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				Portal cavernomatosis in an adult patient. Case report

				Cavernomatosis portal en paciente adulto. Reporte de caso

				Ordóñez Vélez Christian Giovanny1, Chuncho Romero Jhuleydi Cumanda2

				ABSTRACT

				Introduction: we present a case of portal cavernomatosis in an adult, associated with a concomitant deficiency of proteins C and S, a condition that is uncommon in clinical practice. This report highlights the need to investigate thrombophilia in cases of non-cirrhotic portal hypertension and contributes an unusual etiological profile to the regional medical literature.

				Clinical case: a 36-year-old male patient with no significant history presented with massive hematemesis and precordial pain. Physical examination revealed splenomegaly and signs of hypovolemia. Laboratory studies showed acute anemia (Hb: 7.0 g/dL), thrombocytopenia (51,000/μL), and liver function tests within normal limits. Upper gastrointestinal endoscopy revealed grade II-III esophageal varices, and the diagnosis of portal cavernomatosis was confirmed by Doppler ultrasound and CT angiography. Thrombophilia testing identified protein C and S deficiency. Management included hemodynamic stabilization, endoscopic variceal ligation, administration of octreotide, beta-blockers, and anticoagulation. The patient’s progress was favorable, with bleeding controlled and subsequent hospital discharge. 

				Conclusions: this case of cavernomatosis highlights the importance of considering thrombotic etiologies associated with thrombophilias in patients with portal hypertension without evidence of liver cirrhosis, reinforcing the value of a comprehensive diagnostic approach in similar cases.

				Keywords: vascular malformations; protein C deficiency; portal hypertension.

				ABSTRACT

				Introduction: This is a case of portal cavernomatosis in an adult, associated with a rare concomitant deficiency of proteins C and S. This report highlights the importance of investigating thrombophilias in cases of non-cirrhotic portal hypertension and contributes an unusual etiological profile to the regional medical literature.

				Clinical Case: A 36-year-old male patient with no significant medical history presented with massive hematemesis and precordial pain. Physical examination revealed splenomegaly and signs of hypovolemia. Laboratory studies showed acute anemia (Hb: 7.0 g/dL), thrombocytopenia (51,000/μL), and liver function tests within normal limits. Upper gastrointestinal endoscopy revealed grade II-III esophageal varices, and the diagnosis of portal ca-vernomatosis was confirmed by Doppler ultrasound and CT angiography. Thrombophilia testing identified protein C and S deficiencies. Management included hemodynamic stabilization, endoscopic varicose vein ligation, admi-
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				nistration of octreotide, beta-blockers, and anticoagu-lation. The patient’s condition improved, with control of bleeding and subsequent hospital discharge.

				Conclusions: This case of portal cavernomatosis highlights the importance of considering thrombotic etiologies associated with thrombophilias in patients with portal hypertension without evidence of liver cirrhosis, reinforcing the value of a comprehensive diagnostic approach to similar cases.

				Keywords: vascular malformations; protein C deficiency; hypertension, portal.

				INTRODUCTION

				Portal vein cavernomatosis is a sequela of chronic obstruction of the portal vein, either in its extrahepatic or intrahepatic segment. In this process, fibroblasts proliferate and generate a dense collagen plug, within which tortuous venous channels develop, replacing normal portal flow. On this pathophysio-logical basis, portal hypertension resulting from this favors the formation of both periportal and intrahe-patic venous collaterals1. 

				The etiology of obstruction in adults is mainly due to portal vein thrombosis2, while in children it may be related to congenital malformations or neonatal umbilical venous catheterization; however, up to 50% remain idiopathic3.

				It was first described in 1869 by Balfour and Stewart, and its prevalence is estimated at approximately 5 cases per 10,000 inhabitants4. Due to its low frequency, it is considered a rare disease, with no previous records in adult patients published in indexed journals in the country. In contrast, most reported cases correspond to the pediatric population, in which this entity is more frequent5.

				We present the clinical case of an Ecuadorian adult patient with portal cavernomatosis associated with concomitant protein C and S deficiency, thereby expanding the regional evidence on this rare pathology.

				CASE PRESENTATION

				A 36-year-old mestizo male patient from the Ecuadorian coastal area, with no relevant patholo-gical or surgical history. He came to the emergency department with a clinical picture that had been developing for 22 hours, characterized by precordial pain and hematemesis in four consecutive episodes. 

			

		

		
			
				He was initially treated at a local health center, but when upper gastrointestinal bleeding persisted, he was transferred to a more complex hospital.

				Upon admission, the patient was conscious and alert, with a heart rate of 110 bpm, blood pressure of 110/58 mmHg, temperature of 36.7°C, and oxygen saturation of 96%. Physical examination revealed pale skin and mucous membranes, and palpable splenomegaly.

				Initial laboratory tests reported: hemoglobin 7.0 g/dL, platelets 51,000/μL, total bilirubin 0.79 mg/dL, direct bilirubin 0.21 mg/dL, liver enzymes: AST 25 U/L, ALT 16 U/L, prothrombin time 9.8 s, and thromboplastin time 24 s. After initial hemodynamic stabilization with red blood cell transfusion and platelet concentrates, upper gastrointestinal endoscopy was performed, revealing grade II-III esophageal varices (Image 1), with no possibility of immediate ligation.

				Management included octreotide infusion, beta-bloc-kers, and supportive measures. Hepatic Doppler ultrasound and CT angiography (Images 2 and 3) confirmed the presence of portal cavernomatosis and splenomegaly.

				Given the suspicion of a thrombophilic disorder, an extended coagulation profile was performed, including protein C, protein S, antithrombin III, an-ticardiolipin antibodies, factor V Leiden, homocys-teine, and lupus anticoagulant. The results showed decreased levels of proteins C and S, with negative antinuclear antibodies.

				Subsequently, a new upper digestive endoscopy was performed with successful ligation of the esophageal varices. The patient had a favorable clinical course, with cessation of bleeding and hemodynamic stability, and was therefore discharged with be-ta-blocker and oral anticoagulant treatment, under outpatient follow-up.

				DISCUSSION

				The etiology of portal cavernomatosis remains idiopathic in approximately 50% of cases. In adults, it is usually associated with portal vein thrombosis, which is its most common cause. Local etiologies include neoplasms that infiltrate the portal vein, in-tra-abdominal inflammatory processes such as pan-creatitis or inflammatory bowel disease, abdominal trauma, and pyogenic infections responsible for pylephlebitis.
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				Figure 1. Esophageal varices

			

		

		
			
				On the other hand, systemic causes include congenital or acquired prothrombotic disorders, which are present in up to 72% of adult patients, such as myeloproliferative syndromes, antiphospho-lipid syndrome, polycythemia vera, and deficiencies of antithrombin III, protein C, or protein S. In about 5% of cases, an isolated local factor is identified, suggesting that the interaction between local and systemic factors is often decisive in the pathogenesis of the disease6. 

				In the patient studied, protein C deficiency (value 53% in a reference range of 70 to 140%) and protein S deficiency (value 51% in a reference range of 75 to 130%) were evident, so anticoagulation was decided upon.

				Protein C and S deficiency can be hereditary or acquired, depending on the presence of genetic mutations or secondary conditions that alter their synthesis or consumption. The incidence of protein C deficiency in symptomatic individuals is estimated at 1 per 20,000 inhabitants, while the prevalence of protein S deficiency ranges from 0.03% to 0.13%7.

				In the clinical context, signs and symptoms are mainly associated with portal hypertension, notably upper gastrointestinal bleeding secondary to esophageal varices and splenomegaly. In certain cases, manifestations of biliary compromise, such as jaundice or elevated serum bilirubin, attributable to extrinsic compression of the biliary tree by the cavernoma, may be observed. Cases of mesenteric venous infarction have also been described as a rare thrombotic complication4.

				In the patient described, the clinical presentation was acute, characterized by hematemesis secondary to esophageal varices, with no other associated symptoms. Physical examination revealed splenome-galy, which was confirmed by computed tomography.

				In the diagnostic imaging approach, Doppler ultrasound is the initial tool of choice, allowing iden-tification of multiple anechoic structures in the portal vein topography with hepatopetal, continuous flow. Computed tomography (CT) shows the characteristic “collar” appearance at the level of the portal hilum. At the same time, magnetic resonance imaging (MRI) reveals multiple serpiginous collateral vessels in the hepatic hilum, confirming portal cavernomatosis8.

				The diagnosis was established in the presence of portal hypertension in the absence of signs of liver failure, given that transaminase and bilirubin values were within normal ranges and the liver parenchyma 
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				Figure 2. Hepatic Doppler. 

				Portal cavernomatosis
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				Figure 3. Angiotac with evidence of cavernous transformation of the portal vein (white arrow)
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				did not show imaging characteristics compatible with cirrhosis. Contrast-enhanced computed tomography confirmed portal vein cavernomatosis, a finding co-rroborated by Doppler ultrasound.

				Treatment will depend on the underlying cause. Anticoagulation is the cornerstone of acute portal vein thrombosis(9). However, recanalization is not considered possible once cavernous transforma-tion of the portal vein has occurred; only one case has been reported after five years of follow-up (10). Long-term anticoagulants are recommended in patients with a history of intestinal infarction, a personal or first-degree family history of thromboem-bolic disease, or ongoing prothrombotic conditions3. 

				The management and prevention of bleeding from esophageal varices does not differ from that caused by liver cirrhosis. Endoscopy with variceal ligation and non-selective beta-blockers are effective in reducing bleeding and improving survival3. The patient received octreotide infusion and endoscopic management of esophageal varices, which stopped the bleeding. Beta-blockers were also administered.

				About interventional radiology, transjugular intrahe-patic portosystemic shunting was considered contra-indicated due to technical difficulties and complica-tions11. It is feasible in up to 83% of cases when the intrahepatic portal vein is visible. When this is not the case, modifications have been described, with additional transhepatic percutaneous approaches for recanalization of the fibrous cord; however, this is not usually possible, in which case the insertion of a stent between the hepatic vein and the periportal collateral vessel can be attempted. It is considered a rescue therapy when endoscopy is unsuccessful (12). 

				Meso-Rex surgical bypass (in which the patient’s jugular vein is used as an autograft from the superior mesenteric artery to the umbilical portion of the left portal vein) is considered a “curative” procedure in children and has also been used in adults13. However, the Rex recess is not always safely accessible, and isolated cases in adults have been described using a modified technique (anastomosis of the splenic vein to the cystic portion of the portal vein), so it is believed to be an area still under investigation14. 

				In the present case, neither interventional nor surgical management was considered, as the patient showed a favorable clinical response to medical and endoscopic treatment and is currently under specialized follow-up.

			

		

		
			
				Mortality associated with esophageal variceal bleeding is estimated at approximately 5%, while overall mortality related to portal cavernomatosis is around 10%15. Several studies have identified the presence of ascites as an adverse prognostic factor, which is decisive in predicting mortality in these patients.

				CONCLUSIONS

				This case of portal cavernomatosis in a young Ecuadorian adult highlights the importance of a differential diagnosis in a patient with signs of portal hypertension and no evidence of cirrhosis. It emphasizes the importance of multidisciplinary management to guide diagnosis and treatment. In this patient, protein C and S deficiencies were associated as a probable initial trigger for thrombosis and subsequent cavernomatosis.
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