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Summary

Six infants with multicystic dysplastic kidneys (MCDK) di-
agnosed prenatally with ultrasonography. One female in-
fant also had a large ovarian cyst. The kidneys were pal-
pable in four newborns at first physical examination.
During the first six menths, it was established that mi-
nimal change occured in kidney morphology. Therefore
five patients were operated by the sixth month. One pa-
tient was lost to follow up. Prenatal diagnosis of MCDK
has provided for a clear line of management and no comp-
lications have been encountered with this approach.
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Introduction

Multicystic dysplastic kidney (MCDK) is the most
common renal cyst in the newborn (1317, The pat-
hology consists of multiple noncommunicating cysts
of variable size, with a central solid core of pri-
mitive dysplastic elements. The proximal ureter is
atretic or nonpatent (19, In addition, there is com-
monly a pelviureteric junction abnormality on the
contralateral side (%,

In the past, the disease usually was presented as a
unilateral flank mass. Presentley, an increasing num-
ber of cases are being detected by antenatal fetal ult-
rasound (US) examinations performed for obstetric
screening. Here we propose Lo assess the impact of
prenatal diagnosis of MCDK and current postnatal
management in a small group of patients.

Material and Methods

From June 1992 to October 1994, six cases of mul-
ticystic dysplastic kidney were diagnosed in utero at
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routine ultrasound examinations in compliance with
established criteria ). All patients had unilateral
lesions and the typical features of MCDK. In ad-
dition one fetus was found to have a large ab-
dominal cyst which could not be located at that
stage. There were no findings of oligohydroamnios
and all patients were followed throughout their ges-
tation. The babies were delivered at term per va-
ginal route.

Work up at birth included US, excretory urography
(IVP)voiding cystouretrography in all cases. Iso-
tope examination with Tc-99m DTPA was performed
at three newborns. In addition, urinalysis, serum
creatinin and electrolytes were checked. The femuale
infant with MCDK was subsequently understood to
have a large ovarian cyst and was operated on in
the newborn period. The other five patients were fol-
lowed up for at least six months before an operation
was undertaken.

Results

In this group of patients, 4 (9%66.7) were boys and 2
(%33.3) were girls. The left kidney was affected
more than the right (4 left vs 2 right kidneys). The
mean gestational age of the time of diagnosis was
33.4 weeks after the last menstrual period (range 30
to 36 weeks). In utero follow up with US de-
monstrated no changes in the cysts sizes in kidneys
any of the patients. At birth four of the affected kid-
neys could be palpated. No hypertension, urinary
tract infection or uremia were detected prior to ope-
rations. Patients with associated anomalies included
one patient with a large ovarian cyst and one with a
ventricular septal defect.

In all cases IVP revealed nonfunctioning kidney on
the affected side and no abnormality was detected in
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Figure 1. Longitudinal US view of a multicystic dysplasia of
left fetal Kidney in the third trimester.

the contralateral kidney. Renal scintigraphy in threc
patients with Tc-99m DTPA demonstrated no up-
take in the affected kidneys. Voiding cysto-
urethrography did not indicate vesicourcteral reflux
in any of the six patients.

US examination at the time of diagnosis showed
multiple cysts randomly arranged and with varying
sizes (Fig. 1). Al letal follow up (4-10 weeks) no
changes occurred. Postnatal US confirmed the in
utero findings. One female newborn with MCDK of
right kidney also had a large abdominal cyst thought
to be of ovarian or mesenteric in origin. Laparotomy
revealed a left ovarian cyst (10 cm in diameter); an
oopherectomy and nephrectomy were performed at
the same time (Fig. 2). The other five patients were
followed up for six months. Serial maesurements of
MCDK at US examination in five patients de-
monstrated minimal reduction in size in two cascs
and no change in another two patients. There was an
increase in one case. The contralateral kidney was
also serially measured, and [indings were compared

Figure 2. Operative photography demonstrating a large left
ovarian cyst, and multicystic dysplasia of right Kidney.

with that of standard measurements (). Com-
pensatory hypertrophy occurred in four of five in-
fants. These five patients underwent a prophylactic
nephrectomy at sixth month of age. The neph-
rectomy was performed using the extraperitoneal
approach and the patients were discharged third to
fifth days postoperatively. No mortality or morbidity
atributable to the approach occurred.

Discussion

Multicystic dysplastic kidney is the most common
abdominal tumor in the newborn. The first case of
MCDK was reported in 1864 13), Tis pathogenesis is
still being disputed. It has been suggested that du-
ring the migration of the developing kidney from the
sacral to the lumbar level, the normal shift of vas-
culature may be interrupted, leading to an ischemic
insult producing both the MCDK and usual urcteral
atresia (17,

Prenatal diagnosis of MCDK has become common
with the increased use of fetal US. The primary dif-
ferential diagnosis of MCDK should include obs-
truction of ‘ureteropelvic junction 23, Most of the
early case reports were diagnosed during the third
trimester of pregnancy (3. Today, transvaginal US
allows visualization of the normal and anomalous
fetal urinary tract during the first and second tri-
mester (7). The sonographic detection of renal
dysplasia has clinical implications, because the pre-
sence of renal dysplasia indicates a decreased or ab-
sent renal function. Qur patients' lesions were de-
tected during the third trimester of pregnancy.
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The management of the MCDK remains cont-
roversial. A nephrectomy is justified for the risk of
potential pathology, particularly malignancy. Six
cases of malignancy have been reported in MCDK.,
including 3 case of renal cell carcinoma in patients
15,26 and 68 years old 4612 A malignant me-
sothelial tumor was reported in a MCDK of a 68-
year-old man (12, Wilms tumor was documented in
a 10-month-old and a 4-year-old child (!'13), Furt-
hermore, the premalignant lesion of neph-
roblastomatosis has been reported to occur inup to 5
to 7% of cases of MCDK (12), The risk of ma-
lignancy is low but it is undeniable.

MCDK have been associated with other comp-
lications; notably, hypertension, infection, hematuria
and pain (!, The association of renin-mediated
hypertension and MCDK has been documented (#),
On the other hand, abnormalities in the contralateral
kidney occur in many patients with unilateral
MCDK and hypertension could result from lesions
in the noncystic kidney ™. In the literature, to our
knowledge, a total ol ten such cases have been re-
ported and only four of these have responded to sur-
gical treatment (1:08). A small risk of hypertension is
believed exist in children with MCDK and blood
pressure examinations should be a routine part of
clinical follow up.

The occurence of hematuria and urinary infection is
somewhat difficult to explain, since the MCDK usu-
ally is set apart from the lower urinary tract by the
urcteral atresia. In the 27 adult patients with MCDK,
pain was the most common presenting symptom,
which disappears following surgery (%), Unfortuna-
tely, it is difficult to evaluate pain due to MCDK in
young. Increasing number of children with MCDK
are followed up with serial US rather than carly sur-
gical treatment. The pathology in MCDK is prog-
ressive and variable (*), In a number of studies with
follow ups in the range of 30 to 35 months, it has
been demonstrated that partial or complete in-
volution of the cystic lesion occurs in more than
50% of the cases with no complications (!3:14.16),

Conservative management appears to be a sensible
option, but the actual risk assumed in the follow up
these patients is unknown. Perhaps the real benefit
of the conservalive approah in MCDK will be to de-
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monstrate the natural history of the disease. We have
prefered the surgical approach in order to avoid the
demonstrated complications related to MCDK.
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