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&

il

FRAAIRE D AT SV X RAY & 570 o TIRBLS MR 2O TR EEZR 720, HEEZIIICESL 2w L dd D 7. MERD
FEARE U2 B IE MRI 72 EOJERREE CTHIZETE 345, MEZ Db DOFLIIN~TH 4 ADIME TR VIR ) AT
RECTT. AE, WHEZEIHAILREDMESZ EFTWE 25, B/ Z 0 b O ORI R SIERT OB INE E# 5 — Rk
B EOFHIMEZ D > TLTHEHLVIGEN L 2 H D 3. —J, HEITIE, FERITPHRARE O M 21315 5 R i
OMEDFICEE > TEF L722S, REIHEEOIH 2 LI X > THEBTRLERTH L L OFEHMNLEVoO0oH ) 5

Alzheimer i CIZMIMAF T I 0 A P AET LT I 0 N7 ¥ ¥4 /83F — (cerebral amyloid angiopathy ;
CAA) 2SIZITLFETTAH, 7304 FRIIHT 5 HOCREEO MR % (CAABRERIE) SHARRIET 5 WMEIEH
ENTWEYT. —F, Alzheimer/HIIHT 57 I 04 FT 7 F VHETHEE 2 5 HEMEMENER T I 04 FEHEE{SR
4 (amyloid-related imaging abnormalities : ARIA) 1%, 7 I 04 FBIZxT % HOHEIPAFAET 5 M CTHRFEED
CAA B JSNE & LMD S 5 720, Alzheimer)i§ 7 7 F V BEEOBF % % 2 A LT TEBRIEWHIRL T,

M55 2513 1994 4 @ 45— 1] Chapel Hill Consensus Conference (CHCC) 2BV T, &Y A X&KL IEKEL 5T 5
HEEARRD IR SN E L7z, TOMEBARRIZ20124 058 0 CHCCIZBW TRIEA UM IO TB Y, ko
Wegener P IEIE 132 M 9 R 3EIEAE, Churg StraussJEMERF T BEERMEL M KR FEE~NEET I NS R
E, BLADODHDLHWAVEHEINTHE T, PO M 23S S RO —FiE & VW) GG L, I R
PEDIME RO ED DY, FRIHRB RS 2 EIETE AR R I ISR S & O 2 HE T H)LENH Y £7.

AETIE D) HRAREINAE 212DV COIEARWNBF, 2) JEREMEHRHARR IS 2 & st i iR g %, 3) I&AWiE
W& B PRI 25, S 51, 4) ZTNOOBEIGRZEL 5) HERICOVTHEMEL CWEYd. TETF ALV EHEREEE X
Minds ® 2007 4 FERUCHER L THB Y, 2O FicoE ) T3

IEF VR - LRVOSHE

I; YAFITFA VY - LEA—/RCTDORA Y TF) VA
I; 12U EoT v ¥ 2 LHEKREBRIC L 5

III:  JES v ¥ 2 bleiatRic X %

IVa : S HTESM%E (34— M%)

Vb ; ZHrEmige GEBIR BITZE, BRITIESE)

V  RRIE GEBIHER S — R - ¥ —X)

VI, BETFT—=5IEIDRV, EMEHSREMRMAOE

il J
A HROWEFEIRISS Y, 179 K)o o6NS
B: FHMRIEH Y, 179 Lo oND

Cl: F#mmILEZ Vs, 79 X58D 515

C2: RIS Z L, 7)) X B 5 %W

D RIS B VIFELIRTRSEORLSH D, fThhvE oo

KERIZZOMAUDPS TR IET Y ABHFIEL BV E S HWTT DS, MERITIETREZR R ) SCHNIZ L L CTRLI
ZBEVLI LA 2, TORAMERCOIY A — U A ¥ MIOWTITH AR SR OBHRIGHERER S, PR
KERETERBLTVET. AHD L THHEDLET O HEHREELE OB IR UTEWIAFLET.

201749 H

BA FHA
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il

I PREERE ME R OEKRRIEE
ZLoIZ
1. EF - 8
2. FRAHRE M
3. MeATHT L & SRl
4. WL TE
Bbhi

II RESEOHCREHLE X
Lo
1. JEUEPE HRRC R R A 26
1) BRE Ly
2) JEIR
3) P
4) A
5) It L Tk
2. HEFETE A RER A 58
1) BehgetF
2) CoganJiEEHE
3) ANCA BH:# 1M ¢
4) Z Do 4 H YIS %
5) 4By O B L 22 4

T RELIEIC K 2 PR e 2%
Zrolz
IRFGAT RIS 7 A v R EGHE VA 5 0 A5 B 58
BE 35 PN & 1k B IR
IR TON
BLTA B GSIE L ) I I A
JEGLPEINAE S DR
3D I

A NI R

IV PREHEINE K OEGRZE
XLz
1 EEATR U EK) oFFHb
2. [HHERT W R

3. KI5 9% o Wi H
1) KAUIMNAE %%
1) EEEIRE
i) B EER %
2) AR %
1) REEES SEEIIR %
3) /RIS 5
i) ANCA BN %%
* B IR ILAE S 3N T
* BB 2 T8N 5
* IFBRERE S 6 NS 98 P 3 e
4) ZRHRIME %R IMmE %K
i) Behcet
5) Hi—lRar oIl %
1) ISR AR R I 4%
6) EHPHICHE D A%
i) &gy sr~ =72
i) BEY Yy <F ()< b FER)

i) Hvag K=y 2 (Fraf FinsE%R)

4. TACHIARILE 45 & O & 3 SR E

V  IREREIME R OEE
XL
1. EHEHEE ZOAHHEICE T 2 ERE A
1) BEEAT7TaA FAl (Corticosteroid)
2) Cyclophosphamide (¥ K¥4 ®)
3) Azathioprine (f &5 »®, TH=")

4) Methotrexate (XY bL ¥t —1+® Y hL v 27 A%

AR L— k%)

5) Mycophenolate mofetil (‘)7 %)

6) Infliximab (L 37— F®)

7) Rituximab (1 ¥ ¥ %)
2. HEFETEIMAE 5%

1) MISHEIR 2%

2) SR

3) AEEITEL B %

4) PRk Uk

5) Behget i

6) IBEURICAE S M4 4
3. TRV PR I 2
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I iRAEIRIE ME R OEFAIRMHE

FL oI

FRORE AR LA 221X AR AR R (central nervous system : CNS)
BB LTELZMELTHY, KHH, FEEINLZMEOYA B
L ORI 2T I & o THBEN TV 5. JER D TS
KBThHbZE, BEIMTHLZE, METRAPIEFRN LD OD
ATHbHI L, HRHNRZEICIIMEMPLE LI DD, &
WrCHEds 32 2 &h% v, Lo L, #UIRHHREYIT) LI R
I HRIR DR SN BIEBIDS D % 7 K, BB W L HHB MG A
VHELHETH 5. PRARNE LD I B, ACREED D O
FHEIZE B %) MER, BGEZIHR BRI OVTIIFIEHTRERL
THD, KRTIEARMEINLE EOEARN 2 HENI OV TS 5.

1. B% - 98

HARARRE IS 21X CNSICRB L TAEL 2 MERTH 5. JEFAH
D H DOlEprimary CNS vasculitis (PCNSV) &IEENTW52S, C
7L F Tl isolated angiitis of the CNS % primary angiitis of the
CNSE w24 MbMH SN TS, 20124 d Chapel Hill Con-
sensus Conference 2012 (CHCC2012) 128\ TIN5 %D 5FAE
FLESN, £@5%omE ke /RS, PHREMRERICIRF LT
AL LMERIZOWTIE, Bl ICRE T 5 M8 KO—2125H
&h, PCNSVOLBAIMVENTWEY. —J, CNSOIE£IE4
GPED SREVER B R M4 SREelt, A, B CHEA & vo
72b Do TRIECA L 235608 % (Table 1)2.

TELAEIE, PISFREREE R & ) v oBRPEMAY 55, B A
RICHF STV WIFEMEIME 2IZPCNSV TR L% L, M4
JE P o Hiaz gkl & 2 BE M E ) WO b s
(Fig. 1)*. V) Y 33kPEIZ/NEOPCNSV T V. BIEME M A 413
LA, MEBEDT 47 )4 FEIEZRD 5.

TR AR IEVE NS % RO 7ERI CIMAEREC 7 I B A NB&
H (amyloid B protein : AB) DLFELEDLI LW DD, ABDIL
HICXDM7T I K7 v F 4795 — (cerebral amyloid angiop-
athy : CAA) TiE, & L7ZABICK T 2 ERIBIC L o TRIE -
MAERDPEL D EZEZONTWS (RFRO CAABMESNE) > CAA
TIEW S PR BIENECIGETH MRS~ 707 7 —2
DWINZRD B Z EAHEENT WD Z LY CAAREJIE DM
WIS ABICHTT 2 HOHAEDP I SN T W B 2 L2507, MR
L L7- ARV $ 2 BB 250 ROG & 2 b Twab. CAADINE
FPCEBEANZ SV v S 85kiZH %2 80 2 SiE k2 tEb R n
WA P30 CAABIE JAE, AT BE OREE & 1 5 PSRRI A %%
R D4 % ABBE I % (amyloid B-related angaiitis :
ABRA) EXBIT 286038 505, WHEIHORHED &5 M IR
HTHh5.

2. ERERIEfR

PRI AT 2 IR R R ER I v, BEICRIET S L0 H
M, AR I OEMEICEBRT LI HH 5 TR
REsE, R L Voo o IE R A Y A, M B A KL
WOMMIEZ AL DHL L. BARLKRERD & v o 7 Ekida &
PR O JNEPER R M SO ERE, IR X B kM0 b 0 L ol
MICEETH S

Table 1 HHRAIFEINAS 480 53 F8
J S HORE A L4 €
HREHRE R & B3 A B PRI AR 4%
KA
S8
(SR NG IREPN
FRPEINAE
FiHITE S SEBYIR 5
U5
NI GREDIR, TMIME, &ikz &)
238 MAE R MERIFEIERE  (Wegener A3 IEAE)
TFRRBRE 25 56 A8 91k 1 S R A
SRAEE I A 5%
Henoch-Schénlein $BE%
Z DM A %
Behcet ¥
TR %
EHETY T P—TA
Sjégren EMEH:
7 AV A
A¥BEAN—%
it
LI
el
LIRS
FEHE

; 3 205 S,

Fig.1 W7 I 04 F7 ¥ ¥4/ 8F — B 0E COMES X O
T b,

ZREA (R o M3 E BB M O RIEARO S, KFIEME
MEHOFRTH A, HEFA, Bar=100pum.
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Fig.2 7304 F7 ¥4 8F—WHIEDIER (Fig. 1 & [F—%E

Bl) 128U BTSSR MRIL

(a) T2EEFRMIRO KW TIIAMBEBREBICESE T LR E 70 TS
A 7 ROBEEAERDL. (b) AR = AEEET-> 72 TR
5 VAT T TR O B L S AR 2 70 B

3. IREAR & ARSI

FACHIAR I S O E B INIARIR & U TMBELAMIC R ShTh Y,
WA LI TH B, AN TR S E, B &0 k%
PRICS . M5 S 0 HiPE 1A U % 723, MUK WL CIAE 9673
BOOLNA TS, PRAKIEREZGET S LIETER. &
MOEIZE LT 572012, WiRET R TR 2 o 725 & B2
P9 RO EETH %M

YR O PRI 2 & O BRI, MR CRP &\ o 72 SR
= = RYRHUE L EO HCHEORESGHTH 5. NF R

?ﬁ*fci%ﬂiﬂ@ﬁ(@iﬁ%’?ﬁﬁﬂ)iﬁ% RO B T DL, R
2R TH Y, PRI SRR 2 b D3 2. ABBICAA

12 & % CAA BRI JSHE OB 51 ~.Liﬁ‘ﬁﬁﬁblﬁiﬁﬁ’é‘iﬁﬁqJ@mAﬂ?ﬁﬁW)
LAPBEICAHHTH B H B 7.
i IfiL 4 $ 3% %° magnetic resonance angiography (MRA) 12X -
CIRMBENE DA WATTED 5NE T & 05D 525, MERIFE DI
M55 B 52 DO FARIE % 88 2 72 P8 500pum BUF /NI I BRIG L T w7285
A, WM MRA TIEEE A SR, F72, IRt osk
ZEPT B ORCRIRE LA 28\ RR I e AR T WL Cld e v, RIMAE 1248
SEZ A U713, MEREOBEMR L Vo il ohs 2 L
Wb,
MRI @ T2 5 7 W {% % fluid attenuated inversion recovery
(FLAIR) W5 T EVE O =5 5 R MR AR BE DT, BB R N Bz
BIEEMIR2BDL DD D (Fig. 2)Y. Mo Atk ims
DO RZRDLILELH 5.
SR E L TROEELRD
tion syndrome (RCVS) T 5. RCVS TIXEFIARDH L W HiE T
FEhE L, SR MR EIRE B35 2 &% v, RIEHE T
ROMEDOBRAEIT HLAHRS i, 1-37 H ORGE THARICER ST 5.
4. REETE
PRI IS R DEHRIC OV TR INIC X > TR A 5. FEflICD
WTIEHIEICHE S 2%, PCNSV CTIREIERE A T a4 N fifilsg
LARRSVAE 3| [OF 5 25 N oY (WS | RV W/ (st 3 i = €/ AR A -1/

X reversible cerebral vasoconstric-

DRI X R RERARH O N G0 D 5.
BHYIC
PRGNS M5 58 OB E BT ARIR & U CIRAERRIC & 2 B 2

BWALETH %, PCNSV TR GR A L~ — A — 12 X 2R 5
THEBED 5\ B MR el 2 (IR )T $t DML EH T H B

[COlE#R]
R
IWHIE{Z

7L
BU

X 18
1) Jennette JC, Falk RJ, Bacon PA et al : 2012 revised interna-
tional Chapel Hill consensus cdonference nomenclature of
vasculitides. Arthritis Rheum 65 : 1-11, 2013
2) Giannini C, Salvarani C, Hunder G et al :
nervous system vasculitis : pathology and mechanisms. Acta
Neuropathol 123 : 759-772, 2012
3) Salvarani C, Brown RD, Hunder GG : Adult primary central
nervous system vasculitis. Lancet 380 : 767-777, 2012
Sakai K, Hayashi S, Sanpei K et al :
farcts with a few vasculitic lesions in the chronic stage of cer-

Primary central

4) Multiple cerebral in-
ebral amyloid angiopathy-related inflammation. Neuropa-
thology 32 : 551-556, 2012

5) Charidimou A, Gang Q, Werring DJ : Sporadic cerebral amy-

loid angiopathy revised : recent insights into pathophysiolo-

gy and clinical spectrum. J Neurol Neurosurg Psychiatry 83 :

124-137, 2012

6) Yamada M, Itoh Y, Shintaku M et al : Immune reactions as-

sociated with cerebral amyloid angiopathy. Stroke 27 : 1155-

1162, 1996

Piazza F, Greenberg SM, Savioardo M et al : Anti-amyloid S

autoantibodies in cerebral amyloid angiopathy-related in-

7)

flammation : implications for amyloid-modifying therapies.
Ann Neurol 73 : 449-458, 2013

Salvarani C, Hunder GG, Morris JM et al : Af-related angii-
tis. Comparisons with CAA without inflammation and pri-
mary CNS vasculitis. Neurology 81 : 1596-1603, 2013

9) Scolding NJ, Joseph F, Kirby PA et al : Af-related angiitis :
primary angiitis of the central nervous system associated
with cerebral amyloid angiopathy. Brain 128 : 500-515, 2005
Salvarani C, Brown RD Jr, Calamia KT et al : Primary cen-

8)

10)
tral nervous system vasculitis : analysis of 101 patients. Ann
Neurol 62 : 442-451, 2007

11) Miller DV, Salvarani C, Hunder GG et al : Biopsy findings in
primary angiitis of the central nervous system. Am J Surg
Pathol 33 : 35-43, 2009
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IT SRR HCREMMmE %

2L&IC
MERIFSEIERFERTRIEL, £F DS F S LT OME
BEICHEZ RTHRBIETH D, ZLOREPEIA TS, BUER

2012 4E 12584 X 72 The Second International Chapel Hill Con-

sensus Conference Nomenclature of Vasculitides (CHCC 2012)
WCHDOWTESE - FHENRTWDEY, 20 7% 0 THHRARRISKE
ZRTLOLE LT, PRMEICIRE L2MELTH Y, [H—lHizo
MEK] O—>& LTHI S N7z I I AR R ILE %8 (pri-
mary central nervous system vasculitis : PCNSV, 742 T ® pri-
mary angiitis of the CNS) &, &g M AL &S MM KO —H
ELTHBIT 250G (RFBEIEPIKMRSRINAE %) 2H 5. AETI,
PCNSV B & OH CSRIEMRE T % 43 5 B st iR R A 28120
WTHER 5.

1. FEHMEPIRHERME R

1) BIELER

PCNSV I HAEAIFRIC UG LT - NI 23R S 15 JRIKAS
HoOMZMERTHY, ZOREHIL19594F 12 Cravioto & Feigin 2%
FPARRIC T AE U 7 JE R G S IEPENAE E 2 G Lo 2 L2 &
HDIESH2 19884E 12 1% Calabrese & Mallek I2 X - T L Ha A3
BEh, BHETLHVWSRTWS (Table )? \H 2T &
PONSVIZHRRIY 2 AT i 7% <, MWBREDOBINC X o T A
HRENLETHDH., REBLREFHLIITDIL TR WA, Mayo
Clinic DFFFEA> S F WFHERITAIT100 T A b7 D #924 N & RAED
HNTWRY PEAZIRIESR C, SRR 50T & hFEICE v

Table 1 JEZEVEHPAAIRERILE 9 O 71 2

1 MBI X 5 2wt - FEEIR DA

2. ORI R IS S AR A R i B A R A C IS S8 R 2 S B
3. Ay PhmiFsee, FPOMAE ST R MBI R 2 27 S
ZIRIES BT R v

(Calabrese LH et al. Medicine (Baltimore) 67 : 20-39, 1988 X 1) 5|
H, —ikZ)

Table 3 JSUSEEPACHERINA 48 & il 2 29 2 58

B, EOERMETHRIEL D B

2) fER

FERIE, HEMEICHBIT 2SR DL, HeHOBEHETRD
5ND. WOTRIEIZHE ) BIRET ORI ENS , 20
flb, FHZEOMBITRALIZ R, SR RRRE, SRS L vwo728 %
SELHIERERT S (Table 2). —J, foaHMimiEsRchi
b &9 LIRS RERD OBBEIT D %\,

3) Bk

WL DB RA-EHE (Table 1) VLN TV 225, B
= RS, BRI AT R D e nied, BN
AERRPMAEERIC L) MAE T2 MERET 2 & &b, o
BT AMEBERNT B L LETHS (Table 3)°. HEL
FB E U TR MR AR R AT 28 & & 1T, P i
MEMERE (reversible cerebral vasoconstriction syndrome : RCVS)
BT ON 5. FREIZZROER PR, JERZRL, mEE
AT OWGHAT R A RO %25, 39 ALUNICEMR L, PCNSV
TSN D EMHER L ES 2 WHTEETH S,

Table 2 JSUEMEAACAIER A 9 D F 2 BRRAER

FEIR N=101 (%)
BRE 64 (63%)
SRANpRREREE 50 (50%)
Rk 44 (44%)
& 28 (28%)
&5y - MEnt 25 (25%)
REFRIE 21 (21%)
BRI 19 (19%)
Fuhai 16 (16%)
k) 16 (16%)
BEEE 15 (15%)

(Salvarani C et al. Ann Neurol 62 : 442-451, 2007 & ) 51, —&F
UE)

@ EHVHMEY - Behcet), HEHiMEZIEIRG, SIMBINAFIRE, HEIRVESFEMEIMEAEEIRE, (EARIEESIRERNE S, CoganiiElelt

nE

@ LU MESSENEE &MV —F ALY 73 M —F X, SjogrendtiEE, Crohndi, Hv a4 FAFEME - 555Kz &
@ BHYYE : Y AIVA UK - wEEY 4 IVA, & MEEREY AV ARY), HiE (K%, M, KLU T7hE), HE (FANVEIVA, JAVY

T, ZVTRAVHA, LANTIARLE) L

@ MR TR Z & 735  WHOETRMAEESEGRE, AP NENRE LI, MSETIERA AT, D000, ANEIIRIEAE, AT > X

MR &

@ MRITHEFMEHAARSRIMAT SR OMHNE 2 B3 25 IES; (IM45NY »73E, gliomatosis cerebriZe &), Ef=PEMIME RS (CADASIL
7Y, posterior reversible encephalopathy syndrome, SusachEfEht, BigilEpet, (SRR UIE, SMEREinaiiss, AE1TIES Pt BUNE)

nE

@ ZFEVENIMARTERIE - LEME), IV AT a— ) VEER, OB, 7EERIE S 2 OMmo.CiES; 7 &
@ T EAREYATA VIMYE, MARMESEIE, KVv7 49 VHE P VIREPURERRE, DegoshiiZ &

(Hajj-Ali RA, Calabrese LH. J Autoimmun 48-49 : 149-152, 2014 X Y 5[/, —#Be%)
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B, LTICbBRZ8) MEEEREDRFRENRE vt
25, JRHSEICEHI SN2 D% “definite” & L, JHERSN R
AR EIN T LT, MEGEHRATEDN, MRIFLREIK
Fr A FIE L wFlE “probable” & LTXBITLHIEHI_ESN
TWwW5,

4) %&E

— R MR TSR~ —F — 2 S0l RE o s d
HOPUARD Bl S ey, B Tl 8N cBREE oM e %,
EHEA Lo 2 BEA580-90% TR ON DY 234 By 2 281k
RoNzwv, & LABRRER EOMEREZ RIS 572010 EER
METHY, BERERLCHBEZREDIIT ) LRSS
[LEF Y ALV

FER 22 WHRFT HAC O W C OB MECHE S 25, ER - B
MRI T3 PCNSV % D 90-100% TR &2 #D 5 (Fig. 1)*7.
BRI CIL B B R BB T B DL S SRR A G, T2 il ahl il {5 %
FLATR{E CIRF RN 2 BESWE LN . W 1/3 0B TRk O 7%
AR A RS, bR, HREREERTIELHLY b
BTN D IR R TH B4, M EED LR R K Mo
TR RNLI O MAF S R 2T R & S b MRAIRIE
BETMRIE & B ICHRIGEND 2 D% WS, MEBEMAE LY
BIEDMRC IR ET 20BN DH 5. WM EEHRA L, PCNSVO
W{EZ W D gold standard TH 1), ¥ — RMMITARE EE SN S MED
RAELPIRE R T 2O RBNTRCH L. L LisWEkEICE %
NEZMETHZICHHED ST, BWOKEIL40-90%, FFREEIL30%
EHE SR, WTFRLEL ZVONRERTH LY. ZoHHBE LT,
MU e/ NI 12 D B BRIE § 2 B3 A 1 ML 75 TR © & 97 k3
P n &, MERDSOME RN, PIMERORGSE, JHB)
MR ZEAR e, BIRBSIRAIAL 22 12 X o TH MG LFP O a2 Lk
e 2B 2 ENREZONDL. ZOLOMEEEHAOR R, BE
FEIR, BAMeAE, MRIFTHZ &L T 2 2 L AEETH 5.

WO gold standard X BNAERRIC X 2B ROMEETH 5. BT
WA R AT RAE, BB R SR DM 2B 2 BBV D SETH
. LALahs, MERRIEHECRONL I END, MR

FEERIE Vol 34
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Fig. 1 JFEFEMEHHRER LG 9 EH BBl
53U, LAETI2 5 5 R, B, 55
DENMBIL, WEBICREARREIKT, AT
Bk 2ok L7z, BEEMRITHMEHLE, 7
oK B, T, BHTHEE, AR
B, AN RN B R R & S T2 & 15
T AR (a,b: FLAIRWE{% (axial,
3.0T ; TR/TE, 6,000/262.38ms) ; ¢, d : T1
SREA AN = A HIE (axial, 3.0T ;
TR/TE 856/3.99ms)). HMEHEHZED 5
HRRZEATV, JRBLA IS BE OB &
P~ @ 55 Ml e 2 (e : hematoxylin
and eosin staining, bar=100um), 74 7
VA RESER LS ME KO R %30
7z (f : Masson trichrome staining, bar =
100um). flg % At L, PCNSV &%
W L7z,

VWP HEFS>TPCNSVARET S I LIITELRW. 20720
AR D EEE B, 53-63% L WE SN TV 101 Bz mo
5728, AL MRITEFHT R Z 580 55000 ATV, JE & kBl
Bz ahsl LRI LS Y [TEF L A LNAV] INBLEE
T R OYBIE, WM AT 980558% & o b BHE AT <, V) /%8R
PRI 92 2728%, BIAEYEINES %2514% TH 2 (Fig. 1) WIHIEME
MERZETLHOFIC, 7I0A REOWLHEZ RO LHIHHE S
WO T I v A FIMAEE & OBEDSER ST B, AEREICIEE
L727 384 FRICHT A RIEDHRBICHG- LTWwbEEzHh, T
I U4 FABEINE % L IFIEN TV 512,

5) AEE T4

DED LR FEARGEBLEZONTE2S, DNICRRSE
FICX D AAFRIGEEL TETWAS, 22 LHEAER, ZBabkhektds,
WiRigE, KIMEFREFFHEARNT-L ShTwns?

PCNSV D iE#tEZRE L7z 5 v 7 ML EBRIZT PR TE S
T, MM RIS T 2SR EED Tk — MR L EBHIC,
HMROI vk v RS TR A[Z T v ALV B
IK, %3 prednisolone 1mg/kg/H THIE MG L, POSEIZZ LW
Y4121 eyclophosphamide O il # BlIA§ 5 %, o i & T,
cyclophosphamide (% 2mg/kg/H % 3-6 2 H & # 5., b L < 1L67
JH0.75g/m?*/ ] 2 #EFIR G- %25, W X D RIERe IO w
THWALLTHR . WIRPEELZS,
H), methotrexate (20-25mg/#), mycophenolate mofetil (1-2
g/H) ZH#EFEE LTET 2 (72720 2h o o#ERIOR) R %2R
FTILET Y AE R, BHRHETER RS £ T12-180 ] & HZ 2/
T AR

WARDSERE THEATEOL A, W% T CICAT a4 B2V AHHE
(methylprednisolone 1,000mg/H, 3 HI#) & cyclophosphamide#%
GaEZELTD LS, 2784 P2V 2O T A% predniso-
lone X DRI L DOTE T ¥ Aid v, O GIEINIHIZE R 5T RER
ORI DOWTHPCNSVIIH T 27— F1d7% <, MolmiE 5~
DORRERIEBIHE 2 &2 SEIHEMRT T 5.

azathioprine (1-2mg/kg/

No.5 (2017)
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2. EREMPRERERIE KX

FEFETEH AR R I 2 kTR E LT, BRa ZIEGYE, 355,
W5 7% Lz, % < ORGPEME 550 H O TE 4 & P B A3
FoN L. BUTFICHCRE AT I X 2 Bt PR R I Ag 48
DEMIZOWTRT DY, MAFJIE D FEE LMD X 5 Pl
FERE 2 BIREICIX RS 5 2 & IZHNEETH 5.

1) Behcetf®

Behget i3 CHCC 2012 TE R4 M 2 B3 & R£IH5HE D
pBY T, TRMEOILNYE, BEIEE, REER, MEIRAE &
&N b. BehgetdiIZB ) B AR $13 5-15% TR AN 5. &
DPRARFEREE, IR AR P N B R & SR IR &, i
WIS R MAR AR, TAD A, FRELRTHEAM otk
Behget i) 120 F S0, FEEANZ X SICAME v LHAMEICHEE L
ToBER - JEEA - JRFTAREIR 2 By 2 A & RIS RRATRE R
RRsE, REAREE, ARERJETN, MREREE L EASINBLY B AT RS
SIS NS ik Beheet i (FEEAY) OBEIRRUE, TMI
ML R IR R & ol & L 7292 B~ o0 TR R LBk 0128 T &
D, BEICIZRMERICE D OTIREVWIYY, HEIZ, AFOAF
WA, BEIZIE U CTOREIEE 2 0 3 5. #REo% Gt

FTNFa €/ 7 0 —F VHifk (infliximab % &) it b IL-65%F
7 70— F VHiE L EO5FENHE D BRI 7§k
T MARIE TIZ A 7 1 A PR3 N A DB A w5 h b
B, EDLIRAUHPEROPIIOVTOIYF Y Zidk .

2) CoganfE{EEE

CoganfEfEE I, MM VERS TEEERE, miEmiER, FEMpasrE s
BUAN I =8 e § 5 M KEMRETH L. ToRMBITHCRT
PEVEOHIEMEMERTH Y, Fex oV A4 A0MEPSFEENS.
RAREIHEIZ13% TR OMN, FRARDS {, Mk, B,
i ge, BHIMAEREE, ZI3MARER &G SN Tng 2

3) ANCAREME %

ANCA B M55 R D 7 SIS BN Z 5614 28 (microscopic
polyangiitis : MPA), % %1% &P W3 EJE  (granulomatosis
with polyangiitis : GPA), UFHEIRYEZ 38 145 MW FIEIE  (eosi-
nophilic granulomatosis with polyangiitis : EGPA) &N 5.

MFREGPHE & L TR0 h KRR EA L a5, KRR Z
b MPA D 4-11%, GPA® 0-11%, EGPA® 0-39% T 515 2%
ANMIAE SR X D IR IR ZE, < BB I, IR IMARSE 7 & % i
ZL, ZOENGPAZR L E LT O RN & i %% 1k IEE
PRI I D4 DF b il S T 5242

4) ZOMOLEMHIME R

BRI DS, 2O PRI 26T AR R E & k3 2
EABH Y, R~ TIEMAEZE - I 2 & o g B & A3 E
ez, ANMAE S TIIRR MR E S TR L 2 5 4%, WIS R E
DAL, A PRI 2 RN A - INIE 7 &TIT & B TRCRRERE b s S
nTns.

5) £5MRBICEEL ZMEX

5T ) 7% b—7Z (systemic lupus erythematosus : SLE)
2B 9 1% 921 lupus vasculitis & FHEILS . SLEIC BT 5 ik fii
2513 18-92% TR H N, il &2 OFEHE IR R EEAE 7 & DAREREIR
T 20, HBAITIMEZEIEH I N L3475, 10% K &
WiHESNTWBES2 Y v~ FI24E ) % %13 rheumatoid

vasculitis & MHEI, IHBPED B IREED R L 72 BRI R E 2
MFRLHEMBFLEZRTIENDH L. Fvaf F—T 220D
1% %% (sarcoid vasculitis) & FICHRAFEICEZ 2 2 L5 5.
F 72 OMOIBIENG (SjogreniEERE, KR i 2501 A 14 ARk
&) THHRMRSR DM SDOMRED A SIS,

[COIEHR]

EE K RU

FRE— /NI T A7 7 —YHASHE FRT I ABEKRKR
tt, EA=ZEEERRARE, N\ TLERGERS, —RUMEEAE
ARSI
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nervous system. Report of 8 new cases, review of the litera-

3)

ture, and proposal for diagnostic criteria. Medicine (Balti-
more) 67 : 20-39, 1988
4) Salvarani C, Brown RD Jr, Calamia KT et al : Primary cen-
tral nervous system vasculitis : analysis of 101 patients. Ann
Neurol 62 : 442-451, 2007
5) Hajj-Ali RA, Calabrese LH : Diagnosis and classification of
central nervous system vasculitis. J Autoimmun 48-49 :
149-152, 2014
6) Birnbaum J, Hellmann DB : Primary angiitis of the central
nervous system. Arch Neurol 66 : 704-709, 2009
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tral nervous system vasculitis. Lancet 380 : 767-777, 2012
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a diagnostic challenge. Joint Bone

I RERAE (C K B R siE I &
&I
% { OFRIEBRAASMAT 12 LA IS RELA T SR 23, K
WRIEE 7 4 )V X (varicella zoster virus : VZV) & iR 4
7 4 )V A (human immunodeficiency virus : HIV), CZI}}% A
WA, ¥4 M AHFua7 4 )VA, Epstein-Barr virus, 7S)VE7 A )L
AB19% EDT A NVAR, MiRHRERL A ¥ 7 VT Y FH,
WEli7e EOMW, 7ANRVENARLESR A EOHN, V7ryF 7T,
J 2 EAER E LTETONDY. TR ODEMED B I8k s
ROWREGISEI L, ZREOHRARERMAELZDOFER L 2 5.
LT, VZVIEGSE IR ) Il e, Siss Rk mh IR, #5H%
PEREE 2% (tuberculous meningitis © TBM), BB EHAEIZLE 5 i
BREFEIZOWTHIL L, THIHT IOV TR,
1. KEBIRIES 7 1 IV B IS4 S REEE
VZV 3G 7 E120E S SRIERMKT & & HICHIE L L RiEE &
B9 2. WS REGOBMIERETOFHE) A 71352 FFIC
MR RIS B OFAE ) A 7 13315 % 2 2 5%, VZVINFESR T
o ML IO ML R 5 oD U T, L T L85 55 e A/ S LA B 5502 K B
TphAe R, IR A, BEEEAL T, SEIRARAS - PAYE, TRl
Wige 7 &% B3 %, FHIBMRI CTIXR BB R L SR MR A %2, &
FHMRI TR RED SHE A, B HoE Tl 70% B/ I Rk
MR Z2 RO LY.
2. BERERBEEMEIRE
RRGVEB IR (XSGR IMAT 1S4 U, M5 5 & 7 BT LB
BiZE5 &R Ly HERRREG T FYIRNICL 5 b 0d b
%<, BYM OIS (infective endocarditis : IE) (ZAHF L 7250
i NIk B IR T B D FE 31 40%~80% & V. BHEE IS
BRI L TE R IR RIEIHEDAPIHEE LTHB I, REME
RNMAEEN ORI L VAT 5. RPEBIRE OZ < 138
SEEVED 72 D B ORI O ELR I I VB EZEZ 5 Tw
% REYEVEBI R S HSEIR CABII 2T Z LT Y, AR
KIREIIR DAL A SN 1/4TEHT 5. BAEBIREOZ {1k
LRI A S NAEBSMmM KT TH 5 & 5 5B W IL 4B IR E LA
BEOVHHTH .
3. TERMERERE K
PUORBERIC X 2 0EHAM TN L BITE D, JEHEE O TBM OB LEIE
EWT TBM TIINE R OMEMIEC T 7 Edx &0 5. B
PN D I B 55V AT 5 AR I P 1 2 %9 20% 127D 5 7%, WA T
TSN AT L D £ L, HEEMRITIZ57%C70 5. TBM
TiL, 2B, Wk, B0 ZLDSEZE N O/~ 12
N BT, 7 BIETIEICY ¥/ SERIB ML 5, é}tﬂ«i@
T, MR OB & 3R, B IR EESE A AL R B &k B
WCHIZEMMAE R EZ RO L. S5HI1T, FIEWHZE OBV
T P I PR BN & T B AT RELC B V\Jﬂﬁ@ﬁﬁ'ﬁ P4 T R Mfi 45 R 0>
FAEVEREIE 2 58, R C o MR T B 73 2 0 HE it s I 0 A 28 % T
W3 %10 SR P RIMEI AR A SN T L%, HEIS,
AR BY IR & BURZE BB IR O AL % 3L “Tubercular zone”
EIFENR A TBM TR EEER CT % MRI T/REESE R A & 5K
NEEP RS OB na Ry R, WSS, KEAXIE, CT TONMEAREE S o I
WAL LIEHE I NS,
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4. BEREBSPE IS RN ERES

HASABEHERHRIEIEARSIE R, WRF L 2 HT 5, H5D
WITIESM B2 T Tw5h, A70 4 FRPEEELR E2MHH LT
WD RIEREAINT L7231, AspergillusI® %> Candida )@, AW
O HARIERG AR S EREAEICHRE LR 3. Cryptococcus
neoformans X Coccidioides immitis 7% & O —HBO B X S 1L 7 &
WAL CH MR REAGER R L) 5. %< OHERIIMZ &h
5 IMATHEN AR HRAE L, MAFBEICBESE L 72306022 U722
D FIEVERZ SRS (IR 3 5. M ~ORMCH%E, Ko
M 2%, %5, RGBS OB IC X 5 < BT LAY E BE &
LCHEIFON L. BERBMEIC X 2 M8 %% A L7z B PEim 2 133
V2R Rl R e g B IR IR A H B 12,

5. BREMMEBEROEE

JRYE N & 2 AR RIS 25025 3 2 WG HR S, RS R
R 2 3ANC X 2 HHE & M RIS T 2EENLRD, Thbr
HHICHIET 2 ZEDVEETH 5. VIVRHIMAIL R A7 £ )L 2K
YeliE T, aciclovir (ACV) 25, FR B 2% (bactrial meningi-
tis : BM) TILitE W IR 3 2 LR 3 25, TBM T I isoniazid,
rifampicin, pyrazinamide, ethambutol ® 4#|PEHAS, 7 A~V F
)V A T ld voriconazole & 4 \* iZ amphotericin BAS, 71 7 b2 v
B ARERR A1 T F9E Tld amphotericin B & flucytosine Ol 251 5
WG S B R & TH B[VI-C1].

PR AR O RGP M A 212 L TH WO N RIB R E A T a4
FEE (ST) of#HLE, WOV IR L TWw i,

VZV BRI SR § 2 ST ORI % Mead L 7 mAE 2 Lakliiid %
W, RSN EZIRTA R4 YI2BW T, [VZVIREIZH LT
ACV % 10~15mg/kg/8 Ik IR N$¢ 5- LI o ST H 2 Z 5
5], TMERDOEFENARSNLYE IR STE2FHT] &0
ik &% 5 [VI-C1l.

1Z & BN 25023 2 Puii 3 & rasiE s o ik H o B F PR
HENTHRV. T 25 OBMKAGOMAEL{L = EHE ML dexa-
methasone 10mg/6 [ - 4 HE (W)U 3 5- DIAn i Bds) A%
IRARREA LR EARISMASEL LW, N F20BM
W ABIORET b fift E 72 Wi C O dexamethasone fif I T O iz )i AS EL ]
EVHBIEP 722 LA REL TS Y. BMARZ L L7
25 DIAE R ALILBGRER D 2 & iHT 3, STOHHIZ L 2ETEHRD
WA BMERTIIAETE VDS, MRKEEMBERCIIAETH
52 LEWLMIIL, EHELERETOBMIIKNS 5 STHHOH M
HELFL TSI MBI 2 ST O H
ZHEILEA], Z oMot s h L CHEEEC & 3 5. FHIRIME
RLUVEH R BRI BESE L 72 BMUSSHS 2 BRI ESE S 1™,

TBMIZBWTH, MELDOEIHYIS P TRVHICSEIT S STO
BER I ZE D PR A BHIYE L2 STOBHIZOWT, —Z D Rt
%\, TBMZ X G & U729 OEAEZALHEGABRD X & fEHT X PR
ST LRI ERE 14 THRDEEL L EHL2ITL
72 AL LA LA F A0 A TBM MG Cld STHHIC X %1
MR LA BE S O ANEHT & 20T 9, HIVEEBI T STHH O

BB WS 0TS, A TRPUHESE 470 0 1 dexametha-

sone % 0.4mg/kg/H THIIE L 6 8 ~8H AT T3 % = & 3L
*h 2 [-Al. TBM % x4 & L7z aspirin 150mg/H A O+ — 7
v RVEEEALRE T, aspirinfE B COMAEF L Y Dk

< OF v AH 042, 95% 15 HHIX [ 0.12-1.39), % %8 & fEMT T A A7
OB EE (v X317, 95%1EFEHIX ] 1.21-831) TH o
722V [I

ﬁ%ﬁﬂmﬁélﬁw&@f ARG TOBRE) 2 7 HRW 720, BT
WA X 2 BAF M R iR AESE S M B [VI=CL]. IE AP Tl LT
WA O MRA 7 &2 & 2 BRI 28 R0 &GPk BI RIS O F-Mi &2 17 5 = &A%
BEETH L. RERBGMEEIRIE QAL DR 2 051 v, £
10mm PAP O S BIIRIFG IR L Clad i < & b 4~6 B 0P 3
W2 & 2 IHHAHEIE S N AVIZCL]. Mk L2 aE s ) v v s
R T A VERBAFT DN DA, JAEIC & 5 BYIRHE < BT IR BE
DOIEFHAL D 72 DI FAT X WA A5d,  UIE LISHBIIR 0 B2 % 47
bELE RV,

BbHIC

MAFRICE 0 AU 2R mEmET L) %<, HEER
T ML B 5 D fe e I 112 22 L [ TR o0 I S IRC A8 L 2 2 F8 A
ErRLL SICHBMICER SN D, BYEISAPE L 7 iR e
FMEROTFHIZLIVARTH 5720, THRAMFRIEESHRICE
WTIERDOE 2 SFICBL S EDPEETH L. HEENEFEIC
IVAETTWD EEZ 5NLVZVRHHEGEBM, TBMIZAPEL 72
M Fx L CST 2 Vit 2 i35 2 L asffidE s .
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IV SRR I E R OERZE

ELBIC

PRI IS 213 P D M\ RIE D FIED D 5 ME LK TH
B0, LR BRHBI R AAE L, LIS LIS s
%, WEEZBWIIITRE R BY MU X 2B E E L, &
MATHEAT C & 3THRR K & KA R 68 TREWIH & S
B e B VIER D S\,

A5 2BV 2 WA O HiiE, 15520 b ool (EHFT
W) L IMAF SR S R ORI (T R) SRS, CT,
MRI, #BE ¥, MWEEE, FDG-PETZ EOMALRES ) 74
AL, BREMICZHT2IL12%5.

1. BEERE (WEAK) OFE

MR & 5 MAEREORERIIMFRZ D D D% FebE 5T
WCTHZHHY, NI OFFMIZEE Ly, SRR OM AT ORI S
33DV =7 Y APHMTHY, MEAEy2a—-RDI—r x>y
ATTLHREGI & 5 MHEZH COREILE L. Thbo
V=27 TV A A — B — 12 X 5 T volume isotropic turbo
spin echo acquisition (VISTA), sampling perfection with appli-
cation optimized contrasts using different flip angle evolution
(SPACE), (CUBE) % &28Midh, B NI O R4 % Ik R
ST 22 LD METH 5.

23 fRE O 3T-MRI C T2 5 ikl 1 15 45 & UVT 156 I % & 3552 T1 5
T 1% o> I 35 RE T 15 (vessel wall magnetic resonance imaging :
VWD ZHwv5 Z&T, M5 L BIRMALYERZ B L OVl 3 i i i
B 8 i IE 1% #F (reversible cerebral vasoconstriction syndrome :
RCVS) & ZEMTEBWHEMENDH 5? [IVb-C|. F7z, MERED
ERIATEETH S RCVS TlE, MRA T MR R AT RFGH & &
B IZHKE A S PRI A > THD » T L FFRDBITICE R TH 52
MR & D VI £ TOMEOELZBIS T 5785, 15
KO BETILIME BB L ORIMMERE Z & 72 LR 3w e o
DY A BRI R & 2072 AL S MHEEDL H Y
AN AR 2 % EOREDPLETH 5.

2. [ R O

MAE IS & ZAEZE - W= 8 PHALRR A O SIE W A & BT A
MRS 5. AR 28 CIE < D BT IR A L (80
WiLEd) ZAETH5ZEHH), MRIO T2 56 HH M 5> fE L350
{4 (susceptibility-weighted imaging : SWI) b A TH 5. I
FATRREAT L L7 rld, 32T 1A MG CRRBE, SRR R o>
IEENEDNASNDL T DD DY

3. BMERDERAR

&I, UET Chapel Hill IS (22T, &I 4o BT
2o T3,

1) KEME R

i) BREIRK

PRI 9213 20~ 30RO ISIET 2 KB R T, B
izl 9&atizB v, KBk E ZO5EFITB2» SN, FFHTK
BRSBEARIIHE 2R L3 <, #7925 LRERRELE &
729, BIEIL49~31.9% TR 9 & 3N, KEHIR, $HE TEIIR,
SHEIIR, ARSHBIRONECHE R W& S5,

A 2GS L TR 305 R ICHIIE T 2 BT MRI (late

it
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gadolinium enhancement : LGE) 13 Il BE 0 R4E % LS 2 25,
JEEBHNC BT 2 M LR HMERR TD EREEINL T LD, IF
B & IEGE I O X HNINEETH 5. BB E 2 5F 3 5 121,
LGE-MRI & & & 12 PET-CT, CT angiography (CTA), Iil% T
I—% T2 EHEE LT [V=C|. $IZFDG-PETIZEMEHIC
FROTHELRL, B L 2 5.

SHEDIR = 2 — T, FSHBIIRIC O F Ao FIJE J5 10 o> B IR EE A=
ZETIHMNRTRAASN, ¥~ T =44 >~ (macaroni sign)
EIFIEN DY

ii) Bk BIAR K

AR BI IR 4 (giant cell arteritis : GCA) & 50 5% L U3¢
L, KERE 2055k, SBRLCHTEIRO DB FICB2rE NS
WEFIE IS 2 CTH 5. MBHENIRCHRENIR 20 & O YHZE HUSE O BR 12
LY F BHFHEM (cranial GCA) &, KEIIR, HRSFEIR, 818 FH)
IR 7% & OFEEFIHANOBIR Z 123 KIMER (large-vessel GCA :
LV-GCA) 125N 5A. LV-GCAIZEZTNRIE & O RFASHEE
%5705 SHE TEIIR & SHBIIR O P22 5L 1L LV-GCA @ 5 34 #AZ
v,

MRITIIAFSHEI IR 7k, MIBHB)IR R 2 BEHEDIR O BENLIE, 34 580 %
RRDSND. HFINRR OB 23R8 12DV T, Klink 510
XK 78.4%, FFELEE90.4% L LT b, BHENILENBA SN
5 DI TH %75, GCAJEBI 20 F1H 10 BITHIHBNRIZ, 161 THR
MRENIR AR, 460 THEF BYIRICHEERD R %2 RO 72 & DS D
0, PFHBIIR AT BIIR O MR 2 B W 72 BRI R A D B DS
B TH B,

H T — 7T —lBEEMRA T, MERAE LM OFHE 721 Tk
<, S5 T TR M BEBY AR 0 ML WERR PRI L & 5 N - o
IR L & SO U 7z [ PEOR T 2 —1% (dark halo sign) (1C7ER
3 %. FDG-PET TG ENE KIETA OIS W e T % 75, JHE
M OFHIZ A & TH 512

2) PEIME R

i) fEEME S FENR K

FEHITEZ 6Bk 2% (polyarteritis nodosa : PAN) CHURAIRKZ
%R BEE2~28% L R SN Tw A CT X MRI THIKH,
BUR, B BRSO3 /MEZER A b, IE &g T
IR L IS IR RS L 33 B RO D BRAZ AT WAV T
H2HH, PANIZIFRNZ: O TIE 2\,

3) /NEIMER

i) ANCABSEME R

% 564 A 3FENESE (granulomatosis with polyangiitis ; GPA,
IH % #r Wegener W 3 I i), BH 8810 £ 56 L4 %€ (microscopic
polyangiitis ; MPA), #FERERES 814 S EE (eosinophilic
granulomatosis with polyangiitis ; EGPA, [H#F7 L V¥ —HA
FFNE I M4 25 %° Churg-Strauss EMERE) 13 ANCA B I AE 212 550
END. PRMRRZ L LT, OMERICE 2D 5 I3
I, @EEMEMEEREIZT 5N, A BRORHZILIZ RIS
Rz s,

* 3 AL 9% A 3 REE

% FE MG 9 3 IEE GPA O PSR E I A IS L > TES D &
BHY, K2~50%IZ7BDHNA. FHEE LT, ORECH 5P
O PR R AT RS O KB B A~ O E R, @M I X 5%

MFRE, GEZNB L OEHENOREEMEZ, @ T EAHEGER
EOAOHFEIND Y, MEEMEE O BWIE, TR 2
T1HEHMEEAEH TS 5.

* ISR S 56 155 2%

MPAJEBID 4.3~11.8% IS HHLMFER AT 2 £ S D, /N
B OBBCIENE 2% B & L 72 i <2 i 28 o i B 3 & 1T
V5%, JREEIICEE S NG IO TR TH 5. MOl
22 L FAERIC MPALC & Z/MIAERDBHZEPIAE U2 I S i Twn b
BIsZ . MPAIZ BT 2 IREEMIE IS, iR 7 S lulsidemZi 1
DT HRRMRRICIRET % 7 4 THL D),

* PR BRTE 2 S M4 58 P 3F IR

EGPAIZBUT 2 PR E OB EIL 6~39% & h, IMAF I X
LHNAE, MAEZE, TIA, W% & 729716

4) SREMEERITMER

i) Behcetf®

BehcetJii & KBEIIR - KEFIRD & /NI F TH 4 24 Z0ME %
Bod. hACMESRZ L, BIIRINAR R BIIRSE, SRR AR E 7 &
MERZIRERT 2 b0k, BIZERE SRR L, Kk #
i, BLARES X ORISR ED»EI E NS b IR &N, H%EF
B DKL Behget 35 & 1N 5. fii#% Behget % 1X Behget % @ 5~
30% I ADND. FRRINICIE, BERERMER L Ry 58l L,
PRV E B R, i - IR, ASHEIR e EOEIRE BT 518
PEEAT RIS R S N2 2, SR SBERIARITT 2D H 5.

X SRR 2R\ RN L AL A & BN S SIS 3L T, BER D T2 il
W% - FLAIRE{& RS 7 25R b s, BIRIEZED & o il % £ v %
L, SWIAHIMoBMICAHN TH 27 [V-Cl.
Neuro Behget's Adovisory Group &, fii#E Behcet A¥%E b 11 % JiE {5l
2R LT A IR 3 i A8 RE B & UH L 2% % MRI & MR venography
(MRV) b &@ 7z MRIMAEHESR L CTn 5 [TA]

5) B—fEIRDME R

i) FERMERIRHERMER

JFEFEVEH AR AR R MMAE & (primary central nervous system vas-
culitis - PCNSV) 1350 i (2 5RE L, BiWE & B (o
i) OFI/NIB X OHREIIRE BT RMERTH . HHEH
FRITR & U CIXRFEMEME ROFIED R D &L (58%), KWTY
UONERMEIE % (28%), BBEMEMAER (14%) ONHTH Y, LIEL
EAZEIME A 4% & BT 13 6753 2 19 PCNSV &5k R &
SEBIE LT, OHEBoMEZRICESE, b LIEEEROTHEZ &
7o TR ZE CREE O SIEME AL 2 0E 5, @ HEZAMED S 13 1% o ¥
JALZ, RRABRREAC T RIS M PRI & 1 D, B B RE R A N
Ba b e WIBRERg, 25T 5 N5%. PCNSVICBWT, (31F
100% D EBHE TMRIPEFE TH D & W) MiEHH % —J7 T, MRIH
EHOPCNSVH AT B L VI WMEDH L. BEFTE LTRD
BESE VO, £%8M WMo EB L ORE THETH D,
FLAIR % T2 Wi CHEP L5, Wik CREr 2 2T 256
bdAH. WMEEEMATIE, ISR 2 IMEDOME,
IMEDFT R Z R L, WEPEICHREY»AE L S 2 L% v, BRI &5
WA DIKFEIL 40~90% & W & D IRIE VA%, FERFEEAT30% LT &
KV OHHE L & LTHIF 5N 52, Mayo CliniclZ3B1F 5 163610
AT Tl INEEZEAS81BI (54%) & bBHIEA F A 7o, Iiige
D 81T 7261 (89%) HLFEWMETH Y, ZDH HD60H
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(83%) 2SHiIPETH - 72, BHIFMMIMLIZ 1261 (8%) T, < BBET
L 460 (3%) Tholz. WEEHNOF K1) =7 AERHEIX
23% (2 B, BEERIE O REREIT L 19.5% 2780 Sz, i 3%
WMAT & AT SN 72129B10 5 H 11361 (88%) IZREHIHL AR,
ANIAE D FEFETTRAKIMAE ORFEI R &0 BEIE» o7z (91.2%
vs 66.4%). French Vasculitis Group |2 & % 60BI DN Tlx, %
b X D 5Nz O FEBIIR R O/~ B IR % O % 5 -
P - mAEA O BVEIIAEZE (42%) Tdh o7z MHSEE PR i
PEBEZEIZ 55% 12 A S, B < IR T ML 26% 12520 S 7.
B A AT 42% 12 A S, FRICHA IR ER CHEICED b
7z (60% vs 28%). MEHEREDORZIE 7B (11.7%) 122D bR,
MRAREIX77% GEAEHAE57%, @ALERRAZ61%) THh o

MR PCNSVIEEE ORI 1/4DOEEGTT I u A FikELE W7
I U4 FI4EHE, cerebral amyloid angiopathy : CAA) 2 A3FEME
MEREE) GEARO SN, 7 Iu 4 LM% (AB-related
angiitis ; ABRA) L W) KRS 774 7L LTIRAZ LN TV
ABRAZ CAA # £ 7 WPCNSV & IR CTHRIESER A <, WRFT
FLCI3 A BRI IR S s i A & P S il D SHBE A <, IR ZE 4
JED D, MO PCNSVIERKRY 74 4 77 & LCid, IMlfsisis
PE-AMFEPE (angiography-negative, biopsy-positive PCNSV), &
FECHR B D SRR e 2 R B, BT PCNSV, i
%, BEHIEPIMIN, ESEERLZ RT AR EABITORTWE Y

6) 2BKRBICHEIMER

i)2EMIUFY =T

M) 5% F—F A (systemic lupus erythematosus ; SLE)
O M #2 9§ Z 1X neuropsychiatric systemic lupus erythematosus
(NPSLE) & Iidh, mfiiuifEmz (CNSV— 7 ) O
15~75% & &M%, GHEBMRI T3 T2 5 aHEi R T FHEIC /N S < JREE
BBREEEDRL L ME SN TWE S, REBRPREBLIURET
VIR % % R0 DAEBI S 3 % %, Hi72ICNPSLE & Bl S 7z i
H ORI 60% THEFRMRIFEF % 380, FEWE RN Z & /N
BWMOBEI RS, ROTRIMER, KEMHREDOIHTH -7
Lo#ELH LY. T, HIRTAMAAERCREREZTRET LM
TMEZ B FVRURE 72 & DIERBHED SIS D IEBEILETH 5.

ii) BRIV o< F (U7~ b FINER)

MEMERART ) 7 <~ F  (malignant rheumatoid arthritis : MRA) &
L COMIME 51&, MAERED T 1 7 /A4 FHIFE & MR MR
W25 % H/NIAEOHEME R TH S5, 74707 Ui
PRI 9 R M ERAE MR 2572 & D A SN 52 I Ak d
A LERIRMICIBIMEIR 7 EASA SN 5 X H 12420, WRWIC S MG
Bezg, BENRERLBIRE 22 EA S D, BEIR 50 IR AR 2% &
A BN, MRITHBIZG > 72 REETB L ORI E T2
A5, AR AR RN TH 5.

iii) P34 F—=2 X (Hvaq FOER)

P ag F— A TIWELNOIE RPN > TRZFEEDW
B3 2H, LIS UARIMAERE L L C < N AR D il 3 2 41 5
PSR IS K2 A U 5. MIEREEIIMTH B4, MELICL-
T/MEZERIIMZ A U2 2 223 B, T2% 5l i {550 SWI T A 5
oMM E N 256 5. MR PAEIZH ) W3 5E
D P 13 5% MRI C perivascular enhancement & L TR &1 5
ZLHH B

4. PREEFENER EDOERNEET BKRE

Mz HEDLELIRLE LT, MEL IMmMOADE, BEOEEL)
R, KREEAEREOUAE R EXZF 5555, R CldZw.
R Eofpg A L LCid, RCVS, MAFMEN) > /58l A7
S WM B 7 E SR T 2 Y

[COIEHR]

FHHB—R 2L

EA FM: E-=HAsE REEEHKASE, T-T4%KH
=1t

X [
1) Kiiker W, Gaertner S, Nageke T et al : Vessel wall contrast
enhancement : a diagnositic sign of cerebral vasculitis. Cere-
brovasc Dis 26 : 23-29, 2008
Mossa-Basha M, Hwang WD, De Havenon A et al : Multicon-
trast high-resolution vessel wall magnetic resonance imag-

2)

ing and its value in differentiating intracranial vasculopath-
ic processes. Stroke 46 : 1567-1573, 2015
3) Shimoda M, Oda S, Hirayama A et al : Centripetal Propaga-
tion of Vasoconstriction at the Time of Headache Resolution
in Patients with Reversible Cerebral Vasoconstriction Syn-
drome. AJNR Am J Neuroradiol 37 : 1594-1598, 2016
Krings T, Willmes K, Becker R et al : Silent microemboli re-

lated to diagnostic cerebral angiography : a matter of opera-

4)

tor's experience and patient’s disease. Neuroradiology 48 :
387-393, 2006
5) Abdel Razek AA, Alvarez H, Bagg S et al : Imaging spectrum
of CNS vasculitis. Radiographics 34 : 873-894, 2014
6) Jennette JC, Falk RJ, Bacon PA et al : 2012 revised Interna-
tional Chapel Hill Consensus Conference Nomenclature of
Vasculitides. Arthritis Rheum 65 : 1-11, 2013
Kato Y, Terashima M, Ohigashi H et al : Vessel wall inflam-
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7)

Magnetic resonance imaging : association with disease distri-
bution and activity. PLoS One 10 : e0145855, 2015

Maeda H, Handa N, Matsumoto M et al : Carotid lesions de-
tected by B-mode ultrasonography in Takayasu's arteritis :

8)

“macaroni sign” as an indicator of the disease. Ultrasound
Med Biol 17 : 695-701, 1991
9) Furuta S, Cousins C, Chaudhry A et al : Clinical features and
radiological findings in large vessel vasculitis : are Takayasu
arteritis and giant cell arteritis 2 different disease or a sin-
gle entity? J Rheumatol 42 : 300-308, 2015
Klink T, Geiger J, Both M et al : Giant cell arteritis : diagnos-

tic accuracy of MR imaging of superficial cranial arteries in

10)

initial diagnosis-results from a multicenter trial. Radiology

273 :844-852, 2014

Siemonsen S, Brekenfeld C, Holst B et al : 3T MRI reveals
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AJNR Am J Neuroradiol 36 : 91-97, 2015

12) Khan A, Dasgupta B : Imaging in giant cell arteritis. Curr
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13) Hernandez-Rodriguez J, Alba MA, Prieto-GonzaleZ S et al :
Diagnosis and classification of polyarteritis nodosa. J Auto-

11)
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14) De Luna G, Terrier B, Kaminsky P et al : Central nervous
system involvement of granulomatosis with polyangiitis :
clinical-radiological presentation distinguishes different out-
comes. Rheumatology (Oxford) 54 : 424-432, 2015
15) Yokoseki A, Saji E, Arakawa M et al : Hypertrophic pachyme-
ningitis : significance of myeloperoxidase antineutrophil cyto-
plasmic antibody. Brain 137 : 520-536, 2014
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of Churg-Strauss syndrome - a prostective monocentric
study. Eur J Neurol 17 : 582-588, 2010
17) Albayram S, Saip S, Hasiloglu ZI et al : Evaluation of paren-
chymal neuro-Behget disease by using susceptibility-weight-
ed imaging. AJNR Am J Neuroradiol 32 : 1050-1055, 2011
18) Kalra S, Silman A, Akman-Demir G et al : Diagnosis and
management of neuro-Behcet's disease : international con-
sensus recommendations. J Neurol 261 : 1662-1676, 2014
Salvarani C, Brown RD Jr, Hunder GG : Adult primary cen-
tral nervous system vasculitis. Lancet 380 : 767-777, 2012

Haji-Ali RA, Calabrese LH : Primary angiitis of the central

19)

20)
nervous system. Autoimmun Rev 12 : 463-466, 2013
21) Salvarani C, Brown RD Jr, Calamia KT et al : Primary cen-
tral nervous system vasculitis : analysis of 101 patients. Ann
Neurol 62 : 442-451, 2007
22) Salvarani C, Brown RD Jr, Christianson T et al : An update
of the Mayo Clinic cohort patients with adult primary cen-
tral nervous system vasculitis : description of 163 patients.
Medicine (Baltimore) 94 : €738, 2015
23) Boulouis G, de Boysson H, Zuber M et al : Primary angiitis of
the central nervous system : Magnetic Resonance Imaging
Spectrum of Parenchymal, Meningeal, and Vascular Lesions
at Baseline. Stroke 48 : 1248-1255, 2017
Scolding NJ, Joseph F, Kirby PA et al : AB-related angiitis :
primary angiitis of the central nervous system associated
with cerebral amyloid angiopathy. Brain 128 : 500-515, 2005
Salvarani C, Hunder GG, Morris JM et al : Af-related angii-
tis : comparison with CAA without inflammation and pri-
mary CNS vasculitis. Neurology 81 : 1596-1603, 2013

Bertsias GK, Boumpas DT : Pathogenesis, diagnosis and

24)

25)

26)
management of neuropsychiatric SLE manifestations. Nat
Rev Rheumatol 6 : 358-367, 2010

Sarbu N, Alobeidi F, Toledano P et al : Brain abnormalities
in newly diagnosed neuropsychiatric lupus : systematic MRI

27)

approach and correlation with clinical and laboratory data in
a large multicenter cohort. Autoimmun Rev 14 : 153-159,
2015

Mrabet D, Meddeb N, Ajlani H et al : Cerebral vasculitis in a
patient with rheumatoid arthritis. Joint Bone Spine 74 :
201-204, 2007

Bathla G, Singh AK, Policeni B et al : Imaging of neurosarcoi-

28)

29)
dosis : common, uncommon, and rare. Clin Radiol 71 : 96-106,
2016

Molloy ES, Langford CA : Vasculitis mimics. Curr Opin
Rheumatol 20 : 29-34, 2008

30)

V  hiREHEME X ORE

&I

AR AR (central nervous system ; CNS) (24 U 4 4% 4213,
WEFETE & FEEMEIC T 5D (Table 1). B2, HITHELIR %,
Behget i, % &\ o 72 BRI ZOFMERE LTAHELD
O, Mk EOBRGE, 4T 7= =7 A (systemic lupus
erythematosus ; SLE) YNV I K=Y A Lo 2B EBICE
ILDONHDH. —F, TOX)REFERBE LD bR w—HL,
JEFEVEH KA R I %5 (primary central nervous system vascu-
litis ; PCNSV) & I:-#5 X 71, 2012 4E @ Chapel Hill Consensus
Conference Tid Hi— g% 1R § 5 14 % (single organ vasculi-
tis) O—DIFFEN TS

PP AR L R OEFR I, SRR EARTH L. B
Yitr, BEERBOBBEZLITLTT). 2612, ABREATaA
FHIRLRIEINHIZEC X o TE L 2 G IHEICO W T  JERNI 5K & il
U5, #hrEibmrEns LIPENREes L 22LdHVZHDT
HEPLETH 5.

1. AEEETOEMHEICET RS

1) BIBEE X701 F&l (corticosteroid)

MERGHFICBITAE—-RIRIETH L. BIEHE LT, HERME,
JRAWE, ALV, AR, A HLERRE - MR AP, e,
FEIBE - ONRE, TBEREIERERI S, MRE LT, HILMHE

Table 1 fit¥EM: CNS vasculitis % & 729 JE K

PRI 3

Varicella zoster virus, HIV, hepatitis C virus, cytomegalovirus,
parvovirus B19

GRS
Treponema pallidum, Borrelia burgdorferi, Mycobacterium

tuberculosis, Mycoplasma pneumonia, Bartonella henselae,
Rickettsia spp

TR &
Asperigillosis, mucormycosis, coccidioidomycosis, candidosis
Cysticercosis

A PRI %5
Wegener’s granulomatosis, Churg-Strauss syndrome, Behget's

disease, polyarteritis nodosa, Henoch-Schonlein purpura,
Kawasaki's disease, giant-cell arteritis, Takayasu's arteritis

LA
Systemic lupus erythematosus, rheumatoid arthritis, Sjégren’s
syndrome, dermatomyositis, mixed connective tissue disease

Z DAl

Antiphospholipid antibodies syndrome, Hodgkin's and non-
Hodgkin lymphomas, Neurosarcoidosis, inflammatory bowel
disease, graft-versus-host disease, bacterial endocarditis, acute
bacterial meningitis, drug-induced CNS vasculitis (cocaine,
amphetamine, ephedrine, phenylpropanolamine)
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PHRHEE, AR AR A — NEF L E OV G IIRENICEE T
5. BAYEE AU L7chE, NMEROHRTH 22 HWITEET %
2D L. Mo HARIERGED L Wiz, HERERGETIEC 5 #,
Za—FVAT A AL, YA ATl EIERET S AT
T A NI E H IS REIHISEO GRG0 0 5 b,

2) Cyclophosphamide (I > K& >°®)

R TEMAE SRR WEEHITH D, DNAZ T IVFALL T
DNAOB#EAZHEL, Mgtz 7269, MR, IhiE, &
FEZ NIRRT 5. T/, ARIEFI O Y AR & R L <
INMPEREE 2 2 BT 5720, BEHRIIKGERES L, RPEE
ZRMICT 5 & LI, MBEEREICBEL T, PHEELLT
mesna (7037 FH ) 2575, BE5EI5~10g %
A5 EISFRMEAIINT 4. F /2, K - INEREEICOER T A, M
BRI T B HRBES L V20, oAV T7r—AF- a0t
VNERELZEDPEIOONG.

3) Azathioprine (1 ALZ>® F7HZ=1®)

T CREEEHETD . BG-GB MERRA, SR &
ORERICIERT 5.

Allopurinol (FFA4 TV v 7% & OFEH CEHHIIHISE Z 5729,
PRI ARH & 1/4~1/2 0 IHm T 5. RBGEIGE X, OFR
i, @BAIRHERISIH TH S, 1THEE LT1~2mg/kgM Y=
RIS 35. B, ERICK DV EEMBETRETHADV1IHE L
L C3mg/kgZ MR 2\ L HITT 5.

4) Methotrexate (XY hL ¥ t—K® UDITRL YT RX® X

FL— %)

FEREYETH L. —BITHEHNRTIEZAR L, #Hi1~20 (3,
&) ONRTHEG-ENE NS, KENIRT BT D 5720,
THRAEH 21362 AU LORENB LI TH . FHFREIIHREE
W3 MBI, T 5 LWETIHETS V. ERRAE L, B
B, EEE OBAGE IS LT 2 2 L% v, BRI 79,
AHNOIMAPPEEAIEINT 5720 ThH b, Tz, FARAEHREITIE
BEeThDH WEMEMEORIEH OIS, JEEEB RIS
VBN 223 2 BTl T 5. S, WWREHEED B 2 REH]
TlE, 22—V AFAMESEGHTLI DY, KEHIZE-D
T NA Y OWEE ATV, b E IR Sulfamethoxazole-Trimethoprim
(ST) N7 #®28e%M30) OFHi¥5%179. ZOYAE, metho-
trexate & trimethoprim DM FERI R 23D 5 728, methotrexate D &
ZWMCHLEDND 5.

5) Mycophenolate mofetil (/L7 +®)

T ARHTEEHEE T de novo Bt 2 BHE L, ) /7 EROIBEGI % IR
SIS 5. IEE AR DI OGO PRl &V — 7 A B R AR
WIS THY, MERICHCDEAEE, THRA4AV7r—2F-ar
Y MHPRETH D, BRMEFER ARGEORIVEH 2 e ST
By, MRS 2WTEEEDO S 2 XTI TSR ET 5. 5
TERE LT, T, BHEAE HER WhofE L, BE,
ON%, BBELME STV,

6) Infliximab (L X4 —K®)

Jif5e 33 5E KT (tumor necrosis factor, TNF) FHESTH 5. B
R FICEWIBEREIRENTEY, 20104E0 Y ¥ v FH¥&H
RIS IR 5 o R S w52,

PR LS D A OIS I, A7ua A R,

ISR TR Z L WEAPI COMARERICE Y 5. fHICHz-
T, RBESACTHLE AR T ZTHICA YT A=A K- Ty
Y bERAT). BEELAERZIGBRIGEN KDL L, FRICRHER
HMREHFED X 7 ) —= ¥ Z @3 RPETITv, W2 #EL 5.

Infliximab D G-I T DY) Th 5. T 9 EMARKITER
L, HRE1kgdH 72 3mg Z#EHEIC (QIFRLLE2T ) AT
5. WG, 2%, 6MMBICIEG L, Ltk SHEME TS 2 ik
WA, 6HOBGLIE, EATE, TR AES L 7SI
1, BRI 10mg/kg F T O E & iR 4 3 ) F Che G B % JR
THIENWTES, 72720, #H5HEZEMT 55413 6mg/ke %
LRET 5.

7) Rituximab (UY X4 >%)

ik b CD20E/ 7 u—F ViR, ThbboFEEHRES L
T, PiASAF - Sueil & Ao S b, SIS S W3 IE
iE, BAMSEMZ SIS RICEINE AT 5. BEIFLY 4 v A G
WHWG 2 ESIEEIHRNC X o T 4 v ZDSIH AL U BIRE T 96 % T e
BARELDZ LDV EEILETH .

105 375mg/m? % 18 M MM CREEHE S 5. AEFANKE 221X
5% 7" F o BHEGHEIC T 1O AR LM 5. mE&KICH
LA ORI GMEL4MTH A, Rituximabll L b =2 —F ¥
AF AMEOIIEAIWE SN THB Y, FAlE LTSTEH% TS
5. MELREGRCIEE Z2WEEELND 2 720, MHiEHoNy
N4 T, SGERER, BEE A7)y, RIBRELTEA N
DA EIEZ T2 1T, 5T 5.

2. fEFtEmeE X

1) RIEEENARK
BWHO Z K, TEZRETRINCEIEREA T 04 FElokS %
Bt AIV=C1® WREFFICTR L 22 a 3R 2. 72, Ao
Kb BY6, K2R C720IX8E, &5 Wik v AFRE % fifT
T5. BEMICbzo CRIBKREA T A FRIOBRS 2L EE kb7
®, W5 methotrexate Z L, A7 04 FOREZIIN5.
Prednisolone (PSL) 1.0mg/kg (K 60mg) THIET 5. ¥
W Gt % 3~ 4 ARk, ERARAEIR P JE < — 7 — & RIS I
5. 20mg/H FTIE2MTLI210mg T2, 10mg/H FTIZ2:HZ
Li225mgd o, ZNUKIZ4HT LI ImgDN—ATHAET S
HMeFFRIE 10mg/HULF & 3525, £ OEPIIRIEREA T2 A F
OIEEERTE Y,

Methotrexate DA TH Y, GIHELR ETRIBREA T 0
A BRI 2SRRI E R 2 98B H v B [IVD-B]®.

EHET7TAEY YIZOoWTIE, BIlEA XY M2 FPRT5 &0
O & AMEERO RV EV)WET 2B L. ME OIREZ
BLzLET, i) A2 Lok eEz THTT 5.

AW (A OFREILFED ST w v, Infliximab i & 4 5
FRAEFFIED & 44 BTG L 725 CRIHRDSRO SN h o 72720
T 5[IVb-DI.

2) BRR

SHENRSS Z DOz - IS 5 EME & 2T 2 %0
FAR AR IE R B IS NI AT F CIEE O RIERIR & £ L 2 Eh
BARWTH L. WMEFOEIHHIEICOWTHPSLMIIhTnan

HHICIE, EIERE AT a4 FHAWEE, cyclophosphamide & A
a4 KOG, K& methotrexate & A7 a4 FOPEH, OV
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Table 2 European Vasculitis Study (EUVS) TO A7 aA{ K& 7a F 32—

08 138 238 358 438 638 838 1238 1638 | 67 H | 12-15% 1 | 15-18% A
PSL 1 0.75 0.5 0.4 0.4 0.33 0.33
mg/kg/H ’ ’ ’ ’ ’ ’
K 60kg
2 60 45 30 25 25 20 15
(mg/H)
PSL
15 125 10 75 5
mg/H
NHPHEIRE N5, 4) ANCABEMER

MAEHE L LT, PSL0.8-1.0mg/kg 253545, JiElk, KIED
E, A, A B LT 5[IVa-Bl. =% 3~4
GU, BERRAEIR & SR T W o gs 25iE 72 & AuXiig 3 5. PSL
20mg/HUL T2 5723w s DR T 5. A704 FHlkox
E7F v A%<, PSL5~7homg/HZiifFms 5. WoAT0
A FEEEIZSIESFALICE R 7225, MEFRFE A~ 2 B ERD L
TIPSR OND 720, EHHIZEOIH O 5N 5.

TEEPIHISE & U CHRBEIE A 5 D 1E, cyclophosphamide &
azathioprine Tdh 4. Wi, EWFAHNBAPER)TH 72L& v ]
B LB DA, THLHRBEINTH 5.

figitr & WEGR 9 2 IR ICPAZEVERE 2 & 0F9 5 &, RILPEOEER
22 SHET % 7280, ZOFFi%x HIYE L Caspirin, clopidog-
rel, cilostazol % & OHUIM/IMEEE % £ 5- L T H L W[VI-C].

3) HEENMES REIRK

FEHITEL RS (polyarteritis nodosa : PAN) OIEFEME: I 4%
&, BIEIR, BIRE, Mz AU, SEICPRAREERE & T
FHRAROEBTH Y, BWitRIEHER 2R 2 e e i A3
$TdH A. Cyclophosphamide |ZEZ AT 7280,  FRALfEE IR
ZPE9) B3 E RN & LT eyclophosphamide % H1U G T % 3. C
L. BMEI R TR X RS AR %, TR S T O A
FEREIC L > THBZRIC. FEIE LCRITREA T A FRlo4
G52 0EH$ 5. [HEIEO BRIF &Y 4 v AEHBITIEX, B 4
WASE R VTG L, SREHHRFREICEA U igtilia 179 .

TR AR 55— RUT cyclophosphamide TH V), [ EHF
B (=Y FFH 2910 300~1,000mg, 4BM & ic6l) % ilAa
B[IVL-C1]. #EAR+5OHEIE, ¥ FE¥ U5 (50mg) 1M1
FEATHIM X DL, 1H2MZEHZS- 3525 RIEHHR:
DTHEEEET L. MEFICATEA FOREES (PSL 05~10
mg/kg/H) %ITV, RALTHOREZO5bTATOAL FOv
g (A F )V PSL 500~1,000mg/[Al/H x 3 H 8 % ki &%) %17
9. Cyclophosphamide {G#EICHIED &, rituximab (V7 ¥4
V{E1II500mg B 1% FH 4R ENE) PS5,

W fRAEFER: ¢ Cyclophosphamide @ BB 53 BEIMEHA A% 72
O, TOHEGME 6 AU E 3 5 VI-C2]. Eff A% azathio-
prine (£ 45 »*%) 50-100mg, 451, F 7ziEmethotrexate (A b
L¥t— ) 75-15mg, 471-3, B1-2HONRANY Y HEZ 5. A
7HA FIZPSL 10mg/HET & U, #ERHRFEIZ12-187» HkHiT 5.

L3 27 19 W2 BU i b 2R B $T 4R (anti-neutrophil cytoplasmic
antibody, ANCA) OMBLA R E L, MEIIR~MEIR L~ 05858
% &7-7. ANCARBEINGF % (ANCA-associated vasculitis, AAV)
LRI, BMENSL BN K (microscopic polyarteritis,
MPA), %5815 &M W3ENERE (granulomatosis with polyangiitis,
GPA), IFMEERIEZL 56 1MAF 9 W 3FEIE  (eosinophilic granuloma-
tosis with polyangiitis, EGPA) 2% i 5. AAVIZHHRKAIFEIZ D
KIS MR AEZ AL 5. PAHRERE OB 2 »Was,
WA BE S, P WA ATEYE, e, BEGRREE 2 EE2 IR 5. 6%
E, W R 5 00)) % ERREE AR L, IR & EITER 08T
Y ARF R IR D 201250 T TH 2 5.

PR AHREE - AHTAAVICIE, BIIAF 94 F (Img/kg/H)
12Nz T cyclophosphamide (#%1-12mg/kg/H F 721X R #HF 15mg/
kg% 2-3 W L) O HESE SN BMI-B|. Cyclophosphamide
ZREOTHW 254, 2mg/kg/H (& T200mg/H) % 3» HH#E
59 %. 8n HTEMIEL 2 WIEIXERIET % £ TR TRk
T 5. BF%IE 1.5mg/kg/H 2= $ %. Cyclophosphamide D&
BHEIMIE6r HEBA WL HICT 5. 37 HORRE A#ER
(ERAEN A1 3-67 HUWN) IZTEMMERRIEA~RITT 5. 1
REETHW %A, 15mg/kg WEEER G R TH 5. Fin - B
FEWID U CIRET 225, 1MHEG=51,500mg 2 2\ X 9127
L. GBI Ol E 23 TRk ERRT 5. KAD3
IE 2T L1247, ZO®%IZ3EB EIATH . ok difimdiz H
e giuer AMOGENTbNS. O, FEOATEA N
WY B, TORETO b a—-VICREROEL T BHL. BET
T2 European Vasculitis Study (EVUS) ToOE7O s a—L %
RY (Table 2). FEEIZIEX, ThIDBW-L ) LT L&
AEARE

PP R B8 A #% 1% azathioprine, methotrexate, my-
cophenolate mofetil 7 & @ S ¥l #] % B L > >, PSL 5~
10mg/HZ2$5-35. WOFTATUA FEMETXENLEMETL
7RIS K B &, 120 ARNICA T B A Fa ik Lz #Eo ks
48% I ILBE L, 12% H1%IZPSL 5~75mg F 7213 22% H%125mg ¥
TR S N OFHRETIL14% & HBIEK - 720 L7zdi> ¢,
RIS 2704 FRRIZEHELRE S 2 280835 D, EERR
FMBIEATR YD 5N BII-C1].

5) Behcet#®

4% Behget 1X, T XTOH A ZOFIRICIIEZ £ L, Mtk
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AR BRI 2 IS 5. KRS IR & 59 % ik 8 Behget 13,
BRI 28, SASRNIEJCHESREIR, SRR AR 72 & CRMFRIET 5 4 A
T, BUHETHEOREEY L b008H L. HBEITRAGE, KR,
RSB 2 IR RAE SRR E TR ORETIHBIL, A7uq
F, cyclophosphamide, azathioprine (Z3EHTPEE X, K] me-
thotrexate VA &) & S %12

MR E LT, PSL Img/kg/H % 1 H 1~2 B2 501 CTHh- L
BIRFAWNNT 5. RRATHLRYEICE, #HEA T2 28V A
#1: (methyl-prednisolone 1,000mg/H % 338 H) ~Uh #Hz, b
%\Wiinfliximab (L 37— Fii) 2673 5.

18 MEHEFT RN 1X methotrexate (U~ ML v 27 Z) 2mg1H 3~8
H TN & 2N TG T 5. W OIL-6%E1E=% Y
Y7 U1Tpg/dLUTFIC%2 % F Tk K16mg T THET 5. AERAT
S OA I X infliximab (L 27— FiE) 20007 5.

6) BERICAESIMEFR

REBGHRIC L 2 ER S L ME SKOIEEHRE L LT, SLE,
RA, SjogrendEfiEd d 5. KRR & U CHBtE R O
Wt PHERSROMAF ICRELZER T LH LN, £
A A FEA MRS W I AF R 5E % 5] &2 297, SLE Tl lupus anti-
coagulant R PV Y IREPIARIC X 5 ZERPEMZE 2N 2, Libman-
Sacks BLLNBEZIC X B DEHENEREEZ G T2 L bd b, £
7B T, AR IR A PE SR B  (thrombotic thrombocy-
topenic purpura : TTP) Z&0E945Z L DR R0,

BFEITHEREANORFE L LT, —#IZ warfarin iZ & 2 JustFEH# %
i HV-C1].

3. FEFM AR R I E R

AT 2 DS 7 — 7y D &R 2RI ThbhTwi
VRIS, AR SICAT O EHR D BT [ ERE R b
EAELASE] o070 b a— VC#E L THBEN L. EAIEE
FE A 714 K& cyclophosphamide D7$)V AL TH 5. HITIZH
BRI T 2720, FHANEIEIZL -2 0 BT 5. fFICAY
uAn—% (fMEdE, MRRLY 7)), UrvyFT (F7X, vy
F— LFLBERY), 4 VARG (IFREE, A b xAua, HIV) &
JE Ve i AR R LAY 4% (primary central nervous system
vasculitis : PCNSV) #O % 2920 THENILETH 5.
Septic vasculitis & £ U % &4t O AR 261X PCNSV & #ERI IR HE 72 &
DB L OEBNIRIE R EAT T4 FAIDSHAM TR %1,
PRL 781203, S ERETLE’H S, T OHIREFRIT25%
B LY, HREEAOEMGTHRIIARTH L7200, PCNSVEWHIZIE
HERCERBIZIRO 5N

WMIGERE LT, —MIZPSL Img/kg/HSHW SRS, ZhRIC
Z LW, cyclophosphamide 2mg/kg/H % #f 3 5[VI-C|. Cy-
clophosphamide @7V Z# i) (0.75g/m?*/ H % 6 7 — V) % B#INT
52 lbBHDD, NIREEENRIECYD L 0EAHTH 5.

RIEIIHIFEENC X 2 BIVEH O FEBRIEA S VAERI T, azathioprine
1-2mg/kg/H, methotrexate 20-25mg/3, mycophenolate mofe-
til 1-2g/H OWFNADRINE NS, FH GO R O EFIIAH T
HD. FERHEFFE T12~18» A ORRBLAFEZ L L T 500501

SHGEITEICEIEORBZ L 554 TOTFRHRIIARTH A, B
WO ERE, HEAT T A K29V A (methyl-prednisolone
1,000mg/H % 3# H) & cyclophosphamide # Bi#H3 4. A7 w0 A

RV 213, WBIEDE L TR —VikAa . HEIRPUENII
L infliximab'® % mycophenolate mofetil (2g/H)'” 254 %TdH -
T2 OWEVD 5.

BHSURTEIL CNS vasculitis DA X > TEZL L. NERD)
REGET L5 4 71%, SRETHEOREEL LD, NI EZHY K
LB 2imliz & 5 2 % Wv. A7 A K @aEiflsEz guy
TR A E B ICHGT 5. —F, MEEFEICHEET LA T
(MRI T2 W] 2 MRS 3R 5 e %4F) %, cerebral amyloid angiop-
athy (CAA) BAEMEME RO S 4 7%, HHCISKR LiEEd E
Vi, A7 a A NSRS CTHIRSIIFTE 5.

[COIE#R]

FERZ  BAN—Y Y H—A 2 TII\A LR, F—=f#4%R
2it, BU=28EGAST, 77 F—HAet, TURNLYA
Y—X274 TR &t
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