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Fahr’s disease or syndrome is a rare inherited or s poradic
neurological disorder with a prevalence of less than
1/1,000,000 [1]. Recently, a number of genes have been
identified, known to be associated with familial primary
brain calcification (PFBC), causing Fahr’s disease or syndrome [1]. These genes are SCL20A2, PDGFB, PDGFRB and
XPR1, and a significant correlation was found between the
presence of headache in PDGFB mutations, and parkinsonism with SLC20A2 [2].
We present the case of a 49-year-old woman with
Greenlandic Inuit origin and an otherwise unremarkable
medical history. She initially presented with symptoms
of headache and diplopia. She was referred to a CT scan
of the cerebrum, which showed bilateral calcifications
of the thalamus and corpus striatum (Figures 1 and 2)
compatible with Fahr’s syndrome [1]. Shortly after, the
patient developed tremor of the right hand, fatigability
especially of her right side, dizziness, and minor cognitive
decline.
Laboratory studies showed no metabolic disorders such
as hypopituitarism, parathyroid disturbances or significant
changes in the calcium-phosphate metabolism, besides
a minimal hypocalcaemia (free calcium: 1.12 mmol/L,
reference 1.17–1.34 mmol/L), which was interpreted as
secondary to D-vitamin deficiency (13 nmol/L), very common in the arctic region.
No other primary cause for brain calcification was
detected, and the patient has a younger sister, who is
also diagnosed with Fahr’s syndrome, suggestive of an
inherited type.
The present case shows that symptoms of Fahr’s
syndrome may be few. Furthermore, this exemplifies
that neurological manifestations may be confined to
one side of the body, despite the presence of bilateral
calcifications [1].
This case illustrates the importance of neuroimaging for
establishing the diagnosis.
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Figure 1: CT scan of the brain: Transverse view shows bilateral calcifications of the thalamus and corpus striatum.

Figure 2: CT scan of the brain: Sagittal plane shows calcifications of the thalamus and corpus striatum.
Competing Interests
The authors have no competing interests to declare.
References
1. Batla, A, Tai, XY, Schottlaender, L, Erro, R, B
 alint,
B and Bhatia, KP. Deconstructing Fahr’s disease/
syndrome of brain calcification in the era of new genes.
Parkinsonism Related Disorders. 2017 Apr; 37: 1–10.
DOI: https://doi.org/10.1016/j.parkreldis.2016.12.024

Art. 7, pp. 2 of 2

Pedersen et al: Fahr’s Syndrome in a Greenlandic Inuit

How to cite this article: Pedersen, AT, Kledal, I and Penninga, L. Fahr’s Syndrome in a Greenlandic Inuit. Journal of the Belgian
Society of Radiology. 2018; 102(1): 7, pp. 1–2. DOI: https://doi.org/10.5334/jbr-btr.1439
Published: 04 January 2018
Copyright: © 2018 The Author(s). This is an open-access article distributed under the terms of the Creative Commons
Attribution 4.0 International License (CC-BY 4.0), which permits unrestricted use, distribution, and reproduction in any medium,
provided the original author and source are credited. See http://creativecommons.org/licenses/by/4.0/.

Journal of the Belgian Society of Radiology is a peer-reviewed open access journal
published by Ubiquity Press.

OPEN ACCESS

