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A Case of Fahr Disease with Mild Cognitive Impairment and

Youngshin Yoon, M.D., Hee Jin Kang, M.D., Jung Eun Kim, M.D.,
Bum Sahn Kim, M.D.*, Kee Duk Park, M.D., Kyoung-Gyu Choi, M.D.,

Departments of Neurology and Nuclear Medicine*, Cognitive and Neurodegenerative Disorder Clinic,
Ewha Womans University Medical Center, Ewha Womans University School of Medicine, Seoul, Korea

A 66-yr-old woman presented with progressive cognitive decline and mild hyperkinetic motor
symptoms. Neuropsychological evaluation revealed impairment of memory and frontal execu-
tive functions with normal activities of daily living, indicating a mild cognitive impairment. Brain
imaging showed extensive calcification involving bilateral basal ganglia, thalamus, occipital
cortex and cerebellum consistent with Fahr disease. FDG-PET showed diffuse glucose hypo-
metabolism in bilateral fronto-temporo-parietal cortices, suggesting the disruption of frontal sub-
cortical circuit to be probably associated with the cognitive impairment of the patient.
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Table 1. Neuropsychological test profile of the patient
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Score Percentile (%)
Barthel ADL/S-IADL 20/5 -
K-MMSE/CDR 27/0.5 29.12/-
Attention Digit span forward /backward 4/3 1.66/20.33
Language & Spontaneous speech  Fluency/contents Fluent/normal -
related functions Comprehension Normal -
Repetition/naming (K-BNT) 14/41 <16/23.89
Reading/writing/finger naming Normal -
Right-left orientation/body part identification Normal -
Calculation 11 >16
Praxis Ideomotor 3 <16
Buccofacial Normal -
Visuospatial functions Pentagon drawing 1 >16
RCFT total scoreftime (sec) 29.5/222 18.67/69.86
Memory 3 word registration/recall 3/1 >16/<16
SVLT Immediate recalls Trial 1+2+3=Total 4+6+6=16 9.51
Delayed recall 2 11
Recognition Trueffalse positive 8/1 6.81/561.2
Recognition score 19 13.35
Discriminability index 7917 12.92
RCFT Immediate recall 35 1.1
Delayed recall 7.5 594
Recognition True/false positive 11/5 88.69/0.24
Recognition score 18 14.92
Discriminability index 75 14.92
Frontal/executive Motor impersistence Normal -
functions Contrasting program/go-no-no 20/20 >16/>16
Alternating hand movement Abnormal -
Fist-edge-paim Normal -
Alternating square & triangle/luria loop Normal/normal -
K-CWST Animal/supermarket 11/15 11.9/34.46
/o/ A 6/5/4 39.74/25.46/13.35
Total score 15 20.05
Stroop test Word reading 112 >16
Color reading 61 1.58

Barthel ADL, Barthel Activities of Dalily Living; S-IADL, Seoul- Instrument Activities of Daily Living; K-MMSE, Korean-Mini-mental State Examination; CDR,
Clinical Dementia Rating; K-BNT, Korean Boston naming test; RCFT, Rey Complex Figure Test; SVLT, Seoul Verbal Learning Test; K-CWST, Korean-

Color Word Stroop Test.
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Fig. 1. Brain CT and MRI of the patient. (A) Brain CT images show
extensive symmetric calcification involving bilateral basal ganglia,
posterior thalami, cerebellar dentate nucleus and posterior occip-
ital cortex. (B) FLAIR and T2-weighted axial MRI images show
low signal intensities in the same regions as those on Brain CT,
which are also shown as high signal intensities on T1-weighted
axial image. (C) Serial FLAIR axial images do not show remark-
able atrophy on medial temporal cortex.
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Fig. 2. Brain FDG-PET of the patient. Brain FDG-PET reveal diffuse
glucose hypometabolism in cerebrum and cerebellum sparing
only occipital and some parts of prefrontal cortices.
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