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Dear Readers,

Wi, it looks like each and every goa we have set for EDS Today
is materializing, one by one. Congratulations, EDS Today, you are
now a non-profit organization. The hard work and incredible dedi-
cation by staff and volunteers has been unbelievable. We did it,
but of course, | dways knew we had it in us!! In “Letter from The
Editor,” Barb will explain in a little more detail about this great
accomplishment.

We welcome Eileen Renders ND to this newsletter. Eileen earned
her degree from the Clayton College of Nutrition in Birmingham,
Alabama. In that same year, Renders Wellness was founded in
Atlantic County, New Jersey and the practice offered two Special-
ties: Nutritional Therapy and Herbal Medicine. Eileen will be
helping me out with the Coping Strategies column. We will al be
looking forward to her knowledge and naturopathic expertise.
Please turn to Coping Strategies for more information on Dr. Ren-
ders.

Remember, keep promoting awareness, take your EDS Today
with you to doctor’s appointments and point out just one more
little thing about EDS. We can never stop learning or teaching.

Now sit back with a hot cup of healthy tea, a heating pad and EDS
Today and intellectually digest al the wonderful information that
our writers and researchers have carefully chosen to comfort you
through those blustery winter months.

See you in the spring.

Christine Phillips, Publisher
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Letter from the Editor

As promised last issue, | have good news about our
501(c)3 application status! Would you believe | re-
ceived the approva notice within weeks of sending
the last issue? EDS Today was approved as a non-
profit organization on April 29, 2002. It took lots of
work and a few phone calls to the IRS, but | am
pleased to say we did it! | learned a lot in the proc-
ess, but | hope | never have to do it again.

Now that we are a non-profit, please review the
new fundraising ideas listed in the Announcements
section of thisissue.

Next up, | need to send out a sincere apology to
Kendra Kuss. In our last issue, the printer had to
adjust the margins on our file and in so doing, cut
off the last line of her Poem, “Dialogue on Pain.”

| would aso like to thank Jil “Anjil” Manning and
Sarah Meador for their help in editing this issue. |
can’'t thank them enough for their tireless efforts to
check every comma and spelling error before |
worked on the layout of thisissue.

Finally, | would like to thank my mom for her per-
mission to reprint her poem, “My New Set of
Wheels,” which was inspired by members of the
CEDA email list. The poem says alot about what a
wheelchair can mean for people with EDS.

IMPORTANT RENEWAL NOTICE

Check the address label on the back of the news-
letter. If the date on your label is 10/15/02 it's
time to renew! Don’t wait, send your check and
renewal form today or renew online at:

http://www.EDST oday.or g/onlineor der .htm

We are currently seeking articles on “Gardening
with EDS.” Articles may be submitted to EDS To-
day, PO Box 88814, Seattle, WA 98138-2814, via
e-mail at info@edstoday.org, or through our online
form on our web-site at: www.EDSToday.org/

My New Set of Wheedls
By Darlene Uggen

There you stand, and | see you stare
Thinking, poor dear, shes stuck in that chair.
But | m not sad, | m very happy because
| havent forgotten the way it was.

Youd say, "How about atrip to the zoo?

A walk in the park will be good for you."

I was thinking tomorrow, | || be awreck,
From my aching feet, to the pain in my neck.

Youd want to go shopping, al over town.
| was thinking but theres no place to sit down.
For you it sasnap, just to go to the store.
But for me the ordeal was more of a chore.

Now | can go wherever | please
| can shop in the mall with newfound ease,
Do al the things that have to be done,
And even go out and have some fun.

So, do you want to know how it redlly feels,
To be sitting here between these wheel s?
Can you remember back that far,
When you got your very first car?

Well, that s how these wheels feel to me.
They dont hold me down, they set me free.
So, dont think all those pitiful things:
These arent wheels, | think they re my wings.
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Purpose. To determine the preva
lence of proximal aortic abnormalities
in patients with Ehlers-Danlos syn-
drome (EDS).

Methods: In a prospective cohort
study, aortic measurements by two-
dimensional echocardiography were
performed on consecutive EDS pa
tients.

Results: Twenty-eight percent (20 of
71) had aortic root dilation (ARD) (>
+2 SD above population based
norms). Fourteen of 42 individuals
with the classical form of EDS (types
I/11) and 6 of 29 individuals with the
hypermobile form (type I11) had ARD,
with no gender differences.

Conclusion: ARD is a common find-
ing in EDS. Longitudina studies are
indicated to determine progression of
ARD and itsclinical significance.

Key Words. Ehlers-Danlos; echocar-
diogram,; aorta; aortic dilation

The Ehlers-Danlos syndromes (EDS) are a geneti-
cally, biochemically, and clinically diverse group of
heritable connective tissue disorders having joint lax-
ity and dermal features in common. *~ Prior classifi-
cations of EDS have included up to 11 disorders. Re-
cently a simplified classification came into use that
takes into account increasing clinical experience and
advances in our understanding of the molecular patho-
genesis of these disorders. Table 1 provides the new
Villefranche classification and its relationship to the
most recent prior classification in 1988.>* Of these,
the classical (EDS types I, 1I), hypermobile (EDS
type I11), and vascular (EDS type V) types are by far
the most common.

A variety of cardiovascular complications have been
associated with EDS, including mitral valve prolapse,
rupture of medium-sized arteries, varicose veins, easy
bruising, dilation and/or rupture of the aortic sinus
and rupture of the aorta. *>2 Pepin et a. *3 recently
reported the prevalence of cardiovascular complica
tions in a large cohort of patients with vascular EDS;
these primarily involve rupture or dissection of me-
dium-sized arteries and the descending aorta. The
prevalence of cardiovascular complications in the
classica and hypermobile forms are unknown. We
began to perform baseline echocardiographic evalua-
tions on al EDS patients seen in our clinics after hav-
ing identified a few cases of EDS with aortic root di-
lation, some of whom had complications. ** The data
indicate that the prevalence of aortic root dilation in
these two forms of EDS is higher than previously sus-
pected and that longitudinal follow-up of a large co-
hort of EDS patients will be necessary to determine
whether or to what extent these patients are at risk for
serious complications such as aortic rupture, vavular
insufficiency, or dissection.



MATERIALSAND METHODS
Clinical ascertainment

All patients were seen in an outpatient setting be-
tween 1994 and 1999, either at Cincinnati Chil-
dren’s Hospital Medical Center (CHMC) or at the
Clinical Center at the Nationa Institute of Human
Genome Research (NIHGR). The study was ap-
proved by the institutional review boards of both
ingtitutions, and informed consent was given for the
study. At the time that this study was initiated in
1994, the subject population was limited to those
who had the diagnosis of Ehlers-Danlos syndrome
types I, 11, or Ill. The diagnosis of EDS was made
by aclinical geneticist (R.JW., C.A.F.) onthe basis
of clinical criteria and the exclusion of other con-
founding diagnoses. During the course of the study,
a new classification for the Ehlers-Danlos syn-
dromes was proposed and adopted. * From 1994
through 1997, the diagnosis of EDS subtypes was
based on the clinical criteriafor Ehlers-Danlos syn-
drome types I, I, and Ill, using the 1988 Berlin
classification. 2 The new classification had no effect
on the study population; EDS types | and Il were
combined as classical EDS. EDS type Il was in
essence renamed as the hypermobile type. Patients
entered into the study in 1998 to 1999 were diag-
nosed according to the criteria published with the
new classification * (Table 1). The diagnosis of the
classical form required presence of joint laxity, hy-
perextensibility of skin, and thin atrophic scars. The
dermis is fragile and is easily bruised. Family his-
tory had to have been consistent with new dominant
mutation or autosomal dominant transmission in a
pedigree. The diagnosis of the hypermobile form
required the presence of generalized hypermobility
of joints and soft, velvety skin. Individuals with this
type have normal scarring, but may have stretchy
skin. Nearly all patients with the hypermobile form
had a positive family history consistent with auto-
somal dominant inheritance.

The diagnosis of the classical form of EDS is usu-
aly straightforward. However, the classical and hy-

Page 4
permobile forms of EDS have overlapping clinical
features with other forms of EDS or other heritable
connective tissue disorders that can occasionaly
make the specific diagnosis more difficult. For
some study subjects, the diagnosis of the classical
or hypermobile forms of EDS was made only after
additional clinical evaluations or laboratory testing,
including electrophoretic analysis of type Il colla-
gen chains to exclude the vascular form, ** the ky-
phoscoliosis form % or the arthrochalasia forms
of EDS. * Some individuals with the hypermobile
form who had associated pectus excavatum, scolio-
Sis, or severe myopia were evaluated for Marfan
syndrome and were included only if they had der-
mal features of hypermobile EDS and if the Marfan
syndrome was clinically excluded. *” There is no
diagnostic test for the hypermobile forms of EDS,
as its molecular basisis not known.

Echocardiography

Complete echocardiograms were performed by ex-
perienced technologists according to the recommen-
dations of the American Society of Echocardiogra-
phy *® and were measured using the Digisonics ERS
Echo View system. Offline two-dimensional meas-
urements of the aortic root were made in end dias-
tole. Parasternal long-axis views (Fig. 1) at four
levels: (1) annulus (defined echocardiographically
as the hinge points of the aortic cusps); (2) sinuses
of Vasava, (3) supra-aortic ridge (sinotubular
junction), and (4) proximal ascending aorta were
obtained following the method of Roman et al.
M easurements were made perpendicular to the long
axis of the aorta, using the leading edge technique
and view showing the largest aortic diameters. Par-
ticular attention was paid to imaging the entire
proximal portion of the aorta. Measurements were
then plotted against published normal standards and
indexed for body surface area (Fig. 2) according to
age. '® Some patients who were measured in the
earlier years of the study (1994-1995) did not have
all four measurements, and measurements of the
aortic sinus and/or the supra-aortic ridge were set as



minimal requirements for inclusion into the study.
RESULTS

All patients with the classical and the hypermobile
forms of EDS who received diagnostic evaluations
at Cincinnati Children’s Hospital (CHMC) or at the
Clinical Center at the Nationa Institute for Human
Genome Research (NIHGR) from 1994 to 1999
also received baseline echocardiograms. Patients
who had an abnormal measurement underwent re-
peat echocardiograms at 6- or 12-month intervals,
depending on the degree of abnormality detected on
the baseline study, athough for the purpose of this
study, only the echo measurements at the time of
diagnosis were included in the analysis.

Seventy-one EDS patients qualified for the study
based on a clinical diagnosis of either classical or
hypermobile EDS (Table 2). The age at first echo-
cardiogram ranged from 1 to 60 years. The study
population was 61% female; nearly al of the excess
in female cases was contributed by the older
NIHGR population. The average age at entry into
the study was 23.4 years. Forty-two of 71 patients
had classica EDS (types I/11), and the remaining
patients had the hypermobile form (type I11).

Twenty of 71 patients with EDS had at |east an aor-
tic sinus or supra-aortic ridge measurement greater
than two standard deviations above the age and
body surface area-adjusted mean as determined by
previously described methods *® (Table 3). In some
of the group over 40 years of age, only sinus meas-
urements were available. Neither the age-adjusted
height nor the age-adjusted body surface area devi-
ated significantly from population norms (data not
shown). The age at diagnosis of ARD ranged from
7 to 60 years. The prevaence of ARD was nearly
identical in males and females. There was a trend
toward higher prevalence of ARD in classical EDS
than in hypermobile EDS (33% and 17% respec-
tively), but the results did not achieve statistical sig-
nificance.

Four EDS patients were excluded because they
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were ascertained on the basis of aortic abnormali-
ties. One of these was previously reported (Patient
5).22 Two of these had originally been given the di-
agnosis of Marfan syndrome elsewhere on the basis
of joint laxity and aortic disease; one of these two
had suffered a proximal aortic dissection and had
undergone aortic replacement with a Teflon graft. If
these patients were not excluded, the prevalence of
ARD in this population would be 32% (23 of 75)
instead of 28% (20 of 71).

The aortic sinus was by far the most commonly af-
fected site. Of the 20 patients with ARD, 16 had
dilation of the aortic sinus. Four had dilation at the
supra-aortic ridge without dilation at the aortic si-
nus. None had dilation at the level of the aortic an-
nulus. Two patients had dilation of the ascending
aortic distal to the supra-aortic ridge. The high
prevalence of ARD, at least in the aortic sinus
measurements of younger patients, appears to be
part of a general upward shift in aortic size rather
than due to a subset of easily distinguishable out-
liers (Fig. 3, top). The general upward shift was not
noticeable in measurements of the supra-aortic
ridge, where far fewer abnormal measurements
were made (Fig. 3, bottom).

DISCUSSION

Echocardiographic evaluation of patients who had
either classical or hypermobile EDS and who were
seen consecutively at two clinical genetics centers
demonstrated an unexpectedly high prevalence of
aortic dilation in the proximal aorta, particularly in
the group under 15 years of age. There were no dif-
ferences in ARD rates by sex. The overal preva
lence of ARD was substantially higher in classical
EDS (33%) than in hypermobile EDS (17%), but
the two forms had an identical frequency in the lar-
ger, younger cohort of EDS patients seen at one
center (CHMC). Relatively few patients with the
hypermobile form were studied at NIHGR; none
had ARD. A future study with a larger patient base

might better determine the difference in the ARD
(Continued on page 32)
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Wheelchairs and Scooters

Our featured topic in the Spring-
Summer issue will be gardening and
EDS. This is your newdletter and we
encourage you to get involved. Please
send submissions to EDS Today, PO
Box 88814, Seattle, WA 98138-2814 or
by email at info@edstoday.org.

Editor’s note: The views and opinions
expressed are those of the authors and
are not to be construed as an endorse-
ment by EDS Today.

Commentson Whedlchairs
By Sheila Archambeault

| use a wheelchair and hate it. | dont like being
pushed around. | would much prefer an electric
chair or a scooter. The problem being, | would still
need someone with me to lift the darn thing out of
the car. It has, however, been a Godsend. | have so
much more freedom and independence than | had
before. | can go grocery shopping or to my
stepson s football games etc. | fedl like | am part of
the world again, as opposed to being an onlooker. |
do still get stares from people, which annoys me,
but that iswhen | wish | had a bagful of literature to
hand out to educate those that have no idea about
the Ehlers Danlos Syndrome.

Power Wheelchair Controls
By Bek Oberin
Dear EDSers al!

| have hypermobile EDS but not very severely, just
moderately. | have recently (March) gotten an
electric tilt in space (this means it tilts back
rocking-chair fashion rather than like a recliner
chair which flattens as it tilts) wheelchair. Nifty! Its
even in pretty rainbow colors which suits my queer
self! All has been well until recently when my wrist
on the hand that drives the joystick became
extremely painful and subluxed much more than
usual, so much so that | called the locum doctor out
because | thought it might be something non-EDS.
He said I d sprained it. Ha! | know perfectly well
itsnot sprained.

| went to the doctor ASAP — my OWN doctor. He
said maybe it s using the joystick for the few hours
aday | can get out of bed (I have 14 diseases, only
EDS is the worst) but what can | do? | cant use my
other hand on the joystick, its in worse shape
already! Thats why this right-handed person got
her wheelchair joystick mounted on the left. But
now | m thinking if | get foot controls or something,
at great cost no doubt, my ankles will just start
playing up. Have other EDSers in wheelchairs had
problems with the limb that does the joystick
moving? If so, how have you dealt with it?

| only get EDS Today when I m well enough to
write an article for it, and | probably wont be
reading when the answer (if any) to this comes
through so could answers, if youre on the internet,
be sent to rb@tertius.net.au or left as a comment on
my homepage at http://tertius.net.au/~rb/

Thank you in advance, EDS Today community
members!

With many good thoughts,
Bek Oberin



The Lesson My Little Children Taught Me—
Why To Buy A Wheelchair

By Lisa C. Schoenberg, RN

Me? A wheelchair at not quite thirty? No way, |
thought. But at the time my children were about
two and five years old. | constantly overheard,
"Why cant Mommy come with us?' "We can walk
dow," "We can take little naps,” "Cant she get one
of those chairs that move?" "We can help push her,"
"Daddy, | thought you said this was going to be a
family day,” "Cant Mommy get her knees fixed?"
and on and on and on.

What | finally realized was | was being very selfish
and was taking some of the most important things
away from my children, instead of giving them all |
wanted to. And then two things happened.

First, having been an avid hockey fan, my husband
and | used to go to the Meadowlands to see games.
One time we got there a little later than usual. The
system there is that, if the lot is full, you use the
overflow lot across the highway. So, that s what we
did and embarked on what seemed to be a ten mile
hike, across the lot, over a foot bridge, across the
New Jersey Turnpike and all the way to the sta-
dium. As you can imagine, by the time | got there |
was practically in tears, but didnt say a word. We
found our seats and started enjoying the game. Mo-
ment by moment my knees swelled and the pain
multiplied until | wasin tears. Before the end of the
first period, my husband just looked a me and
asked if | wanted to go home, which | did. So, that
night hit me hard. Not only did | seriously begin to
consider getting a wheelchair, | also gave in and
applied for handicapped plates for the car.

The second and final straw came when my entire
extended family came up to New Jersey to celebrate
a holiday. Everyone wanted to go to Great Adven-
ture. Well, that was going to leave me out, right?
Wrong! They ganged up on me and said, "We are
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going as one big family and were renting a wheel-
chair for you!" | practically kicked and screamed,
but to no avail. | once again realized that | was the
one being selfish and finally gave in. The funny
part, if you can laugh at it, was that it was one of
those very old manuals that weighed a ton. Though
four different guys took turns pushing, they were all
dying in pain al night after we returned home.
Their arms were killing them from pushing me and
my hips were killing me from al the bumping
around! For a brief time, | felt incredibly guilty, as
they were al rubbing their arms all night, trying
hard not to have me notice. Somehow they all
talked me out of it and made me promise to ook
into getting a wheelchair, but to please get one of
the newer "Super Ultra Light weight" ones.

It took me a few months, but | finally approached
my surgeon. He suggested | go around and hunt
down a specialty store that sells only chairs. Have
them fit me with exactly what | needed. Then ask
them to write up a mock prescription for it, bring it
back to him and hed be happy to rewrite it. To me,
that was the best advice going, as well as checking
with my insurance company first, to see what they
would and wouldnt cover. So, basically the moral
of this part of the story is, do your homework first!

A few months later, | had a beautiful red and black,
sharp looking chair, that even my children could
pick up. It came apart and could be put back to-
gether in minutes. | confess, it took me another few
months until | could actualy sit in it. My biggest
fear wasthat oncel sat iniit, | d never get out of it.

| wasnt expecting the reactions that | would get
from people that didnt know me. First, (and this is
just my personal experience, but | ve heard it from
others as well) when you are in awheelchair

1. People speak to you louder.

2. People speak to you in a manner that makes you
feel like your 1Q just dropped fifty points.



3. Peopledo stare.

4. People do say inappropriate things. | believe
that s because they dont know what to say, but
why say anything, if you have nothing to say?

5. People are sometimes sickly sweet to you.

But despite al of that, how can you put a price on
your persona independence, or the smiles on your
children s faces when you are all going somewhere
together, or even just the ability to get out more and
to suffer so much less pain?

| have been very fortunate. After spending about
90% of my day in the wheelchair for three years, |
became the first person with EDS to have docu-
mented, successful bilateral total knee replacements
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in 1993. Since then, | think maybe | ve used the
chair two or three times. It makes a very interesting
conversation piece hanging on our garage wall.
Even now though, | have a sense of security, just
knowing that it s there. | al'so know that chances are
someday it will likely be a major part of my life
again. When that happens, 11l probably have to
come back and read this article!

We all have to make choicesin life. Set your priori-
ties, your goals and find the best way to get there.
Often it swith awheelchair. Good luck to all of you
that are considering it, youll find your way. To all
of you that made the decision to get one, but dont
use it, think again. Why did you get it? Your an-
swer will cometo you very quickly. Loveyaall and
hope this has hel ped.

Wheelchair vs. Scooter
By Christine Phillips

So what am | doing on my birth-
day, making choices between a
wheelchair and a scooter? Not on
the top ten list of things you want
to treat yourself to on the happiest
day of your lifeisit?

| found myself tired. Walking to

the mailbox had become a chore

instead of a joy. Fresh air and a

half-mile walk used to be, but now it was tiring me
out and making every joint hurt twice as much as
they normally did. The doctors told me to get some
form of assistance to help me on “rough days.” Lit-
tle did they know, every day is arough day.

One morning | decided with a little help from a
friend, to start looking and comparing the differ-
ence between scooters and wheelchairs. | called up
a friend with EDS. She was ready to support me
through this tough decision.

| noticed a lot of EDSers had wheelchairs. The

Quickie, Proquick and other big-
name, big-priced chairs. | wasn't
quite sure this is what | needed. |
definitely needed some assistance, |
just wasn't sure this was the route |
needed to go.

| had checked out other options. A
golf cart was great, but harder to put
on the back of a vehicle. Then | saw
the scooter line and it al started
coming together for me.

This was perfect. | had done price comparison. |
had everything together with insurance and Medi-
care so there was no problem with the financing. A
carrier was a breeze for the scooter and a ramp was
another addition that was easy and helpful. It was
coming together.

Well, maybe.

Approaching the store, | felt nauseated. | was shop-
ping for a new set of wheels on my fortieth birth-
day. | was going to be sick. | had to accept this and
make it fun, as it would only help me, assist me and
this overworked body. | would have more energy



and less pain. This was for real and | had to try
harder to make my head and body accept it.

We started with a store that specialized in different
types of scooters. There were so many things | was
unaware of. three tires or four? Meaning, did | want
to roll it or not? Heavy duty and durable? Sidewalk
use or gravel? Swivel seat, lights, battery back up,
cost of new batteries, life of old batteries, does in-
surance cover this or not? My head was spinning.
The sales person was no help, and he looked at me
like | was a pathetic little puppy looking for the
nearest door to escape. He had no clue about EDS,
leave alone a woman just turning the big “four-
OH!” | sat down. | was shaking, getting tired. |
heard the salesman talking to my friend. | then
looked at the cute little basket in front of me, the
arms went up and down, a horn, and four-wheel
suspension for a comfortable ride. | sat in my new
set of wheels for the first time—the Invacare Pan-
ther MX4, designed for outdoor use and maximum
room. WOW! (I have two happy Shitzus that love
to ride.) The tires are for rugged use, perfect as we
live in the country. A Hi/Lo speed switch alows a
range of 0-8 mph. There were front and floor bas-
kets to take those “happy” personal items along for
the ride. |1 was all smiles. Everything was going to
be all right.

Now the trying moment, the price. How much does

Pane Q
the insurance company pay and how much will
Medicare pick up? | knew this was too good to be
true, but the salesman said he would take care of
everything and have it delivered whenever |
wanted. He was a big help when it came to money.

With my mouth wide open | said, “Are you for
real? No catches?’

He handled it al. Actually, he made a slight error,
but the company was kind enough to take care of it.
Wow, huh?

My hotrod, oops | mean scooter was dropped off
the following week. | had severa added amenities
that took a little more time then normal. | hopped
on like a pro and went up and down the road at full
speed. | was actually happy, and not tired!!!

It is now parked in the garage. | have owned it for
over four years and use it whenever the day seems
too long. It saves me when | am not sure | can make
it one more second without collapsing.

| have no regrets. | do not feel it was the wrong
thing to do. | made a decision that was hard—
harder than most. On making this decision, | had to
take steps. They were not steps of the feet though,
they were steps of the mind. Those steps are so try-
ing compared to the physical ones, but it was a les-
son well learned and giant steps well taken.

C

Whedlchair Resources

Wheels for the World refurbishes
el ectric wheelchairs and donates
them to people with disabilities.
Phone: 818-707-5664

Email: wftwohio@neo.rr.com,
Website: www.wftwohio.org.

Las Vegas Wheelchair Foundation-Nevada
Chapter. Phone: 1-800-851-3706 Website:
www.WheelchairsforNevada.org.

Disabilities Online Wheelchair Directory.
Website: www.dis-abilities.com/wheel4.htm

Check our website for more resour ces.
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Dear Readers,

In my quest to
bring you
more informa-
tion on natural
ways to help
you stay
hedlthy, | real-
ized | needed
help. It was
with incredible good fortune that we
were blessed with Dr. Eileen Renders.

As a Doctor of Naturopathy, Eileen
Renders supplied Lectures for local
colleges and hospitals with up to the
minute information on alternative
therapies. Renders Wellness provided
health articles for seven of her eight
and a half years in practice, including
the national magazine “First for
Women.” In 1998, Clear Light Publish-
ers published her first title “Food Addi-
tives, Nutrients and Supplements A to
Z, A Shoppers Guide.” In 2001, Ren-
ders Wellness added its own publishing
department, and published “The Holis-
tic Cookbook.”

Check out www.NaturalHealingDr.com
for more information on Dr. Renders
many ventures.

Christine Phillips, Publisher

A isFor Almonds
By: Eileen RendersN. D.
Copyright August, 2002

It was reported this week on Television's “ Health
Watch” that some recent research done into the
causes of some types of crippling arthritis may be
duein part, to an intolerance to refined white flour.

Almond ~ Bitter Almond (prunus amygdalus var.
amara) contains a dangerous percentage of hydro-
chloric acid, arapid and deadly poison, and very well
may be one of the deadliest poisons known to man.

However, the sweet ailmond (prunus amygdalus var.
dulcis) contains no poisonous principle yet contains
more than 50% of a sweet bland fixed oil that is nu-
tritive especially for the lungs. It has long been con-
sidered a demulcent, vulnerary, laxative and contains
no starch which is one of the reasons why it is excel-
lent for diabetes.

Almond meal is ideal for the making of healthy
bread, cake, and other nutritious food items. It con-
tains potassum phosphate (brain food), calcium
phosphate (a bone food) and magnesium phosphate
(aflesh food) as per Dr. Edward E. Shook who was a
noted author and teacher of Herbology following the
Second World War. His teachings were carefully re-
viewed by Richard Hefferen, a noted author and re-
searcher in the field of herbology. Sweet Almond has
been used for centuries by practitioners and herbol o-
gists in cancer treatment centers and for wasting dis-
eases due to its healing properties.

Sweet almond contains 56% fixed oil consisting of
olean, 75-85 % tripalmitin and trilinolean, 15-25%.

Dr. Shook directs our attention to the fact that while
cod liver oil contains 70% triolean and 25% tri-
pamitin, while trilinolean (found in flaxseed) mixed
with phosphates, sulfates, cholorides of potassium,
calcium and magnesium, we can then see how valu-
able the fixed oil of sweet amond is. Now the ripe
almond seed a so contains myosin (a protein found in



muscle) vitellin (the main constituent of the yolk of
eggs) and conglutin (a very vauable protein con-
taining calcium phosphate) These three proteins
compose 25-30 % of sweet almond and contain po-
tassium phosphate (brain and nerve food); calcium
phosphate (bone and sinew food); and magnesium
phosphate (muscle food, and food for every cell in
the body.) Also containing emulsin (an abuminous
ferment and digestive agent), mucilage 3% sugar,
6% ash, 3 to 5% potassium, calcium and magne-
sium phosphates.

Sweet amond is the most nourishing of al herbs
and non-toxic. It nourishes the brain, bone and mus-
cular tissues. It has long been utilized for malnutri-
tional diseases, depletion of the nervous system,
muscular weakness, weak digestion, gallstones, ne-
phritis and diabetes. Almond meal then would be a
wonderful food and recommendation to be utilized
by individuals who experience muscular, tissue
problems, or any problem at a cellular level. Avoid-
ing white flour with its aluminum and bleaches and
gluten which is at the root of many alergic re-
sponses would be a recommendation not to be taken
lightly. Almonds are also high in vitamins A, C, E
and Selenium.
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Almonds contain monosaturated fats, more desir-
able than many types of fat because it does not ef-
fect the blood-lipid levels. Almond ail is high in
price and must be refrigerated. Because of its strong
taste it is less popular than other oils. It is an excel-
lent moisturizer when rubbed on the skin.

Fact: Often referred to as “King of the nuts’, al-
monds are high in potassium, magnesium, phospho-
rus and protein. Cancer clinics around the world
recommend 10 raw almonds per day because of the
laetrile content. Laetrile acts as an anti-cancer
agent. Both amond oil and almond butter are nutri-
tious.

Note: To replace bleached white flour with a
healthier flour, visit www.pamelasproducts.com
and purchase a bag of her pancake flour made spe-
cificaly for Cdliac’s. It contains brown rice flour,
amond meal, potato starch and no artificia addi-
tives.

LANAAAAAARAAAANAAAAANAAAAANAAAANAAANANNANA

“WHAT A WORLD”
By Kara Eileen Engell
4-16-82 to 6-18-99

“What A World”
Deceit, lies and rumors
Turned upside down into humor
Laugh, cry, you don’t know why
But the words seem to spread as if they were a
constant flowing river

Some may hurt
Some may blow off asif repelled by afear too
strong to hold onto

{lllllllllllllllll
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But some burrow holes into the heart, spreading @
their hate, revenge, and
Ignorance into an ever-growing world of hatred
and prejudice

Those that are strong and optimistic, hold on
with atight grip. Others
Fade into the crowd, never to be revived again.
Those that hang on reappear with white knuckles
and a pale face, but

Also with aloving heart and awonderful attitude

and outlook on today’s
Society.

NN
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Hidden Disabilities

Columnist Bek Oberin
wrote a regular
column on Invisi-
ble Disahilities for
the former website
Themestream. She
has generously
granted  reprint
permission for the
series to EDS To-

day.

Crossing The Street

An experience that | had, and wrote about, during
1998 when | had just come out of a rehabilitation
hospital. | can no longer walk to the kitchen, but the
experienceis still relevant.

| have to walk two blocks every day. It s part of my
physiotherapy. It s hard work and it hurts, but | en-
joy the chance to get out of the house and do some-
thing normal .

Its amost the only time when I'm out | dont use
the stick (actually its a single elbow-crutch), my
physio wants me to practice walking without the
support to make sure | dont get too used to it. Other
times | take the stick ... partly to lean on and partly
so people around know I m not good on my feet.
That way | get to sit down in trams, and | dont get
knocked over so much.

| enjoy not taking the stick. It makes me feel ever-
so-dlightly illicit - that | m pretending to be normal
and if | stumble or fall 11l be found out and thrown
back with the sick people.

This morning | went down past the University.
Theres not much choice when | can only go two
blocks, and | like the book shops there. | d got past
the University and associated book shops and was
heading back, so | was probably getting even
slower than my usual snail’s pace. When | m tired, |
have to concentrate where my feet go or Il trip
over acrack in the footpath.

At the corner theres a crossing - lights and every-
thing, a proper pedestrian crossing - so | wait for
the lights to change. There were a bunch of people
waiting, including a lady with a baby carriage and a
bunch of University kids. The lights change and we
all set off across the road.

By the time | make it to the other side of the road,
everybody else is long over and theres a car wait-
ing for me to get out of the way so it can turn the
corner. The car s full of teenagers smoking. One of
them leans out the car window and says, "Hurry up,
b*tch."

Asif I mwalking slow just to hold him up.

It really hurt to hear that. But ... he doesnt know
I m handicapped. How could he? No stick.

But still ...

It hurt. | was trying so hard.

Cxxxxxxxxxxxxxxxxxxxxxxx

Editor’s Note: The views and opinions expressed are those of the author and are not to be con- ?

strued as an endorsement by EDS Today.

NAALLLLLPLLLLLLLLLLLLLLLLS
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Laura'sLibrary
Book Reviews by Laura Hague
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Laura Hague is
a history in-
structor  at
Austin  Com-
munity  Col-
lege. She has a
Ph.D. in his
tory from the
University of
Texas and is
currently doing
research on changes in the perception
of disability at the end of the 19th cen-
tury.

Shed redly like to know where her
right wrist brace has got off to, so if
anyone of you sees it running around
wild and free, please let her know.
She also has a grown daughter with
HEDS, Sarah Meador.

The Chronic IlIness Experience: Embracing the
Imperfect Life by Cheri Register, Hazelden Infor-
mation Education; ISBN: 1568383460; (September
1, 1999)

Cheri Registers The Chronic lliness Experience
(formerly titled Living with Chronic IlIness) probes
the varied problems of daily living with medical
conditions that can not be cured. Like afriend at the
kitchen table, Register uses her experience and that
of her acquaintances to illustrate the issues facing
those of us with invisible chronic conditions. Regis-
ter herself lives with atruly rare liver disorder, with
frightening and random flare-ups that by turns al-
low her to live a near-normal life and then nearly
kill her.

Register opens with an ode to the joys and pains of
learning the names of the conditions that plague us.
Finding that our problem has been seen before, that
it has a name, that doctors recognize that what we
experience is not normal, too often comes only after
severa years of suffering, disbelief, and misdiagno-
sis as psychosomatic illness. The universal relief
among sufferers that accompanies "naming the
problem” is not necessarily shared by friends and
family, who may look at the diagnosis as validating
aproblem that they had previously been able to pre-
tend away. This dichotomy--between the reactions
of people with chronic illness and the reactions of
the people around us--reoccurs in Register s treat-
ment of other aspects of life with chronic medical
problems.

The Chronic Illness Experience is, in many ways, a
road map. Other sections of the book deal frankly
with the process of coming to terms with personal
limits, maintaining friendship and marriage, work
and unemployment, life as a sickly child as well as
life as a sickly parent. These chapters | found to be
compelling reading, alowing me to compare the
stages in my own life with that of many others, and
to feel...normal! Intellectually, we know that any-
one in a similar position to ours would face similar
frustrations, but it is abundantly reassuring to have
it confirmed, and to see the variety of ways people
come up with to deal with the peculiar obstacles of
"hidden" disability.

The last few chapters of the book explore the inte-
rior world of the chronicaly ill. Register s dissec-
tion of "negative" emotions--the ones we often re-
fuse to acknowledge--is particularly incisive. De-
pression, especidly, is the frequent companion of
chronic ailments, as well as being a chronic ailment
unto itself. Register s description of the problem of
depression is possibly the best | have read, manag-

(Continued on page 34)
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Parents Speak Out

We have saved this corner of our
newsletter to invite mothers and/or
caregivers a specia place to share
their stories with us.

In this issue we are honored to intro-
duce Sheila F. Archambeault R.N.
B.S\W., to this busy corner of our
newsletter. She shared her beautiful
daughter with so many, including my
husband Douglas and |. Kara is now
our angel that we look to at night
when we say our prayers and during
the day when we just can’'t seem to
make it through one more minute.
Kara was snatched from all of us way
to early but Sheila remembers some
fun and learning times that they
shared. Now Sheila is opening up the
doors to teach us all what it was like
to have a 16 year old child/woman
that is about to step out into the world
of work, driving, and EDS. Welcome
Sheila, and thank Y ou.

We have aso received two wonderful
submissions from Ruth Abbitt and
Judy Sobsel.

If you have a story to share, please
send it to info@edstoday.org, or mail
it EDS Today, PO Box 88814, Sedttle,
WA 98138-2814.

Christine H. Phillips, Publisher

MY MIRACLES
By Ruth Abbitt

Recently, 1 had the idea to start telling my three
year old the story of his birth. Not just his birth, but
the story behind his birth. You see, | have EDS —
what used to be type three, now called,
“hypermobility.” | had been through knee, back and
neck surgery. When | married my wonderful hus-
band, Jerry, | told him | didnt know what might be
possible or impossible. Two years into my mar-
riage, at age thirty-five, my heath got worse and
worse, not just EDS but a multitude of maladies. |
certainly, at that point, never thought children pos-
sible. But my husband and | began praying that per-
haps it could be. And God brought some miracles to
my life. He brought some supplements and special
healing that seemed to take me back to a healthier
state than | had had in years. Within a year we were
pregnant with my first miracle, John. We chose to
call him John because it means "gift from God". At
age 39, with EDS, and traces of Fibromyalgia, John
was brought into our world and has changed us for-
ever, as most parents will attest. My chiropractor
came to see me at home severa days later, to put
my ankles, and back and neck back into alignment,
and he marveled as well.

At age forty-one, | gave birth to our second miracle.
Thomas Michael Angelo Abbitt. Most of the names
came from relatives that we wanted to honor. The
"Angelo,” meaning "angel” fit until recently, when
we had to replace a toilet due to a small toy that
wouldnt flush, and the 911 operator calling me
back and seeing if everything was al right. Both a
result of our little "Angel". The chiropractor has
had to put my ankles, wrists, hips etc back into
place many times since. But it has been possible,
and | wouldnt change any of the pain and disloca-
tions for these adorable little ones.



Why Can’t | BeLike Everyone Else, Mom?
By Author Sheila F. Archambeault

Having a sixteen year old with a driver’s license
opens up a whole new world of problems and wor-
ries for any parent. Compound this with a sixteen
year old that has a car and decides she wants a jab,
and now you are really in for some worrying time.
Of course thisis even scarier for a parent of a child
with EDS.

The child/woman longs to be “normal” and have a
driver’s license like her friends and wants to work
part-time like her friends. She doesn’t want to sit at
home every night with the family and order pizza,
watch television, or work on schoolwork. She has a
newfound freedom, or so she thinks, and crave this
need to explore!

As a parent you know you need to let the child/
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woman have some freedom and you can't treat her
like a child forever or she will never learn any re-
sponsibility. You also want her to learn a good
work ethic from a young age. But the question
pounding in your head keeps asking one loud ques-
tion “How do | accomplish this new child-rearing
task without another ulcer?’

My daughter, Kara, was one of those sixteen year
olds that had a car and wanted desperately to have a
part-time job. Most of her friends from school
worked somewhere and she wanted to be a part of
that “normal” lifestyle. Having been diagnosed with
EDS years before and having had five surgeries in
the past four years, she wanted to feel like she was
just another sixteen year old working to pay for gas
for her car, and buying clothes. Having EDS had
caused her so much pain over the past severa years
and had altered her school schedule to the point that

(Continued on page 28)

Grand parenting I ssues
By Judy Sobel

Since | didnt discover that | had EDS until | was
55, I missed alot of the EDS parenting issues. Even
at my advanced age, | remember how miserable |
was as a child because of my inability to do things
like write assignments and reports because of
chronic pain. Walking to school was a chore for me
because my feet always hurt. 1 was considered
somewhat of a hypochondriac by my folks, and be-
cause my handwriting was so atrocious, | was aso
considered a lazy student. | also hated to make cor-
rections and rewrite anything. This was not only
before computers, but before ball point pens!

My middle son was unlucky enough to inherit EDS
from me but at least he has a milder form than |
have. Of my three boys, he is the only one married
with children. My oldest granddaughter is very hy-
permobile and has the velvet skin. She sits in the
"W" position; her fingers bend backwards. She is
only three so it is really too early to tell if she has

EDS and/or if it will seriously affect her.

My son isin total denial of his EDS, and so wont
discussit with me. | tried to talk to my daughter-in-
law about it, but she truly has no idea of what prob-
lems a child with EDS might face. | wanted her to
let her pediatrician know in advance about the pos-
sibility of granddaughter #1 having EDS, but she
felt there was no need for it and would not let me
discussit with him, either.

| faced the problem many of us have; how do you
tell someone something they don’t want to hear?

| decided to write aletter to my daughter-in-law and
tell her a little about EDS and my childhood prob-
lems. Along with the letter, | included a packet of
basic information about EDS and what effects it
might have. | aso included a medical family tree
with as much information as | have been able to
gather. | gave the envelope to my daughter-in-law
and told her to put it in her child development refer-
ence book "just in case." Although | hope she never
needs to read it, | am reasonably sure she will.
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Brace Your salf

Before I
could con-
tinue writing
about spe
cific braces, |
wanted to
know  what
kinds of
braces people
with EDS use
the most. To help me answer this
question, | turned to the people in the
EDS email support groups.

My sincere appreciation goes to each
of the support group moderators for
allowing me to post a group poll and
to the members of the support groups
who participated in the poll.

Barbara Davis, Editor

The views and opinions expressed
here are those of the author and are
not to be construed as an endorsement
by EDS Today. Always consult your
physician before trying any brace.

What Braces Do You Wear? Online Poll Results

| recently conducted an informa poll on the EDS
email groups to see what joints people with EDS tend
to brace. Using the automated poll feature on the email
group websites doesn’t allow a lot of customization
and sophisticated statistical analysis. While the poll
won't hold up as major scientific research, it does give
us an insight into the types of braces people with EDS
use most.

The question asked was simply, “What braces do you
wear?” Respondents were then asked to mark all of
the braces which they use. The choices were:

Ankle brace,

Ankle-foot orthotic,
Knee-ankle-foot orthotic,
Knee brace,

Shin support,

Hip brace,

Back brace,

Posture brace,

Shoulder support,

Neck brace,

Elbow support,

Wrist support,

Silver ring splint,

Other finger support, and
Other braces.

The survey was conducted in five email support
groups. Most of the responses came from the larger
CEDA email support group. Other participating groups
were the EDSers, ehlers danlos syndrome, hyper-
mobile, and hypermobility groups.



The responses from al the groups were added to-
gether to come up with an overall total for each
type of brace. There were 112 total votes in the
poll, however some respondents may have voted for
more than one brace.

According to the poll, wrist braces and knee braces
were the most commonly used. Wrist braces re-
ceived the most votes at 19%, followed closely at
16% by knee braces. In fact, this result held true for
most of the individual group poll results, not just
the total.

At 11% of the votes, ankle braces and ankle-foot
orthotics (AFOs) were the third most commonly
used braces. There was no distinction made be-
tween type of ankle brace or whether the braces
were worn on one or both feet.

Silver Ring Splints came in next at 9% of the votes.
Silver Ring Splints can be used for all finger joints
and the thumb joints. No distinction was made as to
whether the splints were worn on fingers, thumbs,
or both or whether they were worn on multiple or
singledigits.

Back braces, elbow braces, and neck braces each
took 6% of the votes.

The genera categories of Other Braces and Other
Finger Supports each had 5% of the votes. Other
finger supports could include such things as
stainless steel Murphy splints, plastic finger splints,
and other finger and thumb supports.

At the bottom on the list, Posture Aid Braces and
Shoulder Supports came in at 2% each and Knee-
ankle-foot orthotics (KAFOs) and Hip Braces
earned only 1% each. None of the participants indi-
cated that they used a Shin Supports.

So, now what? We know people with EDS wear
mostly wrist, knee, and ankle braces and Silver
Ring Splints. In future issues of EDS Today, we'll
explore more specific information about the types
of braces available for wrists, knees, and ankles.

Next issue will focus on types of wrist braces. If
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you wear wrist braces, | would like to hear from
you for our next issue. Please review the following
questions and send your answers to me at
info@edstoday.org or by mail to EDS Today, PO
Box 88814, Seattle, WA 98138-2814.

1. Do you wear wrist braces?
2. If yes, do you wear them on both wrists?

3. If no, which wrist do you wear a brace on, and
is this your dominant hand?

4. Is your wrist brace custom-made or off-the-
shelf?

5. If you wear an off-the-shelf brace, what kind is
it?

6. What material is your wrist brace made from?

7. Did you need to have a prescription from your
physician to get your wrist brace?

8. Have you tried other braces that didn’t work? If
so, which ones?

9. What do you like or dislike about your current
wrist brace?

10. Please share any additional comments about
your wrist brace.

Remember, EDS Today is for, by, and about people
with EDS, and that means you! I've love to hear
from you.

If you have a particular
wrist brace that has
worked well for you, or if
you had one that was sim-
ply awful, please consider
writing an article or even a
couple of paragraphs about
it for EDS Today. Other
people with EDS may
benefit from the informa-
tion that you share.



Meringue Brownies
By Sarah Meador

For people who are allergic to wheat, or just havent
had any success with homemade brownies, these
meringue treats are the answer. This recipe turns
out two sheets of chewy, chocolate brownie puffs--
and a good electric egg beater will have these
whipped up in minutes!

Ingredients

2 egg whites

Dash of salt

% teaspoon vinegar

Y2 teaspoon extract (vanilla, mint, almond, etc.)
% cup granulated sugar

1 package (6 oz.) chocolate chips, melted and
somewhat cooled

¥4 cup chopped nuts (optional)

Beat egg whites, vinegar, and extract until peaks
form. Gradually add sugar, beating until stiff,
glossy peaks form. Fold in chocolate and nuts. Drop
from a teaspoon onto a greased or parchment-
covered cookie sheet. Bake at 350 degrees for about
10 minutes.
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Recipesfor Health

Waste Not-Want Not
By Judy Sobel

| tend to be a schizophrenic cook! One part of me
wants to make cooking and cleanup as easy as pos-
sible, but the parsimonious part of me hates to
throw things away. I’ve managed to reconcile the
two sides by developing recipes that are easy,
healthy and (most important) taste good.

What do you do with asparagus stems? Some peo-
ple with lots of energy carefully peel the stems and
rid the asparagus of the woody stalks. | would never
serve asparagus if | had to do that. On the other
hand, it is somewhat wasteful to snap off the stems
which are sometimes half the stalk and throw them
away. | have afriend who couldnt bear to part with
them and kept them in a freezer bag. When it
reached eleven pounds, she threw them out!

How to solve the problem? Make Cream of Aspara-
gus Soup!

Cream of Asparagus Soup

Serves 3-4

Stems from one Ib bunch of asparagus

1 can condensed chicken broth, or 2 cans

chicken broth or vegetarian broth

1 thbsp onion flakes

3 dropsliquid smoke

2 tbsp non dairy creamer or 1/4 cup cream or

sour cream ( or rice milk or soy milk, etc)

2 thsp potato flakes (optional)
Cook asparagus stems with 1 cup water and onion
flakes for fifteen minutes in microwave until very
soft. Puree in blender or processor. Strain through
sieve or food mill to get rid of fibers. Add remain-
ing ingredients and season to taste. For a thicker
soup, add potato flakes. | like it as a broth
(consommé). Heat until smmering. Do not boil.

You can add all kinds of vegetables to the aspara-
gus and puree them together (carrots, peas, real on-
ions, etc.) or you can add cooked julienne or diced



veggies to stock before adding creamer. You can
actually omit creamer all together.

| face the same problem with broccoli stems. My
family will only eat the “tree” part, so | often have
stems |eft over. They can be salvaged and used for a
variety of dishes. To use: Stand the stems upright
and dlice straight down on four sides to make a
square column . The inner core is white and
crunchy and can be used in place of water chest-
nuts. Just slice the stems about  inch apart and add
to astir fry, steam, or make coleslaw:

Broccoli Stem Slaw

serves4

3-4 broccoli stems

grated in food proc-

essor (or by hand-

heaven forbid!)

2 carrots grated

cabbage grated

1 green pepper grated

1 stalk celery grated (or buy a package of ready

to use coleslaw mix)
Be creative. Add whatever else you have around
like a grated apple, jicama, daikon, savoy cabbage
or Chinese cabbage.

My husband’ s favorite dressing is:

1-% cup Hellman’s (or Best Foods) light mayo
cup water
cup apple cider vinegar
1 tsp salt
1 thbsp sugar or sugar substitute
Y2 tsp red pepper or paprika
- 1tsp celery seeds
Put al ingredients in jar. Screw cover tightly and
shake until blended.
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Here are some other dressings

Canyon Ranch Dressing

(for those who liketo fuss!)

6 tablespoons buttermilk
2 tablespoons Light Mayonnaise, Hellmans --
(or your favorite)
Y cup light sour cream
cup nonfat plain yogurt
Y5 teaspoon freshly ground black pepper
Y, teaspoon salt
Y5 teaspoon dried basil -- crushed
1 tablespoon rice vinegar
Fresh lemon juiceto taste
Y5 tablespoon minced parsley
2 cloves garlic -- pressed or minced (or 1 tsp
garlic powder)
Y, tablespoon minced fresh chives
Pinch onion powder

Combine al ingredients in a small bowl and mix
well. Refrigerate, tightly covered, until ready to
serve. Approximately twenty-two calories per two
tbsp Serving. This dressing is great on slaws with
grated apple.

Easy Slaw Dressing

2 thsp apple cider vinegar
2 thsp honey

2 tsp walnut oil

Y5 tsp table salt

Mix in bowl and pour over slaw.

Asian Slaw Dressing

2 medium scallions, chopped
1 tbsp vinegar, rice
1 medium garlic clove, minced
tsp red pepper flakes, or 1/4 tsp minced red
chili
Y5 tsp ginger root, minced
Mix in bowl and pour over slaw.
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Announcements

Now that EDS Today is a 501(c)3 non-profit or-
ganization, it’s time we focus on fundraising. Here
are some ways you can help EDS Today.

L ongaberger Fundraiser

With Longaberger Baskets, Pottery and Home Ac-
cessories, you can spruce up your home while you
support a worthwhile cause and have a great time
doingit!

Ask for a Wish List catalog from Christine Phil-
lips, Independent Sales Consultant #15233264
When you place an order, Christine will donate
90% of her commission directly to support EDS
Today. Mark your calendar today and start your
Holiday and birthday shopping in a wonderful and
classic way.

This fundraiser is in no way connected with or
sponsored by The Longaberger Company.

Online Shopping

EDS Today partners with three online shopping
companies. |Give, Wellspent, and Amazon.com

IGive alows you to shop at 403 different online
shops. Each online store donates a different percent
of the sale to EDS Today, ranging from 0.3% up to
38.4%. EDS Today aso earns a referral bonus of
$5.00 for each new person who signs up for an
IGive account. To sign up, go to visit our website
and click the IGive link.

Wellspent also donates a portion of your purchases
to EDS Today. With Wellspent, you simply shop
from their website for a variety of items and they
donate a percent of the purchase price. Different
items earn different donations. To join Wellspent,
click thelink from the EDS Today website.

Amazon.com is more than just books. They’ve got
music, movies, house wares, el ectronics, toys, soft-
ware, and more. EDS Today has a link to Ama
zon.com our website. When you use the link from
our site to shop at Amazon.com, they donate a per-
centage of the purchase price to EDS Today. The
amount depends on what you buy.

My Own Treasure Books

My Own Treasure, an authorized deder of
“Create-A-Book” products, is a family owned
business specializing in personalized books and
gifts. For every book sold, My Own Treasure will
donate $1 to EDS Today. Be sure to use promotion
code “EDS’ when placing your order. Visit http://
www.myowntreasure.com or follow the link from
the EDS Today website.

Children will unlock the treasure of reading when
they are the star of the story. From the moment
your child realizes the story is about him or her,
the magic begins. Each story includes the childs
name, age, friend s names, and hometown. There is
a personalized dedication page and full color illus-
trations throughout. Each book is professionaly
printed, bound with quality craftsmanship and kid
tested and approved. The wipe-clean hard-cover
ensures that it will remain alifetime keepsake.

EDS Today License Plate Holders

Help raise awareness of EDS with your own EDS
license plate holder. Each one says, “Ehlers Danlos
Syndrome” at the top and has the EDS Today web-
site listed on the bottom. We're taking orders in
advance and will ship in January 2003. The priceis
a $10.00 donation and can be ordered online or us-

ing the order form at the back of the newsdletter.
(Continued on page 28)
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Service Dogs

Companion Dog Selection and " The Bond"

There are so many issues to consider when we set
out to find a suitable companion dog to train to help
a home or assist in public places. | touched on
some of these in my last column. This time around |
will focus on what matters most between dogs and
their humans with health problems, including
Ehlers-Danlos Syndrome: "The Bond".

| have long believed that dogs enhance our lives
and have a significant impact on our heath and
healing. Faith in our canine friends as capable heal-
ers informs my work at K-9 Partners. While on va-
cation, | read Marty Becker’'s new and heartwarm-
ing book, "The Healing Power of Pets." Dr. Becker
is the popular veterinary contributor to ABC-TV'’s
Good Morning America . His weekly newspaper
column, "The Bond," is distributed internationally.

Dr. Becker sums up "The Bond" as "the cementing
of science and soul" and a "harnessing of the amaz-
ing power of pets to make and keep people happy
and healthy." You may ask, "but what does this
mean? | need adog who will work for me and fill in
when | am unable to do for myself.”

Devotion to "The Bond" moves us to a recognition
that relationship, or bonding, matters more than
skill-training. Think on a relationship-first basis
when selecting a Skilled Companion Dog or Ser-
vice Dog in-the-making. We are two steps ahead
when we set aside "what can this dog do for me?’
concerns resulting from a mix of self-absorption
and rea need; instead ask, "what could we, as a
team, accomplish together?'; and, "together, will
we succeed in approaching Personal Best?"

To paraphrase (and make dog-friendly!) a 1960's
guote by President John F. Kennedy - who enjoyed
dogs, by the way - "ask not what your dog can do
for you, but what you can do for your dog!"

Dogs like to have fun. So do their humans...in sick-
ness and in health! Why not plan first and foremost
to enjoy your dog, and set out to create alife that is
enjoyable for both you and your dog?

Map out a training program that supports bonding.
Coercive styles of training are out — positive train-
ing methods are rolling in. It's just as well, because
positive, balanced training deepens "The Bond."

Most of us are struggling with serious illnesses that
at times wreak havoc on our lives. But aren’t we are
among the lucky ones when our disease does not
rob us of our ability to give and receive love?

Redligticaly, we al have a certain fragility and
need to protect ourselves from threats to our health,
for example, from rambunctious, unruly, heavy-
weight dogs. But after making a realistic assess-
ment of our vulnerabilities and thinking seriously
about the issues | touched on in my last article:
breed, temperament, size, weight, natural inclina-
tions, make your decision to select a dog for ser-
vice, heart-first. Then harness the healing power by
living in relationship with your dog. Put your ener-
giesinto developing and protecting "The Bond" that
heals, heart-first.

Basic obedience, temperament shaping, sociaiza
tion, and skill training all matter, but nurturing "The
Bond" is the key to al the good that comes from
having a companion dog with skill training.

In addition to writing for EDS Today, Lynn Hoover,
LSW is a medical family therapist and Director of K-9
Partners, Inc., a nonprofit organization devoted to help-
ing patients and families select, raise and train Skilled
Companion Dogs. K-9 Partners develops structured
training programs and provides distance coaching. The
best of current positive training books are listed on K-9
Partner’s website: www.k-9partners.org. E-mail: jIrhoo-
ver @attbi.com. Copyright (C) 2002 Lynn Hoover. All
Rights Reserved



How to Train Your Own Service Dogin 512 (+/-)
Easy Steps!
By Paula Offutt

So you've read the Service Dog (SD) articles and
you are considering getting one. If you are familiar
with dogs and how to work with them, you may
want to consider training one yourself. But what of
certification? What of the ADA? But | want a
REAL SD!!

The Americans with Disabilities Act (ADA) does
not mention the guidelines for raising, training, and/
or obtaining a service animal. What it does say is
what you and businesses can and cannot do with
one. The ADA does, however, provide a definition
of a service animal. Meeting (and exceeding!) that
definition is al the “certification” your dog needs.

After you have determined what you need a SD to
do and chosen a dog that can (with training) do
those tasks, its time to do the training! | strongly
recommend the Teamwork | and 11 books by Top
Dog. The next thing is to live with the dog you have
chosen for 30 days before making a commitment.
That quiet, shy young dog you chose may turn out
to be hyperdrive destruct-o dog! Go for car rides.
Does she get carsick? Go to the pet store. Does she
get aggressive to other dogs? Play different games
with her. When you throw the ball, does she bring it
to you, run around with it, or does she give you the
look that says “Y ou threw it, you get it!”?

At the end of the 30 (or more!) day trial, do some
serious thinking. This critter will be with you
probably more than your own spouse! Is this a dog
you could live with for the next 7 to up to 15 years?
What about personality types? If the dog is in per-
petual motion, can you keep up? If the dog is arug
potato, do you mind?

So, you made your list and you' ve picked a dog and
you both survived the 30 day trial. Now what? Obe-
dience classes. Even if you have an adult dog who
aready knows sit and stay, go anyway. It will
strengthen the bond. And you’ll both be speaking
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the same language. Then check to seeif your city or
state or municipal area has a “service dog in train-
ing” (SDIT) law. Since SDITs are not covered by
the ADA, you must follow that law. Find dog
friendly placesto go. Home Depot is a great place.

Most important: train your dog at least ONE thing
that helps you with your disability and your dog is a
Service Dog according to the ADA. It has to be a
trained activity, not something the dog naturally
does on its own. For example, most dogs will go
after a ball and aso bring it back to you for you to
throw again. However, if you trained your dog to
hand you whatever item you point to and it’s an ac-
tivity you cannot do yourself, then it's a trained ac-
tivity. It's a thin line between the two. Joella will
pick up amost any item | point to (she won’t pick
up a dlice of lemon!) because | trained her to. She
already liked to pick stuff up, | just taught her to
pick “that” up or to bring “that” to me.

Once that trained activity is reliable, ignore the
SDIT law and follow the ADA. Start taking your
dog places you usualy go and places you would
need help. Get the critter used to the sights, smells,
and sounds it will encounter. Read, re-read and then
read again the advice in the Teamwork books and
any other information you can find on SD’s. At the
same time, use common sense. Unless your dog can
reliably NOT urinate, poop, or mark without your
approval, don't take it to an al day conference. If
your dog is too young to sit till for the time span
you need it to, don't embarrass it by putting it in
situations it will fail. If your dog begs at the table,
don't take it to arestaurant until that habit is gone.

Training your own dog to do what you need is not
as difficult asit seems. Neither isit as easy. No Ser-
vice Dog is ever fully finished with training. Just as
we need to refreshed our skills, so do they. You can
take pride in knowing that the praise and kudos
your dog receives is al your doing (okay, the dog
has some to do with it too!). The best compliment
you can get as part of a SD team, is to hear people
say “I didn’'t even know the dog was there!”
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Memorialsand Tributes

Joshua Earl Doss
7-14-70 ~ 1-30-98
by hiswife, Debbie Doss Jones

"I have fought the good fight, | have finished the
race, | have kept the faith. Henceforth there is laid
up for me... the crown of righteousness'... 2 Timo-
thy 4:7-8

Josh was always an athletic, competitive person. He
liked all sports and was usually good at almost any-
thing he tried. As a young teenager though, he dis-
covered a game he would grow to love and to
which he would devote a large part of his time and
energy. The game was golf. He was introduced to
the game by his father, and by the time he was six-
teen he was spending nearly every afternoon aone
on alocal course playing as many holes as he could
get in before dark.

He had fought physical disadvantages his whole life
and pushed himself to do what doctors said he
could not. Born six weeks prematurely, with a club
foot and serious complications, he was not expected
to live. When he did grow into childhood, doctors
told his parents that he would never be able to play
sports and would spend his life on the couch. It was
believed he had some form of hemophilia, but every
time he was tested (due to his unusual symptoms of
easy and severe bruising) it could not be explained.
At some point, his left leg stopped growing from
the knee down. He had to wear two different sizes
of shoes and struggled with arthritis and bone spurs
in that foot. At the age of sixteen he experienced
what would be the first in a long line of crippling
migraines. He spent nearly two weeks in bed in the
dark in severe pain. He battled these headaches con-
stantly for the next eleven years.

None of these things were enough to slow him
down. As well acquainted as he was with pain, he
was better acquainted with the love and healing
power of God. He was very aware of the hand of
God moving in his life and enabling him to experi-
ence life on alevel that was supposed to be impos-
sible. He was quick to give al credit to God and
believed there was a plan for his life that went be-
yond sports and having fun.

He would grow to excel in golf beyond even his
own expectations. He had managed to shoot an all
time best of 67, just afew weeks before he was hos-
pitalized. No matter how good his game was, he
would aways take time to work with even the most
inexperienced beginner. Golf was a game that you
play against yourself, with only yourself to blame
or congratulate. It forces you to focus on your own
abilities and in doing so, makes you more aware of
your own imperfections. It takes away the chance to
blame others for a days bad round. Something
about that self-challenge really appealed to him and
he was eager to share it with others, especialy



young people.

Having been through what he had in life, and know-
ing first hand how God could take anyone in any
situation and use them - Josh never missed an op-
portunity to share that knowledge. He was com-
pelled to tell young people, even those in desperate
circumstances, that their lives had value, purpose,
and their dreams were possible. There was no situa-
tion too bad, no person ever too far gone, in his
eyes. The year before he died, he spent his Sunday
nights at the Regional Y outh Detention Center min-
istering to juveniles in custody. Rather than preach
punishment and the wrath of God, he conveyed a
loving, forgiving Father who never runs out of pa-
tience. He believed the love of God was far more
powerful to a young person than was fear of punish-
ment. He had a vision to bring his love of golf and
the life-changing love of God, to the most disadvan-
taged young people. He wanted to reach the kids
who would never even have access to a golf course
and who most likely wouldnt show up in a pew on
a Sunday morning. He believed golf was a powerful
tool to teach self discipline, goa setting and
achievement; qualities necessary for anyone to suc-
ceedinlife.

On July 14, 1997, his 27th birthday, the mysterious
illness that had plagued him since birth dealt its
most serious blow. At 6:30 that morning, the pri-
mary artery to the spleen simply detached itself

Page 24
from the organ and began dumping blood into his
abdomen. By the time the surgeons opened him up
afew hours later, he had lost more that four quarts
of blood. He shouldnt have survived. But once
again, God had moved, and his life was spared. Ac-
tually, God gave him a little more than six addi-
tional months - long enough to discover the illness,
Ehlers-Danlos Syndrome the Vascular Type - long
enough to spend one last Christmas with his family
- and long enough to see and hold his newborn son,
Karsten (who a so has the Vascular Type).

Golf was without question a passion in his life. But
it couldnt hold a candle to his passion for reaching
kids at risk and equipping them to overcome their
own obstacles - just as he had. Even from the hospi-
tal he would call to check on young people he had
special relationships with and try to encourage them
to keep on going. In spite of his illness, he saw life
as a success and a testimony to the love and power
of God. "There is nothing impossible when God is
involved.” That s what he would say to all of us, if
he thought we could hear him.... "Nothing at all."



National Children’s Memorial Day

December 8th is “National Children’s Memorial
Day, ” held annually on the second Sunday in De-
cember. Please remember the following people
from our EDS family by lighting a candle at 7:00
pm, in every time zone so that their light may al-
ways shine.

Light A Candle
By Paul Alexander

| will light a candle to remember you. To shelter all
the darkness and bless the times we knew. Like a
beacon in the night the flame will burn bright and
guide us on our way. Oh! today I'll light a candle
for you... The seasons come and go, and I’'m weary
from the change. | just keep moving on, | know it is
not the same. When I’'m walking all aone - Do you
hear me call your name? You filled my life with
wonder, touched me with surprise - | aways saw
that something special deep within your eyes. For
what we shared, and what you’ve meant - we try to
carry on with pride. 1 hold on to the love and the
life we knew.
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Our Children:

Curtis Cadman, age 11 months

Aaron David McKinney, age 18 months

Karen Martin, age 1, 12/25/99-1/5/00

Angella Shah Melendez, age 3

Debbie Shah Melendez, age 6

Sharon Shah Melendez, age 16

Shan Swalling, age 6

Kennedy Sauve, age 6, 4/18/94-5/19/00
Signey Coleman, age 8, 7/17/82-2/16/90

Ryan Kelly Hampson, age 8, 5/5/84-4/16/93
Lauren Proietti, age 10

Ashley Montaque, age 13

Shaun Bell, age 13, 6/4/82-1/5/95

David Daniel Bowen I11, age 14, 3/31/82-7/8/96
Jordan David Specht, age 14, 5/20/83-6/26/97
Sara Lucia Gonzalez, age 14, 6/25/87-12/13/01
Ryan Haneline, age 15

Mehsonia Singh, age 16

Philip Wasser, age 16, 10/23/81-8/5/97

Jessica Elizabeth Miller, age 16, 10/16/82-
5/18/99

Amber Nicole Jevcak, age 16, 9/25/85-2/9/01
Eric Oberman, age 17

KaraEileen Engell, age 16, 4/16/82-6/8/99
Jennifer Goudeau, age 16

Nathan Lowe, age 17, 1/18/83-11/22/00
Melanie Stewart, age 18

Luke Sink, age 19, 1/8/81-8/21/00

Adam Gerhart, age 19

Ron Keifer, age 19, 1/3/82-5/15/01
AlishaHarris, age 19

Kim Jandecka
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Adults: - Cheryl Weaver, age 32

You Are Not Forgotten, loved one, nor will you . Douglas Pettitt, age 32, 1/5/96-7/23/98
ever be, aslong as life and memory last we will re-

member thee. We miss you now, our hearts are
sore. As time goes by we'll miss you more. Your - Grete Mikalsen, age 34, 4/22/64-9/9/98
loving smile, your gentle face - no one can ever fill
your vacant place.

Julie Robson, age 33

Charles Wayne Hill, age 36
Berle Mason, age 37

Nancy Hanna Rogowski, age 38, EDNF Foun- William Huber, age 37, 1957-1994

der - Tim Barten, age 39

Jason Howes, age 20 - Ruby Lyons Hill, age 46
LisaArriaga, age 20, 10/2/80-6/9/01 - LouVanWert

Jason Smith, age 21 - JoLee Catherine Cox
Jonnie Smith, age 29 - Larrie Gould

Daniel Justice, age 22 - Kenneth Gilray

Elen Justice, age 39 - ShellaHanft

Shah Ballardin, age 22 - Judith Simmons Dion
Russell Foster, age 25 - Ruth Horowitz

Dr. April Leaman, age 25 - LisaDion Pickford
Raymond Armstrong, age 25 - Anne Fox

Taiji Munroe, age 25 - Michelle Dion

Nemone Munroe, age 26 - Roger Pickford Jr

Saul Munroe, age 27 - Sarah Saltzman Goldstein
Kurt Schuchart, age 27 - Marni Goldstein White
Mary Schuchart, age 50 - CdlieGoldstein

Bonnie Phelps, age 27 Let us aso remember - al the names we didn’t

have to print - and loved ones
Christy Pickering, age 27, 9/2/70-1/27/97 ave o print - and our own loved ones

Joshua Earl Doss, age 27, 7/14/70-1/30/98
Kevin John Malis, age 28, 1969-1998

Rachel Lee Blomfield, age 28, 6/16/72-11/29/00
Mary Ware, age 32

Mary ReginaVelez, age 32



WANTED: A Loving Family

The World Association for Children and Parents
(WACAP) is currently seeking an adoptive family
for a little boy in Asia with Ehlers-Danlos Syn-
drome. This 5-year-old has "sparkling, curious eyes
and awide infectious grin."

Although he has some delayed growth and devel op-
ment, hes shown much improvement in al devel-
opmental areas. According to his doctors, he ap-
pears to have a mild form of EDS, with almost no
symptoms at this time. He has a normal lifestyle
and life expectancy.

S O

His caretakers say that hes acutely aware that many
other children his age have been adopted and yet he
continues to wait. They say he longs for a family of
his own, and often asks, "When will it be my turn?"
One of our staff members recently returned from a
visit to his orphanage and reported that he cried
when he discovered that she would not be his future
mother. He dreams about getting on a plane to "find
my papa.” His story has touched our hearts and we
hope to find the family he so desperately hopes for!
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Due to specia funding, the adoption fees for this
child have been waived.

For more detailed information, please contact
WACAPs Family Finders Project at 206-575-
4550 / FamilyFinders@wacap.org or visit our Web
site at www.wacap.org. WACAP will mail his
photo and detailed medical information to you upon
request.

The World Association for Children and Parents
(WACAP) is a non-profit, child assistance and
adoption agency. Over the past 26 years, weve
found permanent, loving homes for 7,700 children
in need. Currently, WACAPs Family Finders Pro-
ject is seeking families for over 170 children in six
countries.

Sincerely,
Karen Halverson

Family Recruitment Campaign Coordinator World
Association for Children and Parents (WACAP)
206-575-4550/Fax 206-575-4148 www.wacap.org

This story was printed in the previous
issue of EDS Today, without a photo.
This very specia young man is still in
need of a loving home, so we felt it
important to share his story again and
to include his photo.

If you would like to honor someone
close to you in out memorial or tribute
pages, please e-mail me:

SJ}EDS-DAVID-MOM @prodigy.net
—Cathy Bowen



Par ents Speak Out (Continued)

(Continued from page 15)
she could only go to school three mornings a week.
She desperately needed this job.

She worked on a sales floor for a major department
store, in New York. This entailed an awful lot of
picking up and rearranging as well as running back
and forth to the cash register. | knew she would be
on her feet the whole time, bending over and over
again and climbing a small ladder for display items.
However, amidst the cringing, | let her go do what
shefelt was best.

There were times when she would come home ex-
hausted. She would not eat but would go straight to
bed with an ice pack for whatever joint was swollen
or, if needed, a heating pad for whatever part of her
little body hurt the most. However, Kara perse-
vered. She worked day after day and at times all
day depending on her school schedule. There were
days they sent her home early because her knee
looked like a basketball. We would elevate it, ice it
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and give her something for the pain. This was not
going to stop her and from that | learned a valuable
lesson. | was prouder of Kara at that point than |
think | had ever beenin my life.

She was a valued employee. They wanted to keep
her so they worked her into an office position. Kara
not only learned what it was like to deal with ornery
customers and the skills needed to carry out the job.
She aso learned what it was like to feel “normal.”
She learned how to earn and save money. She made
incredible friends along her way.

I will never regret letting my daughter, who seemed
SO young at the time, to go off and get her job. It
was not something she simply wanted to do for a
while and quit like most teens, she needed this job
and al that came with it. She never regretted the
pain or the exhaustion. Kara knew deaing with
EDS was a day-to-day thing. However, she did so
with dignity and pride.

Love, MOM

Announcements (Continued)

(Continued from page 20)
Angel Notecards by Jil “Anjil” Manning

Jil Manning has designed a line of angel notecards.
Each set of notecards includes ten unique designs,
with pastel envelopes. You can order your note-
cards from EDS Today for a $8 donation. For each
notecard set sold, Jil will donate $3 to EDS Today.

EDS Today Online Calendar

EDS Today is compiling an online calendar of
events useful for people with EDS. Check out the
link from our website for more information. If you
have suggestions for the calendar, please email
info@edstoday.org or send them to EDS Today, PO
Box 88814, Seattle, WA 98138-2814.

EDNF CD-ROM

The Ehlers-Danlos National Foundation has pro-
duced their first multimedia educationa tool. The
“Ehlers-Danlos Syndrome Emergency Physician’s
Reference CD-ROM” contains information for phy-
sicians regarding the Vascular Type of EDS, with
additiona information on all types. For more infor-
mation on the CD, please contact the Ehlers-Danlos
National Foundation by calling (323) 651-3038.

See the order form at the back of the newsletter for
more items to help EDS Today!

EDS Today would like to thank Jean Mulligan and
Chris Phillips for their continued efforts in fund-
raising for EDS Today. You too can make a differ-
ence by holding your own EDS Today fundraiser.



Mail Bag

What Y ou Should Know No
OneEver TdlsYou.

Medical Procedures

| recently underwent my first colonoscopy. The di-
rections | was given were quite specific as to what
to take , when to take it and how to take it. Unfortu-
nately, the instructions didn’t include the “where”
to be when taking it. | was required to drink a gal-
lon of a foul tasting liquid that | was advised to
sweeten with Crystal Light (which | will never be
ableto look at again-no less drink again) | sat in my
living room, a full flight away from my nearest
bathroom, reading and sipping. Wow! When the
human Drano took effect, | literally flew down the
stairs. | didn't leave my bathroom for the next 4
hours. My husband plaintively knocked on the door
2 hours into the marathon and asked for a towel so
he could take a shower upstairs. | told him | could-
n't make it to the door and to use the paper guest
towels that had been on display for 3 years. | finally
had to put a Condemned sign on the door!

Surgery

| recently saw my hand surgeon to prepare for a
right basal thumb joint replacement . She sad,
“You will have some discomfort after surgery.” |
reminded her that when she said the same thing 3
years ago, | blithely made plans to go out with
friends 3 days after the operation. | figured “some
discomfort translated” into about 36 hours of mod-
erate pain. WRONG! It was mind blowing, pure
unadulterated agony! | reminded her that the pain
was excruciating for about 10 days.

“Oh, yes,” she chuckled ,”You were the patient
whose cast had to be cut off because of severe
swelling on Christmas Day. | heard about it when |
came back from Martinique. We'll make it a little
looser this time and we'll give you more potent
medication. That should do the trick”
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Medication

“Don’t worry “ said my pain doc, “ This medication
is safe with practicaly no bad side effects. We've
had great success using it for nerve pain.” Since |
was only able to walk about 10 feet at the time
without my leg going numb and collapsing under
me, this sounded like the answer to a prayer. | had
to work my way up the dosage ladder until |
reached the maximum dosage. By golly, it worked!
| could walk a little farther without too much pain
or falling over. | know there were rumors that | was
acloset drinker because of the way | wove back and
forth and constantly stumbled. | was a happy
camper for about 10 days.

Then my husband wanted the cell phone. “It's in
my pocket book,” | said. “ And where’'s your bag?”’
he asked. “ It’s on that round thing that you open a
door with...you know, a, a, a door knot” After
several instances of expressive aphasia, | went to
my primary care physician. “I think | have Alz-
heimers,” | said. “I can’'t remember nouns any-
more. | called my knife a knave and our dog Trixie,
Ducky Isn't expressive aphasia one of the first
signs?’

“ Aren’'t you taking some new medication?” *
WEeéll, yes, but | looked it up in the PDQ and there
was no reference to memory problems as a side ef-
fect.” “Why not taper off and seeif your language
skills improve.” | tapered off, language skills im-
proved, and after writing to the pharmaceutical
company who developed this drug, memory loss is
now listed as arare side effect.

Now you know because | told you so

L etters to the editor may be submitted by email to
info@edstoday.org or by mail at:

EDS Today
PO Box 88814
Seattle, WA 98138-2814




Fig. 1

Fig. 2
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Fig. 1 Echocardiogram of the aorta from a young
patient with a dilated aortic sinus in the two-
dimensional parasternal long axis view. Measure-
ments were made perpendicular to the long axis of
the aorta at the level of the aortic sinus of Valsava
(AS) and supra-aortic ridge (SAR).

Fig. 2 Aortic sinus and supra-aortic ridge measure-
ments indexed for body surface area and age. Top:
Data for patients aged 1 month to 15 years. Bottom:
Data from patients aged from 15 years to 40 years,
including the 95% limits for patients over 40 years
of age.® Values within circles are from patients
over 40 years of age.

Fig. 3 The indexed aortic measurements of the aor-
tic sinus (top) and supra-aortic ridge (bottom) above
and below the mean vaue (0). The sinus measure-
ments appear broadly shifted upward in the EDS
populations, whereas it is not as evident in the su-
pra-aortic ridge measurements.

Fig. 3



Page 31

Tablel
The Ehlers-Danlos syndromes
Villefranche Berlin
Classification classification
(1997) (1998) Clinical Features Inheritance Molecular defects
Classical type | Gravis Soft, hyperextensible skin; easy bruis- AD Mutationsin proal(V) or
Il Mitis ing; thin, atrophic scars; hypermobile proa2(V) chains of type
joints; varicose veins, prematurity of V collagen (COL5A1,
affected newborns COL5A2) in some fami-
lies
Hypermobility type 111 Soft skin; large and small joint hyper- AD Not known
mobility
Vascular type IV Arterial- Thin, translucent skin with visible AD Mutationsin COL3A1L,;
ecchymotic veins; easy bruising; absence of skin abnormal type I11 colla-
and joint extensibility; arterial, gen synthesis, secretion
bowel, and uterine rupture or structure
Kyphoscoliosis VI Soft skin; muscle hypotonia; scoliosis; AR Lysyl hydroxylase defi-
joint laxity; hyperextensible skin ciency, mutationin
PLOD gene
Arthrochalasiatype VIIA, VIIB, Ar- Congenital hip dislocation; severe joint AD Deletion of exons from
throchalasia multi- hypermobility; soft skin with or type 1 collagen genes
plex without normal scarring that encode amino-
terminal propeptide
cleavage site of
COL1A1 (type A) or
COL1AZ2 (type B)
Dermatosparaxis VIIC Severe skin fragility; sagging, redun- Recessive mu-
type dant skin tationsin typel
collagen N-
peptidase

Other variants

& AD, autosoma dominant; AR, autosomal recessive.
® Includes rare forms (types V, V111, and X) from the 1988 Berlin classification that have only been described in afew families.

Table?2 Table3
Study Subjects Per centage of EDS patients with ARD

CHMC NIHGR Total CHMC NIHGR Total
Subjects (n) 42 29 71 ARD total 9/42 (21%) 11/29 (34%) 28%
Age, mean (range) 14.4 (1-49) 29.6 (6-60) 20.6 Ageatinitidl ARD di-  14.4yr (7-21) 33.0yr (9-60) 23.4yr
Female/male 22/20 218 4a3pg  9N0Ss mean (range)

Female/male 22%/20% 28%/50%  27%/28%

EDS subtype: clas- 20/22 227 42/29
sical/hypermobility EDS subtype: classical/ 20%/22% 45%/0% 33%/17%

hypermobility



prevalence rates between different forms of EDS.
Surprisingly, ARD was found more frequently than
mitral valve prolapse, which has previously been
identified as a cardiac complication of EDS. 13

In the absence of complete ascertainment of al
known patients with EDS within a defined geo-
graphical region, prevalence data using consecutive
patients seen in two clinical centers in two geo-
graphic regions may be the best aternative. At the
very least, the prevalence estimates included in this
report should reflect the expected frequency of
ARD among EDS patients in a typical outpatient
setting. One of the two centers that participated in
this study (Children’'s Hospital Medical Center,
Cincinnati) was a combined genetics—cardiology
clinic specializing in heritable connective tissue dis-
orders. In this setting, an important potential source
of ascertainment bias might be patients who were
identified on the basis of prior or suspected cardio-
vascular disease, which would be expected to en-
rich the EDS population for those individuals with
ARD. Therefore, we calculated ARD prevaence
both including or excluding those individuals. The
prevalence rates of 32% and 27%, which are the
result of including or excluding patients identified
on the basis of their aortic abnormalities, respec-
tively, may represent upper and lower estimates of
ARD in Ehlers-Danlos syndrome patients with the
classical or hypermobile forms (types |, I, and 111).
These data represent the first prevalence rates for
this complication in the Ehlers-Danlos syndrome.
In contrast, the major aortic complications of the
vascular form of EDS (type IV)—dissection and
rupture—are likely not preceded by vessel dilation,
and usually occur in the descending rather than the
proximal aorta. ** Our experience indicates that the
onset of ARD in EDS can be observed in early
childhood, but the cross-sectional data €elicited by
the study design do not provide information on the
progression of ARD in this group of patients. Fur-
thermore, the study size, cross-sectiona design, and
exclusion of patients with predetermined aortic dis-
ease limited our ability to determine the percentage
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of patients with EDS that have serious complica
tions of ARD such as valvular insufficiency, aortic
rupture or dissection, or preemptive replacement
with an aortic graft.

Our study size is particularly limited in the older
age group. It appears that significant ARD is pre-
sent in the young but less so in young or older
adults. A possible explanation for this is that the
aorta in young patients is more distensible and
tends to normalize as it stiffens with age. Measure-
ment error in younger children has a higher impact:
1- or 2-mm measurement discrepancies in a small
structure may result in alarger error; however, care-
ful measurement technique over time should cancel
or minimize that error in the same patient. A longi-
tudinal study with a larger patient base will help
clarify these remaining issues.

Overdl, the frequency of ARD is substantialy
lower in EDS than what has been reported in the
Marfan syndrome, %% in which up to 80% of in-
dividuals have abnormal aortic measurements by
two-dimensional echocardiogram. Some of this dif-
ference may be related to the fact that aortic
enlargement represents a major diagnostic criterion

for the Marfan syndrome but not EDS.

Information about rates of progression and compli-
cation rate for ARD isincomplete even for the Mar-
fan syndrome. In a study of 25 children with Mar-
fan syndrome, Geva and coworkers *° found that
80% had increased aortic root diameter. After fol-
low-up of 5 years, one fourth of these had an in-
crease in aortic root diameter out of proportion to
change in body mass; those diagnosed before 10
years of age were more likely to have significant
progression in aortic root diameter. The actual per-
centage of Marfan patients with ARD who progress
to aortic vavular insufficiency, rupture, dissection,
or preemptive repair is not precisely known. Hence,
for patients with EDS, cross-sectional data indicates
that further longitudinal studies are necessary to
determine onset of ARD, the likelihood of progres-
sion of ARD relative to increases in body size and



age-dependent-norms, and whether these patients
are at risk for the above complications.

It is possible that EDS patients with ARD have a
specific molecular defect that renders them suscep-
tible to aortic disease. There has been recent pro-
gress in understanding the molecular basis of classi-
ca EDS (formerly types | and Il). Between 40%
and 50% of individuals with classica EDS have
abnormalities in one of two genes that code for type
V collagen (COL5A1 and COL5A?2). %" Routine
laboratory diagnosis of this form of EDS is still not
practical, and segregation analysis of some families
with classica EDS have excluded COL5A1 and
COL5A2 in some. *® The genetic basis of the hy-
permobile form of EDS (type Il1) is unknown. It
may be that the current clinical classification of
EDS will be modified with the advent of a molecu-
lar nosology and improvement in laboratory diag-
nosis and that risk for ARD may eventualy be lim-
ited to individuals with specific gene defects.

In conclusion, our data indicate that aortic dimen-
sions, at least at the aortic sinus (Fig. 2 and Fig. 3),
are shifted broadly upward in our EDS populations,
which is more consistent with a general effect on
connective tissue biomechanics than with a model
that is based on a subset of outliers having a com-
mon molecular defect. Therefore, at present, we
think that clinicians should consider evaluating for
the presence, development, and progression of
ARD in patients who have EDS diagnosed by cur-
rent clinical criteria.
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ing to be supportive without smacking of conde-
scension. She is less successful in her chapter on
faith. The importance of faith in getting through
each painful day can not be underrated. Unfortu-
nately, Register has a difficult time expressing this
outside of her own faith experience. To give her
credit, she is aware of this and apologizes for it. |
think she does an admirable job within the religious
framework of Christianity, and that Christian read-

ers will truly appreciate what she has to say. Non-
Christians, however, may simply be perplexed.

"Coming to terms with chronic illness is, in many
ways, like a conversion experience,” Register
writes. "It aters your outlook on life, reorders your
values, changes your behavior, and can leave you
with a missionary zea to aid others in a similar
situation.” The Chronic Illness Experience is a
great exploration of that "conversion experience.”
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