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et out the green tea, white tea, lavender bubble bath and
blankies, it's Fall 2005 and you are about to relax and edu-
cate yourself and loved ones with another issue of EDS Today.

How was the summer for you? Vermont summers are not much
better than the winters. Humidity was in full swing. Of course, they
say, “thisisthe first time this has ever happened.” | think they also
said that two years ago when we had 36" of snow in one day.

Oh wdll, if there is a perfect place to live, | haven’'t found it yet.
We have been here nearly three years, and it’s time to move back
west. We thought of moving to Arizona again, but our destiny
changed and now we are heading back to New Mexico. We lived
there ten years ago when | first found my voice to help start Project
Sandoval County for abused women and children. The weather is
beautiful and four seasons seem to be on the agenda. The adjust-
ment will be the altitude. It is so wonderful to be able to travel, but
it is aso tiresome. | think we may just land in the desert and stay
put. So after “leaf-peeping” season is over in the fall we are out of
here! Another adventure, another dream to conquer and another
sunset to behold.

EDS Today was blessed with some incredible donations this year.
A big “thanks” appears in the Hero section. Awareness is explod-
ing al over. There are so many big things in the making that it will
take another season before we bring you all the information. So,
keep the good thoughts and energy flowing our way! Success is
everywhere. Dreams and aspirations are coming into the “reality
channel” of EDS Today. If you are a first time reader, “welcome
and enjoy.” Join us and volunteer your time and talents. We wel-
come everyone with open arms. Keep a smile on your face and stay
as positive as you can—always.
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L etter from the Editor

Page 2

Dear Readers,

As many of you know, my husband and | have spent
most of the past two years attending classes and
working toward earning our masters degree in
business. It is with great persona joy that | can tell
you that we are nearly done. We just started our
final quarter and are finishing the last two classes.
We will done with my degree by December 9 of this
year. With this task out of the way, it leaves me
more time to concentrate on EDS Today and the
many projects we have in mind for the future.

One such project is a learning conference. Mike
Uggen, LMP is conducting the first annual EDS
Energy Medicine Learning Conference next month
in Ohio. Pam Moffat generously offered to host the
conference at her home this year. It will be a small,
trial-run of what may be a larger conference in the
future.

Also heavy on my mind of late are the recent
hurricanes and their impact on people with EDS.
Those readers who are also members of the CEDA
email list may remember that my parents were
traveling across country this summer and were in
the path of hurricane Katrina. | spent several days
worried about their welfare as they rushed home
from Floridato Seattle to beat the gas shortages.

One of my personal passions in life is emergency
planning and preparedness. | am a graduate of the
FEMA training program, CERT (Community
Emergency Response Teams). It's important for
every person to prepare for emergencies and
disasters, but it is even more critical for people with
disabilities. As people with EDS, our unique
medical needs and physica limitations make
recovering from disaster more challenging. People
in wheelchairs and with mobility impairments face
harder struggles with evacuation and escape.

With these challenges in mind, | have chosen to take

a different direction in my Brace Yourself column.
At least for this issue, | have written about
emergency planning and preparedness rather than
discussing braces. It's a bit of a diversion, but one
that | felt very strongly about this time. Whether |
continue to write about emergency preparedness in
future issues will depend on our readers. If you find
the information helpful, please let me know at
info@edstoday.org or by calling (253) 835-1735. |
would consider writing more about this topic if our
readers are interested.

And while we are on the subject of planning, | have
recently learned about the new Canine Flu virus that
has been spreading throughout the country. For
those of you with service dogs, please be extra
vigilant with your companion’s health. The canine
flu is believed to have mutated from an equine flu.
According to the Seattle Times, 80% of dogs
infected will develop some symptoms and the virus
Is estimated to be fatal in 1-10% of infected animals.

The symptoms resemble the Bordatella virus
(kennel cough), but unlike kennel cough, there is no
vaccine for the canine flu. Dogs with the flu develop
a cough and usualy have a high fever. It is
recommended that you use caution when taking
your dog to places where they may come in contact
with other dogs—the dog park, boarding facilities,
etc. This may be challenging for people with service
dogs who go everywhere with their partners. If you
notice your service dog coughing or running afever,
call your vet immediately.

Finaly, as Christine mentioned in her opening, EDS
Today has received a generous donation from
Council Rock High School. You may read more
about the fundraiser and donation in the Reader to
Reader section. My sincere appreciation goes out to
Ali Burstein and Bari Levine for organizing the
fundraiser and the family of Jeremy Semanoff in
whose name the funds were raised. THANK Y QU!
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Recessive Ehlers-Danlos Syndrome
American Journa of Medical Genetics 135A:75-80 (2005)
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We present two unrelated individuals with
complete deficiency of tenascin-X, resulting in an
autosomal recessive form of Ehlers-Danlos
syndrome (EDS). Consistent with the original
description of tenascin-X deficiency, these
individuals had marked skin hyperextensibility,
easy bruising, and joint laxity. Unlike classical
EDS they did not have atrophic scarring or poor
wound healing. Significant medical problems
occurring in these individuals included severe
diverticular intestinal disease, mitral valve
prolapse requiring valve replacement, and
obstructive airway disease. © 2005 Wiley-Liss,
Inc.

KEY WORDS: Ehlers-Danlos syndrome;
tenascin-X; diverticular disease; mitral valve;
obstructive airway disease; cutislaxa

INTRODUCTION

Ehlers-Danlos syndrome (EDS) is a genetically
heterogeneous group of connective tissue disorders
that are united by the common theme of
abnormalities of skin and joints. Molecular and
biochemical studies increasingly alow precise
subclassification of some types of EDS. An
autosomal recessive form of EDS caused by
tenascin-X deficiency was described in eight
patients from five families in 2001 [Schalkwijk et
al., 2001]. The clinical phenotype included joint
hypermobility, skin hyperelasticity, and easy
bruising, but unlike classical EDS, scars were not
atrophic and, wound healing was not uniformly
impaired. We present two additional patients from
two different families with documented complete
tenascin-X deficiency that illustrate the potential for

serious medica complications for this recently
described disorder.

CASE REPORTS
Patient 1

Patient 1 is a 57-year-old woman shown in Figures
1-3. She had an uneventful infancy, but from
infancy onward, she had severe constipation with
recurrent rectal prolapse which was treated
surgically as an adult with good results. She still
requires daily stool softener and laxative. She had
joint hyperextensibility during childhood with
recurrent subluxations of shoulders and patellae and
frequent ankle sprains, all of which resolved in
adulthood. The reduction in sprains with age is
attributed by the patient to her learning to avoid
certain maneuvers and changing lifestyle, such as
discontinuing wearing high-heeled shoes. She
carried four pregnancies to term without
complications except for precipitous second stage of
labor with all four deliveries. She had a total
abdominal hysterectomy and bilatera salpingo-
oophorectomy for uterine prolapse and had a repair
of rectocele, all with good results. She aso had an
inguinal herniarepair and cholecystectomy at age 18
without complications. At age 46, she developed
severe mitral valve prolapse and underwent
placement of a prosthetic valve without
complications. Bilateral carpal tunnel surgery in her
fifties was performed without complication. She
smoked 16 pack-years, quit smoking at age 44, and
has recently been diagnosed with chronic
obstructive pulmonary disease. In the past few
years, she was diagnosed with pancolonic
diverticulosis and has had episodes of acute



diverticulitis. A complete colectomy is planned in
the near future. Due to her marked skin and joint
laxity and profoundly easy bruising, she was
diagnosed with Ehlers-Danlos syndrome (type not
specified) at age 46. Use of a blood pressure cuff
will bruise her arm. She has learned to put on gloves
when putting on pantyhose to prevent bruising of
her hands. She has not had symptoms of
osteoarthritis but does have bilateral hallux valgus,
hammer toes, and dysplastic toenails.

On exam (age 57) the patient does not appear older
than her chronologic age. She was of average height
and weight (see Table 1), and limb length was
proportionate. Her face showed no unusual scarring,

A
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epicanthic folds, or ptosis, and had minima cutis
laxa appearance of cheeks, more noticeable in the
neck. The sclerae were white. The paate was
normal. Her teeth showed a normal color with no
periodontal disease. The texture of the helices was
normal. The remainder of the exam was notable
only for markedly lax skin with poor recoil that was
redundant in dependent areas and over the extensor
side of joints. The hands showed enlarged nontender
joints that showed mild to moderate hypermobility.
The large joints did show hypermobility at this age.
The skin on her hands was thin and translucent
appearing. She had multiple calcified subcutaneous
nodules on the extensor surfaces of her forearms,

Fig. 1. A 57-year-old woman with complete tenascin-X deficiency. Face (panels A and B) shows
nondysmor phic faces with only mild cutis laxa-like skin evident only on chin.




thighs, around other joints, biopsy of which reported
“nodular cystic fat necrosis (encapsulated lipoma)
with lipomembranous changes.”

CT colography and CT of abdomen both
demonstrated extensive colonic diverticulosis, as
well as a moderate sized hiatal hernia and splenic
granulomas. Densitometry study at age 57 showed
total bone mineral density at the lumbar spine at
69th centile, and 66th centile at the hip. Chest
radiograph showed fibrosis of upper lung fields.
EMG showed bilateral median nerve neuropathies
for which she had surgical release. Echocardiogram
showed normally functioning prosthetic mitral
valve, normal egection fraction (65%), and no
enlargement of aortic root.

The patient’s only sibling, a 49-year-old brother, has
been diagnosed clinically with EDS (unspecified
type) and reported very easy bruising (not
examined). He discontinued wrestling in high school
because of recurrent shoulder dislocations. He had
heart surgery for ‘‘a hole in the heart,’” bilateral
inguinal hernia repairs, and ruptured appendix. He
currently walks with a cane because of generalized
soreness of hisjoints.

Patient 1 has three daughters and one son. The
clinical findings of her daughters are shown in Table
I. The 37-year-old son was not examined. By report,
he has bunions but no other medical problems. The
family’s ancestry is German and English.

Patient 2

Patient 2 presented at age 37 for a second opinion
on his EDS, presumed to be the arterial form (EDS
type 1V). He reported norma health, growth, and
development through infancy and childhood, with
no hernias, hip dysplasia, scoliosis, or pectus
deformity. He did recall very significant easy
bruising and joint hypermobility, especially of the
hands, but he had not experienced any subluxations.
His skin did not tear easily and healed slowly but
normally by report. He had norma hearing and
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Fig. 2. Hand/wrist of woman from Figure 1
showing marked laxity of skin over wrist and
enlargement of multiple jointsin fingers.

perfect vision, no unusual dental problems or bone
fractures. At age 36, he had a spontaneous
perforation of a colonic diverticulum and
subsequently developed multiple intra-abdominal
abscesses. He had a portion of the colon removed
and, two weeks later, had an abdomina wall
dehiscence, followed by a second perforation,
apparently involving the small bowel, some of
which required resection as well, and all of which
involved a prolonged and stormy hospital course.

The family history was notable only for one 43-
year-old brother (out of four sibs) who had the same
type of skin and joint hypermobility (not evaluated)
but had no medica complications to date. The



patient has no offspring. Ancestry is French.

On exam (photos not available), the patient was of
normal stature (181.2 cm; 102 kg) and proportions
(OFC 56 cm; arm span 183 cm). Helices were soft
and overfolded. Eyes were prominent, with normal-
colored sclerae and no epicanthic folds. Facies were
nondysmorphic. The remainder of the examination
was norma except for moderate hypermobility of
the large joints including genu recurvatum and
marked hypermobility of the wrists and small joints
of hands, with no arachnodactyly. The skin was
striking for generalized laxity and
hyperextensibility, velvety texture, and soft fleshy
palms and soles with less than average callous
formation. There were no unusua striae, and the
skin was not translucent or thinned. There were a
few scars over the forehead and elsewhere that
varied from mildly atrophic to fibrotic, though most
were quite normal in texture.

Contrast studies showed three large diverticula in
the duodenum with the remainder of the small
bowel negative. Sigmoid diverticulosis was also
noted. MRI with angiography of the aorta and neck
showed normal caliber aorta and no abnormalities of
the vessels arising from the aorta. Transthoracic
echocardiogram showed no abnormalities of valves,
aorta, or contractility.

EDSTESTING

Both patients underwent clinical collagen screening
studies in fibroblasts from skin biopsy. Type | and
type 1l procollagen and collagen synthesis and
secretion was examined in cultured fibroblasts and
found to be similar to controls. In addition, in the
second patient, no evidence of COLS5A1 null
mutations were found (clinical testing conducted in
the laboratory of Dr. Peter Byers, Sedttle, WA).
Testing for tenascin-X deficiency was carried out as
previously described [Schalkwijk et al., 2001] using
a sandwich ELISA assay performed on a 1:100
dilution of serum and employing a polyclonal
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tenascin-X

Tenascin-X Deficiency in Ehlers-Danlos Syndrome
77 antiserum [Burch et al., 1997]. Analysis of 100
control samples detected tenascin-X in al samples,
suggesting avery low false positive rate for this test.
Serum samples were aso subjected to Western blot
assay of undiluted serum using the same tenascin-X
antiserum [Burch et a., 1997; Schalkwijk et al.,
2001] in order to detect anomalously migrating
tenascin-X forms. All tenascin-X deficient patients
identified by the single dilution ELISA were
deficient by Western blotting and no anomalously
migrating tenascin-X isoforms have been found to

Fig. 3. Legs of woman in Figure 1 show striking
skin laxity and redundancy over the knees. The skin
had very poor recoil.
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TABLE I. Comparison of Clinical Features of Two Patients With Complete Tenascin-X Deficiency and
Three Offspring With Presumed Hapl oi nsufficiency

Daughters of patient 1

Patient 1 Patient 2 A B B
Tenascin-X Complete defi- Complete defi- Obligate heterozy-  Obligate heterozy-  Obligate heterozy-
ciency ciency gote gote gote
Age (years) 57 34 39 34 33
Birth Term 37 weeks Termwith FTT of Term Term
guestionable cause
initially
Height (cm) 170.2 181.2 166.5 166 170.5
Armspan (sm) 170 183 168 166.5 169.5
Sclera Normal Normal Normal Normal Normal
Vision or acuity Esotropia  ambly- 20/20 Glaucoma suspect;  20/20 -7/-8 diopters
opia 20/20
Teeth and gums Whiter thanusual  Normal Normal; high palate Extensive early Normal
with many caries caries
Lungs Chronic asthma; Normal Asthma as adult: No problems Spontaneous pneu-
recent COPD PRN treatment mothorax x1; se-
vere asthma
Heart Mitral valve re- Normal echo and Normal by history and physical examinations
placed age 46; no  MRA of aortaand
varicosities its branches
Gl Pancolonic diver-  Severediverticular Lifelong constipa-  Rectal prolapsein  Chronic severe con-
ticulosis, lifelong  disease, largeand  tion childhood; chronic ~ gtipation
congtipation small bowel congtipation
w/prolapse
GU Surgery for pelvic  No problems No problems No problems No problems
relaxation; inguinal
herniarepair age 20
Skin Abnormal; seetext. Abnormal; easy Minor laxity over proximal limbs, dightly velvety, thinned
Calcified subcuta-  bruising, marked appearing over backs of hands; easy bruising; no unusual striae
neous nodules; easy laxity, normal heal-
bruising, marked ing
laxity, normal heal-
ing
Joints Bunions; dsosee  Hypermobile but no Moderate hypermobility in childhood with residua only in

Reproduction

Other

text

G4P4 with precipi-
tous second stage at
term for al

Much pain with
minor trauma of
skin

subluxations

No children

large joints; no subluxations; enlarged jointsin fingers, like
mother; orthotics for low arches; bunions in one daughter only

G2P2 at term; short G1P1 C-section for

G1P1 at term; short
second stage

Exquisite pain to
intravenous injec-
tion

second stage

Leg braceinin-
fancy for unknown
indication

breech, without
problems

Rib dislocation
from chiropractic
manipulation




date.

As a final test of tenascin-X secretion, Western
blotting was repeated on fibroblast-conditioned
medium prepared by concentrating the medium
from 3 x 10* cells by precipitation in 37%
ammonium sulfate. The precipitate was redissolved
in Tris buffer, pH 8; and half of the sample used for
blotting.

DISCUSSION

Tenascin-X is an extracellular matrix glycoprotein
originally discovered because the gene encoding it
overlaps CYP21, the gene encoding steroid 21
hydroxylase [Morel et a., 1989; Bristow et al.,
1993]. Subsequently, a patient was found to have a
contiguous gene deletion syndrome with congenital
adrena hyperplasia due to 21- hydroxylase
deficiency and a ‘‘classical’ Ehlers-Danlos
phenotype [Burch et al., 1997]. This case report
could not establish whether EDS due to tenascin-X
deficiency could occur without congenital adrend
hyperplasia, nor whether this was a dominant or
recessive disorder. Subsequently, Schalkwijk et al.
reported screening 151 patients with various EDS
phenotypes for deficiency of tenascin-X [Schalkwijk
et a., 2001]. Deficiency was found in 5 of the 151
patients, and 4 had isolated EDS. Molecular studies
confirmed an autosomal recessve mode of
inheritance. In addition to the skin and joint
hyperelasticity, other medical problems experienced
by this group included chronic obstructive
pulmonary disease, hypertension, mitral
insufficiency, stroke, gastrointestinal bleeding, heart
arrhythmias, and cardiomyopathy. These were
present in one patient each. It remained unclear as to
which of these medical problems can be attributed
to tenascin-X deficiency.

There does appear to be a phenotype associated with
tenascin-X heterozygotes as well, abeit milder than
the homozygote deficiency. Zweers et a. examined
20 heterozygous family members [Zweers et al.,
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2003]. Serum tenascin-X levels were reduced as
expected (56% 6% vs. 100% 14% in controls).
Clinical exams showed generalized hypermobility in
45%, al of them were women. None had skin
hyperextensibility or easy bruising as seen in the
homozygote deficient individual. Subsequent study
of 80 hypermobility-type EDS patients
demonstrated low serum tenascin-X levels in six
patients and heterozygous tenascin-X mutations in
two patients, demonstrating that haploinsufficiency
isarare cause of hypermobility-type EDS. The three
presumed obligate heterozygotes examined in this
study (Table 1), daughters of Patient 1, had minimal
clinical expression of a tenascin-X deficiency
phenotype, not meeting diagnostic criteriafor EDS.

The two new patients described in this report with
complete tenascin-X deficiency had very significant
medical complications that may be attributable to
tenascin-X deficiency including ruptured
diverticula, pancolonic diverticulitis, rectal prolapse,
mitral valve prolapse requiring valve replacement,
and COPD. The relative contribution of tenascin-X
deficiency (complete or haploinsufficiency) to these
disorders, which are relatively common in the
general population, is unknown but needs systematic
popul ation-based research.

Currently, testing is available only on a research
basis. A literature review vyields severa papers
suggesting arole for tenascin-X in control of cancer,
with respect to tumor invasion and metastasis in
tenascin-X deficient mice and cell lines [Geffrotin et
al., 2000; Matsumoto et al., 2001]. It is unknown if
these observations have any relevance to humans at
thistime.

The optima medical care for tenascin-X deficient
individuals is undefined as specific medical risks are
unclear. Based on our limited experience and the
reports from the literature, we recommend
echocardiography at the time of diagnosis and at
periodic intervals in adulthood to evaluate for aortic
dilatation, mitral insufficiency, or other valvular



incompetencies or cardiomyopathy. Baseline
pulmonary function tests at the time of diagnosis
and aggressive smoking cessation support is also
suggested. Increased awareness of the propensity for
development of diverticula of internal organs is
essential to arriving at rapid diagnosis of acute
abdomen. Avoidance of endoscopic exams may be
prudent: substitution of noninvasive studies, such as
CT colography, could be considered. On a positive
note, patient 1 did not seem to have wound healing
problems like those that can be seen in other Ehlers—
Danlos syndromes, as she had multiple major
surgical procedures without complications. Patient 2
did experience a wound dehiscence, but it wasin the
context of intra-abdominal abscesses and may not be
attributable to poor wound healing per se. This case
report underscores the need for further studies of
individuals with tenascin-X deficiency to better
define natural history, risks, and optimal
management strategies.
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Our featured topic in the Spring-Summer
2006 issue will be “EDS and Birth Con-
trol Methods.” This is your newsletter
and we encourage you to get involved.
Please send submissions to EDS Today,
PO Box 88814, Seattle, WA 98138-2814
or by email to info@edstoday.org.

Editor’s note:

The views and opinions expressed are
those of the authors and are not to be
construed as an endorsement by EDS
Today.

Editors Note: The following article is actually an
email post from an EDS email group in response to
a member, we'll call her “ Edie,” regarding grieving
and self-pity. The original email is omitted, but
Cristi’s commentary on grieving and self-pity with
regard to EDS are so eloquent that they stand alone.

Grieving or Self-Pity
By Cristi Cave

die used both the words “grieving” and “self-

pity” in her post. Although she made it clear
she wasnt pitying herself, | can empathize with her
need to state outright that she wasnt doing so. Itsa
defensive feeling. She apologized for sounding
negative, and promised her next post would be more
positive. Another group member mentioned our
probably universal need to push ourselves past our
[imitsin order to gain approval.

Arethese things related?

We know that it is a good thing to grieve
appropriately for aloss— that we cant functionin a
healthy way without doing it. And we aso know
that “ self-pity” is aterm used to describe grieving in

a negative way in our society. So what is the
difference? When do we honor our own need to set
aside time and space for grieving, and when do we
chide ourselves for self-pity and get back to work?

| think that the line between grieving and self-pity is
not a thin one, but a large and obvious one. The
problem is that grieving takes a very different form
for people like us.

Grieving is when we acknowledge a loss and feel
sad for ourselves. We then learn how to adapt to our
loss, and get on with the business of living. Self-pity
IS a derogatory term used to describe when people
cant seem to stop grieving. Their “grieving”
actually seems to take the form of seeking attention
and other freebies, manipulating others, and
excusing failings. The “grieving,” in other words,
goes on and on and on. Its purpose isnt to deal with
and accept loss but to capitalize from it.

| believe that our problem with this, as edsers, is that
our grieving never seems to end because our losses
never seem to end. One gets tired of losing. One
gets tired of grieving — yet it has to be done again
and again. When a man loses an arm or aleg or an
eye, he grieves, then accepts, then learnsto live with
hisloss. Although | would never want to lose alimb
or an eye, | often envy him his relatively slight loss,
because | lose time after time after time. | lose the
use of first one appendage, then another. | learn to
adapt and then lose the use of whatever | had made
strong for the adaptation. | lose when | think thereis
no more that | can lose. | seem to get better, then
lose more. (I should add here that | have
Fibromyalgiain addition to hypermobile joints).

Besides physical losses, we have other things to
grieve about. Career losses and losses of interests
and activities, as we try first one thing and then
another in our attempt to find meaning in life yet
each time are thwarted by our bodies in new and
“creative’” ways. Emotional losses, as we get our



hopes up about one treatment or another, or a
doctor, and find them dashed; as we hope for
professional treatment from doctors and learn that
they either have no idea what to do or think that
were making things up; and as we seek support
from government services and find that we are
fought tooth-and-nail by those who consider us to be
liars. We lose our dreams as well, even the new ones
that we have fashioned to replace the old ones.

Now, | have a very positive attitude. For each of my
losses, | have grieved, accepted, adapted, and gone
on with life with the attitude that now everything is
fixed. | even have delusions of getting better. It isnt
that | hold onto grieving. It s that every month or so,
every year, | m given yet something more to grieve
about.

Its easy, when we spend so much of our time
grieving about losing things, to think of ourselves as
losers. But | think this self-image is wrong. People
dont become losers because they re aways losing.
People become losers because they cant get over
losing. Its avery different thing. And since | do get
over each and every one of my losses and work as
hard as | can to restore function as well as accept
losses and make adaptations, | think 1 m a winner.
Now, sometimes it hits me just exactly how many
losses | have had in my life due to these syndromes
and it re-opens the wound. Sometimes | have to
grieve for the whole kit-and-kaboodle, which after
all keeps growing larger. But | do dry my eyes, see
the positives once more, and go on trying to find a
place in thislife where | can shine.

| think most of us here are winners. Not only have
we won through one loss, weve won through many
losses. Were winnersin avery big way.

We need to maintain a consciousness of that for
ourselves. It helps our emotiona health to do so —
but it aso helps in our dealings with others. Its
known that when we think well of ourselves, it rubs
off onto other people. Men are very familiar with
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this principle, yet most women have a vastly more
difficult time with it—perhaps because we often
havent been taught to think well of ourselves.

When we think of ourselves as winners, | think it
makes it easier for us to avoid our need to push
ourselves past our limits to gain approval. Its when
we worry that others will see us as losers that 1)
they see us as losers, and 2) we attempt to prove that
we are not. Its a cycle, and a sdf-fulfilling

prophesy.

This relates to another, though perhaps cynicadl,
reason to think well of ourselves. When | was a
socia worker | noticed something important: clients
who thought of themselves as winners tended to get
much better treatment from all segments of the
healthcare industry. They showed confidence in
themselves, and so others believed in them. Those
who thought poorly of themselves, conversely, were
viewed with suspicion and had to fight for every
little thing. Their conditions and environments were
never as good. Yes, | know, it shouldnt be that way.
Butitis.

In summary, | believe an important key to dealing
with people isnt to try to prove that we are good
people, but to be certain in our minds and hearts that
we are good people.

Il get off my soapbox now. These issues affect me
deeply. | have often caused myself further injury
and dysfunction trying to match up to what | think
people expect from me. Thats a terrible thing—
damaging your health so other people wont think
poorly of you—so | ve spent a lot of time trying to
think it out.

To end, | readly dont expect al positive posts from
people here. We can use this place to express our
grief as well. Being perky has its role, but we can
destroy ourselves with too much of it. Being
“negative” isnt going to hurt any of the rest of us, or
drag us down. It often just gives us a chance to think
things through or try to help.



Disability Day helpsraise awar eness
By KAREN McLAUGHLIN
The Capital, August 24, 2005

Reprinted with permission of Capital-Gazette
Newspapers

hopping centers are usually designed to make
shoppers stop and look. This weekend, a local
group wants them to stop and learn.

The Anne Arundel Commission on Disability Issues
will host its annual Disability Awareness Day from
1 to 4 p.m. Saturday at the Centre at Glen Burnie.
The event will showcase resources available to
Anne Arundel County s estimated 115,000 disabled
residents and their caretakers, while educating the
public.

This year s event will feature more than 30 vendors
from various organizations, including Maryland
Relay, Anne Arundel Community College, Anne
Arundel County Department of Aging, Heath &
Mobility of Severna Park, and Canine Companions
for Independence, an organization that trains service
dogs. Some exhibits will focus on educating the
public about disabling diseases such as the
neuromuscular disorder Myasthenia Gravis and
Ehlers-Danlos syndrome, a connective tissue
disorder.

Nancie Etzel is the co-vice chairperson and the
Public Relations chairperson of the Anne Arundel
County Commission of Disability Issues. Ms. Etzedl,
who has Ehlers-Danlos syndrome, hopes the event
will help to educate the community and show that
the disabled have much to offer.

"Disabled people arent just sitting at home. They
are everywhere," she said.

The Anne Arundel County Commission is made up
of 21 volunteers who have been appointed by the
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county executive. The group works to promote
community outreach and aid county residents with
al types of disabilities. They meet the fourth
Tuesday of the month and meetings are open to the
public.

Every year, the Commission selects an honoree who
"has made or is making exceptional contributions to
the advancement of people with disabilities.”

This year s honoree is John Stoughton of Pasadena.
Mr. Stoughton has served on the Commission since
1993 and is a member of the architecture and
accessibility subcommittee. Recently, he and his
fellow committee members worked with Anne
Arundel Medical Center to increase its accessibility
for the disabled.

Feeling somewhat shy about being this years
honoree, Mr. Stoughton humbly acknowledged his
colleagues in aiding his own efforts. "Its not just
one person,” he said. "It s never just one person.”

Among the reasons for Mr. Stoughton s recognition
is his work with disabled athletes. He coaches a
baseball team for disabled athletes through Marley
Little League. In August 2003, his team played on
the South Lawn of the White House to celebrate the
13th anniversary of the Americans with Disabilities
Act. He also coaches soccer and basketball teams
for the Special Olympics.

The father of three, Mr. Stoughton is the chairman
of Childrens Issues subcommittee for the
Committee on Disabilities and keeps an extensive
list of resources and services in Anne Arundel
County.

That list has been helpful to parents trying to find
help for their disabled children. He s been compiling
that list for three years, and his efforts have been
incorporated into the information resources list used
by the Department of Aging.

(Continued on page 39)



ADA Sole mission of Tempe specialist
Rebekah Sanders
Special for The Republic
Aug. 18, 2005 12:00 AM

indy Brown, the newest member of Tempes
Diversity Office, knows first-hand the
struggles and triumphs of a person with disabilities.

For nine years, Brown has dealt with Ehlers-Danlos
syndrome, a joint disorder that makes dislocations
frequent and walking difficult and tiring. Her
experience makes for a good fit with her job as the
citys first Americans with Disabilities Act
specialist.

The goa of her work? To help the handicapped
community "boldly go where everyone has gone
before.”
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Brown trains city officials in ADA regulations,
inspects city events and buildings for accessibility,
manages a hotline and advocates for services for the
more than 22,000 disabled Tempe residents.

Her job makes Tempe the Valleys first city to
dedicate a professional solely to supervising the
implementation and success of federal disability
rules, sad Rosa Inchausti, Diversity Office
manager.

"Its redly unusual" to have a staff person whose
first priority is this work, Brown added. Although
cities are required to have a speciaist in the ADA,
she said that usually "theyre in diversity or human
resources or risk management and fifth down the
line they re the ADA coordinator.”

It did take two years to get the position approved
and filled, said Kathleen Green, former vice

(Continued on page 39)

Swimmer channels energy
By Staff Writer
St Albans Observer

© Copyright 2001-2004 Newsquest M edia Group
- A Gannett Company

Reprinted with permission

PORTS student Giuliana Carassalini is taking

part in this year s Aspire Channel Swim to raise
money for the charity, which helps those with spinal
cord injuries.

Guiliana, of Cherry Hill, St Albans, was involved in
a ski-ing accident five years ago, where she
damaged the ligaments in her knee.

The 21-year-old was diagnosed with connective
tissue disorder, leaving her wheelchair bound.

She underwent an operation on her knee, but it
refused to heal and she was diagnosed with Ehlers
Danlos. People with the condition do not produce
enough collagen, causing their bones, ligaments and
tendons to break very easily.

Prior to the accident she was a competitive sprint
swimmer, and captain of the team, but this will be
her biggest challenge yet as she only ventured back
into the water four weeks ago. She is learning to
float and swim again, with the additional burden of
continual breakage due to her condition.

Guilianawould like local businesses to sponsor her,

and she is also encouraging people in St Albans to
(Continued on page 39)



Woman doesn t let multiple disabilities get her
down

By Daniel J. Vance
Special to the Press-Gazette
Reprinted with Permission

hough having more disabilities than Australia

has kangaroos, Australian Ricky Buchanan
says upfront she doesnt want your pity. This little
woman has more spunk and fight than anyone |
know.

So what areyour disabilities, Ricky?

"You want the entire list?' she asked in an e-mail.
"Ehlers-Danlos syndrome, osteoarthritis, reflex
sympathetic dystrophy, myalgic encephalomyelitis,
osteoporosis, chronic fatigue syndrome, myoclonic
epilepsy ..."

| could complete her list of another ten or so
disabilities, and explain them all, but then that s all
this week's column would have room for. | first
learned of Ricky from a column reader pointing me
to aWeb site promoting her T-shirts.

Buchanan isonly 30. "To be honest, it s pretty rough
coping with so many interacting disabilities, but |
just do the best | can," she said.

"I ve been bedridden for more than five years, so |
am used to it as | can get. | seem to aways be
discovering more stuff 1 want to do and cant
because it requires moving, energy, or it causes too
much pain or | cant tolerate the noise/light or other
things."

She has learned alot while being bedridden because
it gives her time to think, she said, time other people
usually dont have.

Due to her disabilities she often isnt easily able to
form her many thoughts into words. She also forgets
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the "simplest things," even events mentioned in her
diary the day before.

Y et she maintains a great sense of humor.

"Laughing when you want to cry is one skill many
people with severe disabilities cultivate,” she said.
"Its necessary because so many times in life when
having the choice of either laughing or bursting into
tears, if | didnt choose laughing 1d be a ball of
depression nobody would want to get near.”

She began No Pity Shirts as a means of creative
expression. Her usually humorous and aways
provocative tee shirts are designed specificaly for
people with disabilities. The T-shirts say things like
"Soon my kind will rule the world!" and "This is
what a person with a disability looks like!" and
"Still human!™

Will she ever get better physically?

"I dont know," she said, "... but | still have hope.
Like laughter, hope helps you get through those dark
nights of the soul when its scary and you dont
know which way isup."

For more, see www.danieljvance.com or
Www.nopityshirts.com
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There is noth-
ing worse
than someone
not believing
you when you

are in pain.
When  they
have to actu-

ally question
why you are in pain, honestly, there are
not any clear answers for us to give them.
Arethere?

We cope with what we have, and we find
coping strategies that work so the bottom
line is I am sharing with you little things
that have worked for me.

Try them if you like, or just enjoy the en-
tertainment of my trial and error!

— Christine Phillips

Editors note The views and opinions
expressed are those of the author and
should not be construed as an endorse-
ment by EDS Today. Always consult
your physician when trying any natural
supplement or adternative therapy. Re-
member, supplements can cause harmful
interactions when mixed with prescription
medications, so be sure your doctor and
your pharmacist know all of the supple-
ments and prescriptions you are taking.
Y ou should also check for interactions in
adrug and supplement interaction book.

Aromatherapy
By Christine Phillips

What is it that we remember most about the cool
months? The sounds of children laughing and play-
ing up in their rooms? Wearing warm sweatshirts
and sweaters? Cuddling on the sofa with your heat-
ing pad and a good book? Eating hearty comfort
foods? Of course we remember the smells!

| am a smell person. | love the full, juicy oranges
with pieces of cloves poking throughout the entire
outside, secreting this incredible mixture of aromas;
peppermint sticks hanging on the side of my teacup
bursting heavenly smells as the hot tea dissolves the
candy cane; and pine trees smelling up the living
room. Tossed into a pot of steamy hot water, a gen-
erous handful of heavenly potpourri; baked apples
with maple syrup and cinnamon; all these different
smells trigger something inside of our brains, bellies
and souls. These are called Aromatherapy or Essen-
tial Qils.

| have alist of aromatherapy and essential oils that |
use to enhance physical and mental well-being in
my life and would like to share them with you. You
may cut out the list and leave it in a place that you to
can share with others.

Essential QOils are aromatic, sometimes highly con-
centrated distilled essences of plants. They can be
used as a natural adjunct to, or substitute for pre-
scription or over the counter drugs; or we can just
use them to make us fedl better.

| love baths. One of my favorite bath oils is lavender
oil. Lavender oil has the ability to evoke and in-
crease the release of serotonin levels, thus producing
a caming effect on your body. | know that once |
step out of the tub and into my pajamas my muscles
are not actively creating more pain and my body can
relax more on it’s own.



Remember when using essential oils please keep the
following common sense precautions in mind:

Do not use ails at full strength. Always dilute
them first. When using essential oils, be aware
that they are highly concentrated and so this
means they can be very potent.

Do not use oils near eyes.

Do not touch your face, mucous membranes or
genitals if your hands have been in direct contact
with essentia oils.

Keep out of reach of children.

Be careful using essential oils on children and
during pregnancy.

The following is a list of aromatherapies | have
found helpful. Literature on aromatherapy and es-
sentia oils suggests these oils can be helpful for the
various conditions listed.

Bergamot is a balancing oil that may help lift mel-
ancholy and depression.

Cedarwood is an antiseptic astringent, expectorant
and sedative and is good for bronchial problems.

Chamomile is an analgesic, anti-inflammatory, and
anti-spasmodic. It is excellent for headaches and
good in baths, hair rinse and massage oil.

Eucalyptus is an antiseptic, antiviral, chest rub, de-
congestant, disinfectant, and expectorant. It helps
reduce fever and may be used as an ointment for
muscle aches and pains.

Grapefruit reduces appetite and is useful in treating
obesity, balancing moods, relieving depression, and
cleansing the body of toxins. It may be used in
baths, skin care products and colognes.

Jasmine is an antidepressant antiseptic and sedative
with antispasmodic properties.

Lavender improves immune system functioning,
calms and normalizes your body, eases depression
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and reduces inflammation. It is good for stress, slegp
disorders, burns and skin disorders.

Lemon is an antiseptic, astringent, and can help in-
crease the body’ s defense system against infections.

Oranges balance and uplifting emotions and are
useful in skincare products.

Patchouli is an earthy scent used in personal fra-
grances, baths, and haircare products which is also
good for dry skin.

Peppermint is helpful for headaches, congestion,
fatigue, indigestion, muscle soreness and sinus prob-
lems.

Roseis helpful for feminine problems and skin care.

Tea Tree is a potent anti-infective, anti-

inflammatory and antiseptic.

Vanilla is a fragrant scent used in skin care prod-
ucts.

Ylang Ylang is an anti-depressant, antiseptic, and
calming sedative.

There are so many more, but these are the ones | use
the most. | hope you enjoy this list. | recommend
you put someplace where you can use it on a fre-
quent basis. Using essentia oils is really very sim-
ple. As fal and winter head our way we need as
many happy smells as we can get. Enjoy and stay
healthy and stay well.



Hidden Disabilities
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Ricky Buchanan

Ricky  Bu-
chanan, wrote
a Theme-
stream column
on Invisible
Disabilities for
which she has
granted reprint
permission to
EDS Today.

To read more
about  Ricky,

check out her website at:

http://notdoneliving.net/writing/
id_column/

Practical Invisible Disability Activism
By Ricky Buchanan

You walk up to the train in peak hour, backpack
with your books on your back. Youre hurting badly
and your legs feel wobbly and weak. But you look
okay. You look like a norma mid-twenties female
with a backpack and blue jeans. Youre disabled but
it doesnt show. Welcome to the world of invisible
disabilities.

You get on the train. All the seats are taken by busi-
ness men reading the paper. You know you cant
stand up on the train for the five stops you need to
travel. But how do you do it? | must admit | have
resorted to sitting on the floor in trains because |
was too shy/frightened to ask for a seat. But my rec-
ommended procedure would be to go to somebody
looking fairly approachable (ie: not the pregnant

woman or the old man whos taking to himself!)
and say something along the lines of, “I know | look
okay but | m disabled and | need a seat, would you
mind?’ If they ignore you, and youre still feeling
brave, then tap them on the shoulder and say it
louder! | find that after this even if your chosen sub-
ject doesnt offer you a seat, somebody else will. It
does take guts though.

The other way around happens too, if you have a
seat and you re the youngest and healthiest looking
person in the carriage and an old lady gets on with
her shopping and everybody glares at you to get up
and offer her your seat and you just cant do it. Y our
disability wont allow it. Simply say, “I m sorry |
cant offer you my seat, | minvisibly disabled.” Peo-
ple can try to make you feel guilty for this, but just
because somebody wants to give you a guilt trip
doesnt mean you have to take it.

Another neat strategy | have heard about but never
tried is to make up a pamphlet, sheet or business
card. On one side, put some medical-sounding ter-
minology about what s wrong with you, "this patient
has Ehlers-Danlos Syndrome, Fibromyalgia and Re-
flex Sympathetic Dystrophy." On the other side put
"the person carrying this card is unable to:" and a
list of things you cant manage, for example
"standing for more than two minutes’, "walking
more than fifty meters® and anything else you can
think of. Once you have these, show them or give
them out to people in situations when you need your
disability recognized. Giving a piece of paper is of-
ten easier than talking about your problems.

Dont get me wrong, this stuff can be hard! Invisible
disabilities arent widely recognized and taken into
account yet, so each invisibly disabled person must
become a sort of ambassador for al people with
IDs. Helping each other educate the community. It
might take afew years, but | hope they Il learn. Each
one teach one.
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Book Reviews by Laura Hague

Laura Hague
is an instructor
of history at
Austin  Com-
munity  Col-
lege. She is
aso the fac-

ulty  advisor
for Access, an
organization

for  students
with disabilities at Austin Community
College. Shehasa Ph.D. in history from
the University of Texas and is currently
doing research on changes in the percep-
tion of disability at the end of the 19th
century. She also has a grown daughter
with Hypermobile type EDS, Sarah
Meador.

Have a book you think Laura should re-
view? Email her at laura@edstoday.org
with your recommendations.

Editor’s Notes:

All the books reviewed in Laura’s Li-
brary are available on the fundraising
page of the EDS Today website through
our affiliation with Amazon.com. Just go
to http://www.edstoday.org and click the
“Bookstore and More” link from our
fundraising page for complete details.
Amazon.com donates a portion of all
sales through the EDS Today website to
EDS Today.

The Etiquette of 11Iness: What to Say When You
Can’t Find the Words

February 2004, $17.95

ouldn’t it be lovely if there were a how-to

guide for dealing with people who have ill-
nesses or disorders? We could just hand a copy to
our friends and family, and they would probably be
relieved having a simple set of rules to follow.
Susan P. Halpern’s The Etiquette of IlIness strives to
be that book. It falls short, but is a worthy read all
the same.

While Susan Halpern is a family therapist, she did
not come to write about dealing with illness purely
as a professional. Halpern was inspired to write her
guide when she herself went through treatment for
cancer. Suddenly, good friends disappeared and cas-
ual acquaintances stumbled for the right greeting.
But The Etiquette of IlIness is not just for friends
and family of someone who may not be well. It is
also for the person who is the center of their con-
cern, for al of us when we are sick or having an ex-
ceptionally rough time. Halpern is as concerned
with helping the unwell to seek and get the sort of
help they need as she is with offering hints to the
would-be helper.

The Etiquette of 1lIness consists largely of vignettes
from the lives of cancer sufferers. Since these were
the people Halpern met during her own quest for
health, that is not surprising. Each little tale comes
across as a bit of kind gossip, the sort of story one
might tell about a party guest who has just left the
room. Whatever lesson is to be learned from the
tale, the reader must divine for herself. | would pre-
fer a more straightforward approach, but the vi-
gnette method does engage the reader in thinking
through aternate scenarios. In general, Hapern
serves up stories that encourage readers to directly
engage with people with illness.



Halpern devotes a separate chapter to dealing with
chronic illness. In a book that relies so much on the
author’s persona experience, this section, despite its
length, is weak. She begins it by relating the tale of
two elderly, poverty-stricken widows. They both
live in similar circumstances, yet one complains and
the other is cheerful. Halpern intends for the exam-
ple of the women to illustrate “that it is who we are,
not the illness that may befall us, that informs the
way we react to difficulty.” While there is some
truth in that statement, | would like to think a family
therapist would be better at seeing the signs of de-
pression, a chronic illness all on its own. Through-
out the chapter, she encourages people to tell those
with chronic conditions what an inspiration they are.
Speaking only for myself, | do not get any particular
comfort from being some random person’s inspira-
tion. | don't mind it, but | also don't think a com-
plete stranger can know from just me showing up
whether | am inspirational or not. And if you are a
friend or family member who says that, well, you'd
better have brought a box of tissues, because I'm
likely to start blubbering. She aso puts a lot of
stress on reciprocity, on those with chronic illness
giving back somehow. | agree with her that recip-
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rocity aids in our personal sense of worth. However,
she nowhere notes the difficulties many people with
chronic illness face in regards to being engaged with
a supportive community on areciprocal basis, much
less building a supportive community in a time of
need. In fact, in her initia example of the two
women, she makes it clear that the depressed one
was abandoned and alone, while the other one,
though living aone, still had family that checked in
on her.

Despite my frustrations with The Etiquette of Ill-
ness, | still recommend it. | would like Halpern to
return to the subject in more depth in a future work;
perhaps she would give more thought to the role of
community. Thereis so little available to guide peo-
ple through dealing with long-term illness and
chronic conditions that even sketchy advice is use-
ful. In the midst of all Hapern's conversational
tales, there is good information. It could probably be
boiled down to a ten item list, but that is still ten
items that you might not have thought of before.
And the book is aso an easy read, just right for
those many days of short attention span and wake-
fulness.

EDS Awareness Bracelet

DS Today is proud to offer an Ehlers-Danlos

Syndrome Awareness Bracelet in partnership
with Expressions of Hope. The bracelet is designed
using sterling silver pieces and Swarovski crystals.
It is secured with a heart toggle clasp and is fin-
ished with a signature Hope bead and sterling silver
ribbon charm symbolizing awareness.

For more information, or to order a bracelet, go to:
http://www.edstoday.org/

Announcements
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By Barbara J. Uggen-Davis

Hurricanes
Katrina and
Rita have
had me
thinking
about emer-
gency plan-

ning and pre-
paredness for

people with
EDS. As |
watched the devastation on the news, |
wondered, are people with EDS pre-
pared to deal with the disasters that
may strike their own communities?

As a graduate of the FEMA training
program, CERT (Community Emer-
gency Response Teams), | felt com-
pelled to write about preparing for
emergencies and disasters this issue. |
hope readers will forgive me this diver-
sion from my usua topic. | simply felt
that it is too important not to write
about. Please let me know if you think
thisis a topic worth continuing in EDS
Today by emailing me at
info@edstoday.org or by calling (253)
835-1735.

—Barbara Uggen-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.

Emergency Planning for Peoplewith EDS
By Barbara Uggen-Davis

arthquake, tornado, hurricane, terrorist attack,

flood, fire, blizzard, heat wave, power black-
outs, chemical spill... Would you know what to do
if any of these or other disaster were to strike your
community? Are you prepared to escape, find shel-
ter, and take care of yourself and your family?

Aswas seen in New Orleans, you cannot rely on the
government to help in the early days of a disaster.
Most emergency planning classes will tell you to
expect to be on your own for 72 hours before any
outside aid will be available to you following a dis-
aster. Do you have the supplies and knowledge you
need to survive for those 72 hours without help?

People with disabilities face an even greater chal-
lenge during disasters. Whether its mobility impair-
ments that restrict evacuation options, or the need to
have adequate supplies of medication on hand when
stores are closed, people with disabilities must have
adisaster plan if they are to survive. This article will
introduce you to the types of things people with
EDS should consider and plan for, but is by no
means a comprehensive plan. At the end of the arti-
cle, there will be alist of resources you can use for
developing your own disaster plan and purchasing
disaster supplies.

Planning

The first step in being ready for a disaster is plan-
ning. This involves identifying the types of disasters
you are likely to experience in your area and deter-
mining what supplies and plans you need to deal
with these disasters. For example, hurricanes and
tornadoes are not a concern for me in Sedttle, but
earthquakes are common. My disaster plans will be
quite different from those of you located in other
parts of the country.



You should also get to know your neighbors and
alert them to your specific needs in case of emer-
gency. If you are going to need help, you will want
your neighbors to know that you need assistance
before disaster strikes.

Finally, planning aso involves educating your chil-
dren and practicing your disaster plan. Take the fear
out of disaster planning by making your evacuation
drill agame. And most important—practice often!

Evacuation

Where will you meet if separated? Who will you
call to notify relatives you are safe? Countless fami-
liesin New Orleans were separated from loved ones
for days and weeks without knowing how to reach
them. Cell phones are not reliable in disasters. It is
often easier to call long distance than locally. Ex-
perts recommend designating an out-of-state emer-
gency contact person for the family. Each separated
family member should contact the designated out-
of-state contact in the event that they are separated
from the local family. The out-of-state contact
would then be responsible for keeping track of each
person’s report and aerting other family members
of their status.

If you can't go home, where will you meet up? It's
important to have a designated meet-up place when
family members are separated by disaster. Whether
it's grandma's house or the public park, families
should plan for where to meet and how they will get
there. Be prepared for roads to be closed or blocked
and gas to be unavailable. Your meet-up location
should be easy to get to by all family members. You
should aso have aternate locations designated if
that location is unsafe. If you have an out-of-state
contact, that person should know all of the desig-
nated meet-up locations.

An associate of mine was telling her children about
fleeing Vietnam during the war. She asked them, “if
you had 30 minutes to leave this house and never
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come back, what would you take?’ Her son said he
would bring his X-box—nhis most prized possession.
Not a practical answer.

When you think about evacuation plans, you need to
ask yoursdlf, what is most important to save?
Whether it is photo albums, jewelry, heirlooms, or
documents, if you want to save it, you need a plan to
safeguard it and to carry it.

Speaking of carrying things, what about supplies? If
you are evacuating, you need to be able to bring
your emergency supplies with you—you will need
them. Keep your supplies in a transportable con-
tainer that you can physically manage. | have aroll-
ing suitcase. My husband uses a fishing vest with
the pockets stuffed so he can wear his supplies.

Supplies

The topic of supplies could cover at least half a
dozen or more articles all by itself. There are plenty
of good resources on supplies available, so check
the resources at the end of the article. However, the
most important supplies you will need are food and
water and a means to boil the water and cook the
food. Y ou should aso have a battery operated radio,
flashlight, first aid kit, and whatever supplies you
need to deal with your specific EDS needs, includ-
ing extra supplies of your medications.

Thereis alot more information available online, but
| have run out of room. Please visit our website for
more information.

http://www.edstoday.or g/info/r esour ce.htm.
Resour ces

http://www.ready.gov/

http://www.fema.gov/

http://www.redcross.org/services/
prepare/0,1082,0 239 ,00.html
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By Michael W. Uggen, LMP

Michael Ug-
gen is a Li-
censed Mas-
sage Practi-
tioner in Se-
atle, WA,
USA. He

also has Hy-
permobile

type EDS.

Do you have a question about massage
or energy treatments? Email your ques-
tionsto Mike at mike@uggen.net.

Check out Mike's new website at
http://www.uggen.net/mike/

Mike has a recommended reading list
for people with EDS. Y ou can view the
booklist and buy directly through EDS
Today’ s Amazon.com page at:

www.edstoday.org/bookstore/massage.htm

Editors Note:  The views and opinions
expressed are those of the author and
are not to be construed as an endor se-
ment by EDS Today. Always consult
your physician before trying any alter-
native therapy program.

Thelncurable Mind-Set
By Michael W. Uggen, LMP

e all know that Ehlers-Danlos Syndromeis a

genetic defect in the collagen of our connec-
tive tissue. We also al know that thereis no cure for
it. Unfortunately, so do those health care providers
who know anything at all about EDS in the first
place. This leads to the title of this issue’'s article —
the Incurable Mind-Set.

I/'you have EDS. I/you have soft tissue dysfunction
and related problems. EDS affects the soft tissue.
There is no cure for EDS. Therefore there is no cure
for my/your soft tissue dysfunction. If | recal cor-
rectly from my logic classes many, many years ago,
this is known as Circular Reasoning. It is aso as
faulty as our collagen.

While it may be true that there is presently no known
cure for EDS as such, extending that position to all
soft tissue dysfunction simply because one has EDS
is pure nonsense. Yet, | see it happen al the time.
And when it does, the person with EDS starts a self-
fulfilling, downward, defeatist spiral.

Too many health care providers take on one of two
primary attitudes. The first one is to simply wash
their hands of us. Since there is nothing they can or
know how to do, they want no part of the EDS pa-
tient. Go someplace else. The other primary attitude
is invasive treatments involving surgery or drugs.
There may be no proof that these treatment protocols
come even close to being effective, but sinceit isthe
only thing they know how to do, they resort to them
out of desperation, out of a sincere, even if mis
guided, desireto at least try something.

There are some really serious problems with the In-
curable Mind-Set. The most important is that it is

(Continued on page 30)
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Research

Title of Project: Mutational Analysis in Ehlers
Danlos Syndromes

IRB # 2004-061
Principal Investigator: Clair A. Francomano, M.D.
Site: National Institute on Aging

NIA-ASTRA unit

Harbor Hospital

3001 South Hanover Street
Baltimore, MD 21225

The genetic basis of more than 50% of patients af-
fected with Classical Ehlers-Danlos Syndrome and
greater than 90% of Hypermobile EDS remains to
be determined. We are looking for families with
multiple affected members that are willing to par-
ticipate in this protocol to look for the identification
of previously unknown genes that cause EDS. The
study involves a thorough history and physical and
a blood draw, and can be completed in about half a
day per person. Children ages 2 and over can be
enrolled and there is space for 650 participants.
There are meals provided and accommodation if
patients are out of town. They can arrive the night
before and stay in the unit if room is available.
Travel costs are not provided, but letters of support
for Angel Flight/Commercial Airlines for finan-
cialy needy patients can be arranged.

The discovery of new genes will help development
of prenatal and confirmatory testing for diagnostic
purposes.

If interested, please contact Dr. Nazli McDonnell
mcdonnellna@mail.nih.gov or Dr. Clair Franco-
mano (410) 558-8201.

Please include full contact information and date of
birth in email.

We thank everyone who has participated or is plan-
ning to participate in the Hereditary Disorders of
Connective Tissue 2003-086 protocol. There are
more than 130 EDS patients on the waiting list to
be scheduled. We are approaching our enrollment
limit and will temporarily close the study to new
applicants. Limited number of spaces may become
available if some of those on the waiting list can
not participate. We will notify everyone if the en-
rollment limit isincreased by the IRB.

Our group works on many genetic disorders, in-
cluding hereditary disorders of connective tissue
such as Marfan, Stickler and EDS as well as genetic
diseases of aging and hereditary cerebrovascular
aneurysms with a total of seven clinical protocols.
It is only possible to schedule one or two EDS pa-
tients per week due to space and resource restraints
in our unit. Due to this reason, it may be many
months to years before everyone who has expressed
an interest can be enrolled. We very much appreci-
ate your patience.

Experimental Treatment Explorers Sought

Are you interested in conducting your own per-
sona medical case study of an experimenta EDS
[l treatment? Low dose Naltrexone has been
proven safe, probably boosts your own endorphin
system for improved pain and auto-immune symp-
tom management, and may improve connective tis-
sue heding. Contact Norman Brown, Ph.D.,
nphbrown@aol.com for information and a research
package for persuading your doctors to prescribe
and monitor your treatment. NIH researchers con-
sidering a clinical tria are looking to our docu-
mented experiences to help map the scope of effec-
tiveness for this surprisingly cheap drug. We can
make a difference!
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Product Reviews
(Visit our website for more information)

NoPity Shirts
By Barbara J. Uggen-Davis

ur own EDS Today contributor, Ricky Bu-

chanan has designed over 75 T-shirts and
other products for people with disabilities with a“no
pity” theme. The site, NoPity Shirts,
http://nopityshirts.com/ offers many styles of shirts
with different disability themes. There are shirts for
disability pride, humor, service animals, wheel-
chairs, deaf/hearing impairment, Chronic Fatigue
Syndrome, Fibromyalgia, invisible disabilities, Mul-
tiple Chemical Sensitivity, chronic pain, and much
more!

The site also offers a newsletter every 6-8 weeks
which will update subscribers with information
about new products on the site.

Pudding Recipe

By Kristina Payne

Ingredients:

2/3 Cup sugar

1/4 Cup corn starch
3 Thsp cocoa powder
and a dash of salt

1 Tsp vanilla

1 Thsp butter

2-3/4 Cups milk

Recipesfor Health

Directions:
Combine dry ingredients sauce pan

Slowly stir in 2 3/4 ¢ milk and bring to a boil over
med high heat, stirring constantly.

Boil and stir 1 min.

Add 1 tsp. vanillaand 1 T butter, stir until butter is
melted, and cool till it reaches the right temperature.

It tastes so good, and aways be careful of using a
spoon someone licked to serve up more, this pud-
ding will quickly dissolveitself if that happens.
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Poems

| Am

by Brandon Ginley

| am aloving son that cares for my mom
| wonder if theres acure out there

disorder

| see my mom doing all the things she cant do now

| want al thisto happen

| am aloving son that cares for my mom
| pretend that my mom doesnt have EDS
| feel that there will never be acure

| touch my mom s heart when | say these kind of
things
I worry | will wake up one day and she will be
gone
| cry when my mom getsreally sick
| am aloving son that cares for my mom

| hear my mom working around the house with no

| understand there may never be a cure
| say | wish my mom didnt have EDS
| dream my mom finds a cure through a plant
| try to help out whenever | can
| hope a president looks into finding a cure like
John Kerry
| am aloving son that cares for my mom

My Grandpa My Angel
By Amanda Hankins

| stayed by your side
and watched you suffer
| saw your pain and heartache
and | watched you wait for your time

| laid with you
and watched t.v.
| snuggled up close
to feel your heartbeat
| saw you close your eyes
and | watched you sleep

Y ou held my hand
and hugged me tight
you stroked my hair
trying to show me that you cared

Y ou gave me akiss
and told me you loved me
| fought back the tears
to say | loved you too
| was ready to cry
| had never heard you say this
tomeinal my years

| watched over you
and fed you your meals
| felt such tenderness
while you were near

| saw you cry
| wiped away your tears
| spoke to you softly
trying to soothe away your fears

| watched you fade
day by day
| saw your glow
slowly fade away

| held back the tears
as your body became cold
| watched those loving eyes
lose their sparkle and die
| looked up and watched you fly

My heart was |eft broken
| watched my world slowly fade away
I lost himinlife
but in my heart he will forever stay




Reader to Reader

Page 26

To submit an article for the Reader to
Reader column, write to: EDS Today,
PO Box 88814, Seattle, WA 98138-2814
or by email to info@edstoday.org

Kidsband together for variety of causes
By Jo Ciavaglia
Bucks County Courier Times
Reprinted with permission

ucks County educators are learning a success-
ful school fund-raiser isall inthewrist.

When one of his global studies students suggested
selling baby-blue rubber bracelets stamped with
"Water for Waslala' as a fund-raiser for the senior
class humanitarian project, Conwell-Egan Catholic
High School teacher Richard Papiro was skeptical.

Until thefirst 500 bracel ets sold out in afew hours.

"I know they are popular, | ve seen students wear-
ing them and people in the community wearing
them," he said. "l was thrilled when so many stu-
dents gobbled them up. They are coming to my
door asking, Did you get the new bracelets? "

Like nonprofits, charities and sporting goods giants,
local schools are jumping on the colored rubber
wristbands craze made popular by Tour de France
champ and cancer survivor Lance Armstrong as a
way to raise awareness and money for local, global
health and social causes.

"Whoever came up with the idea is actually a gen-
ius," said Paul Meehan, who teaches sports and en-
tertainment marketing at Pennsbury High School
East. "At our level, al kids have at least two on
their wrists. Why the kids are buying them in mass

quantities, | dont know. | dont know what is the
competition with the kids."

Some schools sell the bracelets as part of larger
fund-raising efforts. Armstrongs yellow
"Livestrong" bracelets, which raise money for can-
cer programs, sold out in several Bensalem school
stores.

Daniel Hayes and Adam Eisner, both of Lower
Makefield, are selling American Lung Association
bracelets for $1 each at their Pennsbury middle
schools. The effort earned them the nickname "the
bracelet boys."

In March, Adam sold 825 of the dark purple bands
stamped with "Breathe Easier" and "Act Now" at
Edgewood and Afton Elementary schools. He re-
cently sold them at Charles Boehm Middle Schooal,
where heis asixth-grader.

In his persona collection, Adam has 15 rubber
bracelets he wears on a rotating basis, including a
"Livestrong,” two pink breast-cancer bands and
three light purple Relay for Life bands.
Why does he like them?

"I have no idea," Adam, 12, said. "l thought they
were cool. They just are.”

Instead of spaghetti dinners, car washes and coin



drives, some schools are selling rubber bracelets to
boost PTO or student council coffers or as part of
school projects.

At Council Rock High School North, the $2.50
navy-blue "Rockstrong” wristbands helped raise
$2,000 for an Ehlers-Danlos disease charity in the
name of a graduate who died of the vascular disor-
der, principal Susan McCarthy said.

For a class project, Pennsbury marketing students
created an orange and black swirl band stamped
with a falcon head and "Pennsbury.” Initialy,
Meehan thought 500 would be enough, but students
convinced him to order 5,000.

"Thekids said, Theyll sell, they |l sell, they Il sell,”
he said.

Sdll, they did - more than 3,500 over two weeks at
district schools, which sold them mostly for student
council fund-raisers; the money the marketing class
raised was donated to the DARE drug-prevention
program and a breast-cancer charity, Meehan said.

Since last month, Hoover Elementary School in
Middletown has sold several hundred of its 1,000
"Hoover Cares' bracelets and sold out of the glow-
in-the-dark ones, said Suzanne Jones, president of
the Middletown school s Parent Teacher Organiza-
tion.

"The kids love them," she added.

At Ferderbar Elementary in Lower Southampton,
demand for the red or blue "Ferderbar” bracelets in
the school store was so great, principal Rodney
Bauer ordered 100 more after twice selling out. The
sales alowed the Home and School Association to
raise more than $300 for the school s EIf Fund.

But fund-raising is only one of the benefits the
bracelets provide, educators and students said. As a
fashion must-have, the accessories also attract atten-
tion to social and health causes, something Conwell-
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Egan s Papiro quickly found out.

"I wear one and people ask, What is that?" he said,
adding after he explains about the Water for Waslala
project - which raises money to install fresh water
systems in Waslala, Nicaragua, population 85,000 -
people have donated $20 to $100 on the spot.

Conwell-Egan senior Stephanie McGlinty had the
ideafor selling bracelets.

"| was sitting one day and | was looking at my wrist
and my Livestrong bracelet and, not trying to copy
it, | thought it would be a good idea if we could do
it,” the Fairless Hills 17-year-old said. "It seems like
they redlly like them. The bands with causes are
more popular because they are helping other peo-
ple."

Turned out her idea was among the school s most
successful senior-project fund-raisers.  The 700
bracelets aone raised amost haf the $2,500 goal.
Each Waslalawater system costs $5,000.

"People wear them for so many different issues and
causes," Papiro added. "They dont seem to mind
putting three or four on, and adoring themselves as a
banner for a cause they support.”

Deciphering therainbow
WHAT DO THE COLORS MEAN?*

YELLOW

General cancer
Come home/U.S. Troop support

PINK

Breast cancer
Birth parents

PINK AND BLUE TIE DYE
Birth defects



BLUE

Cystic fibrosis
Autism
Diabetes
Prostate cancer
Drunk driving
Child abuse
Colon cancer

GREEN

Muscular dystrophy
Braininjury

Health

Ecology

Organ donor
Leukemia

Lyme Disease
Kidney cancer
Depression
Diabetes

Slaughter in the Sudan
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RED PURPLE
HIV/AIDS awareness Disadvantaged children
Blood donor Sexual/domestic violence
DUI awareness Children with Diabetic
Substance abuse Lung disorders
Diabetes BLACK
Anti-tobacco
Mourning
RED AND BLUE Meanoma
Epilepsy GRAY
ORANGE Diabetics
M_ultlplescleross GOLD
Diabetes
Hunger Childhood cancer
Lupus * Qrganizations may adopt differ-
Racial tolerance ent shades of a color to represent
WHITE their cause
Right to Life Source: About.com
Alzheimer s Disease
Free Speech Jo Ciavaglia can bereached at

215-949-4181 or
jciavaglia@phillyBurbs.com.

May 24, 2005 6:03 AM

THANK YQOU!

DS Today would like to thank Council Rock

High School and students Ali Burstein and
Bari Levine who organized the “ROCKSTRONG”
fundraiser mentioned in the preceding article, “Kids
band together for variety of causes.”

EDS Today received a generous $2000 donation
from the fundraiser in memory of Jeremy Semanoff.

Special thanks to Ali, Bari and al the students and
faculty of Council Rock High School. You guys
really do “ROCK STRONG!”
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Breaking it Down

By Paula Offutt
and Jodla

The key thing |
have learned about
clicker training is
that you have to
| break a task down
# into steps. Teach
the steps in order,
combining them as
you go. A good example of this was when | taught
Joella to open the refrigerator door. Sometimes my
hand just doesnt have the grip to pull on the handle.

The steps to teaching this were broken down into:
touch it, close it, take it, pull it, open it. Touch it is
a good task to teach. It can work on so many
things—buttons for elevators and automatic doors,
pushing closed adrawer or door to name a few.

Except for the clicker itself (alittle box with a piece
of metal that clicks when you push on it), every-
thing we used | found around the house. First | took
a short piece of a bamboo stick. The professionals
call these sticks (made of all sorts of material) as a
target stick. Then | duct taped a yellow Nestlés
Quik lid to one end. | held the stick right up against
the lid and put it close to Joellas nose. Then | said
touch it. Of course, with the lid being so close, she
couldnt help but touch her nose to it to sniff it. As
soon as that lid made contact, click and treat as if
she had won the lottery. If your dog doesnt go to-
ward the lid, bring the lid to her. As soon as you
touch it to her nose, act asif she had done it instead.

As she connected the touch it to touching the lid, |
moved my hand further down the stick and extended
it out beyond Joellas eyesight since she was looking
a me. She had to make an effort to touch it now.

Once that was established, | moved it further away
so shed have to get up out of her sit to touch it.
Then | raised it higher, went lower, went behind me,
etc., making her touch it wherever it was.

Next | put the lid on an easy dliding drawer in the
kitchen. | had her touch it over and over. Then |
pulled the drawer open a bit, just so it was balanced
open. | had her touch it again until finally the drawer
did closed. She won that lottery again. Then |
waited to click until she had touched it hard enough
that it closed. The command now became close it.
While close it was not what | was working toward,
she now had cause and effect. Now the touching
was more than just grazing the lid with her nose.

In other practice sessions, | moved that lid all over
the house. Whenever | pointed to it and said touch
it, she did. | next took asmaller lid and did the same
thing. | kept going smaller and smaller until it was a
small knob on the drawer | had her touch to close
it. Sometimes making this change in the touch it
object can be confusing. You may have to attach the
smaller object inside the larger then remove it later.

Among all this, | aso used my target stick to rein-
force touch it. Whatever | pointed to, | asked her to
touch it. She is very good at this, and quickly
learned it is the object, not the stick, sheis to touch.
Others have used laser pointers for touch it as well
as discrimination between objects. This didnt work
for Joella since she sees the dot as a toy and wants
to bring me the dot, not the object. Sigh.

Now to realy work her brain. | tied a cloth belt to
the handle of the refrigerator, making a large knot.
We worked on touching that knot. We moved on to
getting the knot and putting it in my hand, switch-
ing the command to take it. From there, | asked her
to give it to me, slowly moving further and further
away so that she was having to pull the belt and the
door. At this point, the command became pull it .



Finally | pulled too, and the door opened. Viola
Cheese! Closed the door, asked her to give it to me,
she pulled, | helped. Cheese again. On the third
time, | didnt help but shed aready figured it out.
She now knows just the angle it takes to pull the
door open. | change the command to open it and
she does. She has only opened the refrigerator on
her own (without being asked) twice. Both times |
shut the refrigerator and didnt acknowledge it at all.
No cheese, no no.

Now after each session and after each task, she
knows that inside that “big thing” is her reward.
Sometimes her knowing that is a pain. The washer
isin the kitchen. | scoot the hamper into the kitchen
and she hands me the clothes so | can put them in
(another good time to reinforce the other/next one).
Quite often, after each second article of clothing,
she will look at the refrigerator, thinking shes done
enough to earn some cheese. Severa times she has
gone to the door and looked at me, demanding she
be allowed to open it. | dont though, not wanting to
reinforce that behavior. She comes back and begins
to literally throw the clothes at me!

We have worked on touch it away from home, es-
pecially on those big door buttons. Most of them are
beyond Her Highness reach and she generally will
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not get up on her hind legs without support to the
front. | have, then, had her put her front feet on my
lap and reach with her nose to touch the button.
There are ways to work around most problems or
obstacles such asthis.

I ve had her pull other doors shut but on the whole,
she wont do it. When she was young and on one of
our first outings out, a door hit her from behind and
shes never forgotten it. Shes not terrified of them,
shejust doesnt like them nor trust them. Getting her
to pull one closed is till adifficult thing.

Since Joellais not food motivated except for cheese,
teaching her to open the refrigerator door was safe
to do. If your dog will eat any and everything in
there, you might want to reconsider this task. |
know of several people who have small dorm re-
frigerators where they keep their drinks and other
things they need the dog to retrieve for them. If you
need such a thing as a task, you may want to con-
sider getting one and teaching the dog to open that
one instead.

Resour ces:

http://www.sitstay.com/

http://www.dogwise.com

http://www.jbpet.com
http://mww.www.uwsp.edu/psych/dog/obed.htmiclick

Massage Therapy for EDS Continued...

(Continued from page 22)

simply wrong. It is not true. It is incorrect. It needs
to be stamped out and eliminated as part of our
thought process. And more than a handful of health
care providers need to be reminded that, while EDS
as such may be incurable at the moment, there are a
host of symptoms and associated dysfunctions with
EDS that are curable, or at least treatabl el

Shoulder issues are a good example. EDS affects
the shoulder joint in the form of lax ligaments, ex-
tra-stretchy tendons, etc., that alow for things for
shoulder subluxations and dislocations. This is the

primary issue, from which spring many possible
secondary issues.

Thoracic Outlet Syndrome, especidly the Pectord
Minor and Costoclavicular variants are very com-
mon with those suffering EDS. Another common
problem directly related to these is frequent rib sub-
luxations. Instability in the shoulder joint can put
pressure on the clavicle, causing it to sublux, which
in turn can put enough pressure against the sternum
to cause one or more ribs to sublux. One thing leads
to another. And while the primary issue of EDS
may not at present be curable, the secondary out-
comes can be effectively treated with a variety of
bodywork techniques.



Bemidji Family Raising Fundsfor Service Dog
Thursday, August 04, 2005
By Michelle Ruckdaschel, Staff Writer
mruckdaschel @bemidjipioneer.com
Content © 2005 Bemidiji Pioneer
Reprinted with permission

Bemidji family is finding hope for its young-
est member with a rare disease by raising
money to provide her with afurry, four-pawed pal.

Aliya Adams, who was nicknamed Princess Pink by
her pediatrician because of her pink wardrobe, has a
severe form of Vascular Ehlers-Danlos Syndrome.
The vibrant little girl with an infectious giggle will
turn 2 years old Tuesday.

“(The syndrome) comes with a really severe bleed-
ing disorder,” said her mother, Anna Adams.

When born prematurely at 26 weeks weighing just 2
pounds and 2 ounces, Aliya suffered two major
hemorrhages. Due to these events, she has several
medical conditions including spastic triplegic cere-
bral palsy, seizure disorders, an immune deficiency,
global developmental delays and alack of speech.

To help Aliya, her family is raising money for a
mobility assistance dog through the 4 Paws For
Ability program based in Xenia, Ohio. So far, they
have raised about $2,000 of the $12,000 required to
receive the specially-trained dog.

On Saturday, the community will have the chance
to offer their support from 8 am. to 4 p.m. at arum-
mage sale in the parking lot of Perkins Restaurant,
where Aliya's father, Darrin Adams, works. All
proceeds from the sale, which is being organized by
Darrin’s co-workers, will go to the 4 Paws program
toward Aliya s dog.

The 4 Paws mission is to enrich the lives of people
with disabilities by training and placing service ani-
mals to provide them companionship and promote
independent living.
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As Aliya gets older, her canine helper will do things
she may not otherwise be able to do on her own,
like open doors and turn on the lights, Anna said.
She said the dog will be able to pull Aliya's wheel-
chair for short distances, as well.

But it will aso be trained to be a companion to
Aliya, providing her with emotiona support, Anna
said. The dog, for example, will be trained to sense
when Aliya starts to feel anxious about something
and lay its head on her lap. Also, the dog will ac-
company Aliya to her appointments at the hospital,
aplace she now fears after so many intense visits.

“She's had 30 admissions in the past 23 months,”
Annasaid.

After a couple of years, the dog will receive addi-
tional training tailored for Aliya s needs, Anna said.

She said she has yet to hear any parents say their
experiences with 4 Paws dogs aren’t more than they
expected. She and Darrin have kept in touch with



other parents participating in the program through
e-mails and Web sites, and have found strength in
their support.

While most of these parents have autistic children,
one mother Anna has connected with has a son with
similar medical conditionsto Aliya.

“They're at training right now,” Anna said excit-
edly.

Once a family raises their $12,000, they travel to
Ohio for two weeks of training with their dog, she
explained.

“They train us more as ateam — the parents, the dog
and the child,” Anna said.

She said the dogs help the disabled children, who
may otherwise fedl isolated from other children, to
make friends.

“Every parent has testified to that,” Anna said. “It
really has opened up anew world to them.”

Having a dog that will constantly be at Aliya's side
will also help Anna, who cares for her daughter’s
demanding medical needs at home.

“She’'s considered hospital-level care,” she said of
her daughter’s current condition.

But, Anna said, Aliya's doctors have “gone way
above and beyond” to help Aliya stay at home by
teaching her how to care for her daughter. Still, doc-
tors call the Adams home a few times a day and a
medical supplier stops by daily.

Tending to her daughter’s medical needs has made
Annawant to fulfill her dream of becoming a doctor
even more. She added that she hopes to attend
medical school when Aliya gets older.

After Aliya was diagnosed with Vascular Ehlers-
Danlos Syndrome, doctors did genetic testing on
Annaand discovered she aso has the disease.
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“We just found out in the last four months,” Anna
said.

And doctors aso believe Darrin and Anna’'s 3-year-
old daughter, Gracie, like Anna, may have a milder
version of the disease. The coupl€e’s 7-year-old son,
Nathan, and 5-year-old son, Ryan, will also be
tested.

“Each of our kids have a 50-50 chance of getting
the disease,” Annasaid.

Because the disease is so rare, only two doctors in
the world speciaize in it and only about 800 people
in the world have been diagnosed with it, Anna
said. She and her husband, Darrin, hope to travel to
Sedttle to visit with one of the doctors. The other
doctor practicesin the United Kingdom.

Since Aliya has been diagnosed with the severe
form of the disease, the family has experienced an
outpouring of support from those who have gotten
to know her, Annasaid.

She said the nursing staff at Gillette Children’s Spe-
ciaty Healthcare in St. Paul plan to do a fundraiser.
Meanwhile, the staff at the hotel where they stay at
regularly in St. Paul plansto help, aswell.

“They’ ve gotten to know us so well,” Anna said.

She said the hotel, which has a restaurant fre-
guented by the state’s senators and representatives,
plans to provide information about Aliya and her
family’s pursuit for a mobility assistance dog to its
visitors.

“Everybody’s ready to jump in and help,” Anna
said.

Anyone wishing to make a tax-deductible donation
toward Aliya's dog should send the donation in her
name to 4 Paws For Ability, 253 Dayton Ave., Xe-
nia, OH 45385. To learn more about Aliya, visit
cafepress.com/princesspink.
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By Cathy Bowen

Christine Bdll

By her mother,
Audrey Sebo

hristine Béll

was our
daughter, the first
of our four chil-
dren. Sadly, she
died on January 3,
2004 at the age of
forty from the Vascular type of Ehlers Danlos Syn-
drome (VEDS).

Five days after her birth, the obstetrician told me
that he thought something could be wrong, because
she had become very jaundiced so soon after birth.
Blood tests were conducted, but of course they re-
vealed no cause for this problem. Bruises started to
appear as soon as she began to crawl. What would
probably have been bumps for other children were
sometimes skin breaks for Chris. For afew years we
had our children checked by a pediatrician aswell as
our family doctor. When Chris was approximately
ten years old, she had some vague complaints of dis-
comfort, such as aching hands. "There is nothing
wrong with the child, but I'll have her admitted to
the hospital under the Chief of Pediatrics to check
her out,” our family doctor had said. Nothing was
ever found to be wrong with her. She complained of
eye discomfort and we went to an optometrist. He
said that her pupils did not constrict, but that this
would not be a problem. During puberty, Chris had
several infections, such as boils. Our doctor was
puzzled by an abnormal white blood count and she
was seen twice by awell known pediatric hematolo-
gist. The doctors seemed to sense that something
was not right, but never went beyond taking blood
tests.

Around this time, Chris teeth became loose. Our

puzzled dentist referred her to an orthodontist. She
had a very painful session of braces. Half inch can-
kers developed because of the wires. That's when
we realized she had tolerated much pain in an un-
complaining manner. Later, she endured another
session of braces and surgery to realign her jaw.
During her final years, she saw a periodontist regu-
larly.

Chris married Steve and they had their first child,
Shaun. He, too, was "jaundiced" early, and it was
soon apparent that, like his mother, he bruised easily
and had many skin breaks with much bleeding.
Chris and Shaun’s stories were typical of VEDS
people. Shaun’s school required a letter from their
doctor because another parent had reported Shaun’s
many bruises. | then realized why I’d had a surprise
visit from a public health nurse when Chris was in
kindergarten.

Chris and Steve went to an infertility clinic because
they wanted to have more children. A histerolsalpin-
gogram was unreadable because the dye, unex-
plainably, went into the blood vessels instead of just
the fallopian tubes. Following a minor fal, Chris
had a rupture necessitating a spleenectomy, fol-
lowed by a complicated recovery. Hind sight re-
vealed many clues were present, that she had EDS.

On January 5, 1996, Shaun died of a ruptured aorta.
The coroner happened to have recently met afamily
with a different type of EDS and he had read about
EDS. The day after Shaun’s death, he told us about
EDS and we of course then realized that Chris had it
also. That was a year of grief, fear and learning. The
diagnosis was confirmed by a skin biopsy test.
Blood testing of myself and husband revealed that
Chris' condition was a mutation. After afew months
we found the Canadian (CEDA) and the American
EDS Associations on the internet — a result of our
own searching, unaided by medical personnel.



Chris' belief that she would be with Shaun again
was her greatest support and comfort. Because of
the EDS Associations, she met alady older that her-
self, who aso had VEDS. The friendship that devel-
oped between the two couples was a tremendous
help to her.

Physicaly, bowel regulation was a big problem.
Chris sought advice and dealt with it fairly success-
fully. In 1998, she had a small rupture of an ab-
dominal blood vessal, which sealed and healed. The
ER doctor had recognized it and had transferred her
to aVascular Clinic, where her care was excellent.

Chris longed to be a mother again, despite the threat
to her own life and the heredity factor. Because of
backache and other problems, a hysterectomy was
recommended. She did much research but could not
commit to the finality of it. Then after seventeen
years of wanting another child, she was pregnant!
The suggested delivery date by Caesarian Section
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was scheduled for Jan. 5, 2001 — exactly five years
after Shaun died. She believed it was a miracle and
so do we. Everett’s skin test was negative for EDS.
He brought so much joy to Chris and Steve, and all
of us. Now both families are Everett's caregivers
while Steve is at work.

The eight years that we knew Chris' diagnosis were
a frustrating time regarding our local emergency
department. During most visits, we were faced with
doctors and nurses who knew nothing about EDS,
despite the fact that Shaun had died there. They
dealt with the symptoms, but we usually knew they
did not understand the true fragility. We always of-
fered Chris' portfolio of information, but were not
"taken up" on these offers. During hospital admis-
sions, we would leave brief outlines about EDS at
the nurses’ station. When the final rupture occurred,
she was in the hospital where the Vascular Clinic is,
so we console ourselves that, at the end, all was
done that could have been.

Tributeto my friend, Christine Bell
By Joyce Rogers

ave you ever felt like you knew someone all

your life? Thats how | felt the day | met
Christine and Steve Bell. Our friendship was instan-
taneous. My husband and | had gone to the Ehlers-
Danlos Learning Conference in Philadelphiain July
1999. Chris introduced herself and Steve to us out-
side the hotel one day and from that point on we
were inseparable until the conference ended. |
found out that Chris also had Vascular type EDS
(VEDS) as had her son, Shaun who died in 1996.
Our friendship continued after that as we wrote of -
ten and talked on the phone fairly regularly. It was
asif shewasapart of my family. After the confer-
ence | put a picture of Chris, and me taken at the
conference on my kitchen counter and it remains

there to this day.

When the conference ended, we promised to keep in
touch and thus began a regular exchange of letters
and phone calls. Chris always wrote such interest-
ing letters about what she was doing. She would
talk about the golf tournament held each year in
Shaun's memory; about her giving a speech on EDS
and how scared she was doing it, and that the
money raised in the annual golf tournaments went
to the Freudman Family Research Fund for connec-
tive tissue research and how there was such a long
way to meeting its goal of two million dollars.

As our friendship grew, | continued to learn things
about Chris and what a strong, caring, and deep per-
son she was. It was clear that family was very im-
portant to her. She often spoke about them; Steve,
her parents, her siblings and Steves family. Most of
all, she never forgot to mention their "angel” Shaun



who remained always in her heart. When Chris sent
agift it was aways from her, Steve and their angel,
Shaun. Through her letters | aso learned what a
great love she had for nature and camping and the
outdoors.

When Chris became pregnant with Everett we kept
in close contact during her hospital stays and when
Everett was born in 2001 we shared in her joy. It
was easy to understand what a delight he was from
Chriss newsy letters. We got lots of photos of
Everett over the months to follow and she kept us
updated about his progress. We continue to have his
picture on our fridge. Chris love for Everett shone
through in our conversations even in her letters.

It was evident that her family was important to
Chris. She often talked about them and even sent us
a video of Everetts second birthday, a wonderful
celebration with family and friends.

In October 2002, we were thrilled when Chris,
Steve and Everett came to Nova Scotia to visit with
us for two weeks. Everett was the cutest little guy
with the biggest, happiest smile | had ever seen. He
was a darling and he was turning out to be a great
little camper, just like his Mom and Dad. We had a
wonderful two weeks with them, visiting the Cabot
Trail, where Christook lots of video of the beautiful
scenery, a big highlight being some video of a
moose just off the highway. On another occasion
we stopped by the roadside to observe a great bald
eagle in its nest high atop a power pole. Chris was
in awe of these wonders of nature.

Chris, Steve and Everett got to meet my sister
Nancy (who aso has VEDS) and we al visited
Peggy s Cove where we had taken a picnic lunch.
Everett just loved it there and he was redly happy
when he finally managed to get wet from the water
lying between the rocks. We all had a wonderful
day together taking lots of pictures which we later
shared and which | treasure even more dearly now.
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Our friendship was specia right from the begin-
ning. We shared our concerns and fears about EDS.
Chris was quiet, serious, and eager to know any-
thing she could about EDS. On many occasions dur-
ing their visit, we talked well into the night.
Through our talks we learned that we shared a lik-
ing for alot of the same things. At one point while
we were at the conference together in Philadelphia
someone thought that Chris and Steve were our
children and they often jokingly called us Mom and
Dad.

There was truly something specia about Chris. All
who met her were touched by her gentleness and
sincerity. The obvious love and devotion shown to
her by her husband, Steve, was perhaps the best
tribute to this.

When | heard Steve s voice on the phone in January
of 2004, | knew immediately in my heart what had
happened. Steve and Everett lost a wonderful wife
and mother and | lost a specia and cherished friend.
Our friendship was only for a brief few years, but |
feel like it had been for a lifetime. Chris once gave
me an angel and she was caled the angel of
warmth. When | look at it now and think of Chris |
remember the warmth of our friendship. I miss her
dearly and as | continue in my lifes journey, | be-
lieve that | will always feel Chriss presence in my
life.



Remembering a gentle soul
By Christine Phillips

ou could say we all lead separate lives,

separate from what others view, separate
from what you portray to friends and family....
Separate from your mind and your minds eye.

Not Christine Bell. She was who she was. She was
akind and beautiful woman. She was a mother.

When | first met Christine, | was taken aback at
how pretty and innocent looking she was, she
looked like a little girl about to jump on a tree
swing and fly away. Little did | know! After talk-
ing to Christine | found out she had endured more
in her life then most of us. But Christine till
glowed with tomorrows, as | continued our conver-
sation | began to see why. She was pregnant with
her son Everett. Some would call this a dilemma
and some would call this a blessing. Christine had
Vascular EDS (Type 1V) and had aready lost her
son Shaun on January 5, 1996. She wanted to know
so much about this disease.

We talked and talked. She told me so many stories
about Shaun and what a great kid he was, but some-
thing in her eyes was separating her from telling me
what was really bothering her. This baby inside of
her was loved more then she could put words too.
Christine was willing to give her life for the life of
this tiny baby. She worried that this child would
also have EDS, she worried that she would only be
giving this baby life only to endure the pain that she
has. She was losing Faith. | told her she had to be-
lieve that what she was doing was a gift from God.
It was another chance for her to share her love with
the world. Believe that the baby would be ok and so
would she.

Christine loved to garage sale and of course we
linked immediately. | think it is the hunt that stirs
us, the one thing that we will find and be our
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"SCORE" or our "TREASURE." She loved to find
old things and make them new. She loved to collect
and share. Christine had fun, when she was out and
about, it was a way to put the thoughts of Ehlers-
Danlos Syndrome on hold, even if it was for a short
time.

Christine decided to go ahead with her life and
leave it in the hands of God. There were days | am
sure her pain was not something she planned on,
but, exactly five years after Shaun had passed away,
little Everett Bell was born. January 5, 2001. Was
this planned by an unseen power or what?

Christine shared pictures of Everett with many of us
and he was such ajoy to al. | still have a blown up
picture of Everett and Christine hanging on my
wall. | touch her everyday and blow Everett Kisses.
My wall of picturesis my wall of life. Sadly, Chris-
tine lost her life at forty years old on January 3,
2004.

Thankfully, Everett does not carry the Ehlers-
Danlos Syndrome gene.



My Friend...My Sister-in-Sorrow...
by Cathy Bowen

It was September 1996 when | first became aware
of Christine Bell, but it wasn't until January 1997
that | finally called her. It was through unbelievable
circumstances, a shared sorrow, and a common
bond, which brought two strangers together. The
death of our beloved sons from Vascular EDS
(Type IV-VEDS). And the fact that both Shaun (13
yrs. old) and David (14 yrs. old) were also hockey
players. We exchanged photos of our boys and with
Chris permission, Shaun’s picture is always in-
cluded with all the others for memorial services or
when | attend an educational event bringing aware-
nessto EDS.

We continued to communicate through letters or the
occasional phone call. It wasn't until 1999, that
Christine and Steve came to the EDNF conference
that was held in Philadelphia. This is where we fi-
nally met face to face. It was like we knew each
other forever. There were other parents who had
also lost their sons to VEDS. | introduced every-
one and we immediately started to share our feel-
ings about EDS, our grief, the loneliness, sadness
and the heartache of missing our children. We com-
pletely understood, felt each others pain and what
we were going through. All of us had experienced
the most profound sorrow — the death of our child.

My heart broke when | learned of Christine's death.
My deepest, heartfelt sympathy to Steve, Everett,
her Mom, Dad, and her sister Ann. | wanted to
share some excerpts from Christine’s letters to me,
so her family can read her own words. “1 have to
believe that our sons are friends in heaven and that
right now they are probably discussing hockey as
the season is starting now. If | didn't believe in
heaven and an afterlife | don't know how | could
possibly go on thinking that | would never see
Shaun again.”
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Chris and | discussed her medical issues caused by
EDS. | helped supply medical information to her, so
she could give it to her doctors. She was told that
she would probably need a hysterectomy and she
was contemplating her options and trying to make
sure she would receive appropriate care and treat-
ment. This is what she had to say: “| see a surgeon
in November, they wanted me to have a fleet enema
before my appointment. | had to tell them the dan-
ger of this for someone with VEDS. This really up-
set me that | have to tell them this. Why aren’t they
trying to find out as much about EDS as they can,
before treating me?”’

Thankfully she didn’t have to make a choice, one
was made for her. Chris and Steve aways wanted
another child after Shaun was born, but they hadn’t
been able to conceive again. Then, miraculously
Chris became pregnant seventeen years later. Chris
was so happy and worried at the same time, not for
herself, but for the baby. Everyone's prayers were
answered. Everett did not inherit VEDS. He is
Christine' s legacy, a part of her that lives on in him.
Like his mother, he brings joy, laughter, and love to
everyone he meets. “Everett makes our Christmas
very specia this year. Every moment with him is a
blessing that we cherish, he brings such joy to Steve
and I. I'll talk to you soon.”

“Love Chris, Steve, Everett & our Angel Shaun”

Photo: Kathy Sedlar (passed away 1/1/05-VEDYS),
Joyce Rogers, Diane Specht, Christine Bell, Cathy
Bowen
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Chris had told family members where to find a file she had prepared. She included this poem, which she
had written prior to being pregnant with Everett.

When | Dieand Go to Heaven
By Christine Bell

It pains meto think that I || be leaving you all
But one day soon the Lord will call
So when | die and go to Heaven
| want you to try and shed one less tear
Because Shaun iswaiting for me so | have little to fear

| didnt care much for dusting or mopping
| preferred to be at Value Village shopping
So when | die and go to Heaven
| was probably mending a second hand blouse
Rather than spending my time cleaning the house
| feel my life was very blessed

To have family and friends that were the best
So when | die and go to Heaven
[ Il return to your side with an angel stouch
Because | loved you all so very much

| d wander through flea markets with awish
That hidden in abox was a special rose dish
So when | die and go to Heaven
| wonder if up and beyond the big blue sky
Is ayard sale with treasures at a good buy

It bothered me that there were certain thingsthat | couldnt do
But | m grateful to have enjoyed my nieces and nephews as they grew
So when | die and go to Heaven
My life here on Earth sadly ends
After years of happiness and love shared with family and friends
People dont say "l love you" enough
These three words shouldnt be so tough

So when | die and go to Heaven
If you havent heard me say "I love you"
| hope my actions have shown that | do
| tried to make our lives awondrous thing
But | d wonder what my new life would bring
So when | die and go to Heaven
I 1l soon get to see
What God has planned for me.

—Love Chrig




Disability Day helpsraise awar eness (Continued)

(Continued from page 12)

While Mr. Stoughton doesnt shout about his work,
Ms. Etzdl is happy to speak up for him. She said he
"does quite a lot for the disabled and were very
honored to have him as our honoree this year."

Although this years event will honor Mr.
Stoughton's work, the honoree emphasized that the
events goal is to send a broader message, to
"educate the community so they see there are
services available, that the commission is here to
help families, to help individuas, to offer services,”
he said.

ADA Sole mission of Tempe specialist (Continued)

(Continued from page 13)
charwoman of the Tempe Commission on
Disability Concerns.

"Some good things take time," she said, and it was
worth the wait. "Youre not only fixing it for
yourself, it s for the next generation.”

Brown has held other key positions in the disabled

Swimmer channels ener gy (Continued)

(Continued from page 13)

take part.

The Channel Challenge begins on Monday,
September 12 and is getting underway in swimming
pools across the country. The 22 mile distance, can
be done by individuals or teams completing the
distance of the English Channel. The deadline date
is Sunday, December 4, giving the swimmers 12
weeks to complete.

Giuliana will swim the challenge in the Aspire pool
where there is a ramp for easy access. She says "I
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Mr. Stoughton believes that this event is truly for
the community at large, not just part of Anne
Arundel County s population. "Everybody knows a
person with a disability,” he said. "If we live to be
old enough, we will al have ability problems, such
as getting though a doorway in a wheelchair.
Eventually, everybody is going to need us."

Karen McLaughlin is a freelance writer in Severn.

Published August 24, 2005, The Capital, Annapolis,
Md. Copyright © 2005 The Capital, Annapolis, Md.

community, including training and program
development coordinator at the Arizona Office for
Americans with Disabilities and as statewide
coordinator for ARTability, which works to provide
disabled accessto Arizonas art venues.

Tempe residents with questions about accessibility
to city buildings or events can call the ADA hotline
at (480) 350-2704.

want to take part in the Swim Channel to prove that
people can overcome their difficulties and | hope to
inspire others to get involved." If you would like to
take part , or find out more, contact Lynsey Coles,
Aspire Channel  Swim, Freepost Ang40106,
Stanmore, HA7 4BR or call free on 08000370880.



Types of Ehlers-Danlos Syndrome
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Reprinted with Permission from the
Canadian Ehlers-Danlos Association (CEDA)

hlers-Danlos Syndrome (EDS) is a heterogene-

ous group of heritable connective tissue disor-
ders characterized by articular hypermobility, skin
extensibility and tissue fragility. There are six major
types of EDS. The different types of EDS are classi-
fied according distinct features.

Classical Type

Marked skin hyperextensibility with widened atro-
phic scars and joint hypermobility are found. The
skin manifestations range in severity from mild to
severe expression. The skin is smooth and velvety
with evidence of tissue fragility including hiatal her-
nia, ana prolapse in childhood, and cervical insuffi-
ciency. Hernias may be a post-operative complica-
tion. Also evident are molluscoid pseudotumors fre-
guently found over pressure points and subcutane-
ous spheroids which are mobile and palpable on the
forearms and shins.

Complications of joint hypermobility include
sprains, dislocations/subluxations and pes planus.
Recurrent subluxations are common in the shoulder,
patella and temporomandibular joints. Muscle hypo-
tonia and/or delayed gross motor development may
be evident.

Abnormal electrophoretic mobility of the proa 1(V)
or proa 2(V) chains of collagen type V has been de-
tected. Inheritance: Autosomal dominant.

Hypermobile Type

Skin involvement (hyperextensible and/or smooth,
velvety skin) as well as bruising tendencies are both
variable. Joint hypermobility is the dominant clini-
cal manifestation. Generalized joint hypermobility
that affects both large and small joints is evident in
Hypermobile Type EDS. Recurring joint disloca
tions are common occurrences. Certain joints, such
as the shoulder, patella, and temporomandibular
joint dislocate frequently.

Chronic joint and limb pain is a common complaint
among individuals with Hypermobile Type EDS.
Skeletal X-rays are normal. Musculoskeletal pain is
early onset, chronic and may be debilitating. The
anatomical distribution is wide, tender points are
often elicited.

To date, researchers have identified no distinctive
biochemical collagen finding. Inheritance: Auto-
somal dominant.

Vascular Type

Thin translucent skin reveals the subcutaneous ve-
nous pattern, and is particularly apparent over the
chest and abdomen. Facial appearance is character-
istic in some affected individuals. A decrease in sub-
cutaneous tissue, particularly in the face and ex-
tremitiesis evident. Minor trauma can lead to exten-
sive bruising. Arterial/intestinal/uterine fragility or
rupture commonly arise in thistype of EDS. Sponta-
neous arterial rupture has a peak incidence in the
third or fourth decade of life, but may occur earlier.
Midsize arteries are commonly involved. Arterial
rupture is the most common cause of sudden death.
Life expectancy is shortened with a mgjority of indi-
viduals.

Joint hypermobility is usually limited to the digits.
Tendon and muscle rupture can occur. Talipes equi-
novarus is frequently seen at birth. Other manifesta-
tions that may be found include: acrogeria; early
onset varicose veins, arteriovenous, carotid-
cavernous fistula; pneumothorax/
pneumohemothorax; gingival recession; complica
tions during and after surgery.

Vascular Type EDS is caused by structural defects
in the proaAl (111) chain of collagen type 111 encodes
by COL3AL1. Inheritance: Autosomal dominant.

Kyphoscoliosis Type

Generalized joint laxity and severe muscle hypoto-
nia at birth are seen in this type of EDS. Muscular



hypotonia can be very pronounced and leads to de-
layed gross motor development. Individuals present
with scoliosis at birth. The scoliosis is progressive.
The phenotype is most often severe, frequently re-
sulting in the loss of ambulation in the second or
third decade. Sclera fragility may lead to rupture of
the ocular globe after minor trauma.

Tissue fragility including atrophic scars and easy
bruising may be seen. Spontaneous arterial rupture
can easily occur. Other findings may include mar-
fanoid habitus, microcornea, and radiologically con-
siderable osteopenia.

Kyphoscoliosis Type EDS is the result of a deficient
lysyl hydroxylase (PLOD). Inheritance: Autosomal
recessive.

Arthrochalasia Type

Congenital hip dislocation is present in all, as well
as severe generalized joint hypermobility with re-
current subluxations, skin hyperextensibility with
easy bruising, tissue fragility including atrophic
scars, muscle hypotonia, kyphoscoliosis, and ra
diologically mild osteopenia.

Arthrochalasia Type EDS is caused by mutations
leading to deficient processing of the amino-
terminal end of proa 1(1) [type A] or proa 2 (l) [type
B] chains of collagen type I. Inheritance: Autosomal
dominant.
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Dermatosparaxis Type

Individuals demonstrate severe skin fragility and
bruising. Wound healing is not impaired and the
scars are not atrophic, skin texture is soft and
doughy. Sagging, redundant skin is evident. The re-
dundancy of facia skin results in an appearance re-
sembling cutis laxa. Large hernias (umbilical, ingui-
nal) may also be seen.

Dermatosparaxis Type EDS is caused by a defi-
ciency of procollagen | N-terminal peptidase. Inheri-
tance: Autosomal recessive.

Prognosis

The prognosis of EDS depends on the specific type.
Life expectancy can be shortened with the Vascular
Type of EDS due to the possibility of organ and ves-
sel rupture. Life expectancy in all other typesis nor-
mal.

Reference:

Beighton, P., De Paepe, A., Stelnmann, B., Tsi-
pouras, P., & Wenstrup, R. (in press). Ehlers-Danlos
Syndrome: Revised Nosology, Villefranche, 1997.
American Journal of Medical Genetics.
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ple with Ehlers-Danlos Syndrome. This is your
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