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QE, pasté..

presenté..

futureé..
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óThe cystic 

degeneration of 

the kidneys, once 

it reaches the 

point where it 

can be 

recognised or 

suspected during 

life, is an illness 

without cureô

(Rayer 1841)
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Kidney

liver

pancreas

Cystic manifestations

intracranial aneurysms

vascular malformations 

hypertension

mitral valve prolapse

congenital heart disease

aortic aneurysms

diverticular disease

abdominal wall hernias

Non-cystic manifestations
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Progression of ADPKD

ÅDiagnosis

ÅMonitoring

ÅDeclining kidney function

ÅDialysis

ÅTransplantation
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Diagnosis of ADPKD

ÅFamily history

ÅRadiology

ÅGenetic testing
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Normal CT scan
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CT of patient with ADPKD
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CT of liver cysts
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Normal kidney Polycystic kidney
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Comparison of the 

phenotypes of 

polycystic

kidney disease due to 

PKD1 and PKD2 

mutations

Hateboer et al

Lancet 1999
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Monitoring

ÅSerum creatinine

ÅeGFR

ÅHb

ÅElectrolytes

ÅCholesterol

Blood pressure ÅRenal cysts

ÅLiver cysts

ÅIntracranial aneurysm
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Variation in age at renal death in ADPKD between familiess
(Ritz. 1996)
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Family History

Kidney failure age 49

Kidney failure age 12

Kidney failure age 67

Normal kidney function aged 53
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Treatment of ADPKD

ÅGeneral measures
ïBlood pressure Ÿ may slow progression

ïCholesterol

ïWeight loss

ïSmoking cessation

ïAnaemia management

ïCalcium, phosphate and vitamin D

ÅSurgery

ÅSpecific treatments
ïStudies underway
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Epidemiological study of kidney survival in 

autosomal dominant polycystic kidney disease

ROBERT W. SCHRIER, KIMBERLY K. MCFANN, and ANN M. 

JOHNSON

Kidney International, Vol. 63 (2003), pp. 678ï685
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Blood Pressure

(Hypertension)
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Children with ADPKD but normal renal function have a high 

incidence of hypertension

Seeman, Paediatric Nephrology, 1997
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Treating hypertension!
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Treating hypertension

ÅWho ?

ÅHow ?

ÅTarget ?


