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A 34-year-old previously healthy man was referred
to the hospital due to acute edema of the left leg
caused by deep vein thrombosis as well as a high
suspicion of lymphoma. A few weeks earlier, he
started intensive physical activity for weight re-
duction, following which he developed gastro-
intestinal infection with vomiting and diarrhea
leading to dehydration. Leg edema with fever oc-
curred shortly after. Ambulatory ultrasonography
and non-contrast-enhanced computed tomogra-
phy (CT) showed occlusion of the inferior vena
cava (IVC) and enlarged retroperitoneal lymph
nodes (FIGURE 1A). On admission, he was in stable
clinical condition with fever (38°C) as well as left
leg and lumbar pain while moving. Physical exam-
ination revealed edema and redness of the left leg
with a positive Homans sign and without palpable
peripheral lymph nodes. Laboratory tests showed
elevated levels of C-reactive protein (2219 nmol/1
[reference range, 0.76-28.5 nmol/1]), procalcito-
nin (1.4 ng/1 [<0.05 pg/1]), fibrinogen (9.52 g/1
[1.5-4.5 g/1]), D-dimer (7287 pg/1 [<460 ug/1]),
platelet count (437x10%/1 [150-350x10%/1]), and
creatinine (120 pmol/1 [53-106 pmol/1]), where-
as lactic dehydrogenase and coagulation factors
were normal. Testicular cancer was excluded based
on normal ultrasound findings. Low-molecular-
-weight heparin (enoxaparin) was continued,
and antibiotic therapy (amoxicillin and clavu-
lanic acid) was started. A CT-guided biopsy of
the enlarged retroperitoneal lymph nodes was
performed. However, the histopathologic ex-
amination showed nonspecific changes, most-
ly blood clots. To exclude aneurysm rupture,
contrast-enhanced CT and Doppler ultrasound
were performed urgently. Both tests revealed well-
-developed collateral venous circulation of the ab-
domen and confirmed IVC occlusion. On magnetic
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resonance imaging (MRI) and magnetic resonance
angiography (FIGURES 1B-1D), the infrarenal part of
the IVC was occluded and the collateral vertebro-
lumbar vessel was shown, which were enormous-
ly developed, tortuous, partially baggy, and clot-
ted. Moreover, thrombosis of both iliac veins, par-
ticularly on the left side, atrophic left kidney, and
a dilated azygos vein were noted. Detailed blood
coagulation assays, cancer screening, as well as an-
tinuclear, antineutrophil cytoplasmic, anticardio-
lipin, and anti-B,-glycoprotein I antibodies were
negative. On histopathology, the suspicious lymph
nodes were described as a nondiagnostic damaged
connective tissue. The levels of creatinine and in-
flammatory parameters normalized during hos-
pitalization. A 3-month treatment with enoxa-
parin and acetylsalicylic acid was recommended,
along with Doppler ultrasound to evaluate the pa-
tency of the collateral venous circulation and leg
veins. The patient was referred to hematology

FIGURE 1
tomography scan showing a suspicious retroperitoneal
mass (red lines mark its borders)

A — non—contrast-enhanced computed
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and angiology clinics for further diagnosis, treat-
ment, and follow-up.

Acute deep vein thrombosis of the lower ex-
tremity in young adults is usually related to
thrombophilia, immobility, trauma, surgery, or
malignancy.! Congenital occlusion of the IVC is
extremely rare and is usually found during fetal
development.? Most patients are asymptomatic.?
The vertebrolumbar route is involved in 95% of
cases.” This rare congenital anomaly may mimic
retroperitoneal lymphadenopathy,®* especially
on non-contrast-enhanced CT,° thus contrast-
-enhanced MRI is recommended.? The associa-
tion between the absence of the IVC, renal ab-
normalities (mainly right kidney atrophy), and
leg thrombosis has been termed kidney and IVC
abnormalities with leg thrombosis (KILT) syn-
drome.? Additional risk factors for thrombosis
such as smoking, hormonal contraceptives, or
strenuous physical activity should be avoided.’
It is important to identify this entity to avoid
unnecessary laparotomies and biopsies.?
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FIGURE 1 B — magnetic resonance, T1-weighted
sequence (LAVA), axial section: white arrows indicate
multiple occluded tortuous vessels of the collateral
circulation in the abdomen, mimicking enlarged lymph
nodes. The enormously developed, tortuous, partially
baggy vertebrolumbar vessel as an alternative route in
congenital inferior vena cava occlusion; C — magnetic
resonance angiography, T1-weighted sequence (TRICKS),
coronal section; D — magnetic resonance angiography,
venous phase, coronal section. Red arrows on panels

C and D show the vertebrolumbar vessel and an occluded
left internal iliac vein (asterisk)
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