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Abstract

Progressive Supranuclear Palsy (PSP) is a rare neurodegenerative disease that is classified among Parkinson plus syndromes,
manifesting itself with behavioral, cognitive and emotional symptoms as well as parkinsonian symptoms such as postural instability,
ophthalmoplegia, bradykinesia, rigidity affecting the brain stem, basal ganglia and cerebellum. Although there is sufficientinformation
about the pathological process and clinical presentation of PSP, there is no valid biomarker for diagnosis, clinical findings and
neuroimaging are very important in diagnosis, patients often get misdiagnosis at their first application. It has been reported that
psychiatric symptoms are common in these individuals due to the involvement of the frontal-subcortical circuits, and therefore
patients can get psychiatric diagnoses in the early period. We aimed to present a 72-year-old female patient who was followed up
with the diagnosis of major depressive disorder in various centers for about 4 years, who did not benefit from psychiatric treatment,
and diagnosed with PSP eventually. We also aimed to emphasize that importance of considering neurodegenerative diseases in
differential diagnosis in patients whose depressive symptoms begin at an advanced age, are resistant to treatment and have atypical
symptoms such as the presence of accompanying neurological findings, and psychiatric symptoms may be the first symptom of
neurodegenerative diseases.
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Progresif Supraniikleer Palsi (PSP), Parkinson plus sendromlari arasinda siniflandirilan, davranigsal, biligsel ve duygusal semptomlarin
yani sira postural instabilite, oftalmopleji, bradikinezi rijidite gibi parkinsonyen semptomlarla kendini gdsteren beyin sapini, bazal
ganglionlari ve serebellumu etkileyen nadir bir nérodejeneratif hastaliktir. PSP'nin patolojik stireci ve klinik goriinlimii hakkinda yeterli
bilgi olmasina ragmen, tani igin gecerli bir biyobelirteg bulunmamakta, klinik bulgular ve nérogériintiileme tanida gok dnemli yer
edinmekte, hastalar ilk bagvurularinda siklikla yanhs tani almaktadir. Bu kisilerde frontal subkortikal devrelerin etkilenmesi nedeniyle
psikiyatrik belirtilerin yaygin oldugu ve bu nedenle hastalarin erken dénemde psikiyatrik tani alabilecegi bildirilmistir. Burada yaklasik 4
yildir gesitli merkezlerde major depresif bozukluk tanisiyla takipli, psikiyatrik tedaviden yarar gérmeyen , degerlendirmeler sonucunda
PSP tanisi alan 72 yasinda kadin olgunun sunulmasi amaclanmis olup, depresif semptomlari ileri yasta baslayan, tedaviye direncli ve
eslik eden norolojik bulgularin varligi gibi atipik belirtileri olan hastalarda ayirici tanida nérodejeneratif hastaliklarin diistintilmesinin
onemi, psikiyatrik belirtilerin nérodejeneratif hastaliklarda ilk belirti olabilecegi vurgulanmak istenmistir.

Anahtar Kelimeler: Depresyon, nérodejeneratif hastaliklar, progresif supraniikleer palsi

INTRODUCTION and emotional symptoms. Postural instability and falls
are the most common complaints. Patients' gait is slow
and unsteady. Bradykinesia and rigidity are symmetrical.
Dysarthria and dysphagia can be seen due to
pseudobulbar paralysis. Frontal lobe symptoms occur at
the early stages (2). It has been reported that psychiatric
symptoms are common in these individuals due to the
involvement of the frontal-subcortical circuits, and
therefore patients can get psychiatric diagnoses in the

Progressive supranuclear palsy (PSP) is a rare
neurodegenerative disease affecting the brainstem, basal
ganglia, and cerebellum. The age of onset of the disease
is often between 60 and 65 years, and its frequency
does not differ between genders (1). PSP is a disorder
manifested by postural instability, ophthalmoplegia,
bradykinesia, rigidity as well as behavioral, cognitive
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early period (3). Among the neuropsychiatric symptoms
of PSP; apathy, depression, sleep disorders, personality
changes, disinhibition, and cognitive disorders can be
listed (4). In this study, we aimed to share the clinical
features of a patient who had been followed up with
depression for a long time and was diagnosed with PSP.

CASE REPORT

72-year-old female, unemployed and primary school
graduate patient applied to the psychiatry clinic with
complaints of unwillingness, despair, inability to enjoy
life, not wanting to leave the house, occasional crying
attacks, inability to fall asleep and inability to continue to
sleep, which started about four years ago and continued
increasingly. The patient applied to various outpatient
psychiatry clinics and was diagnosed with depression
and Fluoxetine and Trazodone were started. The patient
used these medications regularly for 1 year but did not
get any response. The patient applied to other clinics
due to depression and she was started on Escitalopram,
Venlafaxine and Quetiapine due to depression diagnosis
and Donepezil due to memory problems, despite not being
diagnosed with dementia. The history of patient revealed
that she had fallen four times in the last three years and
was conscious at the time of the fall and she had balance
problems whilewalking. She had ahistory of hypertension,
and major depressive disorder for 4 years, without a
history of family psychiatric or substance abuse. In the
psychiatric examination; depressive mood, anhedonia,
avolition, difficulty in falling asleep, decreased speech
fluency, psychomotor retardation, attention and memory
impairment were found. In the neurological examination;
hypomimia, hypophonia, bilateral bradykinesia, bilateral
rigidity, postural instability, bilateral supranuclear gaze
paralysis and slowed saccadic eye movements were
detected. Laboratory tests of the patient were found
to be normal, the patient got 24/30 points from the
Standardized Mini Mental Test. Cranial MRI revealed
midbrain-mesencephalon atrophy. Hummingbird
appearance was observed in sagittal section (Figure-1).
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Figure 1. Hummingbird sign; Mid-sagittal T1-weighted sequence MRI
brain showing atrophy of the midbrain tegmentum, with a relatively
preserved pons, decreased midbrain to pons ratio with a superior aspect
concavity, resembling the head and body, respectively, of a hummingbird
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After the current clinical picture and imaging tests, the
patient was referred to neurology with the prediagnosis
of probable PSP, diagnosis was made according to the
National Institute of Neurological Disorders and Stroke
and Society for Progressive Supranuclear Palsy (NINDS-
SPSP) diagnostic criteria and then L-Dopa was started at
500 mg / day. Her psychiatric treatment was arranged as
Sertraline 100 mg / day and Zopiclone 7.5 mg / day. The
patient who responded poorly to L-Dopa treatment had a
partial regression in her depressive mood and insomnia
during the follow-up period, and her response status was
determined by clinical evaluation and a 25% decrease
in the Hamilton Depression Scale score compared to
the baseline score. The patient's follow-up continues
in neurology and psychiatry outpatient clinics. Written
consent was obtained from the patient for publishing
case report.

DISCUSSION

Treatment-resistant depression and sleep disorder
started about 4 years before the diagnosis of PSP.
Although there is a high possibility of depression in
patients with PSP in the following years, there are also
cases that present with psychiatric symptoms and
are later diagnosed with PSP (5). It has been stated
that psychiatric symptoms are quite common in these
individuals due to the involvement of the frontal-
subcortical circuits, and therefore patients can also be
diagnosed with psychiatric disorders in the early period
(3). Although many neurobiological models related to the
frontal lobe and its functions have been proposed, the
fronto-subcortical loops start from the cortex and follow
a path from the cortex to the striatum, globus pallidum
and dorso-medial thalamus. It is thought that there
are five cycles following the mentioned path starting
from the frontal cortex, two of them are related to eye
movements and the other three are closely related to the
behavioral dimension. These 3 pathways closely related
to the behavioral dimension are the anterior cingulate
loop, orbito-frontal loop and the dorsolateral prefrontal
loop, and the damage in the pathway is clearly reflected
in the clinic (6). Supranuclear gaze paralysis diagnosed
in the neurological examination of our patient was
indicating fronto-subcortical circuit dysfunction which is
responsible from eye movements. The loss of energy and
motivation, depressive mood and apathy detected during
the psychiatric examination attributed to involvement
of the anterior cingulate loop. Difficulty in focusing
and maintaining attention, cognitive impairment, and
decrease in speech fluency occurred as a result of the
involvement of the dorsolateral prefrontal cycle which
is associated with executive functions.In Parkinson's
disease and Huntington's disease, the involvement of
subcortical pathways is asserted to be responsible
from the dementia accompanying movement disorders
(7). In our case, the findings and neuroimaging results
support the diagnosis of progressive supranuclear
palsy. The hummingbird sign image is diagnostic for the
diagnosis of PSP and has 100% of sensitivity (8). It has
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been reported that falls usually occur within three years
after the onset of the disease, and MRI findings correlate
with the stage of the disease (9). Apathy was reported
to be the most common neuropsychiatric symptom in
PSP and it is difficult to distinguish it from depression.
It has been stated that apathetic individuals generally
describe their own moods as happy and pleasant unlike
individuals with depression, and depression and apathy
may coexist very often. It has been reported that apathy
can be treated with antidepressant treatment when
depression accompanies apathy (10,11). In the literature,
it has been stated that PSP does not respond or respond
poorly to L-Dopa treatment, and insomnia is a common
symptom in PSP, patients have prolonged sleep latencies
and have difficulty in maintaining sleep at the same time,
REM sleep is shortened while the rate of sleep-related
movement disorders and sleep apnea is increased
(12,13). It has been stated that Zolpidem can positively
contribute to motor functions and supranuclear gaze
paralysis in PSP, and it has positive contributions to sleep
disorders in Parkinson's patients. Since Zolpidem is not
available in our country, Zopiclone, which is another
nonbenzodiazepine GABA agonist, was started (14,15).

CONCLUSION

Consideringthepatient'sclinicandneuroimagingfindings,
we thought that PSP started years ago with psychiatric
presentation since depression symptoms and insomnia
did not respond to psychiatric treatment for many years
and patient's parkinsonism symptoms didn't respond to
L-Dopa treatment. Psychiatrists should be more careful
in terms of neurodegenerative diseases in patients with
atypical symptoms such as the onset of depressive
symptoms at an advanced age, resistance to treatment
and the presence of accompanying neurological findings,
as in our patient. It should also be kept in mind that
neurodegenerative diseases may also present with
psychiatric symptoms and that depression and insomnia
may be the first symptom of neurodegenerative diseases.
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