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Abstract

Sjögren’s syndrome is an autoimmune disease characterized by exocrine glands lymphocytic infi ltration. However, some manifestations can happen outside the 
secretory glands affecting multiple organs. We report a 63-year-old man without previous history of any rheumatologic disease and negative arthralgias, mucosal or ocular 
dryness, in which fi ndings of chest CT scan were consistent with interstitial lung disease prompting further diagnostic workup. Given the serological results, Sjögren's 
syndrome was highly suspicious in our diagnosis for which a lip biopsy was performed revealing the etiology of our patient's interstitial lung changes. To our knowledge, 
respiratory symptoms are rarely the initial presentation of this disease, heightening a more thorough workup for a patient with interstitial lung disease with an unclear 
clinical association requiring a biopsy. 
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Background 

Sjögren’s syndrome (SS) is an autoimmune disease 
characterized by exocrine glands lymphocytic infi ltration 
causing typical symptoms of dry eyes and mouth. Some 
patients may have manifestations outside the secretory glands 
causing dysfunction of multiple organs, some of which may 
be the initial presenting symptoms [1,2]. It typically presents 
in women in their fi fth or sixth decade, although up to 10% 
of cases occur in men and it is also seen in younger people. 
Interstitial lung disease may be present in up to 20% of patients 
with Sjögren’s syndrome [3,4]. Subclinical lung disease is even 
more frequent and often includes evidence of small airways 
disease and airway infl ammation.  

Case presentation

A 63-year-old man with a past medical history of 
hypertension, coronary artery disease, and heart failure 
came to the emergency room with worsening dyspnea on 

exertion and productive cough of several weeks of evolution. 
The patient affi rmed medication and dietary compliance. 
He denied any history of rheumatologic diseases. Physical 
exam was remarkable for dry diffuse bilateral crackles, no 
peripheral edema, absent jugular venous distention, and no 
hepatojugular refl ux. Chest images showed diffuse bilateral 
pulmonary parenchymal ground glass appearance with lower 
lobe predominance, thickened septa and pleuroparenchymal 
fi brotic changes with suspected superimposed infi ltrates 
(Figures 1,2) as well as traction bronchiectasis. Also notable 
in imaging fi ndings there was an enlarged cardiac silhouette, 
increased pulmonary vascular markings, and absence of pleural 
effusions. Arterial blood gases performed at 26% FiO2 revealed 
marked hypoxemia with oxygen saturation at 75%, increased 
alveolar-arterial O2 gradient and chronic respiratory alkalosis 
Figures 3-5.  

Laboratory results were signifi cant for elevated sed rate 
110mm/hr, procalcitonin 0.06 mcg/L, RA Factor of 12.8 IU/
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ml, ANA 1:80 U. Other labs included a non-reactive HIV, and 
Hepatitis C, CCP IGG < 0.50 u/ml, low complement C3 and 
C4, Anti SSB 0.70 AI, Anti SSA 5.20 AI, and BNP 730 pg/ml. 
Echocardiogram showed preserved systolic function, as well as 
absence of valvulopathies and any wall motion abnormalities.  

The patient denied any mucosal dryness, ocular dryness 
and foreign body sensation, or arthralgias. Despite the 
optimization of diuretic therapy, the patient remained with 
hypoxemia and persistence of pulmonary imaging changes 
for which a diagnostic fl exible bronchoscopy was performed. 
Bronchoalveolar lavage was negative for bacterial growth yet 
positive for atypical infl ammatory epithelial cells. Lung biopsy 
was negative for fungal or bacterial infection but signifi cant for 
bronchial tissue reactive cells and acute infl ammation. In light 
of serological results, Sjögren’s syndrome was still suspected 
as a possible culprit of his current interstitial lung disease. 
Thus, a lip biopsy was done and the histopathological analysis 

came back positive for autoimmune sialoadenitis with four 
foci of lymphoid aggregate (> 50 lymphocytes) identifi ed per 4 
mm, confi rming the diagnosis. 

Conclusion 

Interstitial lung disease as a primary manifestation of non-
sicca SS is a rare and atypical presentation. The patient met the 
diagnostic criteria as per the American College of Rheumatology/
European League against Rheumatism Classifi cation Criteria for 
Primary Sjögren’s Syndrome [5]. It has been described that SS 
can have interstitial pulmonary fi ndings in up to 20% of patients 
[6-8]. The initial pulmonary manifestations of this syndrome 
have been largely underdescribed given that respiratory 
complaints are rarely the primary manifestation of the disease. 
In a recent prospective study it was shown that in non-sicca 
patients, ILD was the initial manifestation of SS in up to 16% 
[9].  As in our patient, there has been an association between 
anti-SSA in SS and the development of ILD [10]. In 12 to 24% 
of patients with primary SS, bronchiolitis is the most common 
airway disease [11,12]. The most frequently described pattern 
of ILD in SS patients is non-specifi c interstitial pneumonitis 
which presents with imaging fi ndings as described in our case, 
other less common presentations include usual interstitial 
pneumonitis and lymphocytic interstitial pneumonitis. Given 
non-sicca symptoms, a gland biopsy was required as well as 
radiological examination to establish a diagnosis. This case 

Figure 1: Initial Antero-posterior Chest X-ray.

Figure 2: Initial CT scan Axial View. 

Figure 3: Initial CT Scan Coronal View. 

Figure 4: Follow Up Chest CT Scan Axial View. 

Figure 4: Follow Up Chest CT Scan Axial View. 
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heightens the importance of thorough workup of patients 
with ILD with unclear clinical associations. The absence of the 
classical sicca symptoms despite seropositivity in patients with 
obscure organ involvement should not deter from the exclusion 
of SS. Interstitial lung disease associated to primary Sjögren’s 
syndrome requires a close follow up and aggressive therapy, 
as these patients are more susceptible to more progressive and 
severe pulmonary complications.   
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