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Polycystic kidneys occupying entire abdominal cavity
Vinay S Gundlapalli, Carlo Ramirez

CASE REPORT
A 54­year­old female patient, pharmacist byprofession, met her family doctor for annual healthcheck­up. She was in her usual state of health. She is aknown hypertensive, well controlled with anti­hypertensives. Patient had no other past medical orsurgical history. Her family history was significant forpolycystic kidney disease. Patient is a non­smokerdenied alcohol consumption and drug abuse. Thephysical examination was unremarkable. Routine bloodtests demonstrated elevated serum creatinine level of2 mg/dL (normal 0.7–1.4 mg/dL). An ultrasoundexamination was performed which showed bilateral verylarge cystic kidneys consistent with polycystic kidneys.This was followed by a CT scan of the abdomen whichshowed that both kidneys are replaced by numerouscysts typical for polycystic kidney disease. The rightkidney measures 22x17.6x24 cm, and left kidneymeasures 17x29x24 cm. The entire bowel was displacedanteriorly by the large kidneys. There was a 1 cm cystseen in the right lobe of liver. The CT scan confirmedthe diagnosis of very large polycystic kidneys occupyingalmost the entire abdomen and pelvis (Figures 1 and 2).Over the next one year the patient’s renal functiondeteriorated to GFR of 6, serum creatinine level 7 mg/dL(normal 0.7–1.4 mg/dL), BUN 42 mg/dL (normal 7–26mg/dL), serum potassium level 6.2 mmol/L (normal

3.5–5 mmol/L). Hemodialysis was initiated through adialysis catheter then via a dialysis access AV fistula.She also started having early satiety. She underwentbilateral nephrectomy making room for the renaltransplant and also to relieve the compressivegastrointestinal symptoms. Currently, she is on renaltransplantation list and getting hemodialysis three timesa week.

DISCUSSION
Autosomal dominant polycystic kidney disease(ADPKD) is a hereditary disorder characterized bymultiple renal cysts and various systemic manifestations[1]. Massively enlarged kidneys with innumerable cystscharacterize it. Grossly the kidneys are enlarged; thecysts are well defined round or oval with thinimperceptible or calcified wall. Cysts are filled withclear, serous, turbid, or hemorrhagic fluid.Microscopically: the cysts are lined by simple flattenedor cuboidal epithelium with or without calcification [2].ADPKD or adult PKD is one of the most commoninherited disorders [1]. Abnormality in genes located onchromosome 16 and 4 leads to proliferation of renaltubular cells leading to formation of diverticulae ofnephrons (collecting ducts) ultimately causingcystogenesis [1, 2]. It is a multisystemic disorder. Thecystic manifestations of ADPKD are seen in kidneys(100%), liver (75%), pancreas (10%); spleen, ovaries,testis, and seminal vesicals [3]. Noncysticmanifestations of ADPKD are cardiac valvular disorders(26%), hernias (25%), colonic diverticulae, cerebral"berry" aneurysms (5–10%) aorta and coronary arteriesaneurysms [3].It can present in any age group. It has equalpreponderance in males and females. The incidence inwhite population is 1 in 400 to 1 in 1000. Patients can beasymptomatic or present with flank pain, hematuria,hypertension or renal failure. The disease process can becomplicated with hemorrhage, infection, rupture, renalcalculi and renal failure [1].Ultrasound shows multiple, well­defined, round,anechoic areas in both enlarged kidneys. Ultrasound has
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sensitivity (97%), specificity (100%), accuracy (98%)[4]. It is recommended for screening family members.CT scan shows multiple, well defined, round or ovalcysts; variable in size; bilateral; with or without calculi.In the early stage, kidneys are normal in size andcontour. In the later stage, there is increase in size andnumber of cysts, decrease in renal volume; with orwithout asymmetrical kidneys. Bosselated kidneys: is aterm given to describe multiple cysts projecting beyondrenal contours.

Figure 1: CT scan (coronal view) showing PKD occupying theentire abdomen.

Figure 2: CT scan (transverse view) showing PKD occupyingand anterior displacement of bowel.

The treatment is usually symptomatic and managingcomplications like hypertension, pain, and renalinfections. Once patients develop end stage renal failuredialysis or renal transplantation is necessary. Theprognosis is fair, following renal transplantation likeany other chronic renal failure [1]. The indications forpre transplant nephrectomy in ADPKD are for makingspace for the renal transplant, uncontrollable symptomslike pain, massive hematuria, recurrent infections andgastrointestinal compressive symptoms [5].

CONCLUSION
ADPKD causing massively enlarged kidneysoccupying the entire abdominal cavity compressingadjacent visceral organs is rare. We should be awarethat bilateral nephrectomy is indicated if the patient issymptomatic. The long­term prognosis for such patientsis still good with renal replacement therapy, initiallywith dialysis and ultimately renal transplantation.
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