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A 48-year-old man who had acanthocytosis, choreic movements and self-biting
was reported. The patient was a younger brother of the case reported by Itoga
‘et al in 1978, who had no symptoms or signs at the time of reporting. In 1979

he started the self-biting. He developed the choreic movements the following
year and was admitted to our division on March 2, 1981.

On admission, the bitten lips and tongue were noted. Neurological examination
showed the choreic movements of the extremities, grimacing, diminished muscle
tone, loss of tendon reflexes, slightly diminished sensation to vibration, and pes
cavus.

Thirty percent of acanthocyte was found in the peripheral blood. The levels
of bilirubin, GPT, GOT, LDH, and CPK were elevated in the serum, but plasma
lipids were in the normal range. The ECG showed abnormaly tracing. The CT-
scanning suggested atrophy of the caudate nucleus. We concluded that this syn-
drome was a multi-organ disorder that involves the basal ganglia, the peripheral
nerve, the erythrocyte, the heart and/or the liver.

Administration of baclofen improved the involuntary movements and the self-
biting.
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Fig-2a This photograp

Fig-2b This photograph shows bitten
tongue.
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Fig-2¢ This photograph shows pes cavus.
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Fig-3 Scanning of electronmicroscopic ap-

pearance of acanthocyte. (x2500)
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Table-1 Laboratory findings on admission
CBC 5O
Hb 16.2g/dl E 120-90 mmH,0
Retic. 1.5% | Mifs 2/3
Acanthocyte 30% zvoiy, B Cl normal
Blood chemistry K 0.1mg/dl
TP 7.4g/dl IgG 1.8mg/dl
A/G 1.64 IgA 0.1mg/dl
Bii(T) 1.2mg/dl | IgM 0.0mgydl
GPT 401.U./L | Plasma lipids normal
GOT 35LU./L | FRHiRIEAER 1.5%
Aldolase 16.3U./dl | Uric acid '
CPK 9381.U./L serum 5.4mg/dl
isozyme MM #J urine 720 mg/day
LDH 1851.U./L | Serotonin 0.27 ug/ml
isozyme I-1I1# | Urine 5-HIAA (-
Protein fraction normal | Haptoglobin 163 mg/dl
Mineral . Coombs’ test (=)
serum Na 141 mEq/L | Osmotic fragility test normal
K 3.6mEq/L | Auto hemolysis
Cl 102mEq/L alone 4.86 % (0.7)
within RBC glucose ¥Epn  0.26 % (0.2)
Na 11.5mEq/L ATP %hn 0.25% (0.3)
K 83.0mEq/L | Fe. TIBC
‘Urine, Stool normal | Cu. Ceruloplasmin normal
ESR 3/ | VB, Folate
CRP D)

LB, BRERRER Y RO, RO
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Tk, TETRBEARERTL L. HZE
e, EEETE 7o 2%, Fig-2e¢ o<, pes
cavus 7.

BT R (Table-1) Rifi T
(X, Hb 16.2g/dl & &ifik 75 \»
A5, Acanthocyte % 30 DI
(Fig-3). mftcix, Biliru-
bin, GPT, GOT, Aldlase D#LE
FH, CPK, LDH o&fli%
fo. Isozyme ®ETIL, Fh¥F
HMMA, I~M#o EHRYR
Lic. MmEBRMBEZ, EE TH
STohy, MERA K, EF 9.2
mEq/L L, 83.0mEq/L &
KT LT, #R T, i 120—
90 mmH,0, #ifa¥k2/3, & v
7, ¥E, e —3T IEH T,
g 0.1 mg/dl, IgG 1.8 mg/dl,
IgA 0.1mg/dl, IgM 0.0 mg/dl
Th T,

MmFfEEL EETH D, ¥I-b+
Y+ v A v BT RI R
b 1.5 BEEETH 7. [,
Kep REE, 1A serotonin (%,
EFETHDH, KO5HIAA Lk
TH ot MK, ROVIEDOT
I/ BRCOFHEI LAY, BEL
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Fig-4 ECG reveals LAD, counter-clockwise
rotation and negative T wave in II, III,
aVE and Ve.

Yy 75 7 Y, Stage-l (LLF St & B 3.):
48.2 %, St-2:35.2 % L #mL, St-3:3.1%,
St-4:5.29, St-REM : 8.3 % LA &R 1.
EMG, MCV, SCV i, #IZIEEHTH »724%,
SEP Itk T, THAWROREBIESY DD,
ECG (Fig-4) Tix, A#hfREfr, KFHoliz,
EZIEX, Ve, O, I, aVF KT T R
Zadte. MCG, UCG, AR ERTIE, ok
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Fig-5 CT scan reveals slight atrophy of
the caudate nucleus.
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%, abetalipoproteinemia (Bassen-Kornzweig
FEBEREY 2 X < mbh T 52, Acantho-
cytosis %\ BERFETEEES Y EH LT
LEIEWEBIZ OV TIL, Estes 5 % Levine
B2 OHMELREH S, FAARFHTH Chorea-
acanthocytosis & % \ %, Levine-Critchley
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%45 4 X v, Huntington R & 13 Ric
5. NAREC B 5 REEEE)L, Huntington
EHRO ThEk, &P RicslE bhTo
%, AR ©XBE, @parkinsonism, @
segmental dystonia, (@ postural lapse, @
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Lesch-Nyhan JE{&E", Gilles de la Tourette
FEBRED, TRV THRD LI D2, FIEFIC
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BB DHELL FITE, RE, HOMCA
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Acanthocytosis i, &4 DEHL (TEE,
R, HWKES CTRHLIDLY. FHRERE
k5 ok LT, abetalipoproteinemia®,
Mars o familial hypobetalipoproteinemia’®,
Hallervorden-Spatz 5&'© 2%, X <&bh T\
%. SEGIZ % 1+ % Acanthocyte DOEIFIL,
5~50% & £23H BN, FORRK BEL T,
Estes 5, Aminoff 5% %, MIEEIOHET%
W LTeh’, Zofk Bird 57, UL, Sk
BHY W& LB E, 37°C, 3MMH, EFE
Lo cross incubation o # F, L R
2, FRlEREC ZOREEZRD TN 5. Fiflid
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PI%‘-VC‘@072-\:t-@-éﬁ‘u%@é‘))ll)“)lﬂls)' EB%
MR L TTEL T 560, ORI THIE
TR, ATP  CHEINHAY, EFE
TH ol ETHFAWPY L—=E L. Thid,
Acanthocyte O EDBEEIT LDHDh b LA
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CPK 9381U./L t@EfE% R, ARk, &%
Ba it o7 b2 3 CPK 568 1.U./L &
EED ¥ ¥ TH -7z, Acanthocyte A%, kil
HREEEC X 5 WTREW™ b b, KHEOAME
BB LS BE™ #EET L L, Bk
Bz kb5 CPK leakage OA[EEM: L E 2 Hh
%

AREBRE X, LEREEL RESILTE
n, Critchley 5 o 1#ITix, LEXLD,
HEE, MIBEZE DT REMA VRS h, TOEMR
IRY, mahM T oy 210 R ELRDTS.
FxopTix, AR, RKEETEE, EEE
K, Xbc, Ve O, I, aVF CTHOMER
AR, BIBOHEER LOBEZ DR
WA, A hio. LaL, MCG, UCG, &7
LEBEXTIE, EFTH-7.

AIEL, ZOX 5 CKMEER, RISMHE,
RIMER, L7 & GERC X - TiE, FFIEDS S
LE®) LB bl bEEYRTEREED
has.

BfE ¥ COREFIZ R L TAB &, KEA
i, Ao L, BERE, TUuhArRT
B, B DRFIET, $hZf% <3617, motor
neuron disease rEZMiIh T, EHi

X

MR EER DA TH -7, FhADHR%E
RTHP &, ZORBOWHTERDOAEET S
EGIRH ) B, RiEEEEL OIS, &
ML, Estes B X, EHEMAEHEL L TH
A, BITEH B X, EfxXIE, EE
HEThEFREESET HH5 & BT
5. BxDEGIS BIAEDRT, H§ G AL ERin
AP RbELONS.
AAEDTNFEEEBC T 5 BECB L T,
haloperidol, baclofen, steroid, L-dopa & &
A2RHEBNT WBHR®, P55 EIE R
X, RHDBRAT WigL, baclofen (¥, GABA
(gamma amino butyric acid) OFEHTH
», Huntington ZEEFIC L TiE, KMELE
ic B85 GABA {KT% i\, A% &EH
RTW3™, KEBRFC XL T, GEHRN
60 mg/H 5T ZDOFEHUERD T 5.
4 0fFTiL, baclofen 15mg/H D#HEIC X
b, AR, HOWEOHD, FERRFEESOMR
DEBDEDTH 7. AEFETIE, Hunt-
ington #EERERihH, KEEERC B0+
GABA X, [EH' L X T 5, baclofen
OERME, BREOEELE, FEHLEbR
SBOBNNELNDINTHS.
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