopathic. Secondary metabolic causes include nonketotic hy-
perglycinemia, hypoglycemia, hypocalcemia, thyrotoxicosis,
kernicterus, cystinuria, and pyruvate carboxylase deficiency.1

We have presented a patient with episodes of nonkinesigenic
paroxysmal dystonia accompanied by marked irritability.
This makes this case different from typical idiopathic dysto-
nias.2 Left temporal electroencephalogram abnormalities sug-
gested a diagnosis of epilepsy, but it was quite improbable
given the alternating location of the dystonic attacks and the
failure to respond to antiepileptic therapy. Brain MRI
pointed to a symptomatic cause (metabolic, toxic, or an-
oxic).3 The abnormal levels of branched-chain amino acids
in the interictal periods with persistently high alloisoleucine
levels have helped us diagnose chronic intermediate MSDU.4

Nonspecific developmental delay, progressive psychomotor
retardation, dementia, and seizures can be observed during
the course of this disease.5 Although age at onset, delayed
psychomotor development, and typical brain imaging make

this case similar to others, our patient atypically presented
with paroxysmal dystonia. MSUD should be considered in
the differential diagnosis of secondary causes of childhood-
onset paroxysmal dyskinesia.
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Fig. (A) T2-weighted image at the level of the lateral ventri-
cles. Shown are symmetrical hypersignal of the globus pallidus,
thalami, and brainstem sparing the internal capsule. (B) T2-
weighted image at the level of the middle pons. Symmetrical
hypersignal of the pons and the dentate nuclei is visible.
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Primary progressive aphasia (PPA) is a clinical dementia syn-
drome characterized by a progressive loss of language with
preservation of memory, visuospatial skills, and reasoning for
at least the first 2 years of observable symptoms. Selective
atrophy and hypometabolism are seen in the perisylvian area
of the left cerebral hemisphere. This clinical syndrome can
be a form of frontotemporal dementia and usually is not as-
sociated with the neuropathological findings or cholinergic
loss of Alzheimer’s disease. Bromocriptine, a dopamine ago-
nist used in the treatment of Parkinson’s disease, has been
shown to improve speech production in nonfluent aphasia
after left hemisphere infarctions. To determine the effect of
bromocriptine on language function in patients with PPA,
we enrolled six subjects with a mean age of 66.8 years and
aphasia quotients ranging from 49.1 to 83.8 in this double-
blind, placebo-controlled, crossover design. Subjects were
tested at baseline and after each arm of treatment on nam-
ing, word fluency, and narrative language. Narrative lan-
guage samples were analyzed for mean length of utterance
(MLU), proportion of grammatical sentences produced, the
proportion of nouns to verbs, and open-class to closed-class
words.

Subjects were administered study medication starting at
1.25mg PO with an increase of 1.25mg every 2 days until a
maximum dose of 7.5mg three times a day was reached. Sub-
jects were retested 7 weeks after the maximum dose was
reached and then were crossed over to the other arm of the
study after a month-long washout period. One subject
dropped out because of a negative side effect (reduced frus-
tration tolerance) after completing the first arm of the study,
during which time he had received active drug. His data
were included in the subsequent analyses. No other adverse
events were noted. A two-way analysis of variance (group X
treatment) was conducted for each language variable to eval-
uate the effect of treatment on performance.

No significant differences between bromocriptine and pla-
cebo conditions were found for any of the language mea-
sures, with the exception of MLU, which was greater under

the bromocriptine as compared with the placebo condition
(F[1,3] � 36.8, p � 0.009). However, a significant decline
in MLU was still found when comparing pre- versus post-
treatment (bromocriptine) performance (F[1,3] � 11.46.
p � 0.043). Although bromocriptine may be associated with
a mild slowing of language deterioration in patients with
PPA, the effect is limited and does not appear to alter the
overall course of the disease.
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Corrections
Kevin St. P. McNaught, Alexander Kapustin, Te-
hone Jackson, Toni-Ann Jengelley, Ruth JnoBap-
tiste, Pullanipally Shashidharan, Daniel P. Perl,
Pedro Pasik, and C. Warren Olanow. Brainstem Pa-
thology in DYT1 Primary Torsion Dystonia. Ann
Neurol 2004;56:540–547 (October, 2004).

Due to an editing error, the final sentence in the
published abstract was reproduced incorrectly. The cor-
rect sentence is “The role of the pedunculopontine and
cuneiform nuclei, and related brainstem structures, in
mediating motor activity and controlling muscle tone
suggests that alterations in these structures could un-
derlie the pathophysiology of DYT1 dystonia.”

The publishers regret this oversight.
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Manjit S. Matharu, Miles J. Levy, Karim Meeran,
and Peter J. Goadsby. Subcutaneous Octreotide in
Cluster Headache: Randomized Placebo-Controlled
Double-Blind Crossover Study. Ann Neurol 2004;
56:488–494 (October 2004).

Due to an author oversight, the qualification of Dr.
Manjit S. Matharu was reproduced incorrectly. The
correct qualification is MRCP.

The authors regret this error.
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