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ABSTRACT

Interrupted inferior vena cava (IVC) is a rare disease, occurring either in isolation or in association with asplenia or polysplenia
syndromes. Infrahepatic part of the IVC is absent representing the failure of fusion of the vitelline and subcardinal embryolog-
ical portions of the IVC. It is replaced by an enlarged azygos or hemiazygos vein continuing into the thorax, either into the supe-
rior vena cava or into the brachiocephalic veins. We present two cases of interrupted IVC, one occurring in isolation with hemi-
azygos continuation and discovered incidentally, and the second one is a child with azygos continuation, associated with polys-

plenia syndrome.
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INTRODUCTION

Interrupted inferior vena cava (IVC) with azygos or hemiazygos
continuation is a rare anomaly occurring either in isolation orin
association with other congenital anomalies.** Infrahepatic
part of the IVC is usually absent representing the failure of
fusion of the vitelline and subcardinal embryological portions of
the IVC. The infrahepatic part of the IVC is replaced by an
enlarged azygos or hemiazygos vein continuing into the thorax,
either into the superior vena cava or into the brachiocephalic
veins. Herein, we present two cases of interrupted IVC, one
occurringinisolationinanadult patient while the otherin achild
in association with situs ambiguous. These case reports pertain
toaninterrupted hepatic segment of IVC, with failure of fusion of
itscranialand caudal parts.

CASE REPORT

CASE 1:

A 32-year asymptomatic male soldier presented to the unit’s
medical center for his annual medical evaluation two months
ago. He was non-hypertensive and non-diabetic. His annual
routine electrocardiogram (ECG) revealed bradycardia with
junctionalescaperhythm.
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Cardiac enzymes and other routine investigations were within
normal limits. The exercise Tolerance Test (ETT) was borderline
while echocardiography revealed good left ventricular func-
tion. His electrophysiological studies (EPS) were planned.
Femoralvenousaccesswasattempted butthewirehadanaber-
rant route. Left subclavian puncture also failed and the patient
was sentto the radiology department for contrast-enhanced CT
abdomen to rule out abnormality of IVC. CT showed only the
cranial part of IVC draining hepatic veins before entering the
right atrium (Figure 1). Infrahepatic part was atretic. Iliac and
renal veins drained via distended hemiazygos vein within the
abdomen, enteringthethoraxanddraininginto the left brachio-
cephalicvein. His final diagnosis was interrupted IVC with hemi-
azygos continuation draining ectopically into the left brachio-
cephalic vein. Considering the association of interrupted IVC
with sinus nodal dysfunction, heis planned to have a permanent
pacemaker.

CASE 2:

A 4-year child was referred to the radiology department for an
ultrasound of the abdomen with complaints of persistent painin
the abdomen. She was found to have multiple masses in the
right hypochondrium, enlarged liver, and ectopic right kidney.
Her CT abdomen revealed a centrally placed liver and stomach
and multiple splenic tissues in the right hypochondrium, and
right pelvickidney (Figure 2). Note was made of interrupted IVC
which drained only the hepatic veins before entering the right
atrium. Lower limband renal veins drained into the azygos vein,
which drained superiorly into the superior vena cava within the
thorax. Based on these findings, a diagnosis of polysplenia with
situs ambiguous, ectopic right kidney and interrupted IVC with
azygos continuation was made.
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and notcontinuingfurthercaudally(casel).

Figure 2: Polysplenia- multiple spleens are seen in the right hypochon-
drium (arrows), dilated azygos vein lying to the right of the aorta,
replacing caudal part of inferior vena cava and absence of right kidney at
itsanatomicallocation(case2).

DISCUSSION

Interrupted IVC with azygos or hemiazygos continuation is a
rare disorder occurring in 0.6-2% of the population with
congenital heartdisease; itisevenrareroccurringinisolationat
<0.3%." In approximately 90% of patients, it appears as an
isolated anomaly’ causing no symptoms; such patients remain
undiagnosed in their earlier life and the disease may be discov-
eredas partofinvestigationforsomeothercauseorininvestiga-
tions for failed vascular interventions. While the congenital
variety isassociated with situs inversus or situs ambiguous with
polysplenia, this disease is rare with an incidence of 1:1400 -
1:35000.> At younger age, interrupted IVC acts as a predis-
posing factorfordeep venous thrombosis of lowerlimbs without
any abnormality of coagulation factors.* Other symptoms
include leg varices, hepatic vein thrombosis, and hematoc-

hazia.’ Acaseseries oninferiorvena cava anomalies in Pakistan
reported one case of interrupted IVC with multiple collaterals
and enlarged azygos and hemiazygos veins occurring in a 19-
year-old boy with varicose veins in both lower limbs without
evidence of deep venous thrombosis.® Association with sinus
node dysfunction is also known especially in conjunction with
leftisomerism, whichincludesthe absence of hepatic segments
of IVC, midline liver, and polysplenia; 70% of patients present
withbradycardiaaround 15 yearsofage.’

Interrupted IVC with azygos or hemiazygos continuation is a
rare,probablyunderdiagnosedanomaly, especiallywhenoccur-
ring inisolation as the patients are asymptomatic. When occur-
ring in association with polysplenia or asplenia syndromes,
patients are discovered at younger age on account of early
cardiac complications. Knowledge of these anomalies is impor-
tantinplanningofrightheartcatheterization, EPS, cardiopulmo-
nary bypass, orIVCfilter placement.
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