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What is Vasculitis ?

1. Vasculitis is an inflammatory disorder of the
blood vesselsisadll e oY) 3 gl Gl ol

2. Differentiation through determination of
affected regionss_iliall (ghliall masd A e Juladl

3.Inflammation of blood vessels can

lead to ischaemia and aneurisms
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Symptoms

1. Inflammation and fibrinoid necrosis of blood
vessel wallsd sl 4o o) o) jas cpadll a5 5 el

2. 1schaemiacpsas oY) i
3. Aneurismsi sell dac V1 2a
4. Glomerulonephritis S clunS lgdll

5. Pulmonary haemorrhagecs s 1 «s 3l
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Epidemiologydu s¥! ale

. Incidence of all Vasculitides 40 / 1 Mio.

Incidence of ANCA-associated Vasculitis30/1 Mio

. Men > Women

Onset of Disease more often in Winter /Spring

. Prevalence of all Vasculitides 200/ 1 Mio.

Prevalence of ANCA-associated Vasculitides100 /1 Mio.



ANCA-associated Vasculitis

1. Lack of immun complexes in the inflammed
vessels 4xgilall due Y 8 delia Cildiaa 350 g ate

2. Diagnosis is not possible based on only one single symptom or
laboratory parameterialy ¢ uda alae (2l o (ubal Ao (Saa & padlddl)

1. Anamnesisua: sl (3 g

2. Physical examination -l peadll
3. Laboratory testsa:_:iall < Ll
4. Medical Imaging_: s

5. Characteristic Histology



Anti-Neutrophile Cytoplasmic Antibodies

1. Detection on indirect immunfluorescence on human
neutrophil Granulocytes (fixation with Ethanol or

Formalin)<=¥aad) Ao bl jull olial) (adsl)

1. cANCA mostly Anti-PR3but also Anti-BPI,
Anti-MPO

2. pANCA mostly Anti-MPO but also Anti-Elastase,
Anti-Cathepsin G, Anti-Laktoferrin, Anti-Lysozym

2. Confirmation of positive IFA results with ELISA
for Anti-PR3 or Anti-MPOdetermination



Indications for PR3-cANCA

1. Suspicion of systemic Vasculitis

1. Wegener’s Granulomatosis s>

2. rapidly progressive
3. Glomerulonephritis S il gl

2. Differential Diagnose for kidney failure
3. Confirmation of positive cANCA-IFA
4. Therapy-Monitoring



Indications for MPO-pANCA

1. Suspicion of Systemic Vasculitis

1. Microscopic PonangiitisZ\ef—fY‘ Ll

2. rapidly progressive glomerulonephritis
Differential Diagnosis of Glomerulonephritis

Confirmation of positive pANCA-IFA
Therapy-Monitoring
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Suspicion of Drug-induced Vasculitis



Treatment

Immunosuppression with Cyclophosphamid, Prednison,
Methylprednisolon; anti-CD20-Ab, antiTNF-a

in case of pulmonary hemorrhage or kidney dysfunction
Plasmapheresis A8 & ks g A 5l (660 ) o i Sgaa dlls &
Recovery of symptomsc =l eY! (1 ¢iill in 85 - 90 % of cases
Complete Remissiondl\S &laa in 75 % (within 12 months)

Relapse after termination therapyz tall eled) any ulSE3Y)
in 30 - 50 %




