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Yale Scientists Host TEA Board Members

Scientists at Yale University
welcomed TEA Vice President
Beth Coimbra and Board of
Directors member Isabelle
Davis March 7, 2005, for lunch
and a tour of the Center for
Neuroscience and Regeneration
Research in West Haven, Conn.

TEA’s Board of Directors in
November approved donating
$60,000 from the TEA Re-
search Fund to support research
into primary EM being done at
the center. (See “TEA to Help
Fund Yale Research in Primary
EM,” Footsteps, December
2004.)

The center’s researchers in-
clude neuroscientists, molecu-
lar biologists, cell biologists,
physiologists and pharmacolo-
gists all working together to-
ward common goals—one of
which is finding new and effec-
tive treatment strategies for
chronic neuropathic pain (like
the pain of EM). With a yearly
budget of $2 million and a staff
of 40, the center, led by
Stephen Waxman, M.D., Ph.D.,
chair of neurology at the Yale
School of Medicine, chief of
neurology at Yale New Haven
Hospital, and director of the
Veterans Affairs Rehabilitation
Research Center in West Ha-
ven, is a collaborative effort of
the Paralyzed Veterans of
America, the United Spinal As-
sociation, the Department of

Veterans Affairs, and Yale Uni-
versity. For more information
about the center, go to http://
info.med.yale.edu/neurol/pva-
epvacenter/facil/facilities1.html

Researchers invited TEA
Board of Directors members to
visit the center, meet the scien-
tists involved in the EM stud-
1es, and see firsthand the exten-
sive, advanced facilities where
they work. Dr. Waxman told
Coimbra and Davis that part-
nering with a “grassroots” pa-
tient organization has been a
“dream” of his.

Gifts like TEA’s allow the
scientists to be “spontaneous
and truly creative,” quickly fol-
lowing leads that develop in
research without the time-
consuming requirements of the
grant process. Also, meeting
people like Coimbra and Davis,
who live with the limitations of
EM, helps the scientists see the
human side of the diseases their
work involves.

In part because of TEA’s
gift, the scientists have com-
pleted a second, larger EM
study using DNA from blood
collected from more than 25
members of a family in Ala-
bama, Coimbra and Davis
learned. (See Powell’s Burning
Foot Disease, p. 9.) Their
findings, which confirm and
extend their initial observa-
tions, will be made public when

they are published in the jour-
nal Brain.

Their first EM study, pub-
lished in the Journal of Neuro-
science in September 2004,
provided the first explanation
of what happens at the cellular
level in the bodies of people
with primary EM that causes
their pain.

In the future, the researchers
told Coimbra and Davis, they
want to study other families
with primary EM and will re-
quest the help of TEA in identi-
fying people willing to donate
their blood. (For an in-depth,
first-person report of the Yale
visit, see “Visiting Yale” by
Davis, Footsteps editor, p.4.
To learn more specifics about
the Yale research, see the re-
search story on p.5.)
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“Dress Down Day” Brings in $529 for TEA

Hats off to Jane Hrynio of Latham, New York! She’s responsible for getting the charitable committee
of the New York State United Teachers union (NYSUT) to hold a benefit event, called Dress Down
Day, Jan. 7, 2005, with proceeds going to TEA.

Employees pay $3 for the privilege of “dressing down” on specified days, usually once or
twice a month. The committee collects the money, which is then donated to a charity.

Ms. Hrynio explains, “I prevailed on a managerial employee of the NYSUT to get [the com-
mittee] to look at the EM web site and see if they'd consider a Dress Down Day on behalf of TEA
since a person (me) in their building has EM.”

Despite an ice/sleet/snow storm on Jan. 7, employees opting for casual dress gave $529 for
the privilege. TEA received the check from the NYSUT in late January. Thank you, NYSUT employ-
ees, and thank you Jane!

Editor’s Note:

If the company you work for sponsors fund-raising activities similar to NYSUT’s Dress Down Day,
why not follow Jane’s example and suggest TEA as the charity to receive funds raised? Or, if no
such activity exists, go one step further and suggest to your employer that it create a charitable com-
mittee. Maybe a “Dress Down Day” fundraiser wound work for your company.

Board Seeks New Director to Fill Opening

TEA’s Board of Directors is seeking a volunteer to fill an open position. Although serving on the
board is open to any TEA member, access to e-mail is a requirement as monthly board meetings are
held via e-mail.

Deborah Mozarski, board member since 2003, describes what serving on the board means for
her: “I joined the TEA board because I wanted to help make a difference for all of us diagnosed with
this relentless illness. I find an identity and satisfaction knowing I’m a part of a cause that will ulti-
mately help all of us who suffer. I was seen by Dr. Drenth a few years ago and he mentioned his study
of the EM gene. I offered to help him get blood donors. He was happily surprised with how many EM
sufferers’ names I was able to give him (after checking with the individuals). This gave me a sense of
somehow assisting with the progress of much needed research into EM and that felt good.”

She continues, “I have been diagnosed with EM for ten years. I had been a flight attendant, an
avid runner and ballroom dancer. When I could no longer work or do the things I love, I felt a great
loss of identity. For years I continued to tell people I met that I was a flight attendant because . . . |
couldn’t accept the fact that I could not go back to work. As time went on and my involvement with
TEA grew, I have accepted the knowledge that returning to work is not an option for me.”

Phone Survey Coming in Late April

Don’t hang up! You may receive a call from a TEA representative during the last week of April or
the first week of May asking for a few moments of your time to answer some questions. The 2005
TEA Satisfaction Survey will be conducted during that time frame.

A random sample of TEA members will be called to answer questions about Footsteps, the
web site, and other TEA programs. A number of the questions are open-ended allowing members to
explain why they have the opinions they do.

Please say “yes,” if someone from TEA calls you, asking if you have “a few minutes for a
short survey?”



EM NORD Grant Deadline Nears

Medical researchers with an in-
terest in EM have until April 13,
2005, to let the National Organi-
zation for Rare Disorders
(NORD) know how they would
use a $35,000 grant being funded
by TEA.

NORD in January issued a
Request for Proposal (RFP) for
an EM research study giving re-
searchers until the April deadline
to submit a letter of intent and an
abstract or summary of their pro-
posed study. The RFP was
posted on NORD’s web site, ad-
vertised in medical journals,
mailed to every university-
affiliated hospital and medical
school in the U.S., and mailed to
5,500 scientists who ask to be
notified of all NORD funding
opportunities. NORD also sent

the RFP to any researcher world-
wide who has published studies
into EM in the past two to five
years and notified research insti-
tutes in Europe and Canada.

NORD’s Medical Advisory
Committee of academic scien-
tific experts will assess the re-
sponses to the RFP and select
several finalists—using the same
peer review system used by the
National Institutes of Health. Fi-
nalists must then submit full
grant applications that will be
evaluated before a winner is se-
lected sometime this fall.

Once research is under way,
NORD will send TEA the re-
searcher’s interim reports so we
can keep our members up-to-
date. Also, the grant recipient is
required to acknowledge both

TEA and NORD in any publica-
tions resulting from the study.
The researchers who receive
the grant have one year to com-
plete their study, which will most
likely be a preliminary project
testing a new drug or medical
device through small clinical tri-
als, which are studies involving
people. NORD’s Clinical Re-
search Grant Program focuses on
small, preliminary studies be-
cause most organizations like
TEA that represent people with
very rare disorders get the most
benefit by funding what are
known as “seed” money grants.
If the data gathered show prom-
ise, the researchers can apply for
much larger grants from the gov-
ernment or drug companies.

Workshop: NIH Recommends Seed Money Grants, Gifts

Funding seed money grants like
the one TEA is offering this year
is a proven technique for getting
younger scientists interested and
involved in research into a rare
disease. That’s one of the strate-
gies representatives from the Na-
tional Institutes of Health (NIH)
suggested patient support organi-
zations like TEA use to ultimately
get funding for research from the
NIH at “Gaining Access to Re-
search Resources,” a workshop
attended by TEA Vice President
Beth Coimbra.

Held in Philadelphia in late
January, the workshop was spon-
sored by the NIH’s Office of Rare
Diseases and featured speakers
from the Food and Drug Adminis-
traton and the National Organiza-
tion of Rare Disorders as well as

the NIH.

The NIH representative also
endorsed groups such as TEA’s
giving money “with no strings at-
tached” to established research
programs like the one TEA is sup-
porting at Yale University. Since
patient support groups are gener-
ally able to provide just a small
amount of the money medical re-
searchers receive, “gifting” money
without time-consuming, restric-
tive reporting demands makes the
dollars most valuable.

“During our meeting with Dr.
Waxman at Yale, we learned that
our gift of $60,000 is much appre-
ciated because it allows the re-
searchers to be spontaneous and
creative, following leads without
restrictions imposed by the normal
grant process,” Coimbra said.

Organizations need to get to
know the director of the NIH insti-
tute under which their diseases
fit—a relationship that helps when
seeking funding. The National In-
stitute of Neurological Disorders
and Stroke (NINDS) is the one in
TEA'’s case. These institutes are
funded by the federal government
and making direct contact with the
director is an appropriate move for
organizations like ours.

Because our mission includes
raising public awareness of EM,
we also need to educate our con-
gressional representatives. TEA
members should be encouraged to
write letters and visit their con-
gressmen to inform them about the
rare disease EM, TEA and its mis-
sion, and the progress of research.



Visiting Yale: A Personal Account

The researchers at Yale invited
TEA board members to visit.
Although Beth Coimbra and I
knew each other only through e-
mail, we accepted. We picked a
date and planned our trip well in
advance. Beth, TEA’s vice presi-
dent, lives in southeastern Penn.
My husband and I live outside
Detroit, Mich., but often visit
our daughter in Stamford, Conn.,
not even 45 minutes from Yale
University in New Haven.

Beth and I decided to meet
well before our noon appoint-
ment at the center where the po-
tentially breakthrough research
in EM is being done. We wanted
time to work on our agenda for
the meeting so we could be sure
to get our questions answered.
(While the invitation had ap-
peared sincere in their e-mail, |
was wary. Although $60,000 is a
huge donation to TEA, I knew it
was “small potatoes” to scien-

By Isabelle M. Davis

tists who routinely get grants in
the millions.)

But from the moment I saw
Beth in the lobby of her hotel, I
made an instant connection with
her—the sort one only makes
with another person who has ex-
perienced the same kind of pain-
ful, puzzling, rare symptoms as-
sociated with EM. Agendas were
forgotten. We talked only about
our experiences of living with
EM. Now mostly a stay-at-home
Mom, Beth, a CPA, had driven
to Conn. the day before with her
husband and two sons, 9 and 12.
I met her wonderful family as
they left the hotel to explore a
museum in New Haven. And all
too soon it was time for us to
head to the center.

Any doubts I had about the
researchers’ desire to meet us
evaporated as soon as we got
there. We were expected! Walk-
ing into the one-story building,

Gathering at the conclusion of the Yale visit are (from left)
Rachael Blackman, B.S., research assistant; Sulayman D. Dib-
Hajj, Ph.D., Research Scientist in Neurology; Stephen G. Wax-
man, M.D., Ph.D., professor and chairman, Department of Neu-
rology; Isabelle Davis, TEA board member; Beth Coimbra, vice
president, TEA; Lynda Tyrrell, M.S., research associate; and An-
thony M. Rush, Ph.D., associate research scientist in neurology.

we were immediately warmly
welcomed by several people
who had been anxiously await-
ing our arrival. Their pleasure in
meeting us was obvious. And
that included Stephen Waxman,
M.D., Ph.D., chair of neurology
at Yale’s School of Medicine,
chief of neurology at Yale New
Haven Hospital, and director of
the center. He ushered us into
his office for a private conversa-
tion, first thing.

He told us that partnering
with a patient “grassroots” or-
ganization like TEA was a
dream of his. The center’s build-
ing was constructed with mil-
lions of dollars donated by,
among other organizations, the
Paralyzed Veterans of America
and the United Spinal Associa-
tion. And millions of dollars of
grants keep the center operating.
(Called the Center for Neurosci-
ence and Regeneration Research,
it’s a collaboration among Yale
University, the Veterans Ad-
ministration, the Paralyzed Vet-
erans of America, and the United
Spinal Association.)

Gifts like ours—TEA is do-
nating $60,000 in 2005 to EM
research at the center—allow the
researchers to quickly follow
leads they discover.

Meeting people like us who
suffer from diseases they’re in-
vestigating is extraordinarily
valuable, he said. Meeting us
makes their work real. Then he
told us a story about a group of
paralyzed veterans who asked

Continued on p.5



Yale Visit, continued

to visit soon after the building
was first completed. These re-
searchers work in highly special-
ized research laboratories with
the aid of technologically ad-
vanced equipment that allows
them to magnify single cells to
the point where they can visual-
ize the molecules within them
and decode the messages held in
genes within a cell’s nucleus.
Why would these busy scientists
want to see people? The veter-
ans’ visit, however, turned out to
be one of the most motivating
and valuable experiences the sci-
entists ever had, he told us. Later
when we showed them our feet
and they asked about out symp-
toms, we understood their genu-
ine interest.

Dr. Waxman gave Beth and
me a tour of the entire facility
where some 40 people work. All
doors to labs and offices were
open—by design Dr. Waxman
told us. Scientists are encouraged
to be collaborative and share

everything they are doing with
each other.

I remember meeting someone
working on cellular transplanta-
tion for MS. And others who
were creating tissue cultures in
one lab and examining electrical
activity of nerve cells in another.
The labs have computerized mi-
croscopes and much specialized
equipment I couldn’t identify
(and can’t remember). Amazing.

Next we had lunch in the
conference room with many of
the people who have been di-
rectly involved with analyzing
the DNA samples taken from the
blood of the “Alabama family.”
It’s the family to whom TEA in-
troduced the researchers. (See
“Powell’s Burning Foot Dis-
ease,” p. 9)

Dr. Waxman talked us
through a PowerPoint presenta-
tion explaining their work with
EM. Even though Research Sci-
entist Sulayman Dib-Hajj,
Ph.D.—who manned the com-
puter—had patiently explained

much of this information to me
before I wrote the article in the
last newsletter, I found my eyes
glazing over somewhat at the
highly technical nature of the
presentation. All of Beth’s and
my questions were answered pa-
tiently.

And then they asked us ques-
tions like, “What medications
relieve your pain?” I had a Lido-
caine patch on the bottom of my
foot, which interested them
greatly. Lidocaine and its oral
medication form—mexiletine—
are sodium channel blockers, the
very kind of substance they are
theorizing will help people with
inherited EM.

Our two-hour visit ended
with a picture-taking session.
Beth and I left feeling very spe-
cial because of the extraordinary
welcome we’d received. And
hopeful because these Yale sci-
entists really are the best of the
best and they’re working on cur-
ing primary EM!

What Research into Primary EM at Yale Is All About

Investigating how neurons (nerve cells) conduct messages and what happens when trauma like war
injuries or diseases like multiple sclerosis damage nerves and disrupt their signals is the focus of re-
search at Yales’s Center for Neuroscience and Regeneration Research. One of their three main pro-
jects involves neuropathic pain (nerve pain from disease)—the project where the EM studies fit.

They’ve been investigating a certain protein called a sodium channel since it was discovered
ten years ago because it’s linked to pain. The protein is a voltage-gated sodium channel of the subtype
Navl.7—one of 10 sodium channels. These proteins (channels) are strings of amino acids (like
strings of beads) that are “expressed” by neurons and serve as “molecular batteries” because they
power the nerve messages that travel along neurons. An example would be the messages pain-
signaling neurons send from the skin, via the spinal cord, to the brain.

The Yale team became interested in EM when studies outside the U.S. linked inherited EM to
mutations in the gene SCN9A, the gene that “codes for” the Nav1.7 channel. That’s why they con-
tacted TEA and got blood samples from the Alabama family. The first paper they published in Sep-
tember 2004 reported that a newly found mutation in gene SCN9A appeared to cause a mutant

Nav1.7 channel. The flaw—a change so small one can think of it like one unmatched bead in a string
of 62,000—caused neurons to become hypersensitive, firing at higher than normal rates, causing pain.
Scientists now are finished analyzing the DNA from all the blood samples. These studies yielded

more information, which they submitted as an article to the journal Brain.



2004 TEA Annual Report

TEA’s Annual Report for 2004—including the 2004 Financial Report—mnow is posted on TEA’s web
site. (www.erythromelalgia.org) It was a productive year for TEA, which now has nearly 500 mem-
bers in 17 countries. Here are some highlights from the report.

Accomplishments

e TEA’s Research Fund grew to more than $90,000, and the Board of Directors decided to put the
money to use by funding two research projects in 2005. TEA will donate $60,000 to Yale Univer-
sity’s Center for Neuroscience and Regeneration Research specifically to help fund continued re-
search into what goes wrong in the nerve cells of people with EM that causes pain. TEA also will
fund a $35,000 “seed money” grant through the National Organization for Rare Disorders
(NORD) Clinical Research Grant Program. The “winning” study will be chosen by early fall.

o TEA sponsored its first major fund-raising event—a dinner and auction held in Seattle in June.
More than $17,000 was raised for the Research Fund from this one event.

e Also in June, three members of TEA’s Medical Advisory Committee met face to face for the first
time in Oslo, Norway. TEA President Lennia Machen was a participant in the meeting.

Goals for 2005

e Conduct a $25,000 fund-raising campaign to help fund additional research projects.

e Apply for a grant to help support TEA program expenses and fund some of the work done by
board members and other volunteers.

e Increase EM awareness among the general public and increase symptom recognition among
health care practitioners using tactics like media placements.

e Conduct surveys of TEA members to determine satisfaction with communication efforts and other
programs and to seek suggestions for improvement and new services.

TEA Library Offers Wealth of Information
by Gayla Kanaster

The TEA library contains articles offering a wealth of information for members. Since I’'m
moving from Southern California to the Pacific Northwest this summer, I was concerned that my pre-
sent medication for Raynaud’s may not be as effective in the colder climate. My internist referred me
to a rheumatologist.

To prepare for the appointment I checked out the list of TEA library articles and found two
pertaining to my situation. One (MO33) is on the “Treatment of Raynaud’s Phenomenon with the Se-
lective Serotonin Reuptake Inhibitor Fluoxetine.” The second, (MO34) “Serotonin Reuptake Inhibi-
tors, Raynaud’s Phenomenon and Erythromelalgia,” questions some of the first article’s theories and
was of particular interest to me since I also have EM. Although they both have complicated titles, I
found the articles to be clear and very helpful. Not only will I take them to my doctor to discuss a new
approach, but he will see that I’ve done my homework.

A complete list of articles in the library appears on p. 11 and 12. Articles are available to
members on the TEA web site. And members may obtain any of the articles from Networking Chair-
person Judy Reese, 1155 E. Wild Duck Lane, Salt Lake City, UT 84117. E-mail:Judy@datafest.com.
Phone: (801) 631-3833.

[e]



Primary Erythromelalgia in a Child Responding to Intravenous
Lidocaine and Oral Mexiletine Treatment

Erythromelalgia is a rare,
chronic, debilitating condition
characterized by redness,
warmth, and severe burning pain
of the distal extremities. The feet
are more commonly affected
than the hands. Pain is precipi-
tated by increases in temperature
and by exercise. Patients often
obtain relief by immersing the
affected extremity in cold water.
The pain is often refractory to
treatment. For many patients,
multiple pain medications have
been useless in achieving com-
plete relief of pain symptoms.
Previous reports of erythrome-
lalgia among adolescents indi-
cated prolonged relief of pain
with sodium nitroprusside infu-
sions, epidural infusions of local
anesthetics, or gabapentin treat-
ment. We present a case of an
11-year-old, white, male child
with primary erythromelalgia,
whose initial symptoms started in
his preschool years and whose
childhood was marked by esca-
lating episodes of pain with
warmth and redness of his feet,
precipitated especially by in-
creases in temperature and by
activity. All conventional pain
management techniques had
failed to relieve our patient of his
symptoms, and he obtained some
relief only by soaking his af-
fected extremities in ice water.
He had experienced minimal
benefit from seeing a pain psy-
chologist, who helped him de-
velop techniques to cope with the

pain. At the time of presentation,
the patient's episodes of pain had
increased to 15 to 20 per day,
and there was evidence of
chronic immersion injury to the
skin of his feet. Before his most
recent hospitalization, the pain
had spread to involve his hands
as well. The patient was over-
whelmed with anxiety and could
not participate in school or social
activities at the time of admis-
sion. During his current hospi-
talization, he did show some
therapeutic response to sodium
nitroprusside infusion, which un-
fortunately had to be discontin-
ued because of side effects and
because his family desired to
leave the ICU environment,
which was stressful to the pa-
tient. He also had some response
to lumbar epidural infusion of
local anesthetics, which could not
be continued because he found
the motor blockade that accom-
panied his analgesia intolerable.
However, intravenous lidocaine
infusion, with subsequent transi-
tion to oral mexiletine therapy,
proved very effective in reducing
the frequency and severity of the
pain episodes. The patient was
discharged from the hospital with
oral mexiletine therapy and has
been monitored at the pain man-
agement clinic. He returned to
and completed school, attended
summer camp, and enjoys an ac-
tive happy life. He walks without
precipitating pain in his feet and
sleeps 9 to 10 hours every night.

He has needed to soak his feet on
only 4 occasions in the 6 months
since his discharge from the hos-
pital. His quality of life has im-
proved significantly. He has
shown no evidence of liver toxic-
ity, and his mexiletine levels
have been stable.

Aruna Nathan, M.D., John B.
Rose, M.D., Jessica W. Guite,
Ph.D., David Hehir, M.D. and
Karen Milovcich, C.R.N.P., De-
partment of Anesthesiology and
Critical Care Medicine, Chil-
dren's Hospital of Philadelphia,
and Department of Anesthesiol-
ogy, University of Pennsylvania,
School of Medicine, Philadel-
phia, Pennsylvania.
PEDIATRICS (doi:10.1542/
peds.2004-1395)

NOTICE
This issue of FootSteps, which
is dated March 2005, did not
arrive in your mailbox or ap-
pear on the TEA web site in
March. Rather, you had your
first opportunity to read it
sometime in late April 2005.
We intend to produce a news-
letter four times each calendar
year to keep members as up-to-
date as possible on research
findings and other news. How-
ever, we are quite short on
staff—not surprising since
we’re volunteers. Let me know
if you’d like to help!

The Editor




Your Stories— everyone has onel!

We can all empathize with fellow members who face the daily challenges of living with EM. Because
EM is so rare, most of us also have long and difficult tales to tell about the diagnosis process. TEA
invites you to share your experience with EM by writing your story. If you think you’re not a writer—
never fear. We can help you write and edit you story. Please send stories to Gayla Kanaster, gaylakanaster(@aol.com or
2556 W. 234" Street, Torrance, CA 90505.

My name is Carolyn Quinn. I'm 54 years old and live in Tucson, Arizona. I have had EM for about
two years. It started three months after I broke the fifth metatarsal bone in my left foot. I believe that I
have had Raynaud's syndrome all my life too. My hands and feet are usually cold in even temperate
conditions, but change to hot around dinner time and thereafter. Most recently, these symptoms have
spread to my hands.

I tried taking 1,200 mg of Neurontin daily, but found the side effects nasty. Now take 1,000
mg of nortriptyline at night, and that amount makes me able to sleep through the night without wak-
ing up in pain. I read that antidepressants like nortriptyline somehow can make the blood flow better,
so that's why I think I was able to go off Neurontin. I also tried diltiazem and magnesium, but they
both made my symptoms worse. I went off them right away!

It has been difficult to accept that I have this disorder, and it seems to take over my life at
times. My husband has been very understanding and realizes that my symptoms are real and not in
my head, although I think I drive him crazy with my constant monitoring of the temperature in our
house. I find that being on my feet for about 30 minutes or more gets them to the "flare" stage, no
matter the time of the day or the outside or inside temperature. I need it 70 degrees or cooler.

My form of exercise is water aerobics three or more times a week. I tried going to the gym
and riding a stationery bike, but I flared doing that too!

Life is one day at a time, and I do appreciate every day.

In Memoriam

Condolences to the friends and family of Milton LeCouteur, one of TEA’s founding members,
who died April 6, 2005, following heart bypass surgery. Milt, a resident of Seattle, is the reason

TEA was incorporated as a 501(¢)(3) non-profit organization in the state of Washington. His
determination to found a group to help other people with EM and find a cure through research
translated into countless hours of work, both in completing all the paperwork required to incor-
porate and then serving as TEA’s secretary-treasurer for four years. He will be sorely missed.

TEA Contact Information

Member Services: Ray Salza, 24 Pickering Lane, Wethersfield, CT 06109. Or e-mail to:
memberservices@erythromelalgia.org 860-529-5261

Networking Program: Judy Reese, 1155 E. Wild Duck Lane, Salt Lake City, UT 84117
Or e-mail to: judy@dataquest.com (801) 631-3833

FootSteps: Isabelle Davis, 24 Pickering Lane, Wethersfield, CT 06109

Or e-mail to: imdcomm@aol.com
FootSteps is the official publication of The Erythromelalgia Association and is published quarterly for its
members. Any information contained in this publication is protected by copyright and may not be reproduced
without express permission from the editor. The intent and purpose of this publication is to bring information to
those suffering from erythromelalgia or their friends and families, and not, in any way, to provide medical
advice.



Powell’s Burning Foot Disease

by Gayla (Powell) Kanaster

Imagine living in an area where
you know nearly 40 people with
EM. And they’re all related—an
ideal support group. It is frustrat-
ing often when they can’t help
each other, but by simply having
the same pain, it can be very
gratifying that they can just be
there for each other.

I’m describing the family of
TEA member Shirley Powell
Longmire. (It’s my family, too.
Shirley’s my cousin.) She was
born and raised in Birmingham,
Alabama, and most of her ex-
tended family members still re-
side there. Shirley and three of
her five sisters were born with
EM, which they called “Powell’s
Burning Foot Disease” when
they were young. Now, many of
their children and grandchildren
have EM, too. Because of her
granddaughter’s illness, 70-year-
old Shirley and her husband are
raising their great-grandson
Caleb, 3, who also has EM.

It’s Shirley’s Alabama family
who recently was studied by the
researchers at Yale University.
Shirley hosted the scientists from
Yale in 2004, gathering together
more than 25 relatives at her
house for blood tests, photos and
lunch. (See “Yale Scientists Host
TEA Board Members” and
“Visiting Yale: A Personal Ac-
count,” also in this issue.)

Participating in EM research
is nothing new for this Alabama
family. Shirley remembers when
in 1966 a doctor was intrigued by
her sister Juanita’s family. Four
of Juanita’s five children, includ-

ing one son, had the burning
symptoms. The doctor arranged

for them to go to the Mayo Clinic

on a government grant. That’s
when they learned Powell’s
Burning Foot Disease already
had a name—erythromelalgia.
Mayo Clinic doctors M. K. Bur-
bank and J. H. Spittle also came
to Birmingham to examine other
family members. Shirley remem-
bers the doctors feeling behind
their ankles as part of the EM
testing.

It’s Shirley’s
Alabama family
who recently was
studied by

the researchers

at Yale.

Doctors at the University of
Alabama, Birmingham, (U.A.B.)
also got interested in the family
disease after Shirley took daugh-
ter Debbie—then young and hav-
ing a particularly painful flare—
to a clinic. There a Dr. James
Lindsay, still in training, was so
fascinated by Debbie’s burning,
red feet that he wrote his thesis
on EM. He took his findings to a
friend at U.A.B., Dr. W. H.
Finley, who started intensive re-
search into the Powell family’s
EM. Studies by U.A.B. and
Mayo traced the disease to a
great grandfather in Wales, a
grandmother, uncles and many
cousins. An article entitled
“Autosomal Dominate Erythro-

melalgia,” published in 1992 in
the Journal of Medical Genetics,
chronicles the family’s history
with EM.

In 2005, Shirley leads a very
busy life and is always upbeat.
She smiles when she talks about
how glad she is that they have air
conditioning and cool ceramic
tile to walk on during sleepless
nights when her feet flare.

Growing up in the days when
most homes were not air- condi-
tioned, Shirley recalls how she
was able to get a coveted job
working in an air-conditioned
office of a high school advisor.
Her mother struggled to raise six
daughters after her father died as
a young man. Shirley sometimes
could not afford the textbooks.

When the advisor offered her
some free books, Shirley thought
about her office and said her
mother would only allow her to
accept them if she worked, and
offered to help with office work.
She chose the last class period,
since that was the hottest time
and her most painful. The job in
that cool office helped her get
through those high school years.

Even though keeping up with
little Caleb isn’t always easy, she
keeps a youthful outlook and
stays very active, despite her
EM. She even manages to visit
friends and relatives. And to en-
joy her favorite pastime—
reading mystery novels.



TEA Networking Program Application Form

1 Yes, I want to participate in the EM Networking Program, I agree to the following rules, and I give TEA
permission to distribute my contact information to other members of the program.

1. You must be a member of TEA with annual dues paid up to date.

2. You must sign and submit the form giving TEA permission to disclose your name and address to other
participants in the program.

3. You must agree to respond to all correspondence from other Network Program members who write to you.

Signature:

Name Date
Street Address

City State/Province Zip/Postal Code
Country (optional) Phone ( )
(optional) E-mail address @

Mail this form to:
Judy Reese, 1155 E. Wild Duck Lane, Salt Lake City, UT 84117

TEA Articles—Order Form Document # Charge
Name:
Address
City
State/Province: Zip/Post Code.:
Country: Date:

Are you a TEA Member? 1Yes T No

Are you a TEA Network Program Member? Yes 1 No
Method of payment: (Make Checks payable to TEA.)
I Check enclosed I Other :

I VISA/MC Exp. Date:
Credit Card Number:
Prices of copies:
1-5 pages is $1
| DVD Fund Raising Video $14.50 10 pages s 52 Cost Sub-Total
) VHS Fund Raising Video $24.00 16-20 is $4 Non-TEA
Shipping $4 21-251is $5
PRI 26305 S6 e e ATE
. 31-35is §7 ere is a service charge
To rent the Videos you must purchase them 36-40 iz gg TEA’;}E%,OO for each frdegr)
first, then your cost will be refunded when the
video is returned. International
International -
h Ch
shipping charge: Shipping Charge
Mail to: Judy Reese, NW Program $2 extra shipping
1155 E. Wild Duck Lane charge Total
Salt Lake City, UT 84117 (except Canada)




TEA Library Articles and Documents Page 1

Article # Title, Author, Date Pages Cost | Order?
MOO1 | Erythromelalgia: New Theories and New Therapies, Jay Cohen, 2000 10| $2
MO0O02 | Erythromelalgia, Dr. Mark Davis, 2002 14| $3
MO003 | Erythromelalgia: A Clinical Study of 87 Cases,Kalgaard, Seem, Kvernebo, 1997 8| $2
MO004 | Reduced Skin Capillary Density During Attacks of Erythromelalgia Implies Arteriovenous | 1 | $1

Shunting as Pathogenetic Mechanism, Mork, Kvernebo, Asker, Salerud, 2002
MOO5 | High-Dose Oral Magnesium Treatment of Chronic Intractable EM, Jay Cohen, 2002 8| $2
MO0O06 | EM: a condition caused by microvascular arteriouvenous shunting, Kvernebo, 1998 36| $8
MO0O7 | AAPM: Lidocaine Patch Enhances Chronic Pain Therapy, Bruce Sylvester 2003 2| $1
MO008 | Erythromelalgia: A Mysterious Condition? Megrk, Kvernebo, Archives of Dermatology, 7 $2
2000
MO009 | Refractory Primary EM in a Child Using Continuous Epidural Infusion, Pain Clinic, 1996 2| $1
M010 | The Primary Erythromelalgia-suseceptability Gene is Located on Chromosome 2g31-32 71 $2
2, Drenth, Finley, Breedveld, Testers, Michiels, Guillet, Taieb, Kirby, and Heutink, 2001
MO11 | Erythromelalgia Caused by Platelet-Mediated Arteriolar Inflammation and Thrombosisin | 8 | $2
Thrombocythemia. Michiels, Abels, Steketee, Huub, VanVliet, Vuzevski 1985
MO012 | Histopathy of EM in Thrombocythemia, Michiels, Abels, Vuzevski 1983 8| $2
MO013 | Pathological C-fibres in patients with a chronic painful condition. Rastavik, Weidner, 1 $1
Schmidt, Schmels, Hilliges, Jorum, Handwerker, Torebjork, 2003
MO014 | Prevention and treatment of thrombotic complications in essential thrombocythaemia: 8| $2
efficacy and safety of aspirin. Van Genderen, Mulder, Waleboer, Van De Moesdijk, Mi-
chiels, 1996
M015 | A Way to Understand Erythromelalgia, Zoppi, Zamponi, Pagni, Buoncristiano, 1985 41 $1
MO016 | Autonomic Innervation of the Skin in Primary Erythermalgia. Uno, Parker, 1983 8| $2
MO017 | Coexistance of Raynaud's Syndrome and Erythromelalgia. Slutsker, 1990 1 $1
MO018 | Erythromelalgia: Case Report and Literature Review. Levine and Gustafson, 1987 5| $1
MO019 | Erythromelalgia Pain Managed with Gabapentin. McGraw, Kosek, 1997 5] $1
MO020 | Erythromelalgia: Symptom or Syndrome? Belch and Mackay, 1992 9| $2
MO021 | Impaired Skin Vasomotor Reflexes in Patients with EM. Littleford, Khan, Belch, 1999 8| $2
MO022 | Nitroprusside Treatment of EM in an Adolescent Female. Stone, Rivey, Allington, 1997 5] $1
MO023 | Pharmacotherapy of Raynaud's Phenomenon. Belch, Ho, 1996 1] $1
MO024 | Refractory Idiopathic Erythromelalgia. Rauck, Naveria, Speight, Smith, 1996 7| $2
MO026 | Temperature-associated Vascular Disorders: Raynaud's Phenon. and EM. J. Belch, 26| $6
2001
MO027 | Treatment Regimens and Patient Review. Text book excerpt (no date) 6| $2
MO028 | Unexpected Healing of Cutaneous Ulcers in a Short Child (with EM). Climaz, Rusconi, 2| $1
Fossali, Careddu, 2001
MO029 | Erythromelalgia: Response to serotonin reuptake inhibitors. Rudikoff, Jaffe, 1997 3| %1
MO030 | Efficacy of IV Magnesium in Neuropathic Pain. Brill, Sedgwick, Hamann, Di Vadi, 2002 5| $1
MO031 | Hot Feet: Erythromelalgia and Related Disorders. Robert Layzer, 2001 51 $2
MO032 | Red Skin Re-read. Schechner, 2002 3 $1

FPlease use the order Torm on the previous page to order the above documents.
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TEA Library Articles and Documents Page 2

Article # Title, Author, Date # Pages| Cost |Order?
M033 | Treatment of Raynaud's Phenomenon with the Selective Serotonin Reuptake Inhibitor Fluoxetine. 8 | $2
Coleiro, Marshall, Denton, Howell, Blann, Welsch and Black. 2001
MO034 | Serotonin Reuptake Inhibitors, Raynaud's Phenomenon and erythromelalgia. Rey, Cretel, Jean, 2 | $1
Pastor, Durand, 2003
M035 | Skin Blood Flow in Adult Human Thermoregulation: How it works, when it does not, and why. 12 | $3
Charkoudian, 2003
MO036 | Topical Antidepressants: the new local anesthetics? Strumper, Durieux, 2003 3 | %1
M037 | Topical amitriptyline in healthy volunteers. Gerner, Kao, Srinivasa, Narang, Wang, 2003 6 | $2.
MO038 | Impaired Neurogenic Control of skin perfusion in EM. Mork, Kalgaard, Kvernebo, 2001 8 | $2
MO039 | Treatment of erythromelalgia with a serotonin/noradrenaline reuptake inhibitor. Moaiin, Yashar, 2 | $1
Snachez, Yashar, 2002
MO040 | Lidocaine patch for pain of erythromelalgia. Davis, Sandroni, 2002 4 | $1
M041 | Erythromelalgia an endothelial disorder responsive to sodium nitroprusside. Chan, Tucker, Mad- 2 | $1
den, Golding, Atherton, Dillon, 2002
MO042 | Poxviruses isolated from epidemic EM in China. Zheng, Zhang, Hu, Lui, Zhu, 1988 2 $1
MO043 | Skin Perfusion in patients with erythromelalgia. Littleford, Khan, Belch, 1999 7 | %2
MO044 | Treatment of primary erythromelalga with cyclosporine. Sano, Itami, Yoshikawa, 2003 2 | 81
MO045 | Resolution of refractory symptoms of secondary erythermalgia with intermittent epidural Bupiva- 5 | $1
caine. Sticker, Green, 2001
M046 | Microvascular arteriovenous shunting is a probable pathogenetic mechanism in EM. Mork, Asker, 9 | $2
Salgerud, Kvernebo, 2000. Reply, Davis, Rooke, Sandroni, 2000.
MO047 | One Size Dose Does Not Fit All. Dr. Jay Cohen, 1999. Discusses prescription dosage $1
M049 | Natural history of erythromelalgia. Davis, O'Fallon, Rogers. Rooke, 2000 $2
MO050 | Aspirin Responsive painful syndrome in polycythemia vera associated with thrombocythemia. Mi- 2 | $1
chiels, Berneman, Schroyens and Van Urk, Abstract only, 2003
MO051 | Erythromelalgia: Studies on pathogenesis and therapy. Mork, C. 2004 25 | $6
P001 | Disease has Midlander Crusading for Awareness. Templeton, 2002 2 | $1
P002 | Current Treatment for Erythromelalgia. Jay Cohen 2002 2 | $1
P003 | Lynnwood Woman Hobbled by Chronic Burning Foot Pain. O'Harran 2003 3 |8
P004 | Causative Symptoms in Erythromelalgia Identified. Veronica Rose, 2002 1] 9%1
P005 | Fighting Pain with Fire: Hot Chili Peppers Offer Relief—Capsaicin. Mike Field, 1994 1148
T001 | TEA Introduction Letter. TEA, 2002 4 | $1
T002 | 2002 TEA Financial Report 2 | $1
TO03 | TEA Information Flyer, 2002 1 $1
T004 | TEA Brochure (full color) 2003 2 | $1
TO05 | TEA Bylaws. The complete bylaws used to operate TEA. 2003 8 | $2
T006 | TEA Policy & Procedure. Supplement document to the bylaws for the operation of TEA. 2003 7| $2
TOO7 | TEA Christmas Card Insert, Business card size, color, 2003 1 |$1.50
TO08 | TEA Christmas Card Insert, Note Card size, 4 1/4 X 5 1/2, color, 2003 1 [$1.50
T009 | TEA 2003 Financial Report 2 | $1
T010 | TEA 2004 EM Survey (Spread Sheets) 8 | $2

Please use the order form on the previous page to order the above documents.
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