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Case Report

Multicystic Left Kidney and Contralateral
Pelvic Kidney with Ectopic Ureter and Renal

Failure in a Young Male: A Rare Association

ABSTRACT

PRITESH JAIN', DEBANSU SARKAR?, DILIP KUMAR PAL?®

Multicystic Dysplastic Kidney (MCDK) is a relatively common cystic disease of kidney which may be associated with various urogenital
abnormalities. Here, authors encountered a case of 16-year-old male who presented with left side abdominal pain and lump. On
evaluation, he was found to be growth-retarded with chronic renal failure. Imaging studies revealed left MCDK with contralateral
pelvic kidney with ectopic ureter opening in prostatic urethra. This patient also had calculus in right ectopic ureter near its opening in
prostatic urethra. The calculus was surgically removed; however, he required dialysis as there was no improvement in renal function.
This conglomeration of anomalies is extremely rare and a dilemma exists not only in diagnosis but also in therapeutic decision making.
Every case of MCDK or ectopic ureter should be further investigated to detect associated abnormalities, for timely management.
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CASE REPORT

A 16-year-old male presented with complaints of gradually
increasing pain and swelling in left upper quadrant of abdomen,
since 24 months. Pain was chronic, dull aching and non-radiating
with no specific aggravating or relieving factors. He also had
complaints of decrease in urine output, anorexia and nausea from
last few months. For the pain, he was taking medications without
prescription. Gradually, he developed abdominal lump for which he
visited a local practitioner who referred him to higher centre after
initial evaluation by blood test and ultrasound study. He denied any
history of hypertension, diabetes, jaundice, fever, haematuria or
voiding symptoms.

General examination revealed a malnourished growth-retarded
male (Height-141 cm, weight- 32 kg, BMI-16.1) with pallor. Blood
pressure was 156/94 mmHg. A palpable lump of approximately
10 cmx12 cm size, non-tender, soft to firm in consistency with
lobulated margins was present in left upper quadrant of abdomen.
External genitalia and digital rectal examination were unremarkable.

His haemoglobin was 7.2 g/dL with normal differential leukocytes
counts. Renal function tests were grossly abnormal with serum urea
level of 164 mg/dL, creatinine 9.2 mg/dL, serum Na* 128 meqg/
dL and serum K* 5.4 meg/dL. Urine analysis revealed Grade-3
proteinuria with plenty of pus cells however urine culture was sterile.
Ultrasound of Kidney Ureter Bladder (KUB) showed possibility of left
side unilateral fused kidney with multiple non-communicating cysts
filled with echogenic floating material along with insertion of grossly
dilated right ureter in posterior urethra with calculus in terminal part
of ectopic ureter. Non-Contrast Computed Tomography (NCCT)
scan revealed enlarged left kidney with multiple non-communicating
cysts in non-dilated renal pelvis. Right kidney could not be localised
in right renal fossa however a dilated cystic structure was found in
right side of pelvis with possible insertion near bladder neck with
a calculus near its terminal part [Table/Fig-1a]. To further delineate
anatomy, Magnetic Resonance Imaging (MRI) was done which
revealed enlarged left kidney with multiple non-communicating
cysts. Right kidney was found in right side of pelvis near bladder
with gross hydronephrosis and thinned out parenchyma. Dilated
ureter of right kidney was found inserting in posterior urethra [Table/
Fig-1b]. Cystourethroscopy revealed right ureter opening in prostatic
urethra, with normal bladder with normally situated left ureteric
opening [Table/Fig-2a]. Right ureter could be negotiated without
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difficulty even with 17 FrCystoscope which showed multiple dilated
calyces with stone in one of the calyx [Table/Fig-2b].

non-communicating cysts with non-dilated renal pelvis and right ureter opening distal
to bladder neck with calculus in terminal part (arrow); b) MR Urogram images (coronal
view) depicting left multicystic dysplastic kidney and right hydronephrotic pelvic kidney
with ectopic ureter opening in prostatic urethra (arrow).
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[Table/Fig-2]: a) Endoscopic view of urethra showing guide wire in ectopic right
ureter opening at prostatic urethra (arrow); b) Cystoscopic view of right kidney
showing multiple calyces (Upper calyx was hugely dilated with a calculus in it).

The stone was fragmented with pneumatic lithoclast. A double J
stent was placed in left kidney however there was no significant
improvement in function or anatomy at six weeks follow-up. Patient
could not be weaned off dialysis so he was enlisted for renal transplant.
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DISCUSSION

MCDK is among common cystic kidney diseases with an incidence
of 1 per 1000 to 4000 newborns [1]. Patients with MCDK frequently
manifest contralateral urinary abnormalities like Ureteropelvic
Junction Obstruction (UPJO) and Vesico-Ureteral Reflux (VUR)
[2]. This disease is a form of renal dysplasia characterized by the
presence of multiple, non-communicating cysts separated by
dysplastic parenchyma and the absence of a normal pelvicalyceal
system. Male-to-female ratio of 1.48:1 has been described in
literature [3]. Left kidney is involved in 55% of cases, and right
kidney in 45% whereas bilateral MCDK occurs in about 20% of
prenatally diagnosed cases. Embryological basis of this anomaly
is thought to be due to abnormal induction of the metanephric
mesenchyme by the ureteral bud [4]. Timing of injury to ureteric
bud and its effect on ureteric branching decides final structure of
the dysplastic kidney [4,5]. Most cases of unilateral MCDK undergo
spontaneous involution or it may persist without any change and
rarely may increase in size with time [6].

Unilateral MCDK is usually asymptomatic and can remain undetected
into adulthood. It may be discovered during an investigation for
urinary tract infection, voiding dysfunction, hypertension or when
diagnostic imaging studies are performed to investigate a non-
urinary problem [7]. Clinically, it may present as an abdominal mass
which is mobile, non-tender, ballotable, irregular in shape and might
trans-illuminate [6,7]. In the present case, initial symptoms of patient
were pain and abdominal lump for which he consulted to physician.
Associated anomaly of contralateral kidney is common and seen
in up to 39% of patients [2]. Common malformations of opposite
kidney are UPJO, VUR, renal agenesis, dysplasia, hypoplasia,
ectopic kidney etc., [2,8].

Imaging modalities used in evaluation of such cases include
USG to characterise anatomy of bilateral renal system, voiding
cystourethrogram to detect VUR. In cases of confusion between
hydronephrotic kidney and MCDK, a dimercaptosuccinic acid
renogram is useful and demonstrates absence or very poor
function in later. Direct cyst puncture with installation of contrast
material is also helpful in differentiating UPJO from MCDK [9]. Pelvic
ectopia with ectopic ureter in a male is itself a very rare anomaly
and its association with MCDK as presented in the present case
is extremely rare. MR urogram is very useful in suspected cases to
better delineate anatomy and identifying course of ureter [10]. In the
present case it was MRI which helped us to identify pelvic position
of opposite kidney and associated ectopic ureter opening.
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MCDK requires regular follow-up in asymptomatic patients.
Nephrectomy is required in symptomatic patients or when associated
hypertension is present. Pelvic ectopic kidney usually are asymptomatic
and doesn’t require intervention however when hydronephrosis
due to associated ectopic ureter is present ureteroneocystostomy
may be considered to prevent deterioration of function [10,11]. Li J
et al., studied cases of single system ectopic ureter and associated
anomalies, they found that congenital dysplasia although rare may be
seen in such cases [12]. This case with extremely rare conglomeration
of anomalies had not been described previously in literatures as far as
authors’ knowledge.

CONCLUSION

Pelvic kidney associated with ectopic ureter in a male is a
rare anomaly and rarer is its association with cystic kidney.
This case highlights an extremely rare association of bilateral
renal anomalies and diagnostic and therapeutic challenges in
management of such cases.
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