AUTOSOMAL
DOMINANT
POLYCYSTIC
KIDNEY DISEASE
(ADPKD)

WHAT IS
POLYCYSTIC KIDNEY
DISEASE?
Polycystic Kidney Disease (PKD) is a genetic disorder
in which cysts develop primarily within your kidneys,
causing your kidneys to enlarge and lose function
over time. Cysts are noncancerous round sacs
containing fluid that vary in size and can grow very
large. Having many cysts or large cysts can damage
your kidneys.
PKD can also cause cysts to develop in your liver and
elsewhere in your body. The disease can cause serious
complications, including high blood pressure and
kidney failure.
PKD varies greatly in its severity and some
complications are preventable. Lifestyle changes and
treatments might help reduce damage to your
kidneys from complications.
PKD affects males and females in equal numbers

Clusters of cysts develop
primarily within your kidneys
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ADPKD & ARPKD
There are two main types of PKD.
Autosomal Dominant Polycystic Kidney Disease (ADPKD) is the most common type and
affects between one in every 400 to one in every 1000 people. This equates to about
25,000 people in Australia and 12,000,000 worldwide.
The other type of PKD is Autosomal Recessive Polycystic Kidney Disease (ARPKD) and this
affects about one in every 20,000 children.
"Autosomal Dominant' and 'Autosomal Recessive' refer to the way in which the two types
of PKD are inherited. Pkd affects both kidneys although one kidney may develop cysts
earlier than the other. As the cysts grow, the kidneys get bigger and don't work as well.
There is a separate document available for ARPKD

HOW IS ADPKD INHERITED?
PKD is a disease that is inherited. This means you need to have the genetic material
(genes) from your parents to develop the disease. Genes come in pairs, and one copy is
inherited from each parent. Sometimes, a gene will have a change in its genetic code
that affects how well it works; these changes are called ‘variants’ or ‘mutations’.
A person with ADPKD has one normal and one variant of the gene for PKD. If you have
ADPKD, there is a 1 in 2 (50%) chance of passing the disorder on to each child you have.
This means they will inherit either the normal or variant copy of your gene. If you have
ADPKD, this means one of your parents will probably have ADPKD (although sometimes
ADPKD can occur when there is no family history – a so-called ‘new variant’). For more
than 90% of people with ADPKD, either PKD1 or PKD2 is the gene affected.
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HOW IS ADPKD DIAGNOSED?
TAKE HOME MESSAGE FOR DIAGNOSIS:
Diagnosing ADPKD usually considers age and a
positive family history of PKD, combined with
an ultrasound. Although there is currently no
cure for ADPKD, early detection and treatment
will reduce some of the symptoms and
maintain kidney function.

Diagnosis can involve several tests including:
Physical examination
May detect high blood pressure or enlarged
kidneys.
Ultrasound
The most common and least expensive test for
PKD. Sound waves detect cysts in the kidneys
even when they are quite small.
Blood tests
May detect reduced kidney function.
Urinalysis
Blood and/or protein may be found in the
urine.
Computed Tomography (CT) and Magnetic
Resonance Imaging (MRI)
May be required if ultrasound results are
inconclusive or more information is required, as
they can detect very small cysts.
Genetic Testing
Genetic testing may provide useful information
for families and their doctors but is not
performed routinely as yet.
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SYMPTOMS OF ADPKD

If you have ADPKD you may have no
symptoms in the early stages.
It is common for people to develop
symptoms between 20-40 years of age, or
even later.
Symptoms may include:
The need to pass urine more often
(polyuria), sometimes during the night
(nocturia).
Chronic pain or heaviness in the back,
sides or abdomen. This is one of the most
common problems for people with
ADPKD. Pain can be intermittent and
mild requiring only occasional pain
medicine such as paracetamol. However,
in a small number of people, the pain can
be constant and quite severe.

High blood pressure (hypertension). High
blood pressure is common and affects
about 60% of people with ADPKD (More
common in men). High blood pressure is
one of the first signs of ADPKD and often
occurs before there is a decrease in
kidney function. 20% to 30% of children
with ADPKD also have high blood
pressure. When high blood pressure is
left untreated, it further damages the
kidneys.
Reduced kidney function or kidney
failure – about half of people with ADPKD
will have kidney failure by 60 years of
age, but it can be considerably later. A
blood test will tell if you have reduced
kidney function.
An enlarged abdomen (belly area).
Urinary tract infections (UTI) caused by
bacteria reaching the bladder, kidneys, or
the cysts themselves. The most common
symptom of UTI is pain or burning with
urination and/or an urgent need to
urinate even though there is only a small
amount of urine. When the infection is in
the kidney or in a cyst, there may be a
sudden onset of fever, chills and back or
flank pain.
Kidney stones (maintain good hydration)
Hernias - Inguinal (in the groin).
Umbilical (in the naval area).

Blood in the urine (haematuria) often
occurs after minor trauma and affects
nearly 50% of those with ADPKD and can
last for less than a day or several days.
Bed rest, increased fluid intake and
paracetamol for pain are usually the
treatments if the bleeding is prolonged.

Cysts in other organs, most commonly
the liver.
Abnormal heart valves often detectable
by a heart murmur.
Intracranial aneurysm (weakened spot in
the brain artery).
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TREATMENT OF ADPKD

LOWERING HIGH
BLOOD PRESSURE
Using medication if necessary

MEDICINES TO SLOW
PROGRESSION OF ADPKD
Tolvaptan (JINARC®) is
approved for adults with
ADPKD

Lowering High Blood Pressure(using medication if necessary) is important because high
levels can damage and scar the kidney. High blood pressure levels are also a risk factor for
heart disease and stroke. The current blood pressure goal/target for people with ADPKD is
not higher than 130/80 mm Hg. Targeting a lower blood pressure of 120/70 mm Hg may also
be considered in selected situations.
Medicines to slow progression of ADPKD - Tolvaptan.
While no cure currently exists for PKD, a medicine known as Tolvaptan (JINARC®), has been
approved for use in Australia. Tolvaptan (JINARC®) is approved for adults with ADPKD and
has been shown to help slow the progression of ADPKD. Tolvaptan can slow the rate at
which your kidneys become enlarged by cysts and can help to slow the rate at which your
kidney function declines. Tolvaptan is available on the Pharmaceutical Benefits Scheme
(PBS) for eligible patients with ADPKD.

PKD AUSTRALIA Fact Sheet: AUTOSOMAL DOMINANT POLYCYSTIC KIDNEY DISEASE Version:1.01 Dec. 2021

5

WHAT CAN YOU DO
TO HELP MANAGE YOUR ADPKD?

01

Regular visits to your doctor. In addition to your general practitioner, you
should also see a doctor who specialises in kidneys (nephrologist). A
nephrologist (kidney specialist) will be able to advise you best on how to care
for your polycystic kidneys and the other related symptoms and be able to
keep you informed of suitable treatments and clinical trials. If you have more
than one doctor, they should all work together in a coordinated approach to
your health care. As each person’s needs will vary depending on the degree of
kidney dysfunction, you should check with your nephrologist about how often
you will see them.

02

Maintain healthy weight through good diet and exercise. Reduce dietary salt
intake. This has a direct impact on blood pressure, kidney cyst growth and
heart disease. A healthy diet for someone with ADPKD is lower in salt, with
small amounts of protein, and limited saturated fats, alcohol and caffeine.
Before making any dietary changes, discuss this with your doctor or
Accredited Practising Dietitian as there may be additional issues to consider
specific to your situation. To help achieve a healthy body weight, be as
physically active as possible and exercise regularly. If you want to participate
in contact sports such as martial arts or football you should discuss this with
your doctor.

03

If you smoke - Quit. Smoking can make kidney cysts grow and cause high

04

Take medications correctly. If you are being prescribed different medications

05

Avoid medications that injure the kidneys. People with PKD should avoid the

blood pressure. If you need tips to quit, call the Quitline on 13 78 48.

by multiple doctors, keep track of this and be sure to tell each doctor about all
of your medications/supplements to ensure no adverse effects.

use of Non Steroidal Anti-Inflammatory Agents (NSAIDs) unless under a
doctor's supervision (eg. Asprin/Nurofen/Voltaren and COX-2 inhibitors such
as Etoricoxib/Parecoxib).
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MENTAL HEALTH IN ADPKD

It is common for people with a long-term medical condition to feel overwhelmed, get anxious or
depressed about their illness. Having ADPKD presents specific challenges that may affect your
emotions in several ways, such as how the disease has affected you or your family or worrying
about you or your children’s future.
Everyone is different, but it is normal for people with ADPKD or those caring for people with
ADPKD to experience any number of emotions, such as shock, denial, sadness, depression,
anger, frustration, tiredness, stress, anxiety, apprehension, isolation or a sense of hopelessness.
It’s often helpful to discuss how you are feeling with someone you trust, such as your family
doctor or your kidney specialist, who can also refer you to a renal social worker or psychologist
who is trained to listen to you and help you find solutions. There is nothing wrong with asking
your doctor for a referral.
If you’d like immediate help, you can speak to someone who can work with you to explore
options for support by calling Beyond Blue or Lifeline.

Beyond Blue: 1300 224 636

Lifeline: 13 11 14

CLINICAL TRIALS FOR PKD
There are several trials being conducted to discover new medications that
could be used for the treatment of PKD. Being involved in a clinical trial
can provide benefits and you should ask your doctor about these and/or
look at the PKD Australia website for information.
https://pkdaustralia.org/clinical-trials/

TREATMENT FOR
KIDNEY FAILURE
Kidney failure usually develops
very slowly over many years
and may require dialysis or a
transplant. PKD does not redevelop in a transplanted
kidney.
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SHOULD I CONSIDER GENETIC TESTING FOR PKD?

Genetic testing for PKD involves a blood test to look for a variation in one of the genes that
cause the disorder.
It is common for people to consider genetic testing if a family member has been diagnosed
with ADPKD, the gene variation causing the disorder in their family has been identified and
they themselves do not have ultrasound features of the disorder.
Genetic testing may also be helpful for people with kidney cysts on ultrasound but do not
quite fulfil the ultrasound diagnostic criteria for ADPKD.
Deciding whether to have a genetic test is a complex and personal issue. There are both
advantages and disadvantages to genetic testing:

ADVANTAGES

DISADVANTAGES

ADPKD can be detected early. Early

Knowing you have a gene variant of

detection can lead to better treatment

ADPKD may cause feelings of sadness,

of ADPKD. Early detection can slow the

frustration and stress.

decline of kidney function.

Knowing you have a gene variant for

Genetic testing may help to confirm

ADPKD may cause challenges with

whether you have ADPKD.

insurance and employment.

Genetic testing can provide options for

It may be recommended that you

consideration in family planning.

discuss the result with your family and

Genetic testing can help you better

you may be left wondering how to

understand the condition in your

communicate with relevant family

family and may help predict how the

members to make them aware that

disease can affect you in the future.

they are at risk.

Genetic testing can help find
appropriate relatives who may be
suitable to donate a kidney to you.

COUNSELLING
Speaking with a genetic counsellor is very important when
deciding to have genetic testing. A genetic counsellor will
be able to talk to you about the pros and cons of genetic
testing for yourself and help you to make the best decision
for you and your family.
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There is a lot of research going on in Australia and elsewhere to improve the life of people
with PKD.

FOR MORE INFORMATION VISIT:
PKD
AUSTRALIA

KIDNEY HEALTH
AUSTRALIA

PKD Australia raises funds for medical

Kidney Health Australia operates a free

research to find a cure for PKD. They

call kidney helpline for people seeking

connect, support, educate and advocate

more information about kidney disease

for Australians and their families affected

and related conditions. You can contact

by PKD. Further information can be found

the helpline on 1800 454 363.

at pkdaustralia.org where you can register
for updates.

The development of this Fact Sheet was supported by a restricted grant from Otsuka
Australia Pharmaceutical Pty Ltd. Otsuka did not contribute towards the content or design
of the fact sheet.
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