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INTRODUCTION 
 

Budd-Chiari syndrome is a thrombosis of two or all three 

hepatic veins that leads to a blockage of blood flow to 

the inferior vena cava.
[1]

 Etiologically, it can be primary 

(endoluminal process or thrombosis) or secondary 

(extrinsic compression or tumor invasion).
[2]

 In almost 

three quarters of cases, the background is a thrombotic 

process, i.e. hypercoagulability.
[3,4]

 In 10-40% of cases, 

the cause is polycythemia vera.
[5]

 Oral contraceptives are 

a major risk factor for hepatic vein thrombosis.
[6,7]

 

 

Case presentation 

A 26-year-old patient, biology student, was  hospitalized 

at the University Clinical Center after a seven-day 

hospital stay at a local general hospital. The disease 

began with pain in the upper abdomen, sudden swelling 

of the abdomen - ascites, suffocation, feeling of 

weakness, malaise, nausea and loss of appetite. She 

already has polycystic ovaries and irregular menstrual 

cycles. Examined in a gynecological clinic, she was 

recommended hormone therapy (norethisterone). On the 

eighth day of therapy, her clinical status worsens. 

 

Laboratory findings at the beginning of the disease (from 

the general hospital): White blood cell count of 15,900 

mm
3
 (Normal range: 4,000 to 12,000); red blood cell 

count 6,5 million/mm
3
; hemoglobin 16,5 g/dL; platelet 

count of 415,000/mm3 (Normal range= 150,000-

450,000); alanine aminotransferase (ALT) elevated to 

1710 IU/L (NV<29); aspartate transaminase (AST) at 

1129 U/L (NV<29); total bilirubin at 5.23 mg/dL (NV = 

0.6-1.0); direct bilirubin at 3.21 mg / dL (Normal range: 

0.0 to 0.3). 

 

Seven days later, upon admission to our institution: white 

blood cell count of 19,380 mm
3
; red blood cell count 

6,53 million/mm
3
; hemoglobin 16,1 g/dL; platelet count 

of 514,000/mm
3
; alanine aminotransferase (ALT) 372 

U/L; aspartate transaminase (AST) 203 U/L; GGT 172 

U/L, total bilirubin 4.0 mg/dL; direct bilirubin 3.0 mg / 

dL; albumin 3.4 g/dL (NV= 3.8 -5); INR 1.45 (NV = 0.0 

to 1.0);  total proteins 5.8 g/dL (NV = 6-8); electrolytes 

normal; lactate dehydrogenase 389 U/L (NV = <241 ); 

D-dimer 115,700 μg/L (NV= < 550). 

 

Abdominal computed tomography (CT): hepatomegaly; 

heterogeneous liver parenchyma, hypertrophy of the 

lobus caudatus with a compressive effect on the inferior 

vena cava; thrombosis of all three hepatic veins, 

extensive spread of thrombus mass into the inferior vena 

cava all the way to the right iliac vein; signs of 

microembolization of subsegmental branches of the lung 

parenchyma; massive ascites. Magnetic resonance 

imaging of the pelvis: massive ascites; polycystic 

ovaries. Gastroscopy revealed first-degree varicosities.  

 

Due to laboratory-verified proliferation of all three 

bloodlines, proposed hematological treatment: proven 

JAK 2+ mutation; cytogenetics: 46XX, inv (9) (p12q13), 

in favor of polycythemia rubra vera (PRV). The 
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ABSTRACT 
 

Budd-Chiari Syndrome (BCS) is usually characterized by a triad of symptoms: epigastric pain, hepatomegaly and 

ascites. The actual incidence of Budd-Chiari syndrome is not fully known, but it is thought that usually is based on 

a latent hematological hypercoagulable process that is responsible for almost 75% of cases. The paper presents a 

case report of a patient who took oral contraceptives and had a previously undiagnosed JAK2 mutation that led to 

BCS. 
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Hematological Council decided to introduce the 

antiproliferative drug - hydroxyurea, low-molecular 

weight heparin (LMWH) as well as acetylsalicylic acid. 

 

For the next two months, the laboratory findings showed 

decreased albumin, total proteins, slightly prolonged 

INR, hypokalemia, and ascites refractory to therapy - the 

patient was punctured several times; evacuation puncture 

due to predominantly pronounced dyspnea. 

 

Control CT of the abdomen two months later: 

heterogeneous parenchyma of the enlarged liver; 

hypertrophic lobus caudatus with compressive effect; no 

opacification of the hepatic veins; massive ascites . The 

multidisciplinary surgical-radiological council decided 

that TIPSS could not be done for technical reasons; 

monitoring and regular check-ups are advised, adherence 

to recommended hematological therapy; collateral 

circulation in development on color doppler. 

 

A year later - Fibrosis IV on FibroScan, Doppler signs 

signs of collateral circulation; slightly prolonged INR, 

and an increase in alkaline phosphatase and gamma-

glutamyltransferase; ascites reduced - present perihepatic 

and perisplenic and a small amount in the small pelvis. 

 

DISCUSSION 
 

Budd-Chiari Syndrome is a thrombosis of two or all 

three hepatic veins that leads to a blockage of blood flow 

to the inferior vena cava.
[1]

 Clinically, it is most often 

manifested by the triad of symptoms, epigastric pain, 

hepatomegaly and ascites.
[2]

 The course of the disease 

can be acute, subacute (the most common form) and 

chronic.
[21]

 The incidence of BCS is not yet fully known, 

usually a few cases per million.
[2]

 It is more common in 

females in the third and fourth decades.
[11]

 Etiologically, 

it can be primary and secondary. The primary BCS 

syndrome is more common and it is in most of cases a 

result of an hematological hypercoagulable condition. 

The secondary syndrome occurs due to extravascular 

events - the compressive effect of tumor masses  or tumor 

invasion into blood vessels .
[2]

 Almost three quarters of 

cases show a hematological disease in the background, 

and in 10 to 40% of cases, the cause is polycythemia 

vera.
[5]

 The prevalence of the JAK2 mutation was 

different in different studies, it was present in 29% of 

patients in Sakr et al.
[11]

 study, what is lower than 

previously reported by Colaizzo et al.
[13]

 (34.4%), 

Spivak.
[14]

 (40%) and Patel et al.
[12]

 (58.5%), while 

Smalberg at al. noted the mean prevalence of MPN and 

JAK2V617F was 40.9% and 41.1%, respectively.
[19]

 

 

The first cases of BCS were described by Murad et al. in 

his works, and the background was myeloproliferative 

disease.
[15-18]

 The same author is in 2009, in a prospective 

study of 163 patients, noticed as many as 84% of cases 

present at least one type of thrombophilia, while 49% of 

patients had myeloproliferative disease.
[18]

 It is known 

that there are a number of risk factors involved in the 

development of BCS. The use of oral contraceptives is a 

major risk factor for hepatic vein thrombosis,
[6,7]

 as 

confirmed by Valla et al. case-control study from 1986 - 

2.37 times higher risk of thrombosis in patients taking 

oral contraceptives.
[9]

 

 

In our paper, we present the case of a 26-year-old female 

patient who was recommended oral contraceptive 

therapy (norethisterone) due to irregular menstrual cycles 

and PCOS, where she previously had an undiagnosed 

JAK2 mutation, and most likely the oral contraceptive 

served as a trigger for JAK2 mutation and the onset of a 

hypercoagulable condition that consequent thrombosis of 

all three hepatic veins, which was the contraindication 

for performing the TIPS procedure. Ramirez et al. 

presented a similar case in their work, where a 20-year-

old female patient was also taking oral contraceptive 

therapy, which ended in death due to multiple organ 

failure.
[20]

 

 

CONCLUSION 
 

Budd-Chiari Syndrome does not occur frequently in the 

general population and when it does occur it  usually 

entails extensive diagnostic processing and an uncertain 

treatment outcome. According to the observations from 

this paper and numerous other papers, the emphasis is 

placed on the safest possible choice of therapeutic 

indications for the use of oral contraceptives, especially 

in younger patients. In addition, there is a high 

prevalence of hematological myeloproliferative 

conditions that oral contraceptives can only serve as a 

trigger for their activation. 
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