
311 

Pediatr Urol Case Rep 2023; 10(4):311-312 DOI: 10.14534/j-pucr.20222675602 
 

 
 

Renal dysplasia and its association with congenital syndromes 

Olive Ann*
 

Department of Urology, University of Oulu, Oulu, Finland 

 

 Olive Ann* 

Department of Urology, 

University of Oulu, 

Oulu, Finland, 

E-mail: annoliv445@gmail.com 

Received: 28-Jul-2023, Manuscript No. PUCR-23- 

112994; Editor assigned: 01-Aug-2023, PreQC No. 

PUCR-23-112994 (PQ); Reviewed: 15-Aug-2023, QC 

No. PUCR-23-112994; Revised: 22-Aug-2023, Manu- 

script No. PUCR-23-112994 (R); Published: 29-Aug- 

2023, DOI: 10.14534/j-pucr.20222675602 

 
Description 

Renal dysplasia is a congenital disorder characterized 

by abnormal development of one or both kidneys 

during fetal growth. While it can occur as an isolated 

condition, renal dysplasia is often associated with 

various congenital syndromes.   These   syndromes 

are characterized by a combination of structural and 

functional abnormalities affecting multiple organ 

systems. Understanding the links between renal 

dysplasia and congenital syndromes is crucial for 

timely diagnosis, appropriate management, and 

improved patient outcomes. It is primarily a condition 

of the developing kidneys where normal kidney tissue 

is replaced by cysts and non-functioning tissue. This 

results in kidneys that are smaller than usual and 

functionally compromised. 

Renal dysplasia can affect one or both kidneys and 

may lead to a range of urinary and renal complications, 

including hypertension, recurrent urinary tract 

infections, and impaired kidney function. Potter 

syndrome is a constellation of findings caused by 

bilateral renal agenesis (absence of both kidneys) or 

severe renal dysplasia. It is characterized by a distinct 

facial appearance, limb deformities, pulmonary 

hypoplasia (underdeveloped lungs), and growth 

restriction. The absence of functional kidneys leads to 

oligohydramnios (reduced amniotic fluid levels) during 

pregnancy, contributing to the characteristic physical 

features. While Potter syndrome primarily results from 

severe renal dysplasia or agenesis, it is important to 

distinguish it from other congenital syndromes with 

similar presentations. 

Meckel-Gruber syndrome is a rare autosomal recessive 

disorder characterized by renal dysplasia, encephalocele 

(a neural tube defect where the brain protrudes through 

the skull), polydactyly (extra fingers or toes), and liver 

abnormalities. Renal dysplasia in this syndrome often 

contributes to the characteristic clinical features. The 

genetic basis of Meckel-Gruber syndrome involves 

mutations in multiple genes. Trisomy 13, or Patau 

syndrome, is a chromosomal disorder associated with 

multiple congenital anomalies, including renal dysplasia. 

Individuals with Trisomy 13 typically exhibit facial 

abnormalities, heart defects, brain malformations, and 

renal abnormalities. Renal dysplasia in Trisomy 13 may 

vary in severity, and it contributes to the overall clinical 

complexity of the syndrome. 

Diagnosing renal dysplasia within the context of 

congenital syndromes often involves a combination 

of clinical evaluation, imaging studies (such as 

ultrasound or MRI), genetic testing, and, in some cases, 

prenatal screening. Once a diagnosis is established, 

the management of renal dysplasia within a congenital 

syndrome typically requires a multidisciplinary approach. 

Regular monitoring of kidney function and structure is 

essential to detect any deterioration or complications 

early. This includes blood pressure monitoring, renal 

ultrasound, and, in some cases, specialized imaging 

studies. The management of renal dysplasia-associated 
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complications, such as hypertension or urinary tract 

infections, is an integral part of care. 

Renal dysplasia is a congenital kidney disorder 

characterized by abnormal development of renal 

tissue during fetal growth. It often occurs unilaterally 

(affecting one kidney) but can also be bilateral (both 

kidneys) and is associated with various congenital 

syndromes in children. Children with this syndrome 

may have overgrowth, abdominal wall defects, and an 

increased risk of renal dysplasia. Genetic mutations 

affecting growth regulatory genes are often implicated. 

Reduced amniotic fluid levels (oligohydramnios) in 

utero can lead to compression of fetal kidneys, resulting 

in renal dysplasia. This sequence is often seen in Potter 

syndrome, a group of disorders with various genetic 

causes. 

Early diagnosis and management are crucial in these 

cases, as renal dysplasia can lead to kidney dysfunction 

and hypertension. Treatment may involve medical 

 

 
management and, in severe cases, kidney transplantation. 

Understanding the association between renal dysplasia 

and congenital syndromes helps guide comprehensive 

care and genetic counseling for affected children and 

their families. 

Conclusion 

In conclusion, renal dysplasia often occurs within the 

context of congenital syndromes, contributing to the 

complexity of these conditions. Understanding the 

associations between renal dysplasia and congenital 

syndromes is critical for timely diagnosis and appropriate 

management. A multidisciplinary approach that involves 

pediatric nephrologists, geneticists, urologists, and 

other specialists is essential to provide comprehensive 

care and support to individuals and families affected 

by these conditions. Advances in genetics and medical 

interventions continue to enhance our ability to diagnose 

and manage these complex cases. 


