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Get 
Educated 

Stay 
Educated 

HEALTH ADVOCACY- STRATEGIES,  TOOLS & RESOURCES 

Presenter Notes
Presentation Notes
You as parents and caregivers are an important voice in helping the person with PWS receive prompt and appropriate health care.  The body of a person with PWS does not always work or present the same way as others.  We will be discussing these differences today and in the following presentations.  Unfortunately, there are still too many health care professionals who do not understand many of these unique health issues.  Today we will focus on providing you with strategies, tools and resources to help you with this crucial task.  We must get educated and stay educated about the health issues that impact a person with PWS.  It’s important to then be educated about how they impact your individual loved one. 
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RESOURCES 

Prader-Willi Syndrome Association | USA 
Website:

www.pwsausa.org

Foundation for Prader-Willi Research Website:
www.fpwr.org

PWS State Chapter:
https://praderwillinews.com

Presenter Notes
Presentation Notes
Take advantage of learning opportunities that help you understand various health topics – like this one.  Sign up for emails from PWSA | USA, FPWR, your local state chapter and prader willi news.  Visit their websites, read the blog articles and watch the videos that have been shared previously.  

http://www.pwsausa.org/
http://www.fpwr.org/
https://praderwillinews.com/
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Share & 
Educate

HEALTH ADVOCACY – STRATEGIES,  TOOLS & RESOURCES

Written 
Materials

PWSA | USA 
Crisis Line

941.312.0400
Up-to-Date

Presenter Notes
Presentation Notes
Don’t be afraid to share and educate the health care providers who you are interacting with.  Always be respectful,but be persistent if you feel they aren’t hearing you.  Remind them that a person with PWS can be a diagnostic challenge and it’s okay to admit that they aren’t familiar with the syndrome.  When you can’t use pain and fever to diagnose a problem it can be extremely challenging.  Come prepared with written materials such as the Medical Alerts Booklet and the GI algorithm.  These can be downloaded from the PWSA website Medical A-Z page.  Highlight the section that you want to emphasize.  If time allows, do your own research and bring specific articles that you need to educate the health care provider about.  This works well for routine visits with providers rather than emergency or urgent visits.  PWSA | USA offers a 24/7/365 crisis line.  A family support counselor will provide education, advocacy and when necessary, arrange a peer-to-peer consultation between the health care provider treating your loved one and a physician with expertise in PWS.Up to Date is a website that frequently is used by health care professionals when they come across a medical condition that they may not be familiar with.  A physician with expertise in PWS ensures the information is current and accurate.  Encourage your health care provider to check it out. 
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HIGH PAIN THRESHOLD

• Individuals with PWS do not feel pain accurately, 
and may not complain

• Take all complaints of pain seriously and have 
them evaluated

• Behavior changes may be the first indication of 
illness or injury. Always rule out medical causes 
before implementing behavior management 
procedures

Presenter Notes
Presentation Notes
People with PWS do not always feel pain accurately.  We do not know the exact reason for this.  They can be injured, have significant wounds or other painful conditions that either cause little pain or sometimes none at all.  There have been reports of people with PWS having a ruptured appendix and not complained of pain, others have had broken bones and not complained of pain.  They may not complain of a headache, sore throat or other symptoms of illness until things become very advanced.  This makes knowing when someone is sick or injured challenging.  All complaints should be taken very seriously.  There are some individuals who enjoy going to the doctor’s office or emergency room and may fabricate illness or injury.  I encourage you to always err on the side of caution.  Many parents and caregivers report observing behavioral changes when their loved one is sick or injured. Always rule out a medical cause for the behavior change before implementing a behavior modification plan. 
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Advocacy Tips

HIGH PAIN THRESHOLD

Insist on x-ray Medical Alerts 
Booklet 

Monitor Every 
4 hours for 24 

hours

Immediate 
Need

Persistent 
Pain

Presenter Notes
Presentation Notes
You may need to insist on an x-ray when someone is injured.  You can’t tell if a bone is fractured just by looking at it.  Pain and mobility are often used as the metric to determine how bad and injury is and the need for x-rays.  You cannot rely on this for an individual with PWS.  Advocate for more testing when someone has a sore throat or stomach pain.  Remember that many individuals with PWS in addition to having a high pain threshold will not have a fever either.  Pain and fever are the two most common symptoms that health care providers use to diagnose a serious problem.  Bring the medical alerts booklet with you and highlight or copy this information for the provider.  It can be challenging to know when to take someone to urgent care or the emergency department when they have an injury.  When an individual falls, closely monitor them minimally every 4 hours for 24 hours. Seek medical care immediately if the complaints of pain are moderate or severe, an area just doesn’t look right or they are not using or moving their body in a normal way.  Seek medical care later if the complaint of pain, although not moderate or severe is persistent.  
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Respiratory Issues are the Number One Cause of Death in PWS 

RESPIRATORY CONCERNS

Obesity

Scoliosis Medications

• Obesity
• Sleep Apnea
• Weak Chest Muscles
• Scoliosis
• Medications 
• Choking 

This Photo by Unknown Author is licensed under CC BY-NC-ND

Presenter Notes
Presentation Notes
Impaired breathing is the number one cause of death in persons with PWS.  There are several reasons or causes for respiratory concerns. Being overweight is the greatest risk factor in causing breathing problems for people with PWS.  Obesity plus weak chest muscles cause stress on the heart and can result in death.  Many infants, children and adults with PWS are diagnosed with sleep apnea, however because of the challenges of getting a proper diagnosis, may others may have sleep apnea but are undiagnosed.  Central apnea is a sleep disorder that originates in the brain while obstructive apnea is caused by obesity and / or poor muscle tone in the throat.  To learn more about sleep disorders in PWS join us September 29 for PWSA | USA’s Virtual Sleep Summit.  Despite the use of GH, many people with PWS have weak chest muscles that makes them more susceptible to develop pa serious lung infection such as pneumonia when they get an upper respiratory infection.  It is not uncommon for infants and children with PWS to develop RSV. As a result of weak chest muscles and subsequently a weak cough, they may not get enough oxygen when they have a lung infection. Many people with PWS have scoliosis. Depending on the degree of curvature, the spine may limit someone’s ability to fully expand their lungs.  Additionally, some people with PWS have other curvatures of the spine such as kyphosis that may also do this. Many individuals with PWS are more sensitive to medications that cause sedation such as pain mediation, medications used to treat anxiety and other mood disorders as well as anesthesia.  These medications can cause breathing to become shallower and increase their chances of having breathing difficulties. 

http://www.finsmes.com/2017/06/lung-therapeutics-raises-14-3m-in-series-b-financing.html
https://creativecommons.org/licenses/by-nc-nd/3.0/
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Advocacy Tips

RESPIRATORY CONCERNS

Manage 
Weight Food Security

Sleep Studies CPAP/Bi-PAP Pulse Oximeter

Start Low & 
Go Slow

Peer-to-Peer

Presenter Notes
Presentation Notes
Respiratory complications are at the top of the list for serious conditions related to obesity.  If your loved one is overweight, help them lose weight by providing food security, exercising with them and maintaining a diet comprised of whole natural foods.  Although there is no proof that GH causes or worsens sleep disordered breathing, the CAB of PWSA | USA recommends a sleep study that includes measurement of oxygen saturation and carbon dioxide for evaluation of hypoventilation, obstructive sleep apnea and central apnea.  Additionally, they suggest expediting the sleep study for those with a weight over 200% of their ideal body weight, those who have asthma, excessive daytime sleepiness, prior to surgeries that require sedation and prior to starting growth hormone. It’s important to share information about sleep apnea and other sleep disorders in PWS with all health care providers as poor sleep can also affect behavior and present as other medical complications.  The use of cpap and bi-pap machines worn while sleeping are helpful in treating apnea.  For some individuals, compliance with using these machines is poor. This could be for a variety of reasons such as sensory issues or control issues.  Focus on baby steps and lots of praise for compliance to increase usage. Upper respiratory infections need close monitoring.  If someone has a bad cough, with or without a fever, they need to be evaluated by a health care professional, and may need an x-ray.A pulse oximeter, a devise that is put on the finger to measure oxygen levels may need to be used as home to monitor oxygen levels.  Make sure you discuss this with your health care provider and have them set parameters that would indicate further treatment is needed.Start Low & Go Slow refers to medications – especially pain medications and medications used for mood stability.  Start at a low dose and increase that dose slowly if necessary to avoid sedation.  Consider contacting PWSA to request a peer-to-peer consultation between the prescribing physician, anesthesiologist and a volunteer physician with expertise in PWS. 
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TEMPERATURE REGULATION PROBLEMS

Often have 
low baseline 

body 
temperature

At increased 
risk for Heat 

Stroke or 
Hypothermia 

People with 
PWS rarely run 

a fever

Presenter Notes
Presentation Notes
The area of the brain called the hypothalamus, helps us regulate our body temperature.  We know that the hypothalamus does not work properly in individuals with PWS.  Many people with PWS do not run a fever when they are sick such as having the flu or an infection.  As mentioned earlier in this presentation, this makes knowing if they are sick, and how sick they are very challenging. Most people with PWS also have a lower baseline body temperature.  If you do not know your loved one’s baseline temperature, it’s important that you obtain it by taking their temperature at the same time every week for a month and averaging the temperature.  They are also susceptible to heat exhaustion or heat stroke.  Many of these symptoms are difficult to detect.  Problems with fatigue, anxiety and agitation are often seen in people with PWS when they are not experiencing a heat emergency.  They may not complain or respond normally to overheating such as sweating. Additionally, their body may not warm itself properly either which can result in frost bite when outside temperatures are very low and they are not protected properly with clothing.  Even when it is not extremely cold outside, people with PWS may feel cold to touch, but not recognize or indicate that they are feeling cold. 
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Advocacy Tips

CB  C

Thermostat Baseline 
Temperature

Hypothermia 

Proper Clothing

Heat Stroke Spectrum

TEMPERATURE REGULATION PROBLEMS

• Always have a copy of the Medical Alerts 
Booklet handy

• PWS is a spectrum disorder – not everyone 
will react the same way to temperature

• Request a complete blood count (CBC) to 
assess for infections

• Encourage weather appropriate clothing
• Keep the thermostat at a temperature that 

addresses their need
• Know their baseline temperature

Presenter Notes
Presentation Notes
Make sure to educate the health care providers your loved one sees about temperature regulation concerns.  Share the information that is in the Medical Alerts Booklet and the downloadable articles on PWSA’s website with them as well as anyone who will be caring for your loved one – teachers, family members, babysitters etc. Sometimes a blood test must be performed to see if an infection is present.  A complete blood count (CBC) is often used to see if there is a rise in the white blood cell count which can indicate an infection.  There are tips for drawing blood on PWSA’s website.  For low body temperature concerns, allow / encourage the individual to wear warmer clothes unless it is very warm out.  Know their baseline body temperature, keep the thermostat in the home at a warmer temperature than you would otherwise and make sure that they do not sleep in a cold bedroom.  When sleeping our body temperature drops even lower.  Apply extra blankets to their bed and encourage them to wear warmer pajamasLet’s talk about high body temperature concerns – if you suspect a heat related emergency, cool the person down slowly by applying cool compresses while seeking medical care immediately.  Do not put a person who is experiencing a heat related emergency in an ice bath – their body will cool too rapidly causing other medical crises.  In warmer temperatures, limit the time and activities in warmer weather, reschedule outside activities to inside when the temperature or heat index is high.  Make sure people are receiving adequate cool liquids.  Encourage people to dress for the weather – avoid getting into power struggles over this.  If someone can not be persuaded to dress appropriately, shorten or avoid any time spent outside.  People may feel cold at temperatures that are not cold for those without PWS.  They may need guidance in dressing for the weather, they may not need air conditioners set at very cool temperatures and may require warmer clothes to feel warm in cooler temperatures. 
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Open Discussion
Q & A
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RESOURCES

www.pwsausa.org

Info@pwsausa.org

941-487-6755

PWSA | USA Medical Alert booklet 
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