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A. Chapel Hill definition of systemic vasculitis

Aorta

Large to medium-
sized artery

Small
artery

Arteriole

Capillary

Venule

Vein
Cutaneous

leukocytoclastic
angitis

Schönlein-Henoch purpura and essential cryoglobulinemia

Microscopic polyangitis

Immune  vasculitis:
pauci-immune vasculitis,
autoantibody- associated

ANCA: Wegener’s granulomatosis,
microscopic polyangitis
AECA: Kawasaki’s disease

Immune complex  vasculitis:
autoantigen  induced: SLE

Infection  related:
hepatitis B (classic PAN)
hepatits C

Granulomatous  vasculitis:
giant cell  arteritis
– Takayasu’s arteritis
– temporal  arteritis

Infection-related  vasculitis:
– virus-associated: CMV
– rickettsia
– spirochaeta

Tumor-associated vasculitis:
cryoglobulinemia
lymphomatoid granulomatosis
hairy cell leukemia

B. Subtypes of vasculitis  according to mechanism of development

Wegener’s granulomatosis and Churg-Strauss syndrome

Panarteritis nodosa and Kawasaki’s  disease

Temporal arteritis and Takayasu’s  arteritis
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IgE

Eosinophilia HBsAgPolyneuropathy

1. Resting PMN
    and EC

2. PMN and EC
preactivated

3. PMN adherent
to EC

4. PMN activated
by ANCA

ANCA !1-antitrypsin

PR3

PR3-!1-
antitrypsin

PR3-ANCA-IC

A. Vasculitis development theory e.g., in Wegener’s granulomatosis

B. Wegener’s granulomatosis

3. Saddle nose 4. Vasculitis of the toes2. C-ANCA

C. Churg-Strauss syndrome D. Polyarteritis nodosa

Sinusitis

Allergic
rhinitis

Pulmonary
infiltration

Asthma

Carditis

Eosinophilc
gastroenteritis

Interstitial
nephritis

Myalgias

Arthralgias

Purpura

Skin nodes

Skin necrosis

Poly-
neuropathy

BP diastolic >90

Encephalomalacia
(juvenile stroke)

Coronary
insufficiency

Ulcers in stomach
and intestine

Livedo
reticularis

Testicular
pain

Myalgias

Arthralgias

Painful cutanous
nodules

Polyneuropathy

Bulbar protrusion

Otitis

Sinusitis

Swelling of parotid
gland

Pulmonary
infiltration

Endothelial cells (EC)

CNS granulomas

Episcleritis

Rhinitis,
ulcers

Subglottic
stenosis

Tracheal/
bronchial  stenosis

Glomerulonephritis

Myalgias/myositis

Arthralgias

Leukocytoclastic
vasculitis

c-ANCA

ICAM-1 ICAM-1 ICAM-1 ICAM-1

LFA-1 LFA-1

LFA-1 LFA-1

IL-8, IL-1

TNF-!

1. Clinical findings
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3. Diagnostic criteria of temporal arteritis

2. Diagnostic criteria of  polymyalgia rheumatica

Aching shoulders and/ or bilateral stiffness

Disease onset within 2 weeks

Initial ESR increase of >40 mm in 1 hour

Morning stiffness >1 hour

Age over 65 years

Depression and/or weight loss

Bilateral tenderness on palpation of upper arm

Patient over 50 years at first manifestation

Newly occurrent headache

Clinical findings in temporal arteries:

tenderness on palpation, pulselessness

highly increased ESR

positive arterial biopsy

1. Clinical findings in  temporal  arteritis/
polymyalgia rheumatica

7. Temporal arteritis 8. Head skin ulcer6. Histology of occluded
temporal  artery

5. Branch stenosis in 
Takayasu’s arteritis

4. Histology  of  Takayasu’s  arteritis

A. Clinical features of giant cell arteritis: Takayasu’s and temporal arteritis

ESR
CRP

Headache

Temporal  arteritis

Scalp skin necrosis

Jaw claudication

Pulmonary
vasculitis
(rare)

Coronary
insufficiency
(rare)

Cerebral infarction
via extracranial
vessels
(rare)

Ocular findings

– Loss of  vision
– Eye muscle-paresis

Polymyalgia
of pelvis/
shoulder
(bilateral)
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