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I�T�O��CTIO�

Fahr�s� disease� or� Fahr�s� syndrome� is� a� rare,�
degenerative� neurological� idiopathic� condition�
characteri�ed� by� basal� ganglia� calci��cation.�
Description�of� this�disease�was���rst�attempted�by�
�arl��heodor�Fahr,�a��erman�neurologist�in�19�0.1�
Convulsive� sei�ures,� neuropsychiatric,� extra-
pyramidal� �� cerebellar� symptoms,� dementia,�
speech�disorders�or�Parkinsonian�features�may�be�
the�clinical�presentation.�

�o��to�cite�this�article:

Rahul�Deep��,��ashas��llas�L,��Sahana����owda�et�al./A�Case�Report�of�Fahr�s�Syndrome�Presenting�with�
Sei�ures/Int����eurol��eurosurg.�2021;1�(4):1�1–1��.

Abstract

Introdu�tion��Fahr�s�syndrome�is� a� rare,�degenerative�neurological� idiopathic�condition�characteri�ed�by�
basal�ganglia�calcification.�It�often�appears�between�40�-�60�years�of�age�and�can�occasionally�be�seen�in�children.

Case�Re�ort�� In�our�case,� it�was�a�40�year�old� female�who�presented�with�sei�ures�and�lab�investigation�
showed-hypocalcemia� �� hypothyroidism.� �n� Computed� �omography� (C�)� study,� bilateral� symmetrical�
calcifications�in�centrum�semiovale,�corona�radiata,�subcortical�white�matter�of�fronto�parietal�regions,�caudate�
��lentiform�nuclei�and�cerebellum�were�noted.

Con�lusion�� Patients� presenting�with� sei�ures� and� laboratory� investigations� showing� hypocalcemia� and�
abnormal�parathyroid�hormone�levels,�detailed�neurological�clinical�examination�and�Computed�tomography�
should�be�performed�to�rule�out�any�abnormal�intracranial�calcification.

�ey�ords:��Fahrs�syndrome;�Sei�ures;��asal�ganglia�calcifiaction;��eurological�disease.

�ey�Messages:�Provide�appropriate�messages�of�about��5-50�words�to�be�printed�in�centre�box.

�his� disease� often� presents� between� 40-60� years�
of� age.2,�� It� can� be� occasionally� seen� in� children,�
presenting� with� choreoathetotic� movements.2,4�
�lobus� pallidus� is� the� most� common� site� of�
calci��cation� in� basal� ganglia� but� may� be� seen�
in� putamen,� caudate� nucleus,� internal� capsule,�
dentate�nucleus,�thalamus,�cerebellum�and�cerebral�
white�matter.

�istologically,� proteins� and� polysaccharides� are�
present� in� these� deposits� which� are� seen� in� the�
perivascular�space�and�in�media�layer�of�the�small�
vessels.� �he� pathogenesis� may� be� secondary� to�
impairment� of� the� blood� brain� barrier� or� to� a�
neuronal�calcium�phosphoric�metabolism�disorder;�
however,�exact�pathogenesis�is�unknown.�,5

Case�Report��A�40�year�old�female�patient�presented�
with� two� episodes� of� sei�ures� and� post-ictal�
headache�with� generali�ed�weakness.� Patient� is� a�
known�case�of�hypothyroidism�since���years�with�
no� other� co-morbidities.� Patient� is� on� thyroxin�
supplement.� Lab� investigations� also� showed�
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hypocalcaemia�and�hypoparathyroidism.��ther�lab�
investigations� � showed�normal� levels�of� complete�
blood� count,� sedimentation� rate,� fasting� blood�

glucose�and�blood�electrolytes.

Imaging�Findings

Fig�� �:�C��scan�axial� section�brain�window� shows�bilateral� symmetrical� calci��cations�
noted�in�centrum�semiovale�(Fig.�1a),�corona�radiate�(Fig.�1b),�subcortical�white�matter�of�
fronto-parietal�regions�(Fig.�1c),�caudate�nuclei�(Fig.�1d),�lentiform�nucleus�(Fig.�1e)�and�
cerebellum�(Fig.�1f).�Rest�of�the�brain�parenchyma�appears�unremarkable.

�ISC�SSIO��

Idiopathic� basal� ganglia� calci��cation� known� as�

bilateral� Striopallido� Dentate� Calcinosis� (�SPDC)�

or�as�Fahr�s�Syndrome,�is�a�rare�neurodegenerative�

disorder� with� unknown� prevalence.� Fahr�s�

disease� is� characteri�ed�by� bilateral,� symmetrical,�

intra� cranial� calci��cation� with� a� predilection� for�

dentate� nuclei� and� basal� ganglia.� �he� descriptive�

terminology,� �SPDC� is� because� of� symmetrical�

involvement�of�these�nuclei.6��his�disease�commonly�

presents� at� 40-60� years� of� age.� �his� condition� is�

a� inherited� neurological� condition� which� may�

lead� to� progressive� dystonia,� neuropsychiatric�

manifestations� and� Parkinsonism.� According� to�

Fahr�s�Disease�Registry,�the�most�common�clinical�

presentation� accounting� for� about� 55�� of� cases�

are�movement�disorders,�among�which:�57��cases�

presented� as� Parkinsonism,� 19�� cases� of� cases�

presented� with� chorea,� 8�� cases� presented� with�

tremors,�8��cases�presented�with�dystonia,�5��cases�

presented�with� athetosis� and� ��� cases� presented�

with� orofacial� dyskinesia.� Cognitive� impairment,�

cerebellar�signs,�speech�disorders,�pyramidal�signs,�

psychiatric� features,� gait� disorders� and� sensory�

changes�are� the� other�neurological�manifestations�

of�this�disease.7��he�combination�of�clinical�features,�

brain�imaging�and�on�an�exclusion�of�other�causes�

of� intracranial�calci��cation� forms�the�basis�for� the�

clinical�diagnosis�of�Fahr�s�disease.8

�he� typical� imaging� ��ndings� of� Fahr�s� disease�

i.e,� the� symmetric� and� extensive� parenchymal�

calci��cation� of�brain�was� seen� in�our� case.� Fahr�s�

disease� represents� a� heterogeneous� group� of�

disorders.� Intracerebral� calci��cation� can� be�

associated�with� disorders� of� calcium�metabolism,�

hypoparathyroidism,� pseudohypoparathyroidism�

and� hyperparathyroidism.� Infectious� diseases�

like� syphilis� �� toxoplasmosis� and� in��ammatory�

illnesses� like� SL�� can� also� be� the� causes� of�
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intracranial�calci��cation.9

In�familial�cases,�genetic�studies�have�demonstrated�

an�autosomal�dominant�inheritance.��he�causal�gene�

is� still� unknown;� however,� one�multigenerational�

family�with�a�linkage�to�the�I��C1�of�chromosome�

14�has�been�identi��ed.10�

�enke� et� al.,� studied� brain� metabolism� in� a�

patient�with�Fahr�s�disease�who�presented�with�a�

predominant�frontal�lobe�syndrome�and�dementia,�

by� using� brain� positron� emission� tomography�

with���urodeoxyglucose.�Massive� reduction�of� the�

glucose�metabolism� in� bilateral� frontal� lobes� and�

basal�ganglia�was�noted,�which�correlated�with�the�

clinical� picture� of� disinhibition� and� a� personality�

change.11

�he� most� effective� screening� tool� is� computed�

tomography�scan.��o�genetic�or�prenatal�tests�are�

available�for�genetic�counseling.��o�minimum�age�

been�established�yet�to�suggest�the�exclusion�of�the�

disease� with� a� negative� C�� scan.� Doing� imaging�

scan� of� the� parents� and� other� kindred� is� more�

reliable�than�their�clinical�screening�to�suggest�the�

exclusion�of�the�disease.8

�he� treatment� for� this� disease� is� symptomatic�

support.� For� the� psychiatric� symptoms,� atypical�

antipsychotics�are�preferred�because�of�coexistence�

of� the� extra�pyramidal� syndrome� in� these�groups�

of�patients.

CO�C��SIO�

Patients� presenting� with� sei�ures� and� laboratory�
investigations� showing� hypocalcemia� and�
abnormal� parathyroid� hormone� levels,� detailed�
neurological� clinical� examination� and� Computed�
tomography�should�be�performed�to�rule�out�any�
abnormal�intracranial�calci��cation.
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