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Abstract

Budd-Chiari syndrome (BCS) is a scarce but severe condition characterized by the obstruction of the hepatic
veins, liver congestion, and consequent damage. This series brings up one unusual presentation of BCS
associated with autoimmune hemolytic anemia (AIHA), immune thrombocytopenic purpura (ITP), and lupus
nephritis (LN), which collectively complicate the clinical scenario. This is a 19-year-old woman who was
admitted for abdominal pain, hepatomegaly, ascites, and jaundice. Her history included the diagnosis of
systemic lupus erythematosus. Laboratory findings revealed hemolytic anemia, thrombocytopenia, and
impaired renal function. Imaging investigations were done to prove the diagnosis of BCS. The patient's
complex autoimmune profile, characterized by the simultaneous presence of AIHA and ITP with LN,
underlined the multifaceted nature of her condition. This case underscores the diagnostic and therapeutic
challenges posed by the co-existence of BCS with AIHA, ITP, and LN, highlighting the critical role of a
multidisciplinary approach in managing such complex cases effectively. Timely diagnosis and targeted
treatment strategies are essential for improving outcomes in these patients.
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Introduction

The uncommon condition known as Budd-Chiari syndrome (BCS) is distinguished by the restriction of the
hepatic venous outflow at every phase, from the atrio-caval junction to the microscopic hepatic veins. The
prevalence of BCS in India can be estimated to range from 0.0001% to 0.001% [1]. One in a million adults has
BCS. It is an uncommon illness that, if not treated appropriately, could have disastrous consequences [2].
Hepatomegaly, ascites, and abdominal discomfort are the features of BCS. Clinical signs can range from
fulminant liver failure to asymptomatic occurrences [3]. A peritoneovenous shunt (PVS), surgical
portosystemic shunt, transjugular intrahepatic portosystemic shunt (TIPS), liver transplantation, or
paracentesis can all be used to treat medically refractory ascites, which is a significant problem in BCS [4]. In
BCS, liver congestion can cause the spleen to inflate; an enlarged spleen can lead to more significant
destruction of red blood cells, contributing to hemolytic anemia [5]. Severe autoimmune anemia can arise as
an uncommon complication after BCS, as, in BCS, the functioning of the liver is normal. The key risk factors
for BCS include thrombophilic conditions [2]. BCS's etiology is primary, mainly due to venous thrombosis,
and secondary to extrinsic compression from tumours or other masses [6]. Here, we present the case of a 19-
year-old patient diagnosed with BCS due to venous thrombosis and failure of the shunt.

Case Presentation
Clinical history

A 19-year-old female patient was all right two months back when she started complaining of fever, which
was intermittent in nature with no specific aggravating and relieving factors. The patient also complained of
ghabrahat associated with palpitations, which were sudden in onset and gradually progressive with no
specific aggravating or relieving factors. The patient has had a history of persistent fever, epistaxis, oral
ulcers, joint pain, pedal oedema, Raynaud's syndrome, facial puffiness, and abdominal pain with ascites for
two months in 2024. She did not have any history of hypertension, diabetes mellitus, tuberculosis, or
bronchial asthma. According to her past history, she had Chiari syndrome with status post-direct
intrahepatic portocaval shunt at the age of 16, and TIPS was successfully used to treat the gross ascites and
abdominal distention. Due to the endothelial dysfunction in immune thrombocytopenic purpura (ITP), the
symptoms reappeared in the patient, along with lupus erythematosus with cholecystitis. Figure / shows
the pre-treatment of the patient.
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FIGURE 1: Pre-treatment of the patient: (A) petechiae over the left hand,
(B) swelled legs caused by the accumulation of fluids, (C) petechiae
over the right hand, and D) puffiness on the face

Examination findings

The patient was found to have acute, chronic liver disease and was diagnosed with BCS based on a Doppler
ultrasound. The routine blood tests showed elevated leucocyte (white blood cell (WBC)) counts and
platelets, resulting in ITP. Petechiae was seen over her hands. The patient went through a bone marrow
biopsy and blood transfusion during the treatment. The histopathological examination of bone marrow
received a single container labelled as a bone marrow biopsy, a single thread-like, greyish-brown tissue
piece measuring 0.8 x 0.3 centimetres. The section from the bone marrow biopsy showed bony trabeculae
with no bone marrow material on histopathology. A chest X-ray was done, which showed bilateral pleural
effusion (left > right). An electrocardiogram (ECG) showed sinus tachycardia. All routine investigations were
done, and reports were attached with the positive status of the antinuclear antibody (ANA3+) and direct
Coombs test (DCT). The patient's prognosis was poor; she went through various further investigations,
which identified systemic lupus erythrocytosis with systemic lupus nephritis (LN) with cholecystitis.

Laboratory investigations

The patient has gone for several laboratory investigations, such as a complete blood count (CBC), a liver
function test (LFT), and a kidney function test (KFT) (Table I).
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Test name
CBC investigation
Hb

Platelets

LFT
Potassium

Albumin

Creatinine

Result

8100

3.1 millions/L

25gldL

2491
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Reference range Remark

Male: 13.8-17.2 g/dL.

Anemia
Female: 12.1-15.1 g/dL
150,000-450,000/dL. Thrombocytopenia
Male: 4.7-6.1 million cells/mcL

Decrease
Female: 4.2-5.4 million cells/mcL.
4,500-11,000 cells/mcL Decrease
3.6-5.2 mmol/L Decrease
3.4-5.4 g/dL. Decrease
Male: 0.7-1.3 mg/dL (61.9-114.9 pmol/L)

Increased

Female: 0.6-1.1 mg/dL (53-97.2 umol/L)

TABLE 1: Various laboratory investigations of the patient, including CBC, LFT, and KFT

Hb: hemoglobin; RBC: red blood cell; WBC: white blood cell; g/dL: grams per deciliter; dL: deciliter; cells/mcL: cells per microliter; mmol/L: millimoles per
liter; mg/dL: milligrams per deciliter; pmol/L: micromoles per liter; CBC: complete blood count; LFT: liver function test; KFT: kidney function test

Name

Eltrombopag 150 mg

Azoran 50 mg

Omnacortil 20 mg

Nicardia 10 mg

Treatment

The patient received distinct therapeutic regimens during her hospitalizations in 2021 and 2024 (Table 2 and
Table 3), reflecting the evolving nature of her condition and the tailored medical interventions required. The
following tables summarise the treatments administered during these periods.

Dose Route
oD Oral
oD Oral
BD Oral
TDS Oral

TABLE 2: Previous treatment during hospitalization in 2021

OD: once a day; BD: twice a day; TDS: three times a day; mg: milligram

2024 Sah et al. Cureus 16(7): e65160. DOI 10.7759/cureus.65160

30of6


javascript:void(0)
javascript:void(0)

Cureus

Part of SPRINGER NATURE

Name

Enoxaparin injection |.P 40 mg
Frusemide |.P diuretics
Rifaximin

Ursodeoxycholic acid I.P
Azathioprine 50 mg

Methylprednisolone sodium succinate
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Dose Route
oD \%
oD \%
BD Oral
BD Oral
oD Oral
oD Oral

TABLE 3: Treatment during hospitalization in 2024

OD: once a day; BD: twice a day; TDS: three times a day; mg: milligram; IV: intravenous

Follow-up

The patient's clinical courses were closely monitored throughout the hospitalization, particularly to resolve
symptoms and stabilise haematological parameters. Following a comprehensive treatment regimen, the
patient exhibited significant improvement and was subsequently discharged, with recommendations for
outpatient follow-up. Figure 2 depicts the post-treatment status of the patient.

FIGURE 2: Post-treatment of the patient: (A) decrease swelling of the
legs and (B) left hand

Discussion

A significant portion of BCS instances still have an unidentified cause. Factor V Leiden mutation,
hyperhomocysteinemia, antiphospholipid syndrome, myeloproliferative neoplasm, celiac disease, and
unidentified or inadequately documented etiology were revealed to be the causes of the remaining
individuals in a group of 163 instances [7]. This case report describes a 19-year-old female presenting with
BCS along with autoimmune hemolytic anemia (AIHA) with ITP and LN with cholecystitis. BCS is a rare
disorder characterized by the obstruction of hepatic venous outflow (it could occur due to stenosis or
thrombosis), leading to liver cancer [3]. The clinical presentation in our patient aligns with the classical
symptoms reported in the literature, including abdominal pain with ascites, fever (on and off), facial
puffiness, pedal oedema, and petechiae over bodies. Diagnostic parameters include CBC, liver and renal
function tests, lactate, ANA, and Doppler ultrasound [6]. A review of various literature reveals few
documented cases of patients simultaneously diagnosed with BCS, AIHA, ITP, and LN; each of these
conditions has been individually associated with systemic lupus erythematosus, but their concurrent
manifestation in a single person is exceptional.

Diagnosing this patient posed significant challenges due to the overlapping of clinical manifestations.
Treating BCS aims to reduce blockage, stop the clot from getting worse, limit liver damage that worsens over
time, and avoid or manage consequences [8]. The treatment strategy involved anticoagulation for the BCS,
corticosteroids, and immunosuppressants for ATHA and LN [9]. The Asian Pacific Association for the Study
of the Liver (APASL) consensus guidelines state that vitamin K antagonists are preferable over direct-acting
anticoagulants when it comes to anticoagulants as first-line therapy [10]. Anticoagulation should be started
in all BCS patients with a visible hypercoagulable state and no contraindications. It is the cornerstone of
treatment for all cases of BCS [11]. One interventional radiology procedure that can be utilized to reduce
portal hypertension and relieve related issues is TIPS [12]. The patient responds favourably to all-
encompassing care, and her health has significantly improved.
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Conclusions

In addition to complicating and making the clinical condition very difficult, the presence of BCS is linked to
ITP, LN, and ATHA. This emphasizes the necessity of a multidisciplinary approach and a comprehensive
diagnostic workup for treating patients with overlapping autoimmune diseases. Early detection and timely
intervention are crucial to enhance the prognosis and prevent serious consequences. This case underscores
the importance of increased clinical vigilance and the integration of specialized care to effectively address
the complex nature of interconnected disorders. More research and case studies are necessary to better
understand these interactions and to develop optimized treatment plans for improved patient outcomes.
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