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Answer...



A. Congenital heart defects – (CORRECT ANSWER, 52.55 % of responses)

The findings of multiple spleens is often seen in the setting of with Polysplenia 

Syndrome, a rare congenital subtype of heterotaxia syndrome, usually 

characterized by left isomerism (bilateral left sidedness), associated with various 

cardiac anomalies, abnormal venous drainages and abdominal heterotaxia. 

Various cardiovascular anomalies may be encountered with this syndrome 

including atrial isomerism, atrial and ventricular septal defects, bilateral superior 

vena cava, right-sided aortic arch, partial anomalous pulmonary venous return, 

transposition of the great arteries, pulmonary valvular stenosis, and subaortic 

stenosis.



Another thing to keep in mind is that sinus node dysfunction is a common 

cause of arrhythmia in patients with Polysplenia Syndrome. The 

development of the sinus node tissues is strongly related to the 

development of the right appendage. Therefore, in right isomerism two 

sinus nodes are usually found; conversely, a sinus node tends to be 

hypoplastic or absent in left isomerism, which is often seen with Polysplenia 

Syndrome. 

 



Other responses…



B. DiGeorge Syndrome (33.78 % of responses)

DiGeorge syndrome, also known as 22q11.2 deletion syndrome, is related to an array of 
congenital malformations including distinct facial features, cleft palate, and congenital 
heart defects (such as ventricular septal defects and truncus arteriosus). Patients with 
DiGeorge syndrome are also have lowered immunity, hypoparathyroidism and are more 
prone to autoimmune disorders. DiGeorge syndrome is not commonly associated with 
polysplenia. 

C. Neural tube defects (8.71 % of responses)

Neural tube defects (NTDs) occur when the neural tube does not close properly. The 
two most common NTDs are spina bifida (a spinal cord defect) and anencephaly (a brain 
defect). Common causes of NTDs include genetic factors, folic acid deficiency and other 
abnormal intrauterine environments in pregnancy. NTDs are often combined with other 
systemic malformations, most commonly urogenital. Association with polysplenia has 
not been commonly documented. 



D. Trisomy 21 (4.95% of responses)

Trisomy 21, or Down Syndrome, is a genetic disorder that typically presents with mild 

to moderate intellectual disability, growth retardation, and characteristic facial 

features. It is also associated with numerous congenital anomalies, most commonly 

congenital heart defects (seen in approximately 50% of patients), followed by 

gastrointestinal atresias (usually duodenal or esophageal) and vertebral anomalies. 

Polysplenia is not typically associated with Trisomy 21.
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