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Fig. 1 Progression and recovery of MRI lesions.
Multiple enhanced lesions on MRI taken at the previous hospital in January 2014 (A-C). FLAIR (axial, 1.5 T; TR/TE, 6,500/105 ms)
(A, B), Gadolinium-enhanced T,-weighted images (axial, 1.5 T; TR/TE, 24.40/5.50 ms) (C). Although first brain biopsy (arrow D)
and treatment, the number and size of lesions increased on FLAIR (axial, 3.0 T; TR/TE, 8,500/108 ms) and Gadolinium-enhanced
T,-weighted images (axial, 3.0 T; TR/TE, 436.96/17.10 ms) on admission to our hospital (D-F) in July 2014. After second brain biopsy
(arrow H) and treatment in September 2014 (G-I), the number and size of the lesions decreased and temporal lobes become atrophied.

ZERELL 72, JRELAE R TR © 2 2 BT E 72 <, gy
BT THIIEZRCTIEH 5 b 00 THIEE BHIEASRET S
FrRThl, EEY DOEOTHEN D TEIETE b o7z,
I I B 2 OO S K R B R IR BE S 1) > 7 SER DS FEAS
Ao, MEROWTREES RSN, mMELTTEETS
MAETRZE 7 DD FOLEDTRE 2 O % @il 5 2 & b T
Hotz. FOBRBEEHSCEKFPAEITL, F LT EMI )< EakE
ELMB L7700, MO0 REEEMEREE LT3 HIZA
TOA K/S)VA (AFNVTL R0y anyBrAsivi
MUY A1 H 3 HBERFIRES) 253 7 —ViThhi.

— I ER O E R B2, 4 H A S HUERML AN
WOMKT L, KRS OME L2, SHICATaA N
IVA 27—k EESCHRDS 4 AT AL72A%, JCS10 D ek
LR L2 SHP LD 7 uRA7 7 3 F100mg/ H
PREOEG S N0s, EIRIEZED ST, SREIIHIC X 2 P
EHAE L7z mIE SNz F D JCS30 12T ik E A3 AT
LR SR7- L, B MRI T HIimAOHLK & BoIn% i
72728, 7 AWANC Y B ICERRE & e o 7z,

ABEFRFBUE | 5 169 cm. fAE 62.3 kg. IME 113/83 mmHg
IR 36.7°C. RFEICIIEE R, ) vosHiERL 2 L. KjE



56 : 188

ERId 2 R R R 2 2 X 22 LCB Y, HES TR
BRI 7278, MR RS 2 2o 7o MRS ET RIS,
Ak LNV JCS30. BESFLIEANE 22 < iR iE Rz Tz
A5, R - G M OAVRREE 4 R 7o, BRI
5P RENE 7 <, B RS R 22 T2z, SR IE TR
ERL W EHIBRIZFED e Ao 72, WU IS R EE) X2 <, Y
DR INGIIRAIA & 3 7 72 FEM L R EE 72 - 7225, FFE
ZEENIG LT L2079, AR T A TR L 2%k
WL o7z, BEEOEGEIEAS A TIER L, R
RS CH o 7

ABEEE AT - FEk 1.3 X 10", CRP 3.28 mg/dl & %
FERUG O L5 % 3872, AfbE:, BEEIXIEH #iF. HBV, HCV,
HTLV-1, HIV, EBV, CMV, HSV, VZV, K&, &, >~
DEF )T rNay A, TANXVFENVA, FEFRVTTAZ
OG0k B PR IA R, JCV-PCR &1k Biiin
K, $1SS-A - SS-B #ifk%E o H PR IL M. MPO-ANCA,
PR3-ANCA 1Z[&1ET, ACE R V' F — A ZIEFHEPHTH -
7o, WEZTT) OSESMER IgE O LAIZRROT, IR
ANV EY, ACTH, I)VFV—)LE ¥ I Bl BI2IdIEH
T, WEMEIL-2 =78, CEA, CA19-9, ProGRP, SLX,
SCC, CYFRA, PSA S MBI 5~ — 7 — b IEHHIBAT
B o7z BEPT RIS HEALER 2/, ZTEAZER O/, &1 85 mg/d,
B 72 mg/dl, 1gG index0.55 (F:#E(H 0.73 D) L&A SEE
A7z B O EEIL-2 R AMEE ES L TE5F,
)T a—FoNy Fidkatk SRoMEEEILEE. fiE
M CHEMAIIIAAAE L e o 72, BHESMRI Tl T, B X
OF FLAIR CHjIprsasE, WHIMIsEEE, AIHESE /N,
I, B IRAEN LS L, MEOmG L i L TS
MICHR R E EAMEE L T 7z (Fig. ID~F). AiE QR
AR FEHEF A AT - 72, M BRI RSk % & 18
ORIEMPBLOER %R0 (Fig. 2A), WELICILEHDO~ Y
077 —YORMEERO. BYEREMN) v o3& RE S
BETHAZ e o 72, L LINEREO M 25X EEECTH ),
F 72 lE OSIEREICBUS L 7 WIREED ST o Eo ]
REMEATEEIZRALC &S, MBECHMBEENRL Y 2 M HO
AR A JiAT L, 511 om DU REEE ORAR 2 $RICL 72, S ERAT R
1& HE 3+t TR O WA ISR % 500, /NED 7 4
7)) A4 RS- Tz (Fig. 2B). M8 AO PR L2 A
ka & OB SIEMIR ATESE L Tz (Fig. 2C). PAS 4t
Ewy vy M) ra— AT, MEREODEEZ L)
57 Tdh -7z (Fig. 2D, E). ) Y NEROBERIZ7% <, EB Y
ANARIC T ANV AIIK T B 0BG mIEEETH 72 )~
J3ERIE CD8 Bk T MBS E T (Fig. 2F), CD20 Jeft T
® B MMBLIZFED %2 5 72 (Fig. 2G). ~ 7 17 7 — 13 CD68
WPET (Fig. 2H), T > 7 VN AGAMERSE CHyPE L 7 % CDla
R S-100 & ¥ /87 Gt I 72 - 72 B oMBRZ ZFD
oz,

E PR © 2 (8] H s B C g BEN - 1% 8 PH o 955
HTL OB & M BE ORI ZALATTERR S 1, TEYRE D FFIL
RN R A RO o 72728, PCNSV &2 W 72, HiEET

BRPR##Z% 56 % 375 (2016 : 3)

B L2y r7u0RA77 3 FIZBERKSHEIZZ Lo 7
7o, SHPH LD AN ML FF—F6mg/ HEMBL, #
I 8 mg/ I L7z WOBEN S 7204 NV X7
FraftHLZ SHTRIZATHA RV AEZ 17—
o7z WHH%20 HH A X ) HESHHARE 2o, fHeig
IRBAB R E, WEEAEZRDZ. 9 ERICTL F=>
60mg/ H&E A M ML FH— T 8mg/ BTEFEE 2o 72, Kb
S CORRERIE, ZBdd 2 05BHMRD D, MUK EB) T
FECHHB T OIRIIINE T 2IRETH 1), FEHE MRI 2 T
BOKE IR S Lz (Fig. 1G~1).

z B

PCNSV i& Chapel Hill Consensus Conference (CHCC)2012
IZBWTC, &FOMERICHE) MERTIEAR L, B—lEiRs
L CHIRAESROIME 2 55 L+ 2 ME RO S 7 T =125
HENY, MEROBRIDSLIETSH Y, Calabrese & Mallek
751988 4EICFRE L2 iR EHHIC b & ENCwd Y AR
Bl BAEE RIS LT, Moy, B X 0 M
B, AR, AV AEYIEIL S ENT, AR SIER
ROV RIC L b0 EZ SN BEECT REE
~ =7 —E & Y BRI S 0T {, HERIEERR
REEIESIE R, &M % D BRI A LTRSS 1F
HRETH - 7.

PCNSV OHEFEFZ I 1, HFHE AR O AW 35\ Till
BROFMEZATH) ZEDWEHB E o Twa Y. RERNE
AR D FHE & W5 & T B M) VS, RIS AR R
PRI ) > SIE o ) BRI, BN 5B M e )
YONEE OEHARIEE 7 o 72 BIE THAT L 724 Y PET-
CT, T % LAREIEER, KOHIE & SR ChfT L 72 B
T, B CONERRET AT RIERRO T, AR O
HERROIERT LY » EOFT IS H Tk ho 7.
1[5l B o 4 Bkl F 13 14 7 B9 12 A uiE PCNSV O 2 i CF G
Lo 727, SIEBREANORISSZ L L, B V3 fED
TEEPED BE T E o 7o, HIMCHEEZS I % - 72 PCNSV
DD B 7D, AIEBI ORI BRI AR & 4T - 726013
WOTHITH D, Lo LIAEBRIZUHEOKRETH ) %055,
FREGE R H I X o> T 7)) v 75— bt l 2 %
CERDHY, FMEICES VT IRENAEREE R
IAT) O FHRELELAL, GBRLEY Y. chooZ L 28
F 220 BEOEMREAT> 72 1A HOEMEZE L 35
LOAKT D, MABEN & M4 T I SAEME O 455 % 520,
B Al sl RIET BT R R, S5I1I22 B DL
Mok, JOEMI OB % 1 5 M8 BE OB EZE (LA
LN THo/zZ b, HAFHIZPCNSY OB MR 72 72
B, 2 HHORAWKT S MBI >/ SERR MRS AT
T ARG e R, MAEMALZEICE L Cid 1| E &Rk
DFFRDPESNIZZ LS, AT NIBEIC L B84
rwkBbiz.

2011 4F |2 Salvarani 5 (&, $1#17197: PCNSV & #2372 %



2 FEO AR C IR SV AR INVE 58 & o0 L 72 161

56 : 189

Fig. 2 Histological findings of the biopsy specimens.

The first biopsy section shows mild perivascular accumulation of chronic inflammatory cells (A). The second biopsy section shows patchy

necrotic foci of cerebral white matter associated with fibrinoid necrosis of the small blood vessels (arrow B). Angiocentric accumulation of

chronic inflammatory cells is observed (C). PAS (D) and Masson trichrome stains (E) show destructive changes of the affected blood vessels.

The infiltrating lymphocytes are mainly CD8-positive T cells (F). CD20-positive B cell is not suggested (G). Numerous macrophages are

immunopositive for CD68 (H) (A, hematoxylin and eosin staining, bar = 100 um; B, hematoxylin and eosin staining, bar = 200 pum; C, hematoxylin

and eosin staining, bar = 50 um; D, PAS staining, bar = 100 pm; E, Masson trichrome staining, bar = 100 pm; E CD8 immunostaining, bar =
100 pm; G, CD20 immunostaining, bar = 100 um; H, CD68 immunostaining, bar = 500 pm).
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A case of primary central nervous system vasculitis diagnosed
by second brain biopsy and treated successfully
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We report a case of primary central nervous system vasculitis (PCNSV) diagnosed by second brain biopsy. A 53-year-
old man initially presented with left lateral gaze diplopia. Brain MRI revealed multiple enhanced lesions in the bilateral
frontal lobe, bilateral basal ganglia, left cerebellum and brainstem. An initial brain biopsy of the right frontal lobe

suggested immune-related encephalitis with angiocentric accumulation of chronic inflammatory cells, while malignant

lymphoma could not be completely ruled out. The patient deteriorated despite being treated with repeated
methylprednisolone pulse therapy, cyclophosphamide, and plasmapheresis. A second brain biopsy of the right temporal
lobe was then performed. The biopsied specimens showed vascular wall disruption and fibrinoid necrosis with

perivascular inflammatory infiltrates, mainly composed of CD8-positive T cells, and PCNSV was diagnosed. He was

treated with high dose corticosteroids, in combination with methotrexate (8 mg/week), which reduced the brain lesions.
As brain biopsy is an essential investigation for the histological diagnosis of PCNSV; subsequent biopsies may be
required when a histopathological diagnosis has not been obtained by the first biopsy, and further aggressive therapy is

being considered.

(Rinsho Shinkeigaku (Clin Neurol) 2016;56:186-190)
Key words: primary central nervous system vasculitis, angiitis, brain biopsy, methotrexate




