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Congenital Defects of the Kidney
Cystic Renal Dysplasia
Polycystic Kidney Disease
Medullary cystic disease
About 10% of people have congenital renal defects, which usually are not hereditary. Congenital defects can be divided into three categories:  
1. Abnormal amount of renal tissue:  agenesis, hypoplasia
2. Abnormal position and shape:  
· displaced to a lower level (site of development)

· horseshoe kidney (1:500)
· mostly, fusion of lower poles of kidney ( may result in constriction of a ureter, superior mesenteric vessels
3. Abnormal differentiation     

Abnormal Differentiation

1. Cystic renal dysplasia:  produces a small kidney w/ huge cysts, 

a. need to differentiate from recessive polycystic disease

b. inappropriate growth of nephron into collecting duct:   may see cartilage;  atrophic, immature tubules 

c. [1( COD is respiratory failure:   amniotic fluid volume has to be appropriate for lung development?]  


2.
Polycystic kidney disease:  



a)
adult form:  



(1)
autosomal dominant , about 1 in every 500 births



(2)
always BILATERAL


(3)
lots of cysts  on outer surface  but adequate function  until prominent defects by age 30-40



(4)
enlarged up to 4 Kg



(5)
about 33% have cysts in liver but do not generate same level of problem as in childhood form


(6)
age 40-50:  HTN, berry aneurysms (circle of Willis) subarachnoid hemorrhage, 2( polycythemia



(7)
about 33% die of renal failure beginning at age 50-60
b)
childhood form:  differentiate from renal dysplasia

(1) autosomal recessive   

(2) always have cysts in liver ( liver failure is 1( cause of death,  survivors of renal problems get portal hypertension

a.  cysts and fibrosis spread from portal triads ( scar tissue ( spreads to central vein

(3) bilateral, cysts are internal arranged from cortex to the medulla

3.
Medullary cystic disease


a)
medullary sponge kidney



(1)
common and benign



(2)
multiple cysts in collecting ducts only, especially in the renal papillae (at the tips of the pyramids)



b)
uremic medullary cystic disease



(1)
adult form:  autosomal dominant; childhood form:  autosomal recessive


(2)
serious ( death d/t uremia



(3)
cysts in corticomedullary junction where nephron should be joining the collecting duct

(4) not enough tubules connected to collecting ducts ( tubular atrophy  (  polyuria, polydipsia
(5)
interstitial fibrosis 



(6)
about 5 to 10 year before terminal renal failure



4.
acquired cystic disease  (from dialysis)


5.
simple cysts



a)
no connection with pelvis or ureter




b)     about 50% of people over 50 years old


