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DESCRIPTION
A 30-year-old man presented with gradually pro-
gressive spasticity of all limbs and dementia for
1 month. A CT scan showed extensive symmetric
calcifications involving subcortical white matter of
the cerebrum and cerebellum (figure 1), bilateral
basal ganglia, thalamus (figure 2) and dentate
nucleus (figure 3). An MRI showed the calcifications
as T1 hyperintensities and gradient hypointensities.
The T2 and fluid-attenuated inversion recovery
(FLAIR) images showed ill-defined hyperintense
foci in bilateral centrum semiovale (figure 1). MR
spectroscopy showed no lactate peak. Blood investi-
gations revealed normal serum levels of calcium,
phosphorus and parathyroid hormone. Initial and
secondary blood and urine screening showed no evi-
dence of mitochondrial disease.
The diagnostic criteria for Fahr’disease is1

▸ Bilateral calcification of the basal ganglia;
▸ Progressive neurological dysfunction;
▸ Age of onset is typically fourth or fifth decade,

may present earlier in life;
▸ Absence of biochemical and somatic features

suggestive of a mitochondrial or metabolic
disease;

▸ Absence of an infectious, toxic, or traumatic
cause;

▸ Family history.
This patient satisfied the first five criteria and was

diagnosed with Fahr’s disease.

In MRI, most of the calcific foci were underesti-
mated and some were undetected. But T2 and
FLAIR images showed hyperintensities in the

Figure 1 Images at the level of centrum semiovale.
A CT scan showing subcortical white matter
calcifications, T2 shows ill-defined hyperintensity in
bilateral centrum semiovale, T1 showing no changes and
Gradient (GRE) showing subcortical hypointensities, but
in lesser areas than CT.

Figure 2 Images at the level of basal ganglia. CT shows
extensive calcification of bilateral basal ganglia and thalami,
T2 showing no evidence of calcification, T1 (C) and Gradient
(GRE) images showing calcification of bilateral basal ganglia
and thalami, but to a lesser extent than CT.

Figure 3 Images at the level of cerebellum. CT shows
calcification of bilateral dentate nuclei and cerebellum,
T2 showing no changes, T1 shows only dentate nuclei
calcification and Gradient (GRE) showing calcifications
but to a lesser extent than CT.
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bilateral centrum semiovale (which were not seen in CT), which
correlates well with the clinical features. These hyperintensities
could represent a subacute metabolic or inflammatory process,
which may calcify in due course.2

In conclusion, calcifications are better demonstrated in the
CT scan but the MRI changes correlate better with the clinical
symptoms and is thus more constructive.

Learning points

▸ Symmetric calcifications in the bilateral basal ganglia,
thalamus, dentate nuclei and subcortical white matter of
cerebrum in the presence of a normal calcium-phosphorus
metabolism often suggests Fahr’s disease.

▸ A CT scan is better for depiction of the calcifications, but
MRI shows the inflammatory or metabolic process, which is
yet to be calcified and thus will better explain the patient’s
present symptoms.

Contributors AG participated in collection of data and investigation studies,
reviewed scientific literature and drafting of the manuscript.

Competing interests None.

Patient consent Obtained.

Provenance and peer review Not commissioned; externally peer reviewed.

REFERENCES
1 Lazar M, Ion DA, Streinu-Cercel A, et al. Fahr’s syndrome: diagnosis issues in

patients with unknown family history of disease. Rom J Morphol Embryol
2009;50:425–8.

2 Avrahami E, Cohn DF, Feibel M, et al. MRI demonstration and CT correlation of the
brain in patients with idiopathic intracerebral calcification. J Neurol 1994;241:381–4.

Copyright 2013 BMJ Publishing Group. All rights reserved. For permission to reuse any of this content visit
http://group.bmj.com/group/rights-licensing/permissions.
BMJ Case Report Fellows may re-use this article for personal use and teaching without any further permission.

Become a Fellow of BMJ Case Reports today and you can:
▸ Submit as many cases as you like
▸ Enjoy fast sympathetic peer review and rapid publication of accepted articles
▸ Access all the published articles
▸ Re-use any of the published material for personal use and teaching without further permission

For information on Institutional Fellowships contact consortiasales@bmjgroup.com

Visit casereports.bmj.com for more articles like this and to become a Fellow

2 Govindarajan A. BMJ Case Rep 2013. doi:10.1136/bcr-2013-201523

Images in…

 on 22 M
ay 2023 by guest. P

rotected by copyright.
http://casereports.bm

j.com
/

B
M

J C
ase R

eports: first published as 10.1136/bcr-2013-201523 on 27 N
ovem

ber 2013. D
ow

nloaded from
 

http://casereports.bmj.com/

