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Rapidly-progressive
RPGN glomerulonephritis




RP G N Rapidly-progressive
glomerulonephritis

e Acute GN
e Severe glomerular injury
e AKD

e Rapidly-progressive loss of renal function
(days = few Mo)

e Not a specific etiology
e Morphologically crescentric (>20%)



Severe AKI/ AKD
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Severe AKI/ AKD

o ]
e NOT obstructive

e NOT ESRD
Normal/ enlarged (U/S)
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RP G N Rapidly-progressive
glomerulonephritis

e Many will develop ESRD despite treatment (-50%)

e Extent of crescents:
<50%, non-circumferential = response
250% =» severe
280%, circumferential = poor response
Fibrocellular = chronicity

e Early diagnosis (biopsy with IF & serology) and
therapy are essential to minimize the degree of
irreversible renal injury.



RP G N Rapidly-progressive
glomerulonephritis

e Early diagnosis (biopsy with IF & serology) and
therapy are essential to minimize the degree of
irreversible renal injury.

e Empiric therapy may be begun in patients with
severe disease, particularly if either renal biopsy or
interpretation of the biopsy will be delayed.

e This will not alter the histologic abnormalities
observed with a renal biopsy that is performed
soon after initiating empiric therapy.
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Vasculitis
(GP syndrome) IgAN
Post Tx SLE -ve -Granulomatosis
(Alport) MPGN with polyangitis
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| -+




e Systemic vasculitis features may include scleritis, uveitis,
pneumonitis, asthma, OM, sinusitis, ..

e pauci-immune RPGN that is ANCA negative is considered to
be part of the granulomatosis with polyangiitis (Wegener’s)/
microscopic polyangiitis spectrum
And may develop systemic manifestations/ ANCA later

e Some cases of MPO-ANCA (pANCA) positive disease are
induced by drugs
(eg, propylthiouracil , hydralazine , allopurinol ,penicillamine ,
minocycline ).
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Treatment of RPGN

« 00000
e Pulse methylprednisolone 15-30mg/kg/d x3-6

e Followed by oral steroids

6 Mo, 1.5-2mg/Kg/d 4wks, 0.5 by 3 M, QOD
o CPA

IV 500 mg/m2/4wks x6
e Consider plasmapheresis



Plasmapheresis

« 00000
e Anti GBM: THE MAIN THERAPY
2x Pl.Vol. QOD up to 10 X
e ANCA +ve Vasculitis
May be used in severe/ refractory cases (2w)
e Cryoglobulinemia
e MPGN
Severity: Dialysis-dependency, Crescents 250%



Treatment of RPGN

o
Rituximab:

e Can be used for refractory cases
especially ANCA+ve vasculitis



Treatment of RPGN

e« 007
Some cases require prolonged therapy:

Chronic disease/ relapses as SLE/ ANCA
+ve Vasculitis

e Mycophenolate & low dose/ QOD steroids
up to 18 Mo



PSGN
«

Patients with poststreptococcal glomerulonephritis typically
recover spontaneously

Recovery may not be complete, particularly in adults.

Subendothelial deposits (correlate with proteinuria) are separated
from circulation so delayed clearance than subendoth., heavy
proteinuria can persist.

Few reports of long-term HTN and late renal failure assoc.
mainly with glomerulosclerosis and dd with MPGN.

There is no evidence that aggressive immunosuppressive
therapy is beneficial

However, patients with >30% crescents on renal biopsy are
often treated with methylprednisolone pulses.
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Treatment of RPGN

]
e Supportive management

— Fluid management
- Hypertension

— Dialysis

- ...etc






Q1. Medications used for treatment of

RPGN include the following EXCEPT
@«

A. Corticosteroids

B. Cyclophosphamide
C. Cyclosporine

D. Rituximab



Q2. Anti-GBM disease

@« 7
A. is usually associated with +ve ANCA

B. is associated with granular deposits by
immunofluorescence & electron microscopy

C. is a form of thrombotic microangiopathy
D. requires treatment with plasmapheresis



Q3. Regarding diseases presenting as
RPGN

o« ]
A. Acute tubular necrosis is a common cause

B. Post-streptococcal glomerulonephritis requires
early plasmapheresis

C. Vasculitis may be associated with hemoptysis/
pulmonary hemorrhage

D. SLE requires prolonged therapy






