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ANCA-Associated Small Vessel Vasculitis
Microscopic Polyangiitis
| Granulomatosis with Polyangiitis
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Eosinophilic Granulomatosis with Polyangiitis
(Churg-Strauss)
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Simplified clinicopathologic classification of AAV

Jennette a Falk, Arthritis Rheum, 1994, 37: 187-192

Granulomatosiswith
polyangiitis (GPA)

formerly Wegenemgranulomatosis

Vasculitis with granulomas
without asthma

Microscopic polyangiitis
(MPA)

Vasculitis without asthma
and granulomas

Eosinophilic
granulomatosiswith
polyangiitis (EGPA)

formerly Churg-Strausssyndrome

Vasculitis with eosinophilia,
asthaand granulomas




SMALL-VESSEL VASCULITIS
New England Journal of Medicine Volume 337 Number 21 1997

J. CharLes JeEnNnETTE, M.D., AanD RomnaLD J. Fawk, M.D.

Organ involvementin AAV

TABLE 4. APPROXIMATE FREQUENCY OF ORGAN-SYSTEM MANIFESTATIONS IN SEVERAL
FORMS OF SMALL-VESSEL VASCULITIS.®

HENOCH- CryoGLOB- WEGENER'S CHURG-
SCHONLEIN ULINEMIC Microscoric GRANULO- STRAUSS
ORGAN SYSTEM PurruRA Vascuums § PoLyANGITIS MATOSIS SYNDROME
percent
Cutaneous o0 a0 4() 40 (il
]
Renal 50 55 90 S0 45
Pulmonary <h <5 50 90 70
Ear, nose, and throat <5 <5 35 90 50
]
Musculoskeletal 75 70 W) 6l 50
Neurologic 10 40 30 50 70

Gastrointestinal 60 a0 S0 50 50




Anti-MPO ANCA

associated with HLADQ,
not HLA -DP,

as itis in antrPR3 ANCA
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ANCA vasculitis: to lump or split? Rheumatology

Why we should study MPA and GPA separately

August 25, 2012

Anti-PR3and anti-MPO diseasehavedifferent presentation
and outcome
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Classification of
Antineutrophil Cytoplasmic Autoantibody Vasculitides

ARTHRITIS & RHEUMATISM
Vol. 64, No. 10, October 2012, pp 34523462

The Role of Antineutrophil Cytoplasmic Autoantibody Specificity for

Myeloperoxidase or Proteinase 3 in Disease Recognition and Prognosis

‘Sophia Lionaki.'! Elizabeth R. Blyth.? Susan L. Hogan.” Yichun Hu.? Brent A. Senior.,”
Caroline E. Jennette.” Patrick H. WNWachman.” J. Charles Jennette.,” and Ronald J. Falk=

Anti -PR3 and anti-MPO associated
with different phenotypes(502 pts with AAV)
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ARTHRITIS & RHEUMATISM

Cl aSS ific ation Of Vol. 64, No. 10, October 2012, pp 3452-3462
Antineutrophil Cytoplasmic Autoantibody Vasculitides

Sophia Lionaki,! Elizabeth R. Bly'th,2 Susan L. Hogan,2 Yichun Hu,? Brent A. Senior,?
Caroline E. Jennette,”? Patrick H. Nachman.? J. Charles Jennette,”? and Ronald J. Falk?

The Role of Antineutrophil Cytoplasmic Autoantibody Specificity for
Myeloperoxidase or Proteinase 3 in Disease Recognition and Prognosis

In 502 AAV pts relapse predicted by ANCA specificity
and not CHCC and EMA clinical diagnosis
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Negative anti-neutrophil cytoplasm @ cerene

Arthuitis Research & Therapy (2017} 19:129

antibody at switch to maintenance therapy
is associated with a reduced risk of relapse

Matthew David Morgan'™''", Matthew Szeto', Michael Walsh™®, David Jayne®, Kerstin Westrman®, MNiels Rasmussen®,
Thormas F. Hier‘nﬁrra?, Oiliver Flc:-55rnannﬂ, Annelies Berdeng', Peter Hn:'j-glur'nd1ﬁ_ Lorraine Harper' and on behalf of the
European YWasculitis Society

40% out of 252 pts from CYCLOPS and IMPROVE developed at least one relapse
Reduced risk of relapse - ANCA-negativity at switch to the maintenance therapy
(anti-PR3, age, S, pulsed CPH, MMF maintenance)

Table 4 Multivariable Cox regression survival analysis of factors

b C associated with risk of relapse
| 1.0 - PRI-ANCA 1.0 “wm Variable Hazard ratic (95% C)  p
Positive Poskive ANCA I 2Liich 1o mainienance thagoy,
; M_-f 'Negative 08" Negative ANCA-positive 1 0026
1 é ANCA-negative 053 (0:42-0.95)
Hr ANCA sﬁ'ﬁciﬁ at trial Entry
B 067 B 06 MPO-ANCA 1 0.005
4 4 PRI-ANCA 187 {1.21-2.89)
% 044 initial induction treatment
E Daily oral cyclophosphamide 1 0045
3 024 a Pulsed cyclophosphamide 152 (101-2.29)
Creatinine at entry (per 50 pmol) 089 (083-0.97) 0.004
o - Initial maintenance lherﬂ'
T T T T T T T T — T T T ' a0z
0 2 & & W0 0 0 W 40 B0 & 100 0 M 40 B0 8O MMF 206 (138-313)
Tierié to rm‘ I’Mﬂh!l Thoe i Nh“ {ITI'III""IE] ) Age (per decads) 0338 {0.76-1.01) 0065
fostie 111 76 47§ e 2 B 2 2 bostve 49 Tmsmsm MT: e e og8 Des-145 o
H'Ea‘,ﬂ'll'l'! R ”E‘Ei‘tﬂl'ﬂ 8@ 2 § rﬂgi'll'i'E " i 1 3 Time to remission 1.0 {3.B7-1.15) iler)
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Value of ANCA measurements during remission
to predict a relapse of ANCA-associated
vasculitis—a meta-analysis Rheumatology 2012:51:100-109

Gunnar Tomasson', Peter C. Grayson', Alfred D. Mahr2, Michael L.El‘lm".ElIIIE-.-:1.|I'3 and
Peter A. Merkel®

In 9 studies Yy ANCA and ANCA persistence only modestly predict future relapses
Limited use to serial ANCA measurements during disease remission
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