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Abstract

Diffuse liver hemangiomatosis with giant cavernous hemangioma in adult is extremely rare. A 35 year-old woman presented to hospital with main complaint of epigastric pain and abdominal fullness. An enhanced computed tomography scan revealed a massive liver tumor in right lobe about 150 mm in size. There was contrast enhancement at the periphery of the mass consistent with a cavernous hemangioma. She underwent right hepatectomy. Histologically, it was diagnosed as a cavernous hemangioma. And also, hemangiomatous lesions were scattered around the Glisson’s capsule on the back ground liver. These hemangiomatous lesions were not recognized preoperatively. Even if we couldn’t diagnose hemangiomatosis around the main giant hemangioma preoperatively, we need to take enough surgical margins because the giant hemangioma has the potential to have small hemangiomatous lesions around the tumor. We reported right hepatectomy for giant cavernous hemangioma with diffuse hepatic hemangiomatosis without an extrahepatic lesion in an adult.

© 2014 Baishideng Publishing Group Inc. All rights reserved.
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INTRODUCTION

Liver cavernous hemangiomas are the most common benign tumor of the liver. On autopsy, their incidence ranges from 5% to 20%[1,2]. Most hemangiomas are small in size (< 4 cm in diameter) and remain asymptomatic, requiring no treatment. Giant hemangiomas present a different disease course. In many surgical series, giant hemangiomas are defined as cavernous hemangiomas larger than 4 cm in diameter[3]. Symptoms rarely appear unless the tumor size exceeds 4 cm. Symptomatic hepatic hemangiomas can present with abdominal pain, hemorrhage, biliary compression, or consumptive coagulopathy.

Diffuse hepatic hemangiomatosis usually occurs in neonates with an abdominal mass and unidentified congestive heart failure. The disease is associated with Rendu-Osler-Weber disease or skeletal hemangiomatosis[4,5].

Isolated diffuse hemangiomatosis of the liver in adults without extrahepatic lesions is extremely rare[6]. We report on a right hepatectomy for giant cavernous hemangioma with diffuse hepatic hemangiomatosis in the background of the liver but without an extrahepatic lesion in adults. 

CASE REPORT

In April 2013, a 35-year-old woman presented to a nearby hospital with main complaint of epigastric pain and a sense of abdominal fullness. She was 151 cm tall and weighed 52 kg. Her past or family medical history was unremarkable. On physical examination, abdominal distension and severe tenderness were present. She has no jaundice. The results of blood routine and liver function tests were normal, including a platelet count of 18 × 104 platelets/mL. Serum tumor markers were all within the normal range. Hepatitis B and C virus markers were negative. On examination, she had a massive liver tumor on the right lobe of liver that was approximately 145 mm in size, with areas of necrosis inside of the liver according to abdominal ultrasonography. A Doppler ultrasonography revealed no remarkable tumor vascularities, except for the underlying hepatic parenchymal vascular flow. An enhanced computed tomography (CT) scan revealed a massive liver tumor in the right lobe of her liver, 153 mm × 133 mm × 95 mm in size. There was contrast enhancement at the periphery of the mass consistent with a cavernous hemangioma. A coronal view of the mass is shown in Figure 1. The massive liver tumor showed low signal intensity on T1-weighted Magnetic Resonance Imaging (MRI), high intensity on T2-weighted MRI, and high intensity on diffusion MRI (Figure 2). These image assessments were highly suggestive of a diagnosis of a giant hepatic hemangioma. The clinical and radiological evaluation showed no evidence of Rendu-Osler-Weber disease or hemangiomas in the extrahepatic region. She was referred to our hospital for treatment. She preferred surgery, so she underwent laparotomy; a right hepatectomy was performed. The duration of the operation was 190 min, and the intraoperative blood loss was 845 mL. The resected tumor was 200 mm × 140 mm × 85 mm in size and 910 g in weight (Figure 3). Figure 4 shows sections of the resected tumor, with a white area of 105 mm × 62 mm in size. Histologically, a cavernous hemangioma was diagnosed (Figure 5). The white area showed tumor degeneration and a loss of tumor cells. Hemangiomatous lesions were scattered around the Glisson’s capsule on the background of the liver (Figure 6). These hemangiomatous lesions were not recognized preoperatively. The patient’s post-operative course was uneventful, and she was discharged from the hospital 9 d postoperatively.

DISCUSSION

Cavernous hemangiomas of the liver are benign and usually small (< 4 cm) in size, but when they are larger than 4 cm in diameter, they are classified as giant cavernous hemangiomas[7]. Cavernous hemangiomas of the liver are the most common type of liver tumor and are most frequently seen in women. Most hemangiomas are asymptomatic and are detected incidentally on the imaging of the abdomen for unrelated reasons. A large hemangioma and diffuse hemangiomatosis present symptoms of abdominal pain, discomfort, and palpable mass.

A recent major argument in the treatment of liver hemangiomas is the indication of the operation. Considering the benign and non-progressive nature of the disease, it is currently accepted that the diagnosis of giant hemangioma is not necessarily an indication for surgery based on its size alone, and continued observations in asymptomatic patients or in patients with minimal abdominal symptoms appear to be justified[8]. Surgery remains the only consistently effective curative treatment for giant hemangiomas. However, Kayan et al[9] reported that the combination of preoperative percutaneous trans-catheter arterial embolization (TAE) and surgery is a safe procedure that eliminates the risk of intraoperative bleeding in the treatment of giant hepatic hemangiomas.

Hepatectomy may be accomplished by a simple enucleation or an anatomical resection. Operative series comparing enucleation and lobectomy have shown that complications, such as bleeding from damage to blood vessels and bile duct injury, were significantly more common and more serious after lobectomy. Therefore, enucleation is preferred when feasible for symptomatic giant hemangiomas[10]. In our case, the giant hemangioma was observed very near to middle hepatic vein, so we selected a right hepatectomy. Histologically, this entity was diagnosed as a giant cavernous hemangioma, 20 cm in size. Scattered small hemangiomatous lesions were found in the background of the liver with a cavernous hemangioma. In particular, they were scattered around the Glisson’s capsule. We diagnosed the hemangiomatosis, but these hemangiomatous lesions were not recognized preoperatively.

Hepatic hemangiomatosis may be a rare condition characterized by the diffuse replacement of the hepatic parenchyma with hemangiomatous lesions and can sometimes be associated with systemic hemangiomatosis[11]. The natural history and underlying etiology of diffuse hepatic hemangiomatosis remain uncertain. Diffuse hepatic hemangiomatosis has been reported in relation with hereditary hemorrhagic telangiectasia[5]. Hereditary hemorrhagic telangiectasia, also called Rendu-Osler-Weber disease, is a systemic fibrovascular dysplasia with autosomal dominant inheritance. In our patient, there were no clinical features of Rendu-Osler-Weber disease. In infancy, hemangiomatosis usually involves the entire liver, in a diffuse fashion. On the other hand, in adults, diffuse liver hemangiomatosis alone is extremely rare without extrahepatic lesions. Only a few patients with isolated liver hemangiomatosis have been reported in the English literature[6,12]. 

Previous reports have cited the role of steroid medications in the development of hepatic cavernous hemangiomas[13] and the administration of metoclopramide medications in a patient with diffuse hepatic hemangiomatosis. No history of steroid or estrogen use was documented in the reported cases of diffuse hepatic hemangiomatosis[14].

Cavernous hemangioma is the most common benign hepatic tumor and is typically described as a solitary, well-circumscribed lesion with a distinct fibrous interface; therefore, hepatic parenchymas are usually not included in cavernous hemangiomas[15]. Scattered hemangioma-like vessels in the hepatocellular nodular lesions were found in the present patients and resembled the findings that were described in the background liver of a cavernous hemangioma[16]. Jhaveri et al[17] reported on the association of hepatic hemangiomatosis with a giant cavernous hemangioma in an adult population. These hemangiomatosis were diagnosed in imaging tests, including abdominal ultrasonography, CT, MRI, among others; however, in our case, hemangiomatosis was not recognized preoperatively. 

The management strategy for giant hepatic hemangiomas can differ depending on the presence of associated hemangiomatosis and on the amount and distribution of the residual hepatic parenchyma[17]. As previously explained, enucleation is preferred when feasible for symptomatic giant hemangiomas due to the potential for complications from surgery. However, surgical candidates must be carefully selected to avoid surgical complications related to excessive blood loss from oozing due to the deroofing of the areas of hemangiomatosis after the enucleation of a giant hepatic hemangioma[17]. 

Symptomatic patients with giant hemangiomas and associated extensive hemangiomatosis can be difficult subjects for enucleation and are better managed by means of an extensive lobectomy. Because we were unable to diagnose the hemangiomatosis around the main giant hemangioma preoperatively, we needed to use large surgical margins, as the giant hemangioma may have small hemangiomatous lesions around the tumor. Although there have been no previous reports of these accessory lesions, if we can decrease main tumor size, shrinkage or disappear hemangiomatosis around main tumor by TAE, we may be able to resect smaller range of the liver. 

In conclusion, we reported on a right hepatectomy for a giant cavernous hemangioma with diffuse hepatic hemangiomatosis in the liver background without extrahepatic lesions in an adult. Further research and examinations of similar cases are required to confirm this relationship and to further assess the clinical significance of a giant cavernous hemangioma with diffuse hepatic hemangiomatosis in adults.

COMMENTS

Case characteristics
A 35-year-old woman presented to nearby hospital with main complaint of epigastric pain and a sense of abdominal fullness.

Clinical diagnosis

Diagnosis of a giant cavernous hemangioma of the liver. 

Differential diagnosis

Hepatocellular carcinoma, Focal nodular hyperplasia

Laboratory diagnosis

She results of blood routine and liver function tests were normal, including platelet count of 18 × 104 platelets/mL, and serum tumor markers and hepatitis B and C virus markers were all within normal range. 

Imaging diagnosis

Computed tomography scan revealed a massive liver tumor in right lobe of liver, 153 mm × 133 mm × 95 mm in size and there was contrast enhancement at the periphery of the mass consistent with a cavernous hemangioma.

Pathological diagnosis

It was diagnosed as a cavernous hemangioma and also hemangiomatous lesions were scattered around the Glisson’s capsule on the back ground liver

Term explanation 

This reported on a right hepatectomy for a giant cavernous hemangioma with diffuse hepatic hemangiomatosis in the liver background without extrahepatic lesions in an adult.

Experiences and lessons

Because we were unable to diagnose the hemangiomatosis around the main giant hemangioma preoperatively, they needed to use large surgical margins, as the giant hemangioma may have small hemangiomatous lesions around the tumor.

Peer review

This make reference to surgical precaution and operative procedures of giant cavernous hemangioma with hemangiomatosis following pathological findings in their report. 
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Figure Legends
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Figure 1  There was contrast enhancement at the periphery of the mass consistent with a cavernous hemangioma. 

[image: image2.png]



Figure 2  High intensity on T2-weighted magnetic resonance imaging (A) and high intensity on diffusion magnetic resonance imaging (B). 
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Figure 3  Resected tumor was 200 mm × 140 mm × 85 mm in size and 910 g in weight. 
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Figure 4  Cut section of the resected tumor. The white area has tumor degeneration and loss of tumor cells. 
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Figure 5  Histological findings of a giant tumor reveal endothelial cell proliferation and dilated blood channels (hematoxylin and eosin staining, × 4).
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Figure 6  Hemangiomatous lesions (arrows) were scattered around the Glisson’s capsule (star) on the back ground liver (hematoxylin and eosin staining, × 1.25). 
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