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% Sweet I & fi#E Behcet 3 IZEML L - hfSiEIR %2 B3
5720, MEEBORFEHEIC % o TWeds, TE hbid
BV LB TH B EDRMITRENTW A, bhivbh
&, BRIRET R & B2 JE T 2 S 1k Behcet 9 & BB IT S 7228,
HLA %% Sweet 8 24581 7 HLA-B54, Cwl Bt CTdH - 72 9E
Bz fEER L 72, MR OENL HLA MBROEREME T 5
LCHEEREMNEEZ, BET 5.
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BUWEE © 35 st & 0 FHEIBE, COENT 7% 240, $
i, A TRICE D ) AR B I BL L T/ 2004
£ X H (B3%) & 0 BEEOMBYTEER & A LTI OB A
B U720, g L L CHBRIVEI~ AR L 72, fEiki3 e
B TH o 724, WRPT AL L L IRy
Hotzizo, (X+1) FITURHRA S NEbe L7z

ABEEEBLE © #K 36.9°C, IME 106/60mmHg, Nk 66,55
CERIC 2 ATDT 78 2 Hh LD DM, EBEREDED -
7o, BRI TR R R RS I e <, BERSRIB B & L C

IR DI R % A & 725 Kernig BUEIZ A & D H o
7o fEEREE, AR TR, B OGRS N %
AL, MK EHIA LT BB EITAE L, 4 Babinski
BEDBETH o 72, BILR, MR, SEARTHER R B AR
RICBEF IR LD LD o7,

ABERFRAAT R - — MM A lc B id e <, YDA D
Btk Td -7z HLA B51 (ZBaMETH 1, Bo4, Cwl BiETH -
7o, BERORAS T, MIREL 26/ul (TSR 7, HiliEk 19), #&
H 48mg/dl, #51mg/dl, IgG6.lmg/dl, IgG index 0.65 T,
MRk L By A2 AL 7. B MRI T, RS
FHERE 2 P OISR A E F THE)S 5 FLAIR Hi{§ CRfE 5%
2R L7 (Fig 1A). ZOWZ R IHEEREIG T —HEiEs
T, TR EREE AL O (Fig 1B~C). Mk, 6
WA T~9Hz T, BRI T AMBRBEORAZ AL DT,

ABitekel « Ak, 7L F=vur (50mg/H) OFEIIH%
BB Liz& 25, % 2 BRZ ISR IZBER L, miig
R BN L7z (Fig. 1ID~F). A5 uaAf FARIEHETL, b
BANR TR T B A FONHRIEHE M L TV 72 25ER O TR
FAEDT, JHRICAT A FEBELTWE LarL, 7L
F=vuar% 15mg/H  CHE L7z 20054 Y A, A FHA
T2 Behcet 12 &N 2 fEHivEALBEASHIBL L 72 (Fig. 2A).
Z 2T, MEOREEME AT L2 25, KEHRETRIE,
KR CBRIG 3 5/ 3EMRIG# % (lobular panniculitis) &, 4
Bk L) Y SEROBEME L RBMIIL OBt S A L O 2720,
Sweet Ji§ DB HPERLIE Tl 7 < Behcet 5% O BT ALIE & 95
B L7z (Fig. 2B). F7z, HARHRICINE RO LIHEZET
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Fig. 1 MRI obtained at the onset (A, B, C) and two weeks after steroid therapy (D, E, F).

(A) Fluid-attenuated inversion recovery (FLAIR) MRI (Axial, 15T, TR 8,002ms, TE 146ms) showed
high intensities in the right midbrain extending bilaterally into the corona radiata. (B) The bilateral
corona radiata showed hyperintensities predominantly in the left side on diffusion-weighted image
(DWI) (Axial, TR 5,000ms, TE 30.1ms, b = 1,000). (C) The midbrain lesion was enhanced by contrast
media on Gadolinium (Gd) enhanced T1l-weighted image (Axial, TR 350ms, TE 7.99ms). (D) FLAIR
MRI (Axial, TR 8,000ms, TE 143ms) demonstrated marked improvement of these abnormal lesions in
both size and intensity. (E) On the DWI (Axial, TR 5,000ms, TE 76.3ms, b = 1,000), the high intensity
lesions in the corona radiata were improved. (F) Gd-enhanced T1-weighted MRI (Axial, TR 350ms,
TE 8.6ms) detected very weak high intensity lesions in the midbrain.

Fig. 2 A photograph and biopsied pathology of skin lesions on the right lower leg.
(A) Erythema nodosum appeared on the anterior part of the right lower leg. This lesion was compati-
ble with skin lesion in Behcet disease, and was distinct from the edematous erythematous plaque

shown tipically in Sweet disease.

(B) Skin biopsy specimens obtained from the erythema nodosum demonstrated lobular panniculitis.
There were inflammatory neutropils and lymphocytes with necrotic fatty cell. (Hematoxylin and eo-
sin ; magnification, X 400)
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Table 1 HLA-B54 positive cases of neuro-Behcet disease
Authors Sex Age Clinical features MRI findings Pathology Treatment Outcome Ref.
Iwatsuki et al F 55 Disturbance of Cerebral white matter Brain MP good 10)
consciousness, Fever 125mg/day
Iwadou et al F 42 Disturbance of Basal ganglia Cerebral — MP good 11)
consciousness, Fever white matter 1,000mg/day
Tanaka et al M 27 Visual disorder Basal ganglia — Steroid good 12)
Tunemi et al M 40 Disturbance of Brain stem — MP good 13)
consciousness, 1,000mg/day
Present case F 53 Right-hemiparesis, Basal ganglia, Brain stem, Skin PSL good
Headache Cerebral white matter 50mg/day

MP: methylprednisolone, PSL: prednisolone, Ref.: Reference

FRIR B Wi 26 X ) ReRAEE Behcet 75 & BT S iz —JF
T, HLA i3 B51 25B&1E, Sweet 36 (2 4R & S 1 5 B54,
Cwl D BHTH Y, EHIZAT A FIEEANDOSHRIGFT
Ho 2D, T Sweet 5 & DEHVHETH - 72 L
L, Fl 2 TR & il 2 A5 L, BRI X
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I TUEERASE R IS U CHEARREE % 5 < MR IE R~ 554
BEREDDLZEDNL DR L, ik Sweet 35 Tld PNk
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Abstract

A case of neuro-Behcet disease with HLA-B54, Cwl, which is difficult clinically
in the differential diagnosis with neuro-Sweet disease

Mamiko Sato, M.D.", Makoto Yoneda, M.D.”, Masanobu Kumakiri, M.D.” and Masaru Kuriyama, M.D."
"Department of Neurology, Faculty of Medical Sciences, University of Fukui
*Department of Dermatology, Faculty of Medical Sciences, University of Fukui

The patient was a b53-year-old woman with an 18-year history of recurrent oral aphtae, genital ulcers and
folliculitis-like erupsions without mucocutaneus symptoms. She was admitted to our hospital for headache, and
presented with meningeal irritation, dysarthria and right pyramidal signs. Brain MRI showed abnormal intensi-
ties extending from the right midbrain to the bilateral corona radiata, accompanied by contrast enhancement. She
was diagnosed as having an incomplete form of neuro-Behcet disease (NBD) based on the diagnostic criteria for
NBD. However, the HLA-type was defined as B54 and Cw1, which is common and specific in neuro-Sweet disease
(NSD). Oral administration of prednisolone was markedly effective for the neurological symptoms and improved
radiological findings, suggesting NSD rather than NBD as the clinical diagnosis for this patient. Since she pre-
sented with clinical features that appeared in both diseases, the definitive diagnosis was clinically difficult. While
tapering the dosage of prednisolone, we carefully observed the appearance of skin lesions and erythema nodosum
appearing on her right lower leg. Skin biopsy demonstrated the features of erythema nodosum: lobular panniculi-
tis with the accumulation of neutrophils and lymphocytes with necrotic fatty cells in the subcutaneous area, which
was compatible with skin lesions in NBD. In our case, pathological findings of the skin lesion were required to dif-
ferentiate between NBD and NSD, indicating the need for careful follow-up of dermatologic signs appearing in
such a case.

(Clin Neurol, 49: 479—482, 2009)
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