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-HAE TIXIRE S TR - MBI SSPE DFMAELZIDET HHHEAH AL,
-MIRMFICLDE, OAEIZEH TS SSPE BEDEMFBAELIL. AEHFIEESNT= 1975 FLIUE 1985
FEFTIEEM 13~27 BORELHoT= ', 1986 FLIFEBERERILRERIZHY . 1991~2000 £
I& 3~11 % 2, 2001~2006 FI& 1~5 4 3, 2007~2012 (L 0~2 & * ThHhof=LZh b,

I ARYEAONBEREEAHY .. ERICOVWTHRENERINHBEICEITIHETIE.
1997 S LU 2005 F£F TIZ 22 5l SSPE BEMNRE SN,
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TREAL, 2020 FIZTFFHEIOF VAN RABRLEDEET 20 flzTE>Tz. SEBROKBDRITIEF
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BF) . 10 T AH72D 164 A 609 A2 1 AN) (1 kA ([CHRERE) 7o & 2#iE LTk Y 7, SSPE ©
FEIEBE I IERB 2 DN T XV EWAREER B 2 TV 5,
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%, SSPE \ZRHMI) /e B ED I A7 1 — X AFERD HBLT 5 & TIIIEFERAZER T, s
SE (FEEERREE) <00 D - MG KFHAE /e & ORGIIIR R RBEL 22 & O LB 70 BN K DT IR
JRRRB O - BIE7R & LM 2358 088 5 3,
772 CHIEMR . SEBREE, SEARSMRAEIR, /MR 722 & OMRREER . 1T W AFEIE, BER 72
E xR PIIER & T 2 MBI R IGE5 S H DO T, Y ORI COBBNITAES Tl +
S, HEECHIMIOEERZE & LT, TV A L=2Wi4, ikt aA RURT7RAF UNE, B
PMERE YA Mr 7 ¢ — ZHRMEEGE, REMREE, I har RUTEFE, UA LA
Rerp EARMRRE RSB SRS, MR M 2 CIRBHER, SEAKIERE, Mmoo, FE
e ERARHRIR R E 2T T D 2 LS ST D O REREIR I % 2 SRR IR
IZZ LWZ DR E ST % 19, SSPE B DIRFHHI R B OFEIT 42% & @SEEE T, B, fink
OO REICEE L CIEAS AbND @GS TnD 1, 4, e VEHIRE @ i R E 72
EOIFMAFIOHE S HIL S D, FLSEIIFRIEG] Tl FEZEEMH O S TR0 AT &2 R &
L., SRR & H2anE Shd 12, 60 a2 HEmEIED H Y | FR L OERINLET
b5 B, F EELMETIE, PR EEET S0, PIHICREESND Z LB D 4, FRHSRER
FHHOWWIZ LW SSPE ZHERIBIO EALICEIT D 2 ENEEL L > TE TV DA, MRYER D
2 WITIRI TR IR ST 72 IS HBL L CE 25513, LRI ORZ O R % 8 L. SSPE
DOFREEZ SBAIC B WENH S 15,

SSPE [ZRH I 22 WIHIER X I A7 B —X A TH Y | FIIER E LT 573%ICA b5 16, I A
71— A I G T, MIIEEE CHERSND I ERH DL T, 2, o<W L
A7 v —X AT, pseudomyoclonus, dystonic myoclonus, slow myoclonus 72 £ & B &
NHZERHD 1, FHOIAT B—X 2 FHRE] (REE) & LTRSh 5, FEHCIRIECIR
HoEE 7 ERFMEOSE AL H D, I A7 v —X ALSOIEBEE (movement disorders) b #IHIE IR
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CQ 2-2. SSPE OJEIR DRI IL E 5 T2

(EE)

o HRAMME{LE LN (subacute sclerosing panencephalitis: SSPE) [ZF D& DT ECH A TEIZHE
TETRYTEN S, 1969 (T Jabbour MERERERE D h THEMREZEHRAIZSH 1T TREHEL
RN EL. BFFHGEELLTRMESN TEASNTEY EROBBDE R LGS,

I8 KIiNRERIEFEw, TE8m) : SRR RE@E% @R
RENET EED 51FI3Y RE SHRIT SERIE

IH (TLvhA . EBEIE . SAU0—X X (BEED. (K&, MUER)
K (RS, UER) FHEEES(BRERT7 T EHROZZB0OHE, IRE)

MER B, 255K RIMICHTEEBRIG BEMGERRTE
BREEEE THREITHBZESFR

IVHEl |EE. KINREBEEOIAVO—XRDEX RGEENLEE
ERIKDMEES 8B MEROEM HRERET BHEHOFAIANDEER EEOIA
IO0—XREFRALBDHDL E~NOEERIG

o SSPE DEITBREESHTHY . BEITHEITT HRIEE! (fulminant form) 0, FER A B ARRZB T
WETHEFLHRESN TS,

(i)

SSPE I ZIH A DHEATIZ - T, KIMEE 2T T2 < BB N OJAFI e ER 2 #EATHEICRD 5, R
PRI W) I REIR 2 95 2 E R OREE DI SN TE Y | 1969 FI2T R —
KD Jabbour 37— AL Y — X THRANMER LIZwSEN, BETHLHW LR TS 1, £0
FCFROEIZEN TS (),

[ RO MERS O 2 28 b & U C B it PRERATED, ROlEREE, 5l&x 26 0 O &
Ronsd, MR, EEhEZ, WiE, 5, SiE#EER EOER RO 5,

O IA7a—xX R (FHHE»DIEE D RSO K S) | RIFEIE, BEHT 7 h—EED
R EE, S, 5 ERAE U, S U . Babinski SO B, dRER, 2TV ANHBLIT S,

I3« i BR AR TCHE DS TR U RN BLRNZR R 2 £ 5 2 SR A T D0 T AHRE A~ D RS ITIR I
KT L., SERREEIC /25, BEIALCE A, 7 / —B 25 3T, (KR EF 72 EOIERZ27R0,
RERBLET D,

IVH : i RITHEC I A7 n— X AT BN 7e < 72 0 . AHAIZRIREROEE A BLAIL, 7%
WRONLE IR EDFUSH LB D,

Jabbour DEMIOFLHTIX, 2~6 HLIWNIZ 4 WIICHEIT T 5 Z L3RR S LTV 5 28, BITEDIRE
T, R 3 B ORGEITEBAE L L CE TH Y, 2012 4FICHFZEEECHENE L 7-iiA TH . FIER 20
FLLERE L TWAIEELEHH D Z L PRSI TVD,

INRABPEREE SR T, Jabbour O MIHAIC &> 7= 2 9 1 2 SE BN FRBUE IR 23 HEA T3 T & | Bk
FOHELT LBRECEMEE & 72 DIV S BT b L T, EEEGETH, 2 LT o0
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ERERY . THETHZMOL TWD b0 2, FFEEREESFEICHAAA TS D3, I 4
71— X AR E 3 HNTHIA L TN D 4 b L UTFLIR DS 20 b D 2560 BARRMEIR 2 4 H1IZRD
WL TWDHD 2 EITHI ORI T OB 2N S D 2402 803k 5,

SSPE TiEZ 9 L= dWRIBILIAMT, SRkl 2md 2 E3d 5, EIER & L TR 2
173 2 EPER (fulminant form) NEIHILTIY . FIER 3 2> H LANIC 66% DM FHIBSREIR T &
HWVNE 6 MALINDIEL & BRIV TN D 5, BEARRT EOBERBN 2056 T a7
LEERTREETHHE6LHD 7, 72 10 FFLL EOERRFIE E & DRIREI TR, B
— RO A & DERFC. K 5-10%0 BE 1T B IRRGE TR OUGER A L, Blo& D OIREE
MHATATREIC 2 D72 E D P BIFFIOFE B HIL TN D 28,

ARk 14 288 383

( FEHRAER
IS 5 — AHIRIT EiE, EBESE, EYIRE

= O—XAHE
THEES., (FLhA

fELR BB
%5
EEAT T IFsA—R2R EARERE ATFREE
TIEEE | LA OBE BEER Bl g
SRR
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CQ2-3.SSPE O HEJEELSHEICIZED L YR b ONH Y £4 02

(EE)

o FIIETHAMNT= Jabbour DIREANFEN . BEED B RELDH, 1982 (T Dyken HAFERLT-
Neurological Disability Index (NDI) A%, KUHIMNWEEEDELERD-HIZFERIND ',

o 2RI HEITEZEZRDIGEEIZIE, Jabbour DIFEADFENALLNLD AENRLGEEFHIET S
HEICIE, a7 eSSz NDI A ALLN TS '3,

[fiAR]
NDI 2 a7 %, JERZ 4 DO/ = ML, F3—FBRSHEHATSZ2ZATND !, 2045
Ds3— i, Jabbour DI DRI WERZ T NG b D &> T D, HFHEIZEW TR
Wi LA 0 REEZ 408 LCHE L., Z0AFEE 80 s D% THRRT D (ERIT 0%,
100% (T EFE & FIT) .,
Part I Behavior and mental Irritability, Personality, Withdrawal, Intelligence, Cognitive

and higher cortical

Part II | Involuntary movements | Location, Repetition, Frequency, Synchrony, Seizures

and seizures (major)

Part 1l | Motor and sensory Reflexes and tone, Strength and bulk, Abnormal postures

and movements, Incoordination, Sensory modalities

Part IV | Vegetative and systemic | Vision, Hearing, Verbalizations, Autonomic, Nutritional
Jabbour OFFHISIHH & DXL TIZ, NDI 0 0~30%72% 1 1, 30~55%7% 2 #], 55~80%7% 3 H,
80% Z 2 DA N 4 LIS T\ D,
Ll ATE B SLEESC B W ARTRENMED R & L T—MRAIICEEH &4 T % Modified Rankin Scale
(mRS) <° BarthelIndex (BD) 2AHWHNTWS IS &% 45, SSPE A D FFHURAE D & BAYRT
fili & L CiZ Brief Assessment Examination 23\ 5415 67,
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CQ3.SSPE OJRKIZ ED L 972 bDTT N ?

CQ3-1. VA NWAMDERNIZR A TT e

(EZE]

o HRAMEE{LE 20X 2% (subacute sclerosing panencephalitis: SSPE) (& AR ##E R (iR L TLY
BHBIAINADEERM(SSPE IMILAREDLKIEND)IZK>THEIS, B IAILABED LS
[CLTEXDORENOEN THRHER CTHEBRELEZ I MNIDNOTIE, FEBALHIILELT
LVERLY,

o SSPE BE DM SR BESNDIMB VML RIE. M, F.HEGEFICHAEDEEZRLTEY. V1
IWRZRIZIE D) DAIILARF (EVAD) BRBREER KL TINS, 2) HiEHRAMGE - iR REEE
BT 5. L3200 MERED,

e SSPE EEDMMNODBESNIMB VI ADIEREES L. LEEDEHEDEGCFEEDHL%E
BT, BELNHPICBRELEZBFRATRITLTOWD R VML AT EMOEERSIIX LT
BY . BFEOECFEERE. VBREBICBALEZRS VAL ADNBKANTOFGREOMICES
LIzt D THBIEEZEZLN TV,

(i)

SSPE [T H XA RICHHUR G L TV D RRIZ U A NV ADZEREK (SSPE A /LA &S LT D)
IZX > TR D, SSPE (THIZ 7 A /L A DY T dbo 2 WIB DL 3~ 12 ORI 2 B CTHRIE
THN, BRBUANVARED X DI L THEEDORED B IRIL T HRARRE R TR & 2 37>
WZOWTIE, FELMNTR S TR, F72, SSPE U A /L AD EREERTH DRIz 1 TR
ZUA N ADEIZ KK (SLAM, nectin-4) 23FHLL7RW 2D BRIZ T A /L A ORI~ &
e N TOEIEIZOWTIZARHATH 5,

BB T ANVAT ) KT 15894 X7 L AT RO—ARFLRNA TH Y, 6 DOWEEEH (X7 LAD
TV REAN), U UBER P~ b vy 2EA M), BAEEA F), 2/RESEA (H),
BLOKRY AT —EEH (L) 22— KL TW5, SSPE BEOMNOSEESILDIZ T A LA
. M, H, FEBFIZHFAEOEREZALTND, KB YA LVAIZBWTM ¥ 237 BTGty
A NWVARLA O E HEE, H Z X7 HIX T A NV ADIRASZEERA~DRES, F 22X 8T 0A
JVA LA ERREOBAIZ N ENBE L T\ %, SSPE U A L ALY A L AFRITIE, )T AV
ZRLF- (BY F ) JBREZ K LTV D 2R - MR E BT 5, LD 2 DDk
a3, M BT OREIY72 2 1%, U-to-C biased hypermutation & read-through (255795
EHRCTHDH, BIEIX, adenine & MKtz 723 FMHBH D uridine (U) 73 cytidine (C) (ZiE #3528 5
MEFMLTWDZEEL, FHICMBIEFTEL A5, BETIE, PEEBTFOETN2 20
BAR I ONAERLS O EHT CRAE LR WE £ T MBI DG T D, ZiubDERIC
F o TMEHDOHRBLRIANEEZND Z L0, VA NARATERRED R K & 2T L D0
TARERE D © O RKIBE, MR IEIZ DR R > TND B Z BTN D, FEMEFIZOWTE, C Kl
\Zfli 2 DERDPH I, BV UBBEEBORKICEEG LTS EEZEZX LTS, EHICFEA
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6, Hfm T2 OV TIE, CRuDE RS Eilkd U-to-C biased hypermutation 234 541, H EHH D
MRS S L. & A L RBLTTGROBL R B ME DR B S LTV B L B B
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FATREMEARIR S LTV 78,

SSPE fBE DM HAYEES N D FRIZ 7 A L ADYEERCHIX, EFEORH O in 122 ROy & B
WL BEDRRISICRRE LT R THAT LW RRE ¥ A L A B AERR O BRI/ LT
210, ZDT END, FEHOBIRTARIL, YIEERHZRA LTZRRE 7 A L 23K T OFHEY
DHICHER LD THD LEZLNTND, X— 3T A& Wz invivo DREFTTH, HAIC
PR ST IBRIB U A L ADNFeE YL 2 e Z LT 5 fIZ B3R 0 U-to-C biased hypermutation 73
MERICBOTERT 2 2 L S S TS 1L SSPE 235 2 LT VEED ¥ A L A A7
R A L ARRITE STV R,
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CQ 3-2. MM D ZERIT 7R A T2

(=E)

o MAMEILE LMK (subacute sclerosing panencephalitis: SSPE) DFAE) AV ELT. 2 EERiH
TOMPRELBRTHLI_EMNHMON TN,

e SSPE BETIE. M VAINRICHT HREMGRES AT LOEBETELIGEREENERHS
ncTusd,

e SSPE DHIEVRVICEET HECHERIEIE—ELRFTIIHATET . EHDERN/NIT
—2av TS5 I HAREMENREEIN TS,

[fEmi]

SSPE DOIJEICRHE# ¢ A 1E ERF & LT, 2 Rl CHRZICREA LA ICAIED
%EUx&ﬁ@<ﬁé_&ﬁﬁ%hTwélo_Miﬁﬁwmﬁgﬁ%¢K%ﬁ%@
FA3FGE L TR D . BRIB WA L ARG . T A L ADMIN RGN Lo <
72D ENBEEESINTWS, SSPE OFIEN BRI N2 & (B 18~3:1) K
FEDFIE G ORI BB L TWD Z &2 XFT 5 2%

SSPE EFH D FHIRFEIZ DWW TR, 2 E TE L O ZEN T T 5, SSPE
BTl MK REHE T DO FRIE ™7 A LV AFUR B BN & 23801 570 T3 Y . SSPE

ZWHEED 1 5T H 5, EFS. SSPE HBETIH. BB IZRE L THHEHIFRE
LTH7eis, AR LUK A MERNIZEZE 7 A VAR S 3, 7
REG I F fER 2 2 FE 7 A VA TR L7234, SSPE BE TiX, MZ U A L AICX L
TOHA L E—T s y EARNMET T2 4% ZOXIRFERNL, KETA LA
KT D RIEINE D EE DS SSPE DRIEA D= AL LB LND X Il

DNEE v aTiX, SSPE B & BRI HREE L OBIRERZ Y] 50NN 5058
MEEINCFERE SN TE T, TORRE, BREIE L OEEREICEET 20 < D00
HBAR7-H3. SSPE DIIEIZ 59 2 AlREMEDRIE S -, B AR R Tk MXI°, TLR3®
BIXOTLRY, B E CTIXIL28, IL4, IL17", IL1S", GZMB" 3 XN PDCD1'* 13 73
AT oD, Hir, MRRRIEIC LR & E &2 Re7= 7 IL-17 pEAE -~V X—T(Th17) #
fd & SSPE DEFE N ER &5 K 912720 | SSPE A TIHFE LV & Th17 Mifdod
FEDNEVMEAICH 5 Z &3 WE Sz 4

IO OBEHERNEZATHHEDIIX, FET A NV AIZAREGE LIGE, thofk
IhmASWE@%f)x&ﬁ@<&5&%z%méoswE@ﬁﬁﬁﬁ%%ﬁﬁé
fE LR L LT, BRBLORMBREZE U A NV AERDET B b 15,
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CQ 4. SSPE OZWHI LB/ 1L /2 A TT N ?
CQ4-1. HHEHEHE - IIE ORRIZHURMIE EDHIETHIET 2 ONEVTT

2

(EE)

o FAMEIL 20X 2% (subacute sclerosing panencephalitis: SSPE) Tl EH LK UKL §E&
(cerebrospinal fluid: CSF) DS HIKMEA LR T3, 45 CSF D Hiikfli £ F 1% SSPE [
BENTHY. BRHINMNIEEZHNERIIE .

o —WEBBEOFTITAIREIRAEREDIE,. SRETHLIZENGERMIEKZE (enzyme
immunoassay: EIA) $AUL\EESF 2 HIF 5t & (particle agglutination: PA)ANHEZR SN D,

o RE RBEELIIIBVWESIVAEENEEMTHAIENL EIAENRBRINEEZLOND,

o EIAATIRBICxT 86K oG Al =05 1U/mLIETEER oG FRS I AT 7% 1gG P
Fuik{fi=0.05 LLE 1A% SSPE DEZERICERTH S,

[z ]

SSPE &3 O —% CSF AT A TlE, FHIER CTH DM, y-r/a7 U U aEoEnE k> &H
DIEEN SO T BH, FIZY BN B2 50 072 i 2 035580 b b, SSPE TG
F L O CSF HORRBHUAMMIX EA3 2, CSF HORBHIAR O 513 SSPE (245 B0 TR E
FImW L2 UL, FURbOHER & BARREITL T L —EL2Rn 3,

AH T — WIS BRI LA O W E 551 EIA 35, PA JEOE H, JF i BREE4E 1)

(hemagglutination inhibition: HI) | H1{% (neutralization test: NT) | fi{&#5 514 (complement fixation:
CF) BN %, ENLEYYEMIEHT D H S T2 [EFEEE CORB RIS A 8T A4 v FHEhR]
ICBWTHRBHARMORER E L TURENMRNZ & A2 59 HE L O OB~ S CF
%, HUEB I ONT EITHER SN CB O, EIA BT PAENMER STV D 4 F 7 EHERM
ICHEE B LORFRENE W EIA ER b o L b VLTS, Fe23E D SSPE JiE il T O T
I% EIA V£ CTOREIR 1gG FLiAM =0.5 TU/mL & §fi#K 1gG BRIZHUAMN, M35 1gG BRZHRAMT=0.05 A3
SSPE D ZWiC EHE AR FERE & 72 2 FIREME DS G STV D 33,

SCiR
1. Cerry JD and Lugo Debra. Measles Virus. Feigin and Cherry’s Textbook of Pediatric Infectious Diseases. 8" edition.
Vol. 2, Chapter 180, pp1754-1770, ELSEVIR, 2019.

2. Garg RK, Mahadevan A, Malhotra HS, Rizvi I, Kumar N, Uniyal R. Subacute sclerosing panencephalitis. Rev
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B SLRESEMITEAT YMEE Y v ¥ —. BRI TORB ST A B 74 > LK. https:/www.niid.go.jp/

niid/images/idsc/disease/measles/guideline/medical 201805.pdf

Kume Y, Hashimoto K, lida K, Maeda H, Miyazaki K, Ono T, et al. Diagnostic reference value of antibody
levels measured using enzyme immunoassay for subacute sclerosing panencephalitis. Microbiol Immunol. 2022;

66: 418-425.
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CQ4-2. ZDOMDMEIZH VD 572

[mI%]
o I 2L 14 £ X & (subacute sclerosing panencephalitis: SSPE) 2 & TIE X & 8 &
(cerebrospinal fluid: CSF) PIgGiEEH KW IgG indexmM L F T 371=8 . D MHENZH 5,
o BAGREBEELTRAERICIDMHFNRE. BMASDSSPEVAILAD B FRBIAILA
T/ LOBREGELRHIFEND,

[ Azl

SSPE % X CSF IgG-index (=[CSF IgG 2 E+fiF 1gG R +[CSF 7V 7 X VR E+ifiF 7 /L
T URED) B ERT D, FEIA SSPE FEF] TIXAMR B D WITHIR S I 72 B T2 9D BN AE R R
CRIEFT L., MIBENE AR, BBHICLDME VA NVAX T LAD T R, a0thukiE, PCR

(polymerase chain reaction) 1EIZ L DB VA NVAEA, 7/ AOFEHN 2 SiuE, 2lnicaE
T D, k75 SSPE A VA& 3ifEd % Z & 8 TE S SSPE DRI HEE T 5, MK
PRI NI & O A NV A BERE R, £ U ORBEEBRER I 0B LIRGFT D L
L7 L, —fREIT SSPE TIZMMFTBENIR > HIX PCRIEZHIWTH U ANV AS ) KT S g,

—J5C., MGk % H\ 7= PCR (polymerase chain reaction) {4 ClX SSPE TlX7e WA TH LIZL
IR 2 D70, EBAZET 5 3, ARAEDKELICOWTIX, ZOBRIZ, AUFEIESEE I
ST,

e
L TERHERE, PEZORER. SRR 20\ UBMIE (235 0 2 N BRR2 I O L ZEME & R BRI D TE B AR, IR E i
HifE# 2007; 28: 341-342. http:/idsc.nih.go jp/iasr/28/334/dj3341 html

2. Miki K, Komase K, Mgone CS, Kawanishi R, lijima M, Mgone JM, et al. Molecular analysis of measles virus genome
derived from SSPE and acute measles patients in Papua, New Guinea. ] Med Virol. 2002; 68: 105-112.
3. Katayama Y, Hotta H, Nishimura A, Tatsuno Y, Homma M. Detection of measles virus nucleoprotein mRNA in autopsied

brain tissues. J Gen Virol. 1995; 76:3201-3204.
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CQ 5. SSPE O hikaH A T IZS W

CQ5-1. EDXHREFIZERW, FOLHIIIHBELZTTOELRNTTN?

([E%]

o FTHEICRELTE-YMRHAIVIFEICHMEK. THEE. MEETHAEIELI-IGEIZ5ED.

o BREIXMNK. MRl THAMELE LK% (subacute sclerosing panencephalitis: SSPE) A'&EtH L
i, Mm% - X & 8% (cerebrospinal fluid: CSF) R D RRBSHIAEZERIET S 2,

[ ]

FIMEIR I TIER ICHEE LT E R d 2 VI FEIC W TR 2L, AP RO ATEN R E
LB FIHMETRA OGNS, FFIC 2 BRI HRZ ORREBIEN HIE SSPE & 5E 5 FH 20
L7 %, Lo UIRAI OFERITEERL TEAE D DX - A 23T TRRARICHEIT T 2720, Wit R
WEEES), EEWERE OB T R L L TEREENA X2 T2 2020, TWhA, FHEEES)
TIIFRZ I A7 v —X Z%ME (WU, (RE O T AR —BREiE 3 5 581F) DRI Ch 5, IR
A CHRAE A 72 B I R AP 48 (periodic synchronous discharge: PSD) % 65-83% D FEH IR 5 3,
SSPE 23BN 545613, M, CSF A TR HUAMIE 2 JIET 5, FRZ G O FIE (13R M Bk
eI (hemagglutination inhibition: HI) %, #ffA&#5 4 (complement fixation: CF) 1%, FE#FE 5y
7E (enzyme immunoassay: EIA) {EAH WG D, HITEIZIS W TG 1:256 LA K OBERK 1:4 LLET
b SSPE LHEEBWITE D LMESNTWD 4 F 7T FERIZHUARAM O M E T I TR D B
EIASERVBEND Z &% < BE 100%, R 93.3%, BBPERYHRIT 100% & STV D 5,
Maeda & 1% EIA 352 £ % CSF H2Z 1gG % =0.49 IU/mL Z2Wrd v b A7 E L TIREL T
W56 EHIZ, Kume 53 SSPE FBEMIKRD 94.9%73FZ 1gG O#EHL/ LI =0.05 27~ L, CSF
HFRIZ 1gG =0.5 TU/mL & OFAGDOERNBEHIIAH R EHE L TS 7, FIENINIKE 2 ~d
Z ERAABGIER S B 5 7o | BRIRERE 72 & L Ao CHIEr T 2 B B D, BERAIEITIER T,
BAPREITRE AT 25 2 L% 8, AR MRI MRS (XEATARS, ZIETIC AERE 280 508,
AP TIZIER DO Z &b d D, RSO IFIAG] (B A LIRICET T 5 20T, 10 L4
L ORESRIR R & & DREAREATI, — R 7R AT DA IR OTEIR D U A7 D 1B ME AR — TR
72 8) VIR T TRIET DIER], FLIEH 2 WITRRAFIER O b BULS W EEDLETH D,

SCHR

1. Gutierrez J, Sissacson R, Koppel B. Subacute sclerosing panencephalitis: an update. Dev Med Child Neurol 2010; 52:
901-907.

2. HEREHE X — | AN (SSPE) (FREHER 24) http://www.nanbyou.or.jp/entry/204

3. Mekki M, Eley B, Hardie D, Wilmshurst JM. Subacute sclerosing panencephalitis: clinical phenotype, epidemiology,
and preventive interventions. Dev Med Child Neurol. 2019; 61: 1139-1144.

4.  Garg RK, Mahadevan A, Malhotra HS, Rizvi I, Kumar N, Uniyal R. Subacute sclerosing panencephalitis. Rev Med

Virol. 2019; 29: €2058.
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CQ5-2. ZWrEIIH D I 0?2

(E1E]
o HAMMEILE S M # (subacute sclerosing panencephalitis: SSPE) DS EEE R,
KIER
() REhAl RERRPORSKESIE
(2)ERRRAERR AR URETE, BERMETE  BRETE. BUEER —EHRR
M SRR ITONADAHDH. T EANEES 541, ELIRHDUE

B PN
INBEH
(3) BixiR& FE A 14 R #A 1% 5 B (periodic synchronous discharge: PSD)
(4)NERERIRE IgG-index D LF
(5) iR LRRDATR

(B) D FEYENZE ZTERPIAMILAY/LRE

HER:TKIER (1) +(2) (BE)(2MZ, /NMEE (3) ~ (6) DAELKELTD1HAHWNIEXTKIER (1)
+(2) GEAED) [ZmZ . /MEB (5) ~ (6) DD7E<ELTD]

(FIFHER: KIEE (1) +(2) (HE)

LV RIEE (1) +(2) (GREE)

[ ]

Dyken Ot % JolC LIe SR ER WO D Z & 3% |, SSPE O 2 Wridfar i (Ro
KEH (1), /MEHA (3) — (6)) EERRER CRIEE (2)) »oiThbihd, A TIIMEHE
% (cerebrospinal fluid: CSF) HORRSHUAMO EH (KEE (1)) I34HEHER L/ed, /NEB L
L TOME D PSD, @CSF H1? 1gG-index D L5, @EMR DT, OZERFRIZ T A VAT ) L)
ED 4 DN 2, BRRTER D AR Z2E G Tlx CSF HORRBHAMO LA L/NER DD 7 b
b—ONHITHEIE &+ 5, —J7. CSF TORBHUAM D _LF-ORDFRD B D0, BRKER
DIFEIIR 2 SE G Tl AR (b 2 WIFHIRK) T DREZRIIC MR FT R &5 WL 1574
FHNRERIRE VA NAT ) BORE] OV OFRERAPLEICR D, CSF ik E AV IZifS
7 A JL A D polymerase chain reaction (PCR) 1%, HHFIZIIEMETH D 2,

PPWHEEIZ OV T, ERIE R E v Z — A —AX— (https://www.nanbyou.or.jp/entry/204) . ¥
K OVNRB MR E RG> & — (https://www.shouman.jp/disease/details/11_34 093/) Li#i'HZS
LTWeZ&ETw,
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#%1.SSPE O WLy

KA

(1) BROEHURAMN T BEIE oD RS2 Al & fiE

(2) BRARSESR SR BT B AEET TR, RRIRET TR, 1R MERT R — TR
FEIR  JERDN T O ADH OB, THIAELES D6, FLIEH D WITA S

N

/NEH
(3) i JAEAPERIBIPERE  (periodic synchronous discharge: PSD)
(4) MHFHERIRAE  IgG-index ® L5
(5) Mt I DOPT R

6) S AEMFNRN A B LA U

(6) I AEMFHIZE ZRRFRE U A NAT ) MRE Bt 1 - 0 )
fESE  TRIEE (1) + (2) (AF) [2mx, /NEE (3) ~ (6) o722l tb12) HHNE

[RIEE (1) + (2) GE#A) iz, /EE 5) ~ (6) o7&t b 1)

TITFESE - RKEEE (1) + (2) (i)

e RIEE (1) + (2) (GRAT)

SCHR

1. Dyken PR. Subacute sclerosing panencephalitis. Current status. Neurol Clin 1985; 3: 179-96.

2. Gutierrez J, Sissacson R, Koppel B. Subacute sclerosing panencephalitis: an update. Dev Med Child Neurol 2010; 52:901-
907.

3. Mekki M, Eley B, Hardie D, Wilmshurst JM. Subacute sclerosing panencephalitis: clinical phenotype, epidemiology,
and preventive interventions. Dev Med Child Neurol. 2019; 61: 1139-1144.
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CQ6 SSPE OERIZWIZ DWW THZ T ZE W

CQ 6-1. SSPE & #ERIMN M B /2 BT/ A TT 2

(EE)

o MHAICIFENETOELEEDLES, BED . B ELLGESRMEEDESITHIEREDN
HERERT -0 FERORZEEZTLGCENEANZHAY . BELHLIEDEHITIES DEAOH
BRAELGEDEANZH D, F-RERHADR % -RELERNTREERETHDS,

o RITHERTIENHBEMAKBEELNERNICHNY ., EUZAIO—XRERITHREMNSIL.
HETHESIA VO —XRTANADERZEELTEZLOND,

o EEERMRIMBEREMNGF. BESAMATA—AEAIREDRRIZAEY , RN ERE
BEL/AELTEZOND,

o FFHBMGRBLELT. MABEFOTONARENESHEEL SN2 (subacute sclerosing
panencephalitis: SSPE) |4 IRICHEITLTHIRT HEDH D, CD KOG E . kKR
EROCEREMHEGERBNGRBOTADALGELEZHEINSZ LA H S,

o ENHHALHAREFEHY . LRERICNMABESRESKXECTIA R, FRTIEEE DR
=M EERBEGELEANICHND,

[fign ]

FER EL Y 722 BT LAY AR D Ji ) 1 RO FE SR Y 70 80 2 7R 9RE] TlL, SSPE DB WTITEE L v,
Prashanth & '3 307 /> SSPE JEfFI D% S HAIMIIE T, 78.8%IAAI T RF D WY SSPE LIS Th -
oL WE L TEY  BENIEE CTANAEGER (FRICHETTHEI A7 0 — XA TADAZ R THRR)
BYNHE VA a7 o—, SREBIE. 2 har RUT7EEE, &k, Fhb/MZETEE,
T AV P U A VAP 7 & AR BTN 2 SRR, MRS MEE 22 & O IRFHE
B, FEAKRIE, #10 D, PR EORSMBEIK & G b o T,

Jabbour I 1T, MR T-OMARE L, 1TENRH 22 CIRRFRIERN ETH Y | EEXR -
ZEE, BAANRY b T MER EFERESLABKEZM SN Z LD DH, REDS 2 IXFEY
(2B N TEN S TRIE L 7o AR 19 BlD 5 5 3 5175 SSPE Th o7 L& LT
BY ., WIZENIFERE S SRR Th o7, ERFRZDEHIERICMZ, #15 >XUR R E%
o2& bbb, MERMESCIHERRGIHIH, KIOEERELZMINDZ L bH D 3, KRG
ICHEE L, EROSM B TE G 2580 D5 B I T RBIRBOGFEE B X DVLERD D,

%72 Honarmand & *1%, 1998 4F 6 H725 2003 4F 12 HIZA U 7 4 V=T KT a2y =7 MIH
Fk S 72 1,000 Bl O SSPE % 5 BlFE 7o LW LT\ 5, @RI L LT s plaepiTtr A v
AMEWREDR DT B, I b2y R 7 BEESCAMEBEEMERR D 1 3 2F 2 5 TWs,
WL E SSPE 135 2 HiL TV o 7o, JRIKRB O MY - e Tl SSPE b A2k & L THE&
TOMERD D,

SSPE TIEI A7 B —X AR I A7 u=—REIT Tl | Bix X A4 TOREMEZRTZ &0
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b, BARHMED TAMAR, EITIEI A7 8 —X A TADADEEDILDIER TlX, SSPE I
WTHERT S S,

SHH MR IR R A SN2 L2385 A3, Jabbour IT LA CIXEATE- % BEZE D H
BIRENSHBLT D Z RS L, HOEIT L & ICHERFOEITCHEREDILR 280 5,
ZO XD RETHEOF RSEBR ORI ENOREV A Ma T o =B H D, F AR
TEMEIM R O RN LIE 72 AR AR DR ER L L TE X O D, ERRUSMT & H
B LT, ISP N-methyl-D aspartate (NMDA)SZ R IRAN S 70 & L 8RN ER 5,

SSPE Tl 42-50%IHRFER (RO A, FOEE, FERE) 2D 7, Frile L TRisHE
TRARRLHEEEMEDN LS, EIROBRNEECTCHEEZHO L2 bbb D, ZD &9 RIERD M
O FHEARIERICBOE B8 AJAT L THBLT 222 H 0 | EERLETH D, HAF 2T
AR IR 23RO BALRWIEE TH . Z8R0D S E o/ N R O IR A B A5 i 45 2% |
IRAS AR I OB BEASME CI SSPE 85I & L CEET DL ER D D,

SSPE (@ E 13T/ NEHNCRIET DB TH 508, MAREF HH Y | 63 Tz SN/ HE b
o5 8, A TIIH NMDA SRR 2 5 dokk 2 70 B AR N7 ) A IR b lRBINIC BT 5
VBERD D O R ONASRE S 7 £ &5k U254 S I FE O IR & i FEAEERE DS £ 8
DN, HRTPIZIIE L7Z SSPE OME L H VW IEENSLETH D 19,

SSPE % &¢ 9 RRIZEERNC B3 DB Z K 2 1TRT,

3 2. SSPE %5t 9 & ZIZHERNZH M D IEE

Ve A Jabbour IT # LA
P LB
FEehy - DEIROZRE | FEINEE, RER
ERHAPEIRE . M5 O, MAEKME, FFEE
TSR 7 &
J8 iz B EEXM - ZEE, HPAARZ bT LE
PSR R
TADAFLE BHET A AMEBRERHCEATIE 427 1
—XATAPVERTEE (I har R
U7 REE, Mt e A RYRT ZF
fE7R &)
HERA FRAE YA Mu T — SERCEENR
TR, ZRMEELIE. MOG B
3y
PR BER | PN SR MBS 722 &) . AMIMREIE, /S—F o Y =X nde &
JRRYLIE BRET A /L AVERNSE - BEE., #hikiETE
B o s B MR (BT NMDA 2 RN ZE 72 &)
Z D 7N AP, EREATIR = i R
IR IRAEHENR IS . HBEAME, REERE
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CQ6-2. EDOLHITHERIZWZTTHILRNTTN?

(E%E]

o FHMCREDEEERAC, MK, f8&. iK. B85 MRIGEDREZT O THRAMNEEDH T,

o SSPE 505 BB DEEBEDEN. NEHETDMBIKMEDREEZTNENES
29 %,

[z ]

SeHEENZ IV TIE SSPE OFABEBHTH D | BRARIER B I1% UOIXMHE 0P EA R &
IRFRA B DO THD Z D, RPN S SSPE &5t~ CTHEMNZTTH5Z LI LWEED
Do SERDHEA TR 72 I A7 v —X AR HBLIT UL SSPE Z%E D X o NI D05, R
DOBEENDITHETHEI A7 B =X A TADPAVETRTIRBRS U A VAN, B OREMERE e &
WETEEDND Z L2 b EBbns, TOROZERIEL LIRIT 2 £ 5 BHEIRCE KT, R
RO « IAE, EITHEI A7 a—X A CTAD A, JRIRARHOWRAEE R L2 Bl b X2,
SSPE Z#EANC &I D Z LN TE HME I MPNEEIZR>TL b,

SSPE % % 7 SEMR & 3B 8 T BRIZEERINC B M D BB DL AXHRARE R TH U | ik - R,
AR . BEES MRI 72 EORAE ATV, R ZED TN Z &2 b, WTHis LTHERRRE O
BIZEETHY ., ZORCHKZORBEICOVWTHLIERT 5, EEXRW - ZEYESCHAALZ k
T BIE7R & OMRREEIEREDIER N IIRFIET 5 Z L 1Tz, BEROHERLEZETH S,
Mg« BEHIRE CIIRRBHURM ORI ENEE TH 0 | IH BEIR T O RRB IR B T H X2
WHZRE OV < 1y i CIREIMERCEE AN S ALAUTRET O BT &7 5, JEEIWEREIX T Y A 9
THRODZ ENH DM, SSPE TIEEIRIBREOBERN L E SN TN D 2, il Tamerbmsk
W e ECTADIED BE 2RO IZGEITEITEI A7 0 — XA TANA L EEFETADAREGRE
ZEED EoTFIT/2 D, SSPE DFAE MRI T AUITIERFEAITH 55, HEREZROTZERITITA
YA a7 =R EOERN D D Z LD, £, MRI CIIIMIES 2 &0 5
PRI 2 BRI 5 Z LN TE D,

BRI 2N DIRBTIXH CHURDOR, BERISTEORIE, KIER & OERSCBIE TR S
ERWITRBR BB EPLER DB L, Bolt LA Il I bOmE LR 5,

SCiR

1. Garg RK, Mahadevan A, Malhotra HS, Rizvi I, Kumar N, Uniyal R. Subacute sclerosing panencephalitis. Rev Med Virol
2019; 29: €2058.

2. PnmE], BoadRs. B, BARERIK 1997; 55: 822-827.
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CQ 7. SSPE DIBEIZ DWW TH 2 T IZ&E W

CQ 7-1. FEMERZIRIRIEIX R A TT N ?

(EE)

o REBERDHEIA/OVTSINGR(AIT)IOV)DNREEEZERHERLGERED/RE 1.
ETVRADOHERMYE B). /U4 —JOVINERNRSEEZDFRAIIBHET S (HEDRS 2,
IETUADEEMY C),

[ ]

SeEENC B WD X FERE A MR L 42 (subacute sclerosing panencephalitis: SSPE) (D %8 A4: B 73
oD TR . T & 2R ER  (randomized controlled trial: RCT) 72 E DT BT U A L~UL D E
WITERIE D 720, HEBERZ BBV TRALDNAZE STV LDIE, A /2T T _7 X

(A VTV vy) AIREIEEA V2 —T7 = URENEGIELETH S,

1) A3 TT7)R_T A

A TT )R ATPT A NV AER] & S RRIE R & PR R ORI TH S L, —ikIZIE 50-
100mg/kg %4y 3 £7213% 4 TROEET %, SSPE IZxT B4 7T )X ZADH %
PRI 2> B FHI L 72856, FEROUE LIZRER & 5 WIFHETT O 1L F S T2fEB OB, A IC X
D 33% (5/15) 2, 11% (2/18) 3, 66% (10/15) * L SEIETHLM, HHEINRST2GHOA
REMRHRIT 4-10% L SNTERY . ZONRITHEFE L ITFARVWETH, BRHREIROEST 23065
HEEZLNTWD, AFERTIHMETEE. A /27T ) X7 ARG ST 98 il 8 FEATF
FIX61% ThHLDIxt L, ZERFEOIEE GEHOEFENR 8% THLZ Enb, A /)T T )
7 AL SSPE DAEMFREILR ST LMENRH S (p<0.01) 5 & INTWD, AFNL, A /R
REBIZRF SN D720, MPBLIORFTORBEZ LA IR b 5, ZOMORIKISE L
T, IPBERERE . ARILERKEIN, /RN, LS i, RERE A, BmERBD 72 ERiE ST
W5, BOETORRER O HIERETH D,

Q) A HF—T=zn

A =Tz AT A NVAERZFOEAITH D, A 7 —T7 xr (a £721% B) 100-300
THALZHE 1-3 |, BiEND 2 WIENRERNICRET 5, 4 2077 X7 2 OPFRIZED .,
AN Tz T 2WMENL Y, BRRIERNSEIMEZFET 2 & Yalaz © 1, dEEN 50%
(11/22) | LTI IEDS 22% (5/22) | Gascon & 71X, 223 17% (3/18) . HEATIZ LAY 28% (5/18)
ERELTWD, 47T )Ry AR LRk, SRS LIS 2RV, IR O
BAICIES T 5D EHETT S I E DA E N, L L, Yalaz b O 384 L7 ER %2 & 512 5-9 4RI
B L7 R, B0 R o7z 11 B 8 6l L AT D IR E o 72 5 B2 03 % OB ARRR 2R H)
ZaR L, EROEAL L 13F1F 7HI8EC LTEY, IREDRITFNTHY , BRI THROUE
FEOLNTWRWS, A )T T )RR R L A )T T ) RIARE A, E—T
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=R N G- OOF R % g U 7o it Tk, T Ik E 208065 2 RI1%, MBECA R EZ27
DRV (34% & 35%) B, TR OG AT 5 L mnE LTWD 9, i, /v 7T 7~
JAEAUE—T za UENE GO RREZ 13 Rk L, mEAERRR L RN
REEDELNTZ LT HEMBME SN TWD O JRFNE2 O BREMR 2O NI TH
Do A VH—7 20 UMERNBRGORIKGE LTIE, EEMIELHENCH LN DI1ED, BERK,
AR, (LPRREREL 2T 2EMARH D 1, RIRGIC X H2EEREAISTDRnE S
TWDR, EATHEOBERSE, A > & —7 = v UFBEMEME, SRR EEZED U 27 2 Ef
INTND 2, BBRETIZAI 72 v Y DHRNBA ) 7T ) X7 AL ORI L0 RREH
N5,
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3. Haddad FS, Risk WS. Isoprinosine treatment in 18 patients with subacute sclerosing panencephalitis: a controlled study.
Ann Neurol 1980; 7: 185-188.
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[BRBEX - 2EBIZ LE2ZKRER
PubMed (Fi%Z 2024 4£ 8 A 30 H)
#1 antiviral drugs / treatment / therapy 11,589,063 1

#2 subacute sclerosing panencephalitis 2,891 {4
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#3#1 and #2 608 1

38



CQ7-2. ZDOMDIBEIEITH Y T2

[121%]
o UNEYURERBZSREISHAARELLTRASN TS, RERILTUOEVBIZEE
BEOBRETHD HROBS BL),

o A/VVTF/RIREA AVEA—TIOVETE FITOUROQZFHAREL. TILES
UMERARENEALONTLSA, BEIFHER SN TGV GEREDERE L),

o TrUBEEBIUVEDEETHIETVEIVY AU TVIREEICKYBRKRERENRELS-
EDHENHD HRDEE L),

(i)

UNEY AL IRV A NVAZRNRT MVERTLEFTHY | BT A V2 LOHSNER
{btE2fiE 4% (subacute sclerosing panencephalitis: SSPE) 7 1 /LA (SSPE DJFKA] & 72 > 7o 28 5 U 72 ik
BUANR) IR L THENTZI YA NVAEREZGT 5, UV AE Y UMENEGEIEICE D . K4
F i (cerebrospinal fluid: CSF) F1 D U S E Y AREEIT D A /L A D HEFE 2 522 HNH T D3R EE (50-
200pg/mL) (23 L, BEEZRBBONTRO T DEHITIXdH 2 BERADIMEDNHE S TVnD b
IRV =T 2 ORERNE G E S F S ERFHO 10 BHSRAIAERIL, 7 HIC
BN TRERIER DU & 5N E CSF HRRIZHURMG O 2355880 vz 2, KR, o gy 5
UWREH (Jabbour & DJRHIP DI (2 U N E U ARSI SN HEIE, BRRERICH S
DRYGEDNFRO BAIVDIERIN L, T, UAEY e U F—T xu U OMENEE % 13 F[H
ke U BRAAEIR OMETT 23 NH] S 41, CSF HERZHURG S RIFHTAR T L7 EGI 2 s S 47z 3
Fio, BT U A Y REA G EREICR D, RIS EZBESE 5720, K TFHEDIAL
BUEHGE L AR o 7 2 W2 U S E Y ISR GRIE D B|E SN TWD 4 VAT T
SSPE (2532 Pl 1372 < . AREI I ZEBEPFEDIERIETH D,

AT T I RIARA, A F—TzaETEE, TITVURO0O=FRREE 6 »
ALL AT o720 (19 ) & MEREE (13 B) O T#% % ik U7 @is 5 ik, ABAFERIEmpE e
EROILIMo TN, R ARG CARICKE LI LTWD, Ll ZOH%O
BIMAERS TR SN TV, AU F =Tz B FEETITVURAOO SSPE (ZxF7T D1k
R 1 720,

(EFPEFRIEOBEL - R 2HH T2 =2 —F /o v | ZBERFEHETH LT LEX o b
RV, ZUXMEEER Y T B ARARERBOBENRHREI A TWD o, T LEXY b
250mg/H % 15 HIf. 2 » A TR OBE L28GA ., BEERICKETRO 20 b 0D, ik AT
RICSEN A SN (p=0.015)& LTW5, 77 L E X b SSPE (%9 2 (R i,

7 N UBIITRB L ERSCHIEER 7 EIC L D iR ER R H D & SN Tnd, 7 N B
EIZ L0 BERRIEIR & T A ds L7e 8 A" & 17 s s shTng, /=, 7 b
VERIEOEETH LRI VI v A 0T v I RAPREEIT o T2 12 JEBIO 5 6 9 il CHRATE
DWERH LN E DOWEDHY . BRI REZ E ORI DD 5,
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[BBX - BB LI ZREH]

PubMed (FiZZ 2024 4£ 8 A 30 H)

#1 antiviral drugs / treatment / therapy 11,589,063 1

#2 subacute sclerosing panencephalitis 2,891 {4

#3#1 and #2 608 1t
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CQ8 SSPE ODAPHEIZOWNWTHZ TL & W

CQ8-1 SSPE DAPHEIZIZED L Y7 bDORH Y £9 72

(EE)

o MBDEITELDIC, HRE. ERDEENETLTELEVEGY . BOENREY. BEHEE
=, BRE B, BREFERER. FRESCERLGEHFENHRT S,

[ ]

MAPERLIE2AXZ  (subacute sclerosing panencephalitis: SSPE) (ZHF A2 A OHEILZ /2, TR
DOEATE & B2, MK TOEMRMES ., MEEEEECAMEEER), & OB, Btk
TRENHBLL, 51T, MHEBEESCBE N, PSRRI I, B BB RBLG 050 W
W% & 2 HIC K AMREEEZR ERMb 572, ENENORERIZIE o GBS EIL 2 5 1,
1) SR EOHE : BRYOHEED G T IR L HEEEREOREEN O AERNEL 20 . ZhiT
FREEMENT RSP E R DY A7 2N 5, iz, TRMRES . HLE OEBIEE ., B ORE
JLEREANR 72 £ % < O BRI L ) B RIETRIE N ET D,

2) BB TR RIEO R BR DPENO I TR EORERB S5 K
N2 D, RIRIIAHBIRTECAN IR O L ZIF0T V., o, AR, &HETEE, 1Y
R GEH 72 & OMERIEE %2 £ 72,

3) B - BIEAOHE - HTRIELC L0 E - BB OB A X727, Fio, BERIMEEENEIC X
DEALRRIINES & e . B AEEZ LT <R D,

4) PRRREE  fHEROTUHE, FHEAEECRER O LT 22 ST XD ERGEDOIRAES, A MEDIE
W B 7p EFE 2 ORI LA MEREENE Z 2, S50, WEFREESCHREERHIS e £ Ok
B OEF\KGEOGIIEZ D3N O BRI R 24 0 R L, BRI D,

SCHk

1. Gutierrez J, Issacson RS, Koppel BS. Subacute sclerosing panencephalitis: an update. Dev Med Child Neurol. 2010;
901-907.

HptEE 7 — (AWM ENENEES = S5 E)
SSPE JiR Ofifat (—MEFIHZFE M) « http://www.nanbyou.or.jp/entry/42
SSPE 22l - 169 aEF (EEMEMEEH ML) : http://www.nanbyou.or.jp/entry/204

SSPEFAQ (X< &»2ER & 181%) : http://www.nanbyou.or.jp/entry/388

LY REEWE - T A FT 422013 ESLRBEIERE MRS « 3T A T A AAERER2ERK
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CQ8-2 SSPE DIBEIZ LA EOHEIZIZED I IR b ONRH Y £9 702

(E%E]
o EAIDRKERNFREIHSHIE K
o WREYY—/N\—DHIE
o FERAEAICKIIEMERICOVWTELRLDIF. A/ VTS/RYR(AVYT) /D) &b IR

MRERED LR . A2 —DJxOVICk DR, BEMMEX. UNEVIZKSOFDIER. B
fa. BRGENFEITFLND,

(i)

FAIDOMBENLE LG 2 BIICRIT 2 U A7 L LT, HiFER ENE Y P — —DERH 5, HiE
RIZOWTIE, A F =T =20 OFRGICIVREREN LGNSO, EHNCHEEDLETHY |
BEE AR D=5 U T2 T ) Z L AHERET D, MY = — DRIz OV TR, AR
B X DN, HHNB G ETOBEREREN A L— R 2 TE | AR GHEECE F~ORNDB 2N & %
WRTHZENEETHD, I, WEANFED 7T —7 VOADHE & L THEMESHE S
Tns

BRI L DBIWER 2 LU FIORT,

1) A>T T)R_T A

AEINA ) DHRBICRH SN D FEER, mPB L ORFORBMED LA RNA LD Z &M
bbH, TOMOFEWERE LT, FRMEREEN, i/ MREN, Bkl IF#REREE . HLE i,
PREGHE A 78 EHE STV D,

2 fv ¥ =Tz

A B =T 2 OMRBERNRGICEDEIERE LTIE, BEDIRIERHITALNDIE), HHE
PERERESS . BHRE A EOHEIN UL e ERHR LN D, HEITEONA, T UAX—KhE RT D
FEF S &5, BRMIEGICE2EERBIKISIDRNE N TSR, EITHEORBEE, (% —
7 = v U A, BRI EEE O Y 27 BRI TV D 2,

B U Y

U Re Y 4% SSPE TR L TRERIEH D722 WA TH 505, WHERRIRIE & L TN G5
EBRRABLN TS, BIEM & LTI O ERRR, B, IR, AT PEO&m R E25 S 2§
LD D3, DEEIORE TITEBERENEMIIFRD R0 o724
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CQY9 SSPE OPBWERIZHOWVTHZ T ZE W

(=]

2 MR E 4 £ X 2 (subacute sclerosing panencephalitis: SSPE) Tl. GBI DEITEELIZHEETE
DFHIER. TAD A, BRZFIRITHBELT 5, 2LDGE. RIBOBREIIEEAEN
WETHD,

(i)

SSPE IZAFE I 0l Id 70 < | MGIIEA AR LT 5, %L EOBFITRITR A LD L il
DHEITE & HIT, THRMRROMEEIR T & L bic, SlRH - a3 a=r—2a VEENHDOKT,
TAmA, BN, SOEPHZE - Y. IHESER e ERBEET 2 V5 207z, i
IS CTle /e 7 o —T v 7 LG e IS A BETH D, FRIRAET L, @R o7
B ERERZEYS T Sk, EEEBIUNEER Y v 7 L OBBREENLETHD,

ARIEEIX, fthoo CQIHE & —HELHNER 525, RIS A B 5 SSPE 2 Ak 92 LT,
DLFD 3 RICEICHBET AREND D,

) ThAhh : —RICEHIETH Y . EEOFTANAIROH ZRET D 20 IEREIC LD
MR REREAM . BRI IERIAICAT 5. kA L G, EnhREZETE=%—
L. EAIEGOHEICIERET %,

2) HLUALAH (0Q7, 8 ZH) : SSPE DRIER, A v F—Txr a ZELH T A NVAFED
MNP 5N RHICE AT E A, —EOIER CTITER OMEIT 28 HW 2 9 BN E bz
EHEINTND 25, 7272 L, ARHOT S RAE LT2HL Y A v A% & BHIRAT 5 IHetk
IZHOWT, TR ERIENVLETHS, DI &1L, BYSEn ) 27 2T, BIR
EFBEDOAIERIR & A E &y, oM, EREMOEENRE LT, #E - ZREHOKYE
BRI EICEOTODOFER L LB AT NVOILENEETH D 45 20K ) Rk OR
DT, 2007 4F & 2022 FICEf SN BEREOR R LT 8, 4 /7T /X
JA AZ Tz BRI A AT OEZEOEIGIL, £ 96. 1% 5
79. 4%, 74.8%05 14. 3%, F LT 25. 3% D 0%TAL N L= 7,

3) HE - [EERHE : SSPE RIER ORMIHET TN 1L e WA, KER L UYL EIHED -
W, [EYR., §5 5%, EERODERE ELSHIENLEITR D, BEAENS HIC K
LR, FEODHE - MBABEZEET S TRALEL D, TOHE, Thisk~0EH
WP L TR R 2 WAT T D RH 2N 32 2 L BRI/ D, 2007 & 2022 0
EEFIEOMERECIL, HEEH, [EYEB XA TIEREREE A L7 B3 OEIA AN
(5. 9% 5 69. 7%, 23.3%7>5 60. 0% LN 10. 8% 5 32.4%) L TRV 7. KB LEM
ML TS
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2

(EE=)

o EREMRELTII /NMRIEBMEERR. HEKRE (R EROHELSDD.

o [EFEEFIRELTII, REFIR. FAREZTEFIRNH D,

o BHAFHLLTI.  FHAIREXEFY. FIEETREEFY. EEEER. FIREEEFIN
Hdo

[z ]

202541 HBUE . /NABMERF EHRIR 36 L OV E = 8 (BB RIS W O SZBa SR RIS |
SSPENE EN D, ZIbDEREMKA~ORFELZHLHIITH Z & T, BEEOAHEZET S
ZEMTED, FEHBERICL > TE, BERGEOIKEZZ T2 2L b RETH D, /NEEMR:
TEFIL, 185k £ TITHFETILUZ200% £ CRkie CX 2, FrEfE (HBR) =X, NE - AL
HLOHHFETLZENARETH D,

FRRAHEST L7236, SRR E ISR 20 E TR0, EEWERE OREE Ik 2 B (KR EHE 2 FiRk
EEASTHZLNTE D, EREOAHBIN T TR, BRSO R HATEHEZBAT 5
OBk, BlaORsG, mEE Kz OO AIEERIS] RRRISHR A m ST~ O N FEE A I
b 725, HEFRITHIB O W EMRFT~HFE L, MAZZ T CHE LIS, BEOREIZS
CT. A (BEEE: AL, B - A2, PEELHERREE : A3) BLUB (W5 : Bl, B : B2)
WX &N TW5D, FREERFIRIX, BOH HIEMICE 22ZWrELZAEMRICEH L CTHEE
L. HIESHECEVHERRIND, BEEOREIZL U TIH~THRIZZT b TBY | ERED
FROXIGRE 72D DIF3RETH D,

FIZEEOREIZN U T, /MR THIVTRRINEERE FYORBIEERRETY, ATHIR
X EEESCRRIEES PYEZHRTHIENTEDL, WITNLEREDOERLERLETHD
HEFROHESETHHEIND,
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2

(EE=)

o NEEDXEVATLELT. AEHME. SHBEBIUANILA—DEToND, TDOM. B
BRNECERBEFIEFNMEERICEMRBEIT S 3 RAT(EERT DL, NESE
DOLEHASMRABZEZERT I LTEETHD, FT-RAMICTRTIHERAFT L. BEREDNX
ZABLDBELTOBREREDENH S,

[ ]

IR G RN E T, FEOMER, BRI Z WS, EERE LT O NHEE O LIS A
HIIRE WL, FEERBELZHT D700, TR B 0L OREATEMBAYICIS 2 &L NHET
bD, NMEE DDA ML ZADORRE L AETEOBIX, tHEBSHRHIE~OT 7 & ZRW & HEHEIC
BES 2 2 EAMEIN TN D, FIH T 2B E XEREOEANE +3IET 2 &M
PRl LR OB T H D,

FIMFEESAN DRI, FEBEEEO AT IV — vy LT —h— L AR EIRE, F
TRHE, BFEFOGEEE - MEA Y v 7 BIRKROHERSERTIE & OZ kT8 T
RALT %, FHRIE#EOFMICHT-0 . FREICE 2FIMAEERERENLEL /0D, N LIRS
HELTWDLGE, EEMPAWVIVUIFERT—ERR, M2 2L b TH D,

Ta— hATA GEHIAFT) 1L, VASRA b E BT, BEOHEERE MR &R
wﬁbf@@ﬁﬁ#of%%ﬁﬁﬁ#?%@ —IOEFEETHEML T\ D, FREETO
T a2 E RN e o T2 A . B DEREREHEA~OAFIE WS FiELHDH, T
\Z—EBORER% T, /a~%174kﬂﬁ®$ﬁ®ﬂ~)/7m/F&woﬁi%%é NPT
DRy REBMANTY = 7T H5HAT, BOAEIZ 1 PAMDOAFNRTE S,
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	(1) 本疾患に関する文献のエビデンスレベルの問題について
	(2) 本ガイドラインにおけるCQ形式の採用について
	本疾患については、エビデンスレベルの高い研究に乏しいため、本来の意味でCQを設定することが困難であり、実質的にはバックグラウンドクエスチョン（BQ）に相当するものがほとんどとなるが、『SSPE診療ガイドライン2023』に対する日本医療機能評価機構の評価結果等に基づき、継続してCQ形式を採用し，一部には文献検索を導入することを研究班コア会議（研究代表者、分科会長）、令和5年度研究報告会時の研究者会議等で決定した。
	(3) 保険診療外の検査・治療の取扱いについて
	(4) 資金源および利益相反の問題について
	【解説】
	SSPEの初期症状は、成績の低下などの認知障害、落ち着きのなさ・易刺激性・無関心などの行動異常、記銘力低下といった高次脳機能障害が典型的な症状で1, 2、その後亜急性に症状は進行する。SSPEに特徴的な全身性のミオクローヌス症状が出現するまでは非特異的な症状で、神経発達症 (発達障害) やうつ病・統合失調症などの精神疾患、不登校などの心理的な理由による行動障害、原因不明の脳炎・脳症などと診断される場合がある3。
	SSPEに特徴的な初期症状はミオクローヌスであり、初期症状として57.3%にみられる16。ミオクローヌスは典型的には全身性で、初期は興奮で誘発されることがある7,17。また、ゆっくりとしたミオクローヌスが特徴的で、pseudomyoclonus、dystonic myoclonus、slow myoclonusなどと称されることがある16。下肢のミオクローヌスは転倒（失立発作）として気づかれる。時に眼瞼や眼球運動など局所性の場合もある。ミオクローヌス以外の運動障害 (movement disord...
	 初期症状として、認知障害、行動異常等の高次脳機能障害が典型的な症状である。
	 亜急性に進行し、特徴的なミオクローヌス症状が出現するまでは、精神疾患あるいは心理的な問題と診断される場合がある。
	 ただし非典型的な症状を呈するケースもあるので、その場合には亜急性硬化性全脳炎（subacute sclerosing panencephalitis: SSPE）に特徴的な脳波所見の存在に注意する必要がある。
	文献
	1. Jabbour JT, Garcia JH, Lemmni H, Ragland J, Duenas DA, Sever JL. Subacute sclerosing panencephalitis. A Multidisciplinary Study of Eight Cases. JAMA 1969; 207: 2248-2254.
	2. Garg RK. Subacute sclerosing panencephalitis. J Neurol 2008; 255: 1861-1871.
	3. Kartal A, Kurt AN, Gürkaş E, Aydin K, Serdaroğlu A. Subacute sclerosing panencephalitis presenting as schizophrenia with an alpha coma pattern in a child. J Child Neurol 2014; 29: NP111-1113.
	4. Oztürk A1, Gürses C, Baykan B, Gökyigit A, Eraksoy M. Subacute sclerosing panencephalitis: clinical and magnetic resonance imaging evaluation of 36 patients. J Child Neurol 2002; 17: 25-29.
	5. Serdaroğlu A, Gücüyener K, Dursun I, Aydin K, Okuyaz C, Subaşi M, et al. Macular retinitis as a first sign of subacute sclerosing panencephalitis: the importance of early diagnosis. Ocul Immunol Inflamm 2005; 13: 405-410.
	6. Ayçiçek A, Işcan A, Ceçe H. Pseudotumor cerebri secondary to subacute sclerosing panencephalitis. Pediatr Neurol 2009; 40: 371-376.
	7. Erturk O, Karslıgil B, Cokar O, Yapici Z, Demirbilek V, Gurses C, et al. Challenges in diagnosing SSPE. Childs Nerv Syst 2011; 27: 2041-2044.
	8. Saini AG, Sankhyan N, Padmanabh H, Sahu JK, Vyas S, Singhi P. Subacute sclerosing panencephalitis presenting as acute cerebellar ataxia and brain stem hyperintensities. Eur J Paediatr Neurol 2016; 20: 435-438.
	【解説】
	SSPEは病変の進行に伴って、大脳皮質だけでなく皮質下の広範な症状を進行性に認める。時間経過に伴い類型的な神経症状を呈することが早期の時点から指摘されており、1969年にテネシー大学のJabbourがケースシリーズで最初に使用した病期分類が、現在でも用いられている1。その中で下記の記載がなされている（図）。
	Ⅰ期：精神的性格的な変化として易刺激性、挑戦的行動、記憶障害、引きこもりや臆病などが見られる。傾眠、感動過多、流涎、無言、言語緩慢などの症状も認める。
	Ⅱ期：ミオクローヌス（頭部から始まり体幹や四肢に及ぶ）、失立発作、舞踏病アテトーゼ等の不随意運動、失調、筋緊張亢進、腱反射亢進、Babinski反射陽性、振戦、全身けいれんが出現する。
	Ⅲ期：筋緊張亢進が増強し不規則な呼吸を伴う後弓反張を呈する。痛み刺激への反応は次第に低下し、昏睡状態になる。顔面紅潮や蒼白、チアノーゼを伴う発汗、体温上昇などの症状を認め、経管栄養を要する。
	Ⅳ期：筋緊張亢進やミオクローヌスは目立たなくなり、不規則な眼球の運動が現れ、病的な笑いや泣きなどの反応が見られる。
	Jabbourの最初の記載では、2～6月以内に4期に進行することが記載されているが、現在の治療で、特に3期以降の経過は遷延化してきており、2012年に研究班で実施した調査でも、発症後20年以上経過している場合も多数あることが確認されている。
	小児慢性特定疾患では、JabbourのⅢ期にあたる病期を運動麻痺症状が進行するⅢ期と、意識障害が進行し除皮質硬直となるⅣ期にさらに細分化している。国際誌でも、少しずつ分類の記載方法が異なり、Ⅰ期とⅡ期を細分化しているもの2、寛解再発を分類に組み込んでいるもの3、ミオクローヌス消失を3期に組み込んでいる4もしくは記述がないもの2,5,6、自律神経症状を4期に記述しているもの2,5、進行期の筋緊張低下の記述がないもの2,4-6などがある。
	【回答】
	 亜急性硬化性全脳炎（subacute sclerosing panencephalitis: SSPE）はその名のごとく亜急性に進行を示すことが多い。1969年にJabbourが臨床報告の中で特徴的な病像を病期に分けて記載した病期分類が、国際的な基準として認知されて使用されており、症状の経過の目安となる。
	Ⅰ期　大脳皮質徴候（精神、行動面）：易刺激性　感動過多　傾眠　 記憶力低下　無関心　引きこもり　流涎　言語退行　言語緩慢
	Ⅱ期　けいれん、運動徴候：ミオクローヌス（頭部、体幹、四肢）　 失調（体幹、四肢）　不随意運動（舞踏病アテトーゼ様の姿勢や動き、振戦）
	Ⅲ期　昏睡、後弓反張：刺激に対する無反応　伸展位筋緊張亢進　 除皮質硬直　不規則で喘鳴を伴う呼吸
	Ⅳ期　無言症、大脳皮質機能やミオクローヌスの消失：病的な笑いや泣き　 眼球の遊走する運動　　四肢の屈曲　筋緊張低下　頸部の片側への回転位　四肢のミオクローヌスを時々認める　音への驚愕反応
	 SSPEの進行過程は多様であり、急速に進行する劇症型（fulminant form）や、症状が自然経過で改善する症例も報告されている。
	SSPEではこうした典型例以外に、多様な経過を示すことがある。重症例として症状が急激に進行する劇症型（fulminant form）が知られており、発症後3か月以内に66%の神経学的機能低下あるいは6か月以内の死亡と定義されている5。免疫不全などの基礎疾患がない場合でも急速に進行し重篤な予後を呈する場合もある7。また10年以上の緩徐な経過をとる緩徐進行型や、慢性再発－寛解の経過をとる患者や、約5-10%の患者は自然経過で症状の改善がみられ、寝たきりの状態から歩行可能になるなどの予後良好例の存在も知...
	文献
	1. Jabbour JT, Garcia JH, Lemmni H, Ragland J, Duenas DA, Sever JL. Subacute sclerosing panencephalitis. a multidisciplinary study of eight cases. JAMA 1969; 207: 2248-2254.
	7. Kandadai RM, Yada P, Uppin MS, Jabeen SA, Cherian A, Kanikannan MA, et al. Fulminant subacute sclerosing panencephalitis presenting with acute ataxia and hemiparesis in a 15-year-old boy. J Clin Neurol 2014; 10: 354-357.
	【解説】
	NDIスコアは、症状を4つのパートに分類し、各パートが5項目ずつを含んでいる1。この4つのパートは、Jabbourの病期の特徴的な症候をそれぞれ含むものとなっている。各項目において異常なしを0点、最重度を4点として評価し、その合計点を80点中の％で表示する（無症状は0％、100％は致死的と判断）。
	Jabbourの病期分類との対比では、NDIの0～30％が１期、30～55％が2期、55～80％が3期、80％を越える場合が4期と記載されている。
	他に生活自立度や日常生活動作の評価として一般的に使用されているModified Rankin Scale （mRS）やBarthel Index（BI）が用いられている文献もある4,5。SSPE患者の精神状態の定量的評価としてはBrief Assessment Examinationが用いられる6,7。
	文献
	1. Dyken PR, Swift A, DuRant RH. Long-term follow-up of patients with subacute sclerosing panencephalitis treated with inosiplex. Ann Neurol 1982; 11: 359-364.
	2. Anlar B, Aydin OF, Guven A, Sonmez FM, Kose G, Herguner O. Retrospective evaluation of interferon-beta treatment in subacute sclerosing panencephalitis.  Clin Ther 2004; 26: 1890-1894.
	3. Hosoya M, Mori S, Tomoda A, Mori K, Sawaishi Y, Kimura H, et al. Pharmacokinetics and effects of ribavirin following intraventricular administration for treatment of subacute sclerosing panencephalitis. Antimicrob Agents Chemother 2004; 48: 4631-4635.
	【回答】
	 前項で触れたJabbourの病期分類が、重症度の目安となるが、1982年にDykenらが発表したNeurological Disability Index （NDI） が、より細かい重症度の変化を見るために使用される1。
	 全般的な進行度を見る場合には、Jabbourの病期分類が用いられるが、治療効果などを判断する場合には、スコア化されたNDIが用いられている1-3。
	CQ 3. SSPEの病因はどのようなものですか？
	CQ 3-1. ウイルス側の要因はなんですか？
	【回答】
	CQ 3-2. 生体側の要因はなんですか？
	CQ 4. SSPEの診断に必要な検査はなんですか？
	【回答】
	（1）イノシンプラノベクス
	（2）インターフェロン
	1. 研究班による診療支援
	2. 本ガイドライン執筆者の所属施設で行なっている診療支援
	3. 難病情報センター（公益財団法人難病医学研究財団）による診療支援

