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Three Cases of Dominantly inherited Olivopontocerebellar Atrophy
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Department of Neurology, Kosin Medical College, Pusan 602-702, Korea

= Abstract =

Dominantly inherited olivopontocerebellar atrophy(OPCA) is a progres-
sive autosomal dominant neurodegenerative disorder characterized clinica-
lly by ataxia and histologically by neuronal degeneration in the inferior
olives, pons, and cerebellar cortex.

Three patients in a family with hereditary OPCA are described. The made
of inheritance was autosomal dominant. The clinical manifestations were
insidious progressive cerebellar ataxia, gait disturbance, and dysarthria. One
patient showed slow eye movement and pyramidal signs. The brain magne-
tic resonance imaging(MRI) showed significant atrophy of brainstem and
cerebellum with dilatation of the 4th ventricle and prepontine cistern.
The evoked potential studies revealed absent bilateral tibial and median
nerves somatosensory evoked potentials(SSEP) and prolonged absolute
latency of Il wave in the left ear brainstem auditory evoked potentials
(BAEP).

Key Words : Olivopontocerebellar atrophy, Autosomal dominant, Evoked pote-
ntials, Magneic resonance imaging.

ME

7 34 Olivopontocerebellar atrophy
(e]3} OPCA)= QA= 54%Y 23
Ao 2 317348 (inferior olivary nuclei),
Ha 2 AH9Ee JFY A EHo=
st G 4oz frAshke ABEHAAY

_49..

Ago]t}*® 1861 Friedreich7t Y432
AN TFHAZXE Hole AES A B
o]z}, 1891'd Menzel2 WAoo =7 ¢
oA, AF-AARIZ 9 T F T
& Fuske 7HAY FElE Bt 1900
d Dejerine’?} Thomast Menzel®] B1g
FAA SHge 28 YT vx3AR



FORAERE: WA AR I 108 F 15 1994

7HEEo] gle AMEA FHE HadtEA
OPCAZ}L A5 WA
OPCAE U3 oz 71598 X33 ¥

2 ERFHA AZE AG = 9oy HZ
HALE dE2#Y(brain CT)H A7 5394
(MRD&9] 2HoZE R Fxo] HIE
AA NN Zg3HA G = JA HAJh

1891 Menzelo] ©] AITE AL 7|&d
olzff Fu| ZAF M= g7 YFEITL e
9,11.20.24,25)’ %"Ho]]/{1}l_—‘; o}_}_]”}_z] OPCAo“ y&?}__
K17} Ao njizan rig.o] 314 OPCAS]
#E e ATV 74, o]5? 24, 43V
3 71E4El, Chois'¥9] 3¢ 2 Jeon5?9 1
oo B33 Aot T3 FUHINA
2713 H Gl g8 Jed AHee =50t

aYEE AAEL YA FFAHAZE Ho)
o, H 2713 E G gl EZEQ Hu, A &
24 $&E Holn FEAAAINA oS
H 4 §34 OPCA 3 71=F 39§ Bl
stalz} gt

a8l 21

Z&1(32 A)

384 FAZ I B o] L AN E
FA2 229854 A7 A3t vz
A 273 ALY 3= 28413 FH AA9
AeAe BPFojet FAR Uegten,
30MAFE FFN7F JET 28y o
e gtk HAEHLS 5EH 4] ¢l
A, 7EHAF A xR, itE, ol
23 ToA MAM3 Jdse BPFNt
FAZ7L dlen #FRe FUHIAC), ¥
(BAB), 954 EFolA 200 FHERH
AZse A BEFl, EEEx R 7S
Foj7t At olegk Fol A X AE
EREE MR ZFAAL S4B A THAEE
B9 HFig. 1).

-50_

B @:affected
O :normal
( ) ;Age at death

ITI

7
¢

Fig. 1. The pedigree shows autosomal inhe-
ritance with strong penetrance th-
rough three generation
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Fig. 2. Midline sagittal(A) T.-and transve-
rse(B) T.-weighted MR images of
case 1 patient show marked atrophy

of the bramnstem and the cerebellum.
with flattening of the basis ponus
In the proton density MR images at
the level of pons(C;. the transverse
pontine fibers are abnormally bright.
but the pyramidal tract and pontine
tegmentum are spared
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Fig. 3. Median(A) and tibial(B) nerve so-
matosensory evoked potentials are
absent bilaterally.
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Fig. 4. Brainstem auditory evoked poten-
tials of left ear show prolonged abso-
lute latency and decreased ampli-
tude of wave lll. Normal response
is shown in right ear.
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(B) T;-weighted MR images of case

Fig. 5. Midline sagittal(A) and transverse
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