Case Report

Clinical Presentation and Short-Term Prognosis of Faciobrachial Dystonia
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Abstract: Wide range of disorders fall into the intersection between Psychiatry and Neurology.
Movement Disorders namely dystonia, chorea, tics, tremors and myoclonus often raise dilemma
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between coarse brain pathology and functional disorder. Faciobrachial Dystonia due to autoim-
mune encephalitis presents with dystonic movements of face and arm; memory impairment and
psychiatric symptoms which may create uncertainty between the diagnosis of neurologic
disorder and psychogenic movement disorder.

This is a case of a middle-aged lady who presented in the chamber of a psychiatrist with irrelevant
speech, jerky movement of right side of face and hand and forgetfulness of recent events. MMSE
score at the presentation were 20. Her symptoms were not responsive to conventional anti-epilep-
tic, anxiolytic or sedative-hypnotics. Thus, she was advised an MRI on the basis of which she was
referred to a neurologist. On the basis of clinical presentation, physical and mental state examina-
tion and laboratory investigation, the lady has been diagnosed as a case of Faciobrachial Dysto-
nia due to anti LGI I autoimmune encephalitis. She was given Methyl Prednisolone 1 gm daily for
5 days followed by oral methyl Prednisolone and rapid tapering within 1 month. Following high
dose steroid treatment, the frequency of her dystonic movements improved robustly.

Psychiatrists are often the first point of contact for the patients with movement disorder. Knowl-
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the patients. Moreover, they can collaborate with neurologists and other healthcare profession-
als to provide integrated, multidisciplinary care that addresses both the physical and mental

Neurology health needs of the patients.
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Introduction

Intersection between neurologic and psychiatric disorder
has been increasingly studied in recent years. Psychia-
trists and neurologists often encounter the cases with
movement disorders. Tremor, tics, chorea, myoclonus
and dystonia are most prevalent movement disorders
presented to neurologists. On the other hand, catatonia
and psychotropic induced movement disorders often
present to psychiatrists. Thus, the diagnostic dilemma
often oscillates from coarse brain pathology to functional
disorder. Genetics, infection, toxins, metabolic disorder,
vascular event, brain injury or adverse effect of
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prescribed medication may predispose or precipitate
movement disorder. Autoimmune encephalitis is an
infectious disorder of brain that often presents with
overlapping features of psychiatric and neurological
symptoms. New classifications of autoimmune encepha-
litis based on mechanism-related autoantibodies herald a
new era which bridges neurology, psychiatry, immunolo-
gy and synaptic biology'.

Among autoimmune encephalitis, N-methyl-d-aspartate
receptor (NMDAR) and anti-leucine-rich glioma-inacti-
vated 1 protein (LGI1) are most common auto antibodies
directed against cell surface proteins. Anti LGI1 autoim-
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mune encephalitis often presents with clinical picture
that may mimic to psychogenic movement disorder.
These group of autoantibody related encephalitis are
relatively treatment sensitive’. Early detection of such
seropositive autoimmune encephalitis assures enhanced
patient outcomes and minimizes disability. Thus, the aim
of this case study is to present a case of Facio brachial
dystonia who has been diagnosed as a case of psychogen-
ic movement disorder for long before confirmation of the
neurologic diagnosis.

Case Presentation

Mrs. F, a 39 years old Muslim married woman from Dhaka
visited to the chamber of a psychiatrist (the first author)
with the complaints of forgetfulness, stereotyped move-
ment of right side of head, face and arm and repeated
utterance of “I feel uneasy inside head”. Her symptoms
started with headache on June 2022 which was gradually
increasing. Approximately 3-4 months after the onset of
headache, she has developed jerky movement of right side
of face, right forearm and hand which was also increasing.
Initially the movement occurs 5-6 times a day. At this
stage Mrs. F went to an internist who advised her EEG and
CT scan of brain, the report of which were unremarkable.
The physician prescribed her conventional antiepileptic
(valproate) with the suspicion of possible seizure. Howev-
er, the dystonia getting worse day by day. After 2 months
of onset, the dystonia becomes persistent throughout the
day. Moreover, her family members state that she has been
losing attention and forgetful of basic things (asking her
unmarried daughter “where is your husband?”). Consider-
ing this as an irrelevant speech, family members of Mrs. F
brought her to the chamber of the psychiatrist. On query it
has been revealed that she has been also suffering from
insomnia from the beginning.

On mental state examination, tremor of right side of face
and arm was observed; mood was anxious; speech was
evolving around her headache; thought, perception,
judgment and insight were intact. All other general and
neurologic examination revealed no abnormality. Abnor-
mal head, face and arm movement associated with
headache and forgetfulness, not responding to conven-
tional antiepileptic drug raises suspicion of the neurolog-
ical origin. Thus, she has been advised Mini Mental State
Examination (MMSE) and MRI of brain (Fig 1 and 2).

MMSE score was 20 on the first day. MRI of brain was
suggestive of chronic toxic/ hypoxic-ischemic encephali-
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Fig 2: Flair & DWI image of MRI brain of Mrs.F

tis and mild degenerative cerebral cortical atrophy with
temporo- parietal predominance. Based on the clinical
presentation, psychometric evaluation and MRI report,
the patient has been referred to a neurologist (2nd
author). Neurologist conducted the general physical
examination and neurological examination but nothing
significant was found except tremor and dystonia. Her
laboratory examination including liver function, renal
function, serum copper and ceruloplasmin tests, were
within normal range. On the basis of clinical presenta-
tion, physical and mental state examination and laborato-
ry investigation, Mrs. F has been diagnosed as a case of
Faciobrachial Dystonia most likely due to autoimmune
encephalitis. She was given Methyl Prednisolone 1 gm
daily for 5 days followed by oral methyl Prednisolone
and rapid tapering within 1 month. Following high dose
steroid treatment, the frequency of her dystonic move-
ments improved robustly.

During her follow up visit after one month, Mrs F shows
no dystonic movement, memory function improves
(MMSE 25) and sleep has been restored.

Discussion

Movement disorders due to neurological abnormality
often does not exhibit any hard sign. Structural brain
abnormalities are one of the important causes of move-
ment disorder. Etiologically, there is disconnection
between Limbic cortex and motor cortex which lead to
dystonia®. On the contrary, psychogenic movement disor-
ders are not related to any structural changes. The precise
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mechanism behind psychogenic movement disorder is
not clearly known and it is postulated that stressor causes
disconnection between brain and body and the person
become unaware of his voluntary movement. Presenting
features of both types of movement disorder often raises
clinical dilemma between psychogenic and neurologic
functional disorder.

Faciobrachial dystonia is an immunotherapy responsive,
brief and focal type of movement disorder often preced-
ing the cognitive impairment4. Though exact mechanism
of Faciobrachial Dystonia (FBD) is unknown, from
neuroimaging studies, it is evident that FBD seizure
arises from motor cortex and basal ganglia. Cognitive
impairments were the most prevalent related condition,
with seizures follow a clinical characteristic?.

Unusual clinical presentation and initially normal labora-
tory reports often mislabel Faciobrachial dystonia as
functional or psychiatric origin®. Autoimmune antibody
testing and response to immunotherapy are important
markers for diagnosing autoimmune encephalitis. Pleo-
cytosis brain abnormalities on T2-weighted and fluid-at-
recovery (FLAIR)
resonance imaging (MRI) confined to medial temporal

tenuated inversion magnetic
lobes are another finding commonly detected in autoim-

mune encephalitis®.

Weishuai (2018) suggests FBD seizure occur early and
have a high incidence in LGI1 antibody encephalitis and
upon definitive diagnosis, immunotherapy be initiated
immediately’. As autoimmune antibody panel testing is
time consuming and expensive, thus clinical evaluation
and MRI findings remain the earliest convenient
diagnostic tool. Irani (2012), investigated the response of
immunotherapy in FBD and observed excellent
short-term outcome of dystonia4. As Mrs. F has been
suffering from movement disorder and cognitive impair-
ment for long 8 months, so based on her presentation
only MRI of brain has been advised. As the MRI is very
much suggestive of autoimmune encephalopathy, so
treatment begun immediately. Rapid resolution of symp-
toms confirms the diagnosis of Faciobrachial Dystonia
due to autoimmune encephalitis.

One important limitation of the study is unavailability of
the autoimmune encephalitis panel as patient party
refused to do the test. However, as other clinical parame-
ter and imaging study is very much supportive of the
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diagnosis, so the treatment initiated which ultimately
alleviate patient’s suffering.

Conclusion

Psychiatrists plays a vital role in the comprehensive care
of patients with movement disorders. When patients
present at early stage of movement disorder and clinical
examination and baseline investigation reveal no abnor-
mality, psychiatric disorders become first possibility.
Psychiatrists should be cautious to deal such cases and do
not hesitate to do extensive evaluation.

Early interdisciplinary referrals ensure proper manage-
ment and lessens the suffering of patients. Psychiatrists
possess the expertise to assess and manage the emotion-
al, cognitive, and behavioral aspects associated with
these conditions. Moreover, they can collaborate with
neurologists and other healthcare professionals to
provide integrated, multidisciplinary care that addresses
both the physical and mental health needs of the patients
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