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A Case of Young-Age Onset Vascular Dementia: CADASIL and

| Its Clinical Progression

| Soo Jin Yoon, M.D., Seung Hwan Lee, M.D., Hui Jin Ryu, M.A., Man Ho Kim, M.D.*

Department of Neurology, Masan Samsung Hospital, Sungkyunkwan University Schoot of Medicing,
Masan, Department of Neurclogy, Seoul National University College of Medicine*. Seou” Korea

A variety of disorders should be included in the differential diagnosis of young-age onset

dementia, such as Alzheimer's disease, vascular dementia. frontotemporal dement a. alcohol-
related dementia, prion disease, and hypoxic brain inury A 34-year-old man visited our hospital
with complaints of memory disturbance and personality change. He had a strong family history
of stroke or dementia and also had a few previous stroke episodes We performed brain imag-
ing, neuropsychological test, and gene study Brain MRI showed multiple lacunar nfarcs and
periventricular white matter ischemic changes, which were compatible with lacunar state Brain
MRA was normal On neuropsychological test. memary disturbance, visuospatial dysfunction,
. dyscalculia, and frontal dysfunction were noted The gene study revealed a missense mutation
of Notch3 gene, a result consistent with the diagnosis of cerebral autosomal-dominant arteropa-
thy with subcortical infarcts and leukoencephalopathy (CADASIL) We report a case of young-
age onset vascular dementia and its clinical progression.
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Table 1. Neuropsychological test
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Cognitive domain/neuropsychological tests 2002 2 22 2003 10 11
Attention
Digtt span forward / backward 7/3 5/2
Language and related functions
Fluency NL AB
Auditory comprehension NL AB
Repetition NL NL
Naming (K-BNT) 57/60 (87%!le) 40/60 (<1%lle)
Reading NL NL
Writing NL AB
Calculation AB AB
Right-left onentation NL NL
Body part identfication NL NL
Limb praxis NL AB
Visuospatial functions
Interfocking pentagon NL AB
Rey-Osterrieth Complex Figure Test (Rey CFT) 32/36 1/36

Memory

K-HVLT. Free recall (1st; 2nd, 3rd; total)

20-minute delayed recall

Recognrtion (frue posttive-faise positive)

Rey CFT: immediate recall, 20-min delayed recall
Frontal / Executive Function

Contrasting program

Go-no-go test

Fist-edge-palm

Alternating hand movement

Alternating square and tnangle

Luria loop

Semantic word fluency animal; supermarket items

Phonemic word fluency (sum of three consonants)
General Index

MMSE

312,512,512, 13/36 2112,2112;3/12,7/36

5/12 012
11-1=10 2-0=2
9/36, 12/36 05/36, 0 5/36
NL AB
NL AB
NL AB
NL AB
NL AB
NL AB
13,12 2,3
8,36 2,0,0
30/30 17/30

K-BNT: Korean version of the Boston Naming Test K-HVLT, Korean verston of Hopkins Verbal Learning Test NL, normal, AB; abnormal
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Fig. 1. T2-weigh‘ed images showed multiple lacunar infarction and perventricular white matter ischemic changes Charactenistic involve-
ment of external capsule and corpus callosum were noted

Fig. 2. T2-weighted images reveeled more
aggrevated state of periventricular ische-
mic changes (A. B) Microhemorrhages
were located in and out of hyperintense
areas on T2-weighted images () Diffu-
sion-weighted images showed high sig-
nal intensity in the nght tempora’ and left
frontal areas (D, E)
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Pe AviEe gFsjojwy, A
2 Qe Aul, AATE Q1 ¥ &4,
W dudggth 2= DLB (diffuse Lewy
body disease), CBGD (corticobasal ganghonic degeneration),
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% CADASIL, CAA (cerebral amylod angiopathy), MELAS
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the temporal pole white matter) 9} T8¢ 2] ¥ (external cap-
sule) Y 3 (corpus callosum) ] WdE EAoF 3} B
AZAA BRIy 2702 AFwel SulAsA wWih) opuz
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