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G TEES LR, MECABMICEBMERE£ED . FIFVhAMTADAETIRE (nonconvulsive status
epilepticus, LIF NCSE &BERE) & LTHEELA. BAPICESHMEESRELI A I/O0-XX%BY, KETHE
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Creutzfeldt—Jakob 5% (Creutzfeldt—Jakob disease, LT CJD
EWERD) AREET LT A UIEIE, RN EE 7Y
FUEANERTHILIZLD, WA E B T EIEER
BTHD. 7VF TR SHE LD LM CID I3, B
AT ORAYE, I 70— XA, HEEE HKRRE
IR, HEAEYEEERELR, NMRIEIR 72 EOMBEBEL RO B 2 LAY
WEITH LYY, LhaL, WTlEdbEIBTALARIELH
SIS CID G S TH Y, T YmETA
PAFEOBESRIIEH SNTW5EIY. Z07%H0T, FET
WA TA D ATERIKEE (nonconvulsive status epilepticus,
LUF NCSE & WERD) (E, FERAERS & OB R A% l3E 1k
CID DEFRIE & 3T 5720, AN HEE AR & 72 255
ENHD. SR, AT NAFEER#ED R L - RICEREE %
#%, NCSE % & L7255 CJID @ 1 Fl % fEBR L 72D THih
5.

E
AER 1 64 1%, K

EFR PR, BUAEIKTE
BEAERE - T W ADREEZR L. ) 2, /8= 7 BET63

ML /saFtFr50mg INFHFEY45mg TS
£ v 12mg # WAk L Tz, mIESE, JREREE TR
HRZ LT, BERImIE, A MKRILVI 2 500mg T¢I b
O— )VREIFCH -7z, WIEL L OFMEIL R 0o 7.

RIERE HIEB L O TANPABER L.

AR BRI L. BB L. MEANEAUEZ: L.

BUREE X F 11 HE L), EERIIFOPITTOMI 2T
WHRWZ ERBH o270, HEIEWGERZ 2% L0k
BT & DIRTEEERE & T S Tz, 4R 12 AR,
TURE & BRI S22 FEAMEENC IR L T, HITHEER X 0%
CHERNEE S 72572, 20 1AKSE, FEEOFRZ ORI
BASIRFE L e o 72720, UBEANFEWE S .

ABEREHAE @ B8 166 cm, A 74 kg, &R 37.7°C, M+
102/81 mmHg, Nk47 89 I/, #, IPW# 16 [6l/4, SpO,
96% (room air). RPEE %, &%kt Glasgow Coma Scale (GCS)
6 1 (EIVIM4) TH-72%%, 304 T GCS 115 (E3V4M4)
FCUE L7 SBREIIRRT, FERIIREL L - S
EORTH o7z WMESRICHS 2R B I 2o 72, U
OMAEB IR N TBE Y, TONARREEESE) L 7% >
7o, REMAHIIET T, WIS CH 572, HE
BEix% o7,

MASFT R - g, m&, £k, §E, 7rE=7
IZBE NS o 72, PUEPUE discrete speckled type 13 640 fi%
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Fig. 1
(A) Axial diffusion-weighted images and (B) axial FLAIR images on admission showed high-intensity lesions in the cerebral cortices of the right

Brain MRI.

temporal, occipital, and parietal regions (arrowheads). They were reflected as hypointensity lesions on the ADC maps (C). (D) Diffusion-

weighted images and (E) FLAIR images revealed bilateral hyperintensity in the hemispheric cortices and basal ganglia, indicated as

hypointensity on the ADC maps (F), 1 month after admission. FLAIR, fluid-attenuated inversion recovery; ADC, apparent diffusion coefficient.

T, ity Ma A THIAA 135 Uml & &EZ R L7225, T
SS-A Hifk, BUSS-B Bk, HLHIRBRV A F 2 &5 — LHifk,
i ara 7 JHR, SOV E I VRTANEKEFR L T —
YHufk I & OB 5 1 i I A B LR IS PR T b o 7.
M{E HIV FURIEREE7E o 72 MIEEBELHE CT CRESMERZ X
Lo fz, BEEARAC, MM 2/mm®, 1T 30 mg/dl, AT
neuron specific enolase 11 ng/m! & IEF#FAA TH -7z, Hil
ANIVRA & RFRIEE OB AV AFURO L7375 L, it
N-methyl-D-aspartate S EPUAEIZREETH o 72, SRR EIL
Wl 72 o 72, B MRI C, HL##EFA5E & O fluid-attenuated
inversion recovery (FLAIR) f&CAHIBESE, RIEYE THTEZED
BB\ CEEFE A 728, [HHELO apparent diffusion coefficient
(ADC) 1FETF L Tw/z (Fig. 1A~C). T,*ilF {43 L O
# MRA TEEF RIE 2 H o7z,

W TADPARIEIC L BREREES DN 720, Kb
BRICTTERAREHE L2, REEIREEIGE L2, %
WAEIRRE L Ie o 127280, TORT + — )V CHEELTARE 2o
72 (8 19%H). NCSE DWREEZZER T, FA 7= b A~
% #01A] 1,500 mg, HEFF 750 mg TG L2 3 HBIC T 718
17.2 pg/ml ZFER L7z ET7 2= b A >~ 200mg (2W) ) B 2

EHI2T9a% I F100mg R EDITAPAZEEGH L CTH
IE L7278, FEMEIRIZSE 2 - 72 (Fig. 2). % 10 9% H I25R
EREOEE B0, 25V T L REER G L7z, ik
WA (F129%H) T, WEETEISICERGEEE, L3
PLVCBHTER & ol & L2 RIR 2 80k % jR0, — i3 it
DEMBRE TH 7. 5T AEHER, BIEREILY
R LA EHEEILFE L 20 o7 (Fig. 3A,B). 1FWilA
TSRS MERREDSGE L 72720, BT 7 & 1 #Ei51E NCSE
DM % 2 THC AP ASROWINE L BINEAT - 7275, &
WEEES X O ROWEL 0o 72 HOREENED
TREEASTBETE WD, AF0A4 FAN—TV A% L7
B, EROUE I o Tz, OB, TYET) V/ANINY
& LEHITHE L TR AAEEL L2720, HE
IR J RT3 B BAERI T h R o 72,

SEVER RO AP E I 5T AFREEIC L 2 EET, §F
21K H L DI AR G 2 b, NTIREFSHERG L. K
BYRETO LT, 25V T AH%E5 2 EE L CATERSEE
BEBLL 7. ABEl r AL h &gt I+ 7 o—x A5
LT, I5VTL%5#THLESHHEESIRES M L7
PHES MRI FH (5339 H) <, WK E B & OFLEH
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Fig. 2 Clinical course.

The patient developed severe psychomotor excitation after admission, while sedation with propofol and

DEX and antiepileptic treatment failed to fully control the psychiatric symptoms. On day 10, she presented

with a convulsive seizure, which followed a prolonged disorder of consciousness. Antiepileptic drug

combination therapy did not improve her consciousness. mPSL, methylprednisolone; fPHT, fosphenytoin;
PHT, phenytoin; LCM, lacosamide; LEV, levetiracetam; CLB, clobazam; PER, perampanel; DZP, diazepam;
TPM, topiramate; CZP, clonazepam; DEX, dexmedetomidine.

(2 ADC OART % 1 9 JEHGEFI5 B & O FLAIR 4 CEifg 538
ML Tz (Fig. ID~F). %5 40 9% H ORI single-
photon emission computed tomography (SPECT) C, 74fHl3E
L GHIHEE IS B\ CMRAME T LT\ 7z (Fig. 4). 55 479%H
O FRClE, BEHEREERE 2RO 7 (Fig. 3C). #
AT, By v EAB L1433 &AD LANFALN, R
WA PrP B B E  (real-time quaking-induced conversion,
DUF RT-QUIC &BERD) R CTHiETH o7z, T A v HHEE
FHRALT, 2 F> 129 13 Met/Met, I F > 219 i3 Glu/Glu T
BT o 7z, BRRAER B & ORI i 5583 CJD @
13IZHEF B (probable) &I LC, —&Bx BT TAD
AT IR L 72, 669 H, HEHMICHKEE 2 o7,
IRIERIGROMA L, WP OMEE B4 TR S AW
FENTIZHEDO T, BERED S FE 25 ThfT L 7.

zZ =

AAEGNL, #Y R FTITORAFEEICHR D TEREREB LU
ERmiRE T2 LT, M TR E 2 #2720,

WIS NCSE O REMEASSEH L7z, NCSE EE#E, &
WAL, ERNERERE, BAMREE L L OSR % BIRE
KB HN, FTONARTADPAERPOBITT LI LDH
0, W C— A F 72 X TR R & 5RO 599 ASE
BIOFHAEINZ BV 2 Bk T 1 Hz B2 OB RE D H Sz
B, T AN H BRI AR Bl FR#E T fluctuating TH Y, Pt
TADPAFEOFERG THEFTROAYWEFE L2 Eh 5,
Salzburg EEG criteria (23> "C possible NCSE (24243 279,
AEEIPLCTADAROE SIS L CEREElGLFE L
728, NCSE HSkfid 5 2 L 12 & 2 k2 o g s
T D720, TAPAERIRIEE L CRBIIZEREZIT-
2. Lo L, fiADOPTAN»AREIL > TEREEOYFIX
%, R SRS LI A 70— X AR,
fixig CRIBIMERE S SR L 2 ), VbW 2 JE % P
I L 72, RIS, BRIRARE & ARATTT WL 2 4 A iy L)
W L -Coll3E % CJD D3 IZHETFER] (probable) & #2HHr L 72V,

T & VIRIEHTIED B DA RO TA»LAREE
HEC T ENMESINTB Y, FICERETR5E1E L NCSE
FRITIENLZVE SN TWEHY, NCSE & ofEjlx 2172
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Fig. 3 EEG.
EEG findings 12 days after admission were shown (A, B). (A) EEG showed periodic sharp waves centered around the parietal regions with
right-sided dominance. (B) Intravenous treatment with midazolam improved the epileptic discharges. (C) Follow-up EEG at 7 weeks following

hospitalization disclosed periodic synchronous discharges. EEG, electroencephalography.

Fig. 4

1. IMP SPECT.
SPECT findings 40 days after the admission demonstrated asymmetric hypoperfusion predominantly in the

right temporal and parietal regions (arrowheads). SPECT, single-photon emission computed tomography.
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EETHAH. F72, WL SPECT (2 TA D AER] T b Z1E
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A case of Creutzfeldt-Jakob disease presenting
with nonconvulsive status epilepticus in the early stages

Masato Kinboshi, M.D., Ph.D.?, Yu Tamura, M.D.?, Hiroki Yoshida, M.D.”, Ryota Matsunari, M.D.",
Jumpei Togawa, M.D."” and Morito Inouchi, M.D, Ph.D.V

U Department of Neurology, National Hospital Organization Kyoto Medical Center

A 64-year-old Japanese woman presented with 1 week of recurrent convulsive seizures. At the time of admission,
she was in a coma and did not present with convulsions. Intravenous diazepam administration improved her
consciousness, although severe psychomotor excitement developed. Brain MRI demonstrated diffusion restriction in the

cerebral cortex of the right hemisphere. Electroencephalography (EEG) showed periodic discharges centered around the

parietal regions with right-sided dominance. Nonconvulsive status epilepticus (NCSE) was suspected, and the patient
was actively treated with anti-epileptic drugs. She developed akinetic mutism and generalized myoclonus 1 month after
admission. Follow-up EEG studies disclosed periodic synchronous discharges. Abnormal prion protein in the cerebral

fluid was detected using a real-time quaking-induced conversion assay. The clinical diagnosis in the present case was

sporadic Creutzfeldt—Jakob disease (CJD). Seizures as an initial symptom in patients with CJD are relatively rare. Our
case suggests that CJD should be considered as a differential diagnosis when a patient presents with refractory NCSE.
(Rinsho Shinkeigaku (Clin Neurol) 2022;62:357-362)
Key words: Creutzfeldt—Jakob disease, epileptic seizure, nonconvulsive status epilepticus, periodic synchronous discharge,

SPECT




