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Right portal vein thrombosis from idiopathic cause: case report

Trombose da veia porta direita de causa idiopatica: relato de caso

Trombosis idiopatica de la vena porta derecha: informe de caso
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Abstract

The aim of this study was to describe the case report of a 33-year-old girl with portal vein thrombosis. J.S.D.F., 33
years old, female, previously healthy, with a personal and family history negative for thromboembolic phenomena,
without comorbidities, started with severe abdominal pain in the mesogastric region, radiating to HCD and back,
associated with vomiting. Smoking active for about 20 years and using OC for 2 years. In view of the symptoms, she
sought emergency services, where the first suspicion would be pancreatitis. Initial tests plagued leukocytosis. GUS of
the total abdomen with doppler and CT of the abdomen showed the presence of thrombus in the right portal vein, with
no other alterations. Rocefin® and metronidazole as an initial measure in the service began in addition to full
coagulation with Clexane®. It showed clinical and laboratory improvement, with a reduction of leukocytes. The
patient remained hospitalized in a hospital for 22 days to investigate the etiological cause. After of hospitalization, the
patient was released with medical discharge, with guidelines for seeking the hematology service. During the
investigation consultations, the results of the requested tests were negative for the diagnostic suspicions of nocturnal
paroxysmal hemoglobinuria and chronic myeloproliferative disease. After 6 months of follow-up, she was discharged
from the hematology service because she did not present a suspected disease and classified the cause of thrombolytic
event as idiopathic associated with the combined use of OC and smoking.

Keywords: Thrombosis; Portal vein; Case report.

Resumo

O objetivo deste trabalho foi descrever o relato do caso de uma jovem de 33 anos com trombose de veia porta.
J.S.D.F., 33 anos, sexo feminino, previamente higida, com histéria pessoal e familiar negativas para fendbmenos
tromboembolicos, sem comorbidades, iniciou quadro com dor abdominal intensa na regido mesogéstrica, irradiando
para HCD e dorso, associado a vomitos. Tabagista ativa ha cerca de 20 anos, e em uso de CO hé 2 anos. Diante dos
sintomas, procurou servico de emergéncia, onde a primeira suspeita seria pancreatite. Exames iniciais flagaram
leucocitose. USG de abdome total com doppler e TC de abdome evidenciaram presenca de trombo na veia porta
direita, sem outras alteracdes. No servico iniciaram Rocefin® e metronidazol, além da anticoagulagdo com Clexane®.
Apresentou melhora clinica e laboratorial, com redugdo dos leucdcitos. Paciente manteve-se internada por 22 dias
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para investigacdo da causa etioldgica. Apos o internamento, paciente foi liberada com alta médica, com orientacdes de
procura do servico de hematologia. Durante as consultas de investigacdo, os resultados dos exames solicitados
apresentaram negativos para as suspeitas diagnosticas de hemoglobindria paroxistica noturna e doenca
mieloproliferativa crénica. Apds 6 meses de acompanhamento, teve alta do servico de hematologia, por nao
apresentar doenca suspeitada e classificada a causa do evento trombolitico como idiopatica associada ao uso
combinado de CO e tabagismo.

Palavras-chave: Trombose; Veia porta; Relato de caso.

Resumen

El objetivo de este estudio fue describir el caso clinico de una mujer de 33 afios con trombosis de la vena porta.
J.S.D.F., 33 afios, sexo femenino, previamente sana, con antecedentes personales y familiares negativos para
fenémenos tromboembolicos, sin comorbilidades, inicié con dolor abdominal intenso en region mesogastrica,
irradiado a CDH y espalda, asociado a vomitos. Fumador activo desde hace unos 20 afios, y consumidor de CO desde
hace 2 afios. Ante los sintomas acudié al servicio de urgencias, donde la primera sospecha seria pancreatitis. Las
pruebas iniciales mostraron leucocitosis. La ecografia total de abdomen con Doppler y TAC de abdomen mostré la
presencia de un trombo en la vena porta derecha, sin otras alteraciones. En el servicio iniciaron Rocefin® y
metronidazol, ademas de anticoagulacion con Clexane®. Presentd mejoria clinica y de laboratorio, con reduccién de
leucocitos. El paciente permanecié hospitalizado durante 22 dias para investigacion de la causa etioldgica. Luego del
ingreso, el paciente fue dado de alta con alta médica, con lineamientos para buscar el servicio de hematologia.
Durante las visitas de investigacion, los resultados de las pruebas solicitadas fueron negativos para las sospechas
diagnosticas de hemoglobinuria paroxistica nocturna y enfermedad mieloproliferativa cronica. A los 6 meses de
seguimiento, fue dado de alta del servicio de hematologia, ya que no tenia sospecha de enfermedad y la causa del
evento trombolitico se clasificé como idiopatica asociada al uso combinado de ACO y tabaquismo.

Palabras clave: Trombosis; Vena porta; Informe de caso.

1. Introduction

Portal vein thrombosis (PVT) is identified by portal venous obstruction caused by a blood clot. Balfour and Stweart
(1869) described PVT in first time, being considered the main cause of extrahepatic portal hypertension in patients with normal
liver (Belli, et al., 1989). The etiologies of clot formation can be divided into four groups: direct lesion in the portal vein;
congenital malformation of the vascular system with involvement of the portal system; indirect factors that influence the
formation of the portal vein thrombus; and idiopathic causes (Balfour & Stewart, 1869).

In the group of acquired etiologies, liver cirrhosis is the most frequent cause in adults, about 25% of patients with
PVT have underlying cirrhosis, while the incidence of PVT in cirrhotic patients is between 0.6 and 17% (Goncalves, et al.
2002; Okuda, et al., 1985). In addition, there is mention neoplastic diseases, myeloproliferative diseases, intra-abdominal
infectious processes, inflammatory diseases, as COVID-19, complications of medical interventions with manipulation of the
portal vein, abdominal trauma, antiphospholipid syndrome, nocturnal paroxysmal hemoglobinuria, in women, pregnancy and
the puerperium are highlighted, as well as the use of oral contraceptives or hormone replacement therapy (Muguet, et al., 2022;
Mota, et al., 2021; Tavares & Ortiz, 2021; Alves, et al., 2012). Situations that promote portal vein stasis such as chronic heart
failure, constrictive pericarditis and hepatic vein obstruction (Budd-Chiari syndrome) (Merck, 2007) are also associated.
Hereditary causes include states of primary hypercoagulability due to antithrombin 11l deficiency, protein C and Protein S,
dysfibrinogenemia, plasminogenemia, the G20201A mutation of the prothrombin gene (Gongalves, et al., 2002).

Due to the recent diagnosis of more hereditary prothrombotic risk factors and the earlier detection of latent
myeloproliferative syndromes, the rate of patients with idiopathic PVT has been reducing (Mahmoud, et al., 1997; Moreira, et
al., 2009). Because it is a multifactorial disease, it is admitted that the simultaneous presence of more than one risk factor is
necessary for venous thrombosis to occur (Okuda, et al., 1985).

Smoking and prolonged tobacco use (> 20 packs/year), alone, are at increased risk of venous thrombosis compared to
nonsmokers, as tobacco is associated with high fibrinogen levels and vascular wall damage by activating the intrinsic

coagulation pathway (Rott, 2012).
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The diagnosis is realized, mainly, by ultrasound or computed tomography, although there are safer and more defined
ways to establish the diagnosis such as angiography and Doppler abdomen ultrasound (Balfour & Stewart, 1869; Belli, et al.,
1989). Already, digestive endoscopy is indicated to evidence the presence of esochial varicose veins (Balfour & Stewart,
1869).

In proposal to treatment, thrombolytic therapy with urokinase should be initiated if the thrombus is small, or with
heparin. This thrombolytic therapy prevents short-term intestinal ischemia and long-term extrahepatic hypertension (Belli, et
al., 1989). If there is no success in thrombolytic therapy, if the patient develops symptomatic, with intestinal ischemia, surgical
treatment should be instituted (Balfour & Stwart, 1869). Therefore, the aim of this study was to report the case of a 33-year-old

girl with portal vein thrombosis.

2. Methodology

2.1 Type of research
This is a descriptive study, the type of case report (Pereira, et al., 2018).

2.2 Ethical considerations

The patient participant signed the Informed Consent Form (TCLE) for the realization and publication of this report.
This study was submitted and approved for consideration by the Ethics Committee at School of Medicine of Olinda (CAAE
47974721.2.0000.8033).

3. Results and Discussion

J.S.D.F., 33 years old, female, previously healthy, with a personal and family history negative for thromboembolic
phenomena, without comorbidities, started with severe abdominal pain in the mesogastric region, radiating to HCD and back,
associated with vomiting, without bleeding, mucus or pus. He did not present fever, jaundice, or other associated symptoms.
Smoking active for about 20 years, with smoking load of 20 cigarettes/day and using OC (oral contraceptive) for 2 years. In
view of the symptoms, she sought emergency services, where the first suspicion would be pancreatitis, because she had already
undergone cholecystectomy about 12 years ago. Initial tests plagued leukocytosis of 32,910. GUS of the total abdomen with
doppler and CT of the abdomen was requested, which showed the presence of thrombus in the right portal vein, with no other
alterations. Rocefin® and metronidazole started in the service as an initial measure in addition to full coagulation with
Clexane®, a low molecular weight heparin (Natescu, et al., 2016). It showed clinical and laboratory improvement, with a
reduction of leukocytes to 19,260. The patient remained hospitalized in a hospital in the region for 22 days to investigate the
etiological cause of the thrombolytic event. The investigation began with follow-up by the hematologist, because it is atypical
site thrombosis with associated leukocytosis and thrombosis, it was suggested to rule out nocturnal paroxysmal
hemoglobinuria and chronic myeloproliferative disease. Tests were performed to evaluate iron kinetics, Leiden Factor V
mutation, homocysteine, JAK-2 gene mutation, BCR-ABL, prothrombin, Protein C and S and MTHFR. In addition to these
tests, bone marrow biopsy and flow cytometry were performed for CD55 and CD59 research. It evolved interoccurrences
during hospitalization, clinically stable and hemodynamically. With this, after 22 days of hospitalization, the patient was
released with medical discharge, with guidelines to seek the hematology service, to continue the etiological investigation and
to keep anticoagulation for 6 months with rivaroxaban (Xarelto®), an oral inhibitor of Factor Xa (Brandao, et al., 2018), and
smoking cessation and OC use.

During the investigation consultations, the results of the tests presented negative results for the diagnostic suspicions
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of nocturnal paroxysmal hemoglobinuria and chronic myeloproliferative disease. The patient had hematological follow-up for
6 months, using rivaroxaban medication (Xarelto®). After 6 months of follow-up, she was discharged from the hematology
service because she did not present a suspected disease and classified the cause of thrombolytic event as idiopathic associated
with the combined use of OC and smoking. Since thrombotic risk is increased in patients with combined alterations (Godoy, et
al., 1999) and use of OC contributes to the state of hypercoagulability and development of a thrombotic event (Tzankova, et
al., 2010; Junge, et al., 2011; Padovan & Freitas, 2015; Ortega, et al., 2020; Cruz, et al., 2021).

4. Final notes

After etiological investigation, the results of the tests were negative for the diagnostic suspicions of nocturnal
paroxysmal hemoglobinuria, coagulopathies and chronic myeloproliferative disease, it was then concluded that the
thrombolytic event could be associated with prolonged exposure to AOC and smoking.

In future, additional work will be needed for corroborating in this clinical subject.
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