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B EGII25MBEMTHS. BRABOBRMEEZE TRIEL, TAPABEREE B o7/ BEHRKIE new-
onset refractory status epilepticus (NORSE) MDERFRIKICEEL, &&IEAYIC cryptogenic NORSE (c-NORSE) &
WL BIORBEWEROEENMFHBREEZEALLD, GBREFRTH -7, BERIL-6 ILBEEDREE
ErIENT2E6KA»5FE 11 FADOBTERICERE L THY, IL-6 12 c-NORSE DIRMERIC &1+ 2 FIEHE(C
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New-onset refractory status epilepticus (NORSE) & (Z 58
PRI T A2 AR Z DMBORIREER B OB 20 W BB IS HE
L, SVEINCERE MRS, mEEs, 7oAk RE % 32
OF, HEARTETA P ABIED R T 5 BRIREREZ B350,
5 190 A O FEVE S AR T HREVE IL-6 A% b5 L 72 cryptogenic
NORSE (c-NORSE) ##&5gL 7z.
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FAR A ERkEE

BEAIE © BeRCgFIEZ L.

KRR FRENIEEZ L.

AEIE AR T RS OBEIE 2 L. SIS RS

HURIE © 25 kg, AFE 5 B2 53 % 786, ABE 3 HHl
12 39°C DFEE Rz ABEH O 9 BRI #) % % 2 TR
L722 & ZMEDHERE L T A, 19 IRICEICRIN T W AR
EoRiLah, BT AMRESERG L. HEKRIERICE
DR S % 500, UBEIHE L 7o 7.

ABEREBUAE @ 5 175 cm, AT 79.7 kg, Nk 82/55 - %%,
ILE 119/64 mmHg, fAif 36.8°C, Sp0,99% (EHNA), —#fk

BRI AR X Ao 7z

MR R ¢ 35k GCS: E3V2M6 TdH - 72, it
SE, BESLIEW 3 mm, xHGRAHIZERE, ML b1 HH
7207z, BB X ORERIL MR (L2 22 o 72 TUR O 845k
TUHEIEFED T, L B o7z FAREICIIERES
B L7z, Babinski JO§T & Chaddock ST IZV9 I /2Tl
P72 o7z, TR B & O Kernig #1813 7% A2 o 7.

MEASHT R MRS C I8 e MU L 2% 13 70 <, AR,
HURIRHEAEIZIE R ©, CRP @ EF-b o 72 PUEHUE, 3T
ds-DNA #U1f, #1SS-A/Ro ¥k, $1 SS-B/Ro #iifk, $t GAD it
&, $L MPO-ANCA, #i PR3-ANCA (T3 & 1EH, wvaTE
IL2 L 7% —ZEtk2-7:. g R, seidmess
W, #E 160 mmH,0, A% 22/ (HEEkOA), HE
63 mg/dl (I © 131 mg/dl), #HHE = 92 mg/dl, IgG index
0.41, B OHAMANRAT A VA, KiE - RIEGE 7 A
VA, & RANVARAT A VA 6 HIE PCR TR 72 —
MR 55 42 & PUIR N BE 22 38, A0 7 A, EB 7 AL R,
P A b AF T AV ADIE [gM Pk s L O HIV Hrs &
%, & SICBEAOIME B & OREPUHEPUE (JL NMDA %75
FRAUE, Pt AMPA Z2EPUE, $T GABAAPLE, L GABA(B)
Pufk, Pt mGIuR1 $ifk, T mGluR5 Pifk, Pt LGL1 ik, L
CASPER2 Hif#, #i Glu-R Bifk, $t DPPX #iLfk, #i Neurexin3
Uik, Pilglons Hifk) 1ZEMTH -7z, SEMIEEER CT ©
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Fig. 1 Clinical course.

Convulsion improved after treatment of multiple AEDs and IVA, but frequency of electrographic seizure was worsed. The addition therapy with

a second high-dose intravenous mPSL, PE, and IVIG improved frequency of electrographic seizure, but final outcome was unfavorable. CSE

cerebrospinal fluid; AEDs, antiepileptic drugs; CBZ, carbamazepine; CZP, clonazepam; I'T, immunotherapy; IVA, intravenous anesthetic; IVIG,

intravenous immunoglobulin; KET, ketamine; LCM, lacosamide; LEV, levetiracetam; MDZ, midazolam; mPSL, methylprednisolone; PB,

Phenobarbital; PE, plasma exchange; PER, perampanel; Prop, propofol; TIA, thiamylal; VPA, sodium valproate.
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Wi w7z (Fig 2B). FHEHHHEGIZMATATEA R
2OV 2R R FEAT L 728, FEIM I T C AR It BRI AR
L7z, %5 10 % H @ JE# MRI @ fluid-attenuated inversion-
recovery (FLAIR) {5 CliZ & MMANGES IG5 LA 2729,
T AW AFEIEIC & 2 I0E & Bl g5 & W L 72 (Fig. 2C, D).
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DIRGER R R E & F 2, HBOREFERT R EE L,
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Fig. 2 Electroencephalogram (EEG) on day 4 and Brain MRI on day 10 and 1 year and 6 months after onset.
A: EEG shows spike wave in the left central region. B: EEG shows generalized spike and slow wave complex. C, D: FLAIR axial (3 T; TR
9,000 ms, TE 102 ms) shows mild hyperintense signal in brain surface, mainly the cortex. E, F: FLAIR axial (3 T; TR 9,000 ms, TE 102 ms)
shows brain atrophy with frontal lobe dominance and hilateral hippocampal atrophy.
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A case of cryptogenic new-onset refractory status epilepticus (NORSE) in which cerebrospinal fluid
IL-6 was elevated with increased seizure frequency early in the disease: a case report

Ryoji Nakada, M.D.", Yuka Terasawa, M.D., Ph.D.?, Takeo Sato, M.D.",
Hiroki Takatsu, M.D.”, Nobuyoshi Kaito, M.D., Ph.D.? and Yasuyuki Iguchi, M.D., Ph.D.V

U Department of Neurology, The Jikei University School of Medicine
2 Department of Neurosurgery, The Jikei University School of Medicine

A 25-year-old male presented with clonic seizures three days following a fever. The patient developed status
epilepticus and required mechanical ventilation and intravenous anesthesia. The patient’s epileptic seizures persisted
despite administering intravenous anesthesia and multiple anti-epileptic drugs. The clinical presentation in this case,
without pre-existing relevant neurological disorder and an active structural, toxic, or metabolic cause in the acute phase,
was compatible with new-onset refractory status epilepticus (NORSE). After immunotherapy, including intravenous
methylprednisolone, plasma exchange, and intravenous immunoglobulin therapy, the epileptic discharge on
electroencephalogram (EEG) decreased gradually, and mechanical ventilation was discontinued. Neversless the final
outcome was poor. The patient’s condition was finally diagnosed as cryptogenic NORSE. The IL-6 levels in the
cerebrospinal fluid showed a significant increase between day 6 and 11 after onset, during which time there was a rapid

escalation in seizure frequency on EEG. Considering this, IL-6 may be involved in the process of seizure exacerbation.
(Rinsho Shinkeigaku (Clin Neurol) 2023;63:843-846)
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