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Fig. 1 Brain MRI findings before and after treatment.
Axial FLAIR and sagittal T,-weighted brain MRI on admission shows high intensity lesions in the white matter of the occipital and posterior
lobes (A, arrow), left side of the basal ganglia (B, arrow), and pons from dorsal side of the middle part to ventral side of the lower part (C-E,
arrows). The lesions showed significant reduction on day 29 (F-]J, arrowhead). FLAIR: fluid-attenuated inversion recovery.

Fig. 2 Spinal MRI findings before and after treatment.

Sagittal T,-weighted spinal MRI on admission reveals multiple high-intensity lesions with swelling in the cervical cord (C2; A, arrow) and
thoracic cord (Th1-2, Th7-9; B, arrows). After steroid therapy, the lesions and swelling decreased (C-E, arrowheads).
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Fig. 3 Clinical course.
After intravenous methylprednisolone therapy (IVMP; 1,000 mg/day, 3 days), the hiccup disappeared, and he could move his legs slightly.
Additional IVMP and oral prednisolone therapy (1 mg/kg) gradually improved the paraplegia to enable walking with a cane. Moreover,
hyponatremia caused by the syndrome of inappropriate antidiuretic hormone secretion also improved after steroid therapy. PSL: prednisolone,

mRS: modified Rankin Scale, EDSS: Expanded Disability Status Scale.



60 : 54 RRPR iR

z =

AGNEFFBA 72 B2 95 % R < DAL OBRIRFT IR, iGHR I3
#% Sweet WICHFIFEET, HLAY A K v b FhaHFE L7
B, PRI P MOG iR eSS HIBH L, ZWricwE L 72
1BITH 5. ik Sweet 7§ & $T MOG PuiRBEEBIE, T
b A7aA FRIGEDOSEMERIEE 2 LB, Mk
Sweet i Tl E % 78O 2 HBTEDOHER TH L. LL,
HIE Sweet I DF) 12% THHFHERD BB IBITT 5 L ST
BY, BIICEETIHEYDHLEEZOND.

72, ABITILSIADH % & 8F L7z 5, Ffelkonziiz 2 1L
72 B L MR Td - 7278, SIADH % /E U152 R TH D RZE
R, MO R L & B HERE Y OFZE I E T Gk A THERR
ST, EHITREBIEIAHTH - 7.

Z 2T, DTS Sweet 95 & $L MOG HUEBIERE R, T
HORKRIELZMICBEA L TERT L L b1, KBTS
SIADH 1 & Uiz OFFREIZ D THGT L 7.

3, HhKE Sweet FHOZWITIE, Hisanaga b DB Wikie ¥
MBS N TV B, BRI 2 TR IB OB

6015 (2020 : 1)

WEHE EEHEA & LTEENLD, EErRGE, HLA
SACYTPEEHEINSL, ZOEHELE LT, i Sweet J§
T HLA-B54 FtE=e (75%) 1 HAR AN &RIZ B % Bk
(14%) EHRTHEBIIEWY %I ons. 727712
BB L Cld, ZOMOMERMEOBRINSUHTH L. Al
1 bR D5 F i T possible (ZH1245 5 A%, T MOG $ifk
Bl & A Sweet JHDBWIITE S o 72,
a2 R Y, MREIR AT B 1254 L, HLA % A
Y2 7 h b Mk Sweet 3 (possible) & BT S 7z B 1
TH TR O L ABI O Table 1 1257 T. 2
1 1O T IR B O SR B IR B e BB R R 7.
360 W TR EIEE R T DAL (B 1B, R 2 B, E
WM R A~ OIF R ERIEE % 70, ARG Y TH S 7%
WBERT lAx e 2o 72, F 72, BE#RE O£ 60T HLA-B54, Cwl
Mtk % 38 5 —75, $i AQP4 PURIEMED TR S N7z fEfIE 1
B2 M X, HLMOG PR AN E S 2 RERNE 161D 7%
Mot REFINBWARERD 4 61TV IC LT,

BRBOBRNDPATETH Y, AH L FEHIZH MOG HikH
R BRI L TV LT RN D 5.

Table 1 Cases of neuro-Sweet disease with neurological deficits before the manifestation of skin lesions.
Age,  Clinical Neurological deficits ~ HLA typing ~ Anti-AQP4  Anti-MOG Abnormal Pathological diagnosis Outcome of  Reference
Sex  course antibody antibody lesions in MRI steroid
therapy
32,M Acute Seizure, diplopia B54, Cwl ND ND White matter, Skin lesion (2 years Effective 10)
Recurrent basal ganglia, after neurological
hypothalamus, deficits)
midbrain Neutrophil infiltration
in the dermis
34,M Subacute Disturbance of B54, Cwl ND ND White matter, Skin lesion (5 years Effective 11)
Recurrent  consciousness, basal ganglia, after neurological
diplopia, hemiparesis, midbrain, pons  deficits)
truncal ataxia Neutrophil infiltration
surrounding the small
blood vessels
51, F Acute Diplopia, dizziness, B54, Cwl ND ND Hypothalamus, =~ NE Effective 12)
dysarthria, midbrain, pons,
hemiparesis, medulla oblongata
cerebellar ataxia
42, F  Subacute Disturbance of B54, Cwl ND ND Caudate nucleus, NE Effective 12)
consciousness, cerebellar
hemiparesis, hemisphere
cerebellar ataxia
58, M  Chronic Disturbance of B54, Cwl ND ND White matter NE Effective 13)
consciousness, facial (atrophy of the
nerve palsy, dysphagia hippocampus)
28, M  Chronic Psychosis, diplopia, B54, Cwl ND ND White matter, NE Effective 14)
Recurrent  dysarthria, weakness, basal ganglia,
dyskinesia pons (atrophy of
the cerebral
cortex and pons)
72,F  Subacute Disturbance of B54, Cwl negative ND White matter, Brain lesion Effective 15)
consciousness, basal ganglia, Infiltration of neutrophils
hemiparesis midbrain surrounded blood vessels
73,M  Acute Hiccup, dysarthria, B54 negative positive ~ White matter, NE Effective  Present case

paraplegia, anesthesia, (NE for Cw1)
spastic bladder

basal ganglia,
pons, spinal cord

HLA: human leukocyte antigen, MOG: myelin oligodendrocyte glycoprotein, ND: not described, NE: not evaluated.
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Abstract

A case of anti-myelin oligodendrocyte glycoprotein (MOG) antibody-related disease
with human leukocyte antigen (HLA) positivity indicative of neuro-Sweet disease

Yosuke Takeuchi, M.D.” and Yanosuke Kouzaki, M.D."”

YDepartment of Neurology, National Hospital Organization Kumamoto Medical Center
“Department of Neurology, National Hospital Organization Kumamotominami National Hospital

A 73-year-old man with a 5-day history of continuous hiccup, fever, and rapidly progressing paraplegia was admitted
to our hospital. On admission, he exhibited dysarthria, complete paraplegia, and insentience of both lower limbs. Head
and spine MRI showed abnormal, asymmetric lesions in the white matter, basal ganglia, and brainstem, and multiple
spinal cord lesions. Test for serum anti-AQP4 antibody was negative. Evaluation of human leukocyte antigen (HLA)-B51
was negative; however, HLA-B54 was positive. Although skin lesions were absent, we considered neuro-Sweet disease
and high-dose steroid therapy was initiated. The hiccup disappeared gradually, and he regained the ability to walk with a
cane 30 days after the onset. Subsequently, the patient tested positive for serum anti-myelin oligodendrocyte
glycoprotein (MOG) antibody. It is important to consider MOG antibody-related disease as potential diagnosis in patients
exhibiting clinical features of neuro-Sweet disease except for the absence of skin lesions.

(Rinsho Shinkeigaku (Clin Neurol) 2020;60:51-56)
Key words: anti-myelin oligodendrocyte glycoprotein antibody-related disease, neuro-Sweet disease, human leukocyte
antigen typing, hiccup, syndrome of inappropriate antidiuretic hormone secretion




