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Brainstem Involvement in a Patient
With Fahr’s Syndrome

Dilcan Kotan', Saadet Sayan®

ABSTRACT

In cases of Fahr’s syndrome, calcium and other minerals are stored bilaterally, and almost always symmetrically.
These minerals are typically stored in the basal ganglia, thalamus, centrum semioval, cerebellar dentate nucleus,
and periventricular white matter. Here, we present a rare case of Fahr’s syndrome in a female patient with unusual
calcifications in the central pons.
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FAHR SENDROMLU BiR OLGUDA BEYiN SAPI TUTULUMU
OZET

insanlar arasi iletisim bircok yolla yapilabilmektedir. Bu iletisimde sozel dil veya beden dili kullanilabilir. Dil belirli
kurallar ile diizene sokulan sozel bir iletisim sistemidir. Dilin kazanilmasi bireylerin duygu ve diisiincelerini birbi-
rine aktarma firsati dogurur. Her bireyin motor ve zeka kapasitesi degisiklik gosterir. Bu durum konugsmanin bas-
lama zamani, hizi ve diger parametrelerinde etkilidir. iletisim dil icin aracken, konusma da dili iletmenin yoludur.
Konusma insanlar arasindaki sozel iletisimin en 6nemli dgesidir ve konusmaya iletisim diyebilmek i¢in konusan
ve dinleyenin birbirini anlayabilmesi gerekir. Bu boliimde insanlar arasindaki iletisimi saglayan iki dge olan dil ve
konugma gelisimini safhalariyla inceleyip, konugsma geriligi olan bir cocugun tani ve tedavi algoritmasi hakkinda
bilgi verme amaglanmigtir.

Anahtar sozciikler: Fahr's sendromu, intrakranyal kalsifikasyon, beyin sapi tutulumu

ahr's syndrome is a rare disease with multiple psychiatric and neurological

manifestations. The most common neurological signs are headache, vertigo,

syncope, movement disorders, and seizures (1,2). Within the basal ganglia, the
globus pallidus is the most frequent site of calcification, but deposits may be present
in the putamen, caudate nucleus, internal capsule, dentate nucleus of the cerebel-
lum, thalamus, and the periventricular white matter (2,3). In our first case, we consi-
dered secondary hypoparathyroidism as the causative etiological factor since there
was also pons calcification as determined by the brain CT scan.

Case report

A 63-year-old female patient was admitted to the emergency room during the postic-
tal period after having experienced generalized seizures in four-hour intervals. During

the neurological examination, the patient was in the altered states of consciousness
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Figure 1. Computed tomography showing calcification in the bilateral basal ganglia, thalamus, periventricular white
matter (A), cerebellar dentate nucleus (B), and pons (C).

associated with postictal periods, so cooperation was dif-
ficult. An examination performed two hours later showed
that the pupil responses were bilaterally nonreactive due
to a cataract surgery. Moreover, bilateral hand tremor, bra-
dykinesia, associated loss of movement, and anteflexion
posture were observed. She had no motor weaknesses
or cranial nerve involvement, and the results of the other
systemic examinations were normal. A brain computed
tomography (CT) scan showed calcification in the bilateral
basal ganglia, thalamus, periventricular white matter, cere-
bellar dentate nucleus, and pons (Figure 1a,b,c). Laboratory
investigations including whole blood count, urine analysis,
sedimentation rate, fasting blood glucose, thyroid hor-
mones, blood serum iron, ferritin, and total iron binding
capacity, showed no abnormalities. The laboratory results,
within the normal (N) range, were as follows: serum total
calcium level, 5.1 mg/dL (N: 8.8—-10.2); phosphorus, 4.9 mg/
dL (N: 2.5-4.5); parathormone, 0.1 pg/ml (N: 15-68); and
vitamin D, also within the normal range. Calcium ion levels
were immediately restored in the emergency room while
being monitored. A thyroid ultrasound was normal. The
patient was diagnosed with Fahr's syndrome secondary to
hypoparathyroidism. The patient had no electroencephalo-
gram (EEG) abnormalities. The patient was started on treat-
ments with levodopa, and received regular follow-up care
through outpatient services.

Discussion

Fahr's syndrome is associated with a variety of other
diseases but no specific etiologic agent has been identi-
fied yet. Suggested possible causes for this disorder in-
clude calcium metabolism, inflammatory, and vascular

disorders. Other possible causes include tumoral condi-
tions, encephalitis, systemic diseases, anoxia, radiation,
genetic disorders, and various toxins (2,4). Our case was
related to a parathormone metabolism disorder. Etiology
was not directly correlated with image calcification pat-
terns. Fahr's syndrome rarely presents during childhood or
adolescence, and the usual age of presentation is during
the fourth to sixth decades of life (2). Our case was in her
seventh decade and based on the clinico-radiological and
biochemical findings, the diagnosis of Fahr's syndrome
due to secondary hypoparathyroidism was strongly indic-
ative (6). Several bilateral symmetrical calcifications of the
basal ganglia, thalamus, periventricular white matter, and
cerebellar nuclei have been described following Fahr's
original description in 1930. CT scanning is an easy test
with maximum sensitivity, and allows the easy diagnosis
of Fahr's syndrome (3,4). Pontine calcification has rare-
ly been reported in the literature; moreover, the reasons
for focal calcium accumulations in the pons are currently
unknown (3). According to the radiological findings, our
case was the first described in which the pons involve-
ment to be secondary to hypoparathyroidism. The treat-
ment for Fahr's syndrome was directed at the identified
cause, particularly the hypoparathyroidism. In other cas-
es, symptomatic or conservative therapy with clinical ob-
servation is the rule. The prognosis is variable and difficult
to predict. Our case was medicated and followed in terms
of Parkinsonism and secondary hypoparathyroidism. In
patients with Fahr’s syndrome, calcifications in non-classi-
cal residential areas, such as the midline of the brainstem,
had been reported only twice in literature (3,7). The cur-
rent case was presented to draw attention to this rare lo-
calization and to contribute to the literature.
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