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Huntington's disease is a progressive neurodegenerative disease that typically
manifests with Choreic movements, psychological disorders, and cognitive de-
cline. Some patients can initially present atypical movements other than the
usual symptoms, such as parkinsonism, ataxia, and dystonia. In this report, we

[ran present an HD patient who presented with atypical parkinsonism.
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1 | INTRODUCTION
Huntington's disease (HD) is an autosomal dominant and
progressive neurodegenerative disease that typically man-
ifests with choreic movements, psychological disorders,
and cognitive decline. Some patients can initially present
atypical movements other than the usual symptoms, such
as parkinsonism, ataxia, and dystonia.1 The CAG trinucle-
otide repeats expansion is associated with some neurode-
generative disorders. CAG repeats within the huntingtin
(HTT) gene range from 6 to 37 in disease-free people, and
between 30 and 180 in affected individuals.?

In this report, we present an HD patient who presented
with atypical parkinsonism.

atypical parkinsonism, Huntington's disease

2 | CASE REPORT
A 56-year-old male patient underwent treatment for de-
pression for 8years and afterward gradually developed
speech difficulties. Then, gait difficulties, urge inconti-
nence, constipation, memory impairment, and frequent
falling were added to his presentation during the next
4 months. His past medical history was negative for en-
cephalitis or toxin exposure, and he had never been re-
ceived neuroleptics or other antidopaminergic drugs. His
father had HD and died, and his sister has HD with 42
CAG repetitions. (Video S1 and Video S2).

On examination the patient had a masked face, sac-
cadic eye movements were slow in all directions more
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prominent vertically, he had upward gaze restriction, but
no restriction on the downward movement. The upper
and lower extremities were generally rigid and Brady-
kinetic; he walked wide-base with support. He was doing
repetitive movements with his hands during examination
(folding and unfolding his handkerchief). He could not
stand straight for more than 3 min to check blood pres-
sure during standing, but he did not have blood pressure
drop during sitting from a lying position. His speech was
unclear, high-pitched, quivering, and whiny. (Video S3)
The patient had significant cognitive disorders (could not
perform MoCA and MMSE). He did not have REM behav-
ior disorders.

Magnetic resonance imaging (MRI) of the brain
demonstrated generalized atrophy, more prominent on
temporal lobes, and bilateral caudate atrophy. (Figure 1).

Regarding his family history, CAG repetition was
checked for him, and genetic testing demonstrated 39
CAG repetitions on the Huntingtin gene (HTT).

He was on Donepezil 5 mg a day, Amantadine 100 mg
a day, and Valproate sodium 200mg a day. We added
levodopa 25mg three times a day and increased it gradu-
ally to 100 mg three times a day, and increased Amantadine
to 100 mg twice a day, which caused mild improvement in
his bradykinesia, rigidity, and gait.

3 | DISCUSSION
Huntington's disease often begins with chorea. HD some-
times initiates with conditions like parkinsonian phenotype,
ataxia, and dystonia,1 and it is demonstrated that longer
CAG expansions are associated with this situation in the
early stages of the disease,’ as well as earlier age at onset.
Though chorea is the typical feature in HD patients
demonstrating in early to middle ages, chorea may be
absent in late-onset HD, generally in patients with lower
CAG repetition, which commonly leads to a misdiagno-
sis, mainly if the genetic risk is unidentified, and disease
progression is usually slower in these late manifesting pa-
tients. In addition, cognitive and behavioral problems are
less common.* Also, late-onset parkinsonism is usually
levodopa responsive in contrast to early-onset HD.’

FIGURE 1 Axial and coronal

T2 and axial FLAIR MRI showing

severe generalized cortical atrophy,
periventricular white matter changes, and
caudate atrophy. MRI showing severe
generalized cortical and caudate atrophy

Three patients with late-onset Huntington's disease
who presented with levodopa responsive parkinsonism
and cardiovascular dysautonomia have been reported, at
first, they were misdiagnosed as multiple system atrophy
(MSA), but then HD was diagnosed (42-44 CAG repe-
titions).” Another patient was reported by Ciammola
et al.° who developed depression followed by bradykine-
sia, gait freezing, postural instability, dystonia, and mild
chorea.

Here, we report another patient with atypical parkin-
sonism, which was suggestive of MSA at first, but because
of severe cognitive decline and positive family history of
HD, CAG repetition was checked and he had 39 repeats
on HTT.

Therefore, HD should be considered as a differential
diagnosis of patients with atypical parkinsonism, espe-
cially if family history is positive.
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