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How to Use This Guide

This guide is here to help you understand autosomal dominant polycystic kidney
disease (ADPKD) and feel more prepared to manage your health. It explains the most
important points from the KDIGO 2025 Clinical Practice Guideline for ADPKD in
easy-to-understand language.

You don’t need to read it all at once. Start with the parts that matter most to you right now,
like learning about your diagnosis, managing symptoms, or planning for future treatment.

Use the key recommendations and questions to consider asking your doctor,
provided in each section, to get ready for your doctor visits. You can even bring this guide
with you to appointments and ask your care team to go over it with you.

This guide is intended for:
* People living with ADPKD
* (Care partners and family members

* Friends of people impacted by ADPKD

This guide can help you:
* Understand what to expect with ADPKD
* Askinformed questions at medical visits
* Make decisions together with your doctor

* Feel more confident about your care

Everyone's journey with ADPKD is different. Use this guide to learn, stay organized, and
speak up for the care that fits your needs.

[f you want to do a deeper dive into the KDIGO Guideline you can always view it at
https://kdigo.org/guidelines /autosomal-dominant-polycystic-kidney-disease-adpkd/
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What is the KDIGO Guideline
for ADPKD and Why Does It Matter?

Officially titled, KDIGO 2025 Clinical Practice Guideline for the Evaluation, Management,
and Treatment of Autosomal Dominant Polycystic Kidney Disease (ADPKD), the guideline is
a trusted resource developed to help provide clear, evidence-based practice guidance for
the care and treatment of those impacted by ADPKD.

These guidelines were created by KDIGO (Kidney Disease: Improving Global Outcomes),
an international organization of doctors, researchers, and patient advocates. To

develop the guideline, they reviewed the best available science, medical practices,

and lived experiences of those impacted by ADPKD to provide the most up-to-date
recommendations for managing the condition at every stage.

Whether you are newly diagnosed, have been living with ADPKD for many years,
have received a kidney transplant, or are a care partner of someone affected by
ADPKD, this guide is here to help you:

n Understand the essential recommendations provided in each guideline chapter.

E Have more informed conversations with your healthcare team about each
recommendation so you can best manage ADPKD for yourself or a loved one.




Chapter1:

Understanding ADPKD -
What It Is, How It's Diagnosed,
and What to Expect

What This Chapter Covers

This chapter explains what ADPKD is, how it's diagnosed, how common it is, and what
we know about how it usually progresses. It also describes the naming and classification
system doctors use to predict how quickly a person’'s ADPKD may progress.

Autosomal dominant polycystic kidney disease (ADPKD) is a lifelong condition where
fluid-filled cysts grow and multiply in the kidneys, causing them to enlarge and lose
function over time, which can result in kidney failure. The disease can also affect other
parts of the body, including the liver, pancreas, heart, and brain. It can also lead to high
blood pressure and other complications.

ADPKD is a genetic disorder that is estimated to affect millions of people worldwide,
regardless of age, race, or ethnicity. It's usually passed from parent to child. If one parent
has the condition, each child has a 50% chance of inheriting it. ADPKD is usually caused by
amutation in one of two genes; however, mutations in other genes have also been shown
to cause PKD.

The two primary genes mutated in ADPKD are:

* PKD1, which often causes more rapid disease progression

¢ PKDz2, which usually progresses more slowly
In a small number of people, PKD may be found accidentally when kidney imaging is
done for a separate health concern. If this person has no obvious family history of PKD,
it's recommended that testing be done on parents to confirm there is no family history. If
no family history is confirmed, this type of PKD is termed “de novo,” meaning it is a newly

formed gene variant of PKD. Confirmation of diagnosis can be done through genetic
testing, and further imaging is commonly performed to monitor cyst growth (Figure 1).
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Adults with incidentally detected kidney
and/or liver cysts by US, CT or MRI

US of family members
if available and agree

to testing
Atypical presentation: Multiple cysts and/or Few cysts, normal If positive,
discordant imaging/GFR, kidney enlargement,  kidney function and size, follow
or atypical renal reduced kidney function, no extrarenal features Figure 1
or extrarenal findings liver cysts. No atypical ADPKD uncertain scheme
ADPKD diagnosis extrarenal findings in <40y, unlikely >40y
uncertain ADPKD diagnosis
confirmed
Kidney MRI Genetic testing
(Negative family history criteria) (Genes, Tables 1 and 4; ACMG criteria)
MRI and genetics equivocal Other form of cystic ADPKD
No ADPKD diagnosis kidney/liver disease diagnosed diagnosed

Future imaging/genetic
follow-up: ~ 2 years

Figure1 Stepsused to diagnose adults who are found to have kidney or liver cysts by chance and don't
have a known family history of autosomal dominant polycystic kidney disease (ADPKD). Refer
to the KDIGO 2025 ADPKD Guideline for “Figure 1 scheme” and “Tables 1 and 4" noted in this
diagram. This figure is included in the KDIGO 2025 ADPKD Guideline and is being used in this
document with permission.

US= Ultrasound, CT= Computed tomography, MRI= Magnetic resonance imaging

Doctors use imaging (like ultrasounds, CT scans, or MRIs) to check for cysts and measure
kidney size and growth. For individuals ages 16-40, and a positive family history of ADPKD
with gene variants PKD1 or PKD2, these imaging tests can be used to confirm diagnosis and
estimate how fast the disease may progress.

Genetic testing is recommended if:
* Anindividual presents with kidney cysts and has no known family history of ADPKD
* Imaging results are unclear
* Someone is considering having children or donating a kidney

Symptoms often start between ages 30 and 50, but the disease can present much earlier,
especially if there is a history of early onset end stage renal disease (ESRD).

ADPKD affects about 1in every 1,000 people. But not everyone’s journey is the same.
These tools help personalize your care.
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Key Recommendations for People with ADPKD and Caregivers

Diagnosis and Imaging Basics

* Ultrasound is often the first step in diagnosing
ADPKD. It's a simple and safe way to look for cysts in
your kidneys.

* CT scans or MRIs may be used to get a more
detailed picture of kidney size. This is especially
helpful for determining risk of disease progression.

* Genetic testing can confirm a diagnosis in many
cases. It's especially useful when imaging is unclear
or for family planning.

Understanding the Names and Labels

* ADPKD is the most accurate name for the condition. It describes a dominant
genetic form of PKD that usually starts in adulthood.

* Doctors may also describe your disease by its genetic form (PKD1 or PKD2). This
can help predict how quickly your condition may change. For example, ADPKD-PKD1.

Understanding Progression

* Some people progress quickly, while others progress slowly. Your doctor may use
tools like the Mayo Imaging Classification (MIC), which looks at your age and the size
of your kidneys, to help predict your path.

* Many factors are associated with the severity of ADPKD. The type of gene variant,
sex (male or female), and environmental factors (obesity, salt intake) all play a role.

* Knowing your risk level can help guide treatment. It helps to determine how often
you need monitoring and whether you might benefit from certain medications.

How Common Is It?

* ADPKD is the most common inherited kidney condition. It affects people of all
backgrounds, with symptoms often starting between ages 30 and 50. As many as 10
in 100 people with kidney failure worldwide have ADPKD.
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It is recommended that all patients with ADPKD see a nephrologist
(kidney doctor) with expertise in treating PKD.

|
Talking with Your Healthcare Team

Here are some important questions to consider asking your doctor:

* Canyou explain what my imaging results show about my kidney size
and cyst growth?

* Would genetic testing give us useful information for confirming diagnosis or for
family planning?

* Do Ihave PKD1 or PKD2 (or another genetic variant), and what might this mean
for me?

e What's my risk for disease progression, and how will we keep track of it over time?
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Chapter 2:

Managing Kidney Symptoms
and Complications

What This Chapter Covers

This chapter explains the most common kidney-related symptoms people with ADPKD
experience, like:

* High blood pressure
* Kidney pain

Blood in the urine

* Kidney cyst infections and urinary tract infections (UTIs)
* Kidney stones

* Gout

[t also covers how to monitor these symptoms and what can be done to manage them
effectively. While many of these symptoms are common, the good news is that they’'re
treatable—especially when recognized early.

Knowing what’s normal for your body and when to contact your care team can help you
stay ahead of problems and feel more confident managing your ADPKD.

Key Recommendations for People with ADPKD and Caregivers

Know Blood Pressure (hypertension) Basics

High blood pressure is one of the earliest and most common
symptoms of ADPKD. It can make kidney disease progress
faster if left untreated. High blood pressure often has no
symptoms until it becomes more severe. Having no symptoms,
however, doesn't mean it should be ignored.

Some common symptoms of more severe high blood pressure
may include:

* Headache * Chestpain and/orirregular heartbeat
* Dizziness * Nosebleed

* Blurry vision
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Maintaining a target blood pressure is important and reduces the risk of kidney
damage and heart complications. Routine blood pressure monitoring (at home and in
your doctor’s office), along with dietary and lifestyle changes, pain management, and use
of medication, can help manage blood pressure (Figure 2).

Hypertension in ADPKD

Monitoring Non-pharmacologic Medical Management

Standardized office

BP measurement in
preference to routine office
BP measurement

HBPM is preferred to office
only measurements

Consider ABPM in children
and adults with difficult BP
control, LVH, proteinuria
(protein in the urine), or
declining kidney function
but normal office BPreadings

Consider work up for
secondary high BP when
>3 BP medications are
needed in the setting of
medication and dietary
compliance

interventions

e Reduce dietary sodium
including minimizing
processed foods

e Optimize body weight
with a healthy diet and
regular exercise

o Optimize pain
management

e Inhibition of RAS
provides the cornerstone
of BP management and

includes the use of an
ACEior ARB

e Optimize BP with a 2nd-
line agent, if needed

e Individualized therapy is
indicated

Figure 2 Blood pressure management recommendations for autosomal dominant polycystic kidney

disease (ADPKD). Below is a list of abbreviations used in this table and what they mean. This
figure is included in the KDIGO 2025 ADPKD Guideline and is being used in this document with

permission.

BP=Blood pressure, HBPM= Home blood pressure monitoring, ABPM= Ambulatory blood
pressure monitoring, LVH=Left ventricular hypertrophy, RAS=Renin-angiotensin system,
ACEi=Angiotensin-converting enzyme inhibitor, ARB=Angiotensin receptor blocker
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Target blood pressure recommendations are based on your current
blood pressure, age, and level of chronic kidney disease (CKD).

e For those ages 18-49 with CKD levels 1-2 and blood pressure over
130/85 mm Hg, it's recommended to keep your blood pressure
<110/75 mm Hg.

e For those over age 50 with any stage of CKD, it's suggested to
keep your top blood pressure number (systolic blood pressure)
<120 mm Hag.

IMPORTANT NOTE: It's always best to talk with your doctor to determine
your ideal target blood pressure and ways to manage it based on your
individual needs.

Manage Your Kidney Pain

* Kidney pain is a common symptom in ADPKD but it’s treatable. It can be felt
in the back, flank (sides), or abdomen (stomach) and may be caused by large cysts, a
burst cyst, infection, or kidney stones. Abdominal pain may also be due to liver cysts.

* Track your pain. Pay attention to where it is, how strong it feels, and what triggers it.
Keeping a pain diary can help your doctor find the cause and determine appropriate
treatment.

* Beinvolved in your pain management plan. There are many options available to
manage pain (Figure 3). The general recommendation is to start with noninvasive
therapies like heat and ice application, meditation, acupuncture, and acetaminophen
(Tylenol) before using more invasive or risky treatments like opioids and surgery.

- We understand that the figure below may seem overwhelming with so many
options to choose from. We recommend discussing these treatment options
with your doctor to determine what's right for you, as approaches may be
different for each person.

* Avoid overusing medications like ibuprofen (Advil, Motrin). These non-
steroidal anti-inflammatory drugs (NSAIDs) may harm your kidneys over time.
Acetaminophen (Tylenol) is generally safer but talk with your doctor first.

* Ifpain doesn’t improve, ask for help. You may need a new pain management
strategy, a referral to a pain specialist, or more advanced imaging to understand what
1s going on.
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Meditation Stepped-up

Noninvasive therapies

noninvasive therapies

Shared
decision-making

Apply heat between

physician and
patient

TENS Supervised opioids Acupuncture
Alexander and minimally invasive AoV i
Technique therapies PRYIEE
S_pinal c'ord Low dose
stimulation - opioids
neuro-
modulation tIr:wasn_/e High dose
o . EETRIEE opioids
iagnostic
celiagc block Nephrectomy (short term)
Screen . q Tramadol
Whirloos! for CCIUEINERCIES G\ Neuraxial Light
p depression Renal liver transplantation opioids exercise

Acetaminophen

and local
anaesthetics

denervation

Splanchnic

nerve block with

radiofrequency
ablation

Percutaneous
cyst sclerotherapy

Cyst fenestration

Clonidine - added or when
acetaminophen and tramadol
cannot be used

Acetaminophen + adjuvants
(tricyclic antidepressants,
gabapentin)

Psychological
behaviour
modification

Figure 3 It'srecommended to start with the most widely used noninvasive therapies for

managing chronic kidney pain. If needed, progress to stepped-up noninvasive therapies,
then to supervised opioids and minimally invasive therapies. If these don't help, invasive
therapies may be considered. This step-by-step approach supports shared decision-
making to find the safest, most effective care. This figure is included in the KDIGO 2025
ADPKD Guideline and is being used in this document with permission.

TENS= Transcutaneous electrical nerve stimulation
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What if You See Blood in Your Urine (Hematuria)?

* Blood that’s visible in the urine is a common and expected symptom of ADPKD.
Your urine might look pink, red, or brownish. It may or may not be associated with
pain. If no other symptoms are present, it can often resolve within one to two days.

* Blood in the urine may also be caused by physical trauma, cyst rupture, cyst
bleeding, or kidney stones. People with larger kidneys, high blood pressure, and
advanced kidney disease are more likely to experience this.

* Ifyou're unsure, contact your doctor to determine a course of treatment.
Bedrest, hydration (drinking lots of water), and pain management may be
recommended depending on the cause.

Always call your doctor if:
* The blood in your urine lasts more than a few days
* You're in pain or passing blood clots

* You have a fever (this could mean infection)

Manage Your Kidney Cyst Infections and Urinary Tract Infections (UTIs)

* People with ADPKD should receive an urgent medical evaluation for kidney
cyst infection if they have the following signs and symptoms and no other
possible cause of infection:

- Fever
- Abdominal, back, or side pain
- Chills, nausea, and feeling very unwell

- Blood tests showing higher than normal white blood cells or signs of
inflammation

* Treating a kidney cyst infection usually involves taking antibiotics for four
to six weeks. Specific antibiotics are given for kidney cyst infections that can get
into the cyst and fully clear the infection. For kidney cysts, this can take longer than
it does for treating other infections in the body because it can be harder for the
medicine to reach the inside of a cyst.

* Don'tignore UTIs. Treating urinary tract infections quickly may help prevent them
from spreading to the kidneys. They can typically be treated with a shorter course of
antibiotics compared to treating a kidney cyst infection.
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Understand Kidney Stone Basics

* ADPKD increases your risk of developing kidney stones. These can cause sudden
sharp pain, nausea, or blood in the urine.

* Drinking enough fluids can help prevent stones. Talk with your doctor about how
much you should drink based on your kidney function.

* You may need imaging (like an ultrasound or CT scan) if you have symptoms of a
stone.

Understand and Manage Gout

* ADPKD does not increase your risk of developing gout. Gout is more common
in people with chronic kidney disease, so those with ADPKD should be aware of the
symptoms and treatment recommendations available.

* Factors that increase the risk for developing gout include being male, older in
age, overweight, and having decreased kidney function. Talk with your doctor if
you experience joint pain, swelling, or redness.

* Treatment options are similar to those for individuals without CKD, but the
stage of your kidney disease may influence the course of treatment. Your doctor
may suggest changes to your diet and weight, along with medications based on your
stage of CKD and individual health needs.

Talking with Your Healthcare Team

Here are some important questions to consider asking your doctor:
* What is my current blood pressure and what is my target blood pressure?

* What symptoms should [ watch for and report right away?

What can I do to prevent kidney infections, UTIs, and kidney stones?

I'm having pain—can we talk about where it's coming from and what might help?

What should I do if I see blood in my urine again?

“ always urge my patients to tell me about how symptoms
affect their daily life—physically and emotionally. This
includes things like ongoing pain, infections, fear of flare-

ups, and management of treatments. | especially want to
know if they're struggling, feeling overwhelmed or having
symptoms of anxiety or depression. There are great support
groups, therapists, and patient mentors who can help. | can’t
help if | don’t know what's going on”

Chapter 2: Managing Kidney Symptoms and Complications 13



Chapter 3:

Managing Chronic Kidney Disease (CKD) in
ADPKD - Progression, Kidney Failure, and
Kidney Replacement Therapy

What This Chapter Covers

As ADPKD progresses, it may lead to chronic kidney disease (CKD), a gradual loss of
kidney function over time (Figure 4). Some people may eventually reach kidney failure,
also known as end-stage renal disease (ESRD). This chapter helps you understand:

* How kidney function is measured

* What to expect as your kidney function changes

* When to plan for kidney replacement therapy (like transplant or dialysis)
* How to prepare emotionally and practically for what may lie ahead

Not everyone with ADPKD will need dialysis or a transplant—but if you do, starting the
conversation early gives you more choices and support.

Key Recommendations for People with ADPKD and Caregivers

Kidney Disease
Track Your Kidney Function

* Your kidney function is

Early-stage
measured with a test called Kidney Kidney Disease
eGFR (estimated glomerular Failure
filtration rate). This number Normal

shows how well your kidneys are © eGFR

filtering waste from your blood.

120

* Asyour eGFR gets lower, your care plan may need to change. Ask your doctor to
explain what your current eGFR means and how it's trending over time.

* Imaging tests can also help predict how your ADPKD will progress. MRI and
ultrasound tests show how large your kidneys are and help your healthcare team
know how fast your cysts are growing.

14 Chapter 3: Managing Chronic Kidney Disease (CKD) in ADPKD - Progression, Kidney Failure,
and Kidney Replacement Therapy



Other recommendations provided in the KDIGO 2025 ADPKD Guideline
for managing chronic kidney disease (CKD) in ADPKD are similar to
those for other forms of chronic kidney disease and include:

Controlling blood pressure

Following a healthy diet, with attention to protein and salt intake
Staying active

Managing diabetes effectively

Treating anemia (a low red blood cell count) appropriately
Lowering cholesterol to prevent heart disease

Prepare Early for Kidney Failure (If It Happens)

* Not everyone with ADPKD reaches kidney failure. But if your eGFR falls below
a certain level, your kidney function can be partially replaced through dialysis or a
kidney transplant.

* Start planning early—before your kidney function gets too low. Typically, this
should be considered when the eGFR falls to 25-30%. This helps avoid emergencies
and gives you time to explore options.

* Options include:

- Kidney transplant - This is often the preferred treatment for kidney failure
and is ideally done before starting dialysis.

- Dialysis - A process that removes fluid and waste from the body with the
use of a machine when the kidney function is severely reduced. There are
two options, so speak with your nephrologist about what is right for you.
Options include:

o Hemodialysis (HD) - Usually done at a clinic, several times a week

o Peritoneal dialysis (PD) - Usually done at home, this treatment uses
the lining of your belly, called the peritoneum, as a natural filter to clean
your blood

When to See a Kidney Specialist about Transplant or Dialysis

o Ask for a referral to a specialist when your eGFR drops below 30 ml/
min/1.73m? Earlier referrals mean more time to prepare and fewer complications.

* You may also want to meet with a transplant team and social worker.
They can help with financial planning, emotional support, and choosing a dialysis
option, if needed.

Chapter 3: Managing Chronic Kidney Disease (CKD) in ADPKD - Progression, Kidney Failure,
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Other Things to Know About Kidney Transplant and Living Donation

* The guideline suggests that the preferred treatment for kidney failure in people
with ADPKD is getting a kidney transplant from a living donor—ideally before
starting dialysis. It can offer a better quality of life, longer-lasting transplanted
kidney compared to one from a deceased donor, fewer dietary restrictions, and fewer
complications than dialysis.

* A healthy family member or friend may be able to donate a kidney. Living
donation can shorten your wait time and improve outcomes. If possible, begin
discussions about donation at least 12 months before you think you'll need dialysis.
This will help you find a potential living donor and prepare for transplant.

* Some complications following a kidney transplant are more common for people
with ADPKD. Before you have a transplant, make sure you talk with your doctor
about potential complications. This will help you know what signs and symptoms to
look for after transplant and can help you even prevent certain complications.

* You don’t need to decide everything right away. Learning about your options early
helps you feel more in control if the time comes.

16 Chapter 3: Managing Chronic Kidney Disease (CKD) in ADPKD - Progression, Kidney Failure,
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Will Your Existing (Native) Kidneys be Removed?

Native kidneys in people with ADPKD are sometimes removed. Native nephrectomy
is the surgical removal of one or both existing cystic kidney(s). Ideally, it's done
after beginning dialysis or after transplantation. Talk with your nephrologist and
transplant team about your specific situation and what's best for you.

Specific reasons for native nephrectomy can include:
- Recurrent and/or severe kidney infection
- Recurrent and/or severe kidney cyst bleeding
- Kidney stones that cause symptoms
- Kidney pain
- Suspicion of kidney cancer
- Not enough space for a kidney transplant

- Other health problems caused by extremely large kidneys

Talking with Your Healthcare Team

Here are some important questions to consider asking your doctor:

What is my current eGFR and how has it changed over time?

How will my kidney function change over time based on the size of my kidney(s) and
the number of cysts I currently have?

Am I atrisk of needing a transplant or dialysis in the future?
When should I start planning for kidney replacement therapy?
Can you refer me to a nephrologist or transplant center now?

What are my options for receiving a living kidney donation and how does the
process work?

Chapter 3: Managing Chronic Kidney Disease (CKD) in ADPKD - Progression, Kidney Failure,
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Chapter 4:

Slowing Down the Progression of ADPKD

What This Chapter Covers

This chapter is about how to slow the growth of kidney cysts and delay the loss of kidney
function in ADPKD. It focuses on three key strategies (Figure 4):

* Managing high blood pressure
* Considering medications like tolvaptan, which can slow cyst growth in some people
* Maintaining healthy lifestyle practices

100 presseesseee s -
.............. Lifestyle intervention: dietary sodium intake
............. <2 g/day + BMI =25 kg/m? + regular exercise
: Blood pressure reduction: ACEi/ARB
8ol if systolic blood pressure >130 mm Hg

L

juswabeuew Bnip pue Bnip-UoN

Pain management:
exclude acute kidney event + manage chronic pain

60 - .'.“Treatment with tolvaptan >.
Kidney transplantation Y
Maintenance dialysis

Kidney function decline (%)

20 CKD C1 CKD G2 CKDG3  “CKDG4 CKDG
LR ﬁ @
Birth 10 T 20 30 40 60 70 80
Clinical . .
manifestations Diagnosis at age 18 years Age (years)

Hypertension
Pain
CKD G4-G5

Figure 4 Thisisatimeline of typical ADPKD presentation with age on the horizontal line, going
from left to right. White /yellow/red color shades indicate progressing CKD stage. The
red curve shows the decline in kidney function as a patient ages. Blue bars at the bottom
show progression of clinical symptoms over time. Green and red arrow bars show timing
of recommended clinical interventions. This figure is included in the KDIGO 2025
ADPKD Guideline and is being used in this document with permission.
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Key Recommendations for People with ADPKD and Caregivers

Manage Blood Pressure

* High blood pressure is common in
ADPKD and can speed up kidney
damage. Keeping it under control is
one of the most important steps in
slowing disease progression.

* The best medications to start with
are ACE inhibitors or ARBs. These
drugs help lower blood pressure and
protect the kidneys.

* Talk to your doctor to determine
your ideal target blood pressure
and ways to manage it based on
your individual needs (Figure 2).

Consider if Tolvaptan is Right for You

* Tolvaptan is a medication that can slow cyst and kidney growth and kidney
function decline. It's most helpful for people with fast-progressing ADPKD and with
an eGFR greater than or equal to 25 ml/min/1.73 m?

* Your doctor may use imaging, age, kidney function, and family history to see if
tolvaptan is a good fit for you. Tolvaptan may not be an option for some individuals
with ADPKD.

* You'll need regular blood tests to check your liver while taking tolvaptan.
It also makes you urinate more often, so it's important to stay well hydrated.

Chapter 4: Slowing Down the Progression of ADPKD 19
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Other Health Practices to Maintain Kidney Function

Evidence from multiple research studies suggests that following these health and dietary
practices can help delay kidney disease progression and extend the lives of people with
ADPKD.

* Maintain a healthy weight. This helps improve overall kidney and cardiovascular
health. Obesity may increase cyst growth and cause kidneys to get worse more
quickly.

* Follow a low salt diet. This can help control blood pressure, reduce fluid retention,
and have a positive impact on both kidney health and cyst progression in ADPKD.

* Stay well hydrated by drinking enough water every day. Start with at least eight
cups. The exact amount you should drink can vary and depend on many factors,
including your current kidney function. For example, someone with severely reduced
eGFR and on dialysis should not drink lots of water. Always consult with your
healthcare provider for specific recommendations as there are situations where
drinking a lot of water may not be recommended for people with ADPKD.

Talking with Your Healthcare Team

Here are some important questions to consider asking your doctor:
* Ismy blood pressure in the right range for ADPKD?
* Would tolvaptan help slow my disease and what are the side effects?
* How do we decide if 'm a good candidate for tolvaptan?

* Are there other dietary or health practices that I should be considering?
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Chapter 5:

Understanding Liver Cysts
and Polycystic Liver Disease (PLD)

What This Chapter Covers

Polycystic liver disease (PLD) is the most common extrarenal manifestation
(non-kidney medical issue) in people with ADPKD and occurs at earlier ages with more
aggressive cyst growth in women. Most people won't have major liver problems, but
some may develop symptoms when the liver becomes very enlarged and uncomfortable
(Figure 5).

Most people with ADPKD have liver cysts that increase with age. PLD is characterized by
the presence of 10 or more cysts seen in the liver.

This chapter explains what to watch for, how to manage symptoms, and when to

consider treatments.
Pressure against diaphragm Pressure against
and lungs the stomach
1. Shortness of breath 1. Lack of appetite
2. Fatigue or early satiety

2. Acid reflux
3. Nausea and vomiting
4. Involuntary weight loss

Cyst complications

1. Intracystic
a. Recurrent

Overall liver size

1. Abdominal fullness
2. Limited mobility

3. Fatigue cyst infection
4. Anxiety b. Recurrent cyst
5. Concern or hemorrhage
dissatisfaction with 2. Extracystic
abdomen size a.Jaundice
6. Problems with intercourse b. Hepatic venous outflow
7. Mechanical back pain obstruction and portal

hypertension

Figure 5 Symptomsand complications of polycystic liver disease (PLD). This figure is included in
the KDIGO 2025 ADPKD Guideline and is being used in this document with permission.
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Key Recommendations for People with PLD and Caregivers

* Most liver cysts don't cause symptoms. When they do, they may lead to bloating,
fullness, or discomfort.

* Women, especially those who've had multiple pregnancies or used estrogen,
may be more affected.

* Liver imaging (MRI or CT) can show the size and number of cysts.

* Treatment is only needed if the symptoms are severe and affect your quality of
life. Options include medications, draining large cysts, surgery, or liver transplant.

* Liver cyst infections are relatively uncommon, but they occur more frequently
in individuals on dialysis or those who've received a kidney transplant. Liver
cyst infections are a serious complication that can result in severe health problems.
Common symptoms include fever, abdominal pain, and abnormal blood tests. Your
doctor can prescribe antibiotics to treat the infection.

* There's evidence that using somatostatin analogues (a synthetic form of the
naturally occurring hormone) slows down liver growth, as measured by total
liver volume (TLV). Your doctor may suggest starting this medication if you're
experiencing severe symptoms of liver enlargement.

Talking with Your Healthcare Team

Here are some important questions to consider asking your doctor:
* Should my liver cysts be monitored, and if so, how often?
* Arethere recommendations available for slowing the growth of liver cysts?
* What canIdoiflfeel bloated or uncomfortable from liver enlargement?

* Are there treatments that can shrink or remove liver cysts if needed?
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Chapter 6:

Understanding Brain Aneurysms
and Other Non-Kidney Complications

What This Chapter Covers

ADPKD can affect parts of the body outside of the kidneys and liver, including the brain
and blood vessels. The most serious concern is intracranial (brain) aneurysms (or ICA
for short), which are weak spots in blood vessels that can balloon out and rupture.

An ICA rupture can lead to a subarachnoid hemorrhage (SAH). This is when there’s
bleeding in the space between the brain and skull. It is considered a life-threatening event.

People with ADPKD have an increased risk of ICAs and SAH. If a family member has had
one of these issues, your risk is even higher. Talk with your nephrologist about your risk
factors, if you should be screened, and what symptoms to look for.

This chapter helps you identify complications of ADPKD (including aneurysms),
understand your risk, review how to monitor signs and symptoms, and provides guidance
on what to do if they occur.

Key Recommendations for People with ADPKD and Caregivers

ADPKD brings a risk of brain aneurysm. You may be at increased risk if you have

a family history of brain aneurysm, or if you smoke, have uncontrolled high blood
pressure, or drink large quantities of alcohol. Symptoms of a brain aneurysm represent
a medical emergency and can include (Figure 6):

* Thunderclap headache (a severe headache that comes on suddenly)
* Nausea or vomiting

* Seizures

* Confusion and/or dizziness

* Loss of consciousness

Chapter 6: Understanding Brain Aneurysms and Other Non-Kidney Complications
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Thunderclap headache

Definition:

- Strikes suddenly

- Intense pain: “worst headache in my life”

- Reaches maximal intensity within 60 seconds

May be associated with or followed by:

- Nausea or vomiting

- Seizures

- Altered mental state/loss of consciousness

What to do:

- Seek immediate medical attention

- Have evaluation in an emergency department equipped with CT scan

- Inform caregivers about the increased risk for subarachnoid
hemorrhage associated with ADPKD

Figure 6 Key features of a thunderclap headache and possible symptoms of a brain aneurysm,
and what to do if they occur. This figure is included in the KDIGO 2025 ADPKD Guideline
and is being used in this document with permission.

* Talk to your doctor about whether regular screening (like an MRI of your brain)
is right for you. Brain imaging isn't needed for everyone—but it may be helpful if
you have symptoms or a strong family history.

* Talk with your doctor about the possible complications of ADPKD, as it can
affect many organs and tissues throughout the body. It's important to be aware of
potential issues such as:

- Heart valve issues

- Blood vessel issues in other parts of the body

- Abdominal hernias

- Abdominal or chest discomfort from enlarged organs
- Cysts on the pancreas and/or spleen

- Lungissues

Talking with Your Healthcare Team

Here are some important questions to consider asking your doctor:
* Dolneed abrain scan based on my family history?

e What symptoms should I look for that might suggest an aneurysm or another
complication?

* Are there other body systems I should be monitoring as part of my ADPKD care?
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Chapter 7:

Living Well with ADPKD -
Lifestyle and Emotional Health

What This Chapter Covers

This chapter is all about you—your quality of life, mental health, relationships, and
day-to-day well-being. ADPKD affects more than your kidneys. Managing emotional
health, reducing stress, staying active, and eating well can make a real difference.

Talk with your healthcare team about a personalized care plan based on your medical,
physical, and emotional needs (Figure 7).

Key Recommendations for People with ADPKD and Caregivers

* Mental health matters. Depression, anxiety, and fear of the future are common. Talk
to your doctor about your emotional well-being at every visit and request a referral to
see a counselor if you need more ongoing support.

* Stay physically active if you can. Regular movement helps with blood pressure,
weight management, mood, and energy.

* Establish a well-rounded medical team to provide a comprehensive care
approach. This may include the following health professionals:

Nephrologist
Transplant team
Social worker
Dietitian

Physical therapist
Therapist or counselor

* A healthy, well-balanced diet can support your kidneys. Ask your doctor or
dietitian if you should limit salt, protein, potassium, or phosphorus based on your
kidney function. It's recommended that people with ADPKD eat the following foods
regularly:

Fruits and vegetables
Whole grains

Fiber

Plant-based proteins
Unsaturated fats
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* Find the support that fits your needs. Work with your healthcare team and social

worker to help find support and resources related to:
- Finances
- Clinical research opportunities (clinical trials)
- Job training, or help discussing ADPKD with your employer
- Genetic counseling
- Family planning guidance
- Health insurance navigation

* Connect with others. Support groups—online or in person—can offer
encouragement and practical tips.

Physical activities

- Exercise >150 min/week

- Strength training >2/week
- Avoid collision exercise

Nutrition
- Water 22 I/day Socioeconomic wellbeing
- Sodium <2 g/day, salt <5 g/day - Look for solutions for:

- Protein 0.8-1 g/kg/day

- Calories 25-35 kcal/kg/day

- Fat <30% of daily energy intake
- Fiber 25-38 g/day

- Social discrimination
- Financial burden

Lifestyle
- Avoid tobacco products
- Limit alcohol intake:
<2 drinks/d (M), <1 drink/d (F)
- Counsel patients about the
use of cannabis products - -
- Avoid recreational drugs B Genet!c gu.llt
and nephrotoxins ) Chromc pain
. Caffeine <400 mg/day - Body image and sexual
Body weight dysfunction
- Maintain BMI 20-25 kg/m?
- Avoid sarcopenia

Mental health
- Seek professional support for:
- Anxiety and depression

Potential benefits
Kidney cyst growth
Kidney function loss
Blood pressure
Cardiovascular events

Early mortality
General health status

Quality of life

Figure 7 Recommendations for lifestyle, nutrition, physical and emotional wellness, and
socioeconomic management aimed at promoting health benefits, including slowing
cyst growth and improving quality of life. This figure is included in the KDIGO 2025

ADPKD Guideline and is being used in this document with permission.

Talking with Your Healthcare Team

Here are some important questions to consider asking your doctor:

* How canlImanage stress and anxiety related to my ADPKD?
* Are there patient support groups or counselors I can connect with?

* (Canwe talk about a healthy lifestyle plan that supports my kidney health?
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Chapter 8:

Understanding ADPKD
and Preghancy

What This Chapter Covers

This chapter explains what to consider if you're pregnant or thinking about having
children while living with ADPKD. Pregnancy is possible for most people with ADPKD,
but it does come with extra risks—especially if you have high blood pressure or reduced
kidney function.

Hormone therapy for women with ADPKD and PLD is also discussed, as estrogen-
containing contraceptives and hormone replacement therapy may affect growth of liver
cysts. Talk to your doctor for more information and special considerations.

Key Recommendations for People with ADPKD and Caregivers

* Talk with your healthcare team before getting pregnant (Figure 8).
A nephrologist, high-risk OB-GYN (maternal-fetal medicine specialist), and genetic
counselor can help you plan for:

- Medication changes
- Health risks during pregnancy

- Reproductive options (sperm or egg donation, preimplantation genetic testing
(PGT), or fetal testing for ADPKD)

- Possible health risks for the child who has a 509% chance of inheriting the condition
- Therisk of inheriting ADPKD for each pregnancy

% Nephrologist

People Need for genetic Referral Multidisciplinary Genetic counselor
with ~ counseling on ~—” toan expert approach or medical/clinical
ADPKD reproductive options center including: geneticist

E Obstetrician/midwife

Figure 8 A care approach to family planning involves collaboration with a nephrologist, genetic
counselor, and obstetrician for individuals with autosomal dominant polycystic kidney
disease (ADPKD). This figure is included in the KDIGO 2025 ADPKD Guideline and is
being used in this document with permission.
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* High blood pressure and declining kidney function can make pregnancy riskier.
The following is generally recommended during pregnancy:

- Monthly kidney function and blood pressure testing

- Maintaining blood pressure below 135/85 mmHg

- Starting low dose aspirin from weeks 12-36 of pregnancy
- Monthly screening for a urinary tract infection (UTI)

- Staying well-hydrated

* Some blood pressure medications (ACEi and ARB) and other medications, like
tolvaptan, must be stopped before pregnancy. Make a medication plan with your
doctor that includes what you'll do before, during, and after pregnancy.

* Genetic counseling can help if you're concerned about passing ADPKD to your
child or would like to explore options to prevent this.

* You should see your nephrologist within six months after giving birth. Talk to
your doctor about whether you need to change any of your current medications, if
you can start taking any medications you stopped during pregnancy, and how often
you should check your blood pressure (Figure 9).

* Partner with your healthcare team to find the support you need during and
after pregnancy. Seeing a specialist can support both your emotional and physical
health during and after pregnancy, including help with nutrition, lactation, and pelvic
floor therapy.

Reintroduction O\ Return to

Test kidney function of medications ’ @ pre-pregnancy
depending on { —J target blood
lactation state pressure

Figure 9 Health recommendations your nephrologist might suggest to support your health after
childbirth. This figure is included in the KDIGO 2025 ADPKD Guideline and is being used
in this document with permission.
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Talking with Your Healthcare Team

Here are some important questions to consider asking your doctor:

[s it safe for me to get pregnant based on my kidney health?
Do Ineed to change my medications before trying to conceive?

How will my blood pressure and kidney function be monitored during and after my
pregnancy?

Are there any other complications from ADPKD to monitor during pregnancy?

Does having ADPKD put my child at risk for any health issues during and after
pregnancy?

Can Italk to a genetic counselor about genetic testing options and the risk of passing
on ADPKD while pregnant?

What options are available to reduce the risk of passing on ADPKD to future children?
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What This Chapter Covers

Although ADPKD is usually considered an adult-onset condition, it can sometimes be
diagnosed before birth, or during infancy, childhood, or adolescence. There are currently
no approved therapies available for children with ADPKD.

Very early onset ADPKD (VEO-ADPKD) is characterized by an individual presenting
with symptoms resulting from ADPKD before 18 months of age.

Early onset ADPKD (EO-ADPKD) is characterized by an individual presenting with
symptoms resulting from ADPKD between 18 months and 15 years of age.

It'simportant that parents use a shared decision-making approach with their child and
healthcare team to determine if diagnostic testing is needed and /or appropriate for an at-
risk child with a family history of ADPKD.

This chapter also provides guidance for families on how to monitor and care for children
with ADPKD.

Key Recommendations for Parents and Caregivers

* Blood pressure monitoring is important, even in young children. Here's what you
need to know:

- High blood pressure can start early and may be the first sign of disease.

- Blood pressure should be checked yearly by your pediatric nephrologist or
pediatrician.

- Therecommended target blood pressure for children with ADPKD is less than,
or equal to, the 50th percentile for age, sex, and height, or less than 110/70
mmHg in adolescents.

- Blood pressure medication may be recommended for high blood pressure
in children with ADPKD with the use of an ACE inhibitor or ARB as the first
choice of therapy.
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Follow-up care for children with ADPKD is based on the child’s clinical
presentation and specific needs. A child’s care plan is influenced by factors such as
blood pressure, kidney function, imaging results, and the presence of symptoms.

Talk with a pediatric nephrologist. They can guide you through testing, treatment,
and support, and provide lifestyle and dietary recommendations for your child.

Be mindful of your child’s emotional well-being. Having a genetic condition can
bring up fear, guilt, or worry—for both the child and family.

Your child will eventually transition to seeing an adult nephrologist when they
grow up. Begin discussing and preparing for this transition in early adolescence with
your child, pediatrician, and pediatric nephrologist (Figure 10).

Pediatric nephrologist

Primary pediatric phase Awareness phase Shared care phase

Gradually decreasing

Discussion of transition .
involvement

0-4 years 5-10 years —» T-14 years e 15-18 years
Discuss and/or review Gradually increasing
at-risk adult relatives involvement

Adult nephrologist

Figure 10 A three-phase approach to transitioning from child to adult kidney care, starting with

Talking with Your Child’s Healthcare Team

a primary pediatric phase, followed by an awareness phase, and ending with a shared
care phase—using ongoing discussions and gradually increasing patient involvement
from early childhood through age 18. This figure is included in the KDIGO 2025 ADPKD
Guideline and is being used in this document with permission.

Here are some important questions to consider asking your doctor:

Should my child be screened for ADPKD?
What signs should I watch for as my child grows?
How do I talk to my child about ADPKD in an age-appropriate way?

What symptoms should I watch for that may indicate high blood pressure or other
complications related to ADPKD?

When should we see a pediatric nephrologist?

Chapter 9: Supporting Children with ADPKD
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Chapter10:

Putting It All Together -
A Personalized Care Plan for ADPKD

What This Chapter Covers

This final chapter brings everything together. It focuses on creating a personalized and
comprehensive long-term care plan based on your age, symptoms, disease progression,
beliefs, values, and life goals (Figure 11). It also encourages shared decision-making, where
patients, families, and providers work as a team to determine the best care possible.

[t'simportant to have a healthcare team you trust—one that supports your active role in
managing your health. Being fully aligned with the care plan you and your team create
helps you achieve the best possible health outcomes.

Key Recommendations for People with ADPKD and Caregivers

* No two ADPKD journeys are alike. Your care plan should reflect your health, values,
and personal preferences.

* Check in regularly with your care team to adjust your plan. What works now may
change over time.

* Don't be afraid to speak up and advocate for your physical needs and emotional
wellbeing. A multidisciplinary healthcare team (a group of healthcare professionals
with different specialties) can help provide holistic and specialized care to meet the
needs of those affected by ADPKD. Talk with your doctor for recommendations and
referrals.

* Don't wait to talk about long-term planning. Transplant, dialysis, or supportive
care can all be part of your journey. You deserve time to prepare and choose what's
right for you.

* Ask your doctor about additional resources that can enhance your healthcare.
You may be able to participate in national registries and clinical trials to help improve
care for yourself and others with ADPKD.
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Effective self-management
I

Medical management Role or behavioral management Emotional management
e.g., attending clinical appointments, e.g., role adaptations to adjust their e.g.,, managing the emotional and
Tasks medication adherence, self-assessment  |ife and behaviors to their new disease  psychological consequences of having
for symptoms and complications status such as building medication a lifelong condition including
routines, balanced diet, regular exercise frustration and fear

Processes ﬂ % %

Decision Problem- Utilizing Taking Forming partnerships
making solving resources action with HCPs

Figure 11 Steps to successfully manage your care by completing medical, emotional, and
behavioral tasks—using processes like decision-making and forming partnerships with
your healthcare team. This figure is included in the KDIGO 2025 ADPKD Guideline and is
being used in this document with permission.

HCPs= Healthcare professionals

Talking with Your Healthcare Team

Here are some important questions to consider asking your doctor:

* (Can we create a plan based on how my ADPKD is progressing?

What do we need to think about now and what can wait until later?

Can we schedule regular check-ins to make sure my care plan is still right for me?

Which specialists should I consult for both the emotional and physical aspects of
ADPKD and will I need a referral to see them?

What support groups and organizations are available to help me?

For more information on ADPKD including educational resources, community and peer
support opportunities, and financial assistance resources visit: https://pkdcure.org/for-

patients/
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Resources for More Help

Clinical Trials Information

Clinical Trials
www.clinicaltrials.gov

* This is a site managed by the U.S. National Institutes of Health (NIH) where you can
learn about clinical studies from around the world.

PKD Clinical Trials
https://pkdcure.org /research /clinical-trials/

* Search for PKD-specific clinical trials and sign up for the Accelerating Clinical Trials
(ACT) Alerts.

PKD Foundation Support

ADPKD Registry
go.pkdcure.org/KDIGO ADPKDRegistry

e Ifyou have ADPKD, your experiences could be the key to helping future generations.
It's the nation’s first dedicated ADPKD Registry and one of the first patient registries
of any kind to integrate patient-provided health records. By sharing your disease
experience and connecting your electronic health records, your data can help power
the path to a cure.

PKD HOPE Line
https://pkdcure.org/get-connected /hope-line/

* Connect with our support team by dialing 844-PKD-HOPE (844-753-4673). Our
team is available Monday through Friday from 8 a.m. - 5 p.m. (CT) to answer your
questions and direct you to the resources you need.

Resources for More Help



PKD Parents Community
https://pkdcure.org /get-connected /community/parents/

* The PKD Parents Community offers support, compassion, and guidance and can help
connect families with experts and other local PKD families.

PKD Thrive Community
https://pkdcure.org /for-parents /pkd-thrive/

* The PKD Thrive Community was launched in 2022 to bring together young adults
with PKD. PKD Thrive offers support, compassion, and a safe place to connect and
interact with others who understand where you are in your PKD journey. Email
volunteers@pkdcure.org for more information and to get involved.

PKD Connect Peer Mentors
https://pkdcure.org /get-connected /peermentors/

* PKD Connect Peer Mentors provide resources, guidance, motivation, and emotional
support to people impacted by PKD.

PKD Communities
https://pkdcure.org /get-connected /community/

* Communities are groups of PKD patients, family members, and loved ones - who want
to learn, connect, and take action with others.

Resources for More Help
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Area for notes when visiting your healthcare team
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