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Splenic artery aneurysm in Sjogren’s syndrome
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Abstract

A 40-year-old female presented with cough, exertional dysp-
nea, abdominal pain with distention, fatigue, dry eyes and dry
mouth. Past history revealed asthma. Physical examination was
normal except for tachypnea. We found leukocytosis, azygos fis-
sure on chest X-ray along with normal pulmonary function tests
and arterial blood gases. Thorax computed tomography (CT)
revealed bronchiectasis and ground glass opacities in both lungs.
Abdominal CT demonstrated thrombosed proximal splenic artery
aneurysm. Further diagnostic procedures were done and according
to the positive Schirmer test and compatible histopathologic find-
ings of the salivary gland, diagnosis of primary Sjégren’s syn-
drome was established. Splenic artery aneurysm is rare occurring
in less than 1% of the population that usually appears as an inci-
dental finding. This is the first case in literature that introduces
Sjogren’s syndrome as a risk factor for splenic artery aneurysm.
The silent presentation of the splenic artery aneurysm should pre-
vise the clinicians that such an occurrence may cause a significant
diagnostic dilemma.
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Introduction

Aneurysm of the splenic artery is very rare while it is the most
frequent site for visceral arterial aneurysms [1-3]. Rupture carries
a substantial mortality risk and a severe outcome may come out as
the initial manifestation [4,5]. Most of the splenic artery
aneurysms are clinically silent and are incidentally diagnosed.
Fatal complications may occur if the diagnosis is delayed. The
clinical presentation and the laboratory findings were not sugges-
tive for a splenic artery aneurysm diagnosis in our case. On the
other hand, Sjdgren’s syndrome is a chronic autoimmune disease
with exocrine gland dysfunction as a result of lymphocytic infil-
tration that may lead to arterial aneurysms. Although various arte-
rial aneurysms have been described in Sjogren’s syndrome,
splenic artery aneurysm due to this syndrome has not been report-
ed previously [6-10]. We present this patient as it is the first
splenic artery aneurysm case in the literature associated with the
Sjogren’s syndrome. Second, its silent atypical profile may evoke
a diagnostic impasse for the clinicians.

Case report

A 40-year-old female was admitted for cough, exertional dys-
pnea, abdominal pain with distension in the left upper quadrant,
fatigue, dry eyes and a dry mouth for nine months. Dyspnea had
deteriorated in the last six weeks. The patient was a non-smoker.
Past history revealed asthma, one abortus, one curettage and two
children. Her mother died of myocardial infarction while her
father had diabetes mellitus, hypertension and stroke. Physical
examination did not reveal any abnormal findings except for a
tachypnea of 20 breaths per min. Her laboratory findings were
within normal limits except leukocytosis and mild anemia with
ERS: 30 mm/h, CRP: 3.7 mg/IL, glucose: 99 mg/dl, creatinine:
0.63 mg/dl, urea: 39 mg/dl, SGOT: 14 IU/dl, SGPT: 17.7 1U/dl
and LDH: 187 IU/l. WBC was 16,200 cells/mm?, Hgb: 11.1 g/dIL
and Htc: 34.1%. Viral hepatitis screen and anti-HIV were nega-
tive. The electrocardiogram (ECG) showed sinus rhythm of
84/min. Urine analysis was normal. Chest X-ray showed azygos
fissure (Figure 1). Tuberculin test was 10 mm. Pulmonary func-
tion tests revealed normal values with FVC: 1.82 (73%), FEV:
1.68 (79%), FEV\/FVC: 93%, PEF: 6.58 (116%) and MEFs.s:
4.12 (122%). Arterial blood gas values revealed pO,: 83.8, pCO;:
40.8 mm Hg, HCOs: 25.9 mmol/L, pH: 7.41, SaO,: 97.5% and
were within normal limits. Thorax CT revealed ground glass opac-
ities, bronchiectasis and fibrotic changes in both lungs (Figures 2
and 3) compatible with lung involvement of the Sjogren’s syn-
drome. The diffusing capacity divided by the alveolar volume
(DLCO/VA) was done because the patient had interstitial changes
on the CT scan. DLCO/VA revealed a mildly decreased value of
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3.40 ml/mmHg/min/l (predicted: 5.69; 60%). Bronchoscopic
examination was normal and BAL cytology revealed lymphocytic
alveolitis. Immunology testing was done. Antinuclear antibody
(ANA) and rheumatoid factor (RF) were positive while all other
antibodies remained negative. RF was 24.4 IU/ml and ANA was
1/2560 IU/ml with a speckled pattern. Abdominal CT revealed a
saccular aneurysm of the partially thrombosed 18 mm splenic
artery (Figure 4), while abdominal ultrasound, CT and gastroin-
testinal endoscopy performed for pain with distention two years
ago revealed normal findings. Schirmer test was positive with a 0
mm strip paper result that indicated xerophthalmia.
Histopathologic examination of the salivary gland revealed exten-
sive lymphoid infiltrates with germinal centers, limited interstitial
fibrosis and acinar atrophy. Rheumatology consultation identified
the Sjogren’s syndrome in the patient. The final diagnosis was
splenic artery aneurysm associated with Sjogren’s syndrome. The
patient is currently under conservative management with CT fol-
low-up every six months.

Discussion

Sjogren’s syndrome is a relatively common autoimmune disor-
der affecting 2-3% of the adult population. It is characterized by
lymphocytic infiltration and destruction of the exocrine glands.
The salivary and lacrimal glands are primarily affected, leading to
a dry mouth and dry eyes, as the hallmark of the disease. Other
exocrine glands, which may be affected, include those of the pan-
creas, bronchial tree and gastrointestinal tract. Sjogren’s syndrome
may occur as primary or in association with other connective tissue

diseases as secondary. The spectrum of clinical manifestations of

Sjogren’s syndrome is wide ranging from mucosal dryness directly
relevant to exocrine dysfunction to more systemic complaints
affecting mainly the musculoskeletal, pulmonary, renal and vascu-
lar systems. Almost half of the highly selected Sjogren’s syndrome
patients with active CNS disease have small vessel vasculitis such
as stenosis, aneurysm or occlusion of the small cerebral blood ves-
sels [11-15]. Splenic artery aneurysm is the most common among
visceral arterial aneurysms that constitute 60% of similar lesions
[16]. Exact prevalence is unknown as most of these aneurysms
have a silent clinical profile and are asymptomatic. Autopsy stud-
ies reveal a prevalence between 0.01% and 10.4% while they are
identified coincidentally on 0.78% of the angiograms [2,17,18].
The asymptomatic clinical course and the lack of clinical suspicion
may lead to a fatal outcome that may be as high as 70% to 90% due
to the lethal consequences of a ruptured splenic artery aneurysm
[19]. As arterial aneurysms of different locations are a known fea-
ture of Sjogren’s syndrome, our case is unique for its presentation
with a splenic artery aneurysm as the first patient in literature.
The only symptom of our patient was abdominal pain with dis-
tention that may be poorly attributed to the splenic artery aneurysm
and easily go unnoticed while the final diagnosis was reached by
performing almost an incidental abdominal CT due to this nonspe-
cific manifestation. Dryness of the pharynx and esophagus due to
lack of saliva along with impaired gastric emptying in primary

Sjogren’s syndrome may lead to deglutition, impaired clearance of

acid, gastroesophageal reflux and esophagitis [20-21]. Previous
studies have demonstrated that aortic aneurysms and cerebral
artery pathologies are more prevalent in patients with autoimmune
diseases compared with the general population, including rheuma-
toid arthritis, systemic lupus erythematosus and in Sjogren’s syn-
drome. Several molecular mechanisms associated with the
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Sjogren’s syndrome may participate in the onset and progression
of aortic aneurysms and dissection thereby suggesting that the
Sjogren’s syndrome is associated with aortic disorders including
aortitis and aneurysm [22-24]. There are some case reports in the
literature relevant to Sjogren’s syndrome and aortic disease
[25,26]. Clinical data from 10,941 patients and 43,764 control sub-
jects extracted from Taiwan’s National Health Insurance Research
Database between 2000 and 2010 revealed that Sjogren’s patients
had significantly a higher prevalence of aortic aneurysm or dissec-
tion compared to controls (0.43% vs. 0.37%) after a follow-up
period of ten years. Further analysis also disclosed that Sjogren’s

Figure 1. Normal chest X-ray showing azygos fissure.
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Figure 2. Chest CT revealing azygos fissure, fibrotic lesions and

bronchiectasis.
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patients whether primary or secondary had a significantly higher
risk of developing both aortic aneurysm and dissection in regard to
control subjects [25]. These findings strongly suggest that
Sjogren’s patients have a higher risk of developing an aortic
aneurysm and dissection. Although Sjogren’s syndrome constitutes
a risk factor for inflammatory artery disease relevant to aortic and
cerebral arteries, there are no previous data in the literature report-
ing the presence of a splenic artery aneurysm in these patients. Our
findings elicit that splenic artery aneurysm may occur in Sjogren’s
syndrome even if the clinical profile of the patient is silent or irrel-
evant that may lead to a fatal outcome if unidentified on time. The
primary mechanism for the splenic artery aneurysm is probably the
lymphocytic infiltration and the destruction of the vessel wall. The
splenic artery aneurysm in this patient is due to the inflammatory
arteritis that may be associated with the lymphocytic alveolitis of
the lung both of which may have arisen from a common autoim-
mune pathway that has led to destructive lesions in various organs
in the Sjogren’s syndrome. Inflammatory lymphocytic interstitial
inflammation has caused bronchiectasis along with fibrotic lesions

Figure 3. Chest CT showing bronchiectasis and ground glass
opacities in both lungs.
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in the lung while the perivascular lymphocytic infiltration may
have precipitated the splenic artery aneurysm.

Conclusions

Splenic artery aneurysms are extremely rare. Diagnosis
requires a high index of clinical suspicion as most of the patients
are asymptomatic, clinically silent or present with symptoms
irrelevant to the splenic artery aneurysm. Due to the high rate of
mortality following an aneurysmatic rupture, identification of a
splenic artery aneurysm is highly crucial. Although many differ-
ent locations for aneurysmal dilatation including the aortic and
cerebral arteries have been reported in Sjogren’s syndrome, our
case is the first in literature that reveals a splenic artery aneurysm
in these patients. The clinicians should bear in mind that
Sjogren’s syndrome may constitute a risk factor for splenic artery
aneurysm and such an occurrence may arise in the presence of an
unusually silent clinical profile that may lead to a fatal outcome.
The primary mechanism for the splenic artery aneurysm in our
patient is probably the lymphocytic infiltration of the perivascu-
lar wall due to an autoimmune expedient of Sjogren’s syndrome
that has induced similar lesions in the lung parenchyma consist-
ing of bronchiectasis with fibrotic lesions as a result of lympho-
cytic alveolitis.
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