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ollhe cystic
degeneration of
the kidneys, once
It reaches the
pointwhere it
can be
recognised or
suspected during
life, IS an illness
without cureo

(Rayer. 1841)
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Cystic manifestations Non-cystic manifestations

Intracranial aneurysms
vascular malformations

hypertension

K'dney mitral valve prolapse
liver congenital heart disease
pancreas aortic aneurysms

diverticular disease
abdominal wall hernias
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Progression of ADPKD

A Diagnosis

A Monitoring

A Declining kidney function
A Dialysis

A Transplantation
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Diagnosis of ADPKD

A Family history
A Radiology
A Genetic testing
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Normal CT scan
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CT of patient with ADPKD

© The PKD Charity 2007 Jul 7 2007/ Slide 8






11:15:31.99
P -163.0
IMA 20

SPI 3

kV 120

nA 300

1 0.75

GT 0.0
SL10.0/15.0
371 -12/-35
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Survival to ESRD or death

Comparison of the
phenotypes of
polycystic

kKidney disease due to
PKD1 and PKD2
mutations

Renal survival Hateboer et al
Lancet 1999

Proportion of patients (%)
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Monitoring

ASerum creatinine Blood pressure ARenal cysts

AeGFR ALiver cysts

AHDb Alntracranial aneurysm
AElectrolytes

kd= Cholesterol
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Family History

‘ Kidney failure age 67

Kidney failure age 49

Normal kidney function aged 53

‘ ‘ . Kidney failure age 12
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Treatment of ADPKD

A General measures
| Bl ood pressure Y may sl ow
i Cholesterol

I Weight loss

I Smoking cessation

I Anaemia management

i Calcium, phosphate and vitamin D

A Surgery

A Specific treatments
I Studies underway
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Epidemiological study of kidney survival in
autosomal dominant polycystic kidney disease
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Median survival time to ESRD
1985-1992: 53 years
1992-2001: 63 years
P=0.0193 |
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Fig. 1. Survivaltimeto ESRD for 97 male ADPKD subjects examined
between June 1985 and May 1992 (dashed line; median 53 years) versus
80 male ADPKD subjects examined between June 1992 and May 2001
(solid line; median 63 years: P = 0.193).

Median survival time to ESRD
1985-1992: 57

1992-2001: 61

P=0.0258
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Survival distribution
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Fig. 2. Survival time to ESRD for 158 female ADPKD subjects exam-
ined between June 1985 and May 1992 (dashed line: median 57 years)
versus 178 female ADPKD subjects examined between June 1992 and
May 2001 (solid line; median 61 vears; PP = 0.0258).

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

JOHNSON
Kidney International, Vol. 63 (2003), pp. 6781 685
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inflatable
rubber cuff

artery

air valve

Blood Pressure
(Hypertension)

Sphygmomanometer

column of mercury
indicating pressure piek
in mm Hg ! ,‘f:_ : No sounds
€ (artery is closed)

Sounds heard

1 B <systole ]_ 0 (artery is opening
and closing)

< diastole
40 O No sounds
LiE (artery is open)

sounds are heard
with stethoscope

squeezable bulb
inflates cuff with air
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Children with ADPKD but normal renal function have a high
Incidence of hypertension
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Fig. 1. Mean daytume systolic (svsr) and diastolic (diasn blood
pressure [(BF), standard deviavbon score (505)] i 17 boys and 14
girls with autosomal dominant polyeystic Kidney disease (ADPKD).
A, boys syst; O, girls syst:; &, boys diast; @, girls diast

Seeman, Paediatric Nephrology, 1997
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Tod/cohol!

Treating hypertension!
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Treating hypertension

AWho ?
AHow ?
ATarget ?

© The PKD Charity 2007 Jul 7 2007/ Slide 22



