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Parkinson’s Plus Syndromes

By Rachel G. Gross, MD, Assistant Professor of Neurology

Members of the Parkinsonism Clinic at Pennsylvania Hospital.

Parkinsonism refers to a set of symptoms, including slowness of movement,
rigidity, imbalance, and tremor. Parkinson’s disease (PD) is one type of
Parkinsonism. There are several less-common, related disorders referred to as
Parkinson’s plus syndromes. The Parkinson’s plus syndromes include progressive Parkinson’s Plus Syndromes
supranuclear palsy (PSP), corticobasal degeneration (CBD) and multiple system The Parkinson Council
atrophy (MSA).

Sleep in Parkinson’s Disease

Like PD, Parkinson’s plus syndromes are progressive neurological conditions for A Patient’s Perspective
which there is presently no cure. While these syndromes share certain features Caregiver Corner .
with Parkinson’s disease (for example, slowness of movement), patients with PSP, The Importance of Support Group

CBD and MSA typically experience other symptoms which are absent or less back cover
prominent in PD. Moreover, unlike Parkinson’s disease the symptoms of PSP,
CBD and MSA tend to be unresponsive or only temporarily responsive to
medications that enhance the neurotransmitter dopamine in the brain, such as

carbidopa/levodopa (Sinemet®).

(continued on page 4)
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The Parkinson Council Continues to

Lead the Charge Against PD

By Wendy Lewis

Since joining The Parkinson Council in October 2010 as
executive director, I have had the pleasure of connecting
with individuals, organizations, and businesses working to
make every day memorable and meaningful for people
with Parkinson’s disease (PD). One of the best things
about being part of the council is the variety and
diversity of events and programs we fund that support
Parkinson’s patients, their families and caregivers. Our
fundraising efforts result in more programs and services
for PD patients because of the commitment from our
local community to be visible and vocal about the impact
of PD on their families. This year, our annual Walk for PD
held in April 2011 raised an amazing $250,000. More
recently, The Parkinson’s Golf Classic, celebrating its 10th
anniversary, brought over 200 golfers to the Philadelphia
Cricket Club.

We are very proud that our funds provide local support
groups a safe space to share and cope with living and
thriving with PD. Council-supported education programs
offer patients and healthcare providers the opportunity to
learn about cutting-edge research and best practices that
deliver high-quality care. Additionally,
movement classes like Pilates and yoga

provide an opportunity to strengthen the
connections between mind and body.
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Our collaborations with
Penn Medicine, the
Mark Morris Dance
Company, and

philanthropist Karen
Jacobson Milberg allow us to
offer a pilot program of the
world-renowned “Dance for

PD.” Dance for PD brings
professional dancers from the
community together with PD
patients and their caregivers. PD
patients were surveyed to rate how
much the class helped with
feelings of isolation and anxiety.
Results show Dance for PD
improved mood and motor

skills, increased well-being, and
provided a sense of freedom,
normalcy and accomplishment. While

our pilot classes ended in August, we are exploring funding
resources to make Dance for PD an integral part of what

the Council offers on an ongoing basis.

For more information about The Parkinson Council,
please contact Wendy Lewis at 610.668.4292 or

wlewis@theparkinsoncouncil.org.

\‘»»., Wendy Lewis,
Executive Director of The Parkinson Council
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Sleepand i, 1ivson’s Diseas

By Lama Chahine, MD
Movement Disorders Fellow, PD&EMDC

The importance of sleep for general physical and mental
health and well-being is widely known. Sleep is of
particular relevance in Parkinson’s disease as poor sleep can
have a significant impact on the mood and motor function
of Parkinson’s patients, and many patients with PD suffer
from sleeping problems.

Insomnia (trouble falling asleep or staying asleep) is very
common, and often results from a combination of factors
including anxiety, trouble getting comfortable or rolling over,
frequent night-time urination and other factors.

Obstructive sleep apnea, in which breathing pauses occur,
is another common sleeping disorder among PD patients.
Clues to sleep apnea include snoring, breathing pauses
(witnessed by the bed partner), and daytime sleepiness and
fatigue. Sleep apnea is a serious medical condition that not
only affects quality of life but can contribute to increased
risk of stroke and high blood pressure.

Restless legs syndrome is common among patients with
PD. Symptoms include an unpleasant sensation in the legs
(described as a creepy-crawly or antsy feeling) associated
with an urge to move the legs. It occurs in the evening or
at night and interferes with falling asleep.

Another important sleep disorder in Parkinson’s patients is
REM sleep behavior disorder. Patients with this
condition act out their dreams, often exhibiting behaviors
such as talking, screaming, kicking or flailing the arms
about during sleep. Many of the sleep disorders seen in
Parkinson’s patients are readily treatable with a
combination of lifestyle changes, other behavioral
interventions, medications, and devices such as continuous
positive airway pressure (CPAP) machines for sleep apnea.

Did you know that it takes an average of 15 years to get a new
treatment into the hands of people with PD? Research projects are
available through the PDEMDC for anyone with PD who would

like to be a volunteer. Talk to your doctor...you can make a difference.

il

A Research Study on Sleep
in Parkinson’s Disease

The PD&MDC is conducting a research study
investigating sleep problems in patients with PD.
Eligible participants will be asked to complete two
brief surveys and may also elect to participate in an
overnight sleep study. Participants’ bed partners will
also be asked to fill out a brief survey.

Who can participate?

Any individual with PD who has a consistent bed
partner is eligible to participate. There are a few
exceptions that will be discussed on an individual basis.

How can patients participate?

To complete the surveys patients may either participate
in person, while they are present at the clinic, or
through telephone/mail. If patients elect to participate
in the overnight sleep study and are eligible to do so,
this will occur at a Penn Sleep Center location.

Patients can enroll during their regular clinic visit by
asking their neurologist for further information.
Parking, if any, will be validated. Alternatively, patients
can contact Lama Chahine, MD, Co-principal
Investigator, at 215.829.7883.

Participation does not impact the medical care patients
would otherwise receive. Patients may choose to drop
out of the research study at any time without it
affecting their medical care.

K
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Parkinson’s Plus Syndromes

(continued from page 1)

What is Progressive Supranuclear Palsy (PSP)?

Progressive supranuclear palsy affects areas of the brain that
control mobility, balance, eye movements, speech,
swallowing, cognition and behavior. PSP occurs in
approximately six out of every 100,000 people. On average,
PSP symptoms begin around age 60 but may start as early as
age 40. PSP is slightly more common in men than women.

PSP is associated with the accumulation of abnormal tau in
the brain. Tau, a protein normally present in the brain, is
altered in PSP because it builds up to a point that is toxic to
brain cells. Typical symptoms of PSP include the following:

¢ Slowness of movement

 Imbalance, walking problems, freezing and frequent falls

Sustained limb postures (dystonia) or a rest tremor
may be present

¢ Double vision related to slow or diminished vertical
eye movements

e Slurred, quiet and/or pressured speech

¢ Difficulty swallowing

Involuntary eyelid closure

Involuntary laughing or crying, often inappropriate to
the context

» Cognitive problems such as slowed responses, difficulty
concentrating and multitasking, trouble finding words

1 b and forgetfulness
pr : » Behavioral changes such as depression, anxiety, decreased

~motivation, social withdrawal, irritability, impulsivity and

| '/J-—q 1 1 lack of restraint

L,hWhat is Corticobasal Degeneration (CBD)?

i
-4
f | j Corticobasal degeneration is a rare disorder, although
| studies suggest that CBD is under diagnosed, likely because
" it is relatively uncommon and because the disease can
. appear in a number of different ways. Like PSP, symptoms
1”3 _-' . begin on average in one’s 60s, but may begin in the 40s.
- Also like PSP, CBD is associated with accumulation of

abnormal tau protein in the brain.
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Common symptoms of CBD include the following:

Walking difficulty

Irregularity of motor and sensory symptoms

* Limb stiffness and decreased range of motion

* Rapid muscle jerks (myoclonus), sustained limb
postures (dystonia) and involuntary limb movements
(alien limb phenomenon)

* Difficulty using objects (apraxia)

* Cognitive difficulties such as language problems
(aphasia), impaired concentration and multitasking,
and trouble “seeing” (difficulty understanding spatial
relationships)

* Behavioral changes such as depression, anxiety, apathy,

irritability and lack of restraint

What is Multiple System Atrophy (MSA)?

Multiple system atrophy occurs in about four or five out
of 100,000 people. It tends to affect men more than
women. Symptoms typically begin with people in their
60s. There are two main types of MSA: a cerebellar form
(MSA-C) and a parkinsonian form (MSA-P). Many
patients have symptoms of both forms. MSA is associated
with alpha-synuclein, a protein found in the brain that is
also seen in Parkinson’s disease. Common features of MSA
include the following:

MSA-C:
* Unsteady (ataxic) walk, imbalance
e Decreased hand coordination

* Slurred speech with an abnormal rhythm

MSA-P:

* Parkinsonism: slowness of movement,
rigidity, imbalance, and tremor

* Neck flexion (leaning to one side)

¢ Soft speech



Common features of MSA-C and MSA-P include:

* Early and prominent autonomic dysfunction such as
bowel and bladder problems, erectile dysfunction,
lightheadedness or passing out when standing up (due to
drop in blood pressure), abnormal sweating, limb
discoloration

* Abnormal eye movements

o Sleep apnea or acting out one’s dreams at night (REM
sleep behavioral disorder)

* Difficulty swallowing
* Noisy breathing (stridor), especially when asleep

* Problems with concentration, multitasking, and
word-finding

Behavioral problems such as depression, anxiety, and
involuntary laughing or crying

How are Parkinson’s Plus Syndromes
Diagnosed?

Diagnosis of Parkinson’s plus syndromes can be challenging.
Many patients have had extensive evaluations before a
diagnosis is made. Part of the reason for this is that
symptoms can be slow to emerge. For example, an
individual with PSP may not develop eye movement
abnormalities until a few years into the course of the
disease. Another difficulty is the substantial overlap in
symptoms of PSP, CBD, and MSA. It is not uncommon for
patients to have symptoms of both PSP and CBD. At
present, there is no clinically available test to make a
definitive diagnosis of Parkinson’s plus syndromes. Physicians
make a clinical determination based on the patient’s history
and examination. Other tests, such as blood work and brain
imaging, can be helpful, often by excluding other conditions
that can mimic Parkinson’s plus syndromes.

What is the Progression of Parkinson’s
Plus Syndromes?

Parkinson’s plus syndromes progress gradually by affecting
the nervous system. Over time, early symptoms worsen
and new symptoms may develop, although the disease
course varies across individuals. Ultimately, walking becomes

difficult or impossible for most patients. It may become
more difficult to communicate due to speech changes
and/or cognitive problems. Patients typically become
increasingly dependent on caregivers for help with daily
activities such as dressing and bathing. Swallowing
problems may result in diet modifications or a feeding
tube. As the disease advances, potentially life-threatening
medical conditions such as urinary tract infection,
pneumonia, pressure ulcers and blood clots may occur.

Are there any Treatments for Parkinson’s
Plus Syndromes?

There are presently no proven treatments to prevent or
slow the progression of Parkinson’s plus disorders.
Treatment focuses on symptom management.
Medications can be useful for stiffness and spasms,
involuntary movements, drooling, urinary symptoms,
constipation, disturbed sleep, low blood pressure,
memory, depression, anxiety and behavioral problems. As
Parkinson’s plus syndromes affect mobility and everyday
tasks such as dressing and eating, physical, occupational
and speech therapies are often of great benefit. Current
clinical trials are investigating existing and experimental
drugs to treat Parkinson’s plus disorders.

Resources at Penn

Penn Medicine’s Parkinson’s Disease and Movement
Disorders Center (PD&MDC) recently launched a clinic
offering specialized, multidisciplinary care for patients
with Parkinson’s plus disorders. In addition to seeing a
physician, patients have access to a nurse, social worker
and counselor, as well as specially trained physical,
occupational, and speech therapists. Other services of the
Parkinsonism Clinic include a monthly support group for
patients with Parkinson’s plus syndromes and their care
partners, and the opportunity for patients to participate in
research or clinical trials. The goals of research are
improved quality of life, earlier, more accurate diagnosis,

and development of novel treatments for these disorders.
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A Patient’s Perspective
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How I Learned to Stop Worrying and Start Boxing 3’1 f é

By Brian Pet
Y T TR He was diagnosed with PD in 2007.

For many of us, Parkinson’s disease (PD) would more
appropriately be called a “Lack of Movement” disorder
instead of a movement disorder. For me, the disease affects
my left side more than the right. My left arm moves when
I tell it to, but that lovely, easy, unconscious arm swing that
I see in the gait of so many people—and that I used to
have myself and completely took for granted—disappeared
several years ago, and was one of the early signs of trouble.

PD symptoms often come and go depending on one’s level of
fatigue or simply on the dopamine production in the brain.
But when something big like one’s arm swing goes away,
well—it goes away. So imagine my surprise when, a few
weeks ago, I was walking down a hallway at work and glanced
at my left arm. It moved; back and forth, on its own, in loose
harmony with my right leg. Okay, it wasn’t what it used to be,
but still—wow! I knew immediately why it was happening. It
wasn’t a drug or a new medical strategy. It was xbox.

Yes, it’s true: a video game, one that I'd seen my grandchildren
playing a couple of months earlier. To some the idea of this
balding, gray-bearded, cerebral dude playing video games may
seem unlikely. But when I saw those two little boys playing
xbox, I knew immediately that I had to try it myself. Why?
Because this game has a little video camera that tracks the
body’s movements, so instead of using a controller that
exercises just the thumbs, the new xbox kinect—exercises the
whole body. One moves and interacts with what is on the TV
screen, but there is no actual contact with anything real, so it’s
easy on the body. One of the most beneficial things is that
there are so many games available.

There is still no legitimate treatment that can slow the
progression of PD. However, everything that I have read
about PD says that exercise 1s the key to tolerating the
disease. The beauty of xbox is there is no impact. All I have
to do is move, and for those of us with movement
disorders, the ability to simply practice moving, in a variety
of ways, seems to make a big difference.

Over a period of several weeks I bought a whole range of
DVDs, from sports, to dancing, to car racing, to carnival
games. One game even features a meditative tai chi session.
I pretty much tried them all, and soon found a lot of

6 The Transmitter — Penn Medicine

Brian is an author, art critic, curator and photographer.

games that I really enjoyed. For me, sports games were the
best fit, but for less competitive types, there are basic
exercise programs for body and mind, and even a game
that purports to teach the participant how to dance like
Michael Jackson. There are new ones coming out all the
time, so there is no time to get bored as there is always
another one on the horizon.

Now attention, friends! You must read this paragraph.
PD is a complex problem that affects everyone differently.
What works for one person may be completely useless or
even harmful for another. You must consult with your doctor
and your physical therapist before diving into xbox, especially if
you have more advanced symptoms like balance problems,
freezing, and so on. 1 am still in the early stages of PD, and
while the disease is taking its toll, I can tolerate the exercises
pretty well, at least for now. Also, another warning about the
well-known problem of obsessive-compulsive behaviors
produced by some of the PD drugs. The exercises and

games can be very exciting in a visceral way, and I suspect
that this excitement could easily move into obsessive
territory. It is a good idea to do the games with another
person, partly because they are more fun that way, and

partly to get a reality check.

Another problem is the cost. It 1s around $300 for the
initial investment, not to mention the cost of a TV, and the
games themselves cost $40-50 each. The technology is still
in its infancy, so sometimes there are malfunctions, and
quite a bit of time must be spent calibrating and fine-
tuning the sensor. Users have to also learn how different
clothing and lighting affect how the sensor “sees” them.

Problems, problems—there are always problems. To me the
problems were all worth the trouble when I glanced down
at my left arm and said to myself, “Look at that—it’s
moving!” I know it won'’t last forever, and when I'm tired
my arm swing still goes away—but the change is real, and
it makes such a difference in my mental attitude to know
there’s something I have control over. And it doesn’t hurt
when my wife grabs one of my arms and says, “Hey there,

big fella, let me feel those biceps!”



“I think a relationship is like a shark. It
has to constantly move forward or it dies.”

-Woody Allen

Relationships take work. When the stress of a new
diagnosis like PD is added into the mix, fear and
anxiety about the future can add strain to any
relationship. As couples adjust to the diagnosis and
stages of PD, they may need professional guidance
and counseling.

At the PD&MDC the opportunity for couples to
meet with therapists is available through the
counseling program. This program is a free service
funded by a grant from The Parkinson Council.
The brainchild of Sandy Fritsch, PhD, the
counseling program began six years ago as a place
for PD patients to talk privately about issues that
arise with their diagnosis.

Last year Dolly Johnson, MA, came on board to
offer the same for caregivers. Both Sandy and
Dolly have been touched by PD; they bring their
professional background as well as personal
experience to the program. Recently they have
started co-therapy with couples to try to enable
people to work through their challenges. For
more information or to make an appointment
please call 215.829.6688.

The Importance of Support Groups

At times, facing Parkinson’s disease may seem like a struggle that one
faces alone or with a select group of family members. However, a
vibrant community exists comprised of people with PD and their care
partners who can share trials and victories. Dealing with one’s own
symptoms, or the symptoms of a friend or family member, can be a

taxing process but it does not have to be faced alone.

Support groups provide a valuable resource, both through a
community that can empathize with one’s problems and the
knowledge to be gained from guest speakers. Support group members
have the opportunity to learn from health care professionals that
specialize in PD and can help patients manage their disease and have a
more effective visit with their neurologist.

‘While many benefit from general PD groups, the PD&MDC
facilitates specialized groups: men; people that have had deep brain
stimulation (DBS); care partners; early-onset PD; those that
speak primarily Mandarin and Cantonese;and two new support
groups: one for women with PD and one for persons affected by
parkinsonisms. Some groups meet in Philadelphia while others meet

in the surrounding areas.

For more information about support groups in general and in specific
locations, contact Suzanne Reichwein at 215.829.7273 or Julie
Stutzbach at 215.829.7651.
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The Transmitter is published
biannually for persons with Parkinson’s
disease and other movement disorders,
and for those who care for them. The
information contained herein is solely for
the information of the reader. It should
not be used for any treatment, but only

for discussion with the patient’s physician.

800.789.PENN
PennMedicine.org

Friday, November 18, 2011 Y

9am-1pm i
Renaissance Philadelphia Airport Hotel

500 Stevens Drive, Philadelphia

The keynote speaker is Jane Meier Hamilton, MSN,
RN, founder of Partners on the Path, an organization

that helps professional and family caregivers preserve

their health, well-being and capacity to care. Jane’s
mother had PD, and she will speak of her personal
and professional experiences of being a caregiver.

Registration 1s $20.

For more information call 215.829.7275. *

The Parkinson’s Disease and Movement Disorders Center is a
National Parkinson Foundation (NPF) Center of Excellence. The Center i - ¥
is grateful to the NPF for its support of The Transmitter.



