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In the presence of portal hypertension, a recanalised para-umbilical
vein and splenomegaly are diagnostic of a rare condition, namely
Cruveilhier-Baumgarten syndrome. In this case demonstration of
the large and tortuous vein by computed tomography (CT) imaging
avoided catastrophic haemorrhage from a planned hysterectomy
and served as a road map for surgical planning.

Case report

A 39-year-old woman presented with lower abdominal
pain and menorrhagia. Clinical examination showed pallor,
hepatosplenomegaly, and a pelvic mass which was discovered to be

Fig. 1. Coronal three-dimensional reconstruction of the CT scan shows the
dilated para-umbilical vein, its tortuous course and termination in the left
femoral vein. Also note the massive splenomegaly.

a multifibroid uterus. Laboratory tests were positive for bilharzia,
which accounted for the hepatosplenomegaly.

In addition to the multifibroid uterus, an ultrasound showed
a complex left ovarian mass, a massive splenomegaly of 20 cm,
splenic varices, dilatation of the splenoportal confluence, and a
large venous structure in the region of the portal vein extending
inferiorly just deep to the anterior abdominal wall. It was, however,
difficult to demonstrate the lower extent of this structure, so the
patient underwent a CT scan.

The CT scan (Fig. 1) confirmed a dilated, serpiginous venous
channel extending from the dilated left portal vein, following
a course behind the anterior abdominal wall, continuing to
the pelvis, taking a few turns in the suprapubic area and finally
terminating in the left femoral vein. This constitutes a variant of
Cruveilhier-Baumgarten syndrome. The patient did not have a
significant caput medusae, and only a few small varices could be
seen anastomosing with slightly distended inferior epigastric veins.

Discussion

The umbilical vein becomes the ligamentum teres after birth. In
portal hypertension, collaterals that develop in the ligamentum
teres could recanalise it to form a porto-systemic shunt. (These
collaterals would then be called a para-umbilical vein.) A caput
medusae forms around the umbilicus, then draining into the
systemic circulation via the inferior epigastric veins. This is only
one of several portosystemic shunts that may develop in portal
hypertension.?

Cruveilhier-Baumgarten syndrome is a rare syndrome
characterised by portal hypertension, splenomegaly and
a prominent para-umbilical circulation. It was first described
in 1852 by Cruveilhier and then in 1908 by Baumgarten.**
Classic Cruveilhier-Baumgarten syndrome is characterised by
a portosystemic shunt from the left portal vein via a dilated
para-umbilical vein that terminates at the umbilicus in a caput
medusae.’

Our patient developed portal hypertension secondary to
bilharzia. The para-umbilical vein was large and tortuous, not
terminating at the umbilicus but extending into the pelvis to
terminate in the left femoral vein, which is an unusual variant
of Cruveilhier-Baumgarten syndrome. It became clear from the
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imaging that either a midline or a Pfannenstiel incision would
have resulted in catastrophic haemorrhage. Identification of this
abnormal vessel helped to avoid serious complications during
hysterectomy and provided a surgical ‘road-map.

Conclusion

Pre-surgical imaging is an elegant way of diagnosing pathology
related to presenting symptoms and signs. It is also useful for
demonstrating any associated unrelated incidental pathology
and for providing a ‘road-map’ for surgery. In our case, the
demonstration of a massive para-umbilical vein was helpful

in avoiding incisions that could have resulted in catastrophic
haemorrhage.

REFERENCES

1. Nishimura K, Togashi K, Itoh K, et al. Enlarged umbilical vein as a sign of portal
hypertension: detection by lateral radiography. Radiology 1985;155:294.

2. Aagaard ], Jensen LI, Sorensen TI, Christensen U, Burcharth E Recanalized
umbilical vein in portal hypertension. AJR Am J Roentgenol 1982;139:1107-1110.

3. SinglaV, Galwa RP, Saxena AK, Khandelwal N. Cruveilhier Baumgarten syndrome
with giant paraumbilical vein. J Postgrad Med 2008;54:328-329.

4. Valk HL, Horne SE. Cruveilhier-Baumgarten syndrome (splenomegaly, portal
hypertension and patent umbilical vein): Case report. Ann Surg 1942;116:860-
863.

Prevention of hepatocellular carcinoma

continued from page 51

REFERENCES

1. Ferlay J, Shin HR, Bray F, et al. Establishment of world-wide burden of cancer in
2008: GLOBOCAN 2008. Int J Cancer 2010;127:2893-2917.

2. Bosch FX, Ribes ], Diaz M, et al. Primary liver cancer: worldwide incidence and
trends. Gastroenterology 2004;127:55-S16.

3. Kew MC. Epidemiology of hepatitis B virus, hepatocellular carcinoma, and
hepatitis B virus-induced hepatocellular carcinoma. Pathol Biol (Paris)
2010;58:273-277.

4. Beasely RP, Wang LY, Chin CC, et al. Hepatocellular carcinoma and HBV: A
prospective study of 22,707 men in Taiwan. Lancet 1981;22:1129-1133.

5. Chang MH, You SL, Chen CJH, et al. Decreased incidence of hepatocellular
carcinoma in hepatitis B virus vaccinees: a 20 year follow-up. ] Natl Cancer Inst
2009;101:1348-1355.

6. Kew MC. Hepatitis C and hepatocellular carcinoma in developing and developed
countries. Viral Hepatitis Reviews 1998;4:259-269.

7. World Health Organization Hepatitis B Fact Sheet. No. 204 (revised October
2000). https://apps.who.int/inf-fs/en/fact204.html (accessed 7 March 2011).

8. Kew MC, Francois G, Lavanchy D, et al. Prevention of hepatitis C virus infection.
] Viral Hepatit 2004;11:198-205.

9. Kew MC. Synergistic interaction between aflatoxin B1 and hepatitis B virus in
hepatocarcinogenesis. Liver Int 2003;23:1-5.

10. Turner PC, Sylla A, Gong YY, et al. Reduction in exposure to carcinogenic
aflatoxins by post-harvest intervention measures in west Africa: a community-
based intervention study. Lancet 2005;365:1950-1956.

11. Egner PA, Wang JN, Zu YR, et al. Chlorophyllin intervention reduces aflatoxin-
DNA adducts in individuals at high risk of liver cancer. Proc Natl Acad Sci USA
2001; 98:14601-14606.

12. Sudaken DL. Dietary aflatoxin exposure and chemoprevention of cancer: a clinical
review. ] Toxicol Clin Toxicol 2003;41:195-204.

13. Sofowora GG,Choo EF, Mayo G, et al. In vivo inhibition of human CYPA?2 activity
by oltipraz. Cancer Chemother Pharmacol 2001;47:505-509.

14. Niederau C, Fischer R. Sonnenberg A, et al. Survival and causes of death in
cirrhotic and non-cirrhotic patients with hereditary hemochromatosis. N Engl J
Med 1985;313:1256-1262.

15. Mandishona E, MacPhail AP, Gordeuk VR, et al. Dietary iron overload as a risk
factor for hepatocellular carcinoma in black Africans. Hepatology 1998;27:1563-
1566.

16. Gordeuk VR. African iron overload. Semin Haematol 2002;39:263-269.

17. Asare GA, Bronze M, Naidoo V, et al. Interaction between aflatoxin B1 and dietary
iron overload in hepatic mutagenesis. Toxicology 2007;234:157-166.

18. Siegel AB, Zhu AX. Metabolic syndrome and hepatocellular carcinoma. Cancer
2009;115:5651-5661.

86 SAJS voLag,No.2, APRIL 2011



