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Natural history of paediatric FAP 

? Too early Too late? 



0

100

200

300

400

500

600

0 5 10 15 20

Age in years

P
o

ly
p

 d
e
n

s
it

y
  

Which children had high polyp density? 

Both children had symptoms (bleeding or diarrhoea) 

Both children codon 1309 





But when will a patient develop a 

cancer? 





Colectomy  in adolescents- IRA or IPAA? St Mark’s approach 

IRA IPAA 

Cancer risk 

Complications  

and sequelae 
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The end of the barium in PJS…..VCE is not 

perfect enough…. 

Postgate A, Hyer W, Phillips R, Brown G, Schofield G, Burling D, Gupta A,  

Marshall M, Bartram C, Taylor S, Latchford A, Bassett P, Fitzpatrick A, Fraser C 



Close correlation between MRI and capsule endoscopy in adults  

(and children) with PJS. Gut 2009 Postgate A et al (n=9) 





Double balloon enteroscopy in children 

  But how big a polyp 

can we resect without 

injury to the 

submucosa? 

 Lacking evidence and 

experience with DBE, 

and polypectomy in 

PJS in children 

Adult case series/reports: 



What polyp is too big in a child? 



Closer prediction about 

surgical/endoscopic choices 



Surgery in PJS 



Juvenile polyposis 

Issues for the severe infantile juvenile polyposis /Bannayan- Riley-Ruvalcaba 



Unpicking the hamartomous syndromes – 21st century style 

 

Bannayan Riley Ruvalcaba 

syndrome 

Juvenile polyposis 

Syndrome in infancy 

Cowdens syndrome 

Juvenile polyposis  

syndrome 
Genetics 

Clinical phenotype 

Pathology 

Family history 

Colonoscopic appearance 

Cronkhite- Canada 

syndrome 



What genetics? 

 LKB1 
 PJS 

 PTEN 
 85% of Cowden 

 65% of Bannayan Riley Ruvalcaba syndrome 

 JPS 

 SMAD 4 
 20-50% JPS 

 BMPR1A 
 20-40% of JPS 

 ENG 
 JPS, HHT 





Now the chance for 

adenoma prevention? 





How might Coxibs cause increased MI risk 

 Depression of I2 prostaglandin formation 

 Elevate blood pressure 

 Accelerate atherogenesis 

 Thus exaggerated thrombotic response 

“The higher a patient’s intrinsic risk of cardiovascular disease 

The more likely it would be that such a hazard would manifest itself 

Rapidly in the form of a clinical event” 

insignificant 

in an adolescent 





Adenoma prevention with sulindac 

Sulindac did 

not slow the  

development of  

adenomas 
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