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 Systemic lupus erythematosus (SLE) is a chronic autoimmune disease, which generally affects 
young females. Its familial form is rarely reported. We describe a case of an exudative ascites revealing 
familial and late onset SLE. A 62-year-old patient with a history of pericarditis and a right heart failure 
complicating Pulmonary arterial hypertension (PAH) at 100 mmHg, presented with dyspnea. The patient 
has a 27-year-old daughter followed up SLE with shrinking lungs. The examination revealed polypnea, 
signs of right heart failure and an important ascites without collateral venous circulation or fever.
The Examination of the ascitic fluid revealed exudative-type ascites with 42g/L of protein, 1030 of 
white elements 65% lymphocytes and 35% neutrophils; but no malignant cells. Cultures for bacteria 
and mycobacteria gave no growth with a negative PCR for tuberculosis. The patient had lymphopenia, 
thrombocytopenia and a direct coombs test positive for IgG 2 ++ with a proteinuria 1.04 g/24 h. 
Immunological examination showed the presence of  the anti-nuclear antibodies at a homogeneous 
titer of 1/3200 with the presence of native anti-DNA (1/800), anti-nucleosome, anti-ribosome, anti SSA 
and anti -histone. The diagnosis of  SLE was established and she had bolus of methylprednisolone   
1g / day for 3 days then relayed by prednisone 1mg / kg / day associated to  hydroxychloroquine, 
Sildenafil and a calcium channel blocker for her PAH. The evolution was marked by the improvement 
of her respiratory state and her polyseritis. Exudative ascites are rarely reported. This is a rare case 
of an exudative ascites revealing familial and late onset SLE associated to Sjögren’s Syndrome.
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Introduction
 
 The systemic lupus erythematosus (SLE) is a chronic autoimmune disease, which may 
affect multiple organs. Its familial form is relatively high with a frequency estimated between 10 to 
12%.  [1] The susceptibility to SLE has been attributed to complex interactions between multiple genetic 
and environmental factors. [2] So far, about 30 genes have been identified to be involved in the SLE 
pathomechanism. [3] But not all genetically predisposed individuals develop the disease. Clinically, it is 
characterized by a wide spectrum of clinical manifestations. This disease is frequently accompanied 
by pleurisy or pericarditis and rarely ascites [4], which usually occurs after the diagnosis of lupus. Late-
onset SLE is defined in various studies as the onset of lupus after age 50–65 years. It occurs in 4–20% 
of all patients with SLE. [5] We report a case of familial lupus discovered at a late age and inaugurated by 
exudative ascites.

Observation
  A 62-year-old patient with a history of chronic obstructive pulmonary disease (COPD) pericarditis 
and a right heart failure complicating Pulmonary arterial hypertension at 100 mmHg, presented with 
dyspnea. However the patient has a 27-year-old daughter followed up for systemic lupus erythematosus 
(SLE) associated with Sjögren’s syndrome, with joint, cutaneous involvement type vascular purpura and 
shrinking lungs. . The examination revealed polypnea, signs of right heart failure (hepatalgia, turgor 
of the jugular veins and hepato-jugular reflux) and an important ascites without collateral venous 
circulation with no fever. Her blood pressure was 100/60 mmHg with a decrease in right vesicular 
murmur on auscultation. Furthermore, biology has shown an accelerated (erythrocyte sedimentation 
rate (ESR) = 100mm, a C reactive protein at 14 mg/l (normal range <8mg/l)   lymphopenia at 500/mm3, 
thrombocytopenia at 94,000 and a direct Coombs test positive for IgG 2 ++. The HBV, HCV and HIV 
serologies were negative. The proteinuria was 1.04 g/24 h with hypocomplementemia (C3 and  C4 ). In 
addition, the serum level of CA125 was normal. The chest x-ray showed effusion in the pleural sac with 
cardiomegaly. The cardiac ultrasound did not reveal any pericardial effusion. The abdominal ultrasound 
showed ascites and the thoraco-abdomino-pelvic CT scan showed homogeneous hepatomegaly, pleural 
and intraperitoneal fluid effusion and ruled out malignancies and infections. Examination of the ascitic 
fluid revealed exudative-type ascites with 42g/l of protein, 1030 of white elements 65% lymphocytes and 
35% neutrophils, without malignant cells and cultures for bacteria and mycobacteria gave no growth. 
The immunological examination demonstrated the presence of the anti-nuclear antibodies at a 
homogeneous titer of 1/3200 with the presence of native anti-DNA (1/800), anti-nucleosome, anti-
ribosome, anti-SSA and anti-histone with negative antiphospholipid antibodies. The tuberculin skin test 
was negative. The ophthalmologic examination confirmed a dry eyes diagnosis. The accessory salivary 
gland biopsy showed sialadenitis grade 3 according to Chisholm's grading score. The kidney biopsy 
could not be done because of the patient's unstable condition. The diagnosis of  SLE was established 
according to the EULAR / ACR criteria of 2018 with a Sledai Score estimated to be 21. The patient was 
transferred to the intensive care unit for acute respiratory failure requiring the use of non-invasive 
ventilation sessions. She had bolus of methylprednisolone 1g/day for 3 days then relayed by prednisone 
1mg/kg/day associated to hydroxychloroquine 200mg daily , Sildenafil and a calcium channel blocker for 
her PAH. The evolution was marked by the improvement of her respiratory state and her polyserositis.
With no recurrence, 4 months later while continuing to take Hydroxychloroquine and corticosteroid was 
gradually tapered.

Discussion
The familial aggregation of systemic lupus has been reported in 1.3–12% of SLE patients, its prevalence 
varies through different populations and supports the idea of genetic predisposition to lupus. [6] 

Previous studies suggested that there is no significant difference between clinical and serological 
features of sporadic and familial lupus [6]

The risk of Sjögren's Syndrome and other autoimmune diseases is increased in relatives of patients 
with the disease with a prevalence observed at 12 fold higher than that in the general population.[7]  In 
our case, both mother and daughter diagnosed with Sjögren’s syndrome . Furthermore, it was observed 
more often in elderly Lupus . [8] 

Late-onset SLE represents a specific subgroup of SLE and presents difficulties with reaching the 
diagnosis because of co-morbidities and differential diagnoses with several characteristics that have 
already been described. 

Menopause and changes in cellular immunity with aging may contribute to the development of lupus in 
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older adults. [9] 

Furthermore , in elderly onset SLE patients, the frequencies of  anti-DNA antibody titer were significantly 
higher with more severe thrombocytopenia, lower complement levels [4]

 as shown in our case. 

Pleural and pericardial effusion are commonly seen in patients with systemic lupus erythematosus with 
a higher incidence in the elderly patient [4]; while peritoneal involvement is relatively rare [10] 

The pathogenesis of Lupus peritoneum is still not entirely clear and may be multifactorial but it is generally 
considered associated with vasculitis of the peritoneum. Immune complex deposition and complement 
activation have been suggested to cause a vessel hyperpermeability, resulting in the formation of an 
exudate. [11]

In our case, we ruled out all the infectious and malignancies of the exudative ascites cause to retain 
lupus peritoneum which presents usually a good prognosis. [12]

Moreover, cardiovascular involvement should be considered in any SLE patient, especially those with 
high SLE scores, even with negative antiphospholipid antibodies. [13]

The prevalence estimated for pulmonary arterial hypertension in SLE patients vary widely, ranging from 
0.5% to17.5% ,[14,15] it is the second highest prevalence of pulmonary arterial hypertension after systemic 
sclerosis, among the connective tissue diseases.[14] Its pathogenesis is multifactorial and resulting 
through vasoconstriction, hypoxia, and impaired vascular remodeling. [14]

Lupus nephritis can affect up to 74% of SLE patients [16], less common among patients with older age.

In addition, hematological abnormalities are common findings in patients with SLE. It is important to 
distinguish it as either manifestation of SLE or a part of another hematological disease.

In conclusion the patient in our case demonstrated familial and late-onset SLE with serositis ,pulmonary 
arterial hypertension , lupus nephritis ,and hematological abnormalities  associated to Sjögren's 
Syndrome .She responded well to corticosteroid and Hydroxychloroquine. As It has been reported that 
the survival rate was better in the late onset SLE group despite aging and comorbidities. [18]

Although late-onset SLE does not independently increase mortality, as the presence of comorbidities and 
decreased tolerance to immunosuppressive alters the prognosis.[19 , 20]

Fig 1 Chest and abdominal CT Scan showed pleural and intraperitoneal fluid effusion and no signs of 
malignancies or infection.
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