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Abstract

ANCA associated vasculitis  is frequently a multi-system disease with a predilection for affecting the respiratory tract
and renal parenchyma. We report  a  rare case of ANCA associated vasculitis presenting as bilateral  eosinophilic
exudative pleural effusion. We highlight the approach to diagnose and appropriate management in such a patient.
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Introduction

Vasculitis means inflammation of the blood
vessel wall. Any type of blood vessel in any organ
could be affected. ANCA Associated Vasculitis
(AAV) is a form of vasculitis that primarily
affects the small blood vessels in your body.
Inflammation  causes thickening of vessel wall
leading to narrowing of lumen resulting in
ischemia. Anti-neutrophil cytoplasmic antibody
(ANCA)-associated vasculitidesare life
threatening autoimmune diseases characterised by
necrotising inflammation of small to medium-
sized vessels.1-3

Three systemic autoimmune small vessel
vasculitis syndromes are associated with
antineutrophil cytoplasmic autoantibodies
(ANCAs); collectively, they're called ANCA-
associated vasculitis (AAV). AAV include (1)
Microscopic polyangiitis (MPA) (2)
Granulomatosis with polyangiitis (GPA),
formerly known as Wegener's granulomatosis&
(3) Eosinophilic granulomatosis with polyangiitis
(EGPA), formerly known as Churg-Strauss
syndrome. AAV is frequently a multi-system
disease with a predilection for affecting the
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respiratory tract and renalparenchyma.2 When the
kidneys are involved, AAV typically gives rise to
rapidly progressive renal failure and necrotising
crescentic glomerulonephritis.5 In contrast to
immune-complex associated diseases (i.e.,
systemic lupus erythematosus or IgA vasculitis),
the hallmark of AAV is the lack or paucity of
immunoglobulin and complement deposits.4,6

Case Report

A 70 yrs male presented with complaints of fever,
loss of appetite for 2 months and breathlessness
for 1 month. 6 years back, patient had history of
coronary artery disease for which percutaneous
trans-luminal coronary angioplasty was done.
Patient was evaluated at private hospital and

found to have bilateral eosinophilic exudative
pleural effusion and was empirically put on anti-
tuberculosis treatment.

On general physical examination, patient was
febrile and tachypneic. On respiratory system
examination patient had fine crepitations.
Examination findings of other systems were
within normal limits. Chest X-Ray showed patchy
radio-opacities in bilateral lower zones with
obscured right costophrenic angle. CT chest
showed multiple fibro- atelectatic bands with few
areas of tractional bronchiectasis right middle and
bilateral lower lobes and inferior lingular segment
of left upper lobe, with patchy areas of GGO right
upper lobe with bilateral mild pleural effusion.
Abdomen USG revealed mild hepatomegaly.

Figure 1 . CT chest showing mild pleural effusion with pericardial effusion.
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2D echo was done which showed mild pericardial
effusion. In view of hoarseness of voice, ENT
consultation was taken and CT of PNS was done
which showed mild deviated nasal septum
towards right. Hemogram showed normal profile.
Liver and renal function tests were within normal
limits. The coagulation profile and electrolytes
were also unremarkable. The erythrocyte
sedimentation rate (ESR) was 64mm/hour.
Absolute eosinophil count was 475/CU. Urine
examination showed protein+++, urinary protein

(24hrs) showed high protein loss (839 mg /24
hrs). Vasculitic profile was done which came out
to be positive for antibodies against MPO & c-
ANCA was positive. Due to elevated titre of c-
ANCA and presence of anti-MPO antibodies,
USG guided renal biopsy was done. Report came
out to be focal segmental necrotizing
glomerulonephritis with 20-30% crescents. Pulse
therapy with I/v Methyl prednisolone 1 gm daily
for 3 days given, subsequently prednisolone 60
mg along with cyclophosphamide 200 mg.

Figure 2  Renal biopsy showing focal segmental necrotizing glomerulonephritis withcrescents.

Discussion

ANCAs are antibodies against intracellular
Antigens which are found in neutrophils and
monocytes. The ANCA-associated vasculitisare
grouped together because they share common
clinical, histopathologic features and similar
response to immunosuppressive treatment.7

Constitutional symptoms are also
common.6,7,8 Renal involvement in vasculitis may
progress to renal failure and renal biopsy

commonly reveals glomerulonephritis. Although
renal-limited vasculitis is closely associated with
ANCAs, WG, microscopic polyangiitis (MPA)
and Churg-Strauss syndrome are systemic forms
of ANCA-associated vasculitis (AAV) with
common extra-renal involvement. Thoracic
involvement is most commonly seen with primary
idiopathic large-vessel vasculitides (Takayasu
arteritis, giant cell arteritis, Behçet disease)and
primary small vessel ANCA–associated
vasculitides .
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The lung is the most commonly involved organ in
EGPA, followed by the skin. Pulmonary
hemorrhage and glomerulonephritis are much less
common than in the other small vessel
vasculitides.10 Renal involvement is infrequent;
the characteristic lesion is a focal segmental
glomerulonephritis.1, 7 Eosinophilic pleural
effusion represents 5-8% of all exudative pleural
effusions seen . EPE alsopresents the early (pre-
vasculitic) phase of the EGPA. Most common
presentation of GPA being lung nodules (40-70%
of patients) usually multiple and bilateral and
occur without a zonal predilection. Cavitation
occurs in approximately 25% of nodules larger
than 2 cm.11Parenchymal consolidation and
pleural involvement are less frequent in GPA.
Pleural lesions are present in only 10% of GPA
patients with initial pulmonary involvement.12As
seen in our case report, a rare presentation of
bilateral eosinopleural fluid was also reported in a
study conducted  by Krenke et al.13

Induction of remission should be done with
cyclophosphamide. alternative agents are
methotrexate and mycophenolatemofetil. In case
of creatinine>500micromol/l GC and plasma
exchange should be considered.Rituximab in
combination with glucocorticoids is also used in
both remission and maintainancephase. High risk
of relapse is there in therapy of <1 yr. so duration
of treatment should be atleast 18-24 months.

Conclusion

Eosinophilic pleural effusion is not common
phenomenon but ANCA-associated small-vessel
vasculitis should be suspected in any patient
presenting with eosinophilic pleural effusion and
multi-system involvement once infectious or
malignant causes are ruled out. Therefore,
possibilities of ANCA associated Vasculitis
should be kept in mind while treating patients
having exudative pleural effusion with
eosinophilia.
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