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Introduction

Incidence of superficial venous disease in children has been
estimated to be very low (0.2% to 2.9%), with physiologic venous
reflux seen in up to 13% of adolescents.! Deep vein throm-
bosis (DVT) and Klippel-Trenaunay syndrome are common
causes of childhood lower extremity superficial venous insuf-
ficiency.? Causes of venous compression due to enlarged lymph
nodes, mass lesions, and by abnormal location of normal visceral
organs like ectopic kidneys, which are uncommon in adults, are
more common in children and may cause lower limb edema
with a “May-Thurner” like presentation. We describe the case
of an 8-year-old girl with such a “May-Thurner” like syndrome
caused by compression due to ectopic left kidney, leading to left
lower limb varicosities along with review of relevant literature.

Case Report

An 8-year-old girl presented with insidious onset of painless
left lower limb edema, which was prominent during early
morning for 2 years. Clinical examination showed a thin built
child with nontender edematous left leg. No other superficial
swellings or cutaneous vascular malformations were seen.
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We report the case of 8-year-old girl with left lower limb edema due to superficial
venous incompetence and varicosities. Color Doppler demonstrated compression of
the left common iliac vein by an ectopic left kidney, which was partly relieved in right
lateral decubitus position. CT demonstrated ectopic malrotated pelvic kidney, com-
pressing the left common iliac vein against the L5 vertebra. A “May-Thurner” like syn-
drome due to visceral compression needs to be suspected in children with unilateral

Color Doppler evaluation showed reflux in the common fem-
oral vein, with incompetence of saphenofemoral junction,
leading to dilatation of great saphenous vein and multiple
subcutaneous varicosities. No findings of thrombosis or vas-
cular malformations were seen in both legs.

Further evaluation of this child with abdominal ultrasound
revealed an ectopic left pelvic kidney, causing compression of
the proximal left common iliac vein (CIV) in supine position.
(=Fig. 1A) The compression on the CIV was relieved when
the child was positioned in right lateral decubitus position.
However, incompetence at the saphenofemoral junction
persisted. CT examination confirmed significant extrinsic
compression of the left CIV (=Fig. 1 B, C) by the ectopic mal-
rotated left pelvic kidney against the L5 vertebra close to its
confluence with the right CIV, with multiple varicosities in
the medial aspect of the left leg (~Fig. 1D).

Extrinsic compression of the left CIV secondary to ectopic
kidney is exceedingly rare, and has been reported more com-
monly in older patients with transplanted kidneys in the iliac
fossa.> Vascular compression leading to superficial venous
disease is less common as compared with iliac vein throm-
bosis, which is more commonly seen in these patients with
transplanted kidneys.*
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Fig. 1 (A) Abdominal ultrasound with color Doppler revealed an
ectopic left pelvic kidney, causing compression of the proximal left
common iliac vein (CIV) (white solid arrow) in supine position. (B, C)
Computed tomography axial and sagittal sections confirmed signifi-
cant extrinsic compression of the left CIV (yellow dotted line) (B, C)
by the ectopic malrotated left pelvic kidney (black star) against the
L5 vertebra. (D) Coronal computed tomography sections showing var-
icose veins in the medial aspect of the left leg (curved white arrows).

Discussion

Ectopic pelvic kidneys are rare variants seen in approxi-
mately 1 in 3000 individuals, more commonly involving the
left side. Although patients with pelvic kidneys are mostly
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asymptomatic, reflux uropathy and ureteropelvic junction
obstruction are commonly associated complications.> May-
Thurner syndrome is typically caused by extrinsic compres-
sion of the left CIV by the right common iliac artery, leading
to obstruction of venous flow, venous insufficiency and, later,
deep venous thrombosis secondary to formation of mural
spur and other intimal abnormalities at the site of the venous
compression.® Venous compression by pelvic kidneys has been
reported previously in patients presenting with left lower limb
deep vein thrombosis (DVT) (=Table 1). An ectopic pelvic kid-
ney can also cause dynamic venous compression, with partial
relief of compression in lateral decubitus position. Patients
with May-Thurner syndrome are usually managed by medi-
cal anticoagulant therapy for DVT, thrombolysis or thrombec-
tomy, followed by left iliac vein stenting.” Endovenous laser
ablation followed by postprocedural compression stockings
for 6 weeks has been successfully used in treatment of varicose
veins in children aged 13 to 16 years'. There is little clarity on
the management of children with symptoms of iliac vein com-
pression due to ectopic kidney, as it is rare and only isolated
case repots can be found in literature. Our patient has been
advised conservative management with class I compression
stockings and yearly surveillance; the patient is doing well on
18 months follow-up.

Conclusion

In conclusion, children with superficial venous disease should
be evaluated to rule out extrinsic compression by enlarged
lymph nodes, mass lesions, and malpositioned solid organs.
Doppler ultrasound and cross-sectional imaging may be nec-
essary to demonstrate the venous compression. Management
of these children is decided on a case-to-case basis due to the
absence of large cohort studies.

Table 1 Reported cases of May-Thurner-like syndrome due to compression by ectopic kidney in literature

Author Age and History Imaging Treatment
Sex
Engetal’ 17y, M Pain, swelling and discol- Doppler-DVT of the left iliofemoral Medical treatment for
oration of the left lower vein DVT with no surgical
limb MRV-Ectopic left kidney compressing | intervention
the left common iliac vein
Sahnan et al® 87y, F Decreased mobility, lower | Doppler-DVT of the left common Medical treatment for
respiratory tract infection | iliac, external iliac vein and common DVT with no surgical
and acute kidney injury femoral vein. intervention
CT venogram-compression of the
left common iliac vein by calcified left
common iliac artery and osteophyte
and ectopic pelvic left kidney, con-
tributing to the compression
Vittore et al* 43y, F Recurrent episodes of Transverse mobility of the left pelvic Medical treatment with
DVT after gastric bypass kidney as revealed by interval imaging | anticoagulation and consid-
surgery for obesity between prior CT, followed by MR ering stenting of left CIV
venography, with ectopic left kidney
compressing the left common iliac
vein

Abbreviations: CIV, common iliac vein; DVT, deep vein thrombosis; MRV, magnetic resonance venography.
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