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An unusual case of familial cystic kidney disease

Seerapani Gopaluni1, Matthew Gibson2 and Mobin Mohteshamzadeh1

1Renal Unit, Royal Berkshire Hospital, Reading, UK and 2Department of Radiology, Royal Berkshire Hospital, Reading, UK

Correspondence and offprint requests to: Seerapani Gopaluni; E-mail: pani.gopaluni@yahoo.com

Keywords: cystic kidney disease; autosomal polycystic kidney disease; renal lymphangiomatosis

Case

A 46-year-old woman with a prior diagnosis of autosomal
dominant polycystic kidney disease (ADPKD) was referred
to the nephrology clinic with abdominal fullness. She had
been diagnosed with ADPKD by ultrasound 10 years previ-
ously at a different renal unit and was subsequently lost to
follow-up. Her father was diagnosed with polycystic kidney
disease at the age of 74 with a normal kidney function. Her
sister was also diagnosed with polycystic kidney disease at
a different renal unit following this patient’s diagnosis.

Her past medical history included severe menorrhagia,
iron deficiency anaemia, anxiety, bilateral pleural effusions
and polycystic ovaries. She was on perindopril for hyperten-
sion though her compliance had been variable. She never
suffered from haematuria, back pain or cyst infections.
Systemic enquiry did not reveal any significant symptoms.
She presented to her general practitioner 2 years prior to
this presentation with bilateral swelling of the legs that
resolved spontaneously after a month.

On examination she was well. Her blood pressure was
130/92 mmHg. Abdominal examination revealed bilateral-
ly enlarged kidneys. Examination of other systems was
unremarkable apart from minimal peripheral oedema.
Urine dipstick revealed +protein and no blood. Renal func-
tion was normal with a creatinine of 50 µmol/L. She had a
normal MRA and MRI of the head which had been re-
quested to rule out berry aneurysms, as there was a family
history of death due to ‘stroke’.

A repeat ultrasound scan of the abdomen showed bilat-
eral polycystic kidneys. There was a small amount of free
fluid within the pelvis and as part of the investigation of this
a computed tomography (CT) of the abdomen and pelvis
was requested. This showed (Figures 1 and 2) bilateral peri-
nephric fluid collections and a trace of free fluid. The other
organs appeared normal. There was no lymphadenopathy.

Question

What is the condition causing cystic appearance of the
kidneys on the ultrasound and CT?

Answer

The appearances on CT were typical for renal lymphangio-
matosis rather than ADPKD.

Discussion

Renal lymphangiomatosis is also referred to as renal lym-
phangioma, peripelvic lymphangiectasia, renal peripelvic
multicystic lymphangiectasia and hygroma renale.
It is a rare disease characterized by lymphatic vessel

proliferation causing cystic masses in the renal paren-
chyma, renal sinuses or perinephric spaces [1]. It can be
congenital or acquired and is caused by malformation of
renal lymphatic drainage to retroperitoneal lymph ducts.
It can affect the members of the same family supporting
the familial nature of this disease [2].
The patients may be completely asymptomatic and diag-

nosed incidentally. Flank pain [1, 3], abdominal distension,
ascites, haematuria, fatigue, weight loss, hypertension and
polycythaemia have been described. It can be a part of the
presentation with generalized lymphangiomatosis. Preg-
nancy is thought to exacerbate the condition with develop-
ment of ascites and perinephric haemorrhage [4].
It can sometimes take an unusually long time before a

diagnosis is established. A patient presented with lym-
phoedema in childhood and was treated intermittently
for related symptoms before a diagnosis was achieved
36 years later [5].
The condition can be very difficult to differentiate clinic-

ally, radiologically and surgically from ADPKD. Patients
usually present with normal kidney function and electro-
lytes. Ultrasound may be reported as ADPKD because of
the multiple cysts in both kidneys. However, there may be
subtle differences in the appearances as in ADPKD the cysts
are parenchymal, whereas those with lymphangiomatosis
are parapelvic with relatively normal renal parenchyma.
Abdominal CT may demonstrate bilateral, multilocular,

fluid-filled cystic masses with low attenuation in the peri-
renal and peripelvic region. The perinephric spaces consist
of the subcapsular, perirenal, anterior and posterior
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pararenal spaces. Fluid may collect in one or more of
these compartments and this can be readily demon-
strated by cross-sectional imaging, particularly CT [6]. The
cysts do not show contrast enhancement.

MRI demonstrates bilaterally enlarged kidneys with
multiple T2 hyperintense and T1 hypointense, non-enhan-
cing cysts in both perirenal spaces and the peripelvic
areas [7]. MRI can also demonstrate the extent of the
disease, including retroperitoneal lesions.

Lymphoscintigraphy can provide direct evidence of the
abnormal lymphatic flows associated with lymphangio-
matosis [5].

Aspiration of the cysts, perinephric fluid or ascites may
show sporadic cells, small amounts of fat globules, protein
and high renin levels distinguishing it from normal lymph.

The ultrasound appearances can sometimes be mis-
taken for hydronephrosis [3] due to the position of the
cysts in the renal sinus. Other differential diagnoses
include perinephric abscess, perirenal urine collection,
subcapsular and perirenal haematoma, pancreatic parare-
nal fluid collections and transudate fluid associated with
nephropathies [6].

Asymptomatic patients do not need treatment. When
the pressure effects of enlarged kidneys give rise to signifi-
cant symptoms, percutaneous drainage may be carried
out. Percutaneous drainage and repeated sclerotherapy
has been reported to be a safe, minimally invasive and ef-
fective technique for treating this condition in comparison
to surgical techniques. Exacerbations during pregnancy
were successfully treated with repeated percutaneous
drainage. In severe cases nephrectomy may be needed.

This is a rare condition that can be familial and can
simulate ADPKD radiologically. Nephrologists should be
aware of the other causes of polycystic kidneys and avoid
unnecessary treatments and investigations.
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Fig. 1. Coronal CT showing perinephric fluid (long arrow) surrounding renal
cortex (medium arrow) and parapelvic fluid (short arrow).

Fig. 2. Axial CT showing perinephric fluid (long arrow) surrounding renal
cortex (medium arrow) and parapelvic fluid (short arrow).

Cystic kidney disease 485



<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /AutoRotatePages /PageByPage
  /Binding /Left
  /CalGrayProfile ()
  /CalRGBProfile (sRGB IEC61966-2.1)
  /CalCMYKProfile (U.S. Web Coated \050SWOP\051 v2)
  /sRGBProfile (sRGB IEC61966-2.1)
  /CannotEmbedFontPolicy /Warning
  /CompatibilityLevel 1.5
  /CompressObjects /Off
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages false
  /CreateJDFFile false
  /CreateJobTicket false
  /DefaultRenderingIntent /Default
  /DetectBlends true
  /DetectCurves 0.1000
  /ColorConversionStrategy /LeaveColorUnchanged
  /DoThumbnails false
  /EmbedAllFonts true
  /EmbedOpenType false
  /ParseICCProfilesInComments true
  /EmbedJobOptions true
  /DSCReportingLevel 0
  /EmitDSCWarnings false
  /EndPage -1
  /ImageMemory 524288
  /LockDistillerParams false
  /MaxSubsetPct 100
  /Optimize true
  /OPM 1
  /ParseDSCComments true
  /ParseDSCCommentsForDocInfo false
  /PreserveCopyPage true
  /PreserveDICMYKValues true
  /PreserveEPSInfo true
  /PreserveFlatness true
  /PreserveHalftoneInfo false
  /PreserveOPIComments true
  /PreserveOverprintSettings false
  /StartPage 1
  /SubsetFonts true
  /TransferFunctionInfo /Preserve
  /UCRandBGInfo /Remove
  /UsePrologue false
  /ColorSettingsFile ()
  /AlwaysEmbed [ true
  ]
  /NeverEmbed [ true
    /Courier
    /Courier-Bold
    /Courier-BoldOblique
    /Courier-Oblique
    /Helvetica
    /Helvetica-Bold
    /Helvetica-BoldOblique
    /Helvetica-Oblique
    /Symbol
    /Times-Bold
    /Times-BoldItalic
    /Times-Italic
    /Times-Roman
    /ZapfDingbats
  ]
  /AntiAliasColorImages false
  /CropColorImages true
  /ColorImageMinResolution 150
  /ColorImageMinResolutionPolicy /OK
  /DownsampleColorImages true
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 175
  /ColorImageDepth -1
  /ColorImageMinDownsampleDepth 1
  /ColorImageDownsampleThreshold 1.50286
  /EncodeColorImages true
  /ColorImageFilter /DCTEncode
  /AutoFilterColorImages false
  /ColorImageAutoFilterStrategy /JPEG2000
  /ColorACSImageDict <<
    /QFactor 0.40
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /ColorImageDict <<
    /QFactor 0.40
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000ColorACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 20
  >>
  /JPEG2000ColorImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /AntiAliasGrayImages false
  /CropGrayImages true
  /GrayImageMinResolution 150
  /GrayImageMinResolutionPolicy /OK
  /DownsampleGrayImages true
  /GrayImageDownsampleType /Bicubic
  /GrayImageResolution 175
  /GrayImageDepth -1
  /GrayImageMinDownsampleDepth 2
  /GrayImageDownsampleThreshold 1.50286
  /EncodeGrayImages true
  /GrayImageFilter /DCTEncode
  /AutoFilterGrayImages false
  /GrayImageAutoFilterStrategy /JPEG2000
  /GrayACSImageDict <<
    /QFactor 0.40
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /GrayImageDict <<
    /QFactor 0.40
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000GrayACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 20
  >>
  /JPEG2000GrayImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /AntiAliasMonoImages true
  /CropMonoImages true
  /MonoImageMinResolution 1200
  /MonoImageMinResolutionPolicy /OK
  /DownsampleMonoImages true
  /MonoImageDownsampleType /Bicubic
  /MonoImageResolution 175
  /MonoImageDepth 4
  /MonoImageDownsampleThreshold 1.50286
  /EncodeMonoImages true
  /MonoImageFilter /CCITTFaxEncode
  /MonoImageDict <<
    /K -1
  >>
  /AllowPSXObjects true
  /CheckCompliance [
    /None
  ]
  /PDFX1aCheck false
  /PDFX3Check false
  /PDFXCompliantPDFOnly false
  /PDFXNoTrimBoxError true
  /PDFXTrimBoxToMediaBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXSetBleedBoxToMediaBox true
  /PDFXBleedBoxToTrimBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXOutputIntentProfile (None)
  /PDFXOutputConditionIdentifier ()
  /PDFXOutputCondition ()
  /PDFXRegistryName ()
  /PDFXTrapped /False

  /Description <<
    /ENU ()
  >>
>> setdistillerparams
<<
  /HWResolution [600 600]
  /PageSize [612.000 792.000]
>> setpagedevice


