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L ®IC

1% %¢ (vasculitis, angiitis) (3R IME 5
(systemic vasculitis) & & FFE, KEIIRAD 5 F
MM, MFRIR, KEIRIC A0 3 2 8 BRI
RIE % R TIRBORHBTH 5. M RDOHFHIC
B L CiZ, 1994 412 Chapel Hill Consensus Con-
ference (CHCC) THIRR &I D EFD LS
B2V, 2 OCHCC1994 (X Pusf kMl Z Ptk
(anti-neutrophil cytoplasmic antibody : ANCA)
ZHLD) AN D % EHIY R8T, HERP TR
CHWHNTE 7225, 2012 4ER A H e B HE
RWEMDH -7z (CHCC 2012)?.

ARG TR MAE RIFZE O BB A O T, BE
L MN7zCHCC2012 DE IO WTHRN, S 51
ANCA BI#LIM4S 96122 C, IRICANCA M E B -
BIROBPTHABICONWTERLT 5.

1. MERXE L

MAEE, EHICMmE 2 ESEXRETH DL, &
ZA%, MEFRTIEIRI-AIRT X H 1, mE
T N SEAEMIIIE A3 LI A BE D 28 M e BSE %2
FlakR 9. BHIMER T, ZOEMIBIZMNE
WCEEAE LN & B LA o fske 2 47 < (14 1-
B).

2. MERDFFEDESE

1) CHCC1994 LI#i

BI2IZRT X9, MEROMEIL 1866
AE DKussmaul & MaierZ & 5 #% B P B R 5 PH 5
(periarteritis nodosa) D¥REFIZUE T 5. 1903
A, Z OFGEITEBIRE PH 2 B IR 0 JE PH T3 2
M ERICRIESBDOND T L X0, HEH
M2 8Bk %< (polyarteritis nodosa) & W44 A2
a7z, 5121923 4F, MEEiTEZ HEIR %1,

HRRRFH—AF (B - U 7~ FBEHNED

110th Scientific Meeting of the Japanese Society of Internal Medicine : Educational lecture : 5. Recent advances in vasculitis.

Yoshihiro Arimura :
University, Japan.

First Department of Internal Medicine (Nephrology and Rheumatology), School of Medicine, Kyorin

AL, P25 HE4 A 12 0 (&) TR - BERE T 1 — F A2 TITb iz,
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A NERIERODIIE R B : AERAEMMER
MEBEANDRTE R E R MERREDFRERE
MEEREDZIE - $BIE - Wi EfMmEEE (4)

1. MER (Vasculitis, Angiitis) D#BFFR

TR BIIREI A
(1866, Kussmaul& Maier)

TEEM S HBIRA
(1903, Ferrari)

PEREY, ERMERAVZ FEEDIRA
(1923, Wohlwill)

» Wegener PISFEEAE
(1936, Wegener )

7UIF—
> RIS
MmER
(1951, Churg & Strauss)

IR —
(1967, Kawasaki)

—> 1982 4 | ANCA DFER

v v v v v

1994 CHCC | IBA  REMSRMIRY Soansy  omg oUoUSS  Wegener i

v v v v v

- v IEERR FEIRIESRMERNE  — SRIMENME
TEENME S FEENIRA SRMEN NEER PZFREAE

2012 : CHCC |

CHCC : Chapel Hill Consensus Conference ANCA B:EMmER
2. fEREMEIREER ZERERE UleERNBRMERDKREBZDEE

PIRAYICHESR T & 5 M ICSIEDSE & 5 ARG TRGE, B &I SRR A 25 A RR B IR
Z3EEIRIC L BERSE CO A MBS K ZMERTE 5 HBAWegener A ESE & U CoOBE S, F 720G
PEMEBEZ BRI sz, ok, |k - B T ERERIE N & L O WEEMEMEmE £ L LT
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BRMERRISHINER

Y
Wegener REFERE, Churg-Strauss fEl&ET

-
LFEBIRK. )IIBw

J

N

Y
RITESPIRSK, SLREIRK

X 3.

t

ANCA BhEMER

—REMEROMERICKD4E

(Chapell Hill Classification Criteria : CHCC 1994) (3CHk 1 HAGER)

Churg-StraussHEMERE AV B L 72, —5, 1967
FEIRDE D NIFEVET/NRIZE S REL, KF -
FEEEIR & & IR 28 % ok 34 S PR 75
A L, JIGHE & L €2 05 BB EAHET L
7=.

KIIMAE JEOBEEL, 1908 AEFRASE A S DH
HICHE 5. IRRHETH 2 &2 NI kEdE
A U7 W CTIREICEEIRY & 2320 5
SEB) & s L, I RENR & 2 D5k 22485
BELTEHERETHRING X H 124k ->72.1931
42K El D Horton 5 (S BHEN IR 12 JE5E % 726D % i
FREZMEDIREE LT LD 2ok, Ml
HBDAR 2513 KBIIR S22 D 43I 7 & D BIAR %% B 72
LI E, WEEHRZESLZVWEELH D52
L, WEAWICEMLEROZ 2 b h D,
ERTaPEBIIRE & BIFRREN D X H 1Tk o 72,

2) CHCC1994

BJ2 127”3 & 5121982 4, Davies” 512X D
Wb B 20 BHEMEFICANCADFER S .
F DB ANCA X Wegener A SENERE DSWH A H
&, MEROIFREICEAG L TWDE I LHH
5T o728, T AR IMAE S SE I3 TR e
BOLTHERR L, 1994 4FKIE ) — A a1 FMNF~

2384

& 1. ANCABRSZEMERD 3 KEDEZH(CHCC
2012) (k2 x9)

LRMEREASFELE (GPA)
BE, FEETROREZREET DRI EE
SRAE C, E[c/NAMEN SHEIME (B X [SEHMmE,
fMEAIRE IC S HBIAR, BIARZ L CE4IR) BEEITD
%%E‘I‘iﬂfﬂ%% BRI BRIGIERBICRSHD

YFERERIE S HIMEXRMARTFIEE (EGPA)
FERIR CEOEIBMEATFEMRIE C LR L [FE,
Fo/NEMENSHEMEZEBEL, KREFERIK
BHEZEMHD. ANCAFRIREBR NS DEFIC 558

BEMERIZHIMERX (MPA)
REREZEEEFEEANERDBEVETFEME
K. EL/NAME (TEDOSEMME, MERR =
fel&iEniR) Z2d. RIBMEMER(IL/NASIRh
RHIRICHRD D CENDD. WIEMEARIREB K
FBICLLHE5ND. MEMOEXRDULIELIFED
D. AFEERNIEIFE UIFL).

F | REBIZCHCC 1994 MERHEICHc(CBEE SN
B Cdd

AV VT RIS RO 5B % EIRS S
0SB X 7z (CHCC1994) V. CHCC1994 T,
DI RICHET 2 HFEOER, QOFIMEFELDOE
F*, OGMEFRICX 2 MELOFEIITDNI.
F 7z, BAMSEMNZ BRI, BIIRZZTT%L
Bk D BEE S5 2 & X0 BTSSRI %
EWVIIRAICEE SNz OBEMEENS S
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Wegener’s granulomatosis
= Granulomatosis with polyangiitis (GPA)
BHAERS | SRMERNERFEIE

fRPaE
S

FRODSEER ()

WEER R (A EfSIS
BEDHEE (4

)

4. Wegenerl§EHEEDRITEE (CHCC 2012)

CSS = Eosinophilic granulomatosis with polyangiitis (EGPA)

EAERS | IR S S AR

PRI
BRI
NEFEYA B ()

OwW>

K 5. Churg-StraussiEREDRZFIRZE (CHCC 2012)

BRI 3, R1IRT XIS, BMIME A £ %
eI & L, PRIOMESEEL D 2REL
LCEFE Nz, —F, SIREIREITMBEIRLL
T DIMAE R SR ERART K % D 2V ANCA BT
ORRIME R LTSN T2, BMEENS
FEIME %, WegenerPd # JJESE, Churg-Strauss
JEMETE D 3 BT ANCABYH I 45 % (ANCA as-
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sociated vasculitis) & LTF&dohiz. TD
CHCC1994 (Z T d FH W 51 5 E K55
ey, FE6E - BRDIZE BRICKE g8
527,

3) CHCC 2012

2012 4, CHCC1994 %~ 5 18 £ DR D s
ZRE AMAERICE L CW%, 08, REDOE
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Henoch-Schonlein purpura = IgA vasculitis

HAGERZ | IgA MER

A mEIRD 7T/ rz ()
S LR
L PATMIES (G FORRE)

6. Henoch-Schénlein purpura®&#Z%E (CHCC 2012)

Fe EOYCENEEDM T DI 2013 4EI2FER S /z?
(CHCC 2012 : Brkk7Ze & 12 A EOEM » HAD
LI KR FEEBEILAEDZIN). CHCC2012
IXZEARMYIZIZCHCC1994 # 588 L T\ 5 28,
KOVPOBEZELREHEP L ENT/. DTICELRE
I ZRRD.

OB ET @ A% %5 L7295 (eponym) 12
DWTHRE SN, JREZHEYICETIHANDE
FEATHE L7z 4~6 127" F X 9 IZWegener

granulomatosis (WG) #SGranulomatosis with

Wy

polyangiitis (GPA) |2, Churg-Strauss syndrome
(CSS) #*Eosinophilic granulomatosis with poly-
angiitis (EGPA) ICEH I N7z, ThITX )k
LIZR$ X 9512, ANCABYMIMAE & 3 B,
microscopic polyangiitis (MPA : BAEENZ 5
M %8), GPA, EGPA& Wi h b HiEDO %D
polyangiitis (PA) & WS HFETT Lo 5 N7
% 72, Henoch-Schénlein purpuraldimiEIZIgA
DOBEGPHEFETH D Z & X IgA vasculitis& \»
PE L INMY L R
FERBOHAFTERACE L CHENERS
M, GPAIZWHFIIES EHROMELTH L Z &
X ZRMERMEANFERE (K4 12, EGPA

B:IgAZRE (HITEE !
XY VFD LB RO—ERIRIE
FEHIMEEEC IgA DIEZRDD
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ESois

C: &3 (Bmb :
ASARFETEEBLTH
BE UV R

IHFEEERIZ I 2 A L O L IME R ENFETDH S
Z & X0 IFRRERYEZS 58 MAE 1k PO 3 IR AE 12 TR
WZPE Sz (KM5) (HAEFSHEERER).
IgA vasculitistCB L TIZIgAIME %5 & v ) 4
LM ST B (X 6) (JE 5748 HER ML LA 267
FATZEIE 2013).

M, KBMAE D0 E > Th 5 EMET:E)IR
41, CHCC1994 ClxEMMAutEBIIRSe () 5HE)
PR%E) LIRS LT 7228, CHCC2012 Tl
BRSSO 5 HI I S L, B Re Bl AR 41
m— 7z,

@IEFEDEFK : CHCC2012 TiZCHCC19%4
TRIBESN-MEFEOEFRE LY R L
Thb. Tibb, KEMEL [KEREZD
TS, Z I3 IR, PRI %=
[ FEIRZREIR & 2o F o8], ARmE% [h
SENEIIR, AEHIR, EMANME, MEIR] & ek
L7z, BARMICIE, R EREIIR, SHBNIR,
LB, KBREIARZ: A2 dE L, R I3
BhR, EEIIR, ZERIBHAR 2 SHEAR IS 2 A
Y. ANRImME L, RIFAmE CER TS
IREIRLUL T DD MAEAHH YL 5.

QFBEFRDIBIE  TEEOEFRICEH L THET
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& 2. CHCC2012 THIRENcMERDHFT
JU—&KE k2 k)

Large vessel vasculitis (LVV)
Takayasu arteritis (TAK)
Giant cell arteritis (GCA)

Medium vessel vasculitis (MVV)
Polyarteritis nodosa (PAN)
Kawasaki disease (KD)

Small vessel vasculitis (SVV)

Antineutrophil cytoplasmic antibody (ANCA)-
associated vasculitis (AAV)

Microscopic polyangiitis (MPA)

Granulomatosis with polyangiitis (Wegener's)
(GPA)

Eosinophilic granulomatosis with polyangiitis
(Churg-Strauss) (EGPA)

Immune complex SVV

Anti-glomerular basement membrane (anti-
GBM) disease

Cryoglobulinemic vasculitis (CV)
IgA vasculitis (Henoch-Schonlein) (IAV)

Hypocomplementemic urticarial vasculitis
(HUV) (anti-C1q vasculitis)

Variable vessel vasculitis (VVV)
Behcet’'s disease (BD)
Cogan’s syndrome (CS)
Single-organ vasculitis (SOV)
Cutaneous leukocytoclastic angiitis
Cutaneous arteritis
Primary central nervous system vasculitis
Isolated aortitis
Others
Vasculitis associated with systemic disease
Lupus vasculitis
Rheumatoid vasculitis
Sarcoid vasculitis
Others
Vasculitis associated with probable etiology

Hepatitis C virus-associated cryoglobulinemic
vasculitis

Hepatitis B virus-associated vasculitis
Syphilis-associated aortitis
Drug-associated immune complex vasculitis
Drug-associated ANCA-associated vasculitis
Cancer-associated vasculitis

Others

DB TNz, F1ICANCABM M o 3
R OEHR (CHCC2012) #idl L 7-.
@/NELMAS 2202 2 B IBASEIN (£ 2) - #i7zic

anti-glomerular basement disease (anti-GBM

2387

disease : PURERAEILEERE, HLGBMIRE) 25BN
Sz RPEBT [RIMARBMIME £ 721306
M, &L 3T 2EEL, PLGBMILED
GBMADLH % HE 9 M4 96 T 2. Jili TNl h
i 2 B TR BSEVE - A IR R 2 51 S 2
FlEEFSI N, oD, PIGBMIHIX, ek
HubTEE B & EES 2 AR
72 GoodpastureJEEEAE & B RFR (PTGBMPUARE
4%), MiRBD 3> GbE/-MaTh .
U2 & U, GoodpasturefEERE & v ) A% %5
7owBE R o

F 7z, Hypocomplementemic urticarial vascu-
litis (HUV) (anti-Clq vasculitis) 25801 & 17z,
AP, [N CEMIIMAE, MEIR, HE)
MR7e &) % B LRI & AR IAE % 3 I
BRT, PiClabifk, SRBRIKE 2%, BAET7E, PAZE
PERGER A, SRETEIRRZEE 2D 2 &%\ ] &
EFRINTWD., JER K D ITHE TR A
FRBRRIMAE R IR EN TN 5.

G/NRIMERE 2O0H 7 T) —IZ5508 (R
2, 7) AN SIS E R T OE T a7
IRAERICEL D, ANCAPBI#IMAE % (F3L T
ANCA associated small vessel vasculitis :
ANCAPBHEU/NIMAE 78) & S G iR S e/
BMAE Je 0> 2 D125, ANCAPBS# A %1213,
MPA, GPA, EGPA®D 3EEN DV, RIEEE
R4 G PN RIS 451203, PiGBMYR, 27 )+ 7
07 »MAEPE A 28, IgA M 2, IRmlifr:ee
FRIZ BRI 420508 LT\ 5. PIGBMIRIZ, fajE
BWEREZMPIRMERIZZD 00 H 7T
Y —ZED DD DFROME R, PIGBMIFIIIRZE
JAPT THRIEM AKX (in situ immume complex) &
BT 5L, REFOTY) VREILENI L
Xy, REBEGEESMEINMERIIZOLN
727,

®©A 7TV — LPBOEN : CHCC1994 T,
—REMERDOAZY EUF, 3000 7T —
CREV M AR 75, W RV A 28, /NIIMAE 28). 10
B TH o 72A%, CHCC2012 TlE, E2IIRT

L
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FRAUIMER

BEEGRESE/BIINER
IUATOTUIEMER

lgA MEX (Henoch-Schonlein £B15K)
EREESEREEFEIER (1 ClgIER)

A

r
AN FHBIRK
N5

N

1 GBM §&
—

Y

ANCA Bh&/\BUMmEER
BRMYERAVZ FEIMER
LHERMEREAIFEE (Wegener AZFISIE)

N . ) WFERERIE S RIMERXMAZFEE (Churg-Strauss E#EE)
KEUMER
ERBIIRN
=F T
7. —REMEROMERICKD DL

(Chapell Hill Classification Criteria : CHCC 2012) (SCHk 2 HAGER)

XS T7TOo0hTITY—, 26EERo72 B
mani=n7a)—1% SEENELETME
4% (variable vessel vasculitis : VVV), H—Ji&#F
155 %¢ (single organ vasculitis : SOV), 4=
JBICBAE L 72145 4¢ (vasculitis associated with
V2T R ASHE © 20 7% 145 98
(vasculitis associated with probable etiology) ®
45THh5D. VVVIZIE, Behcetdii (BD), Cogan
SEMERED 2 BB %, SOVIZHL— 2 BRF
L7z 75 (5, WAksigs, KEIR7Z &) T,
ANCARGTER K70 &4 51L& 52 1 RAFREIR &
W INLLEIRINENS. £z, SOVER
Wr =T h RGBS IME RIIBIT L5 E
WMo A 7 T —ICHSEHEIN L. kb, K
J& 1 MERAE AP A 2613 CHCC1994 TIESS VI &
FNTW/2ASCHCC2012 TIXSOVOH OB &
o TW5b.

systemic disease),

3. ANCABIEEDERIHFR

1) WERIEDZT 2012 4F 12 H X b H A3
D% DR T, ANCAMN & B A5 3R Pk s

2388

(ELISA) 20 5, fb&3etmek ik (CLEIA),
HOLRER R EN E (FEIA) A H Iz %
AIEH T EMOMHBAEIXH VW AMEHTE 5 B
T v, Mz, g coRIE TSI
WEFEOEFEIZLVHHIC R DD 5.
DERIE, 1 MO ANCAREE 71T T2 <, BRI
H., ANCAMHOHER % A CTHBIG B & NHE IS
HIET 2 MDD 5. FifRREIIIZ ANCATEA R 4
WIS & 2 BRHE TR D ) X 7 DS n & &
ZHN5Y.

2) CaptureELISA : IAEGPA OBWI o BIE
BIEOHEII—RWICHWO R TWS T a7 4
% — A (proteinase) 3 2%} 3 %ANCA (PR3-
ANCA) #IE1x, HHAICHBH S FTANCA LF
EEICESLZONBNWIEDNDH L. ZOHH
& L CHARFIZIFEREIC TR Y s — 7
DK (epitope spreading) ASE Z B 728 & # 2
5N T 59, Capture ELISA I, epitope spread-
inglZxbhs U CHREED ANCAME E5H % Sz &
LRZAHIENTEDEREEINTVEO,

-
—
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4. ANCABRDEMERICXW T 3 FHHAAE

1) KRiEyr a7y EHEHE 201045 1 H,
BB E A 7T a4 FEIFERA T4 EGPAOH
REEEICT L TRES <=7 a7 VETEE
GEE 1 HIZAVHRMEASRIE 7 1 7)) > G400 mg
(8 ml) /kgfkE 2 5 H [ R EHE) A PRBOEH &

o7z, REERRE, B oMREE 2T
7K, BN FEBEY B RAHREREEF I b —E

DERERD 5B, £72, MPO-ANCA
BN 28 DRPGNIZH§ 5 A RIME D iy ST
W31,

2) VR TERE (F 2 T8 e FCD20
PUR) C BHIRE Y ¥ S EOEFRICH» S TW» 5
VY= T8, 2013 4E 6 HIZGPAK U'MPA
DOEFHNT D IRIREH & 72 - 72 GEEHRATIE,
V) F =71 N&E 375 mg/m?% 1 AMEFET
4 B AHEEHE T ). U Y F < TEERIE, eK,
BIUEPETS, BEEEE EIFEEAT O
A FHERLCY) 12 X % BfifE A 25H 2 354,
M KA, IECYDMHELZOIERIIC
9 HEHEE L LCLEMN TSR Tn5.

DY FH RERIE, WORD 2 OO KRB S
i % I FI AT A % 3% (RAVE : Rituximab versus
cyclophosphamide for ANCA-associated vascu-
litis, RITXVAS : Rituximab versus cyclophos-
phamide in ANCA-associated renal vasculi-
tis.) C¥rua7x A7 73 FEMASEOAENM,
FIEH ZFr> LI ST b (RAVERER @ 58
ERMBR VX I TG 64%, T Ak
A7 7 I FE5#53%, 7L — F 3Ll Loiky:
JiE - WHEE B2 7%, RITUXVASHER @ (G

Gtk 1 ECTOTRR 1 )Y F < TG 76%,
ruakA 77 I FEGEMES2%, L —F3
VI PO REGERE s MRt E B 12 18%) 13 W, FAE D
A & BB (RICRAVREERY) THHERIMEL & D
WCHEFRRE LT, HMRERIC X 2R
EHEREFENHRE SN TVDE R 7HIDS
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L5 Pl CEIARIEE RO, L LEND
121 1 BIASIRGYE TR L 4 BT . 2 b
=KL, 2013 4512 [ Ul Hh Bk R Hu AR BY
MR B Y F I~ THEBICHET S AT —
FX b GERRERE @ 5748 HER TR I A JE 3 AT
WE7eRE, RS A EIT IR B E AN ZEYE, B
Vo< F A H AR Y S http//www.
ryumachi-jp.com/info/ 130708 _rituximab _sta.
pdf) 2372 & N7z AERPIE, BRI At
JEAYT & B BEFEMERE 12 3BV TANCA B I 4 75
DOWEFHNIHT LT o7 Ak - xR
b & TAF DM AHEY) & HIB S NS HEFNC B
WCTOARIT) TENLFT L.

BBbHIZ

M5 K OERRIIZE, B OMBIIHE T L.
B L WBESR AT, BEEEZE D VWRHES
PWITAEDNT /DI, MERBHROIEERTH S
HmT B (SR8, AEBEFSIm, BEMERAYINIR 22 &)
R AT R (e, RS, BIRBETT, M
MV 72 &), SSIERTH 382k, CRPLHZ &) 12
B9 % i EEHEIL - SR LoD T8 0 B 53 B
Thsb.
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