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Takeaways for Clinicians from the KDIGO 2021
Clinical Practice Guideline for the Management
of Anti-GBM Glomerulonephritis

Rapidly progressive
glomerulonephritis

Alveolar
hemorrhage absent

Data not back
within 24 h

Alveolar
hemorrhage present

(con�rm with
high-resolution CT scan)

Treat with
glucocorticoids and

plasma exchange
until data are back

con�rming a
diagnosis of

anti-GBM diseases

At presentation, send serology for:
• Anti-GBM antibodies

• Antineutrophil cytoplasmic antibodies
• Antinuclear antibodies

Exclude infection
At presentation or within 24 h, obtain

kidney biopsy including immuno�uorescence

Data back
within 24 h
con�rming

anti-GBM disease

Treat with glucocorticoids, plasma
exchange and cyclophosphamide

Monitor kidney function, pulmonary
in�ltrates, anti-GBM antibody titers

and blood counts

Consider conservative approach in patients
without alveolar hemorrhage but who are

oliguric and/or have advanced kidney failure
requiring dialysis, especially if they have a

very high proportion of crescents (85%–100%)
on kidney biopsy

Modify treatment appropriately

In all patients with a rapidly progressive glomerulonephritis, a 
diagnosis should be made as quickly as possible, but if anti-GBM 
disease is suspected, treatment should be started without delay, 
even if diagnosis has not been con�rmed (Figure 1).

Immunosuppression with cyclophosphamide and glucocorti-
coids plus plasmapheresis should be initiated in all patients with 
anti-GBM except those who need dialysis at presentation, have 
100% crescents or >50% global glomerulosclerosis in an 
adequate biopsy sample, and do not have pulmonary hemor-
rhage (Figure 1). Treatment for anti-GBM disease should start 
without delay if this diagnosis is suspected, even before the 
con�rmed diagnosis.the patient displays steroid resistance, has 
an atypical clinical course, or is > 12 years of age at presentation.

Plasma exchange should be performed until anti-GBM antibod-
ies in serum are no longer detectable. Cyclophosphamide should 
be administered for 2–3 months and glucocorticoids tapered 
over 6 months. No maintenance therapy of anti-GBM disease is 
necessary with the exception of patients who are also anti-neu-
trophil cytoplasmic antibody (ANCA)-positive.

In refractory anti-GBM disease, rituximab may be tried.

Kidney transplantation in patients with kidney failure due to 
anti-GBM disease should be postponed until anti-GBM antibod-
ies remain undetectable for at least 6 months.
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