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Abstract:

Interstitial lung disease (ILD) has been considered as an unusual pulmonary manifestation of systemic lupus 
erythematosus. Patients of ILD usually present with progressive dry cough and exertional dyspnea. ILD is 
usually seen in long standing SLE patients and follows a chronic course. ILD as the initial manifestation of 
SLE is very rare. Our middle aged female patient presented with pulmonary symptoms, renal impairment 
and arthralgia. She was finally diagnosed as having SLE by relevant autoantibody profile and renal biopsy 
along with HRCT proven ILD. 
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Introduction

Systemic lupus erythematosus is a multisystem auto-
immune disorder with varied clinical presentations 
and wide spectrum of organ involvement. Females 
of reproductive age group are more commonly 
affected by the disease though age range can vary. 
Study from a tertiary care hospital from Eastern 
India showed female:male ratio as high as 39:1 
[1]. The disease usually presents with cutaneous, 
musculo-skeletal, renal, neurologic, hematological 
and pulmonary manifestations. Pulmonary 
manifestations usually follow a chronic course 
except for diffuse alveolar hemorrhage and acute 
lupus pneumonitis which follow an acute course.  
Pleurisy or pleural effusion is the most common 
pulmonary manifestations of SLE [2,3]. Interstitial 
lung disease (ILD), pulmonary embolism, pulmonary 

vasculitis and hypertension, bronchiolitis obliterans 
with or without organizing pneumonia (BOOP), 
shrinking lung syndrome, opportunistic pulmonary 
infections and toxicity due to immunosuppressive 
drugs are the other pulmonary complications of 
SLE [4,5]. ILD is not so common for SLE and even 
much rarer to be the initial manifestation of SLE. 
We describe a patient of SLE in whom ILD was one 
of the presenting features of the disease along with 
renal and musculo-skeletal involvement. 

Case Report

A 40 year old non-diabetic, non-hypertensive 
female presented with bipedal swelling, puffiness 
of face for one month and oliguria for ten days. The 
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patient was apparently well one month back when 
she started passing frothy urine. She had a history 
of dry cough for the last three years along with 
exertional dyspnea for the last two years. There 
was a history of arthralgia involving large and 
small joints of all four limbs for the last six months. 
There was no history of orthopnoea, paroxysmal 
nocturnal dyspnea, fever, rash, photosensitivity 
and oral ulceration. General examination revealed 
pallor and bipedal pitting edema. Her pulse rate 
was 96/minute, blood pressure146/90 mm Hg. 
Respiratory system examination revealed bilateral 
fine end inspiratory crepitations, predominantly at 
lung bases with shrinkage of lung volume. Other 
systems were normal. 

Hematological and biochemical investigations 
revealed Hb:9.6 gm/dL, total leucocyte 
count:5100/cumm, platelet count:1.6 lakh/cumm, 
serum urea:124 mg/dL and creatinine:3.8 mg/
dL. Liver function test was normal. Urine routine 
examination revealed 3+ albumin, WBC casts, and 
granular casts. Twenty four hour urinary protein 
excretion was 1.9 gm (normal value< 150 mg/24 

hours). Chest X-ray was unremarkable. Blood for 
ANA by Hep 2 method was positive (4+, 1:100 
dilution), anti dsDNA-345 U/mL (normal range:  
<100 IU/mL). Blood for C3 and C4 were 54 mg/
dL (normal range: 90-180 mg/dL) and 24 mg/
dL (normal range: 10-40 mg/dL) respectively. 
Ultrasonography of whole abdomen was normal. 
HRCT thorax revealed diffuse bilateral ground 
glass opacification, interlobular septal thickening 
and subtle bronchiectatic changes in basal lung 
fields, suggestive of interstitial lung disease [Fig.1]. 
Pulmonary function test showed restrictive pattern 
of lung disease compatible with interstitial lung 
disease. Renal biopsy report showed IgG, IgA, 
C3 and C1q deposition along the capillary walls, 
consistent with membranous lupus nephritis (lupus 
nephritis class V) [Fig.2]. A final diagnosis of SLE was 
made and the patient was started withhydroxyl-
chloroquine sulfate and immunosupression with 
advice for regular follow up.

Fig.2: Renal biopsy specimen with 
immunofluorescence staining showing deposition 
of IgG, IgA, C3 and C1q along the capillary 
walls.

Fig.1: HRCT scan of thorax showing diffuse 
bilateral ground glass opacification, interlobular 
septal thickening and subtle bronchiectatic 
changes in basal lung fields, suggestive of ILD.
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Discussion

Mild lung disease is present in about one third of 
SLE patients but clinically significant disease is seen 
in only 3-8% of the lupus population [6]. ILD are 
a heterogenous group of disorders characterized 
by varying degree inflammation and fibrosis of 
the lung parenchymal tissue. ILD is seen in about 
10% of lupus cases [1,7]. Non-specific interstitial 
pneumonia (NSIP) is the most commonly observed 
histopathological pattern of ILD in SLE, but other 
patterns can also be present. It is important to note 
that unlike some other connective tissue diseases, ILD 
in SLE usually follows a benign course with a sub-
acute to chronic presentation during the disease 
process [1]. ILD as the presenting feature of SLE is 
rare with few case reports in literature [8,9]. Kumar 
A et al. reported a case of 40 year old Asian female 
SLE patient in whom progressive dyspnea was the 
initial manifestation [8]. Contrary to our patient dry 
cough, which is a classical feature of ILD was absent 
in their patient. There was possibility of co-existent 
COPD in their case, evidenced by hyperinflation 
of lung fields due to long term bio-mass exposure. 
Similar to our patient, they confirmed the diagnosis 
of SLE by serum autoantibody profile though no 
information about renal biopsy result is available 
from their report. We performed renal biopsy in 
our patient as she fulfilled the indications for the 
same and also for determining treatment protocol. 
Esmaeilbeigi F et al. reported another case of SLE 
with desquamative interstitial pneumonia (DIP), a 
rare form of ILD [9]. In this case, the diagnosis of SLE 
was made long before the development of DIP, so 
it could not regarded as the presenting feature of 
SLE. In our patient renal and articular manifestations 
were also present along with ILD that helped us for 
consideration of SLE as a possible diagnosis which 
was finally confirmed by renal biopsy.

Conclusion

ILD may be the initial manifestation of SLE. SLE 

should be a diagnostic consideration in patient with 
ILD, especially in female of reproductive age group 
with other systemic involvement. 
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