ANTI-GBM DISEASE

(Goodpasture Syndrome)

A rare autoimmune disease caused by antibodies
against the non-collagenous (NC1) domain of the
a3 chain of type IV collagen in the glomerular and
alveolar basement membranes.

Causes rapidly progressive glomerulonephritis
* pulmonary hemorrhage (Goodpasture syndrome).
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2. CORTICOSTERDIDS

« IV methylprednisolone
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3. CYCLOPHOSPHAMIDE

risk than isolated anti-GBM disease.
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Kidney transplantation should be delayed
until anti-GBM antibodies have remained
negative for at least 6 months.
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PROGNOSIS

Poor prognosis if:

+ Serum creatining =5-6 mgidl
+ Spvere abweolar hemorrhage
+ »50% crescents on blopsy

+ Treatment delay »2 wesks

Better prognosis if:

+ Diagnosed early

+ Serum creatinine <5 mg/dlL

+ Limited crescent formation

+ Prompt inftiation of plasma exchange
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& Anti-GBM antibodies & disease pathogenesis
& Renal manifestations

@ Pulmonary hemorrhage (Goodpasture syndrome)
& Diagnosis: Serology, Kidney biopsy &
Immunofluorescence

@ Treatment: Plasma Exchange (PLEX),
Corticosteroids & Cyclophosphamide

Prognosis and long-term outcomes
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DIFFERENTIAL DIAGNOSIS OF

GOOD PASTURE'S SYNDROME

(ANTI-GBM DISEASE)

AUTOANTIBODY /

PULMONARY | CLUESTHAT FAVOR
RENAL FINDINGS FINDINGS THE CONDITION

CONDITION KEY FEATURES

GOOD PASTURE'S
SNDROME | * 5 e
ANTI-GBM 7 * Pulmonary hemorrhage
. » Young aduits
(male > female)
. No mmeml
ANCA-ASSOCIATED * RPGN c-ANCA (PR3-ANCA)
VASCULITIS » Pulmonary hemorrhage usually positive
(GRANULOMATOSIS (oo 0\
WITH POLYANGHTIS) osiiratory tract Y
. involvement
« Systemic features p-ANCA (MPO-ANCA)
(fever, weight loss, may be positive
ENT involvement)
MICROSCOPIC « RPGN
POLYANGIITIS " PANCARIINCH
« Pulmonary hemorrhage positive
» Systemic features
+ No granulomas Y

SEROLOGY

+ No ENT involvement

SYSTEMIC LUPUS « RPGN (Class IV) ANA +
ERYTHEMATOSUS + Pulmonary hemorrhage Anti-dsDNA +
(LUPUS NEPHRITIS) (uncommon) (Variable)
’ » Rash, arthritis, serositis
* Hypocomplementemia Y » Pleuritis common
* DAH uncommon
IMMUNE COMPLEX  * Hematuria (often NG sbeciiic
GLOMERULONEPHRITIS ~ macroscopic) mm
(POST-INFECTIOUS / ~ * Edema, hypertension (ASO t in
(GA NEPHROPATHY) » Recent infection post-streptococcal
3 (Post-infectious) GN)
%! o
A streptococcal)
DRUG-INDUCED « RPGN ANCA =
PULMONARY-RENAL | oo |  positiveor negative
SYNDROME -
. expasure
? : (history crucial) Y
ANTI-PLAZR + Nephrotic syndrome
ASSOCIATED + Hematuria mild or R
MEMBRANOUS s posiie
NEPHROPATHY « No Y .
}_*!*_k hemorrhage « No RPGN : pulmonary

1, KEY POINT
i = The hallmark of Good Pasture's Syndrome is the presence of
i ~ anti-GBM antibodies with linear IgG staining along the GBM
and pulmonary hemorrhage with rapidly progressive GN,
without systemic vasculitis features.

RPGN — Rapidly Progressive Glomerulonephritis
DAH - Diffuse Alveolar Hemorrhage

GBM - Glomerular Basement Membrane
ANCA - Anti-Neutrophil Cytoplasmic Antibody
ANA = Antinuclear Antibody

* Careful history, serology, and renal biopsy with immunofluorescence

Positive anti-GBM
antibody with
linear IgG staining
along GBM

()
-

ENT involvement,
c-ANCA positivity,
granulomatous
inflammation

{’(Ql

p-ANCA positivity,
absence of ENT
disease and
granulomas

vl

ANA, anti-dsDNA
positivity, low C3/C4,
other SLE features

Recent infection,
low C3, granular
immune deposits

Recent exposure
~ ) todrugs(eg.

4 Hydralazine,
i Propyithiouracil,
L= Penicillamine,

Cocaine, etc.)

Nephrotic range

] proteinuria,
anti-PLAZR paositive,
no lung disease

are key to accurate diagnosis and appropriate therapy.



