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Abstract

:

Systemic Lupus Erythematosus (SLE) is a chronic multisystem autoimmune disease. Serositis occurs in 16% of SLE patients, and while cardiac tamponade and acute peritonitis with ascites can occur during the course of the disease, they are rare as the first presentation. A 25-year-old woman presented to the emergency department in Tishreen Hospital with complaints of dyspnea, fever, chills, and chest and abdominal pain. Two months prior, she suffered from musculoskeletal pain, fatigue, anorexia, weight loss of about 15 kg, severe hair loss, and recurrent oral aphthous. On clinical examination, the patient was pale and tired with dyspnea and pitting edema (grade 3–4). Pericardiocentesis was emergently performed because there were signs of cardiac tamponade. Three days later, the patient developed an acute surgical abdomen due to acute peritonitis and ascites. Later, the patient was diagnosed with SLE after excluding malignant and infectious diseases. Consequently, methylprednisolone pulses, azathioprine, and hydroxychloroquine 200 mg/day were introduced immediately. The clinical status of the patient dramatically improved, and three months later, the patient was symptom-free with normal laboratory tests. In conclusion, although cardiac tamponade and acute surgical abdomen because of acute peritonitis and ascites as the initial presentation of SLE are very rare, they can occur coincidently.
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1. Introduction


Systemic Lupus Erythematosus (SLE) is a chronic multisystem autoimmune disease characterized by very protean clinical manifestations [1]. It usually affects women of childbearing age, and the great variability in the presentation and severity of SLE is a major challenge for accurate diagnosis [2]. The most common presenting manifestations are constitutional symptoms and cutaneous and articular manifestations [3]. Each of these manifestations presents in about 50% of lupus patients at the time of diagnosis [3]. The other clinical features of SLE are much less likely to be presenting manifestations, although any of them can be the first clue to the diagnosis. However, these manifestations develop over time as the disease progress [4]. Serositis occurs in 16% of SLE patients; while pericarditis can occur, cardiac tamponade is rare, and as the first presentation, it is rarer. In addition, ascites and acute peritonitis can occur during the disease, but it is rare as the first manifestation [5,6]. Here, we present a case of a young woman who presented with both cardiac tamponade and acute surgical abdomen because of acute peritonitis and ascites as the first presentation of SLE.




2. Case Presentation


A 25-year-old woman presented to the emergency department in Tishreen Hospital with complaints of dyspnea, fever, chills, chest, and abdominal pain. The complaints of the patient started two months before admission, as she suffered from musculoskeletal pain, fatigue, anorexia, weight loss of about 15 kg, severe hair loss, and recurrent oral aphthous. In addition, she mentioned a history of blood transfusions due to anemia. Regarding medical history, the patient had ITP five years prior and hypothyroidism 18 months prior, which was treated with Eltroxin 100 mg/day. She denied any familial history of rheumatic diseases. No prior meds were reported except Eltroxin 100 mg/day.



On presentation, her blood pressure was 90/70 mmHg, her temperature was 39 °C, her heart rate was 140 p/m, and her SpO2 was 93%.



On clinical examination, the patient was pale and tired with dyspnea and pitting edema (grade 3–4); her jugular venous pressure was raised at 5 cm with visible carotid pulsations and pulsus paradoxus. Auscultation of the heart revealed diminished heart sounds. There was reduced air entry bilaterally on examination of the chest.



Additional investigations were performed, and the results were as follows: a chest X-ray revealed increased cardiopulmonary index with pleural effusion, and an electrocardiogram showed sinus tachycardia. Neck, chest, and abdomen computed tomography showed mild bilateral pleural effusion, large pericardial effusion (20–22 mm), hepatomegaly > 18 cm, moderate ascites, bilateral axillary, and inguinal lymph nodes enlargement < 15 mm (Figure 1 and Figure 2). The echocardiogram showed signs of cardiac tamponade.



Therefore, pericardiocentesis was emergently performed, and the pericardial fluid contained a leukocyte count of 1500, a lymphocyte percentage of 70%, a protein level of 4 g/dL, and an LDH level of 2519; in the bacterial culture, the tuberculosis PCR was negative, and cytology for malignancy was negative. The patient was admitted to the coronary care unit, and additional investigations were performed to exclude infectious and malignant diseases. The COVID-19 PCR was negative, and the breast mammography and bone biopsy were normal. The laboratory tests are presented in Table 1. Three days after admission to the coronary care unit, the patient had severe abdominal pain, and on physical examination, the abdomen was distended with generalized tenderness and abdominal wall spasm, while abdominal echography revealed only moderate ascites. Exploratory laparotomy was performed following a surgeon consultation. The findings of exploratory laparotomy revealed a moderate amount of clear fluid without any signs of perforation or other abnormal pathologies. The peritoneal fluid analysis found a leukocyte count of 3000, a lymphocyte percentage of 67%, a protein level of 3.2 g/dL, an albumin level of 1.2 g/dL, and an SAAG score of 0.8 BK; bacteriology and cytology for malignancy were negative. Peritoneal biopsy revealed nonspecific inflammation. After that, a rheumatology consultation was performed to exclude systemic autoimmune disease.



On the basis of a thorough clinical examination, medical history, and laboratory findings, SLE was suspected, and additional tests were performed (Table 1).



Microscopic urinalysis revealed proteinuria and microscopic hematuria.



A diagnosis of SLE is made using the 1997 American College of Rheumatology (ACR) criteria, which require that four or more of the 11 criteria are present. In our case, the patient met five of the 11 criteria for a definite diagnosis of SLE, namely serositis, proteinuria, positive antinuclear antibody and anti-dsDNA, lymphopenia, and thrombocytopenia. In addition, she met the criteria of hemolytic anemia with reticulocytosis and elevated lactate dehydrogenase (LDH) and indirect bilirubin with a positive direct Coombs test.



Consequently, methylprednisolone pulses (1 g × three consequently days) were introduced immediately in addition to hydroxychloroquine 200 mg/day and azathioprine 100 mg/day.



After the initiation of corticosteroids, the clinical status of the patient dramatically improved, including the disappearance of abdominal pain, relief of musculoskeletal pain, a decrease in ESR and CRP values, and improvement in hemoglobin values.



Follow-up: Three months later, the patient was symptom-free with normal laboratory tests, and she was on prednisolone 10 mg/day as a maintenance dose, hydroxychloroquine 200 mg/day, azathioprine 100 mg/day, and Eltroxin 100 mg/day.




3. Discussion


Our patient had severe serositis as an initial presentation of SLE that presented as cardiac tamponade and acute peritonitis with moderate ascites and small pleural effusion.



SLE is a chronic multisystem autoimmune disease with a remitting and relapsing course [2].



The association between SLE and thyroid disease has been mentioned in many papers, and our patient had hypothyroidism before the SLE diagnosis [3].



The 1997ACR classification criteria for SLE include serositis as pleural and pericardial effusion, but they do not mention peritoneal serositis [7].



Pericardial effusion can be seen in up to 50% of SLE patients [8]. It tends to be mild and asymptomatic and is typically detected on echocardiography performed for another indication, but it can rarely enlarge to cause cardiac tamponade [8]. Cardiac tamponade occurs in less than 1% of SLE patients, and as an initial presentation, it is rarer; large pericardial effusion should be investigated to exclude malignancy and infection [5]. In addition, cardiac tamponade can occur in patients with known SLE and patients with renal disease, anemia, pleuritis, lower levels of complement, and higher ESR [9].



Regarding ascites, it is seen in 10% of SLE patients [6]. Moreover, it was thought to occur only in nephrotic syndrome, Budd–Chiari syndrome, and protein-losing enteropathy [10]. However, ascites that accompany acute peritonitis as the initial presentation for lupus are extremely rare, and to our knowledge, there have only been a few cases in the literature that have mentioned this presentation in juvenile patients, while other related cases have also occurred in well-known SLE patients [10,11]. In addition, the occurrence of cardiac tamponade and acute peritonitis with ascites at the same time had not been previously described.



As the patient presented with life-threatening manifestations that required emergency intervention, along with leukopenia, anemia, severe hair loss, and weight loss, malignancy was the first differential diagnosis; thus, she underwent a thorough study with negative results for any hematologic or solid malignancies. In addition, infections, especially COVID-19 and tuberculosis, were excluded. Finally, the diagnosis was confirmed after the rheumatology consultation.



Seungwon Ryu et al. studied the immunological and clinical associations between peritonitis and pericarditis, and they found that proteinuria, hemolytic anemia, lymphadenopathy, and positive anti-Sm were predictive of pericarditis [9], while gastrointestinal infarction and pulmonary fibrosis were predictive of peritonitis [9]. Our patient had hemolytic anemia and proteinuria in addition to lymphadenopathy.



Generally, the prognosis of lupus serositis is good; it responds well to corticosteroids and immunosuppressants. However, relapse and progression to fibrosis are uncommon [7].



This case is an important lesson, especially for non-rheumatologists, because this young woman was quite ill for two months with typical SLE manifestations before she presented with generalized serositis that necessitated pericardial drainage and later led to the unnecessary surgical exploration of the abdomen.




4. Conclusions


SLE can present with variable manifestations that are not mentioned in the ACR classification criteria for SLE; one of these presentations is peritoneal effusion [1,7]. Moreover, although cardiac tamponade and acute surgical abdomen because of acute peritonitis and ascites as the initial presentation of SLE are very rare, they can coincidently occur, so clinicians should keep them in mind as the first clue to SLE diagnosis.
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Figure 1. Moderate ascites (arrow). 






Figure 1. Moderate ascites (arrow).



[image: Rheumato 02 00013 g001]







[image: Rheumato 02 00013 g002 550] 





Figure 2. Large pericardial effusion (yellow arrow), small pleural effusion (orange arrow). 






Figure 2. Large pericardial effusion (yellow arrow), small pleural effusion (orange arrow).
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Table 1. Laboratory results on admission and discharge.






Table 1. Laboratory results on admission and discharge.











	Parameter
	Admission
	Discharge
	Reference Value





	WBC
	1500
	4930
	4–9 C/uL



	Lymphocytes
	0.3
	1.4
	1.18–3.74 C/uL



	Hemoglobin
	7.7
	9.7
	11.2–15.7 G/dL



	Platelets
	224
	281
	182–370 C/uL



	ESR
	67
	43
	Up to 15 mm/1 h



	CRP
	84.3
	0.4
	0–5 mg/L



	Creatinine
	47
	42.5
	45–120 umol/L



	Alt
	20.5
	20
	5–40 U/I



	Ast
	23.1
	21
	5–40 U/I



	LDH
	712
	400
	230–460 U/L



	Indirect bilirubin
	2.5
	0.7
	0.2–0.8 mg/dL



	Reticulocytes
	7.98
	0.7
	0.5–1.5%



	Coombs direct
	Positive
	
	



	ANA
	Homogeneous 1/320
	
	Less than 1/100



	Anti-dsDNA
	250
	
	Up to 25 U/mL



	Protein 24 h urine
	562
	
	0–150 mg/24 h



	TSH
	11.54
	4.7
	0.35–5.1 uIU/mL



	HBsAg
	Negative
	
	



	Anti HCV
	Negative
	
	



	C4
	0.04
	
	0.15–0.45 g/L



	C3
	0.28
	
	0.8–2 g/L



	ENA screen
	Negative
	
	Negative



	APL antibodies
	Negative
	
	Negative







WBC: White blood cells. ESR: Erythrocyte sedimentation rate. CRP: C-reactive protein. LDH: Lactate dehydrogenase. ANA: Antinuclear antibodies. Anti-dsDNA: Anti-double-stranded DNA.TSH: Thyroid stimulating hormone. C3, C4: complement. ENA: Extracted nuclear antibodies. APL: Antiphospholipid.
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