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Dumbness revealing Fahr syndrome
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Abstract
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Fahr’s syndrome is an anatomoclinical entity, defined by Theodor
Fahr in 1930. It is determined by the presence of intracerebral, bilat-
eral and symmetrical calcifications, non-arteriosclerotic, located in the
basal ganglia. One of its main aetiologies is Pseudohypoparathyroidism
(PHP), which shows resistance to the action of Parathyroid hormone
(PTH), with mainly hypocalcemia and normal to high levels of PTH.
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The clinical manifestations of the disease do not correspond to any
specific picture, but they can be dominated by various neuropsychi-
atric symptoms. We report the case of a 28-year-old young man who
had a first psychotic attack a year ago, treated but without therapeutic
observance, and who presented for mutism revealing Fahr syndrome.

The evolution was marked by an improvement under conventional
neuroleptics.
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Introduction

Fahr syndrome is a rare anatomoclinical entity, determined
by the presence of intracerebral, bilateral and symmetrical cal-
cifications in the basal ganglia.

The clinical symptomatology of the disease may be domi-
nated by various neuropsychiatric symptoms [1]. We report the
case of a 28-year-old youngster who presented with mutism re-
vealing Fahr syndrome.

Observation

28-year-old AS patient, originally from and living in Agadir,
with no particular medical history, had presented, a year ago, a
first psychotic attack that lasted twenty days, made up of behav-

ioral disorders of the type of agitation and aggression associat-
ed with ideas of persecution, bizarre behaviors such as checking
for closing doors, exploring your home, hyper-vigilance, anxiety
and insomnia. The patient was put on: Amisulpride, taken for
only a few days.

The current episode dates back four months, the patient pre-
sented to the emergency room in a picture of mutism associ-
ated with vomiting without confusional symptoms, or walking
disturbances, or associated infectious syndrome. Hospitaliza-
tion in neurology was indicated, the neurological examination
was without abnormalities. The biological assessment made
of PTH, calcemia, magnesium was unremarkable. Brain CT re-
vealed bilateral calcifications of the basal ganglia (Figure 1).
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The course was marked by behavioral disturbances in the
form of agitation and hetero-aggression, then the patient was
referred to a psychiatric consultation.

The psychiatric interview objected to a poorly systematized
delusional syndrome with ideas of persecution. The patient’s
judgment was impaired, without any awareness of the distur-
bances.

The evolution after a month on a classic neuroleptic (Halo-
peridol at a dose of 8 mg/d) was good, the patient reported
that he had auditory hallucinations with anxiety, delusions of
persecution, and mutism was explained. by the anguish of the
persecutors.

During the last consultation on December 31, 2019, the evo-
lution was good under treatment apart from hyper salivation.
Halopireridol is replaced by Olanzapine 10 mg/d.
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Discussion

Fahr's syndrome associates bilateral and symmetrical intra-
cerebral calcifications of the gray nuclei with phosphocalcic
metabolic disturbances. The pathophysiological mechanisms
that contribute to the occurrence of intracerebral calcifications
are poorly understood [2].

Most of the authors suggest a metabolic disorder of oligogli-
al cells with deposits of mucopolysaccharides and secondary
onset of vascular, perivascular and calcareous lesions [2].

In Fahr's disease (without phosphocalcic disorder), some au-
thors suggest an exaggeration of a normal process of calcium or
iron deposits in the basal and indented basal ganglia [3]. Fahr
syndrome is generally difficult to suspect clinically because the
clinical manifestations do not correspond to any specific pic-
ture. It can be intellectual retardation or deterioration, charac-
ter disturbances, sometimes even delusional episodes [4-5].

The age of clinical onset can range from childhood to old age
(up to 80 years in some cases), age at which the attribution of
cognitive disorders to Fahr's disease can be argued with more
common causes. vascular or degenerative in nature. Likewise,
the imputability of Fahr's disease is questionable in a young
adult with psychiatric symptoms [6].

The clinical manifestations of Fahr syndrome primarily in-
clude neuropsychiatric signs: Psychiatric disorders: Behavioral

disorders, delirium or delusional syndrome [8,9].

There is no specific treatment for Fahr's disease. No thera-
peutic trial has been reported. Symptomatic management may
be offered, such as physiotherapy and speech therapy rehabili-
tation [7]. In terms of medication, psychotropic treatments (an-
tipsychotics, antidepressants, etc.) play an important role when
psychiatric symptoms are in the foreground and debilitating [6].

Conclusion

Fahr syndrome is a rare entity. Our observation underlines
the interest of looking for the existence of biological and radio-
logical abnormalities in the presence of psychiatric disorders
even without neurological signs.

Therefore, the judicious choice of psychotropic drugs and
the correction of biological disturbances significantly improve
the psychiatric symptoms in these patients.
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