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AAV

Relevant clinical problems
in patients with AAV

Organ damage -—@
@—- Relapse

Chronic
kidney
disease
% Treatment
complications

Pathophysiology

Loss of immunological
tolerance

@ ANCA production
(PR3 or MPO)

Inflammation and
endothelial damage

Neutrophil priming W
and activation

Activation of the alternative
complement pathway
\l‘,:{ =P - Chemotaxis and
e neutrophil activation
b * Vascular permeability

Avacopan
Oral C5aR1 antagonist

ADVOCATE
Week 26 | Week 52
PDN  70% 55%
NS p=0.007
AVA  72%

- ¥ GC toxicity

- 54% reduction in the
relative risk of relapse

- 4 renal function recovery

- =Severe AE
(45% PDN vs 40% AVA)

Remission

AAV: ANCA-associated vasculitis, AE: adverse events, ANCA: antineutrophil cytosplasmatic antibodies, AVA: avacopan, GC: glucocorticoids,

MPO: myeloperoxidase, PR3: proteinase 3, PDN: prednisone.
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Diagnosis delay, phenotypic variety
and therapeutic outcome of Erdheim Ghester disease

Bone and endocrine
systems are the most
common involvement

PET-CT and MRI
for follow-up

MEK-inhibitors
for treatment

Six men and five women j Ln-‘egg Less complications

i \ Tissue biopsy with BRAF
V600E: 36% positivity

¢.ﬂ.> Lower mortality

T
l_.a. Guided therapy with
A “=/ less side effects

Three patients died due
to complications

Patients’ Looking for If high index of

characteristics diagnosis suspicion and
early diagnosis

—» Knowledge is the best diagnostic method
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