e

Il

DRPLA ? MRI

MA W(EREE KX KHBE R
M O — (% EE K & & B
SHEF(EEE K K& % 8 )

EANOE

# K E B ¥R
BRI (% &

xR ¥ M)

[

MRI, DRPLA, ferric iron,

F—7—F

Lo

BRI R B BROV A R EMEIE dentatorub
ropallidoluysian atrophy (DRPLA) %, 1958
4 Smith I & > TRIBINIEATI1], 8RR
IR ER ERE IRV A KR O ITIC R
2E L, /MYEEIR & choreoathetotic 72 NHEEE
Bz X OS$FERNBER RS BEBRE LT, HE
AITHZOHREMIER TS [2-7].
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2 DRPLA 23N 5 flicw L CEES
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IR IL, FRENRIE I X - THRAIC DRPLA
LW a5 B TH -7, DRPLA DG KRG %
3FicA s ok E [2, 3],
ataxo - choreoathetosis # 1 #J, pseudo -
Huntington # 2 %I, myoclonus-epilepsy I 2
BTHo7z, EfiZ 33-515% (P4 R, &
BERTT-UWECEH115E), B4, &k

Table. 1
Case No. Age  Sex Duration(yrs) Classification(Hirayama)
1 47 F 14 ataxo-choreoathetoid form
2 33 M 7 pseudo-Huntington form
3 38 F 9 pseudo-Huntington form
4 40 F 14 myoclonus-epilepsy  form
5 51 M 10 myoclonus-epilepsy  form
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DRPLA @ MRI

Table. 2

restoration of signal

GP SN RN DN

case 1 + + + -
case 2 - - + ++
case 3 - - ++ +
case 4 - - + ++
case 5 + + + +

* GP : globus pallidus
SN : substuntia nigra
RN : red nucleus
DN : dentate nucleus

LyEOeNT, EHIMHEETH > /2 (Fig. 5.).
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DRPLA @ MRI

MRI of DRPLA
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Dentatorubmopallidoluysian atrophy (DRPLA) is clinically characterized by cerebellar
ataxia and extrapyramidal signs. Five patients with DRPLA and three healthy controls
were evaluated using high-field-strength (1.5T) MR imaging. In the patients, restoration
of signal was recognized in globus pallidus (2 of 5), substantia nigra (2 of 5), red nucleus
(5 of 5) and dentate nucleus (4 of 5). Pons tegmentum atrophy was also seen in all patie
-nts. In normal control brains, globus pallidus, substantia nigra, red nucleus and dentate
nucleus were described as decreased intensity region compared with caudate nucleus,
putamen and thalums on heavily T2-weight-ed images (SE 2000/80). This MR findings
correlated closely with the site of preferentiaal accumulation of ferric iron using normal
Perls’ stained postmortem brains. The decreased signal intensity is due to ferritin ca-
uses local magnetic field inhomogenesities, and is proportional to the square of field
strength. As to pathlogical changes of previously reported casen, the cell loss was the
most severe in dentate nucleus in majority of the most cases and varied in red nucleus
and globus pallidum, whereas a restoration was the most significant in the red nucleus
in our results. The finding of restorstion may be a reflection of the functional depletion
of MRI rather than the structual changes of cell loss in the red nucleus of DRPLA. The
clincal feature of movement disorders is not necessarily correlated wiht pathlogical
changes such as the cell loss or atrophy. MRI is sensitive not only to structual changes
but also to the functional or biochemical abnormalities.
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