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Frequency of inherited cystic disease in Iranian Children
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Percentage of Cystic Kidney disease that had genetic diagnosis  in Asia 
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Etiology of CKD in Iran (N:1247) compared to other similar studies

Cystic kidney disease 368 (5.2%) 101 (8.4%) 13 ( 9% ) 43 (3.4%) 25 (6.7%) 59 (11.8%) 49(11.4%) 35 (6%)

Urology Journal/Vol 18 No. 1/ 2021/ 122-130. [DOI: 10.22037/uj.v16i7.5759]



Advances in Chronic Kidney Disease, Vol 22, No 4 (July), 2015: pp 297-305

• Simple renal cyst 
• Congenital 

• Acquired 

• Complex renal cyst 

• Cystic renal tumor

• Multicystic dysplastic kidney (MCDK) 

• Obstructive cystic dysplasia 

• Medullary sponge kidney

Non-hereditary cystic 
renal diseases

Journal of Ultrasound (2019) 22:381–393 
https://doi.org/10.1007/s40477-018-0347-9
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Simple cyst 



• 0.2–2% prevalence, 0.2–0.5% 
incidence

• Asymptomatic and symptomatic 
forms (abdominal pain, hematuria 
etc.)

• biannual clinical/ultrasound checks 
during the first year from diagnosis 
and annual checks for the following 
10 years

• Cysts may disappear or show slight 
dimensional increase, 
approximately 0.3–1.6 mm/year in 
about 1–4% of the cases



Initially appear as a simple cyst suspicion of a 

diverticulum should arise when calculi are found 

in the ‘cyst’ or when scans show progressive 

abnormal increase in its size.



Complex cysts



• US has proven to be more sensitive than CT in 

the detection of septa and small nodules.

• US follow-up in children with class II cysts at 3–

6- month intervals for the first year and then 

annually once the cysts are deemed to be 

stable.

• Contrast-enhanced CT or MR should be 

reserved for cystic lesions showing thickened 

wall, parietal nodules or irregular septa. If the 

report is positive, surgical excision is required.

Cureus. 2023 Apr; 15(4): e37331

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC10168524/




Acquired cystic kidney disease



MCKD



MCDK



Dysplastic kidney

MCDK Obstructive

J Pediatr Urol. 2021 Oct;17(5):610-620. doi: 10.1016/j.jpurol.2021.07.002.



Cystic dysplasia



Hereditary cystic renal diseases 

Ciliopathies

• Autosomal recessive polycystic kidney disease (ARPKD) 

• Autosomal dominant polycystic kidney disease (ADPKD)

• Nephronophthisis

• Glomerulocystic kidney disease (GCKD) 

• HNF1B/TCF2-associated disease 

Syndromic diseases 

• Tuberous sclerosis 

• Von Hippel–Lindau syndrome
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Nephronophthisis



Kurschat, C. E. et al. Nat. Rev. Nephrol.2014



Bardet-Biedl syndrome



N:51
AML:60%

CysKD:19.6%
CysKD+AML:16%

Acta Neurologica Belgica https://doi.org/10.1007/s13760-021-01635-z
2014; doi:10.1038/nrneph.2014.173
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TSC



Kidney International (2018) 94, 363–371; 
https://doi.org/10.1016/ j.kint.2018.02.027

Distribution of cystic 
inherited kidney diseases 
according to the age at 
diagnosis
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