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ABSTRACT
Fahr’s disease may be defined as a rare, degenerative neurological condition which presents itself as an idiopathic, bilateral deposition of

calcium in the striopallidodentate area of the brain. Here we are presenting a case of a 38 years old female patient with complaints of fever since
three days, two episodes of generalized tonic—clonic seizure (GTCS) which lasted for 10-15 minutes. Symptoms like anger outbursts, irritability,
forgetfulness, tingling and numbness of extremities were noted. Chvostek sign, Trousseau sign and Café au lait spots were observed. Based on the
evidences obtained from laboratory investigations and CT/USG scan the patient was diagnosed with Fahr’s disease. The pharmacotherapy of this
case included Phenytoin 100 mg for convulsions, Calcium gluconate injection (10%) single dose under heart rate monitoring, Ferrous sulfate,
Vitamin D supplements, Thyroxine for elevated TSH levels and Ceftriaxone for prophylaxis. As with other neurodegenerative conditions, there is
currently no known cure for Fahr’s disease, thus symptomatic relief is the main focus of treatment. Testing calcium levels every month is mandatory

to modify the treatment plan accordingly. Awareness about physical health, psychological counseling and Cognitive behavioural therapy may be

beneficial in improving the quality of life and prevent further health complications.
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INTRODUCTION
Fahr’s disease may be defined as a rare, degenerative

neurological condition which presents itself as an idiopathic, bilateral
deposition of calcium in the striopallidodentate area of the brain. The
disease was first described in 1930 by a German pathologist named,
Karl Theodor Fahr. Symptoms of Fahr’s disease include degradation
of motor function, seizures, dementia, headache, athetosis, eye
impairments, spasticity and dysarthria. Fahr’s disease may also be
comprised of symptoms that are characteristic to Parkinson’s Disease
like a “Pill rolling” movement of the fingers, shuffling gait, tremors
and muscle rigidity. These symptoms usually develop later as the
disease progresses. Symptoms that are usually observed in Fahr’s
disease include dystonia and chorea. The disease usually develops
between the age of 40-60 years [,

Case History
A 38-year-old female patient was admitted to Vivekananda

General Hospital, Hubballi with complaints of fever since three days
and two episodes of GTCS which lasted for 10-15 minutes. Her past
medical history revealed thyroid disorder with surgical procedure
known as thyroidectomy. Symptoms like anger outbursts, irritability,

forgetfulness, tingling and numbness of extremities were noted.

Chvostek sign, Trousseau sign and Café au lait spots were observed.
The patient had received Inj. Calcium Gluconate two months back
and was on regular treatment with Calcium 500 mg. Ultrasound scan
of the neck revealed total thyroidectomy. Dermatological
consultation revealed multiple angiofibroma over face, wart with
dermatitis neglect, wart over left ring finger. 2-D Echo findings were
normal. Parathyroid glands (PTH) was intact and parathormone was
4.7 pg/d/L, Calcium 6.7 mg/dL (8.5-10.5 mg/dL). Based on the
evidences obtained from laboratory investigations and CT/USG scan
the patient was diagnosed with Fahr’s disease. The pharmacotherapy
of this case included Phenytoin 100 mg for convulsions, Calcium
gluconate injection (10%) single dose under heart rate monitoring,
Ferrous sulfate, Vitamin D supplements, Thyroxine for elevated
thyroid stimulating hormone (TSH) levels and Ceftriaxone for
prophylaxis.

DISCUSSION
Fahr’s disease is caused due to defect in iron transport and

free radical production resulting in calcification. It may either affect
the metabolism of calcium in brain or cause metastatic deposition. It

progresses till the neuron reducing the blood flow. Bilateral basal
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ganglia calcifications are most frequently caused by abnormalities of

the PTH. Hyperphosphatemia and hypocalcemia are produced on by

decreased PTH activity, which encourages calcification [,
Hypocalcemia is a major post-operative complication in

thyroidectomy B, In this case, severe hypocalcemia is observed due

ISSN NO. 2320-7418
to both thyroidectomy and abnormal calcium metabolism from
Fahr’s. This can result in an increased hospitalization. Hence, the
patient was treated with multiple calcium supplements to prevent

worsening of symptoms.

Figure: 1 Fahr’s disease (Striopallidodentate calcinosis). Cerebellar foliae on an axial non-contrast CT image show bilateral symmetrical calcifications (thin black
arrows) (A). Notably, both dentate nuclei have calcification (white arrowheads) (A). There is significant bilateral calcification in the putamina, lateral globus pallidi,
and head of caudate nuclei (thick black arrows in B and C), with medial globus pallidi and thalami being somewhat spared (B). There is calcification at grey—white
matter junction as well (black arrowheads) (B). Linear calcification is seen to extend perpendicularly from the caudate nuclei (thick white arrows) (D) 1.

Fahr’s disease is known to affect psychological behavior of
the patient. Few commonly observed symptoms include auditory and
visual hallucinations, complex perceptual distortions, delusions etc.
Bl, In this case, the patient expressed worries regarding her clinical
condition. She had borderline intelligence. Such factors worsen the
symptoms and decrease quality of life of the patient. Since the
primary goal is to achieve normal calcium levels, psychological
intervention or anti-depressants were not used for the management. In
case of severe symptoms like hallucinations, suitable anti-psychotics
which have least interactions with the prescribed anticonvulsants can
be recommended.

Certain dermatological manifestations terms used in this
case are Chvostek sign which is increased irritability of the facial
nerve [5, Trousseau sign is considered positive when spasm of hand
and wrist occurs after an individual wear a blood pressure cuff
inflated for two to three minutes 1. This is a classic sign to determine

if an individual has hypocalcemia. Tuberous sclerosis was noted

which is a rare genetic condition that causes benign tumors in
different parts of the body Bl In this case, since the patient has
genetic disease, skin manifestations are common and are of specific
type. There was no particular treatment given for Tuberous sclerosis
which if uncontrolled, may become cancerous. Identification of the
extent of such manifestations and planning a precise treatment
algorithm is very important to prevent future complications and
maintain a balanced lifestyle.

CONCLUSION
As with other neurodegenerative conditions, there is

currently no known cure for Fahr’s disease, thus symptomatic relief is
the main emphasis of the treatment. Patients with Fahr’s illness who
use carbamazepine, benzodiazepines, or barbiturates may experience
more gait impairment 1. Testing calcium levels every month is
mandatory to modify the treatment plan accordingly. Regular check-
ups, awareness about physical health, psychological counseling and

cognitive behavioral therapy can help in improving the quality of life
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and prevent further health complications.
ACKNOWLEDGEMENT

The authors are thankful to the Vice-Chancellor, Registrar

and Dean of Pharmacy, KLE Academy of Higher Education and

Research, Belagavi. We would also like to thank medical and hospital

staff of Vivekanand General Hospital, Hubballi for providing

necessary support. We wish to express our gratitude to KAHER,

Belagavi.

Declaration of Patient Consent

Consent of patient to collect information was taken.

REFERENCES

1.

Tredici P, Grosso E, Gibelli B, et al, 2011. Identification of
patients at high risk for hypocalcemia after total thyroidectomy.
ACTA Otorhinolaryngologic Italic. 31 (3), 144-148. PMID:
22064813; PMCID: PMC3185817.

Peters MEM, De Brouwer EJM, Bartstra JW, et al, 2019.
Mechanisms of calcification in Fahr disease and exposure of
potential therapeutic targets. Neurology: Clinical Practice. 10
(5), 449-457. Doi: 10.1212/CPJ.0000000000000782.

Alam ST, Aswani Y, Anandpara KM, et al, 2015. CT findings in
Fahr's Disease. BMJ Case Reports. 1-2. Doi: 10.1136/bcr-2014-
208812.

ISSN NO. 2320-7418

El Hechmi S, Bouhlel S, Melki W, et al, 2014. Psychotic
disorder induced by Fahr's syndrome: a case report. Encephale.
40 (3), 271-275. Doi: 10.1016/j.encep.2013.04.012.

Hujoel 1A, 2016. The association between serum calcium levels
and Chvostek sign: A population-based study. Neurology
Clinical Practice. 6 (4), 321-328.
D0i:10.1212/CPJ.00000000000 00270.

Rehman HU, Wunder S, 2011. Trousseau sign in hypocalcemia.
Canadian Medical Association Journal. 183 (8). Doi: 10.1503/
€maj.100613.

Wang H, Shao B, Wang L, et al, 2015. Fahr's disease in two
siblings in a family: A case report. Experimental and
Therapeutic Medicine. 9 (5), 1931-1933.

Amisha F, Munakomi S, 2022. Fahr Syndrome - StatPearls -
NCBI Bookshelf. Stat Pearls Publishing LLC.28898A1,2014.

How to cite this article
Abhinav Verma, Agadi Hiremath Viswanatha Swamy,

Sanatkumar B Nyamagoud, 2022. Fahr’s disease: a rare case
report. Journal of medical pharmaceutical and allied sciences,
V 11 - |1 6, Pages - 5431 - 5433. Doi:
10.55522/jmpas.VV1116.4383.

Journal of medical pharmaceutical and allied sciences, Volume 11 — Issue 6, 4383, November — December 2022, Pages - 5431 — 5433 5433



	Department Pharmacy Practice, KLE College of Pharmacy, Hubballi. A Constituent unit of K.L.E Academy of Higher Education and Research, Belagavi, Karnataka, India
	Department of Pharmacy Practice, KLE College of Pharmacy, Hubballi. A Constituent unit of K.L.E Academy of Higher Education and Research, Belagavi, Karnataka, India.

