ANCAAE=ME IS K K218
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Large to
medium-sized
artery

Cutaneous leucocytoclastic angiitis

8 g
S 2

Henoch-Schdnlein purpura and essential
cryoglobulinaemic vasculitis

N

Microscopic polyangiitis (microscopic polyarteritis)

J

~

Wegener’s granulomatosis and Churg-Strauss syndrome

“ »
~

Polyarteritis nodosa
and Kawasaki disease

(Y 7

R

Giant cell (temporal) arteritis
and Takayasu arteritis

Consensus Conference of Chapel Hill, 1994
Oxford Textbook of Ne hrologg,ml998
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Venule
Arteries

Large vessel vasculitis Medium vessel vasculitis Small vessel vasculitis

¥
Granulomatous Granulomatous Necrotizing Necrotizing
arteritisin a arteritisin a arteritis without arteritis with
patient >50 y patient <50y MCLN syndrome MCLN syndrome

Giant cell Takayasu Polyarteritis Kawasaki
arteritis arteritis nodosa disease

I . . | .
Immune compllexes in vessels Paucity of vasculalr lg (often with ANCA)

Y Y Y Y

Other sources Cryoglobulins IgA-dominant SLE or Vasculitis with Granulomas Eosinophilia,
for immune in blood and vessel wall rheumatoid no asthma or and no asthma, and
complexes vessels deposits arthritis granulomas asthma granulomas

}

OtherIm Cx Cryoglobulin H-S SLE/rheumatoid Microscopic Wegener's Churg-Strauss
vasculitis vasculitis purpura vasculitis polyangiitis granulomatosis syndrome

J enne’r’reDa Rheumatol, 2007
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Taee 1. Classification of systemic vasculitis

Cominant vessel

FPrmary

aecondary

Large arteries

Mediom artenes

small vessels and
medivm artenes

small vessels

Giant cell arteritis
Takayasu's artentis

Classical FAN
Kawasak disease
Wegeners
granulomatosis®
Churg-3Strauss
syndrome”
hMicroscopic
polyan giitis™

Henoch—Schonlein
pUrpUra
Cryoglobulinasmia
cutaneous
leucocytoclastic
angiitis

Aprtitis associated
with HA, infection
(e.0. syphilis, TB)

Hepatitis B
associated FPAMN

Vasculitis secondary to
meuvmatoid arthritis,
systemic lupus
erythematosus,
Sjogrens syndrome,
drugs, infection

(e.0. HIV)

Druegs, hepatitis
-associated

infection

0 0 oRheumatology, 2007546 l=Hl c ocoooooo0 0000000 www.medicool.cn




Blood vessel lining inflammation
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Classification

the Chapel Hill Consensus Conference of 1994
- Large-vessel vasculitides (2)
- Medium-vessel vasculitides (2)

- Small-vessel vasculitides (many)

- ANCA-associated (5)
- Non-ANCA-associated (many)

00000000000 oobooo0o0ooobibbbUdUUddwww.medicool.cn



Large Vessel Vasculitides (2)

Takayasu's arteritis Giant cell arteritis

Acq Tm: 08:15:21 .6024983

Temporal artery

I||‘II||||||I’||I|‘[III|

— Ophthalmic
¥ artery

artery .
i Facial artery

Carotid
artery

Lingual artery
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Medium Vessel Vasculitides (3)

- Polyarteritis nodosa (PAN)

ol °
. Kawasaki s disease = Mucocutaneous LN
syndrome
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Polyarteritis Nodosa (PAN)

- 40-60%, FBiERSZ.
- R RPEMEWA LR &/ ILE.
- BEERE, FRERE (BE FHREMENR,
Wk, &), ZRIEEMER, BFH, 27
9%, LR, <R/ LR
BV JEk L
: '%%%‘?
- MRA: ZhFKJRE AL E AR A
.- BiE: SEEIEZE: 13%(CRIGIT), 40%(EIT)R)
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Polyarteritis Nodosa (PAN)
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Polyarteritis Nodosa (PAN)
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Small Vessel Vasculitides (many)

- ANCA-associated (5)
. Wegener's granulomatosis (WG)
- Churg-Strauss syndrome (CSS)
- Microscopic polyangiitis (MPA)
- Drug-mduced AN CA Vascuhtls

%IJ"?;-"@@ ﬂﬂfﬁﬁﬁﬂﬁﬂﬂ:%)

- Renal limited vasculitis (RLYV)

Ai
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0 o
Wegener s Granulomatosis

. 30s—40s N IEERS, (L] ERSER ] .
- EFFRGEPRI SR (RER, HR, B0H), TR
WIEREIR (R 1), 78R KRR, EMEMmEE

- 34% 53 ] KB AR AN S R AR AR
- BmE (BPARER), SEE=E
. B RV IT AR FHIE R TR RERE, TH%H) B
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’ )
Wegener s Granulomatosis

D 99.°13:18:
QkV, 25021

28, 430.0 r
W 6.5 r

- By
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Churg-Strauss Syndrome

S

MUK M I 2K
HERAR, FRER 4%,

- £, FEERMERLZEABE 2 (510%),
HEIRE (FEMRER:, 2/2K).
- fi (B, PEIN, ¥RIE).

L5 98 38 T ) AL A B Mg Y Sk 3 4.
60%—70%H &35 p—ANCARH 4.

i

A%

L}i

i

‘IA

bH

LI
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Churg-Strauss Syndrome

Jin 06 2009
nrov 3% . 0cre 512
CHST
AARRZ

— a3 - -

\ < % R
kv 120 . &
rh G0 \\ -7-—_/
Mito rhcN

Shoulder 1

1O O0er 7 10,50 HO
ale: 0.0
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Microscopic Polyangitis (MPA)

- 50% K, FTERS SIS

- RLUNEIRK, DA B E .

=¥

- RAETERIUN B IR -8 &3 a1
IR B2 2 N T fith K H 2 )

L

¢

=% 17 L

. ANCAFHTHEZ N80%: FLH160%p—ANCA, 40%

“Hc—ANCA.
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Small Vessel Vasculitides (many)

. Non—ANCA-associated (many)
. JRYUFHSC4: (HBV, HCV, HIV, CMV, EBV)
. CTDAH=<14 (RA, SLE, BD, SS)
- ZGPIAERME (B2 Jik 5 2 PR e 4 I 8° 4% )
. Henoch—Schonlein% &
. GoodpastureZZ &
- VBRER B IURE T4 I R
- RIEGIRIEILE R
- FREHEMLE R
=t e N8
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Bechet's Syndrome
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Henoch Schonlein Purpura
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e BREE 5 MURE P4 I R

L 4
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AAVHI R IR L

s 2R FRI1EA (IL-1, TNF-a)

= PN 241 faHifa (AECA)

= 2 1B R B 43 (ICAM-1FIVCAM-1)
= TR, BAREITER
= 175 S PMNZH f A T B8

= 3735 (Si0,) &2 5% (PTU, DHE) BRI &=
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ANCA-associated Vasculitis

Peptides from myeloid
INFECTION : lysosomal enzymes

PRODUCTION
OF ANCA

\ u /e : :
ADHESION INDUCED
FC YR BY ANCA AND

g D( CYTOKINES BINDING
EHoAND M ; : OF ANCA
MPO RELEASE /’ \ Ly : g

TNF o : ; OR MPO

o ATA / dT

‘ : i : y C lement

) ® n e~ | ROS NOAILY omplem
& & * ELAM-14 VCAM-I4 [CAM-14 ||--8A /l\

Aﬂ fwvvo haMAA ' £ ; Al

NECROTIZING VASCULITIS

Possibile pathogenetic mechanism of ANCA-associated
vasculitis (Oxford Textbook of Nephrology, 1998)
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AAV ) A5 BURFAE

s WGAICSSILE & B A R 2R B i

n SR :rj'ré:dzﬂ%@ﬁ&{ / HR L4 AR
A, By DNIEAEN, BREEE.

s BRI ER, 92%'B/NERE] W A 4%
%, 64. 3%,w%‘m‘ﬁ1ztthfﬁu>504, —%w
RS /NEREH I ERETTBIRSE. 44K%
BT ?Fﬁii%ﬁ%c\-’“’? 6] R 2R

m SZRRIER S B] L2 5 4 B AR e I 4% o

WiET, BEA. BimEETEBERE, 2007,16(2) :127-34
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AAV B 2 J BERFALE
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AAV )2 A s BRAFIE

7,
R o A
Fib < ARG Woor C3
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ANCA-associated Vasculitis

ARG/ E I RIL R R I

ik | REERKEE, SH2

I BHR. IR BIgehE. Rt
B INERE R

v iR

TS IR HRZ PRI ¥, M K ﬂf’i!r'
WRIE | A, it

HERA | FABEMERE (BHER)
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ANCA-associated Vasculitis

PR 27 i e AR y ¥ 2] 2]
IR 50 90 70
BRI IE 35 90 50
GINAVE SaE] 60 60 50
ARG 30 50 70
= 90 80 45
ANCA (%) 70 90 50
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ANCA

. C-ANCA K315 B Proteinase-3
90% [ W/egen‘f:rBil—’;‘Ff‘:ﬂ“lJ B2 c-ANCA

b M)
 hada
2

P-ANCARIPLRE AZMPO (1 5] LA FoAt, am gt
1%, ILEREHS)

5182 BmAEoS, IMPA Fl Churg-StraussZx&1iE

. C-ANCA—Wegener s—PR-3

. P-ANCA—MPA and CSS—MPO
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c-ANCA . s..; p-ANCA
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ANCA R AszU]

n BB RNGE (IIFE)
v (ELISAYE)

n BEER SN

n RN 144N/ I8 4 B 25 B0 0 T R 6T ANCA
R PR KB : TIFEER &3t R iF 7
MELISAR B HESERT
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ANCAFBTE R R E X

= FFAEPTA HIANCAAE S LS % ANCALIH 14
» ANCARESERAYE, AR—sese i 8 LR ARIETT
{ELANCA K B 1435 FH BT BE i~ 5 Bl v 3.

s 8K, 1564 B . A 1164 u,%‘iiﬁi};
fumlfﬁ%ﬁ@_uﬂ, 2 2% R 1) T TB] 4 R 5

AN BRANCASIKF T f#.

» FEANCAZK-FIH R I B E H, 40% BELELL

1 IR B K .

/WL

bH

Finkielman JD, et al. Antiproteinase 3 antineutrophil cytoplasmic antibodies and
disease activity in Wegener granulomatosis. Ann Intern Med, 2007;147:611-9
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s SR M
%Zﬁﬂ?"&fﬁﬂﬁ AR, 2N IS
HISRFEIEIE & . IRABIET INER'E RBUE I
] mi&?&?‘? ' iﬁﬁ MIE SR, DETRE
7 I 5, /bay EE
. mﬁgﬁ¢ﬁr%m§m%ﬁm@%ﬁo§
FLIE T NERIE'E R E W BB KRB
m Churg-StraussZZS1E
2R FEIRGE A =E B RS ER R0 B T A R 2
HbE S5, BA B I K SE P L 26 £
A AN AR IR P br 4 s 22

AAVsHIIZHR

Chapel Hill218, AAVsHITE X

00000000000 oobooo0o0ooobibbbUdUUddwww.medicool.cn



SR

s HAl R GEERR
SLESE)

n B (HEMOAER /RS
n SR (B, WER. RYHR)
= ZAYIRIER (PTUSE)

s BN RER B MME A

N

% (Good—partueZg&1iE-
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n B R G

r . AN
B9

A B TS g L PG

LB K&V (BVAS)

S

= OlsenZfl & W ILE RIGEsIFa 20 (VAL

= Kallenberg <5l 2 H15F #5408 I 2 B B9 550

IR

Lo B

3314
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10 AE R S

1. R R

p
A&

R/ IRTH R

R (<38.5)

R (>38.5)

HE—HANEET
(1~2Kg)

SE T P& (>2Kg)

2. RZRRa=EL
p ¥
B3t
£y

FLA B2 AR ILE 78

B
S

2 RO E

bR

3
0
1
1
1
1
2

O AN DD OO W

(R=257)

il
o}
Gk
<

3. Mf%/ER
y

R 175
TR IR
o
Hi % ER
P B35
A X i IfL
4. HE Mz
y

Wk BgE
BFER

£ )i

2
BB H
HE
L EE
IR W %

EITUTR A

NO B~ PP PBPEADNMNNMNODOOOOO BN —- OO

§

~
will
i3

lf*ll
N
P

N\

pill

L& RIGBITF5 (BVAS) (4;;,

s
CIk
<
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5. BEB 6 (mE=24) 8. Bii 12 (RER5)

7 0 i 0

IS5 R e [ ). 2 RILE (K45 >90mmHg) 4

R T mRA 2k 2 BAR (>+8>0.2g/24h) 4

MR R s 4 MR (>+BE{10RBC/Hp) 8

RIEBH 4 JLEF125~249umol/L 8

& [T/ i HY i 6 250~499umol/L 10

R I 6 >500pmol/L 12

6. 1IN 6 (mEa29) UELEFAH>10% 12

% 0 9. MZ ARG 9 (REET)
2x 2 o 0

BriE LR O B IR 4 2% T R B R 3

AL 4 R RE GERIMLERZD 9

OV # 4 i 1L 7 7 A1 9

L O EESE 6 e 9

B 6 & B % 3R 6

7. 50 9 (ZEET) ZREBEMBWRE 9

T 0

e : B O%RETAERER, BB

IHBEZ 7L 9 BRESUBRREST, ZFRTETEI&R

Y 5T 9 6353. @ 1593 LA L NES).

[ HO00000000QU00DOD0OD0O000000DOD0DDODOOOwww.medicool.cn
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o TR AL
o A

Ii:

m FFIRITVE (YT

T
JE BT
MR ETRS

7677 R ]

ISR

il

I, MK EH. BN 557
ZERFIRIT S

il FEAKAF

e

B2

I8 R

i
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n CTX+GCAMRHEYS?
. ﬁa%@jc%%c(mfy -85%) &

MR, 1R
O gtgﬁ']*' jsllmg/kg/d, 4—6W, /

Vi 4,2
IES

I:I’ —J‘!BEJ\

TR ik

=Y

2R
R IMET70%-99% .

7 5 1

767,

SR

£ 10mg/d, U\lOmg/déﬁﬁl 5—24F,

0000000000 ooboooo0oobibbibUUdddwww.medicool.cn



Vika- 43

LA (L, /SR B

—-‘QEH FFQJ?QE%T‘F . A&

SENER'E ) Al 2s T TR ARA M
1 0g/dX 3- 5?31'1%4/@733':& AR o

m CTX: HAk: 2mg/kg/d (1-3mg/kg/d),
§//|‘1£ Fhfk: 0.75/m%/m; 0.6/IK
X 2Jh Z“Qﬂ‘ﬁﬂ; Z/§2N3H 1&’ é&
FFl. 5 ==

ikl
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CTXV5 9T
m Meta—analysis, 202%1 8% .
s CTX: 375-1000mg/m2/¥R, JTHE6H-14E,
S AgZAE. 112/191 (58. 6%) ,
Ry 2fE: 23/191(12.0),
B %: 68/135(50.4%),
To: 40/115(34. 8%) o

s OARCTXE A GBS MF (92.7%) , HEGEIRK
JR YL E éﬂiﬂﬂoﬁ/}mkfﬁ(ﬁéﬁﬁiﬁm
RERZER G, BLETEREN.

EUVAS, Nephrol Dial Transplant, 2001,16:2018-2027
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> EFCTXA K EINRINGEEN &R B EH R AR

4 197,845 (RR =7.8; 95% ClI: 1.8-33.3;
P =0.0007)

» CTXZRFAIE10gPL EH10gPL THER 5

RN ETHEEAR4(60% vs 18.7%), TGk
1:53.2/%(RR = 3.2; 95% CI: 1.02-10; P =

0.03).
> logistic regression 1T ~CTX EFR5 &

e RENEINEA ML HE R (OR =
1.31; P =0.01; 95% CI: 1.06-1.63).
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> Z‘Tﬁé;

K]

= S
- BAERHNCTXERF=

E

= 2

;o=

1=, HEAERE

—

H

9 B

(5

RCTX 2B NMNHARIEA T, KA
BHIRE I SLE w%ﬁl
2§ (37.2 vs 28.9, P<0.01)

> TR E [ CTXHISLE &
TR ZE 5 3’JSLE AR IR A
=58 (35.8 vs 28.9, P<0.01 ) o

SER M BN SR TR
= %o

- HHERER

HAHE
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>

>

Ao

CTX

iNpul

&

o g

-

ﬂﬁDNA & X—‘Hﬁr

RN, )L%EI'JV BRAEH
) “Hik” R ITERTY LEARIRE

LA

DRI E, ﬁ’ﬁ?ﬁfﬁﬁaﬁﬁﬁﬂ?‘ﬂ XA

I{ >
o el =
-

F), T A —

/

LRI HI %5, 3508 HEBI, ﬁ

J%ﬁ%i%

, CTIXEZAEH T4 %

A SH, 8

S SE T A S

M,
2003;7(2):65

B REIRIE T NS EIThRE.

SL PN

AR RIRIR F 5.
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- TETE BN 5P 52 2 3R B ok e i 2 B I
- B, I B P I SF S HL 5 Uh
IR H,KEF mB’Jﬁlﬂ

b e 2K S
2 4S8 I —H BT
WS IR BB U

1 B RER

B

B, e B B

- XTIl i B A

SRR

'FSH , 1] fe A BT

Rt b

15

A] G

o

HIFIEIT &, IR

iﬁﬂ‘lg

B, 8

RIIRE N .

AR L Ay

W

/

FE

B R B2 0t 5
T, ] BT R

=ANH]

ZWE, BhE. RRRSEHIHRBRAEEENIERETS H &,
FEZ, 2005; 36 (4) : 238
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LAt SR 3 1l 77)

m R PRIERS (AZA)  2mg/kg/d
s IS (MTX)  5-25mg/w
s EEEREE (MMF ) 1.5g/d
s REASF (LEF)  20mg/d
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EUVAS CYCAZAREM

s ORFIE N2mg/kg/d, MFERIBITFFIE1E
AR N1, bmg/kg/d, 4EFF1-24E.

m 12 H CTXINAZAZE R 53 A CTXINAZAZEFRF
BITHIITR, RUPNABEEEFE,. B
KE. ERiEsEN4ER S IIEe 8 HEE
7+, FEEBERD, BXgirEER.

 XFRFRBRERITER G A REHSIEBRRE
SRS FIAZA

David Jayne, et al. N Engl J Med, 2003; 3: 36~44
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EUVAS CYCAZAREM

B Arathioprine group
& Cyclophosphamide group

for Maw or Worse Disease

=
o]
i
.
=
FE
2
o
E
E
=
o
==
=
E
[as]
&
-

3 5
Months afier Study Entry

Mo, at Risk
Azathioprine 1 = 66 65 65
Cyclophosophamide 67 66 b7 66 65
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NORAM

= P78 BEL, HUEETE, XFHE.
n BWERMIX vs BE+CTX, FEIFISH.

s SRER: BT RNESEBZEML.
MTXZH A83%, CTXZH N84%, {HMTXHKE

KER
s MTXE]/E ACTXHI B RAM15IT F-HHHIAAV.
s HETEEMTXEIT I PR FScr<177umol /L.

Arthritis Rheum, 2005; 51: 256
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MME5 77 AAV

m StegemanZFMMF (2g/d) Y8IT 134IWG, 3 EE

B, 3BIREVIS- 10 A RRERE XK,
106 BE V5 1441 H 2 ‘«’&ﬁméf%ﬁ@

- Nachman%MMF Jé?ﬂ’ 1245 It

m JaynefE 114 &3 B P 58 2k

%, B, ATARIRT
0. 75-1. 0g/d#11-24E.

Ann Rheum Dis. 2007 Jun;66(6):798-802

BR, BRI
At 58 2 I R I ﬁﬁﬁ%m&m, 6HIR1S
TEEZMR, ﬁm% ERIBERE &

 aund >

=

SEMMEE

71.5-2. 0g/dBk

Nephrol Dial Transplant. 2005 Dec;20(12):2725-32

Nephron Clin Pract. 2006;102(3-4):c100-7
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m LEFZH 9,

m MTX4, “F336 H |5

LEFJ8JTAAV
m b4AHIWG, 26W|LEFYSIT T, 28HIMTXYEIT o

ENTH ER 6B EERE R
SR IBEZER, BEX

2 =T LEFZH (P=0. 037) »

m LEFZHAR, 445
195 J&] FEl #2258
= 30mg/dHILEF ReH BB IEWGE =, {HY-

B R RN

\;

BRE TR, 26)R

L= g §
24
)

1% 5 28 A gD o

bbb

W ] A

_‘O

Rheumatology (Oxford). 2007 Jul;46(7):1087-91
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K BREE Hia T AAV
m MartinezX 22 AAV, F# K A BRI

T9H, 13

BlIBE T 2R, 1618 DEME, THIEK,

1BV6 7 R . SRR 144,
224, "THEREARKR
m Jayn%ﬁBMﬁl 5 @wﬁzsbm A
LG T, #RENL

ﬂﬁﬂﬁ%ﬁﬁ,nmﬁ

S8BT M FFEE

M. o

::%‘l:

B, ZRIFIAF, 1765

N\

Arthritis Rheum. 2008 Jan;58(1):308-17
QJM. 2000;93(7):433-9.

g LS
b5 BRI 7

1 1461)5R 15 5%

::%‘l:

{61 8

RIFEE . 3T HEWARKEMLL.

G

0000000000 ooboooo0oobibbibUUdddwww.medicool.cn



M3 B#IGTTAAV

O Hﬂj/@l S %VAII
%I/K Giliup:
in:@E %ﬁﬁ?’?

m 70%H) @ I

BIEHH F R

k
it

3 ] I 9% B #2-4L/ 1K,
B EFICTXEE S Y5

BB H LK

SKE

n MR BB

Bl H B IIRERITKR -

2R H

- B,

R 5 FR PR R e B B S

R (%E?uﬁﬁ%‘ss 2% VS 63.5%)
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Mark A, Little, et al. ] Am Soc Nephrol, 2006; 17: 160-169
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s N ZEEPL (Rituximab) B—MRANEBRKS
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ANCAYE B T P&

= ] A ‘%Bﬁﬁ%ﬂﬁﬁa?%?&ﬁ?ﬁaﬁf%ﬁﬁ B

& . FMIEN4R375mg/m?. B [FIH; N BE
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Rituximabys )7 ¥ Y5 TEWG

m Rituximab : 375mg/m?/week X4,
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=, 1BIE K

Karima A. Keogh, et al. Ajrccm 2006; 173(2)180-187.
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Rheumatology 2007:46:1615-1616 dou:10.1093 rheumatology kem146a
Advance Access publication 5 September 2007

Guidelines ﬁ%%m

"f} ~ Rheumatology

BSR and BHPR guidelines for the management of adults with
ANCA associated vasculitis

C. Lﬂpraikl., R. Watts*>, P. Bacon®, D. Carruthers>, K. Chakravarty®, D. D'Cruz’,
L. Guillevin®, L. Harpur""., D.J a}-'nem., R. Luqmani”., J. [\"lnmm}-'”, D. Scott'?
on behalf of the BSR and BHPR Standards, Guidelines and Audit Working Group
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[ Diagnosis of PSV ]

[ Assess extent of dissase ]

and severity

—_

T Yol : : Y ¢ Severe. Life/organ
Localized/early Generalized/Organ threatening

Creat < 150molA ) (threatening C‘reat-:SOO;lmol/& L Creat=500mol
I S s I < I

Pred + MTX N Pred +CYC
or CYC )L Pred + CYC +Plasma exchange

-
\\ —

L

[ Switch to AZA or MTX

Taper Pred

[

Taper AZA/MTX ]
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