
VJIM  < Volume 29  <  July 2020  < 85

Vidarbha Journal of Internal Medicine  <  Volume 29  <  July 2020
Case Report

1 2 3Associate Professor, Junior Resident, Junior Resident
Department of Medicine
Government Medical College, Nagpur

Address for Correspondence -
Dr. Nikhil Rathod
E-mail : niks42@gmail.com

Received on 1st June 2020 Accepted on 15th June 2020

1 2 3
Atul Rajkondawar , Nikhil Rathod , Amit Shrawankar

Introduction :

Granulomatosis with polyangiitis (GPA) also 
known as Wegeners Granulomatosis is a disorder 
that causes blood vessel inflammation which can 

1,2
lead to organ damage . The kidneys, upper and 
lower airways are the most commonly affected areas 
of the body. GPA can occur in people of all ages. The 
peak age groups affected are from 40-60 years. It 
appears to affect men and women equally.

Case Report

16 year male patient presented with chief complaints 
of fever and multiple joint pain since 12 days and 
epistaxis since 2 days. Patient was asymptomatic 3 
months back when he developed fever along with 
cough and was admitted in hospital. Patient was 
evaluated and was found to have cervical 
lymphadenopathy for which Fine needle aspiration 
cytology (FNAC) was done, that was suggestive of 
hematolymphoid malignancy. Patient was then 
referred to Cancer Institute to rule out leukemia, 
where Bone marrow aspiration was done, which was 
normal. Sputum examination done showed gram 
negative bacilli and gram positive budding yeast 
cells. Computed tomography of the thorax was 
suggestive of cavitatory lesion in the Right Lung. 
Patient was referred to physician as a case of 
Pulmonary kochs. On further evaluation, patient 
gave history of repetitive episodes of rhinitis present 
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Systemic Lupus Erythematosus with Granulomatosis with Polyangiitis

Figure 1 : Non Cicatricial Hair Loss

Figure 2 : Multiple palpable purpura and ulcers

since childhood. Patient was conscious, well 
oriented to time, place and person. Patient was 
febrile, Pulse was 115/min, Respiratory Rate was 
24/min, Blood pressure was 100/70 mmHg, Pallor 
was present. Hair loss was present. Nasal crustings 
were seen on anterior rhinoscopy and Legs showed 
multiple palpable purpura and ulcers. All the 
appendicular joints had features of arthritis. No 
icterus, clubbing, cyanosis. There was decreased air 
entry along with crepitations in the right infra 
mammary, infra scapular and infra axillary region. 
Abdomen was soft and non tender with no 
organomegaly. Heart sounds were normal with no 
adventious sounds.
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once daily. With treatment, patient improved 
symptomatically.

Case Discussion :

Granulomatosis with polyangiitis previously known 
as Wegener’s granulomatosis is a multisystem 
disorder which was first described by Klinger in 
1933, followed by other investigators like Rossle in 
1933, Wegener in 1936 and 1939 and Ringertz in 

3
1947 . The prevalence of the disease is 3 per 
1,00,000. It most commonly involves the upper 
respiratory tract causing rhinitis, sinusitis, otitis 
media, otorrhoea, nasal discharge, nasal ulcers, 

Laboratory studies included Hemoglobin-7.8 g/dL; 
3 3WBC-11.4 X 10  uL; Platelets-152 X 10  uL; Urea- 

21 mg/dL, serum Creatinine-0.8 mg/dL; Serum 
Sodium-135 mEq/L; Serum Potassium-3.9 mEq/L. 
Chest X-ray was suggestive of Right lower lobe 
cavity; Ultrasonography of the abdomen and pelvis 
was normal; Absolute Eosinophil count normal; 
Anti Nuclear Antibodies (ANA) were strongly 
positive; Anti Nuclear Antibodies (ANA) blot 
showed Double stranded Deoxyribonucleotide 
antibodies (DsDNA) being strongly positive. As the 
patient had features of vasculitis Serum 
Antineutrophil cytoplasmic antibodies (ANCA) 
were done and was found to be p-ANCA positive; 
2D echocardiography was normal; 24 hour urine 
protein was 840 mg/day. Sputum for acid fast bacilli 
was negative. Fresh Computed Tomography of the 
thorax was done which was suggestive of 
consolidation in bilateral lungs along with a cavity 
and fibrotic bands in the right lung. Skin biopsy from 
the leg lesions was suggestive of leukocytoclastic 
vasculitis with Lymphocyte predominance. 
Bronchoscopy was done and lavage was sent for 
investigations which was negative for Acid Fast 
Bacilli and fungal elements. On the basis of the 
history, examination and investigations, the 
diagnosis of SLE with Granulomatosis with 
polyangiitis was kept. Patient was started on 
intravenous injection Methylprednisolone 500 mg 
OD for 5 days followed by tablet prednisolone 40 
mg once daily which was gradually tapered to 10 mg 

Figure 3 : Chest x-ray before treatment
suggestive of Right Lower zone cavitation

Figure 5 : Computed Tomography of thorax
suggestion of consolidation in bilateral lungs and

cavity and fibrotic bands in the right lung

Figure 4 : Chest x-ray after treatment showing
resolution of the cavity
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Methotrexate 0.3 mg/kg/week increase by 2.5 
20mg/week to 25 mg/week . This case shows the rarity 

of SLE occurring with GPA although there is no 
correlation between the two diseases. 
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5,6,7
nasal cartilage destruction . It also involves the 
lower respiratory tract causing subglottic stenosis, 
consolidation, pleural effusion, cavitations, 

8,9,10nodules . Renal involvement may also be seen 
causing mild asymptomatic to fulminant 
Glomerulonephritis. Cutaneous lesions include 

11
leukocytoclastic vasculitis, urticaria, nodules . It 
can also involve the Nervous system causing 
Mononeuritis multiplex, sensory neuropathy, 
c r a n i a l  n e r v e  a b n o r m a l i t i e s ,  e x t e r n a l  

12,13
ophthalmoplegia, sensorineural hearing loss . 
Ocular manifestations are reported in 28 to 58% of 
patients and it may include keratitis, conjunctivitis, 
scleritis, episcleritis, uveitis, retinal vessel occlusion 
and optic neuritis. Some rare findings include 
salivary gland, gastrointestinal and cardiac 
involvement.  The American College of 

14,15Rheumatology in 1990  established the diagnostic 
criteria for GPA which included 1) Nasal or oral 
inflammation. 2) Abnormal chest x ray suggestive of 
nodules, cavities and fixed infiltrates. 3) Abnormal 
urinary sediment like microscopic hematuria with or 
without red cell casts. 4) Granulomatous 
inflammation on biopsy of an artery or perivascular 
area. Presence of atleast two of these criteria yielded 
a sensitivity of 88% and specificity of 92%. In our 
case the patient fulfilled the first two criteria. The 
closest differential in our case was Microscopic 
polyangiitis which got ruled out as the patient had 
Upper respiratory tract involvement. c-ANCA is 
usually seen in GPA but 20 percent of the cases can 
have p-ANCA positivity. In our case patient was p-
ANCA positive which shows the rarity of the 
disease. Treatment includes Induction therapy for 3 
to 6 months. For Non threatening disease : 
methotrexate 25 mg/week along with prednisone 1 
mg/kg/day till 4weeks followed by tapering to 20 
mg/day. In case of Life threatening disease: 
intravenous Rituximab 375 mg/m2 once a week for 
4 weeks with  Prednisone 1 mg/kg/day till 4 weeks 
followed by tapering to 20 mg/day for 6 mths. or oral 
Cyclophosphamide 1.5 to 2 mg/kg/day with 
Glucocorticoids / intravenous cyclophosphamide 15 
mg/kg every 2 week for 3 doses and then every 3 

16,17
weeks for 3 to 6 months along with steroids . 
Maintenance therapy for 12 to 24 months which 

18
includes Azathioprine 2 mg/kg/day  or Rituximab 

19
500 mg at 0, 2nd week and at 6,12,18th month  or 
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