TEDIERE

AT A FinEICEPT L TaHE

57 : 509

WHEFT L, BRI TR L 2 72

FPAE AR RIS 2 28 iR SB D 1 1)

A

2 BB G

et b
A I

I

B EAIL 28 mBEM. EERE £ Z2EICET MR TRRAZRMRE £IERIh A X704 R/NLREE4
|, MFEXBEESEEEELZPERCEGMRE2RICHEEL 2. ZOF, FEBENEZRZTVREMREDY?S
MNSIRE ERETI2MERERD /-, RERICCEZEACSHEE X E, PIFHRRIMNESR (central nervous system
vasculitis; CNSV) &ML, 7074 X773 RBEIZTHEES /. CNSV OETEZKIREMRIEERT
BN L MERPEBEE B DN £ A6 TIEBHERE PCRIRETE hAILNRZ YA ILZ 7 (human herpesvirus 7;
HHV-7) DR Tdh - 7. AREBRE & OBBEIEREAL Y, SEOBEKOEFNDERE - R EEh 3.

(B pR#42 2017;57:509-514)

Key words : HlEf#RIME 2 (CNSV), A7 0 A FiEFIEHE, WAk, v 2o07+ A7 73 F, HHV-7

LI

FRAR RS R T 7% (central nervous system vasculitis; CNSV)
1% 1959 4F 12 Cravioto 5 |2 & o TH D THEMIME S V.
1988 4F 1214 Calabrese & Mallek {2 & 0 PATF o & 9 (2B D%
FHPRBENZY, Thbb, O WA ERNS X OHRE
HYRTAN C LA B8 2 R I ST AT L, QI &
5B X OVHERAS I B\ CHR AR R O MU R DS7E0 &
N, @&FPEINE 52 DM 2 AN HACHIRER 2 IS 2
ZRTEEDP BRI SN UBEHH H. CNSV ITHE & L CTHE
SLENTEZY, —HTEOEMARN MRS & ORIEENEE
WAEeOEMEEIC Ty ABELNTBE LT, i
BIZE VB HET-EL TR VORHIRTH 5. 4
AT AT O A RIHHEIKPUE O PR EIE R 2 120 L
FEIE IR A 1T > CCNSV &L, Y7 a7+ A
77 X FICCTEMESTIER 2 58 L 20Tl 5.

E
HEG] 0 28 1, Bk

EFROREE, B, ERERE
BEAERE © 7 DY — R 4%, AERMAE.

BUFEE © 2015 4F 6 HHH X b BiE & A o886 % |5
B PEREDH ), OB B - A TR O RERE
ASHBLL 7272 5E 4 H HICEE S, W MRl CRERFS
IR SN FE 14 H HICYRHRZ2 L, IR E Y
WZABE L7z, JEATIRYLRE, Hali DT 7 F 5, Ry e
T o7z,

N BERE— 5 B AR L 0% 69/ 43 - 34, I 121/59 mmHg,
AR 36.8°C. DM RET LA H 72 L

ABEREAEEAPT BL ¢ ERkIE B, B L IE R TRt SO
%, MRS 2, 3R BT A, eI L3
B EME ORI E 2 30 72, HIER K13 O B3 7% <
FORBRERO AS N d oz AL VB ORI AY
Tt L CW72hs, RGO otz FEER, A
THACBIT A E - WEOKT, ATHOERSREKT 2o
7. oM, WIES), AT, ERINREREIC S
W7 <, BEIERISOEIR b 7260 7 0o 72

BT R — s, BmEkE 7,710/W (B rpEk
54.2%, ') ¥ 73Ek28.1%, HiEK7.7%, WFHREK9.1%, WfHHALER
0.9%), NEZ O Y152 g/dl, M/IMIEL27.7 X 10%W TH -
72. CRPZ0.09mg/dl & F5A-7 <, fo—MeA bt HEm
At b IR FEFHN T, JERFRER IgE @ A 1,990 IU/ml (0~
173) & ERLCw7z, HBsPuE (), HCV ik (-), HIV#T

*Corresponding author: &\ 72 F I IREEMAENEL (T 336-8522 3 EUL S w7z F kX =2 2460)

RIS FIRVA i =T 2
2 R ERRFERRER £ v ¥ —ENEL - B Rk
9 PRI SR AR AR AR

(Received March 21, 2017; Accepted June 5, 2017; Published online in J-STAGE on August 11, 2017)

doi: 10.5692/clinicalneurol.cn-001034



57 : 510

FRPR#iZE 574 9% (2017 :9)

Fig. 1 Rapid progression of the lesions.
FLAIR MRI images obtained on hospital day 13th (A), 25th (B), 48th (C), and 60th (D) show an increasing number and size of bilateral T2-
hyperintense cortical and subcortical brain lesions, despite the treatment with methylprednisolone and plasmapheresis.
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Fig. 2 MRI lesions on the 60th day of hospitalization.
MRI findings obtained on hospital day 60th show multiple lesions of high intensity on a T,-weighted image and a FLAIR image (A), low intensity

on a T,-weighted image (B), and slightly high intensity on a diffusion-weighted image (C). A gadolinium-enhanced T,-weighted image shows a

slight enhancement of these cerebral lesions, as well as the enhancement of leptomeningeal thickening in the right frontal-temporal region (D).

Fig. 3 Histological findings of brain biopsy specimens.

Targeted biopsy specimens from the right temporal lesion obtained on the 27th day of hospitalization shows lymphocytic infiltration within the

parenchymal and subdural vessel walls. The infiltrate was T cell predominant, without evidence of atypia or monoclonality (A, hematoxylin and

eosin staining, bar = 100 um; B, hematoxylin and eosin staining, bar = 50 um; C, CD3 immunostaining, bar = 50 pm; D, CD4 immunostaining;

bar = 50 um, E, CD20 immunostaining, bar = 50 pm).
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Fig. 4 Clinical course of the case.

While the patient was receiving four courses of high-dose intravenous methylprednisolone pulse therapy (1,000 mg daily for three consecutive
days each, on hospital day 19th, 26th, 41st, and 63rd) and five plasmapheresis treatments (from hospital day 42nd to 52nd), the CSF cell count
continued to increase. The patient was diagnosed with CNSV after the results of a targeted brain biopsy performed on hospital day 27th. The

medical condition of the patient continued deteriorating despite forementioned treatments; presenting with fever, aphasia, changes in mental

status, and the development of new brain lesions in MRI. Given the progression of his symptoms, intravenous Cyclophosphamide pulse therapy
was provided (doses of 1,000 mg each, on hospital day 66th, 95th, and 123rd). After Cyclophosphamide infusions, his symptoms and MRI
lesions regressed. The patient was discharged to home on hospital day 134th. SP = high dose methylprednisolone pulse therapy; CP =

cyclophosphamide pulse therapy; PP = Plasmapheresis.
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Abstract

Case report of a 28-year-old male with the rapid progression
of steroid-resistant central nervous system vasculitis diagnosed by a brain biopsy

Keigo Takahashi, M.D.”, Hideki Sato, M.D.", Hidenori Hattori, M.D., Ph.D.",
Masaki Takao, M.D., Ph.D.?, Shinichi Takahashi, M.D., Ph.D.” and Norihiro Suzuki, M.D., Ph.D.”

YDepartment of Neurology, Saitama Municipal Hospital
“Department of Neurology, Saitama Medical University International Medical Center
“Department of Neurology, Keio University School of Medicine

A 28-year-old Japanese male without a significant past medical history presented with new-onset generalized clonic
seizure and headache. A brain MRI revealed multiple enhanced lesions on both cerebral hemispheres. Laboratory exams
showed no evidence of systemic inflammation or auto-immune antibodies such as ANCAs. Despite four courses of high-
dose methylprednisolone pulse therapy and five treatments with plasmapheresis, his symptoms worsened and the MRI
lesions progressed rapidly. During these treatments, we performed a targeted brain biopsy, that revealed histological
findings consistent with a predominant angiitis of parenchymal and subdural small vessels. He was provided with
diagnosis of central nervous system vasculitis (CNSV). Subsequent cyclophosphamide pulse therapy enabled a
progressive successful improvement of his symptoms. While diagnostic methods for CNSV remain controversial,
histological findings are thought to be more useful in obtaining a more definitive diagnosis than findings in image studies,
such as MRI and angiography. We suggest that a brain biopsy should be considered during the early period of cases with
suspected CNSV and rapid clinical deterioration. We also detected human herpesvirus 7 (HHV-7) using PCR technology
in brain biopsy specimens, however the relationship between CNSV and HHV-7 infection is unknow.

(Rinsho Shinkeigaku (Clin Neurol) 2017;57:509-514)
Key words: central nervous system vasculitis (CNSV), steroid-resistance, brain biopsy, cyclophosphamide, HHV-7




