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A Case of Chronic Progressive Epilepsia Partialis Continua: Neuroradiological
and Electrophysiological Analysis and Therapeutic Trials

Makoto YOSHIDA, Tatsuro IZUMI, Hirokazu OGUNI, Kayoko SAITO,
Mariko SUNAHARA and Yukio FUKUYAMA
Department of Pediatrics (Director: Prof. Yukio FUKUYAMA), Tokyo Women’s Medical College
Mikio HIRAIWA
Toda Municipal Health Center

We report the case of girl, 6 years 10 months of age, with chronic progressive epilepsia partialis
continua (EPC). Initial seizures were focal tonic seizures of the right foot which began at age 3 years 6
months. EPC of the right hand began 1 year and 10 months after the onset of illness. She presented
with increasing right hemiparesis and mental slowing. Left side dominant cerebral atrophy was
evident on brain CT scan and MRI. Single photon emission CT (SPECT) and positron emission
tomography (PET) during ictal phases revealed abnormal hypoperfusion of the left fronto-temporal
area. EEG showed a decrease in voltage in the left hemisphere and focal high voltage slow waves in the
left frontal area. Electrographical seizure activity was observed more prominently in the right
hemisphere. Serial somatosensory evoked potential (SEP) studies revealed enlarged cerebral evoked
potentials in the left centroparietal area. Under a clinical diagnosis of Rasmussen’s encephalitis,
various therapeutic trials were initiated. Methylprednisolone pulse therapy, ACTH, intramuscular
and intrathecal administration of interferon-e, and intravenous drip infusion of gancyclovir were
attempted but without distinct clinical improvement.
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. mE
WBC 10,800/mm?® (Seg 49.5%, Eo 2.5, Baso 1.5, Mo 2.5, Ly 44), RBC 493 X10*/mm?, Hb 14.0g/dl,
Ht 41.6%
. e
CRP 0.0mg/d], ESR 4mm/hr, Na 143mEq//, K 3.9mEq//, Cl 111mEq/{, GOT 18KU, GPT 6KU, LDH
254mU/ml, ALP 7981U//, CK 72mU/ml, FBS 97mg/dl, ammonia 64xg/dl, lactate 4.6mg/dl, pyruvate
0.52mg/dl, blood gas analysis normal
urinalysis normal, amino acid and organic acid screening normal
. REENRE
1gG 1,107mg/dl (1,055-1,487) IgG subclass (Total IgG  216mg/dD
IeM 336mg/dl (93-237) control
IgA 87mg/dl (175-318) IgG,  1.59 mg/ml ( 6.18)
IgE 7IU/ml (10-372) 73.75 % (65.50)
1gG, 0.47 mg/ml  ( 2.65)
21.80 % (28.10)
IgG,  0.09 mg/ml ( 0.37)
4.17 % (€ 3.90)
IgG, 0.01 mg/ml ( 0.23)
0.28 % 0.24)
Lymphocyte blast formation (PHA, Con-A, PWM) normal, Peripheral lymphocyte subsets normal,
PPD (+), DNCB (+), ADCC activity 57% (41-72), NK cell activity 34% (18-42), Human IFN-a <
6I1U/ml, CHs, 43.9U/ml (control 34.4), C,. 76.9mg/dl (70-130), C, 32.6mg/dl (20-50)
ANA (+) 40X, Anti-DNA test 320x (<80), LE test (—), RA (=), Thyroid test <100, Microsome
test <100, Immune complex Anti-Clq, Anti-C3, Raji cell all (=)
. MEREMR X Oy 1 A AFHIRE
1 fE

ASO <32, ASK <40, Wa-R (RPR)(—), toxoplasma FA IgG (=), IgM (=)

Epstein-Barr virus: FA VCA IgG 160, IgM 10, IgA <10, EADR IgG <10, IgA <10, EBNA <10
Paul-Bunnell reaction : 56 X (<242)

Measles : HI 64, CF <4, ELISA IgG (+), IgM (—)

Adeno virus : CF 16

Parainfluenza virus: 91 7/19 9/11
1 (HA2) 128 32
2 16 16
3 256 128

Cytomegalovirus : CF <4, ELISA IgG, IgM (—), FA 1IgG, IgM (—)
Herpes simplex virus : ELISA IgG, IgM (=)
Rubella : ELISA IgG, IgM (—)
HB: HBsAg (=), HBsAb (—)
HIV, HTL-1, Mumps, RS, Influenza A, B, Polio 1~3, Echo 4, 7, 11, Coxsackie A9, B1, B2, B3, B4, B5,
B6, Japanese encephalitis, VZ: CF all (—)
2) B
Viral culture (=)
DNA assay (PCR) Herpes simplex virus, Cytomegalovirus, EB virus all (=)
EB virus VCA IgG, IgM, IgA, EADR IgG, IgA, EBNA all below 1
3) FHE
EB virus DNA assay (PCR)(—)
B E
Lumbar puncture opening pressure 250mmH,0, closing pressure 120mmH.,0, c.c. 6/3 (N : L=1:5),
sugar 69mg/dl, protein 25mg/d}, Nonne (=), Pandy (—), LDH <10mg/dl, oligoclonal IgG band (—),
myelin basic protein <0.5ng/ml (<4), lactate 9.5mg/dl, pyruvate 0.67mg/d!.

CSF IgG 2.2 mg/dl (2-5) CSF Csc 0.09 mg/dl (0.1-0.25)
Alb  11.5 mg/dl (15-30) Serum Ci;c 59.9 mg/dl  (55-120)
Serum IgG 1,044 mg/dl (1,055-1,489) Csc index 0.48
Alb 3,650 mg/dl
IgG index 0.67 (<0.6) CSF C. 0.08 mg/dl (0.1-0.2)
Serum  C, 19.7 mg/dl (20-50)
CSF IgM 0.025 mg/dl C, index 1.29
Serum IgM 310 mg/dl (60-250)
IgM index 0.03
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K7 774 — (BE7—) =BT ?EERS
W ORIEERE) (K7) T, ¢ BITERERL, 6
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Length = a:01:d4
DE ABSOLUTE

111830.001920, 00
1732.001636.00
1534.081732.00
1536.041634.68
1438,001536.00
1340,801438.00
1242,001340.00
1144,601242.40
1046.001144.00
946,001846.00

0,00 948.00
2,08 858.00

B 654.00 752.00
556.00 654,00
458,00 556,00
360.00 458.00

Quadratic
Interpolation

Length = 08:01:04
AL ABSOLUTE

$HER 430,56 454,00
407.13 439,56
483,69 407,13
368.25 363,69
336,81 360.25

: 313,38 336.81

. 209.94.313.38
265,50 289. 94
243.06 266.50
219.63 243,08

6.19 219,63
2,75 186,19
184,31 172,75
125,80 149,31
102,44 125.08
79.00 102.94

Quadratic
Interpalation

Leugth = 0010104
TH ABSOLLTE

54569 570,00
521,38 545,69
497.06 521,38
472,75 497,46
448.44 472,75
24,13 448, 44
.:‘19 81 424.13
58 3

53, L
229.63 233.94
205.31 228.63
181.00 205.31

Quadratic
Interpolation

Length = 6@:01:84
BE ABSOLUTE

Juadratic
Interpalation

R7 BEr+A77574— (19168 A5H, 58104 A)
RERMEOREENEL T T, (FROAVEFEOHAICHIS).
o BB (EL), §BIAREIK (L), o« BRIEREK (ET), BHITAREHI BT),

ThEhBHTHS,

Tehsiz,

HHREFEFEM (SEP) (K9) ; #kEFrci
FLich, BROBAIBEONT, tVsr—n
ey 780mg/kg BEOEEIC X VEREAL, A
% D10~4053 DR, @HBD&K b A 7 W REHTIC
BIE U7, BIBUIE0. 2msec, 2Hz D EHHE ESH!
BME L, EEHMEL20~70% 03 & TIEHBEE
BIEEE, »2VWIEEEFEeEARERCE 2, K
IR LABEBEE CRE L., AEHFTEHR
20~3,000Hz, Z#rEsfEid B A9t U T, 50, 100,
BB\ 3200msec & L7z, 199147 A16H (5%
94 A) (MID), HF X VOEDOTEHHERE, Fz
» BB & L CAAD Shagass & (C3, C4)
3B DOFRE T, BRI T O N20¥ K218, 0msec
(IE%E15.52+0.54 © +4.6 SD), P23¥%H51123.5

msec(18.47+0.82 . +6.1SD), ERBTIZFHh
Zh17.5msec(+3.7SD), 21.5msec(+3.7SD)
THote, ChHDOPFTRE, NISERLERE B IE
HThoteZl &b, EAEAINEOFPREERR
DEKRTHY, BMERELFRCIIEEEZLD
e, 7 N20, P235 5\ 132 0B OREBIFR 5
i, IRIBOERFE LERERAD o7, Lol,

199248 1 A14R (6% 3 » A) it (K ID) ©
V%, AIEFHERE T giant SEP % 78% P23-N32
TESRIRIEZ20~28uV TH -7, ZORKRETH
EH R, SRR X v EH L7 C-response
(long loop reflex) (Xf&# T, ¥EF4l.0msec, ¥
X 1899.8msec ® M I B XL .
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OFEREEES S EEL, 198, FAK
tinote, BEDIIZIERBCRIAT VS,
6 » AR OWMEIABRICE L, FBEOBLEA L,
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WARRAIRAFE T, §F 8 E&3007 s & ik, &
FHEHERS L, BIfEBE LT, &&E39.6CO%
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BT 52 LT, —FOEMOC, miE IgG ©
+H, IgM O R, 5 KT, IgA O{EfE,
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