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Background

» Post-infectious or infection-related glomerulonephritis - a forgotten entity

» Rates of IRGN increasing in adult population

» Immunoglobulin A (IgA) dominant infection-related glomerulonephritis (IRGN)
» Disease of adults, diabetics
» Immune complex mediated glomerulonephritis

» Typically presents with acute kidney injury, haematuria and proteinuria

» Majority associated with skin or bacterial infections - Staphylococcus,
Streptococcus infections and Gram-negative bacilli




Case History

» 50 M Klinefelter’s Syndrome and chronic lower
limb lymphoedema

» Right ankle cellulitis, fevers and significant
myalgias

» Acute kidney injury with haemoproteinuria,
worsening generalized anasarca

» Peak serum creatinine of 216mmol/L, eGFR
30mL/min and serum albumin of 15g/L

» 24-hour urine protein collection - nephrotic
range proteinuria of 7.37g/day

» Serial microbiology cultures negative
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Case History

» Autoimmune screen negative, P-ANCA +, ANA 1:160, ASOT
279, normal C3/4

RENAL BIOPSY

» 18/42 glomeruli (42%) active lesions, including 16 glomeruli
with cellular crescents and 8 glomeruli with fibrinoid
necrosis

» Areas of tubular rupture with florid acute inflammation seen

» Large number of neutrophils and lymphocytes occluding
capillary lumens

» Immunofluorescence
» Dominant 2+ IgA staining, 1+ C3, Kappa and Lambda staining
» Electron microscopy

» electron dense deposits, favouring an immune complex
mediated post infectious glomerulonephritis with a
mesangiocapillary pattern




lgA Dominant Infection Related
Glomerulonephritis (IRGN)

» Morphologic variant of IRGN

» Presence of intense IgA deposits as sole or dominant
immunoglobulin on immunofluorescence along glomerular capillary
walls

» Prognosis guarded <20% of patients fully recovering renal function

» Distinguished from other clinical entities
» IgA nephropathy (mesangial IgA deposits)

» Postinfectious glomerulonephritis (C3, IgG and occasional IgM capillary
loop deposits with or without mesangial distribution)

» C; glomerulopathy




IgA Dominant IRGN IgA Nephropathy

Clinical features - Decreased complement levels - Normal complement levels
Older age - Younger age
Concurrent infection - Purpura, arthritis, abdominal pain,
Gl bleeding
Light Microscopy Diffuse endocapillary Mesangial proliferation
proliferative and exudative
glomerulonephritis
Immunofluorescence C3 (capillary wall) >> IgA IgA deposits (sclerotic glomeruli) >>
deposits C3

Electron microscopy Subepithelial 'humps' with Mesangial deposits
mesangial deposits




Proposed Mechanism of Injury

» Bacterial superantigens induce overactivation of the
immune system, downstream activation of T and B cells
with expression of IgA

» Mechanism of selective IgA deposition in IgA IRGN is
unclear

» May be related to increased serum IgA and IgA-containing immune
complexes




Management

» Eradication of infection - cornerstone of therapy

» Limited data on use of immunosuppressive therapy in
IRGN

» Steroids, Cyclophosphamide, Plasmapheresis

» Our patient - initially commenced on corticosteroid
therapy which was rapidly weaned

» Renal function and proteinuria improved 5 months post

» serum creatinine of 110mmol/L, eGFR 67mL/min and
urine albumin/creatinine ratio of 65.5mg/mmol




Conclusion

» Increasingly recognized entity in adults

» Important to recognize rare but serious entity
» Differentiate from IgA nephropathy

» Clinicopathological and prognostic
characteristics to be further studied
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