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Fesr@To ook Impairment: Case Report
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Spinocerebellar ataxia (SCA) is one of a group of genetic disorders characterized by slowly progressive in-
. coordination of gait and often associated with poor coordination of hands, speech, and eye movements.
Received: March 18, 2014 There are more than 35 different types of spinocerebellar ataxias, each caused by a different genetic mu-
Revision received: March 26, 2014 . . . . . .
Accepted: March 26, 2014 tation. Spinocerebellar ataxia type 2 (SCA2) is a subtype of type | autosomal dominant cerebellar ataxia
(ADCA type I) characterized by truncal ataxia, dysarthria, slowed saccades and less commonly ophthal-
moparesis and chorea. The age at onset varies from 3 to 79 years (mean 33). Usually, the first symptom
of the disease is the gait ataxia, followed by the cerebellar dysarthria. Of late, other clinical manifestations
YoungSoon Yang, M.D. " ) L L. ,
Department of Neurology, SVH Medical Center, | Of SCA2 are the cognitive dysfunctions, which include frontal executive impairment, verbal short-term
53 Jinhwangdo-ro 61-gil, Gangdong-gu, Seoul | memory deficits as well as reduction of attention and concentration. We report a 56-year old woman identi-

134-791, Korea fied as spinocerebellar ataxia type 2 (SCA2) with only clinical feature of memory impairment.
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Fig. 1. Pedigree of the present family.

Fig. 2. Brain MR image shows no definite abnormal findings.
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Table 1. Neuropsychological test

Attention

Digit span

Forward & Backward 4(22.36%ile)/ 3 (26.43%ile)

Letter cancellation NL
Language

Naming (K-BNT) 42/60 (57.93%lie)

Other subdomain NL
Visuospatial function

Interlocking pentagon NL

RCFT copy 25.5/36 (8.38%ile)
Memory

3 word registration/recall 3/0

Hopkins verbal learning test
Free recall (1st, 2nd, and 3rd trial)
20 minutes delayed recall
Recognition score

RCFT
Immediate recall
20 minutes delayed recall
recognition score

Frontal/Executive function

Word fluency

Animal/Supermarket items

Phonemic items

Stroop test

Letter reading/Color reading

3/4/6 (18.94%ile)
2 (6.06%ile)
17 (11.31%lie)

25.5/36 (8.38%lie)

5/36 (8.23%lie)
4/36 (643%lie)

8(8.38%lie)/ 7 (8.69%lie)
1/1/5 (6.94%lie)

111 (error: 1)/ 37 (error: 6)

Fist-Edge-Palm Impaired

Other subdomain NL
K-MMSE 23
(DR 05

The patient’s performances on neuropsychological tests, corrected for age and ed-
ucation and compared to published Korean norms. Impaired performances were
observed on executive function testing with difficulties in planning, abstract rea-
soning and set shifting. Furthermore perseveration, attentional disorders and
memory dysfunction were mild observed and were probably due to the poor abil-
ity of planning and organisation.
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Table 2. Ataxia Trinucleotide Repeat Analysis Report

FA - B2 - 5149 2| 391

bp CAG repeat number
Repeatsinnormal  Repeatsin disease  Chromosome location
lower upper lower upper
SCA1 125 - 27 - 6-44 39-91 6p23
SCA2 181 121 40 20 15-29 36-63 129241
SCA3 215 202 17 13 12-47 53-86 14g32.1
SCA6 138 135 12 1 4-18 20-33 19913
SCA7 298 - 8 - 4-19 36-460 3p12-13
SCA8 306 287 24 18 15-50 80-250 13g21

Gene study shows abnormal CAG trinucleotide repeats expansion, which is indicative of spinocerebellar ataxia type 2.

Fig. 3. Brain positron emission tomography shows no significant focal
metabolic abnormality in the cerebral hemispheres.
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