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Abstract

Vascular complications of liver hydatidosis are infrequent but severe. We present a case with 
severe vascular problems due to a recurrence of a liver hydatid cyst. A 39 year-old male consulted 
the Emergency Department after frank hematemesis due to esophagealvarices. He had undergone 
surgery at the age of seven in his native country for liver and lung hydatid cysts. Abdominal CT 
showed a 20 cm multivesicular cyst, occupying segments IV, V and VIII of the liver, displacing and 
partially compressing a dilated portal vein and causing portal hypertension and obstruction of the 
inferior cava vein. A subtotal cystectomy was performed. After surgery, portal vein flow was normal and 
esophagealvarices disappeared, but caval obstruction remained. We review the vascular complications 
due to liver hydatidosis, focusing on therapeutic management.

performed a subtotal cystectomy and left a large drain in the cyst 
cavity. Postoperatively, the patient presented low output biliary fistula 
that did not require any treatment. The microbiological study of the 
liquid of the cyst confirmed Echinococcusgranulosus infestation. 

Introduction
Hepatic hydatid disease can cause multiple medical problems, 

including vascular complications. These complications are infrequent 
but are associated with high morbidity [1-10]. They occur when 
a liver hydatid cyst (LHC) compresses or erodes one of the great 
vessels: portal vein, hepatic veins and/or inferior cava vein (IVC), or 
smaller branches [6,11]. Here we describe a patient with a recurrence 
of a giant LHC causing compression of the portal vein and IVC, 
resulting in portal hypertension and re-distribution of venous flow 
via theazygos system causing hematemesis from esophagealvarices.

Case Report
A 39-year-old Moroccan male came to the Emergency Department 

after frank hematemesis. Blood analysis revealed the following 
noteworthy values: hemoglobin: 8.4 gr/dl, 8400 leukocytes/ul (29.1% 
eosinophils), and alkaline phosphatase: 180 U/l, GGT: 128 U/l. Upper 
gastrointestinal endoscopy was performed and esophagealvarices 
with recent bleeding were seen. Past medical history included liver 
and lung surgery due to hydatid cysts at age of 7 (no medical reports). 
Abdominal ultrasound and CT showed a well-defined multivesicular 
cyst, with small foci of calcium in the wall, measuring 20 x 15 x 13 
cm, occupying the segments IV, V and VIII of the liver, displacing 
and partially compressing a dilated portal vein and causing complete 
obstruction of the IVC (Figure 1). The radiological diagnosis 
was relapsed LHC. Cavography was performed, demonstrating a 
complete obstruction of IVC due to an extrinsic mass effect caused by 
the LHC. A large left renal vein redirected the venous flow through an 
enlarged azygos and hemiazygos system emptying into the superior 
cava vein. Hydatid serology was positive (1/320). We performed 
surgery to open the cyst, and then emptied and sterilized it (Figure 
2).  As we considered that radical cystectomy was impossible, we 
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Figure 1: Portal compression. A: sagittal B: coronal.

Figure 2: Operative surgical view. C: Cyst. PV: portal vein.
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In 18 months of follow-up, no relapse has been observed. The most 
recent CT showed a residual cavity of 2.7 cm, normalization of 
portal flow but no IVC flow; flow by collateral circulation continues. 
Esophagealvarices disappeared and serology of hydatidosis is 
currently negative.

Discussion
LHC may cause serious vascular complications, affecting portal 

vein and its branches, the IVC, or both veins, as in our case [2,6]. 

The portal vein may be affected by extrinsic compression of a 
LHC producing portal flow obstruction which could cause portal vein 
thrombosis or, in exceptional cases, portal cavernomatosis [11]. Until 
2010, only 11 publications had appeared in PubMed, including 25 
patients with hydatidosis and portal hypertension. Eighty per cent of 
these patients had alveolar hydatid disease [11]. Clinically, LHC can 
cause prehepatic, hepatic and posthepatic portal hypertension (Budd-
Chiari) [2,7,8,11]. A fistula between the LHC and the portal vein may 
occur, passing daughter vesicles into the bloodstream. This clinical 
situation has a high mortality [2,7,8]. Surgery for LHC may resolve 
the portal compression if the period of compression has been short 
but in cases of cavernomatosis of the portal vein, the venous flow is 
not usually restored.

Involvement of the IVC is more common in patients with alveolar 
hydatid disease related to diffuse injury that causes this type of 
infestation [6]. Compression of the IVC by the LHC may cause either 
complete or incomplete obstruction of the venous flow and may 
create a true thrombosis of the IVC, even cavernomatosis in extreme 
cases like ours [6]. In exceptional cases, a fistula between the LHC 
and the IVC may occur. In these patients, some hydatid membranes 
may pass from the cyst to the right atrium and indirectly produce 
a hydatid pulmonary embolism [1,3-5,9]. Despite the existence of 
a real fistula between IVC and LHC, exsanguination is exceptional 
because the pressure of the cyst is higher than the IVC and the 
pericystic wall hinders the passage of blood to the cyst. But when a 
fistula is present, anaphylactic or hemodynamic shock may occur and 
has a high morbidity and mortality [10]. Patients with involvement 
of the IVC due to LHC usuallyhave large, centrally-located cysts. 
Thrombosis of the IVC due to LHC can cause acute symptoms but 
in most cases patients gradually manage to create tributary veins to 
resolve the obstruction andmay, as in our case, be asymptomatic for a 
long period. Approximately 50% of patients with IVC thrombosis are 
asymptomatic when they are diagnosed [5].

The limited number of patients with vascular complications of 
LHC makesit difficult to draw conclusions about optimal treatment. 
We think that patients with vascular involvement due to LHC should 
always be treated surgicallyif their condition permits even if they 
are asymptomatic, before they develop severe future complications. 
Previous albendazole therapy is advisable. Some patients have been 
treated with PAIR, sometimes as single therapy due to severe co-
morbidities and/ora high surgical risk, or as a prelude to surgery 
[8,12]. In the case of anaphylactic or hemodynamic shock, emergency 
surgery is mandatory but mortality is extremely high.

In patients with portal vein involvement, the surgical technique 
performed depends on the degree of involvement and type of portal 
thrombosis. If there is only compression or a short contact with no 
(or only mild) portal thrombosis, radical surgery can be planned 
if it is not precluded by other clinical problems, but for cases with 
large-scale contact (either lengthwise or circumferential) or severe 
thrombosis with portal hypertension, conservative surgery is the 
best option [2,7,8]. In a very few cases, portal resection or prosthetic 
substitution has been performed.

Typically, in patients like ours with vascular involvement of 
the IVC, conservative surgery is chosen because of the difficulty 
of performing radical procedures  [12]. When only lateral contact 
exists, total cystectomy is possible in selected cases. Some authors 
have performed liver resection with partial resection of the IVC 
[1,2,6], and a very small number of IVC resections with prosthetic 
replacement due to LHC have been reported [6]. This technical 
option is controversial; some authors consider the degree of surgery 
to be excessive for a benign disease, but on occasion it is the only 
possible solution to a severe problem [6,10]. 

In patients with Budd-Chiari syndrome, three options have 
been used: LHC surgery alone, shunt, or placement of percutaneous 
endoluminal prosthesis [11,13]. 

To conclude, vascular complications due to LHC are infrequent. 
The portal vein, the IVC, or both, may be affected. Degrees of 
severity range from compression to cavernomatosis. Patient may 
be asymptomatic, but extreme clinical situations could occur. In 
patients with vascular involvement due to LHC, conservative surgery 
is preferred because radical surgery is usually considered too risky.
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