
Vasculitis 
An approach to diagnosis 



Vasculitis 

• Heterogeneous disorders that are linked by the common finding of destructive inflammation within 
the walls of blood vessels. 

• Current nomenclature and classification schemes recognize nearly 30 primary forms of vasculitis 
and several major categories of secondary vasculitis (e.g., other rheumatologic diseases, 
malignancy, and infection;











Classification of vasculitis by size

• Large arteries:  the aorta and its major branches 

• Medium refers to vessels that are smaller than the major aortic branches yet still large enough to 
contain four elements: (1) an intima, (2) a continuous internal elastic lamina, (3) a muscular media, 
and (4) an adventitia. 

• A large artery becomes a medium-sized artery when it penetrates a viscus. Thus, the renal artery is 
considered a large artery, but once it enters the kidney and separates into the smaller arcuate and 
interlobular arteries, these vessels are regarded as medium-sized arteries.

• Small-vessel vasculitis, which incorporates all vessels below macroscopic disease, includes 
capillaries, postcapillary venules, and arterioles.

• Because glomeruli may be viewed simply as differentiated capillaries, forms of vasculitis that cause 
glomerulonephritis are considered to be small vessel vasculitides.



• All three major categories of vasculitides (large, medium, and small) can affect arteries of any size. 

Example: giant cell arteritis, the prototypical “large-vessel” vasculitis: the clinical manifestation of this 

disease most feared by patients—anterior ischemic optic neuropathy—is caused by small branches of the 

posterior ciliary and retinal arteries.

• Some vasculitides are not easily classified as primary large, medium, or small-vessel diseases. :variable-

vessel vasculitides.” Classic variable vessel vasculitides are Behçet’s disease and Cogan’s syndrome.

• However, categorizing a patient’s vasculitis as primarily large, medium or small vessel remains enormously 

helpful in focusing the differential diagnosis and initiating treatment plans.









Large vessel vasculitis:

Giant Cell Arteritis(GCA)  



Case

• A 75-year-old male presented with headache of six weeks' duration. 
Pain was predominantly over the right hemicranium, with the 
maximum being over the right temple. 

• Pain was excruciating in intensity. There was severe allodynia over the 
area. There was jaw claudication. 

• Constitutional symptoms were present. 

• About two weeks after the onset of headache, he developed blurred 
vision in the right eye.



• Examination: tender TA with weak pulses



Case 5: questions 

• 1- What is the likely diagnosis?

• 2- What additional testing you need to do?



• Labs: Hb 11, ESR 85. CRP 10

• Ophthalmological 
examination :anterior 
ischemic optic neuropathy 
(AION). 

• Temporal artery biopsy: 
classic GCA









































ANCA 
vasculitis



• GPA 

necrotizing granulomatous inflammation and vascuitis

 destructive sinonasal lesions, pulmonary nodules, and pauci-immune 
glomerulonephritis. 

GPA is associated with cytoplasmic ANCA and antibodies to proteinase 3 (PR3)

• MPA 

vasculitis without granulomatous inflammation.

 Common clinical manifestations include rapidly progressive pauci-immune 
glomerulonephritis and alveolar hemorrhage. 

MPA is associated with perinuclear ANCA and antibodies to myeloperoxidase. 

• Both GPA and MPA commonly cause a pulmonary-renal syndrome, with GPA 
frequently affecting the upper airway as well.

ANCA vasculitis



ANCA vasculitis

• EGPA 

eosinophilic tissue infiltration in addition to vasculitis. 

Common clinical manifestations include asthma, peripheral 
eosinophilia, and peripheral neuropathy.

 Only 40% of patients produce detectable ANCA. 



Case 
• A 55 year old man presents with a 2-3 week history of fever, cough 

and migratory arthralgias. This was preceded by persistent nasal 
stuffiness and a mildly productive cough that on one occasion 
included bright red blood. 

• Additionally, he reports recent malaise and fatigue, with mild dyspnea
on exertion. 

• For the past 4-5 days, he has had a painful, red left eye.

• He is a non-smoker, with no recent travel or exposures, and he denies 
cocaine or other drug use.

• He reports a 5-10 year history of recurrent sinus and ear infections 
that seem unresponsive to antibiotics and decongestants. 



• Physical examination reveals an ill-appearing male, with a blood pressure 
of 140/90 and a pulse of 102, temperature is 101 degrees F. 

• There is no skin rash or adenopathy. He is tender over the maxillary 
sinuses, and the left eye is injected and slightly swollen. 

• Chest exam reveals decreased

breath sounds with rales in the

upper lung fields. 



Case 6:  questions 

• 1- What is your differential diagnosis?

• 2- What investigations you want to request?



• R/O Systemic vasculitis, as well as infection, malignancy, 
and vasculitis mimics 

• CBC with differential, UA, C3 and C4 complement levels, 
ESR, CRP

• Hepatitis Serologies and HIV

• PPD skin testing and sputum for AFB and fungal cultures

• Urine drug screen if drug use is suspected

• Serum antibody testing for ANA, RF, anti-GBM 
(Goodpasture's disease),ANCA (with antigen-specific anti-
PR3 and anti-MPO if ANCA is positive)

• Biopsy of tissue to look for granulomatous inflammation 
with necrotizing vasculitis- the highest yield is found with 
lung biopsy (open or video-assisted thoracoscopic surgery)



• A chest X-ray reveals 
multiple, large 
pulmonary nodules in 
both upper lobes 
with cavitations in 
several areas.

• Sinus films show 
opacification of the 
left maxillary sinus.



• Laboratory studies include a mild anemia and WBC of 
12,200 with a slight left shift and no significant 
eosinophilia. 

• A urinalysis reveals 2+ protein and 20-30 RBCs. Serum 
creatinine is 1.5.

• ANCA was positive at a titer of 1:1280 with 
cytoplasmic staining (c-ANCA), and anti-proteinase 3 
(PR3) antibodies by ELISA were also positive

• Bronchoscopy revealed no obstructing lesions or 
bloody secretions. An open lung biopsy was 
performed, and tissue sections revealed 
granulomatous inflammation, necrotizing vasculitis, 
and multi-nucleated giant cells.

















Work up




