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W R R R A & T S BAE N 2/ AE (mild
encephalitis/encephalopathy with a reversible splenial lesion, LA
T MERS & B&RE) 13 2004 4712 Tada & AV L 72 98/ E
TETHRBETSH Y, BIREBLITEB G RIC & ) 2]
SNBY. FI/NRISHEEE L, MRI CTIEMEE R % F.0i
PrEkR R i f% (Diffusion-weighted imaging, LL'F DWI & B&FE)
TEETHZ RS, FEROUHITHECEET R HERT L2
EDHHTH S, MBI 2 M5EERE L CIIRE SR =
B, SN L (SN TBY, @F 10 H NI EEE
ZAREL, PRIZRBHRIFE SNTVS. —T75, 20O
TERFHEMT IR L C, HHEPEIE - R RT, #EnE
W7 EHEE I N TR D523, KPR ELL 0,

S 4 1E, FEHAINY e — B MR M8 E (transient
ischemic attack, DLT TIA & B&RE) FRIEEIK CTHE L, RKIRE
DWI5 707 MERS BB %2 #6872 MERS Z84EIZ 51T 5 #
EMEROMEG 2 RIET 2EMTH Y, KEE MERS ORE#H
LIS E R 2 A THE T 5.

FED] © 26 7%, B

Fif PR ORTIEKE, MEEE, WTEE

BEARE - 8 oo, BB w—BMICE & om Ik
T, HERESE, WTEELRLEEICAR L. B MR T
ot G2 A & T A0 0 R WS T, i R I 1% /Fluid-attenuated
inversion recovery (FLAIR) % Cw&Ef55 k% g S L7z
(Fig. 1A, B). JERIZEEM T L, 5B ICHmI N
MRI CTIZEEEFOEEP MR S 72 (Fig. 1C,D). T Ok
SCIIRREB W S N o 7278, $BHNICIE MERS T -
TeEZLND.

PIRIE © Fe 7 L.

KR (Fig. 2) - Mgk 3 A o6 (II1-6) 259, 13 7%,
147%, 15%, 16 KOG —BEOANER M - EEE %
FL, 13 mEMEDRRIL YRR~ ABE L7z, BEE MRI CHMZE
KERN O MR VR, BRI X > TP - R - dli7e
EIZHEREES 0, MERS (type2) EBHIhTwnb
(8) (Fig. 3A~D). HUSMNOFEIHE T Loz, Tz,
ZEHUNIEBUBIIFER S N R o 7z,

BUWIEE - 2019 4E 8 A, fHFHAIIZROMEN 12 8, HOB
ML SZER LY. HAICE ETVHOMIMET, Wk
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Fig. 1 MRI at the age of 8 years.
A, B) Fluid-attenuated inversion recovery (FLAIR) imaging revealed the high intensity area in the

splenium of the corpus callosum and bilateral cerebral deep white matter. C, D) Follow-up MRI with FLAIR
performed 5 days later revealed complete resolution of the abnormal high intensity area.
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Fig. 2 Pedigree of the family.

Squares and circles indicate male and females. Family members with similar symptom are shown in black. P: proband.
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Fig. 3 MRI of the patient’s brother at the age of 14 years.
A-D) Diffusion-weighted imaging revealed the high intensity area in the right midbrain/lateral thalamus

(arrows), bilateral internal capsule (arrowheads), genu/splenium of the corpus callosum, and bilateral

cerebral deep white matter.

MHELLZOFMBIZRESE L. BHFRICFRBOEIRD T
WL, JEEECHEAT L 72BEE MRI CTHRE 2R S, BEEN
MR ARE L7z

ABEREFT R - B 171.0 cm, 1A 75.1 kg, [fiLE 112/58
mmHg, (G 79 [Bl/%, W18 |/ 4, KR 37.7°C,
Sp0, (ZNE) 97%. HIRERFIEH G - iz L, IREGERE
M7z L, $EE) »oNEilERZ L, WIESIc Ry e L. #f
FEEIPT R CIE R, SRR ETII R TH o 208
REEENDH Y, BETH-o7. T, WTEESAOK
BEHEIAT TH o7z, G FEEHIEGICBEEOH KT %720
7278, WK CTEHNET 2205 h-72. BHATRELS
WCCALAL LZRFEEEEZ RO WEOMKSHIIER T
RIS N h o7z

MASHT R MR Il — e iniiie sy, Afbs, Mg
RICEERIIAS N h o7, FREEERERPE S I
BHOMEAEDL A 5NT, YLV V048 mg/d, FLEE 9.6 mg/dl
AR LE o BEMATIARE /mm?, &4
53 mg/dl, HHE 59 mg/dl ([FIFFIMAEH 96 mg/dl), IgG - Index
0.55, ¥V ¥ U 0.72 mg/dl, L 9.1 mg/dl, I V) VRN
HH <313pgmi, 4V ITru—F Ny N Y LR
Rid%erorz. 74V ASFMKATIZ EB 7 A )V APUE, K

RIS Y A WVABUE, LAY TATANVAFEIEWTRD
IgM &Mt IgGBTETH - 72,

T {5 AT FL - S MRT Cld DWT C g Il KB 2 & i
PG KAV 2 TEAR MO ERE 5L o7
(Fig. 4A). [RIEBATIL apparent diffusion coefficient (ADC) map
TGS, T, @Fdli{%/FLAIR iR CEEGZ/R L T

ABEfefi © ABE 2 B R ERIZSE IR Lz, <%
512 37.7°C DIRIR 1 5H-% B 7225, BAAG RS & BAUE LT
TR L E 2 PURERHY A VA IIMHES, A4S 29%H
AT ERITE L 72, SRR L L O ZE 2 BiaithE &
IR TRREOHERE R 2T HEEVEE SN
A, WMEREED ) 27 WFid4k <, i cd BE
o7z, A FEOBRGE % 2 L MERS L#ZHrsn
T-REEDH Y, B MRIATH b B ¥ 2 MERS O ReM: %
BE—IlE 2, FHEREOATREBIZE L L7

ABEEE 2 9 H IS BEE 2SR L7248, 4 ReRRE o8
THELZ. F3MHALRIEROFR RO Lro72. 5
7 9% HAZHEAT L 728850 MRT CIZIREESH B O S FERT RIEHE L L
TWeho72b D0 (Fig. 4B), EROFED AL N h o
7o7-aBRE L7z, BEef%, #5219 HIZHEFT L 72835 MRI ©
EHMHEORFEESPHEEL WL Z & 2R L (Fig 4C),
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Fig. 4 Clinical course and MRI.
A) Diffusion-weighted imaging revealed high intensity area in the bilateral cerebral deep white matter on admission and

B) the 7th hospital day. C) Follow-up MRI on the 21st day from admission revealed complete resolution of the abnormal

high intensity area. TIA: transient ischemic attack.

MERS &g W L7z, DIBEIIERO I 2 < EH L T
W,

z B

RENZ BT 2 ERRIEEUE, © KIEMNEEAE @ MERS type 2
OWEHTR @ TIA BHEROKIE (M— DB AF) @ HEFE
ToOHM»RE (184) FTh 5.

L RIGENFEER & EIRRZE R

MERS O FIEMF I RZH O AT R WA, fHEEL LT
1) MR RE E 72132 o B E O B8 PTIE - R T IE
2) MBS FEE 3) KAEMIL O — &R ATEE
EPHERINTEY, FRIGEENEROBE IR SIS
FEB] D 5 STV B9,

it Kurahashi 5% (%, MERS KIENSEHRER] 2 5% O fgir
Mo, ) ITTFT RO Z) 7 OSLIE NS HERFICBE L /-
myelin regulatory factor (MYRF) 5T D I At ¥ AZEE %A
sE L, WA B % £ ) MERS OFF R IZ#{RH 2% 3
) VIO NEESEAS S A TR & s L7z, BERBI L [H]
i (F250) ORI NS ERET RIZEUL, wWInbF
FELTWLEDPL, RRIEGIOFEHTIZBWTH BRI

T OEBIEDTRE S NS, FIEWIEREG ORI % <, BER
1 ZADSL TR & —IRMERA RS @ 2 %, BN L
it Kurahashi & 25f#HT L 72 2 %% (1 KRG CEL 3 L EH)
PRE SN TVRDISEE R\, K E &7 8 FEF ORGSR
% Table 1 |2/~ $ (IR FEFHAH 5172 Kurahashi 5 O 8 f
2 51%, MERS OW{EET R CHERR S 7z 4 Bid, SCRK3 &
OEBEH AR 2P %R LTV 5). FIFERIL 2 %05
107 CFg 69 7 H) THEHNIL . BrlidFE%T
H D BEROFEGBS Vi, HEOFEIIOWTIES
BRETALENS D, Tz, RIENFEEFIIARIT 5 O
HEORTH o7z, — By MERS OEE#BI S HARZ L L
LRTIThOOMENRL NI NS, EEOMIEEIZOW
TOEBRDEL L DMHADVLETH L.

MERS {3HEDIEA D IZ & 1, BT AR D A5
N5 typel &, HMEHERE Y &L type 2 12017 b TW»
%97 /NI MERS 84 Ef O W{FFNTIZ & i, type2 £ 2
FHESNE 3B (3.6%) &AD. —T7, FIRNFEES O
MRI Ff 1%, £6] MERS type 2 TH 5 Z L BHERKNTH 5
(Table 1). Case 5 %* Case 7 (i) HEMROREFTIISH
ZPEIRE - BURSMAL - S IZ I TRATHEY (Table 1),
KINEERAEOMERHFE (EEE) 1L THEENERD
B 5.8 5. Kurahashi 5 1%, FjEMH: MERS OIRREDS,
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MYRF #AZT 2RO 7\ i O MERS IVFEH & X587 2 1 /8
HxiEM L, BIEIx L “MYRF-related mild encephalopathy
with reversible myelin vacuolization (MMERV)” & \» 9 i Wi %4
ZRELTW5AHY,

I TIA BHEIR CHIET 5 MERS

RENE, —BEOBERERH NREE - R 2 LiNEh
(TIA) %L &4 2R CRAMIE L7z B EHER T5
it L7z MERS OBE#UE 7% <, SR LEBRD Tk 13
BlTaH 29910, hTH TIARRDFER THFE LIERIZS 5
T, BEBIE ZOREEEDTL5BOATHY, K
DAME S RCEEIO/RNETH - 72, /NN I 5 o R
b, BEICELSLENSH D,

TIA % & o fix 25 P R JE IR % 7% 3 MERS 13 1 ' 10 61
(76.9%) DOWEEITH A type2 TH Y, #H D MERS (2B
% type 2 OHE (3.6%)2 LD bR DENI LS, FEH
FVERZ S A RRE IR & BT 2 iR RIS G, —
75 Hibino 52, type 1 (2B W T bR AEEIR 2 k3 #h &
LC, FERBOMAEAT O MBI KE O AT EE R % 3k
LA2 T REMEE , MRI W% CHEFR C & 2 WHE ORE IR
FTHUREMEAEREL T 59, REICIEA MO TIA FER T
fEL72b 00, B MRI ORFEF5IIEH S e i Z2 1345
WHCTEY, MBEBEORER & BEETOREILIT L2V,
MRI E{S 2 KM & e W12 & - T, R0 —BHHEER
LR RTIRENTAET DR D 59

1D TH Tl 245, FRICHEBIO X 9 2 L AFEAED MERS
THAREPREIR 2 2 L7236, SN TIA RiEZE L o
EH DL 22 D v BRI A R & L Chi MRS %
SN2 FEG L H VY, GEE MRI 0 DWI {5 CHREE K
R EME IS E S E R0 2 A2, METREIRT
Z&E L 72 MERS O REME D @BHICHE  RETH 5.

III. MERS F5BIIZDWT

—f%12 MERS OF 33 TH 525, FKIEFITIL 8 FI 4 4]
(50%) & HBWEHEOTEEZZO Tn5D, AP RRER
ZH L7z MERS I2BWTdH, 136t 4 61 (30.8%) & 4HEE
WEWHEEIZH 5. FREAOHERIZVINL/NEFTH
1) 9916018 ~20) - A ZEs O LS F COMIMII Iy A5 1 FEOHR
HL VD, FENFEIEO 1BITIE 2467 » AL BN E
V. ORBITIE 8 OIS A S, 18 FEOMERE B & TR
HCHRL TR M Th o7z, 2ok ) REME%
BETOFEIIOWTIBEEITRREI 2 <, A TORZEH]
LI SN TV, FIEME MERS Tid, —ikDIZEH X b
S EVHRHAS V155, P OBEEET O T HE
JHIE & ORI HEEE L 22 2 WREE D Z 2 HNb20, NEH
|2 MERS % 384 L 72%%, B AMBICHSS 3 2 RglE 2 38k L C
BLUEDNH L.

=] an

ANRHNCIEIELRY 722 TIA BREIRTHIZE L, MAWIZFERD
FEIR THSE L 72 R MERS OEGI & i L7z, KIRMSEE
##2Z L 72 MERS O3 THTH 575, FIISHEIEILE
H &) EV, MRIESF RIZ &6 type2 TH Y, 2 KR4
L EETREEPER IR TS, 5N MERS &350
JREECTH LU DR INTE Y, LB E 5L L%ED%
EFEENS.
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Mild encephalitis/encephalopathy with a reversible splenial lesion (MERS)
with a family history: an adult case

Fumiya Kutsuna, M.D.", Miki Ueno, M.D."?, Masahiro Tokuda, M.D.",
Hiroshi Iwanaga, M.D., Ph.D." and Keisuke Tsutsumi, M.D., Ph.D.?

U Department of Neurology, National Hospital Organization Nagasaki Medical Center

2 Present address: Department of Internal Medicine, Terasawa Hospital

9 Department of Neurosurgery, National Hospital Organization Nagasaki Medical Center

We present an adult case of mild encephalitis/encephalopathy with a reversible splenial lesion (MERS). A 26-year-

old man with a family history of MERS presented to our hospital owing to dysarthria and dysesthesia of the right side of

his body. The duration of these symptoms was approximately 4 hours. T, and diffusion weighted MRI showed high signal

intensity lesions in the bilateral deep white matter. On a 3-week follow-up MRI, the lesions had completely disappeared.

We attributed this clinical course and image findings to MERS. The patient had experienced similar symptoms at the age

of 8 years old. Furthermore, his younger brother showed a similar clinical history and experienced a few recurrence

events during the age of 9-16 years old. The mechanism of MERS remains controversial. However, similar to our case,

there are some case reports with a family history. In addition, a previous report has confirmed the existence of a

heterozygous variant in the myelin regulatory factor gene in patients with MERS. Some genetic factors may induce

MERS, especially with extensive white matter lesions.

transient ischemic attack, type 2 lesion

(Rinsho Shinkeigaku (Clin Neurol) 2022;00:000-000)
Key words: deep white matter lesion, mild encephalitis/encephalopathy with a reversible splenial lesion (MERS), familial,




