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Figure 1. Relationship between vessel size and symptoms of
vasculitis (Data obtained from ref. 11, modified by author).
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Table 1. Classification of systemic vasculitis. (Data obtained from ref. 3)

Dominant vessel involved Primary

Secondary

Giant cell arteritis
Takayasu arteritis
Classical PAN

Kawasaki disease

Large arteries
Medium arteries

Small vessels and medium arteries

Small vessels (leukocytoclastic)

Wegener's granulomatosis®
Churg-Strauss syndrome?®
Microscopic polyangiitis®

Aortitis associated with RA
Infection (e.g. syphilis, tuberculosis)
HBV-associated PAN

Vasculitis secondary to RA, SLE,
Sjégren’s syndrome

Drugs""

Infection (e.g. HIV)

Henoch-Schénlein purpura Drugs®
Cutaneous leucocytoclastic Angitis
Mixed essential cryoglobulinaemia

Infection
HCV-induced cryoglobulinaemia

RA, rheumatoid arthritis; PAN, polyarteritis nodosa; HBV, hepatitis B virus; SLE, systemic lupus erythematosus; HCV, hepatitis C

virus.

? Diseases most commonly associated with antineutrophil cytoplasmic antibody (ANCA) (anti-myeloperoxidase and anti-
proteinase 3 antibodies) with a significant risk of renal involvement and which are most responsive to immunosuppression with

cyclophosphamide.

b Most commonly propylthiouracil or hydralazine which may induce an ANCA- associated vasculitis typically associated with

myeloperoxidase-specific ANCA (MPO-ANCA).

© For example, sulphonamides, penicillins, thiazide diuretics and many others.
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Table 2. Clinical Features of the Primary Antineutrophil Cytoplasmic Antibody - Associated Vasculitis. (Data obtainec

from ref. 6)

Feature Wegener’s Granulomatosis Microscopic Polyangiitis Churg-Strauss Syndrome
ANCA positivity 80%—90% 70% 50%
ANCA antigen specificity PR3 = MPO MPO > PR3 MPO > PR3

Fundamental histology

Ear/nose/throat

Eye

Lung

Kidney

Heart
Peripheral nerve
Eosinophilia

Leukocytoclastic vasculitis;
necrotizing, granulomatous
inflammation (rarely seen
in renal biopsy specimens)

Nasal septal perforation,
saddle-nose deformity,
conductive or sensorineural
hearing loss, subglottic
stenosis

Orbital pseudotumor, scleritis
(risk of scleromalacia
perforans), episcleritis,
uveitis

Nodules, infiltrates, or
cavitary lesions; alveolar
hemorrhage

Segmental necrotizing
glomerulonephritis, rare
granulomatous features

Occasional valvular lesions

Vasculitic neuropathy (10%)

Mild eosinophilia occasionally

Leukocytoclastic vasculitis;
no granulomatous
inflammation

Absent or mild

Occasional eye disease:
scleritis, episcleritis, uveitis

Alveolar hemorrhage
Segmental necrotizing

glomerulonephritis
Rare

Vasculitic neuropathy (58%)
None

Eosinophilic tissue infiltrates
and vasculitis; granulomas
have eosinophilic necrosis

Nasal polyps, allergic
rhinitis, conductive
hearing loss

Occasional eye disease:
scleritis, episcleritis, uveitis

Asthma, fleeting infiltrates,
alveolar hemorrhage

Segmental necrotizing
glomerulonephritis

Heart failure
Vasculitic neuropathy (78%)
All

ANCA = antineutrophil cytoplasmic antibody; MPO = myeloperoxidase; PR3 = proteinase 3.
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Figure 2. Schematic representation of the neutrophil responses
that are putatively involved in the pathogenesis of ANCA-
associated small vessel vasculitis. (Data obtained from ref. 5).
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Table 3. Prodromal symptoms of vasculitis. (Data obtained from ref. 3)

Constitutional symptoms

Organ specific symptoms
Ear Nose and Throat
Chest

Eye
Gastrointestinal tract
Kidneys

Nervous system

Fevers
Weight loss
Polyarthralgia
Polymyalgia
Headache
Neck ache
Malaise
Fatigue
Polyarthritis

Nasal crusting, epistaxis, sinusitis, nasal pain, deafness, Hoarse voice
Cough, wheeze, haemoptysis, dyspnoea

“Antibiotic-resistant” pneumonia

Pain, redness, visual loss

Abdominal pain

Smoky urine or visible haematuria

Asymptomatic haematuria and proteinuria

Paresthesiae, numbness, weakness

Table 4. Mimics and secondary causes of vasculitis. (Data obtained from ref. 3)

Mimics of vasculitis

Secondary causes of vasculitis

Atheroembolic disease
Atheromatous vascular disease
Anti-phospholipid syndrome
Multiple myeloma

Infective endocarditis

Other chronic infections
Para-neoplastic syndromes
Genetic vascular disorders (e.g. Marfan’s syndrome)
Autoinflammatory syndromes
Hypersensitivity reactions
Cocaine and amphetamine abuse

Tuberculosis
Hepatitis B
Hepatitis C
HIV
Parvovirus
Cystic fibrosis

Infections

Malignancy Lymphoma

Solid organ malignancy
Rheumatoid arthritis
Systemic lupus erythematosus
Scleroderma

Sjégren’s syndrome
Penicillamine
Propylthiouracil
Hydralazine
Minocycline

Cocaine

Dusts

Silica

Connective tissue disorders

Drugs

Environmental exposure
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Table 5. The 1990 American College of Rheumatology Classification Criteria for Wegener's Granulomatosis
and Churg-Strauss Syndrome (Data obtained from ref. 12, 13)

Wegener’s Granulomatosis

Churg-Strauss Syndrome

Nasal or oral inflammation
Painful or painless oral ulcers or purulent or
bloody nasal discharge
Abnormal chest radiograph
Nodules, fixed infiltrates, or cavities
Urinary sediment
Microhematuria or red cell casts

Granulomatous inflammation on biopsy specimen
Granulomatous inflammation within the wall of
an artery or in the perivascular area

Asthma
Wheezing or high-pitched rales

Eosinophilia
=10% of white blood cell differential
Mononeuropathy or polyneuropathy
Mononeuropathy, multiple mononeuropathies, or
polyneuropathy attributable to vasculitis
Pulmonary infiltrates, nonfixed
Migratory or transitory pulmonary infiltrates
Paranasal sinus abnormality
Acute or chronic paranasal sinus pain, tenderness, or
radiographic opacification
Extravascular eosinophils
Biopsy of artery, arteriole, or venule showing accumulations
of eosinophils in extravascular areas

Wegener's granulomatosis if at least 2, Churg-Strauss syndrome (CSS) if at least 4 of these criteria are positive

Table 6. The Chapel Hill Consensus Conference Defini-
tions of the Antineutrophil Cytoplasmic Antibody -
Associated Vasculitides. (Data obtained from ref. 14)

Wegener's granulomatosis
Granulomatous inflammation involving the respiratory
tract, and necrotizing vasculitis affecting small- to
medium-sized vessels (e.g., capillaries, venules, arterioles,
and arteries). Necrotizing glomerulonephritis is common.
Microscopic polyangiitis
Necrotizing vasculitis, with few or no immune deposits,
affecting small vessels (i.e., capillaries, venules, or
arterioles). Necrotizing arteritis involving small- and
medium-sized arteries may be present. Necrotizing
glomerulonephritis is very common. Pulmonary
capillaritis often occurs.
Churg-Strauss syndrome
Eosinophil-rich and granulomatous inflammation
involving the respiratory tract, and necrotizing vasculitis
affecting small- to medium-sized vessels, associated with
asthma and eosinophilia.
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Figure 5. Birmingham Vasculitis Activity Score for Wegener's granulomatosis evaluation form (Data obtained

from ref. 11).
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