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• 27 YO single female, nausea, vomiting weakness, fever, and chills
• Recent travel to the north of the country
• Non-smoker, no animal contact. Architect, no chemical contact
• Past h/o AS on no active treatment. No CVD symptomatology.
• One episode of COVID-19 (mild and home management)
• COVID-19 vaccine x 3
• Mother has disabling MS WC bound. Father has diffuse vitiligo.
• Presentation labs:

• Creatinine 12.8, K 6.5, PO4 8, 
• Hemoglobin 11 NC NC, WBC 12.8 left shift, Platelet 90,000 
• + schistocytes on PBS, elevated LDH
• Negative HIV, Hepatitis serology, IGRA, COVID-19 and Influenza PCR

• Urgent HD undertaken, Steroid pulses, Plasmapheresis, antimicrobials, 
and supportive care

• ICU admission → severe ongoing hypoxia, ARDS, unabating DAH
• All available rheumatology w/u were negative
• Increased Ferritin, LDH, CRP, PCT, and IL6
• Unresponsive to multiple pulses of steroid, plasmapheresis, 2 rescue 

doses of Rituximab, advance modes of MV and ICU care
• Unresponsive DAH and ARDS. aFVII was not agreed upon
• Patient died after 24 days of multidisciplinary care.

?Idiopathic Alveolar Capillaritis



Classification of Vasculitis

Adapted from Schnabel A, et al. Open Access 2021



Antineutrophil Cytoplasm Antibody



Antineutrophil Cytoplasm Antibody



ANCA Positivity in Various Diseases



ANCA Specificity in Small Vessel Vasculitis



EGPA Diagnostic Criteria, Classification, and Definition

Jennette JC, et al ; Lanham JG, et al ; Masi AT, et al 2013



Potential Manifestations of EGPA

Lanham JG, et al, Baltimore 1984



AAV Pathophysiological Types

• Granulomatosis with polyangiitis (GPA; formerly 
known as Wegener granulomatosis)

• Eosinophilic granulomatosis with polyangiitis (EGPA; 
previously known as Churg-Strauss syndrome)

• Microscopic polyangiitis (MPA) 
• Other ANCA-associated diseases

• Drug-induced vasculitis 
• Renal-limited vasculitis



AAV Pulmonary Diseases

Necrotizing granulomatous 
inflammation 

Tracheobronchial 
inflammation

Pulmonary Capillaritis Interstitial Lung Disease 

Asthma 

• Local treatments for subglottic stenosis
• The uncertain efficacy of plasma exchanges for alveolar hemorrhage
• The potential role of antifibrotic agents in ILD associated with MPA
• The use of novel anti-IL5 strategies in EGPA.

?



AAV Pulmonary Diseases

Three main clinicopathologic syndromes

• Granulomatosis with polyangiitis (GPA 67-85%)
• Microscopic polyangiitis (MPA up to 60%)
• Eosinophilic granulomatosis with polyangiitis (EGPA 95% + Asthma)

Up to 61% ICU mortality



AAV Pulmonary Diseases









Potential Steroid Sparing Management



AAV Pulmonary Diseases
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