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ARDS Sjogren’s
Syndrome immune cell-mediated damage 

of alveolar endothelium and 

epithelial liningaccumulation

of protein rich fluid in 

interstitium and alveoli resulting 

in severe hypoxemia

 Clinical diagnosis due to lack of 

markers of pathophysiology

 Prompt diagnosis and 

treatment of underlying cause 

results in improved outcomes

 Most common Presentation: 

Dry eyes, Dry mouth, swollen 

glands

 May also affect other organ 

systems like cardiovascular, 

GI, skin, hematological and 

pulmonary
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Case Presentation:

 58-year-old Female, originally from Guyana, non-smoker, with history of recent hospitalization for multifocal pneumonia, 

history of mild intermittent asthma, hyperlipidemia, cholelithiasis presented to the hospital with worsening dyspnea, non-

productive cough for 5 weeks and wheezing for 1 day. Physical examination revealed mild respiratory distress with SaO2 

82% with pH of 7.422 and PaO2 of 62.3 on Arterial blood gas obtained on BIPAP with FiO2 40% (PaO2/FiO2=155.75), RR 

19, temperature of 97.5 with WBC 9.7 , BP 117/69, pulse 92, rales and fine crackles in all lung fields without audible 

wheezing on auscultation. 

 Given strong clinical suspicion of cryptogenic organizing pneumonia, therapy with IV Solumedrol (40mg q8h), Symbicort and 

Duonebs was initiated without improvement of clinical symptoms. Broad spectrum antibiotics were started given lack of 

clinical improvement. Patient continued deteriorating rapidly despite the above medical treatment. Patient was intubated due 

to hypoxemic respiratory failure. IV Solumedrol dose was increased to 60mg q6h, followed by 1000 mg IV Solumedrol for 3 

days. 

Laboratory findings: Negative for RVP, Mycoplasma IgM, Legionella Ag Urine, Anti ds DNA Ab, C-ANCA and P-ANCA Ab.  

BAL/Bronchial washing from RLL/RML showed fungal culture with rare yeast, bronchial culture with PMN leukocytes and no 

growth of Legionella, sputum cultures with normal respiratory flora, blood cultures with no bacterial growth. Lung biopsy was

not performed, due to risk of possible pneumothorax given ventilator settings with high PEEP. 

Due to lack of response to high dose pulse steroids, empiric plasmapheresis was initiated. Patient was not deemed to be a 

candidate for ECMO or lung transplantation, due to severity and rapid deterioration of her clinical condition. She continued 

to deteriorate, developed multiorgan failure, requiring escalating doses of vasopressors, as well as renal replacement 

therapy. Subsequently, patient developed PEA arrest and expired 2 week after initial presentation. 

Myomarker panel 3 results came back after patient’s expiration, reporting ANTI-SS-A IgG 52 kD AB of 121 (normal <20) 

strongly indicative of Sjogren’s Syndrome, strongly associated with more severe disease compared to Anti SS-B antibodies.
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- Chest X-ray revealed bilateral multifocal opacities.

- CT chest with contrast revealed bilateral opacities with 

infiltrates and inter-lobular septal thickening with fibrosis 

concerning for organizing pneumonia.
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Discussion

 Acute respiratory Distress Syndrome (ARDS) is characterized by immune cell-mediated damage of alveolar endothelium and 

epithelial lining resulting in accumulation of protein-rich fluid within the alveoli and interstitium leading to severe hypoxemia. Since 

markers for these pathophysiological changes have not yet been established, diagnosis of ARDS remains based on imaging, clinical

presentation, and degree of hypoxemia. In a recent study evaluating the epidemiology of ARDS in 50 countries, the period 

prevalence of ARDS was 10.4% of ICU admissions. More than 85% of cases of ARDS can be attributed to Pneumonia, aspiration of 

gastric contents, and sepsis. Secondary causes include congestive heart failure, diffuse alveolar hemorrhage, drug induced lung 

disease, cancer, connective tissue diseases, and interstitial lung disease. As ARDS requires prompt diagnosis and treatment of the 

underlying cause, it is important to consider interstitial lung disease in the differential diagnosis of ARDS.

 ILD is most common pulmonary abnormality in primary Sjogren’s disease presenting with cough and dyspnea in majority of cases. 

Percentage of patients with SS who develop ILD is estimated to be 10-20%. It’s less common for ILD to be the initial presenting 

manifestation of SS.

It is more prevalent in Females than males and average onset of age is 60. The types of SS-ILD might present as: Nonspecific 

interstitial pneumonia (NSIP), Usual interstitial pneumonia (UIP), Organizing pneumonia (OP), Lymphocytic Interstitial pneumonia

(LIP), Follicular bronchiolitis. Initial step is to exclude other causes. Next step is to review high resolution CT, which often guides 

further evaluations. The high-resolution CT findings of SS-associated OP include consolidative and ground-glass opacities, in 

addition to centrilobular nodules and tree-in-bud pattern. It can also mimic NSIP with patchy ground glass and reticular markings. As 

treatment is based on disease extent and symptoms, the precise diagnosis for these overlapping radiographic presentations is 

usually not necessary. For patients with consolidative or mass-like opacities on HRCT, a diagnosis of OP typically requires a lung 

biopsy. 

OP treatment is similar to COP management - with an initial dose of prednisone of 0.75 to 1 mg/kg per day. For minority of patients 

who rapidly deteriorate (as in our case) initial therapy with methylprednisolone125 to 250 mg every six hours or a pulse of 750 to 

1000 mg given once daily for three to five days is suggested based on clinical experience and case reports. It isn’t known whether 

immunosuppressive therapy should be added in patients unresponsive to steroids, although cyclophosphamide is suggested based 

on limited number of case reports.The natural history of the various lung diseases associated with Sjögren's syndrome is not well-

studied, but the development of lung disease in pSS is associated with poor survival. 
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