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A 64-year-old female was admitted to our department 
because of abdominal discomfort and recurrent fever for  
1 month, she had attended her local hospital 10 days earlier, 
where the sign of fever was regarded as being due to the 
pulmonary infection, however, moxifloxacin and peramivir 
had no therapeutic effect. On admission, the physical 
examinations were showed an upper abdominal thrill and 
auscultation heard a blood vessel murmur at the same 
location, lab tests were not showed any remarkable results, 
the tumor marker levels were within normal range. The 
portal color contrast ultrasonography was showed a 5.4 cm 
× 3.3 cm bright spot in the left intrahepatic bile duct, and 
a 0.9 cm distal bright spot in, and 0.7 cm expansion of the 
right intrahepatic bile duct (Figure 1A). Contrast-enhanced 
computed tomography (CT) were showed intrahepatic 
cholangiectasis, tumor-like dilatation of the left portal 
ramus, and left liver atrophy and cirrhosis (Figure 1B). 
Magnetic resonance cholangiopancreatography (MRCP) 
were showed a patchy 5.1 cm × 3.8 cm T2W1 hyperfocal 
lesion in the left lobe of the liver that was compressing 
the adjacent bile duct, leading to dilation and infection  
(Figure 1C,D). The endoscopic was showed chronic 
gastritis with mild esophageal varices. A laparotomy was 
performed which a left hemihepatectomy was done after 
MDT consultation was made. During the surgery, the left 
liver was atrophied with cirrhotic nodules were noticed. 
In the first hilum of the liver, a 6 cm × 5 cm incidentaloma 

caused by arteriovenous fistula was confirmed, which lies 
between the left hepatic artery and the sagittal part of the 
portal vein, dilatation of the proper hepatic artery and the 
left hepatic artery were observed (diameter of both, 1 cm). 
The perigastric veins dilatation and spleen enlargement 
were noticed, Arteriovenous fistula was clearly visible 
in the resected lesion (Figure 1E), the adjacent bile duct 
dilation was seen with stones inside the resected sample’s 
bile ducts (figure was not shown). A pathology examination 
showed that the intrahepatic bile duct of the left liver was 
dilated, and numerous neutrophils were seen around the 
intrahepatic bile ducts (Figure 1F), arteriovenous fistula was 
confirmed (Figure 1G), liver cirrhosis was noticed with small 
nodules (figure was not shown). After the surgery, the fever 
was resolved and the patient was discharged from hospital 
at 3 weeks postoperatively.

An arterioportal fistula is a functional or organic 
communication between the portal venous system and 
the hepatic arterial branch, and is an infrequent cause of 
presinusoidal portal hypertension. Intrahepatic arterioportal 
fistulas (IAPFs) may be caused by trauma, malignant tumor (1), 
or iatrogenic injury, while some cases are hereditary (2). To 
our knowledge, this is the first report in the English language 
literature of IAPF caused incidentaloma with intrahepatic 
stones and cholangitis.

The symptomatology of IAPF encompasses hepatomegaly, 
portal hypertension bleeding episodes, ascites, and 
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splenomegaly. In some typical arterioportal fistula (APF) 
cases, a characteristic bruit can be heard and a touch tremor 
is present in the right upper quadrant. In addition, small 
IAPFs can be asymptomatic. the patient’s primary symptom, 
recurrent fever without obvious right upper abdominal pain, 
resulted in misdiagnosis as pneumonia at a local hospital. 
The patient’s symptoms of recurrent fever were caused by 
cholangitis due to the presence of bile-duct stones, the bile 
duct dilation could due to the IAPF caused incidentaloma 
which were confirmed by surgery.

In patients with liver cirrhosis, the frequency of 
nontumorous APFs is very high and such individuals are 
at increased risk of hepatocellular carcinoma (HCC) (3). 
However, distinguishing between APFs and tumors can 
be difficult (4). Identifying a tumorous APF near a minor 
HCC by CT is hampered by the fact that the contrast agent 
highlights the entire APF area during the hepatic arterial 
phase (HAP). Generally, wedge-shaped enhancement of 
the normal vessels passing through the lesion indicates a 
non-tumorous APF. Moreover, HCC manifests as an area 
of heterogeneous low attenuation, but the magnitude of 
attenuation of nontumorous APFs is not lower than that of 
adjacent liver parenchyma. The equilibrium phase is most 
useful for differentiating between HCC and APFs (3).  

For the imaging result in this patient, on Doppler 
ultrasound (US) images of the patients showed with IAPF, 
the velocities in the hepatic vein and inferior vena cava were 
intensified due to entry of arterial blood into the venous 
system. On dynamic CT, IAFPs were result in enhancement 
of the peripheral portal vein branches before the central 
portal vein (3,5) and enhancement of the hepatic vein in the 
arterial phase. The findings of dynamic MRI were typically 
similar to those of dynamic CT.

For the treatment of liver cirrhosis and portal hypertension 
in this case, due to the surgery was completed resect the 
lesion and stopped the abnormal vascular communication, 
the portal flow and pressure will be greatly decreased 
postoperative time, there was no evidence showed 
hypersplenism which must need surgical intervention, so 
no more interventional operative procedure will be applied 
in this case. The patient did not show any symptom caused 
by portal hypertension during the follow up period, the 
chronic gastritis was also recovered to normal situation.   

The optimum therapy for APF remains controversial, 
it can be treated by hepatic artery ligation (6), partial 
hepatectomy (7), percutaneous transarterial embolization (8),  
and liver transplantation (9). Endovascular techniques are 
considered the first line options (10), but interventional 

Figure 1 Imaging diagnosis, specimen and pathology. (A,B,C,D) Imaging diagnosis. (A) Color Doppler image reveals multidirectional 
flow. (B) Earlier enhancement of the portal vein during the arterial phase. Axial- (C) and coronal-reformatted (D) magnetic resonance 
cholangiopancreatography (MRCP) reveals tumor-like dilation of the left portal vein. (E) Specimen, the arrow points to the arteriovenous 
fistula. (F,G) Pathology. Histological staining showing numerous neutrophils around intrahepatic bile duct (F, ×20) and arteriovenous fistula 
(G, ×40).
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therapy may not be suitable for >8 mm APFs with a 
high flow rate because of the risk of arterial thrombosis, 
movement of the metallic coil, and pulmonary embolism (8). 
In this case, interventional radiological treatment was not 
performed because of the large size of the fistula and bile 
duct stones, incidentaloma were simultaneously presented, 
instead the hemihepatectomy was done to resolve all of the 
problems after the MDT was made. 

We described a case of a patient with incidentaloma 
caused by IAPF accompany with intrahepatic stones and 
cholangitis, the primary symptom of which was recurrent 
fever. The patient underwent a left hemihepatectomy 
and were not experienced recurrence of fever during the 
6-month follow up. Therefore, Long-term incidentaloma 
caused by IAPF could cause the presence of bile-duct 
dilation with stones and cholangitis.
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