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an you imagine having an illness and not having away to get

information? What if you were too sick to get out to talk to
anyone? What if the information you got was just from your family
and friends? What if they just wanted to shut you up? It's funny
how times have changed. Or should | say how we have changed? If
you are like me, no book or online site is unread. No doctor has | eft
my sight without hearing about EDS and connective tissue disor-
ders.

Sometimes, | get exhausted repeating myself. | often sense that it
just didn’t get through someone’s head. That iswhy EDS Today is
here. EDS Today has been a messenger for the past five years.
Copies are sitting in doctors offices and filed in patient records.
Other groups want to learn what we al are physically, emotionally
and spiritually going through. Why do we go in every three to six
weeks to visit our doctors and smile? All the nurses are happy to
see most of us and have certainly learned about Ehlers-Danlos Syn-
drome. Doctors and nurses at NIH are reading EDS Today to learn
what we really experience. | am so proud of every one of you who
have ordered extra copies of EDS Today to give to others. It has
been amazing to see how much you al care.

Everyone at EDS Today is a volunteer. Each of us work on this
newsletter because we love helping others. We are here to listen
and to share our todays and most importantly our tomorrows.

We are the team at EDS Today and we are proud of it! You can
participate on our team by submitting articles and giving valuable
feedback. Make a difference by calling 253-835-1735 or write us at
info@edstoday.org

Have an incredibly healthy and sunny summer! Christine Phillips
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Labor Analgesia for the Parturient With an Uncommon
Disorder: A Common Dilemmain the Delivery Suite

Kuczkowski, Krzysztof M. MD, Assistant Clinical Professor of Anesthesiology
and Reproductive Medicine and Director, Obstetric Anesthesia, Departments of
Anesthesiology and Reproductive Medicine, University of California, San
Diego, Cdlifornia

Reprinted with Permission

BSTRACT

There appears to be an absence of uniform
guidelines for management of labor analgesia in
pregnant patients with uncommon medical condi-
tions such as Marfans syndrome, Ehlers-Danlos
syndrome, achondroplastic dwarfism, previous back
surgery, and kyphoscoliosis. A Medline search for
articles highlighting considerations for obstetric an-
esthesia in parturients with these disorders was per-
formed. Because of the multiorgan involvement and
varied presentations of these disorders, no uniform
or routine obstetric anesthetic recommendations can
be made. In the absence of uniform obstetric anes-
thesia guidelines for pregnant patients with Marfans
syndrome, Ehlers-Danlos syndrome, achondroplas-
tic dwarfism, previous back surgery, and kyphosco-
liosis, the decision whether to administer regional
anesthesia (epidural labor analgesia) should be
based on an individua risk-to-benefit ratio on a
case-by-case basis.

Target Audience: Obstetricians & Gynecologists,
Family Physicians

Learning Objectives: After completion of this arti-
cle, the reader should be able to describe some of
the uncommon disorders associated with pregnancy,
to outline the common findings and complications
associated with each of these disorders, and to sum-
marize the anesthetic issues associated with each of
the described disorders.

Various uncommon disorders can occasionally pre-
sent in pregnant women and create a dilemma for
obstetricians and obstetric anesthesia providers as to
how to best manage these patients. In many of these

disorders, there is no consensus as to the optimal
labor management of labor analgesia, and/or clinical
management remains controversial. This article
briefly reviews anesthetic considerations for parturi-
ents with Marfans syndrome, Ehlers-Danlos syn-
drome, achondroplastic dwarfism, previous back
surgery, and kyphoscoliosis.

MARFAN'S SYNDROME

Marfan s syndrome is an autosomal-dominant disor-
der characterized by connective tissue abnormalities
of the cardiovascular, skeletal, and ocular systems
(1-4). The principal cardiovascular involvement is
weakness of the aortic media, which can result in
progressive aortic dilatation or acute dissection (1).
This dilatation can begin as early as the first year of
life and typically occurs first in the coronary si-
nuses. Profound aortic regurgitation can predate
clinical evidence of aortic dissection, and the classic
chest pain might not herald dissection with radiation
to the back that usually accompanies aortic dissec-
tion from other causes. These patients also could
experience coronary artery involvement, pulmonary
artery dilatation, redundant chordae tendineag, or an
increased incidence of aortic coarctation (3, 4).

Anesthetic management options for labor and deliv-
ery or cesarean section have been only rarely re-
ported. In one case report of 2 patients with Mar-
fans syndrome and evidence of aortic dissection,
epidural anesthesia was successfully provided for
cesarean section with invasive monitoring through
pulmonary artery catheter and arterial line (5). In the
asymptomatic patient without cardiovascular mani-
festations and a normal echocardiographic examina-
tion, segmental epidural anesthesia for labor and



vagina delivery without invasive hemodynamic
monitoring is appropriate and inherently safe if the
severity of associated scoliosis does not preclude the
success of this technique. It is apparent that ade-
quate analgesia, as provided by an epidural block, is
distinctly advantageous in decreasing pain and cate-
cholamine output, thus diminishing the stress on the
aortic wall. Anesthesia for cesarean delivery can be
provided by either aregional or general technique.

Genera anesthesia for cesarean section in the pres-
ence of cardiovascular complications must be tai-
lored to minimize the hemodynamic response to en-
dotracheal intubation and surgical stimuli. Both pro-
phylactic beta-adrenergic blockade and inhalational
agents that produce decreased myocardial contractil-
ity and slow the force of cardiac gection have been
advocated (5). Control of blood pressure alone with
vasodilators could only serve to increase left ven-
tricular gection velocity and, unless combined with
beta-adrenergic blockade, might not prevent dissec-
tion. The potentia for tempora-mandibular joint
laxity and dislocation on endotracheal intubation
also exists, athough difficult intubation has not
been reported.

EHLERS-DANLOS SYNDROME

Ehlers-Danlos syndrome (EDS) is arare, genetically
transmitted connective tissue disorder nonspecific to
pregnancy. Because of the multiorgan involvement
and varied presentations of this disease, no uniform
or routine anesthetic recommendations can be made
(6). The features of EDS that have the most impact
on the management of anesthesia include fragile,
poorly healing skin, excessive bleeding, a spontane-
ous pneumothorax, easy joint dislocation, vavular
prolapse, and spontaneous dissections or ruptures of
major vessels.

Some of the problems in EDS could have implica-
tions for the administration of regiona anesthesia
(6, 7). Although bruising, bleeding, and hematomas
are common, no consistent coagulation disorder has
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been identified in association with EDS. Neverthe-
less, bleeding can complicate arteria, peripheral, or
central line and neuraxial needle placement. If gen-
eral anesthesia is selected for these parturients, the
airway must be gently managed in view of the possi-
ble presence of spine involvement, periodontal dis-
ease, propensity for gingival bleeding, and oro-
pharyngeal tissue fragility (6, 8, 9). Cardiac function
must be evaluated preoperatively and anesthetic im-
plications considered. Intraoperatively, low airway
pressures are needed because of the increased risk of
pneumothorax. If possible, spontaneous ventilation
is recommended. Elaborate padding of pressure
pointsisindicated.

KYPHOSCOLIOSIS

Kyphoscoliosis occurs in approximately 0.4% to
1.0% of the population in the United States, and is
associated with both obstetric and obstetric anes-
thetic concerns during pregnancy and delivery (10-
13). Specific obstetric concerns relate to concomi-
tant disease as well as the risk of dystocia in labor
(13). Lesions involving the upper spine are com-
monly associated with compromised cardiorespira-
tory function. The natural history of an untreated
severe curve is progression of deformity over time,
resulting in early death from cardiorespiratory fail-
ure (11, 12).

Anesthetic management for labor and vaginal deliv-
ery must be designed to minimize respiratory de-
pression from systemic opioids or respiratory em-
barrassment from excessive intercostal muscle pa-
ralysis during high levels of regiona anesthesia in
patients with preexisting pulmonary dysfunction
(11). It is equaly important to emphasize the need
for adequate analgesia to minimize catecholamine-
induced increases in cardiac output that can precipi-
tate high-output, right-sided heart failure. A closely
monitored segmental epidural analgesic technique
would serve all of these purposes and avoid sys-
temic opioid-induced respiratory depression.



Although an epidural analgesic is optimal for the
aforementioned reasons, it could be technically dif-
ficult to achieve in the kyphoscoliotic obstetric pa-
tient. Distortion of the spinal column and the epidu-
ral space can prevent either proper placement of an
epidural catheter or uniform distribution of the local
anesthetic solution, resulting in an incomplete or
unilateral block. Subarachnoid catheter placement
and segmental block have been reported for use in
labor and vaginal delivery when epidura anesthesia
had been unsuccessful (11).

Both continuous epidura and subarachnoid ap-
proaches have been used to provide surgical anes-
thesia for cesarean section. Each technique offers
the distinct advantage of slow titration of anesthetic
level, which allows time for assessment of adequacy
of respiratory function and for compensatory hemo-
dynamic mechanisms to become operative. Another
significant factor favoring regional anesthesiais that
it provides superior analgesia after cesarean section
in the parturient with scoliosis and respiratory im-
pairment. Some investigators have noted attenuation
of the decrease in vital capacity after abdominal sur-
gery when epidural anesthesia has been continued
postoperatively. Others note that patients undergo-
ing avariety of regional anesthetic and spina opioid
techniques invariably have better pulmonary func-
tion than patients receiving systemic opioids (11).

General anesthesiafor cesarean delivery isindicated
when severe scoliosis and cardiorespiratory impair-
ment (cor pulmonale) are apparent at presentation,
because respiratory embarrassment is likely to de-
velop in these patients if a high regional anesthetic
block is administered. These patients aso warrant
invasive monitoring of central venous pressure and
intraoperative serial arterial blood gas measure-
ments.

PREVIOUS SPINAL SURGERY

Previous spinal surgery has been thought by some to
represent a relative contraindication to regiona an-
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esthesia. A potential problem is obliteration of the
epidural space from adhesions, which can limit the
spread of local anesthetics as well as increase the
risk of dural puncture. Insertion of an epidural nee-
dle in the fused area can be relatively contraindi-
cated or impossible to perform because of the pres-
ence of bone graft material and scar tissue, degen-
erative changes that occur in the spine after fusion,
persistent back pain, and the risk of introducing in-
fection in the area of foreign bodies (14). Finally,
these patients could express considerable anxiety
and reluctance regarding catheter insertion in their
back.

A number of complications are related to epidural
anesthesia for these patients. Generaly, these in-
clude failure to place an epidura catheter, inade-
guate or patchy anesthesia, and increased risk of
dural or vascular puncture. There is an increased
risk of failure if the fusion extends to the L5-S1 in-
terspace; significantly higher success rates are noted
when the inferior limit of surgery is at L3 (15). Pa
tients who have undergone earlier spinal surgery
should be seen in antepartum consultation by the
anesthesiologist, and the options for analgesia and
anesthesia for labor and delivery should be dis
cussed in detail (16). Epidural anesthesia can be of -
fered if the patient accepts the higher incidence of
complications and failure rate. Alterations in dosage
with larger-than-usual doses of local anesthesia re-
quired have been described, and with adjustments
and vigilance, this technique has been successfully
used (17).

ACHONDROPLASTIC DWARFISM

Although achondroplastic dwarfism is a rare com-
plication of pregnancy, the patient can have a num-
ber of anatomic and physiological abnormalities that
contribute to problems with the administration of
obstetric anesthesia (18-25). The airway in patients
with achondroplasia typically has narrowed nasal
passages and pharyngeal and maxillary hypoplasia

(Continued on page 31)
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Our featured topic in the Fall-Winter
2005 issue will be “A Celebration of
Life” This is your newsletter and we
encourage you to get involved. Please
send submissions to EDS Today, PO
Box 88814, Sesttle, 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.

My Pregnancy Experience
Bonnie Heintskill

here does one begin relating their pregnancy

experience with EDS? Barb Uggen-Davis
said to tell it like it was, no sugar coating. So here
goes and be forewarned. Of course, | didn’t know |
had EDS or had ever heard of it when | got pregnant
in December, 1987. My daughter, Amanda, was
born on August 22, 1988. She was actually due on
August 30th, but she had other plans.

First off, it took me over fifteen months of trying to
get pregnant. We went through all the fertility tests
the insurance allowed. My hormone levels were in
the correct ranges, so that was okay. My husband’'s
sperm count was in range but the sperm weren't
very motile. My chiropractor suggested my husband
take zinc to increase sperm motility. That got the
little buggers swimming, but still no pregnancy.

In October 1988, after a year of trying, | had a
Hysterosalpingogram (HSG) to determine why |
wasn't conceiving. The test involved injecting a dye
into the uterus, which goes out through the fallopian

tubes to check for fallopian tube blockages. |
remember the obstetrician saying that | had a “very
tight cervix” since she had difficulty inserting the
little dye tube into the uterus.

Remember those famous words, “This will only
cause alittle discomfort?’ Hal I'm sure my husband
and everyone else heard me screaming down the
hall from the pain and burning as the dye went
through my uterus, out the fallopian tubes, and into
the abdomina cavity, where it caused tremendous
abdominal pain. The radiologist kept reassuring me
that | “was doing fine” and that “they were almost
done.” | wanted to yell at her and say nasty things,
but my voice was occupied with screaming and/or
moaning. It probably would have been better if the
obstetrician had taught me to do labor breathing
techniques before and during the procedure. I'm
sure my body was doing its on contortions in
reaction to the dye.

The falopian tubes were not blocked, thank
goodness. Two of my friends had the procedure and
warned me about the pain afterwards. Too bad they
hadn't warned me about the pain during the
procedure. Once | was home following the test, |
couldn’t move a muscle, let alone get out of bed by
myself without excruciating pain for hours. One
friend told me that eighty percent of women who
had the procedure were pregnant within two months.

WEeéll, two months later, | was pregnant. | found out
on Christmas Eve day. | had cravings for a Taco
Bell burrito earlier that week. | did the home
pregnancy test, then took my urine sample to the
clinic for confirmation. |1 found out later that
afternoon before we went to my parents for a
holiday dinner.

Morning sickness started before | learned | was
pregnant, which | thought was the flu. Of course, we
were ecstatic that we were going to be parents. Little



did I know that it wasn't going to be an “easy”
pregnancy. The smell of morning coffee at work
made my stomach do flip-flops. | had weird
cravings. January found me craving strawberries.
Later, it was Italian dressing with very little lettuce.
Another time it was giant green olives, which my
father-in-law supplied me with on a regular basis.
Morning sickness lasted afull three months. Ugh!

January 1988, | started to spot due to emotional and
physical stress. | was a nervous wreck. | called the
obstetrician who told me to go to bed for two days.
It was a harrowing two days hoping it wasn't a
miscarriage.

| think it was around two months that | had to have
all the blood tests. My vein blew from all the blood
they tried taking. The phlebotomist was a
nightmare! She had to keep sticking me, leaving me
with huge bruises and pain. | learned from that to
request one particular technician and only allow that
person to do my blood draws.

The doctor caled me herself, so | should have
guessed something was wrong. She asked if | was
sure | had type O positive blood. That's what | was
told by a hospital at age fourteen. | had to go back in
for arecheck of the blood type. It was O negative.

During the same phone call, the doctor dropped a
bombshell on me. My alphafetal protein (APF) was
abnormal. | can’t remember if it was high or low,
but the obstetrician pressured me to have an
amniocentesis to determine if there were any
problems. | turned her down because she said there
were risks like miscarriage. Fortunately, | have a
friend who is a nurse, as was her mother. Her mom
asked a neonatal doctor about the abnormal APF. He
said he never told his patients, as it caused needless
worry for the moms-to-be. He said it was nothing to
worry about. | opted for an ultrasound to make sure
everything was doing okay. | think the obstetrician
was worried about Down’s Syndrome because | was
thirty-three by the time Amanda was delivered.
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Everything was fine on the ultrasound.

A month or so later | had more blood tests. This test
showed my blood sugars were high, so more tests
were required. There's nothing like gitting in a
waiting room after drinking carbonated sugar water
and having to give urine and blood samples every
hour on the hour for three to five hours. Fortunately,
my preferred |ab technician was there that day.

Next came diabetic education on checking my blood
sugar three times a day, how to do a food diary for
every meal, and how to eat “nutritiously.” | had the
threat that if two readings in a row were one-
hundred-twenty or higher, | would have to go on
insulin. 1 kept a diary of everything | ate, my
numbers, how well | had slept the night before, and
whether or not | was sick.

On March 28, | felt the baby move for the first time!
Exciting!

Some time in May, | had pain in my right rib cage.
Somehow, | had separated a rib. This was very
painful, especially when having a bowel movement.
Talk about coming close to passing out and hating to
go to the bathroom! Tylenol was the only thing |
could take for the pain, which didn’t do anything for
it. At the time, | attributed the separation to my
severely depressed sternum and having alarge baby.

| was at a wedding on June 15 and looked ready to
deliver at seven months. Every appointment, the
obstetrician asked the same thing as she measured
my girth, “are you sure you didn’t get pregnant in
November?’ Nope, no way, as | remember the night
| got pregnant because | felt myself ovulate. Most
months | could feel myself ovulate, even down to
the ovum “pulsating” before it was released from
the ovary. Tak about being sensitive to pain. Of
course, doctors never believed | could fed this.

Women would stare at my huge belly and ask when
| was due, whenever | went out shopping. It got to
be ajoke for me.



The summer of 1988, Wisconsin had a major heat
wave and drought. We had central air conditioning,
but it was never cool enough for me. Bursitisin both
hips acted up, so between having to get up and use
the bathroom amost every hour on the hour, the
pain of laying on my sides would wake me up.

On August 13, we finaly had a rainstorm and false
labor started. Contractions got down to five minutes
apart. The on-call obstetrician (not my regular
obstetrician) said to go to the hospital. So, we
packed up. My other labor coach (the nurse friend)
met us at the hospital. Of course, as soon as | got
into a hospital room, the false labor stopped. | had
an awful nurse attend me. | had al the signs of
impending labor: diarrhea, nausea, you name it. The
nurse asked me in a very condescending tone, “Are
you sure you don’'t have the flu, dear?” She did a
litmus test to see if my water had broken. It hadn’t.
We were sent home and | was in tears over her
callous treatment. | told my husband and friend that
| would not go back there!

A week later on Saturday, August 20, my water
broke at 7:30 p.m. Because | was considered high-
risk, | called the doctor right away. | got another
associate of my regular obstetrician, who, wouldn’t
you know it, went on vacation as of 5:30 p.m. that
night. | was sent to the hospital again. | made sure to
tell the obstetrician that | did not want to hear or see
“Nurse Ratchet” anywhere near my room!

We called our nurse friend and told her “thiswasit.”
| got ready was checked into the hospital by 9:30
p.m. My friend's husband brought her to the
hospital. He saw me at the beginning of my labor.
We have photos of everyone touching my belly
smiling, even me. Little did we know, | wouldn’t
see him again until the wee hours of Monday
morning! | went into hard labor before we reached
the hospital, and it didn't stop until Amanda was
born. My friend took photos during the next thirty-
two hours of labor to show my “progression.” Each
successive picture | was more tired and bedraggled.
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| requested pain meds because the labor breathing
wasnt helping much, even with my girlfriend acting
as main coach. Eventually, | was given an IV for the
pain meds. At eighteen hours of labor, | was
begging for a cesarean delivery (C-section) because
of the pain. The obstetrician was a jerk and yelled
that he was the doctor, not me, and he would decide
if 1 needed a C-section or not. It was right after that |
believe | had the IV inserted because of two things.
1) | had started vomiting because | was in so much
pain, and 2) | eventualy found out that he had
requested a “cross and type-match” in case | had to
have an emergency C-section.

Thetoilet was the only comfortable place to sit and |
hated having to get back into the bed. My sit bones
were hurting from the pressure of sitting up. A
rocking chair was the other place | could sit, but
only early in the labor. My labor nurse left at the
end of her shift and said she would see us in twelve
hours, expecting me to have delivered the baby. Hal
Was she surprised to see me till in labor and not
progressing too fast!

Pitocin, a labor inducing drug, was put into the V.
Hours went by and nothing. | had a contraction
monitor strapped to my abdomen that recorded
when a contraction was going to start and end. My
friend would tell me, “it's aimost over.” | would
shake my head vigorously and clutch her hand hard
and say through clenched teeth, “oh no!” She
learned to watch the monitor and tell me it was near
the end only when it actually was! Contraction pain
was the same at the beginning and end for me. Ugh!
Eventually, the IV pain medications were stopped
for fear of interfering with the baby’ s health.

| had to have a urine catheter and a fetal monitor
inserted. Once inserted, | wasn’'t allowed out of bed,
adding to my discomfort. | also had back labor,
which | didn’t realize then. | also had a cervical cap,
which the nurse tried to manipulate and widen
during the early pushing stages. Closer to delivery,
the obstetrician, gave me a pain block, but didn't



wait for it to take effect before doing the
episiotomy. | felt it and let him know it! Later, after
delivery, he had to give me more painkillers to do
the stitches, which again | told him | felt.

During three hours of pushing, he told me to “get
mad and get this baby out.” | remember saying in
my mind “you S.O.B.” Later, | learned | actually
whispered this as my girlfriend heard it and told me.
| had hit a“wall” at some point and couldn’t get past
the pain wall. The obstetrician was getting mad that
| couldn’t push enough to get the baby out.

Finally, | used my meditation techniques and the
baby was born at 3:13 am. on Monday, August 22,
1988. | remember the nurse exclaiming, “My god!
She's a huge baby!” Amanda weighed nine pounds,
one and a half ounces and was nineteen inches long.
She had jet-black hair. My girlfriend got some great
photos of Amanda being held by
the obstetrician right after she was
born with the umbilical cord still
attached. | instructed her to make
sure none of my body parts
showing and she obliged.

| got to hold Amanda for a few
minutes after she was born then she
was whisked away. Amanda scored
an eight out of nine on the Apgar newborn scale.
The next thing | knew, | was in tremendous pain
again. The obstetrician had pulled on the umbilical
cord to deliver the placenta and it came off. He had
to manualy remove the placenta, which was not
fun.

| was given IV antibiotics because my water was
broken for thirty-two hours. While the obstetrician
removed the placenta, the nurses  monitored
Amanda. Her body temperature fluctuated, so they
took her to the nursery for a spinal tap to see why. |
still believe to this day, that it was a faulty
thermometer. The baby had so many pinpricks on
her heels she looked like a pincushion!
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| was kept in the hospital for two days due to the
thirty-two hours of labor. Amanda and | went home
together on August 24. | wanted to breast feed her,
but she just didn't like it. She was such a hungry
little thing and | wasn’t producing enough milk. For
the first five weeks of her life, she would just
scream! Many years later | found out why —
esophageal reflux and she was probably in pain
from acid entering her esophagus. At two months,
she started doing projectile vomiting from the
reflux. She aso had numerous ear infections and
sinus infections, again, probably due to the reflux.

Today, Amanda is a beautiful young lady — very
loving, caring, and kind. She's a good student in
school and loves to learn. She inherited EDS from
me, unfortunately, and has had her share of
dislocations, torn connective tissues, and operations
to repair the tears.

Right after delivery, | declared that
this would be my one and only
pregnancy. Two years later | was
ready to have another child, but due
to one thing and another, we never
tried. 1 don’'t know if | could have
handled another child with so many
medical issues as well as having
medical problems myself. Amanda
is al the more loved because she is so special in so
many ways.

| gained a total of twenty-seven pounds during my
pregnancy. Within two days, | had lost twenty-five
of those pounds as it was baby, amniotic fluids and
regular body fluids. All | wanted to do was eat
carbohydrates and make up for all the ones | had
missed during the pregnancy due to having watch
my insulin levels.

| hope | haven't scared anyone from having
children, but, if you plan on having them, you
should develop a plan of action with your
obstetrician for your pregnancy, labor and delivery.



Americans Support Most Uses of Reproductive
Genetic Testing, Report On U.S. Attitudes
Reveals

Rick Borchelt, Genetics and Public Policy Center,
202-663-5971, GPPCnews@jhu.edu

ut serious concerns remain about safety,
accuracy, misuse and lack of regulation

WASHINGTON (Feb. 18, 2005) - A majority of
Americans believes it is appropriate to use
reproductive genetic testing to avoid having a child
with a life-threatening disease, or to test embryos to
see if they will be a good match to provide cells to
help asick sibling, a new report of the Genetics and
Public Policy Center reveals. However, most
Americans believe it would be wrong to use genetic
testing to select the sex or other non-health related,
genetic characteristics of achild.

"Public debate and media coverage of reproductive
genetic technologies hide a surprising level of
concordance among Americans for using genetic
testing to identify risks of disease" says Kathy
Hudson, director of the Johns Hopkins University-
affiliated Center, which evaluated the study. "But
we aso found that Americans fear a world where
using genetic technologies may compromise many
of the values our society holds sacred.”

The results of what is believed to be the largest
public opinion survey ever conducted of American
atitudes toward genetic testing reveal that more
than 67 percent of Americans approve of genetic
testing of embryos during in vitro fertilization (IVF)
procedures to select those embryos free of a fatal
disease-causing gene mutation to transfer to a
womans uterus. High levels of support for this
application are shared across most demographic
groups - men, women and different racial and ethnic
groups,; lowest levels of support (49 percent) are
found among fundamentalist and evangelical
Christians. Perhaps surprisingly, a majority (52
percent) of those who assign human embryos

Page 9
maximum "moral worth" - deserving of utmost
respect and protection - aso approve of this
application.

The report includes results from qualitative and
guantitative studies of how Americans feel and think
about reproductive genetic testing and how these
technologies might best be regulated. Supported by
agrant from The Pew Charitable Trusts, the Center s
research included 21 focus groups, 62 in-depth
interviews, two surveys with a combined sample
size of more than 6,000 people, and both in-person
and online town halls meetings. The studies probed
the use of testing embryos, fetuses and adults.
Information from genetic tests can be used to decide
whether to attempt, continue or terminate a
pregnancy, or to select which embryos produced
through IVF to useto try to start a pregnancy.

While most participants had heard of genetic testing
at some level, the pace of technology in this field
rapidly has outstripped public awareness, the study
found. Awareness about some of the more advanced
technologies available - such as preimplantation
genetic diagnosis (PGD) performed on embryos in
the lab before they are placed in the mother s uterus
- was very low among al demographic groups.

A Slippery Slope?

"The specter of unchecked advances raises many
fears, such as designer babies, eugenics and
genetically modified human beings,” the report
notes. Fully three-quarters of all survey respondents,
for example, agreed with the statement,
"Technology will inevitably lead to genetic
enhancement and designer babies." Focus groups
and town hall meetings, which allowed researchers
to explore participants responses in more depth,
revealed that Americans dont fear the technologies
per se, but rather fear that "unrestrained human
selfishness and vanity will drive people to use
reproductive genetic testing inappropriately,” such
as to select for non-medical but socially desirable
characteristics.



Many focus group participants mentioned that use of
reproductive genetic technologies represents a
"dlippery slope" on the way to "treating children like
products.” This concern was shared by fully 70
percent of survey respondents.

According to the report, Americans "fear aworld in
which children are expected to be perfect, and
parents are expected to do everything possible to
prevent children with genetic disease from being
born." For many participants, these technologies
raise concerns about how society might treat
individuals with disabilities in a world where the
birth of disabled persons might be preventable, and
where the cost of testing and treatment might lead to
disparitiesin who can afford them.

A Need for Regulation

The study reports that 84 percent of survey
respondents are "concerned about unregulated
reproductive technology getting out of control." A
majority of surveyed Americans "wants and expects
oversight to ensure safety, accuracy and quality of
reproductive genetic testing." For example, 61
percent of respondents agreed that the safety and
quality of PGD should be regulated.

But 70 percent of survey respondents also are
"concerned about government regulators invading
private reproductive decisions.” Indeed, only 38
percent support the idea of the government
regulating PGD based on ethics and morality.

"These exceptionally nuanced attitudes of the
American public are not mirrored in the polarized
political debates that currently parayze public
policy," Hudson notes.

A companion report, Reproductive Genetic Testing:
Issues and Options for Policymakers, explores a
variety of possible actions that public and private
sector decision makers could take to oversee
appropriate use, cost, access and safety of
reproductive genetic testing, issues that arose in
focus group discussions and town hall meetings.
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"Many observers believe new policies -
governmental or private - are needed to keep pace
with the rapid changes in reproductive genetic
testing,” the companion report notes, ranging from
enacting limits or bans on these technologies to
leaving decisions about them up to parents and their
physicians. The report outlines the full range of
policy options to address the scientific, legal,
regulatory, ethical, moral and societal issues raised
by carrier testing, prenatal genetic testing, and
preimplantation genetic diagnosis of embryos
generated during IVF and presents the pros and cons
for each.

"Our purpose in this report is not to advocate on
behalf of any particular policy, but to guide policy
makers through the difficult issues that complicate
al the available regulatory options” Hudson
explains. "Any decisions - including the decision to
maintain the status quo - should be undertaken with
clear-eyed understanding of their potential impact.”

The report concludes with a call for more research
and a need for critical data - the number of people
likely to use reproductive genetic tests, how people
currently access the tests, and the safety and
accuracy of currently available tests, anong them -
to develop appropriate and effective evidence-based

policy.

Both reports are available on the web site for the
Genetics and Public Policy Center,
www.dnapolicy.org. Print copies are available by
mail from the Genetics & Public Policy Center,
1717 Massachusetts Ave. NW, Suite 530,
Washington, DC 20036.

The Genetics and Public Policy Center is a part of the
Phoebe R. Berman Bioethics Institute at The Johns
Hopkins University and is funded by The Pew Charitable
Trusts. The mission of the Genetics and Public Palicy
Center is to create the environment and tools needed by
decision makers in both the private and public sectors to
carefully consider and respond to the challenges and
opportunities that arise from scientific advances in
genetics. www.dnapolicy.org
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Baby Humor back in.
Anonymous Diapering:
om's Clothes: 1st baby: You change your babys diapers every

1st baby: You begin wearing maternity
clothes as soon as your OB/GYN confirms your
pregnancy.

2nd baby: Y ou wear your regular clothes for as long
as possible.

3rd baby: Your maternity clothes ARE your regular
clothes.

Preparing for the Birth:
1st baby: Y ou practice your breathing religiously.

2nd baby: You dont bother practicing because you
remember that last time, breathing didnt do athing.

3rd baby: You ask for an epidural in your eighth
month.

The L ayette:

1st baby: You pre-wash newborns clothes, color-
coordinate them, and fold them neatly in the baby s
little bureau.

2nd baby: You check to make sure that the clothes
are clean & discard only the ones with the darkest
stains.

3rd baby: Boys can wear pink, cant they?

Worries;

1st baby: At the first sign of distress--a whimper, a
frown--you pick up the baby.

2nd baby: You pick the baby up when her wails
threaten to wake your firstborn.

3rd baby: You teach your three-year-old how to re-
wind the mechanical swing.

Pacifier:

1st baby: If the pacifier fals on the floor, you put it
away until you can go home and wash and boil it.

2nd baby: When the pacifier falls on the floor, you
squirt it off with some juice from the baby s bottle.

3rd baby: You wipe it off on your shirt and pop it

hour, whether they need it or not.

2nd baby: Y ou change his diaper every two to three
hours, if needed.

3rd baby: You try to change his diaper before others
start to complain about the smell or you see it sag-
gingto hisknees.

Activities:

1st baby: You take your infant to Baby Gymnastics,
Baby Swing, and Baby Story Hour.

2nd baby: Y ou take your infant to Baby Gymnastics.

3rd baby: You take your infant to the supermarket
and the dry cleaner.

Going Out:

1st baby: The first time you leave your baby with a
sitter, you call home five times.

2nd baby: Just before you walk out the door, you
remember to leave a number where you can be
reached.

3rd baby: You leave instructions for the sitter to call
only if she sees blood.

At Home:

1st baby: You spend a good bit of every day just
gazing at the baby.

2nd baby: You spend a bit of everyday watching to
be sure your older child isnt squeezing, poking, or
hitting the baby.

3rd baby: You spend a little bit of every day hiding
from the children.

Swallowing Coins (a favorite):

1st child: when first child swallows a coin, you rush
the child to the hospital and demand x-rays.

2nd child: when second child swallows a coin, you
carefully watch for coin to pass.

3rd child: when third child swallows a coin you de-
duct it from his alowance!!
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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
aternative therapy. Remember, supple-
ments can cause harmful interactions
when mixed with prescription medica
tions, so be sure your doctor and your
pharmacist know all of the supplements
and prescriptions you are taking. You
should also check for interactions in a
drug and supplement interaction book.

Want more information from Dr. Eileen
Renders? Visit her website at:

http://natural healingdr.com/

Coping Strategies
by Christine Phillips

n this issue we take a look at pregnancy. It has
been close to thirty years since | have been down
that road, but guess what. | remember it like it was
amost yesterday. Well, 1 remember the heartburn
and the nausea and the giant foot stuck in my ribs

kicking like an NFL star.

So, how did | cope? | was only eighteen, but | had
learned self-healing and self-empowerment from my
Grandmother. | did most of my lifestyle with natural
living, except for the strawberry bubble gum |
craved in the middle of the night. | believe it was
called “Bubblicious.” Cravings can be insane when
you are pregnant!

| was not diagnosed with EDS yet, so | was oblivi-
ous to what was happening with my body. | did
know how to research and read and so | found that
using ginger saved me from nausea. | would grate
fresh ginger (one to two teaspoons) simmer with
water for five minutes, turn off heat, alow it to
steep for ten minutes and then live on this for as
long as | could stand it.

Heartburn was a real hard one to handle especialy
as | became further along with my pregnancy. |
drank red raspberry tea. That helped some. Then |
invested in a company caled Tums. Now, | am a
billionaire. | WISH! No redly, | stayed away from
caffeine, sodas and spicy foods. Rolaids and Tums
were the only things that really seemed to give me
any relief.

Most of my pregnancy complications came during
the delivery and after giving birth. 1 know | had
some serious guardian angels working overtime for
my daughter and me. If we would have just had a
glimpse of knowledge in the medica field in the
1970’ s about connective tissue disorders, | probably
would have had more than one child.

As, Dr. Eileen Renders tells us, knowledge is em-
powerment, at any age. Keep yourself opened to
new and healthy ideas for you and your baby to be.

Good Luck and, of course, many blessings.



Pregnancy and Precautions
By Eileen Renders N.D.
Copyright February, 2005

swith any pregnancy there are always precau-

tions and concerns, especialy when it may be
afirst pregnancy. Although we cannot often foresee
circumstances that can present themselves literally
overnight, such as toxemia, we can be diligent
about our Gynecologist appointments and follow
good common sense.

In the case of pregnancy, as is often the case in
other aspects of our lives, nutrition is an area where
we can exert precaution if not prevention through
knowledge. Knowledge is empowerment. Other
than the usual prescribed prenatal vitamins, it
should be noted that some woman with normal
blood pressure might develop hypertension (high
blood pressure) during pregnancy. Therefore, it is
important to avoid excessive intake of Sodium chlo-
ride (table salt.)

Women who experience night cramps in their legs
may find that increasing their Magnesium a bit will
help their cramps (or Charlie horses) subside. If you
have experienced a previous spontaneous abortion
(miscarriage), talk with your Gynecologist as you
may need to increase your Folic acid intake. Folic
acid is part of the B+ Complex vitamin and has
been shown in various studies to aid in a healthy

pregnancy.

For those who may be carrying twins, or triplets, the
added stress on the kidneys can lead to toxemia, a
condition often associated with water retention and
high blood pressure. Elevating the legs and refrain-
ing from Sodium chlorideis beneficial.

Nausea or morning sickness often responds to crys-
tallized Ginger, or Ginger tea. Hemorrhoids often
develop due to the weight and stress on the back
and lower extremities, and some may develop vari-
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cose veins. Including a Bioflavonoid Complex can
be very beneficial.

And by al means, include a tablespoonful of the
EFA (Essential Fatty Acids) every other day in the
form of cold pressed oil known as Organic Flax ail.
Keep it refrigerated and never, ever heat! This ail
when heated will oxidize and become rancid, de-
stroying all of its original structure making it harm-
ful. Preferably, mix one tablespoonful with protein
for better absorption and metabolism, such as; Cot-
tage cheese, yogurt or protein drinks.

Drink plenty of water to remove toxins, flush the
kidneys. Include a little extra Vitamin-C to keep the
immune system up to par. Take 500 milligrams
twice a day, preferably in capsule or gel capsule
rather than a dense pill.

Finally, protein intake is important in order to keep
blood Iron at proper levels, thus preventing anemia.
Good sources of protein include: Rice and corn, rice
and beans (only in combination), eggs, yogurt,
cheese, chicken, fish, protein drinks and of course
beef.

For a healthy baby,
avoid stress and get
plenty of rest.

Note: Avoid all
Herbal  supplements
while pregnant as
many of them contain
excess amounts of
specific Mineras such
as Aluminum, or Se-
lenium and can con-
tribute to deficiencies
and imbal ances.
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Ricky Buchanan

Columnist
Ricky Bu-
chanan, wrote
a regular col-
umn on In-
visble Dis
abilities  for
the  former
website
Themestream.
She has gen-
erously
granted reprint permission for the series
to EDS Today.

To read more about Bek Oberin, ak.a
Ricky Buchanan, check out her website
on Invisible Disabilities, entitled Invisible
Disability Agora. “Agora’ means “A
place of assembly for the people, espe-
cialy in ancient Greece.”

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

Being A Disability
By Ricky Buchanan

hen you are disabled, especially when you

have multiple things wrong with you, its
very easy to become those disabilities. Be nothing
more than the sum of your deficiencies and prob-
lems.

| am surrounded by carers, doctors, therapists, sup-
port groups, capsules, pills, potions, powders,
braces, sticks, wheelchair ... | sometimes feel like 11l

disappear under the weight of them. Lost from sight
forever. And nobody will notice, especialy not the
doctors and carers who see only what s wrong with
me, and never what s right.

Sure, | am a person with problems. But | am just
that - a person with problems. Not a set of problems
with a person attached. | think the distinction is im-
portant.

| think its easy for people with invisible disabilities
(IDs) to disappear under their disabilities for severa
reasons. Firstly, many invisible disabilities are
medical in nature and require numerous doctor vis-
its, hospitalizations, medications, and other things
that constantly remind you theres something
"wrong" with you.

Also, people with IDs are constantly surrounded by
people who are trivializing and minimizing what s
wrong with you, and denying how disabled you are.
This means that to be treated in an appropriate man-
ner, you have to fight to be seen as disabled. Most
disabled people fight to prove that they can do stuff.
As people with IDs, we more usually have to fight
to prove we can®do stuff. Its easy for that sort of
attitude to get inside your head, and then you really
believe that you cant do anything useful.

So how to avoid "disappearing” into just being adis-
ability?

| try to regularly remind myself that | m still me un-
der these problems. There is more to me than my
own problems. Thankfully!

| can express this other side of me by writing arti-
cles, by chatting to friends, by playing music, by
having people bring pizza over and having an
"evening in", by doing anything that doesn®relate to

disabilities. Unfortunately, the sicker | get the harder
(Continued on page 30)
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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.

Chronic Pain and the Family: A New Guide.

JulieK. Silver, M.D. The Harvard University
Press Family Health Guides. Cambridge, MA:
Harvard University Press, 2004.

Review by Laura Hague

hronic Pain and the Family isabrief overview

of the consequences of pain for family life,
from the point of view of a pain specialist. The au-
thor, Dr. Julie K. Silver, is a professor with Harvard
Medica School and a Medica Director for
Spaulding Rehabilitation Hospital. She writes as a
medical doctor, and not as person with first-hand
experience of daily living with pain, or even with a
loved one in pain. This makes Chronic Pain and the
Family useful as a window in the mind of our doc-
tors. Ever wonder what they are really thinking? Sil-
ver lets you know, and you will probably find it
hel pful.

The first troubling indication of Silver's medical
perspective comes in the first paragraph of the first
page. “Most living species don’t experience pain at
all, or at least not in the manner that we humans do.”
| suppose she's right—aren't most living species
things like bacteria and algae? But she does not
make it clear that she is thinking about single celled
organism in that statement. Perhaps she has in mind
mammals in general, which brings up al sorts of
doubts in my mind about Silver’'s powers of obser-
vation. Surely, during her lab work on rats and mice,
she noticed that the creatures did not exactly cooper-
ate with medical school requirements? Did she not
think that their writhing indicated something like,
oh, | don’t know...pain? Here | am, only seven sen-
tences in, and wondering if | can trust her. Hey, this
really isjust like seeing a pain specidlist in real life!

(Continued on page 30)
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By Barbara J. Uggen-Davis

Barbara Ug-
gen-Davis,
Editor

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

Neck Protection
By Barbara Uggen-Davis

ast December, | participated in the connective

tissue research study at the National Institutes
of Health in Baltimore, MD. The experience was
incredible! | went through two days of testing and
learned more about how EDS affects me. At the end,
| came home with a list of recommendations from
the doctors to improve my over-al heath and cop-
ing with EDS.

One of their suggestions was to make sure | had
adequate protection for my extremely hypermobile
neck. This article will include information on vari-
ous neck protection methods, including some rec-
ommendations from NIH as well as other people
with EDS.

Modifying Activities

Dr. Nazli McDonnell at the NIH recommended that
| modify many of my activities to protect my neck.

She recommended that whenever possible, | should
be in a reclined position with my neck fully sup-
ported. This means using a recliner chair in the liv-
ing room when | am reading or doing homework on
my laptop. My desk chair at home has a high back
for added neck support.

Dr. McDonnell aso suggested | avoid roller coast-
ers, auto accidents, and any sports or activities that
might result in neck injury. Giving up roller coasters
Is a tough one for me! | love the thrill of a good
roller coaster. On the other hand, | did suffer a neck
sprainin 1992 on aroller coaster at Busch Gardens.

Chair Neck Supports

When | got home, | emalled severa EDS email
groups asking what other people did to protect their
necks. One person told me that when she was being
fitted for her wheelchair, the clinic recommended
that she get a neck support built into the chair to act
as a head rest and prevent muscle fatigue. Similar
supports and head rests can be acquired for desk
chairs for those of us who work desk jobs.

Neck Braces

Two different people with EDS told me that they
wear a soft cervical collar when driving. Both have
had neck fusions and their doctors warned them that
with the fusion, even a small auto accident could
cause seriousinjury.

A physical therapist warned me, however, that neck
braces should not be worn all the time, unless abso-
lutely necessary and recommended by your physi-
cian. Whenever a joint is braced, the muscles can
atrophy and lose strength, making you even more
susceptible to possible injury. If bracing is used,
neck strengthening exercises are important.



Strengthening Exer cises

| received an email from a physica therapist who
recommended daily exercises to stabilize and
strengthen the neck muscles. She also recom-
mended proper ergonomics in the workplace to
avoid the potential for strain.

You should consult your physician before trying
any neck exercise program. However, here are some
simple exercises you can try at home after consult-
ing your physician.

1. Neck Lateral Resistance: Works all neck latera
neck muscles. Hold one hand against the side of
your head. Use your hand to resist the move-
ment as you try to touch your shoulder with
your ear. Hold this posture for a count of 5.

2. Neck Forward Resistance: Works all anterior
neck muscles. Hold both hands against your
forehead. Try to move head forward, but resist
the movement with your hands. Hold this pos-
ture for a count of 5.

3. Neck Backward Resistance: Works all posterior
neck muscles. Place both hands behind your
head. Try to move head backwards, but resist
the movement with your hands. Dont tip chin.
Hold this posture for a count of 5.

4. Neck Rotational Resistance: Works all neck
muscles. Hold one hand against the side of your
head. Use your hand to resist the movement as
you try to rotate your head to one side until your
chin is lined on top of your shoulder. Hold this
posture for a count of 5.

Vehicle Head Restraints

The featured topic of the last issue of EDS Today
was “driving and EDS’ in which we discussed
many vehicle modifications for people with EDS.
That issue came in handy for me when | was faced
with having to replace my station wagon this week.
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We checked out several vehicles before we found a
used Volvo V70 T5 station wagon. Among the
many EDS-friendly features, the Volvo offered an
impressive Whiplash Protection System (WHIPS).

WHIPS was introduced by Volvo in 1999. WHIPS
has been shown in numerous studies in the USA
and Sweden to dramatically reduce serious neck and
spina injury in rear-end collison accidents. In a
study conducted by the Insurance Institute for High-
way Safety (1IHS), the WHIPS system reduced in-
juries by 49%. A Swedish study found the WHIPS
system reduced injuries by 50%. Volvo's own re-
search findings claim a 33% reduction in short-term
injuries and a 54% reduction in long-term injuries.

According to the Insurance Institute for Highway,
“the key to reducing injury risk in rear-end crashes
is to keep the head and torso moving together.” The
WHIPS system uses a specially-designed hinge
mount connecting the backrest to the seat. In the
event of a rear-end collision, this hinge allows the
seat to move backward, absorbing the impact and
moving the head and neck together to prevent whip-
lash injuries. The seat then uses a set of internd
springs to cushion the body in the seat and hold the
driver securely. And to top it al off, there is a high-
mounted head restraint that limits the whipping mo-
tion of the head and neck.

| haven’t had the misfortune of having to need the
WHIPS system, but | feel better knowing it’s there.

Resour ces:

1. Consultation with Dr. Nazli McDonnell, NIH.
2. Various persona emails from people with EDS.

3. Head Restraints and Safety Seats. The Volvo
Whiplash Protection System (WHIPS), http://
www.driveandstayalive.com/articles¥%20and%
20topi cs/saf ety%20equi pment/article_volvo-
WHIPS-whiplash-protection-system.htm

4. NECK Strength Conditioning/Weight Training
Exercise Chart, Prevent Disease.com
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By Michael W. Uggen

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 questions about massage
therapy and EDS or about this topic?
Emall your questions to Mike at
mike@uggen.net.

Mike has compiled a recommended
book list for people with EDS, includ-
ing books on drug reference, medical
reference, anatomy and kinesiology,
acupressure, Fibromyalgia, Scoliosis,
Carpal Tunnel Syndrome, Fascia, Mas-
sage Modalities, and Energy Medicine.
You can view the booklist and buy
online a& EDS Today’s online book-
store & more page.

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.

M assage, Bodywork And Pregnancy
By Michael W. Uggen

he effects of pregnancy, and therefore the rela-
tive indications and contraindications of body-
work, are divided into three three-month Trimesters.

During the first Trimester, the body undergoes major
hormonal changes. Primary complaints include
morning sickness and nausea. Positioning is gener-
ally not a concern but deep abdominal work is con-
traindicated.

One of the key issues for EDS and pregnancy starts
during the second Trimester. Thisisthe effect of the
hormone relaxin on the body s connective tissue,
which begins to soften. The purpose is to alow the
pelvis to spread during birth. Unfortunately, with
EDS, relaxin affects ALL of the connective tissue
and not just that around the pelvis. Quoting from
Mosbys Fundamentals of Therapeutic Massage
(page 534) "The joints seem to become sloppy. The
muscles of the legs, gluteals, and hip flexors must
provide joint stabilization.” As the baby develops
and starts to show, positioning becomes very impor-
tant for both comfort of the mother-to-be and the
safety of the baby. This is addressed by using spe-
cially designed bolsters, propping with pillows, or
placing the mother-to-be in a side-lying position.

Major postural and physiological changes occur dur-
ing the third Trimester. Incidence of back pain in-
creases, as does pain in the legs and feet. Increased
abdominal weight and distension stresses al of the
low back muscles. Increased breast development for
lactation places stress on the shoulders and upper
back. Both affect posture and gait, which in turn
affects the legs and feet. One of the potential prob-
lems is Sciatica. To make room for the developing
baby, the internal organs are pushed up and out of
the way, placing pressure on the diaphragm, lungs



and heart. With the diaphragm unable to function
normally, greater stressis placed on the upper chest,
neck and shoulder muscles to breathe. This can
cause Thoracic Outlet Syndrome, which is pain and
numbness down the arms and into the hands.

All of the various muscle aches, pains and issues
can be addressed with massage and bodywork.

Regular bodywork during pregnancy can be very
beneficial for both the mother-to-be and the devel-
oping baby. The keys are to find someone who has
been trained in pregnancy massage, use proper posi-
tioning, and avoid any deep abdominal work.

To the extent that the average person thinks of
bodywork and pregnancy in the same sentence, the
norm isto just think of relief for achy muscles. The
reality of what can be doneisfar, far greater.

There are a number of more specialized modalities
that have particular application for various aspects
of pregnancy and child birth.

Good success has been had with certain osteopathic,
visceral manipulation and Chi Nel Tsang techniques
in fertility clinics. MOST of these techniques must
be performed by a doctor, osteopath, or PT (in some
jurisdictions) because they usually involve working
intracvaginaly to free up abdomina adhesions or
ligamentous connections. Some of this work, how-
ever, can be done energetically and externally de-
pending on the practitioner.

Lymphatic Drainage is excellent for easing lower
l[imb edema during pregnancy. It is aso useful for
cases of painful or difficult lactation. Craniosacral
Therapy is particularly useful for infants to lessen
the birth trauma. It is not at al uncommon, even
with natural birth, for babies to suffer from cranial
suture compression while transiting the birth canal.
This becomes even more likely if forceps are used.
Acupuncture, Acupressure and Polarity are all help-
ful for easing the symptoms of morning sickness
and general nausea. Acupressure is also very, very
handy for relief from constipation, which is all too

5
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common during pregnancy. In addition to the
above, there are specific points that are used in
China (instead of epidurals) to induce labor. Chi
Ne Tsang, Acupuncture and Acupressure can also
be used to gently induce the baby to naturaly
change position if in breach during labor.

Space does not permit a detailed listing of al of the
various points and techniques with application for
pregnancy and/or childbirth but there are a couple
of additional points that 1 do want to stress. The
main concern | have is any work in the immediate
area of the ankle after the third month. Specificaly,
the Kidney 3 point is located between the ankle and
Achilles tendon, on a line with the bottom of the
ankle, on the inside of the ankle. Since this is used
in China to stimulate labor when it is time, it can
also be a factor in inducing premature labor. All
medium or stronger pressure in or around the ankle
area should be avoided after the third month.

Editor’'s Note: Mike's articles have
also appeared in Pulse, the newsletter
for the AOBTA (American Organiza-
tion for Bodywork Therapies of Asia).
AOBTA is the umbrella organization
for all Asian bodywork thera-
pies/modalities in the USA. Mike's first
article for Pulse discussed how and why
he got into massage therapy. The second
article was a reprint of Mike's EDS To-
day Fall-Winter 2004 column. There
will be a follow-up article in the next
issue of Pulse explaining more of
Mike' s treatment techniques.

For more information on Pulse and the
AOBTA, please visit their website at
http://www.aobta.org/.
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Research

Title of Project: Mutationa Anaysis 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 experimental 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 connectivetis-
sue healing. 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 aclinical trial 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)

BookBuddy I1
Amanda Crawford Designs
Ph. 818-879-9978
$26.00
Review by Laura Hague

arly in January, | violated one of my self-

imposed rules: | read a heavy book. Well, |
didn’t actualy finish it—before | could do that, my
right wrist dislocated. The right hand isthe one | use
to hold books open, and reading in bed, that hand
was holding the book as well as holding it open.
While | did get the wrist reduced, with help, | con-
tinued to have pain anytime | did anything requiring
me to put any strain on that wrist. Clearly, this
means | wasn't going to get to read any more books
unaided. This is a real problem for someone who
teaches and who reviews books. | began looking
into getting a lap desk just for reading, and remem-
bered one at Book People, where | usually pick up
the books | review for EDS Today. Would Book-
Buddy |1 enable me to read without pain?

BookBuddy Il is a pillow-like contraption that
comes with aremovable acrylic desk top. Two rib-
bons come down the center of one side, to hold the
binding of the book in place. Two other ribbons
cross the lower corners of the pillow, to be used to
hold in place either the desk top or the pages of a
book.

| set aside the desk top and inserted the slim book |
had bought for review, Chronic Pain and the Fam-
ily. So far, so good. The next part involved dipping
the pages of the book under the corner ribbons. This
is trickier, but was not as hard on the book pages as
| had feared it would be. | then adjusted al the rib-
bons by pulling through the gold-colored locks
where the ribbons passed under the pillow’s bind-
ing. Strapped down like this, the book remains
opened to the desired page without problem. Instead
of having to hold the book in my hand, | could rest

it on my forearm or on my knees, or on other pil-
lows in my lap. When | dozed off, | found the pil-
low had fallen to the ground, but the book was still
safely ensconced in the ribbons. Now, that’s handy!

But what of the culprit book, the ponderous tome
that started this quest for reading safety? | hoisted
Guns, Germs, and Steel into place beneath the rib-
bons. | cinched the locks. | turned BookBuddy 11
and the book upside-down. It stayed! | held it right
side-up on my forearms. | immediately felt the
strain in my shoulders (I told you this book is
heavy!). However, placed on my lap or atable, | can
finish it at last, without aggravating either my wrists
or my shoulders.

There is one annoying drawback to BookBuddy 11.
The corner ribbons not only hold the pages down,
they also obscure the text beneath them. Pulling the
ribbon up and down on the page, or dliding the page
out when you get to the lower half of the text, gets
around that problem but slows down reading. A bet-
ter solution would allow full visual access to the en-
tire text on both pages at once. Despite that nui-
sance, | am looking forward to getting a lot of read-
ing done pain-free with BookBuddy I1.

=/



DS Today thanks Harriet and Marvin Roth-

stein for their donation in honor of Rosalie
Wilson who is celebrating her 80th birthday!
Happy Birthday, Rosalie!!
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Announcements

EDS Awar eness 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/

Fruit Pizza Dessert
By Christine Phillips

re you at a dead-end when it comes to break-

fast? Oatmeal, Cheerios, French toast. It al
gets so boring, especially when you have children.
So, let’s get creative, nutritious and cause afew eye-
brows to raise before the first cup of Joe has been
ingested!

1. Spread sugar cookie dough (from the dairy sec-
tion of your local grocery store) in the shape of a
rectangle on 9 x 13-inch cookie sheet.

Recipesfor Health

2. In afood processor or blender mix 6 oz of non-
fat cream cheese, %2 cup of low-fat yogurt, 1 ta-
blespoon powdered sugar.

3. Useany fruit you would like. | love blue berries,
and strawberries and mangos. Kiwi’s and orange
slices are also a colorful combo. Make a pattern
or a happy face on the dough and chill then
serve.

4. Pour atall glass of milk, aimond or soy milk if
you're lactose intolerant and enjoy a fun dessert
or breakfast.



Service Dogs
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Basic Training

By Paula Offutt

ervice Dogs
(SDs) for folks
with EDS can be a
useful tool, as well
as companion and
” friend. If you talk to
$ your reacher, they
lock you up in a
padded cell. Tak to
your SD and people think you and she are cute.

In training your dog, there are some key elements to
remember.

First you need to know what you dog is willing to
work for. Treats are the number one reward. Other
dogs want a specia toy that they only get after a
practice session. Food motivated dogs are the best to
work with, since they will do anything thing for a
bite of goodies. Make the treat for practice sessions
something extra special, something the dog will
soon connect to | did something right! | rank this
one first because in order to teach something, you
need to know the reward.

If your dog is not food motivated, youll have to
work at finding just what that motivator is. For
Joella, food was not worth it for her. But paper, now
that was a treat! | found atreat she would work for,
but it wasnt her Oh Wow! . At the end of each ses-
sion, we made a big to-do about her getting an
unlined index card. She thought that was better than
any treat, even a hot dog.

The second thing to know is. what you want your
SD to do. Some tasks can be combined, such as re-
trieval and putting the item your lap. Think it
through and decide which one you should start with

or do next. | wont get detailed about techniques
such as clicker training, that s for another time.

For me, deciding what to have Joella do was easy. |
drop things. All the time and al sorts of stuff. | real-
ized that the number one thing | drop the most is my
keys. They were the first thing Joella and | worked
with. Even now she can hear the keys rattle and will
look up at me, knowing | m a klutz and she will be
needed. Some dogs dont like the feel/taste of metal
in their mouths so you might have to get aleather or
heavy cloth fob/tab for your key-ring.

With practice sessions, aways aways aways end
on a good note. If your dog just is not getting the
concept, switch to an easy one and end there when
she gets it right. Even if the dog didnt get athing,
praise and treat as if she did. You want the dog to
want to try again later!

| taught Joella to get things by doing basic fetch
games. If your dog is not a natural retriever, dont
expect her to be thrilled to be your dropsy slave. |
got Joellainterested in chasing down her stuffed ele-
phant. | only threw it a short distance, maybe maxi-
mum of ten foot. Then | switched to a sock with
several other socks stuffed into it. Once she was
bringing that back from wherever, I moved on to
more real objects.

| began tossing pens, keys, coins, an old dead phone,
whatever | could find. | wanted them to be different
sizes, weight and materials. Once she was retrieving
anything | threw, | stopped throwing and just
dropped it. That was confusing for her for the first
few tries. Wheres the fun in not running after it?
That reward is the fun! That praise and admiration
from you is the fun!

Next, | started dropping things outside of practice
sessions, asking Joella to get it. In return, she got a
bit of paper. Later, as she got older, she discovered



cheese was worth more than paper.

As you work toward these goals, dont forget to
name everything. “ Get the pen, Joella. Get my keys.
Hey! You got the keys! Look at you with the pen!”

Once your dog has some sort of idea that each item
has its own name, you can work on discrimination
between objects. Put down the keys, the pen and the
cup (or whatever items work best for you and your
dog). Pick an item to ask for, using that item repeat-
edly until the dog understands which one you want
to receive. You may have to “help” them find that
item until they figure it out.

One thing | worked on with Joella was to under-
stand “the other one.” | did it by working with pairs,
especially shoes. Shed bring me one and | d tell her
to “get the other one.” Then, when working with
discrimination, | would tell her “not that one. get
the other one.” This comes in handy when | need
her to get something off a bottom shelf at the store.

Looking back at al the things | taught Joella to re-
trieve and those that she retrieves by name, the best
thing | ever taught her was to get her leash. In pub-
lic, people think thats just the best thing ever. It
was the easiest thing | taught her, too. Shell pick it
up and put it in my hand. Sometimes, if she knows
she has an audience, shell go give the leash to
someone el se!

Be prepared for that, by the way. They are show
offs, all of them. Under that cape and on the end of
that leash is a dog, dont forget that. Joella loves to
show off when she is being watched. She likes to
put her foot onto something and scoot it around be-
fore picking it up. She likes picking things up and
giving it to someone else. Also, when we are seated,
like in a restaurant, but she knows she is being
watched and talked about at another table, shell do
“the dead bug” (lay on her back) to look cute and
get attention.

An online friend has a German Shepherd Dog as her
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service dog. When they go out to a restaurant, he
often will wait until he knows everyone is watching,
then hell lay down exhaling a loud sigh, as if his
lifeis such torture!

If you want an always on, perfect duty Service Dog,
you probably wont find one. They are dogs. They
get bored. And they like to have fun. This doesnt
mean you reward such behavior. Yelling and fuss-
ing is, in its own way, rewarding the behavior. In-
stead, turn that “bad” habit into something else. |
turned Joellas desire to show off by making the
Dead Bug behavior into atrick. Shell do it on com-
mand. Often | ask her to do it before she has a
chance to do it herself. That keeps ME in control of
my monster.

There is a limit, however, to this unwanted behav-
iors. The dog cannot disturb others around her or
interfere with the goods or services of the business
you are in. Joella is never alowed to do the Dead
Bug in an aisle way, for example. While there is a
dog at the end of that leash, that dog is a Service
Dog. Each and every time you and she are out in
public, you represent al other SDs. You and your
dog are ateam so train and act like onel!

Resour ces:

Joellas commands:
http://www.servicedawgs.org/trai ning/commands.htm

Others commands:
http://www.servicedawgs.org/trai ning/commands2.htm

Clicker Training:
http://www.www.uwsp.edu/psych/dog/obed.htmi#click

“Assistance’ Dog info:
http://www.uwsp.edu/psych/dog/assi st.htm
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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

College Essay on EDS
By Amanda Heintskill

escribe a setback or ethical dilemma that you

have faced. How did you resolve it? How did
the outcome affect you? If something similar hap-
pened in the future, how would you react?

In March of 1998, both my mom and | experienced
a medical setback, which has not hampered us on
our paths in life. We were both diagnosed with a
medical condition known as Ehlers-Danlos Syn-
drome, more commonly known as EDS. EDS affects
the body’ s collagen, which isthe “glue” of the body,
which in turn affects the body’s systems. The diag-
nosis finally answered the question why | was get-
ting hurt so much and in peculiar ways. | knew that
because of this diagnosis, my life was going to be
changed forever. Both my mom and | have a variant
of Ehlers-Danlos Syndrome; we do not fit the
“normal mold.” We have characteristics from at
least three different types of EDS, making it difficult
for doctors to understand how to treat my various
collections of weird and unusual injuries.

In January of 2000, | had to drop out of dance be-
cause of afoot injury that would eventually require
surgery. | had been taking dance lessons from the
time | was three years old until | was eleven. | un-
derstood why | had to drop out. This was a setback,
like al the major injuries that | have had, but | have
learned how to overcome these obstacles.

Also, with the Ehlers-Danlos Syndrome and a de-
pressed immune system, | have missed a large
amount of school because of frequent illnesses.
However, the absences have not hampered my pro-
gress towards academic success. Both of my parents

have instilled awork ethic, which has allowed me to
remain on my high school honor roll for four semes-
ters, a testament to my drive to succeed academi-
caly.

Ehlers-Danlos Syndrome can not be resolved,
through amagic pill or surgery. Those who have the
medical condition are stuck with it for life. How-
ever, through management of pain, the understand-
ing of the body’s limitations, and depending on the
type and severity, those affected can lead nearly a
normal life.

If something like this were to happen to me again, |
would not change the wonderful help and support
that we have recelved from others with the same
medical condition as we have. But, | would change
the mgor injuries that | have recelved, knowing that
I would not want to go through them again. | believe
that the EDS has helped prepare me on the road of
life, knowing that whatever life throws my way, |
am now ready to handle anything.

| have not let the Ehlers-Danlos Syndrome hamper
my academics, or extra-curricular activities. Even
though | cannot participate in dance, as | once used
to love, | still have found other activities to occupy
my time. Though my main activity now concerns
membership in the Lindenwood 4H club where | am
a second year member. | am in my first year as the
secretary in the Lindenwood 4H Club in Mequon,
Wisconsin and enjoying my time as one of four offi-
cers, learning the ropes and helping out again for my
second year. | have returned to playing the piano on
and off, enjoying practicing pieces from the “Lord
of the Rings’” movies.

Even though the EDS has affected me in so many
ways, | fedl that this is one obstacle that | am proud
to share that | am continually working to overcome.
If my story can help inform others who can then get
the word out, then a magjor goa of those with EDS
has been accomplished.



AsTheAirplane Flies Away...
By Grace Berardini

'm heading to another Ehlers-Danlos National

Conference. As | settleinto my seat, my thoughts
travel to previous conferences, and the emotions that
| felt come flooding back. | honestly havent felt
such happiness, sadness, community, and so much
warmth in only four days. | not only go to the con-
ferences to learn but, to enjoy myself and | wanted
to share with you my first conference.

My heart and my soul is in this letter. I am now
forty years old and | have the Vascular Type of
EDS, we cadl it "VEDS" for short. When | first
found out that | had this disorder, | searched the
Internet for al the information and knowledge |
could gain. | became quite close to Sue Ginley
through email, and what a blessing, a dear and a
sweetie she was for me a this time. | learned that
there was going to be an Ehlers-Danlos Conference
in Milwaukee, Wisconsin. At first | was very scared;
| knew | was going to die someday and maybe now,
someday soon. | knew it would be an overwhelming
experience, but it turned out to be so much more.
You al may know what | mean. | spoke to people
who lifted me up and people who were very sad too.
But you know what, that’s what is so wonderful—a
full array of emotions and sharing all those feelings.
That s why we are together. The first dear person |
met was Cathy Bowen. | redly can’'t explain it to
you just how much | feel for her, because the feel-
ings are so very deep. | redly believe it was fate that
we met at this conference. Cathy as you al may
know, lost her son David quite some time ago to this
terrible disorder. | wish | could bring her son back to
her, because she is such a wonderful person to me. |
have to say that | realy think David brought us to-
gether for a reason, which | really dont fully know
why but thats ok. Cathy is my inspiration. It's so
deep that | can’t explain it. She comes to the confer-
ences with so much strength, hope and will. | feel
she is stronger than | will ever be. | know | will go
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someday, but of course we all will. But thanks to
Cathy, | am not redly going anywhere "at least in
my heart." | know my essence will alwaysremainin
the hearts and minds of all those that I've met and
shared a very special connection, a unique experi-
ence. Things end with sadness, but there is aways
happiness right behind you.

From one who has VEDS; | would like to express
that it pains my heart and my empathy overflows
when | see what some of my fellow EDSers have to
endure; braces, wheelchairs to get around, their
daily pain, hearing aids, and so much more.

Thank you all for being in my life; Cathy, Sue,
Dawn, Judy, Jean, Vairon, Linda L, Melissa, Terri,
Mika, Lani, Yoshiro, Aase, and to al the others.
Thank you to all in New York, Sue, Judy, Dawn and
all of the Volunteers. I’'m missing my husband, my 2
cats, my sister and brother who are my life. Now, |
am on the plane back to California from New Y ork.
| am thinking about this conference that | just at-
tended, as | settleinto my seat. Asthe airplaneflys

|
Note: My sweet Grace, \

Y our words touch my heart. Y ou know that | feel
the exact same way about you. We defiantly had
an instant bond, we were sisters from that very
first moment. It was like we knew each other for
years and years. It was really your essences that
radiated such gentleness, compassion, and love.
Your a beautiful soul that shines bright with em-
pathy, sweetness, laughter, and joy. Each time
that | have seen you, your inner strength increases
and your aways available to extend a helping
hand for anyone in need. | am in awe of you and

truly blessed to know you... | love you, my
friend...
—Cathy Bowen
e ——— |
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By Cathy Bowen

I %

The staff of
EDS Today
extends their
deepest condo-
lences to An-
gela and
Luke's fami-
lies.

“In our Sleep,
upon the heart
sorrow  fals,

memory’s pain that cannot forget, falls
drop by drop upon the heart and in our
own despair, against our will, comes
wisdom through the awful grace of
God.” — Aeschylus (525-456 BC)

If you want to honor a loved one for a
tribute or memoria e-mail me at:

SJ}EDS-DAVID-MOM @prodigy.net

Luther William
Sink

By Kathy Sink

he most won-

derful day in
our lives was Janu-
ary 8, 1981 — the
arrival of our first
child, Luther Wil-
liam Sink, or as we
would call him,

Luke. The saddest day in our lives was August 21,
2000, the day our Luke died.

| became pregnant in June of 1980. At about three
months gestation, | started experiencing some bleed-
ing that became heavy and | miscarried. My Doctor
had wanted to do a D&C, but we had put it off to
see what happened next. After a week or so there
was no further bleeding, but | still felt very nauseous
every day. It took another month to determine that |
was gtill pregnant!! (We now understand that there
was a twin who probably couldn’'t survive the
Ehlers-Danlos Syndrome.)

Things progressed normally in the pregnancy until
New Year's Day, when the water sack broke two
months before my due date. (Ehlers-Danlos Syn-
drome had caused premature rupture of the mem-
branes due to the fragility of the fetal tissues.) | was
so afraid | would lose the baby. It was determined
that | should try to carry the baby to term, while go-
ing in for blood tests daily to check for infection.
Seven days later my white blood count had elevated
to a point that made it necessary to deliver. Our tiny
baby boy weighed in at four pounds and twelve
ounces, eventualy he lost weight to take him down
to four and a half pounds.

Luke was an exceptional child in many aspects. He
was extremely bright and had a passion for mathe-
matics that could not be quelled. He had a personal-
ity that would light up aroom and simply loved life
with an incredible gusto. Luke was smart, talented,
funny, warm, compassionate and spiritual. Through-
out his entire life he had an inner burning to be the
“best,” the “fastest,” the “smartest,” the “first,” the
“winner.”

It was four years after Luke that our son Ryan was
born and after another five years, our daughter Katie
was born. Our family was complete, fun and life
was so good. | could never have imagined that it



would be rocked to the very foundation.

Thefirst time | remember the bruising was at Luke's
two-year check up. | watched as the doctor rolled
Luke's leg back and forth and it was riddled with
little bruises. | remember wondering if the doctor
would think | was a bad parent. His comment was,
”| can see that he is a healthy, active two-year old.”

The signs of EDS were everywhere and no one read
them. Luke had prominent, startling eyes, his ears
stuck out and had no lobes, his nose was pinched,
his lips were thin, he had the propensity for scolio-
sis, his hips weren’t right when he ran, his shoulder
kept coming out of its socket. He had been knocked
to the ground on two occasions with abdominal
pain, the skin on his chest was translucent, we ran
him in for stitches at least half a dozen times when
he had banged his head or scraped his knees, but it
was the bruising that was absolutely horrific. |
would tell the doctors that it wasn’t like bruising but
more like a blood spillage. | told them that it was as
if his blood vessels were not strong enough. They
“assured” me that there is no such sickness, that my
son had Von Willebrand's disease (an abnormality
in blood factor eight), should never play football and
would be fine. One year later he was dead.

On Sunday August 20, 2000, our family attended
our weekly Bible fellowship. Afterward | took Luke
shopping for some school supplies as he was to
leave three days later for his sophomore year as a
vocal maor at Vanderbilt University. His shoulder
popped out of joint as he pushed a door opened and
he informed me that this happens to him often. Ryan
came along and the two boys were so silly and play-
ful that | kiddingly told a woman that maybe |
should have |eft the “ children” at home.

That evening, Luke taught the Bible for the first
time in his youth fellowship. When he got home he
ate some of my homemade tomato soup and then
napped downstairs with Ryan and my husband,
Ronnie, while Tiger Woods played for some cham-
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pionship. Sometime later that night, as he sat at the
computer, | kissed his head and went off to bed. He
was up late that night E-chatting with his friends.
Just before he signed off around 1:00 am he wrote to
afriend, “If 1 have only one life to live, | am going
to live it for God.” He had only one more hour.
Sometime around 2:00 am Luke's pulmonary artery
burst in two places and his life slipped away as he

dept.

The first time we would hear the words “Ehlers
Danlos Syndrome” would be from the Coroner.
Now four and a half years|later, our lives are forever
altered. We survive because we must. Ronnie has
been able to continue his business but | can't seem
to find a career that makes sense. Ryan, now older
than Luke became, is in his second year as a voice
major at Furman University. Katie is a High School
Freshman drama major in the School for the Crea
tive and Performing Arts. We have established the
Luke Sink Memorial Fund and perpetuate a scholar-
ship in Luke’'s name at his high school. Every year
on his birthday we have a chili supper for his
friends.

We will always celebrate the day Luke was born and
grieve the day he died. Ehlers-Danlos Syndrome
Vascular Type IV is a dreadful malady robbing
families of loved ones — stealing them as a thief in
the night. We hope that someday there will be pre-
vention and acure.

Note: If you would like to make a donation to
Luke's Scholarship:

Luke Sink Memoria Fund
First Federal Bank

110 W. Vine St.
Lexington, KY 40507



Angela Sue
Walton (Haggart)

By Julieand Dar -
win Curtis

ngela Sue

Walton
(Haggart), known
to her friends and
family as "Ange'
and to her children
as "Ma” passed
away suddenly at
the age of thirty-six in August 2004. She has for-
ever touched everyones lives that knew her.

| can see her passion for books and reading in her
daughter, Kionna. Angies love of horses and family
are also a part of her child, who is quick with a
smile and laughter or a listening ear when her
friends need her. Kionnas "Ma" passed on so many
good qualities to her that Angelas spirit for life
shows in everything Kionna does.

| see her courage and strength in her son, Corey,
who aso lives with Ehlers-Danlos Syndrome. An-
gies determination to live life to the fullest in spite
of EDS has shown Corey that, he too, can face any-
thing still smiling, still loving, still with hope, still
having fun.

As a stepmother to her children, | thank her every-
day for bringing Kionna and Corey into this world,
as | know their Father feels the same; they are truly
the light of our lives. Thereis no one to replace her.
She was and will forever be Corey and Kionnas
"Ma.” They love and miss her beyond words.

Angela leaves her beautiful, amazing children, her
husband, parents, sister, brother-in-law, nephews,
friends and extended family. There have been many
tears and broken hearts, but she has shown every-
one how important it is to live life to the fullest,
with laughter and love. Thank you, Angie. God
Bless.
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Their Loss-Our Prayer
By Julie Curtis

Their sadness, unstoppable, becomes questions we
cannot answer.

Their questions, unanswered, become tears they
cry, unheard.

Their tears, unseen, become loneliness we cannot
know.

Loneliness, with understanding, can become heal-
ing.

Healing, courageously, becomes hope.
Hope, unwavering, becomes love.
Love, ever present, becomes life again.

Y our love for each other knows no bounds. It isfor-
ever

unwavering,
unstoppable,
never ending.
Let that lead you through life
always with understanding,
always with hope,
awayswith love.
Let it be the answer to your sadness,
the healing in your life,
the reason for your hope,
and the courage in your heart.

Loneliness, with understanding, can become heal-
ing.

Healing, courageously, becomes hope.
Hope, unwavering, becomes love.

Love, ever present, becomes life again.



Laura'sLibrary (Continued)

(Continued from page 15)

There is an advantage to reading a doctor’s advice,
rather than hearing face-to-face, | find. | can take
time out to be furious before plunging on to see if
there is anything worthwhile being shared. And in
truth, there is. Silver has gleaned a lot of useful ad-
vice from her experience. Be aware, though, that
she never takes off her white coat to address the
reader as an equal. For example, she makes a very
important point that people suffering with chronic
pain should clearly indicate through language when
they need assistance or emotiona support, rather
than moaning and sighing in hopes that such hints
will be picked up on. Unfortunately, she makes the
point rather condescendingly. The beauty of print is
that the reader can put the book down and come
back to it later, while in person, storming out of the
office effectively ends any conversation. And this
conversation is worth having, even though Silver
keeps talking about “the pain person.” (Who thinks
of themselves as “the pain person?’ It sounds like
the name of a super villain or movie monster: “In
theaters now! Attack of the Pain Person! In 3-D!”)

So, | take time to put aside my frustration at Sil-
ver’'s terrible bedside manner, and learn some very
useful information. She mentions, almost in pass-
ing, that an indication of chronic pain in a small
child is the desire to be constantly held. Why aren’t
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all mothers told that to start with? She gives advice
to family members of people in pain regarding ex-
pectations and communication. She gives examples
to friends of how to be genuinely helpful. In dis-
cussing work issues, Silver explores the relation-
ship between work, lawyers, and money in a very
practical fashion. Silver’s best advice regards medi-
cal treatment, as she explores medication and ad-
diction, diagnosis, and the basics of both traditional
and alternative pain treatment. While Silver is very
general in her medical advice, she does offer useful
guidelines. For example, discussing pregnancy and
chronic pain, Silver emphasi zes the potential hazard
of even NSAIDs to the development of the fetus.

Where Chronic Pain and the Family might be the
most useful, though, isin its potential as atopic of
discussion in the family. | can easily imagine par-
ents and teens each reading the book and then talk-
ing about what they individualy took from it and
what they found lacking. Spouses could use the
chapter on intimacy as an entry into exploring what
is, even for lovers, very delicate territory. For single
individuals who do not have family nearby, Silver's
book has little relevance, but for anyone who deals
with family regularly, Chronic Pain and the Family
could be an important part of keeping communica-
tion lines open.

Hidden Disabilities (Continued)

(Continued from page 14)

this all gets, but | still do my best to try. Even a
short phone call with an understanding friend, one
who realizes that | dont want to just talk about how
sick | feel, can make me feel more "norma" and
more part of the "real world."

If you ve been a dancer and arock-climber before
you got sick/disabled, then obviously youll have to
make some changes in how you occupy your time!
Depending on your disability, you may be able to

adapt the activities you used to do, or perhaps pick
up some new interests. Theres always something
though, even if it sjust watching a plant grow, or
composing poetry in your head and dictating it to a
friend.

| think it simportant to be more than just "a disabil-
ity." Everybody has skills and talents and interests
of their own, even if they re bedridden. Being able to
be awhole person, letting all sides of your personal-
ity out is healthy and good.
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Labor Analgesiafor the Parturient With an Uncommon Disorder:: A Common Di-

lemmain the Delivery Suite (Continued)

(Continued from page 4)

The base of the skull is shortened (because of early
fusion of constituent bones) and angulated, yielding
limited extension and making endotrachea intuba-
tion potentially difficult. However, easy-mask gen-
eral anesthetic ventilation has been described (18).
Kyphoscoliosis is a common associated clinical
finding in dwarfs, and for this reason, respiratory
problems resulting from decreased functional resid-
ual capacity secondary to scoliosis and advancing
enlargement of the uterus throughout pregnancy
could be encountered (19). Obstructive sleep apnea
has become recognized as an insidious cause of
morbidity in achondroplasia, and is more common
than central apnea because of cervicomedullary cord
compromise (20). Acquired pulmonary hypertension
leading to cor pulmonale can occur in achondropla-
sia with contributions by restrictive lung disease as-
sociated with scoliosis, chronic upper airway ob-
struction, and sleep apnea.

Abnormalities of the spinal cord can result from se-
vere kyphosis and scoliosis or from odontoid hy-
poplasia with cervical instability, leading to spinal
cord and nerve root compression. The vertebral bod-
ies are abnormally shallow with underdeveloped
vertebral arches yielding narrowing of the subarach-
noid and epidural space (22, 23). Additionaly,
adults with the condition have hypoplastic interver-
tebral discs that can easily prolapse into a congeni-
tally stenotic canal and produce neural compression.
All of the foregoing can make regiona anesthesia
difficult or impossible to achieve with unpredictable
spread of local anesthetic solutions and increased
risk of unintentional dural puncture.

Cesarean section delivery is inevitable for these
women because the maternal pelvis is invariably
small and contracted, resulting in cephalopelvic dis-
proportion. In this setting, the anesthesiologist must
fully understand the aforementioned problems to
facilitate the safe delivery of anesthesia as well as
methods of minimizing the risk of maternal aspira

tion and avoiding fetal depression (22-25).

Pregnancy in achondroplasia compounds many of
the outlined problems and presents a unique chal-
lenge to the obstetrician and anesthesiologist. Gen-
eral endotracheal anesthesia has traditionally been
considered the technique of choice in achondropla-
sia although case reports have detailed difficult en-
dotracheal intubation. In those instances, extension
of the neck was difficult or impossible. These pa-
tients warrant early discussion of the probability of
intubation while awake after a thorough examina-
tion of the airway and review of any available cervi-
cal radiographs.

Technically challenging problems are also associ-
ated with regional anesthesia owing to the skeletal
abnormalities encountered. Epidural anesthesia has
been successfully administered (22-25). A relative
contraindication to regional anesthesia has been a
concern that neurologic sequelae can be attributed to
the anesthetic agent. Those patients who have re-
ceived successful epidura anesthesia have not ex-
perienced preoperative or postoperative neurologic
dysfunction. Epidural anesthesia is theoretically
preferable to spinal anesthesia because it lends itself
to titration of the level of block. A smaller dose of
anesthesia than usual could be required owing to
maternal short stature and kyphoscoliosis. The dan-
gers of intraoperative hypotension and high or total
spinal block are greater than with epidural anesthe-
sa

CONCLUSION

In the absence of uniform obstetric anesthetic guide-
lines for pregnant patients with disorders such as
Marfans syndrome, Ehlers-Danlos syndrome,
achondroplastic dwarfism, previous back surgery,
and kyphoscoliosis, the decision whether to admin-
ister regiona anesthesia should be based on an indi-
vidual risk-to-benefit ratio on a case-by-case basis.
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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
intheproa’ 1 (111) chain of collagen type |11 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.
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