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ABSTRACT

Sjogren syndrome with various pulmonary symptoms and the common manifestations are diffuse parenchymal lung disease and tracheobronchial
disease. Association with ILD-NSID, pulmonary embolism, pulmonary hypertension are rare. We experienced a case of ILD-NSIP accompanied
with sjogren's syndrome and are treated further and we present the details of the case here in.

KEYWORDS

Sjogrens syndrome, interstitial lung disease, non specific interstitial pneumonia, pulmonary arterial hypertension.

INTRODUCTION:

Primary sjogren syndrome (ss) was originally described in 1926 by
Gougerot " . It is a multisystem autoimmune disease characterized by
a triad of symptoms such as xerostomia, xerophthalmia, and
polyarthritis ©. It can occur as primary disorder or as a secondary
condition such as rheumatoid arthritis, systemic lupus erythematous
and scleroderma”

The primary SS patients may develop pulmonary abnormalities such
as interstitial lung disease (ILD), airway lymphoma, pseudo
lymphoma, pulmonary vascularitis, and granulomatous disease. They
may also develop the whole spectrum of lymphoproliferative disorders
of the lung“ ™.

ILD-NSIP (non specific interstitial pneumonia) is an idiopathic
interstitial pneumonia that occurs mostly in women between the ages
40 and 50. Patients have cough and dyspnea which can be present for
months to years. Diagnosis which may have high resolution CT and
lung biopsy” .

Pulmonary arterial hypertension (PAH) is characterized by increased
right ventricular pressure and pulmonary resistance. It may result in
cardiac failure, pedal edema, arrhythmia, death"” .

CASE REPORT:

A 49yrs old female patient presented with complaints of dyspnea,
shortness of breath on minimal exertion since 2months. She was
evaluated outside and diagnosed as severe PAH and got here for
further management.

Physical examination revealed a temperature of 98.6°F, Oxygen
saturation of 94% at RA and 98% with 2lts O2, BP of 150/100mmHg,
pulse rate of 100bpm, CVS-S182+, RR-BAE+ with basal crepts+ and
P/A was found to be soft. Further examination revealed ESR of
28mm/hr (1st hr) and 58mm/hr (2nd hr).

Laboratory results showed increase in serum chloride level-
110mmol/L (95-105mmol/L). RBS- 132mg/dl (80-130mg/dl), serum
urea of 58mg/dl (5-20md/dl). Chest X-ray showed known c/o ILD,
ground glass opacities in bilateral lower zones.

High chest radiography revealed subpleural reticular interstitial
thickening, ground glassing and mild traction bronchietasis in both
lungs with basal predominance and immediate subpleural sparing in
bilateral basal segments. Features suggest ILD-NSIP pattern,
mediastinal lymhadenopathy, dilatedpulmonary trunk with
cardiomegaly and pericardial effusion- to correlate with ECHO to rule
out PAH. 2D ECHO s/o RA, RV dilated, D-shaped LV, no LV RWMA,
normal LV systolic function, Grade-1 diastolic dysfunction, RV
dysfunction- TAPSE-1.7cm, mild MR/no AR/moderate TR/ severe
PAH, no LA/LV/Clot/ minimal pericardial effusion. Anti RO 52
ANA+ve.

Based on clinical features and investigation the patient was diagnosed
as Sjogren's syndrome with ILD-NSIP, DCMP with LV dysfunction.

DISCUSSION:

In 9-20% of cases is associated with various respiratory symptoms
¥ Adirway involvement is common and is manifested by cough. It may
affect trachea, bronchi, bronchioles and abnormalities on CT include
bronchiectasis. Patient has bronchietasis and with a low frequency
anti-RO antibody+ve. HRCT is considered in detection of
bronchiectasis "”. Standard treatment for ILD-NSIP is with
corticosteroids and sometimes immunosuppressive drugs and for PAH
is the use of endothelin receptor antagonist, Phosphodiesterase type-5
inhibitors; while in case of treatment failure first line
immunosuppressants are added"”

Occurrence of PAH is rare in SS. During the hospital stay the patient
was treated with inhalation, 1V antibiotics, PPI's, nebulisation, IV
steroids, DMARDS, Analgesic, antipyretics, anticoagulants, diuretics,
statins, inotropes, IV fluids and other supportive care was given.
Vaccination of influenza and pneumococcal was given to the patient.
Patient was symptomatically improved and been discharged.

CONCLUSION:

ILD-NSIP is a rare manifestation in patients with SS. Similarly PAH is
a rare manifestation in SS. It is unusual to get both conditions together
in case of SS. There is a considerable clinical heterogenicity and one or
other manifestation can predominate or can be only expression of this
syndrome. Timely diagnosis, early treatment and a multidisciplinary
approach are vital for optimal case of the patient.
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