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Welcome to EDS TODAY— a newsletter by, for and about those 
diagnosed with EDS, their families, friends and the medical com-
munity. 

This newsletter is intended to be an open forum for new and inno-
vative thoughts, ideas, insights and information on coping with 
EDS and the limitations it places on our lives. You are invited to 
contribute as much and as often as you like. Or shall we say as of-
ten as you have the energy for? We ask only that you keep your in-
put positive and as informative as possible. 

Everyone involved in the production of this publication is an unpaid 
volunteer. They give their time, talent, and hard work in an effort to 
help provide education, support and a sense of  community for eve-
ryone living with Ehlers-Danlos Syndrome. 

In addition we hope to be able to answer any questions submitted to 
the "Question Box" as time and research capabilities allow. 

Subscription information is available on the last page of the news-
letter, all finances will be used to meet production costs as well as 
funds needed to grow and improve. We will be publishing a bi-
annual newsletter with information that will guide, enlighten, enter-
tain and keep you updated on new and refreshing ways to cope with 
EDS. 

— Christine Phillips, Publisher 

Inside this issue: 
 
Featured topic:  
EDS and Education 
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Our first newsletter is dedicated to my friend, 
April Leaman and all the other special people who 
lost their lives to EDS. 

I met April in 1994 at the San Diego EDNF confer-
ence. I also met my husband, Kerry, there—but 
that’s another story. April was the most cheerful, 
positive, outgoing and compassionate person I had 
ever met. The three of us became instant friends.   

Despite a diagnosis of Vascular type EDS in her 
early teens, April dedicated her life to becoming a 
doctor and to helping others with EDS. She was the 
first president of the Atlanta EDNF Branch.  During 
her years at medical school, she taught first year 
medical students about EDS and actively participated 
on the EDS e-mail lists.   

April was to be the subject of our first tribute in the 
Memorials and Tributes section because she influ-
enced so many people with EDS through volunteer 
efforts and her example of courage and kindness.  
April passed away on Monday, March 6, 2000 sur-
rounded by her family. 

There are three things April taught me. First, the 
more you do to help others, the more joy you bring 
to your own life. Second, a positive attitude makes 
even the toughest challenges more bearable. And fi-

nally, a little laughter goes a long way. 

It is my hope that this newsletter embodies these 
three lessons. The newsletter is my way of helping 
others and sharing April’s delightful positive spirit 
with those around me.   

—Barbara Uggen-Davis, Editor 

~ ~ ~ ~ �  ~ ~ ~ ~ 

Thank you!! 

Special thanks to Helen Wilson, Product Manager, & 
Frances Rothwell, Elsevier Science, American Jour-
nal of Gastroenterology, Gastrointestinal Division, 
Dept. of Medicine Hospital of the University of 
Pennsylvania and Gary R. Lichtenstein, M.D.,  who 
allowed us to reprint this article at no charge.   

Thanks to each of the individuals who contributed  to 
this first issue.  Without you, we would have empty 
pages. 

Thank you to the donors who contributed operating 
funds to help us get started. 

Thanks to DAHRT for helping distribute this news-
letter. 

And finally, thanks to our volunteers who worked 
hard to get this newsletter put together and distrib-
uted. 

Letter from the Editor  

Our premier issue tackles the subject of EDS and 
education and features a group of articles on topics 
such as choosing a college, school accommodations, 
and knowing your child’s rights to education. We 
hope you find this issue informative and useful. 

Our next issue will feature articles on disabilities and 
the workplace. Included will be articles on Title I of 
the Americans with Disabilities Act, job hunting for 
people with disabilities, and more. 

This is your newsletter, so we encourage you to get 
involved. We are currently seeking articles on job 
discrimination, workplace accommodations, and 
other topics related to EDS and employment. 

Articles may be submitted using the form at the back 
of the newsletter, or may be sent via e-mail at 
edstoday@uggen.net or through our online form on 
our web-site at:   

http://www.uggen.net/edstoday/ 
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Reprinted with permission from the American College of Gastroenterology, 
(American Journal of Gastroenterology, Vol 91, No 11, 1996, pp 2282-2288 

GI Manifestations of Ehlers-Danlos Syndrome. 
Jeffrey A. Solomon, M.D., Lisa Abrams, M.D., and Gary R. Lichtenstein, M.D. 

Departments of Radiology and Medicine, Division of Gastroenterology, University of Pennsylvania 
School of Medicine. Hospital of the University of Pennsylvania, Philadelphia, Pennsylvania; and De-

partment of Radiology, University of Miami Medical Center, Miami, Florida 

Ehlers-Danlos syndrome (EDS) is an inherited dis-
order of connective tissue that is distinguished not 
only by the triad of skin hyperextensibility, articular 
hypermobility, and tissue fragility but also by its 
heterogeneity on clinical, genetic, and biochemical 
grounds. The phenotypical variance that character-
izes this syndrome often makes its recognition diffi-
cult, and failure to recognize the disease despite a 
classic course is not uncommon. Diagnosis is para-
mount, however, so life-threatening associations 
can be searched for and unique principles of man-
agement can be instituted. Patients are prone to GI 
catastrophes such as perforation and massive bleed-
ing which can be compounded by grave surgical 
and vascular complications. A thorough knowledge 
of the GI manifestations of EDS and their manage-
ment is mandatory to prevent unnecessary morbid-
ity and mortality. 

INTRODUCTION 

In 1899, Edvard Ehlers reported a patient who dem-
onstrated a constellation of symptoms including 
recurrent hematomas, lax digits, and extensible 
skin. Nine years later; Henri-Alexandre Danlos as-
sociated posttraumatic tumors with the manifesta-
tions presented by Ehlers. The term Ehlers-Danlos 
syndrome (EDS) currently describes a group of 
connective tissue disorders distinguished not only 
by the triad of skin hyperextensibility, articular hy-
permobility, and tissue fragility but also by its het-
erogeneity on clinical, genetic, and biochemical 
grounds. The Berlin nosology currently designates 
nine subtypes of the Ehlers-Danlos syndrome (1, 2). 
Clinical differences have defined six types, and bio-

chemical analysis has added three more. The het-
erogeneity and phenotypical variability of Ehlers-
Danlos syndrome sometimes makes its recognition 
challenging. Failure to recognize the hallmark signs 
of the syndrome despite a classic course is not un-
common. Identification of the syndrome is para-
mount, however, because of its potentially life-
threatening associations and unique principles of 
management. Ehlers-Danlos syndrome is often 
thought of as a rare entity and its true incidence is 
unknown, but it has become a more common find-
ing because of recognition of milder cases (4). Pa-
tients with this hereditary genetic disorder are prone 
to GI catastrophes that can be compounded by 
grave surgical and vascular complications. A thor-
ough knowledge of the GI manifestations of Ehlers-
Danlos and their management is mandatory to pre-
vent unnecessary morbidity and mortality. 

COLLAGEN PHYSIOLOGY 

There are five different types of collagen in humans 
that are distinguished by the combination and com-
position of their three subunits. Type I collagen 
comprises approximately 90% of total body colla-
gen and is found in fibrous connective tissues such 
as tendons, ligaments, and bone. Type II collagen is 
a constituent of hyaline cartilage, and Type III can 
be found in highly cellular structures such as liver 
and blood vessels. The remaining types, IV and V, 
are located in the basement membrane and in con-
nective tissue, respectively. Collagen molecules 
consist of three helical chains of hydrogen bonded 
to each other to form a superhelical cable. Procolla-
gen is the intracellular precursor of collagen and 

Editors Notes:  This article contains graphic information and includes manifestations from various types of 
EDS.  Not all symptoms documented here present with all types of EDS.  We recommend that you discuss 
your risks for these complications with your physician. 
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II. Mitis type. Constitutes 
40% of EDS. 
 

Mild version of type I EDS. 
 
 

Autosomal dominant. Ultra-
structure analysis helpful but 
diagnosis is made clinically. 

Unknown 

EDS Type (1, 2, 8, 10, 
12, 13) 

 
Clinical Appearance 

 
Genetics/Diagnosis 

 
Molecular  Defect 

I. Gravis type. Constitutes 
40% of EDS. 
 
 

Skin hyperextensibility, ar-
ticular laxity, and tissue fra-
gility present in moderate 
amount.  

Autosomal dominant.   Ul-
trastructure analysis helpful 
but diagnosis is made clini-
cally. 

Specific defect unknown, 
but abnormalities of colla-
gen fibrils have been dem-
onstrated. 

III. Familial hypermobile 
type. Constitutes 10% of 
EDS. 

Gross laxity of large and 
small joints most prominent 
symptoms. 

Autosomal dominant. Ultra-
structure analysis helpful but 
diagnosis is made clinically. 

Unknown 

IV. Acrogeric/Eccymotic 
type 
 
 
 
 

Thin faces, pinched nose, 
large eyes, prematurely aged 
limbs and thin pale skin with 
prominent venous network. 
Bowel and vascular compli-
cations are common. 

Genetically variable. Primar-
ily autosomal dominant, but 
recessive variants are 
known. Diagnosis is made 
by fibroblast culture. 
 

Defect in COL3A1 gene on 
long arm of chromosome 2 
 

V. X-linked type. 
 
 
 

Phenotypically similar to 
EDS type II 
 
 

X-linked recessive. Diagno-
sis made on clinical grounds 
and unique pattern of inheri-
tance. 

Locus of defect on X chro-
mosome has not been identi-
fied. 

VI. Ocular scoliotic type. 
 
 
 

Similar to type I EDS but 
associated with kyphoscolio-
sis, marfanoid habitus, and 
ocular complications. 

Autosomal recessive. Diag-
nosis made by assay of lysyl 
hydroxylase activity in fi-
broblast culture. 

Deficiency of lysyl hydroxy-
lase. Two mutant forms 
identified 
 

X.  
 
 

Resembles type I EDS 
  
 

Autosomal recessive 
 
 

Fibronectin abnormal i ty 
demonstrated; specific de-
fect has not been identified. 

Table 1 
Classification of EDS Based upon Clinical Characteristics, Genetics, and Molecular Defect 

VII. Arthroclasis multiplex 
congenita. 
 
 
 
 

Marked joint laxity and mul-
tiple dislocations are domi-
nant symptoms. Stunted 
stature, micrognathia and 
midface hypoplasia may be 
seen. 

Primarily autosomal domi-
nant, but recessive forms are 
thought to exist. Diagnosis 
rests on biochemical analy-
sis.  
 

Defects in procollegen N-
proteinase 

VIII. Periodontal type. 
 
 

Mild degree of cutaneous 
and joint laxity. Premature 
tooth loss common. 

Autosomal dominant. Diag-
nosis made on clinical 
grounds.  

Unknown. 

IX. Vacant. No longer desig-
nated as part of EDS. 
Known as Cutis Laxa. 
 

Appearance characterized by 
short humeri, broad clavi-
cles, and occipital exococto-
sis 

X-linked-recessive 
 
 
 

Defective copper transport. 

Editors Note:  This table is included as represented by the original text of the article. EDS types have been 
reclassified since this article was written. For more information, please see the revised Nosology. 



Page 5 differs from collagen in that the individual mono-
mers contain propeptides at their amino and car-
boxy terminal ends. Before procollagen molecules 
are secreted from cells, some proline and lysine 
residues are hydroxylated by propyl hydroxylase, 
and lysyl hydroxylase and amino groups may be 
oxidized by lysyl oxidase. Ultimately, the stability 
of collagen fibers depends on inter– and intra– 
chain interactions that are stabilized by these reac-
tions. Once procollagen is secreted, it is acted on by 
procollagen peptidase, which removes propeptides 
and permits the orderly formation of collagen fi-
bers. The synthesis of competent collagen fibers 
therefore requires both the correct primary structure 
and critical posttranslational modifications (5-7). 

The molecular biology of EDS highlights its hetero-
geneity. Historical abnormalities and patterns of 
inheritance can be defined for EDS types I, II, and 
III, but no specific genetic or enzymatic abnormali-
ties have been identified. In other types of EDS, 
defects have been show to exist at several steps of 
posttranslational modification needed to form com-
petent collagen fibers. Type IV EDS is thought to 
result from structural defects in the pro-� -I III colla-
gen chain, which results in reduced or abnormal 
secretion of type III collagen. Type V EDS is due to 
a defect in lysyl oxidase, and Type VI EDS has 
been traced to a deficiency of lysyl hydroxylase, 
both of which result in ineffective intra– and inter-
chain bond formation (3). Type VII is due to a de-
fect in procollagen peptidase, which causes colla-
gen fiber formation to become disorganized and 
weakened (8). 

DIAGNOSIS 

The diagnosis of Ehlers-Danlos syndrome is based 
on clinical presentation, family pedigree analysis, 
and, when known, demonstration of specific bio-
chemical or genetic defects. Correct diagnosis and 
classification is important because of different natu-
ral histories and modes of inheritance. Despite re-
cent advances, considerable overlap exists, and it is 
not always possible to classify particular individu-
als.  Although mush phenotypical variation exists, 
each type of EDS displays the three cardinal fea-
tures of hyperextensible skin, hypermobile joints, 
and tissue fragility to some degree (1). Recognition 

of the disease on clinical grounds can be difficult 
because skin elasticity and joint mobility are 
graded, subjective traits. Physical examination, 
however, remains the initial step in diagnosis of 
EDS. Findings include skin that is hyperextensible 
and velvety in texture, which has been likened to 
the feeling of a wet chamois. Tissue fragility results 
in “ fish mouth”  wounds after minor trauma.  
“Cigarette paper”  scars may result because of poor 
wound healing. Subcutaneous spheroids, which 
may be calcified, and pseudotumors can sometimes 
be found. Typical facial features and body habitus 
have also been documented (Table 1). Attempts to 
quantify joint mobility have been made on the basis 
of five maneuvers that involve passive dorsiflexion 
of the fifth finger beyond 90ë, passive apposition of 
the thumb to the flexor aspect of the forearm, hy-
perextension of the elbows and knees beyond 10ë, 
and flexion of the trunk so that the palms rest on the 
floor. Pedigree analysis may be helpful to classify 
patients who are thought to have EDS because 
inheritance patterns differ between types (1). 
Ultimately, the diagnosis may rest on 
demonstrating the presence of known molecular 
defects in the individual. In cases in which the 
biomolecular defect is not known, quantification of 
collegen and ultrastructure analysis may be helpful 
(10). 

GI  MANIFESTATIONS AND MANAGEMENT 
 

Oral 

Oral and dental manifestations can occur to some 
extent in all variants but are most common and se-
vere in EDS VIII (periodontal type). Patients suffer 
from breakdown of gums and alveolar bone and 
premature loss of teeth. Teeth are often maldevel-
oped, being abnormally small with incisors lacking 
crenation. Odontogentic keratocysts can be seen, 
and teeth are prone to fracture after minor stress. 
The buccal mucosa is easily stretched, and the 
tongue may be hypermobile with the ability to illicit 
Gorlin’s sign (the ability to touch the tip of the 
tongue to the tip of one’s nose). Gingival fragility 
with oozing of blood is common after minor trauma 
such as brushing and cleaning. Hemostasis after 

(Continued on page 18) 
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Our featured topic is EDS and Education.  Next issue will focus on EDS and 
employment.  We encourage our readers to submit articles and stories on workplace accommodations, 
job and disability issues, and other related information.  Just use the form in the back of the newsletter. 

Choosing a college is a difficult decision under any 
circumstances, but doing so while dealing with the 
added consideration of a chronic medical condition 
makes it even more complicated. My sophomore 
year in high school I was diagnosed with Ehlers-
Danlos Syndrome Hypermobility { formerly type 
III} . I am now a sophomore at Barnard College of 
Columbia University in New York City. There are 
many things I wish someone had told me before I 
started to look at colleges, especially about living 
with EDS. It is possible for you to have a full and 
rewarding experience at college, even going out of 
state. It just takes a little more planning. So, here is 
some advice for others.  

The most important first step is to know your body. 
If you are not already keeping a health journal, start 
one. Nothing will prove more useful to you over the 
years. Figure out what things affect your symptoms, 
and what your most serious health concerns are. 
This will tell you what kind of climate and campus 
you should look for. I knew that I had the most 
trouble with stairs and walking long distances. That 
immediately ruled out all those campuses that boast 
of their 100+ acres. I do better in cold than heat, 
and do not respond well to sudden weather changes. 
Since I have allergies, I did not want to go to the 
country. All this led me to look for a small, urban 
campus on a coast. 

Your journal will also help you determine how 
much help you will need. Do not be afraid of the 
label “disabled” . A chronic medical condition like 
EDS is covered under ADA if it seriously affects 
one or more life processes, like mobility. At first, I 
was wary of asking for accommodations, even 
though I walk with a cane and use voice software to 
type.   Don’ t be. 

If you will not need a lot of help, how good the dis-

ability office is may not be as important. If taking 
notes for an hour and a half leaves your hand numb, 
and you cannot make it up a flight of stairs without 
cursing reluctant joints, check into how accommo-
dating the school is.  

As a rule, you are more likely to get personalized 
aid at a smaller school, or one that has a lot of dis-
abled students. The quality of the program varies 
from school to school. Barnard is an affiliate of Co-
lumbia University, but has a separate campus and 
disability office. They are on opposite ends of the 
spectrum when it comes to access and accommoda-
tions. The Barnard campus is very easy to get 
around in, and the staff of their { disability}  office 
excels at helping you deal with anything that comes 
up. At Columbia, not only are there serious difficul-
ties in getting around the campus, but the school�s 
attitude is less than enthusiastic. Visit every campus 
you are seriously considering. This will allow you 
to see if you can picture yourself living there and 
getting around. I made the mistake of only looking 
at Barnard’s campus, and not Columbia’s or the rest 
of the city.   

Find out about the area and how easy it will be to 
find things you need. It is also important to check 
out the health services available. You will need to 
continue whatever treatments you have been doing, 
and having a local doctor is important. 

The most important thing I can suggest to you is 
TAKE IT EASY the first few weeks. All the new 
and exciting experiences you will find may be 
tempting. It is easy to over-commit right away. I 
did, and had to cut way back when I got sick. Take 
some time to adjust to your new home and sched-
ule. Once you find out how demanding school I is 
— a lot more than high school, believe me — you 

(Continued on page 7) 

EDS and Education 
 

A College Education, By Theresa Copeland 



Page 7 can decide how much else you can do. Leave time 
in your schedule to rest and enjoy campus life. 

Any chronic medical condition strains your system, 
and the change to college, which is exhausting for 
everyone, will be more so for you. If you have been 
keeping that journal faithfully you should have an 
idea of how much activity you can handle. Pay at-
tention to it! 

That is about all the advice I can give, and it’s more 

than anyone told me. We are capable of having 
wonderful college experiences. I have enjoyed New 
York. I love the independence of living on my own 
and taking control of my life and my health. I go to 
school and hold a job in the library, and am still 
able to participate in some campus clubs. College is 
a great way to gain some freedom from your par-
ents while still having a safety net. I hope this helps 
you enjoy college a little more.  

School Accommodations, By Barbara Uggen-Davis 

When I started college in 1988, I had not been diag-
nosed with EDS. I attended school part-time and 
worked full-time, so I frequently blamed poor 
grades on my busy work schedule. In 1993, I was 
diagnosed with EDS type III (now Hypermobile 
EDS). As I learned more about how EDS affected 
my abilities I sought assistance through the Dis-
abled Student Services (DSS) office at the Univer-
sity of Alaska (UAA). I immediately started earning 
4.0’s consistently (straight A’s). The dramatic 
change helped me qualify to transfer to the Univer-
sity of Washington (UW), where I am just 1 class 
from finishing my BA. 

So what made the difference for me? First, it was a 
realization that there was a legitimate physical 
problem and that I wasn’ t lazy or stupid (as my ele-
mentary school teachers always said). That knowl-
edge changed my attitude and helped me overcome 
the self-confidence problems that had led me not to 
try my best in classes. In addition, I began a pro-
gram of accommodations which increased my abil-
ity to keep up with classes. 

The primary accommodation I needed was a note-
taker. A note-taker is another student in the class 
who provides me with copies of his or her notes. 
UAA provided my note-taker with carbonless paper 
to use.  At the end of each class, my note-taker 
could take notes and then separate a copy for me. 
UW requires the note-taker to make photo copies 
which DSS then sends to me by fax. Having a note-
taker allows me to spend my class-time listening 
intently to the lecture and even participating in dis-
cussions. Without a  note-taker, I spent all my time 
frantically writing notes and falling behind because 

my hypermobile fingers just couldn�t keep up. 

The next major item is testing accommodations. 
Although I frequently did well on multiple choice, 
short-answer, and true-false exams, I had extreme 
difficulty with essay questions, complex math ex-
ams, and worst of all the “evil”  Scantron (bubble 
sheet) exam forms.   When I started college, I failed 
the Scantron math placement exam.  It immediately 
followed a lengthy Scantron English exam, and it 
required extensive hand-written computations.  
When the exam ended, I was only half finished and 
my hands ached. As a result, I was required to take 
2 years of remedial math I did not need. Had I 
known about EDS, I would have requested alterna-
tive exam methods like the following. 

I have extended testing time for most exams. I have 
time-and-a-half for exams which have lots of short-
answer questions. I have double-time for essay and 
math exams. For essay exams, I use a laptop com-
puter so I don�t have to write.  (I could use a laptop 
for math exams too, but I can�t process math that 
way.)  For multiple-choice and true-false exams 
which typically employ a Scantron sheet, I simply 
circle my answers in the test booklet or on a sepa-
rate sheet of paper. Then the professor either grades 
it by hand, or someone from DSS manually enters 
my answers on the Scantron sheet. 

The combination of note-takers and alternative test-
ing methods have improved my ability to keep up 
and do well in classes. There are many other ac-
commodations available through your DSS office. 
Speak to your doctor and your DSS office for more 
information on what you can do to make your col-
lege experience accessible. 
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“Dear readers, 

I have tried so many “alternative”  methods to relieve my daily pain and crankiness. Following are two out-
standing products that have helped me and several others EDSers in the last year. I hope you find the infor-
mation helpful and interesting. My favorite of the Nikken products are the socks and the blankets. They 
keep you warm when you are cold and cool when you are hot. Due to the terrible circulation problems I 
have, this is a roller-coaster I no longer have to ride… Good luck and enjoy!”  

— Christine Phillips. 

CALORAD 

Colarad is a bovine cartilage that has been purified 
and made to absorb into your body quickly. It 
works by building lean muscle mass, which is what 
you need to burn off excess fat. For people who 
can�t exercise, it is especially wonderful. You take a 
tablespoon of liquid Calorad with a small glass of 
water on an empty stomach (3 hours after dinner) 
right before bedtime and you wake up feeling ener-
gized in the morning.  

Collagen Hydrolysat—the main component of 
Calorad. 

Collagen is a protein rich in amino acids, such as 
Glycine, Proline, and Hydroxyproline, which are 
considered nonessential amino acids, but are neces-
sary for proper function and growth of muscle tis-
sues in the body.  Collagen and reticular fibers con-
tain the protein collagen. 

Collagen is a very tough material and these fibers 
impart great strength to structures in which they 
occur (meat is tough because of its collagen con-
tent). The tensile strength has been compared to that 
of steel. 

When collagen is Hydrolized (water is added under 
a special process changing it to a hydrolized colla-
gen) collagen is converted into soluble protein gela-
tin.  Because there is not much connective tissue in 
the body about one third of all mammalian protein 
is collagen.   

Without adequate dietary proteins in the body the 

body cannot produce antibodies against disease or-
ganisms, therefore resistance (immunity) levels are 
lowered.  When protein intake is inadequate, the 
liver cannot manufacture sufficient plasma proteins 
to maintain a balance between the fluids in the 
blood and tissues. As a result fluid accumulates in 
the tissues. As an example: Edema-swelling caused 
by abnormal amounts of fluid in the tissues. 

The recommended daily amount of protein is 58 
grams (0.8 grams per Kg of body weight per day) or 
25% of the daily diet. 

Glycine:   

A simple amino acid needed for the synthesis of the 
hemoglobin molecule. Collagen and Glutathoine 
can be converted to Creatine, which is utilized to 
make DNA and RNA. 

1. Useful in healing wounds. 

2. Useful in treating manic psychological states. 

3. Useful in problems of muscle spasticity. 

4. Considered useful in reducing gastric acidity. 

5. In high dosages 14 grams Glycine stimulates 
the release of human growth hormones. 

6. It is used as a mild sweetener in food and drugs. 

7. It is extremely important in brain metabolism: 
energizing without hyperactivity. 

Proline: 

1. Main amino acid in collagen 

Coping Strategies 

Editors Note:  Coping strategies are provided by our readers and staff. The views and opinions expressed 
therein are those of the author and are not to be construed as an endorsement by EDS Today.  Always con-
sult your physician before beginning any alternative therapy treatment. 



Page 9 2. Helpful in the formation and maintenance of 
bone, skin, and cartilage formation. 

3. Found in eggs, dairy products, some meats and 
wheat germ. 

4. Can be created from Glutamine and Orntihtine. 

5. Helpful in maintaining healthy joints and ten-
dons: aids in tissue repair following injury and 
would healing. 

Hydroxyproline: 

An important component of collagen which makes 
up the fibrous connective tissues and is part of the 
skin, bones, and cartilage. Hydroxyproline is con-
verted from Proline by Hydroxylation only after 
Proline gets into the amino acid chains that form 
body proteins. 

Reference:  

Staying Health with Nutrition by Nelson Haas, 
M.D. 

For more information, contact:  
jabbit@compuserve.com 
 

 

Nikken 

While playing on the rainy coast in Oregon, an old 
friend showed up at our cabin on the beach and 
brought more goodies trying to keep my pain levels 
low so we could all play. She had brought magnets 
and far-infared Nikken socks and blankets. I was 
really thinking "Oh great, another gimmick." Pam 
was kind enough to loan me magnetic shoe inserts, 
a pair of far-infrared socks and a magboy that is 

used on your back, to help relieve pain. Three 
weeks later we were meeting at Pam�s home to say 
our good-byes. I ended up buying several pairs of 
socks, braces for each ankle and one hand brace. 
They all contain magnets and allow your body to 
simply stimulate the natural healing abilities we all 
have. 

The far-infrared products (socks, comforters, cloth-
ing, etc.) decrease joint  discomfort and were much 
more practical for me then some of the other  
products.   

They use the same far-infrared rays emitted from 
the sun and our bodies to help put the body into bal-
ance and alkaline state. What impressed me was 
they helped regulate my bodies temperature so my 
feet were not freezing all the time. (Poor circula-
tion.) 

It has been a little over a year now and my socks 
are worn thin but still seem to work. I wear my 
magstrides in my walking shoes, and carry 2  
small magnets to use for those migraine and neck 
problems. 

These products have helped me keep balance in my 
life. Your best bet, hit the website and ask for a 
catalog, then ask questions about the products.  
What works for one person, may not work for the 
other. I just know that with my natural experiment-
ing, I can cut back on those pain medications a lit-
tle. 

Next issue, MSM supplement and massage therapy, 
how have they helped  EDSers? Be healthy!!  

Source www.nikken.com or Pamelas@worldnet.att. 

Keep Clear of Clots: Remember to stretch on those 
lengthy road trips.  Staying seated for extended pe-
riods on planes, trains, buses or cars can be a risk 
factor for blood clots. Travelers who sit in excess of 
5 hours can get post-travel blood clots in their legs, 
according to research published in a recent issue of 
the journal CHEST. Researchers looked at 160 
cases of people who were treated for blood clots. 
Almost 25% had just finished a trip of more than 5 
hours. Blood clots in the arteries, called deep vein 

thrombi, can cause pain and swelling in the legs. 
They may dislodge and move to the lungs, where 
they can cause a deadly pulmonary embolism. So, 
stop and get out and stretch and walk around!!!!! 

Get out of Bed: A study of 183 patients in the Neth-
erlands found that two weeks of bed rest was no 
more effective at relieving radiating lower back 
pain (sciatica) than simply waiting for the pain to 
get better. 
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This section is dedicated to those tireless parents of kids with EDS.   Topic sugges-
tions and articles may be submitted via e-mail to momsramblings@hotmail.com or use the form at 
the back of the newsletter. 

What does it mean to be a parent of a child with 
EDS? This is a question that has rambled through 
my mind for the last 2 years. 

Two years ago, my oldest son Colin was diagnosed 
with EDS.  In my mind I am constantly trying to 
answer this persistent question, not only for my 
own personal healing, but perhaps for other 
mother’s also. I am sure every parent has a different 
opinion, but for me it has meant learning to take 
one day at a time. 

When Colin is having good days, the entire family 
tries to enjoy them with him, [going to] 
bookstores, malls and the grandest for mom, 
dinner out. Sometimes, its just being at 
home and listening to Colin and his broth-
ers, Ryan and Craig, laugh as they joke 
and play with our two furry family mem-
bers. (Marley & Charley)   Maybe it is the 
wonderful sound of Colin’s robust laugh-
ter echoing through out the house. 

Then there are the “other days.”   This is 
where we learn to take it slow and easy, 
the days that Colin can hardly get out of 
bed because of the pain and fatigue that 
overwhelms his body. 

 My husband, Jim, and I have internally evaluated 
these days, wondering if what we are doing is 
enough, could we do more, what could we do if we 
could? Should we bring him into emergency for his 
pain, only to hear “What is EDS?” for the millionth 
time, and then have them direct us to do what we 
already are doing? 

Colin and I have worked very hard together on un-

derstanding what he goes through physically and 
mentally—learning about all medications before 
they are taken and researching alternate methods 
besides medications. If finding the right herb, vita-
min or even mild exercise [helps], we are not afraid 
to try.  (We notify our doctor first, before we at-
tempt anything, as we all should do!) Our eyes have 
both opened up to different attitudes, different ways 
and a whole lot of love and understanding. It has 
become a family decision that when we do any-
thing, we do it together, if this means we wait till 
Colin is having a great day….so be it…we wait 

gratefully!! 

Priorities and choices; these are the two most 
important ingredients to our recipe for suc-
cessful living with EDS. Perhaps for life 
also. 

I am thrilled to be a part of this newsletter as 
I am able to vent, open my heart about my 
feelings and, of course, learn. I hope all that 
receive this newsletter will come forward 
and form a bond of hope, love and aware-
ness. I am open for ideas, answers, and the 
most important, understanding.  

I truly hope me rambling about my life in-
volving EDS will open others hearts and minds and 
free their selves emotionally by writing me  at 
momsramblings@hotmail.com. 

I look forward to corresponding with you, and 
maybe in numbers we can gather strength.  You can 
also snail mail me at the newsletter’s P.O. Box and 
I will respond. 

A Mom’s Ramblings 
By Jean Mulligan 

“ Pr ior ities and 
choices these are 

the two most 
impor tant 

ingredients to our  
recipe for  

successful living 
with EDS. 

Perhaps for  life 
also.”  
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For many of us with EDS—especially Hyper- mobile type— bracing is a vital part of treat-
ment and injury prevention. This section deals with brac- ing options. I’ ll start with braces I use, but encourage 
readers to write your own reviews of braces.   Use the form at the back of the newsletter or visit our web-site.  The 
views and opinions expressed here are those of the author and are not to be construed as an endorsement by EDS 
Today.  Always consult your physician before trying any bracing option. 

Brace Yourself 

The Silver Ring Splint Company is investigating the possibility of conducting a study on Ehlers Danlos 
Syndrome and manual dexterity problems.  Before preparing a study, they need to know what problems 
people with EDS have with their hands.  Do you have writing difficulties?  Do you have trouble buttoning 
your shirt?  Send a list of problems you would like investigated to SRS Study C/O EDS Today, PO Box 
88814, Seattle, WA 98138-2814.  We’ ll compile the lists and forward them to the company. 

My elementary school records read like a textbook 
of EDS signs and symptoms.  “Barbara works 
slowly and often complains that her hands hurt 
when writing.”   Of course, back then teachers 
blamed my slow, poor hand-writing on “ laziness.”    

I wasn’ t diagnosed with Hypermobile EDS until 
age 20. Now that I’ve been diagnosed, I recognize 
that my problems in school were directly attribut-
able to the lack of manual dexterity caused by EDS.   

One of the first things I did after learning about 
EDS was “brace myself.”    I got wrist braces, ankle-
foot orthotics, knee braces, and silver ring splints. 
Today I want to talk about my favorite of these—
silver ring splints. 

My lack of manual dexterity stems from hyper-
mobile finger joints. As I often have to explain, 
“my fingers bend backwards.”   Most of my finger 
joints bend back about 45 to 80 degrees. That 
makes it difficult to hold and control pens and pen-
cils, turn knobs, open bottles, and push buttons. 

Silver Ring Splints were designed by occupational 
therapist Cynthia Garris. Garris was diagnosed with 
rheumatoid arthritis in 1974. She believed in splint-
ing for treatment of arthritis, but found that existing 
splinting options were cumbersome, uncomfortable, 
or unattractive. In 1985 she began designing new 
splints which were both functional and attractive.   

Silver ring splints are made from sterling silver and 
look more like jewelry than medical devices. They 
are comfortable to wear long-term and in many 
cases, more functional than traditional bracing alter-

natives. Because they are attractive, patients are 
more likely to wear them every day.   

I get compliments on mine all the time because peo-
ple don’ t know they are braces.  I mix and match 
the splints with silver jewelry. I even had my wed-
ding ring made from one of my splints. 

These splints are more than just pretty—they work. 
The first time I wore them I found I could push but-
tons with the tip of my finger without hyperextend-
ing. As my mother will tell you, I demonstrated my 
new ability by poking her in the arm repeatedly. 

My handwriting has improved from using silver 
ring splints. I used to use all of my fingers to hold 
my pen with a death-grip. Now I am capable of 
holding a pen and writing “properly”  (although 20+ 
years of habit is hard to break).   

Best of all, the achy fingers and painful swelling 
have diminished since I started wearing my splints. 

Silver Ring Splints are custom-fit medical devices. 
They must be prescribed by a physician, occupa-
tional therapist, physical therapist, or certified hand 
therapist. For more information, have your physi-
cian or therapist contact: 

Silver Ring Splint Company 
P.O. Box 2856 
Charlottesville, VA 22902-2856, USA 
Fax: 804-971-8828 
Phone: 800-311-7028 or 804-971-4052 
E-mail: cindy@silverringsplint.com 
Web-site: http://www.silverringsplint.com/ 
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Higher  Education Scholarships Available for  Students with Disabilities 

Higher  Education Scholarships Available for  
Students with Disabilities 

(Washington, DC -- February 18, 2000) The Presi-
dent�s Committee on Employment of People with 
Disabilities announces three scholarship competi-
tions open to postsecondary students with disabili-
ties for the 2000-2001 academic year. 

Two competitions are open to candidates with dis-
abilities seeking financial assistance for under-
graduate study at a four-year college or university. 
NIKE, Inc. will sponsor one $2,500 scholarship for 
an individual majoring in sports or recreation man-
agement, sports marketing, sports medicine or 
sports/recreation retail. Nordstrom, Inc. will spon-
sor five $2,000 scholarships for individuals major-
ing in business. The application deadline for both 
competitions is May 11, 2000. 

The third competition is open to female candidates 
with disabilities seeking financial assistance for 
graduate study. The ELA Foundation will sponsor 
one or two $2,000 scholarships for individuals who 
seek to change the face of disability on the planet in 
their life work. The application deadline is May 25, 
2000. 

To be eligible for these scholarships, applicants 
must be United States citizens. Awards are contin-
gent upon acceptance to, or continuation in, accred-
ited colleges and universities in the United States. 
More information and application materials may be 
downloaded from the Internet at two sites: Visit the 
Presi dent�s Commi ttee�s Web si te at 
www.pcepd.gov and click the "Scholarships" link 
on the home page. Or, visit FastWeb at 
www.fastweb.com, establish a student profile and 
follow the prompts. 

The President�s Committee on Employment of Peo-
ple with Disabilities is a small federal agency based 
in Washington, DC. The Committee�s mission is to 
communicate, coordinate and promote public and 
private efforts to enhance the employment of people 

with disabilities. The Committee provides informa-
tion, training and technical assistance to America�s 
business leaders, organized labor, rehabilitation and 
service providers, advocacy organizations, families 
and individuals with disabilities. It also operates the 
Job Accommodation Network (JAN), a toll-free 
information service on workplace accommodations 
and the employment provisions of the Americans 
with Disabilities Act. Additional information about 
the President�s Committee is available on the Inter-
net at www.pcepd.gov. 

 

Clinical Tr ial: Mind-Body Therapy for  Pain in 
Ehlers-Danlos Syndrome  

This study is currently recruiting patients.  

Sponsored by : National Human Genome Research 
Institute (NHGRI)  

Purpose  

This study will assess the effectiveness of mind-
body therapy in relieving pain in patients with 
Ehlers-Danlos syndrome. This syndrome is a he-
reditary condition caused by a connective tissue de-
fect and is often associated with chronic pain poorly 
controlled by medication or physical therapy. Mind-
body therapy comprises various complementary or 
alternative medicine techniques such as meditation, 
guided imagery, stress management, and group psy-
chotherapy. 

Location and Contact Information: 

Maryland. National Human Genome Research In-
stitute (NHGRI), 9000 Rockville Pike Bethesda, 
Maryland, 20892, United States; Recruiting  

PRPL Warren G. Magnuson Clinical Center Na-
tional Institutes of Health Bethesda, Maryland, 
20892-4754, United States 1-800-411-1222 
prpl@mail.cc.nih.gov  

Announcements 
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Clinical Tr ial: Clinical and Molecular  
Manifestations of Her itable Connective Tissue 
Disorders  

This study is currently recruiting patients.  

Sponsored by: National Human Genome Research 
Institute (NHGRI)  

Purpose  

This study will investigate the clinical  
manifestations and molecular genetic defects of 
heritable connective tissue disorders. Families with 
connective disorders of known or suspected genetic 
basis will be enrolled. Affected individuals or 
individuals suspected of having a connective tissue 
disorder will undergo periodic clinical assessment 

and genetic analyses for the purpose of: 1) 
definition and characterization of phenotype, 2) 
determination of the natural history of the disorder, 
and 3) genotype/phenotype correlation. Genetic 
linkage studies may be performed in situations in 
which the genetic basis of the disorder has not been 
elucidated. 

Location and Contact Information: 

Maryland.  National Human Genome Research 
Institute (NHGRI), 9000 Rockville Pike Bethesda, 
Maryland, 20892, United States; Recruiting  PRPL 
Warren G. Magnuson Clinical Center National 
Institutes of Health Bethesda, Maryland, 20892-
4754, Uni ted States 1-800-411-1222 
prpl@mail.cc.nih.gov. 

Recipes for Health is an opportunity to share good food with good friends.   Our first recipe comes 
from  Melodie Paulsen.   To submit a recipe, use the attached form, the form on our web-site, or send the 
same information by e-mail to edstoday@uggen.net.  

Recipes for Health 

BANANABERRY BOMBER 

Here is a great smoothie that has been taste tested 
by the editors. To prepare it , all you�ll need are a 
paring knife and a blender. 

Ingredients 

�  1 banana 
�  1 tablespoon Soy Protein 
�  1 tablespoon wheat germ or Flax seed 
�  3 cups of skim milk or as I prefer Soy Milk 
�  1 envelope of Knox Gelatin 
�  1 cup of non-fat yogurt 
 
Lets get started.   Grab the blender throw in about 5 
ice cubes.   Pour in your Soy milk and start adding 
the ingredients listed.   If I want a little more flavor 
I add strawberries, blueberries and even Ovaltine. 
Hit puree as you are adding the fruits and yogurt. 

After 30 seconds hit frappe until you have reached 
the desired consistency. You can add peanut butter 
that makes it higher in protein and thicker. You 
choose-----that�s the fun of it. 

NUTRITION FOR EACH 12 OZ SMOOTHIE: 

·  200 calories 
·  45.2grams of carbs. 7g fiber 
·  10g protein,1.25g fat 
Daily Values---- 

·  Vitamin C 
·  Vitamin A  
·  Potassium, and  
·  of course soy is great for our bones and pain.  
 

ENJOY! 
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Sadly this issue has four memorials but no 
tributes. Our first tribute was to be April Leaman, 
MD but she passed away turning her tribute to a 
memorial. 

Future issues will include tributes to people with 
EDS making a differences in the world.  

Submissions for the Memorials and 
Tributes page are always welcome.  Visit us 

online at http://www.uggen.net/edstoday/ or use the 
form at the back on this issue. 

We reserve the right to trim memorials so they fit 
onto a single page. 

Memor ials &  Tr ibutes. 

Sometimes poetry lets us express feel- ings that we just can’ t talk about with 
others. Poems help us grieve, express joy, and let us share those feelings and help others. We 
encourage you to submit your own poems to EDS Today using the form in the back of the publication. 

Poems 

“ L ife”  
By David Bowen 

His name tells how it is for him 
He wonders, whether he should go on 
But he feels so strong on reaching his goal 
There are many things that happen to him 
but he just pushes on 
The goal is like a shining light, that 
is blinding him 
The only way of stopping the light is 
to reach the goal 
Something happens and he thinks about stopping 
but the way is now drawn for him 
And he knows after getting through this 
has helped him see the light 
even brighter now 
The way he feels now, he can do 
“ Anything”  
 
Written by David Bowen one month before his 
death, for a school project. 
 
 
KARA 
by Stayce Curry 
An angel entered your life 
Although brief, during Kara�s time on earth. 
She touched many people 
It is difficult to understand why children 
are taken from us. 
But the impact of their short lives seems somehow 
more powerful. 

This angel is never to be forgotten 
Kara earned her angel wings 
And God has big plans for her. 
Your pains the love 
lost and the grief of what could have been? 
An angel has entered your life 
and you are a better person because of her. 
You were blessed, however briefly BLESSED.  
 
Our  Angels 
by Jil Manning 2/27/00 
 
The angels, they watch over us but maybe you don�t 
know it. They�re always there, they always care, the 
faith you have they grow it. 
 
You must have hope, and believe, too pray often 
and please, please know they circle round you often 
they just don�t put on a show. 
 
Invisible cheerleaders and .....support team like no 
other, pain or joy, sadness or delight you will never 
find another. 
 
Be grateful and appreciate. We must let them know 
we do, they work so hard for all of us their love and 
support shine through. 
 
You feel so bad and wonder why you�re in pain and 
hurt so much, imagine liking next to you your angel 
and her soft touch.  
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By  Cathy Bowen 
David was a gentle, 
innocent soul, filled 
with love and compas-
sion.  In his short life, 
he  acquired: character, 
integrity, endurance, 
respect and empathy.  
David had an internal 
strength which carried 
him through, and a 
mildness on the exte-

rior which drew people in. He was an exceptional 
artist, drawing and playing hockey on his skates, 
was his life.  He had a superior intellect, with an 
appetite for knowledge. David had such a great 
sense of humor, we were always laughing.  He 
loved: hockey, roller-blading, karate, and his fam-
ily. He was 6 months away from obtaining his 
“Black Belt”  in Tang Soo Do. He lived his life with 
a passion for everything. He was very active, and 
didn’ t have daily pain like others with EDS.  David 
truly loved his little sister Melissa,  often acting like 
a protective father.  Her life without him, will never 
be the same. David had many dreams for the future:  

he wanted to attend Princeton University, and pur-
sue a career as an architect—to play professional 
ice hockey one day– to eventually be an accom-
plished artist.  

David was one month premature, had bilateral her-
nias, thin translucent skin on his chest and abdo-
men, with the veins easily seen. He was clumsy as a 
child, with mild bruising on his shins. All of  hi 
doctors’  throughout his life, were never able to rec-
ognize the symptoms of EDS.  Even when at 13 
1/2, he developed a spontaneous perforation of the 

sigmoid colon, his surgeons’  could only think of  
“child abuse”  as the cause. Since I felt that these 
surgeons were stuck with this one conclusion and 
his pediatrician couldn’ t  find other possible causes 
- I took him to a  pediatric surgeon at the Children’s 
hospital, he also didn’ t have the knowledge to diag-
nose Dave correctly.  Not one of these 5 doctors 
ever recommended a Geneticist. They went ahead 
and reversed his colostomy.  On the third day the 
incision started to leak stool.  The first thing I asked 
the surgeon, “ If it’s leaking on the outside, is it 
leaking on the inside?”   He assured  me that the 
bowel was up close to the skin, that it wasn’ t leak-
ing inside.  This surgeon also never did any tests to 
confirm what he believed.  So on the seventh day, 
David collapsed in my arms from septic shock.  I  
had to chopper him to the Children’s hospital to try 
and save his life.  The bowel had opened entirely, 
and was leaking inside of him for 4 days.  David 
had massive infection and internal  damage.  A ge-
neticist was finally called in,  all she did was really 
look at him, and knew that he had the Vascular 
Type of EDS.  This diagnosis came to late too save 
him. David bled to death, before my eyes, from the  
negligence, and inappropriate medical care and 
treatment.  

David showed such courage and strength to me, 
worrying not about himself,  but for his father and 
I .  My anger and disbelief  that the medical com-
munity, that I entrusted with my son’s care—could 
do this to him.  Our life has been devastated.  My 
son’s spirit inspires, strengthens, and  keeps me go-
ing.  To honor David’s memory, we’ve started a 
“Memorial Award” , for excellence under extremely 
difficult circumstances.  I’ ve become an EDS advo-
cate, and I continue to bring EDS education to all of  
the doctors in my area.  

His laughter is gone forever... 
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Kara Eileen Engell 

By  Sheila Engell 
Kara was always a real challenge, she was what 
doctors referred to as a "spirited child". What others 
would call a typical teenager. She could be defiant 
and obstinate, however there was also another side 
to her. Many people have told me how warm, con-
siderate and how she would "always think of others 

before herself". I guess that was the beauty of our 
mother-daughter-relationship. She could be with 
me- anyway she chose and I loved and accepted 
her, unconditionally. Kara loved sports and played 
soccer, and softball as a young girl. She was unable 
to keep up, often dislocating joints and spending to 
much time immobilized and in pain. She once told 
me that you could recognize an "EDS kid", because 
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tripped over the pattern in 
the carpet - she knew that 
from her own experience. 

Ehlers-Danlos Syndrome, 
was first considered when 
Kara had arthroscopic knee 
surgery. The orthopedic sur-
geon tried to repair the 
damage, but was not suc-
cessful due to what he 

termed "jell-o-joints". She had to have more exten-
sive surgeries done. Kara went through six other 
surgeries over the next 3 1/2 years, both knees, right 
hip, & both shoulders. Kara suffered other problems 
related to EDS-stomach-aches, nausea, scoliosis, 
mitral valve prolapse, heavy bleeding/pain during 
menstruation . She was in pain daily from the ef-
fects of EDS, often complaining only to me, never 
to others. In fact, she would often volunteer to do 
things to help others, even when she knew that she 
was hurting, and really needed to rest. She was fa-

tigued constantly from pushing herself, often forc-
ing her to spend days in bed trying to recuperate.  

Kara�s death resulted from a left-dissected carotid 
artery. She was in a car accident one week prior. It�s 
unknown whether the artery dissected, causing her 
to lose temporary blood flow to her brain or it was 
the result of her driving off the road and into a tree. 
There was extensive head injuries, she did slowly 
improve and was scheduled to be moved to a reha-
bilitation center. That night she suffered two sei-
zures, aspirated and was put on a ventilator, she had 
suffered a large blood loss to her brain. Kara was 
declared brain dead in the early morning hours of 
June 18th. Kara and I discussed, some time earlier, 
the fact that we both felt strongly about organ dona-
tion. Her organs were donated, and she has been 
able to save the lives of several people in New York 
City. Kara�s one major wish, was that people would 
please educate themselves on Ehlers-Danlos Syn-
drome. She is my guardian angel now! I am trying 
to do all that I can, to help others understand this 
disorder. 

Apr il L . Leaman 

By Barbara Uggen-Davis 

April L. Leaman was born 
on April 15, 1974—the 
daughter of a tax account-
ant.   

I met April in 1994 at the 
San Diego EDNF confer-
ence. April was a 20 year 
old, pre-med student at 
Emory University. She had 
been diagnosed with Vas-

cular type EDS in her early teens. Despite the tre-
mendous burden of her diagnosis, she was the most 
cheerful, positive, outgoing, and compassionate 
person I had ever met. We became instant best 
friends and stayed up every night talking and laugh-
ing and sharing.   

After the conference, April finished her B.S. and 
went on to Emory University Medical school. 
While in medical school, April taught first year 
medical students about Ehlers Danlos Syndrome. 

Not only did her lecture educate students about 
EDS, it gave a face to the syndrome—one they 
would recognize and remember. April also helped 
start the Atlanta EDNF Branch and was its first 
president. 

In her third year, April suffered a bowel perfora-
tion. After surgery and months of recovery, April 
worked hard to catch up on her studies and was able 
to finish on time. April suffered another perforation 
days before graduation, but postponed surgery so 
she could attend commencement ceremonies, albeit 
in a wheelchair. 

April recovered yet again and started her residency 
last spring at Children’s hospital in Cincinnati, OH.   

In July, she came to Seattle to be my maid of honor. 
She was truly a beautiful bridesmaid (as evidenced 
by the picture above) and a wonderful friend. She 
held me together the day before the wedding when I 
needed her most. April danced the night away with 
her boyfriend, Alex (who caught the wedding gar-
ter).   

Three weeks later, she suffered her fourth bowel 
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Page 17 perforation—the third in a two year period. April 
spent the next seven months in the hospital. She had 
to be fed through a central line (which brings base 
nutrients into her blood stream through her heart) 
and was unable to eat anything more than ice chips. 
Through it all, she maintained her positive outlook 
and her outgoing personality.   As the extended hos-
pital stay wore on, April’s health continued to 
worsen. April passed away on Monday, March 6, 
2000 surrounded by her family. 

Through her work with the EDNF, her lectures to 

medical students, and her early years on the EDS e-
mail lists, April touched countless lives all over the 
world. Her favorite flowers were iris and dozens of 
people worldwide are planting iris this year in her 
memory—many have never met April, and knew 
her only by e-mail and from the weekly updates 
posted to the e-mail lists as her health continued to 
decline. 

At April’s services on Saturday, March 11, I was 
struck most by closing words of her eulogy: 

“ April L. Leaman, M.D. Office upstairs.”  

Jordan David Specht 

By Diane Specht 
We called Jordan by his 
nicknames, JD or Jake. JD 
was our only son, the oldest 
of my three children. His 
sisters are Jenna & Jacie, 
who miss him so very 
much. He was filled with 
laughter and joy, and loved 
life. His passions were ski-

ing, hunting, and archery in which he was very 
skilled at. He enjoyed skateboarding, rollerblading, 
and riding his mongoose bike. His motto was al-
ways to have "No Fear". JD enjoyed the company 
of his friends, he was a "true friend"- someone who 
could keep confidential secrets that his friends 
would confide to him. He was very helpful, kind, 
compassionate, and had a keen perspective of peo-
ple. He would share everything he had with his 
friends or even strangers- a "humble hero", is what 
I called him. JD never complained about his pain, 
he never let anyone know that anything was wrong 
with him. He didn�t want to be treated differently. 
He was a very special person, someone that truly 
touched many lives. JD was born one month prema-
ture, and had a clubbed foot. When he was about 4 
years old, we noticed something just wasn�t right. 
He was clumsy, needed stitches often, had bruising. 
JD was misdiagnosed as having the Classical Type 
of EDS (old Type II). We tried to limit a lot of his 
activities, to try and keep him from injuring him-
self. This was very tough on him growing up. Jake 
was in pain daily, often he would complain about 

stomach-aches, where he would break-out in cold 
sweats. While trying to find out the cause, it was 
suggested by his doctors to have a skin biopsy 
done. Well, the biopsy confirmed that he had the 
Vascular Type of EDS (old Type IV). We were 
devastated. 

Two years after the correct diagnosis, Jordan suf-
fered an arterial aneurysm. The surgeon repaired 
the damage, he did survive and seemed to be recov-
ering. One week later, he developed massive inter-
nal bleeding, from other aneurysms that couldn�t be 
stopped. Our 14 year old son lost his life on June 
26, 1997. Our grief is unimaginable. 

I�ve dealt with my anguish and heartache, working 
like a women possessed-a "Mom-on-a-Mission" to 
spread Ehlers-Danlos information, and to try and 
keep my son�s memory alive. To remember him - at 
his school we started a Memorial Award in his 
name for "Kindness & Courage". To help raise 
awareness of EDS: we started the Jordan David 
Specht Golf Memorial, to bring education, and re-
search money for EDS. 

Our first 2 years have been a great success. Our 
community was wonderful, the support, love, and 
giving from local businesses, made this day very 
special. I�m pleased to say, in the last 2 years we 
have raised over $65,000.00 for the ED National 
Foundation. 

~ ~ ~ ~ �  ~ ~ ~ ~ 

Psalm 23:4 
"Yea, though I walk through the valley of the 

shadow of death, I will fear no evil; for thou art 
with me; thy rod and thy staff they comfort me." 

" � � � � � �� � � �� �
#� � $%&�
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tooth extraction can also be problematic. Articular 
laxity may manifest as recurrent subluxation of the 
temporo-mandibular joint (1). Management should 
focus not only on effective hemostasis and patient 
education, but more so on the recognition of these 
manifestations as symptoms of a systemic disease 
with the need to correctly classify the individual 
and monitor for more serious complications. 

 

Esophagus 

Structural defects are commonly seen. Giant 
epiphrenic diverticula and megaesophagus have 
been reported but are far less frequent than hiatal 
hernias, which are a common abnormality (1). Pa-
tients present with mild symptoms of epigastric dis-
comfort and can be successfully managed with con-
servative treatment (11). The hyperextensibility of 
certain types of EDS is thought to decrease some-
what with age, therefore surgery is usually deferred 
when possible to help minimize the rate of surgical 
complications (13). If a life-threatening situation 
such as hemorrhage, incarceration, or strangulation 
develops, however, urgent surgery is appropriate 
(12). One of the most severe complications is that 
of esophageal rupture requiring urgent surgery, 
which has been reported after forceful vomiting 
(15). 

Stomach 

Peptic ulceration is frequent, but given its incidence 
in the general population, it is unlikely that EDS 
predisposes to ulceration (11). Complications of 
peptic ulcer disease, however, are more likely to 
occur and can be quite severe in EDS, especially in 
the vascular type. It has been postulated that the 
lack of supporting tissue around blood vessels po-
tentiates bleeding (16). Presenting symptoms range 
from mild epigastric discomfort to severe hemate-
mesis and melena. Most case reports predate the 
advent of histamine-2 receptor antagonists, proton 
pump inhibitors, and the fiber optic endoscope; 
however the principles of management used in the 
past can still be applied to EDS patients today. Con-
servative, noninvasive techniques should be the 
mainstay of therapy. Although there are no reports 

concerning the incidence of complications from en-
doscopy in EDS, the catastrophic potential, espe-
cially in patients with severe forms, argues against 
its use as the primary diagnostic modality. Radio-
graphic contrast studies have been used success-
fully in the past and may now be supplemented by 
noninvasive testing for Helicobacter pylori. Past 
experience favors medical treatment when possible; 
satisfactory results have been obtained, and surgical 
repair is often tedious and complicated because of 
tissue friability (11). Patients who manifest severe 
visceral and vascular complications of EDS may be 
prone to lethal sequelae of peptic ulcer disease, 
such as posterior erosion of duodenal ulcers in the 
aorta, and should therefore be treated aggressively 
and monitored closely. Gastric diverticula are com-
mon and have no reported sequelae, but diverticula 
on other parts of the GI tracts, such as the gallblad-
der and small intestine are thought to act as a nidus 
for perforation (11, 18, 19). The presence of gastric 
diverticula should alert the physician to the poten-
tial for this consequence. Tissue laxity as well as 
structural anomalies associated with EDS, such as 
diaphragmatic eventration, hiatal hernia, kyphosco-
liosis, and intraabdominal adhesions, are thought to 
predispose to gastric volvulus (14). This has been 
managed with conservative therapy unless compli-
cations requiring surgery develop (20). Gastric in-
farction without evidence of hiatal hernia or volvu-
lous that required partial gastrectomy has been re-
ported as well as gastric malrotation presenting as 
failure to thrive in a newborn (21, 22). Sympto-
matic gastropareisis has also been seen. The ap-
proach to EDS patients needs to be individualized; 
differentials should be broad, and consideration 
must be given to the type of EDS and the potential 
for complications if invasive procedures are per-
formed. 

Small intestine. 

Distal to the pylorus, the lack of tissue integrity be-
gins to manifest as one of the most ominous presen-
tation of EDS: perforation. Although perforation is 
more common in the large intestine, its occurrence 
in the small intestine is also well documented. Pres-
entation can vary from emesis and hematemesis to 
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crampy abdominal pain with spontaneous peritoni-
tis. The findings at laparotomy in these patients are 
often remarkably similar. The small intestine is usu-
ally studded with diverticula located on the mesen-
tric border of the duodenum and jejunum, measur-
ing 1-3 cm (23, 24). Perforations can occur through 
diverticula as well as macroscopically normal 
bowel. Perforations have been managed with resec-
tion and performing end-to-end anastomoses (25). It 
is interesting to note that end-to-end anastomoses 
have been achieved without complication in the 
small bowel whereas similar surgery in the colon 
frequently leads to breakdown, suggesting that 
small bowel may be less prone to complication. The 
loss of strength of connective tissue may interfere 
with the ability to wall off infectious processes and 
therefore increases the risk of abcess formation 
leading to increased morbidity and mortality when 
perforations occur (23). Diverticula, however, are 
not the only abnormality that are though to lead to 
perforation. Intramural jejunal hematomas have 
been demonstrated in patients presenting with both 
upper GI bleeding and abdominal pain. Bleeding 
and hematoma extension may occur because of a 
lack of surrounding normal tissue support. Intramu-
ral hematomas may then cause focal areas of necro-
sis in bowel wall, leading to perforation (16). 
Therefore, hematemesis, especially in the absence 
of known peptic ulcer disease, may also be a har-
binger of impending perforation. Megaduodenum 
has been reported in several patients (1, 25). Al-
though this abnormality has not been associated 
with perforation, it has been linked to bacterial 
overgrowth and malabsorptive states. It is thought 
that the megaduodenum creates situation similar to 
blind loop leading to bacterial overgrowth. Clinical 
response is often achieved with antibiotic therapy 
(23). Dilation of the entire small bowel from the 
ligament of Trietz to the terminal ileum has been 
observed without evidence of malabsorption or bac-
terial overgrowth (25). Therefore, factors other than 
dilation, such as altered motility, may also play a 
role in malabsorptive states in these patients. 

Large intestine. 

Spontaneous perforation of the colon is one of the 

most commonly reported GI complications of EDS. 
Although surgery can be problematic, a thorough 
familiarity with management of colonic perforation 
can help provide early warning of impending perfo-
ration, prevent recurrence, and decrease operative 
morbidity and mortality. Perforations can occur at 
any age, but unlike many manifestations of EDS 
that decrease with age,  perforations tend to be rare 
in childhood and occur predominantly in late teens 
to the 5th decade (26). Perforations are most com-
monly located in the sigmoid colon but can occur 
anywhere. They may be multifocal and are slightly 
more frequent in women for unknown reasons. 
Spontaneous perforations are common in the sig-
moid colon, but traumatic perforations are more 
likely to occur in the rectum. Patients can present 
with abdominal pain, vomiting, peritoneal signs, or 
hematochezia. A long history of constipation and 
chronic intermittent abdominal pain may be elicited 
(27, 28). Type III collagen is the major supportive 
constituent of the bowel, so it is not surprising that 
patients with type IV EDS, who have a deficiency 
in this type of collagen, are more prone to perfora-
tion than other types of EDS. How this deficiency 
in type III collagen may ultimately lead to perfora-
tion has important consequences in the management 
of patients with perforation. As mentioned previ-
ously, a history of constipation often precedes per-
foration. This common history as well as surgical 
and pathological findings indicates that constipation 
has an important role in the pathogenesis of colonic 
perforation in EDS patients (17, 29). Often, the co-
lon is filled with hard, impacted feces. Sometimes 
impacted stool is found in the peritoneal cavity or in 
walled off cavities in close proximity to the area of 
perforation (17, 19). Fecal impaction has been im-
plicated in the formation of dissecting intramural 
hematomas and tears in the seromuscular coat, 
which may predispose to perforation (13). EDS pa-
tients with a defect in type III collagen may be 
uniquely predisposed to perforation after straining 
fecal impaction due to a lack of tissue strength that 
leads to disruption of the bowel wall (30). Further-
more, chronic constipation and straining with in-
creased intraluminal pressures, disrupted or thin 
muscular layers, decreased tensile strength of con-
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nective tissue, and uncoordinated muscular activity 
may place EDS patients at risk for diverticula for-
mation (31). These intrinsic defects in the bowel 
wall may then act as a nidus for perforation (32). 
Although sometimes gross examination of the 
bowel is normal and without evidence of diver-
ticula, microscopic examination of bowel can reveal 
microdiverticula that may perforate (27). Fecal im-
paction may play an important role in perforation, 
so EDS patients should be on a strict bowel regi-
men including laxatives and high fiber diets. Ene-
mas should not be used because colonic distention 
may result in perforation. Patients should also be 
instructed of the potential dangers of manual disem-
paction. To help prevent traumatic perforations, ex-
treme care should be taken when performing physi-
cal examinations or passing nasogastric tubes. Al-
though it has been performed without complications 
in a limited number of patients, endoscopy should 
be avoided. 

When bowel perforations are diagnosed, surgical 
intervention is mandatory. Invasive procedures in 
EDS can run from uneventful to catastrophic. Sur-
gery is complicated by fragile tissue that can pos-
sess as little as 20% of the tensile strength of nor-
mal tissue. Problems arise from bleeding due to 
vascular instability and from difficulty closing 
wounds because sutures pull out of integument and 
bowel that has been likened to “cold porridge”  in 
consistency (27). Surgery in EDS requires special 
considerations, so management appropriately be-
gins with correctly diagnosing both the presence of 
a perforation and EDS. The clinical presentation of 
EDS varies greatly, and therefore some patients 
may present initially with colonic perforation with-
out a previous diagnosis of EDS, and others will 
have previous manifestations suggesting a lack of 
tissue integrity such as rectal prolapse, uterine 
prolapse, or a history of previous colonic perfora-
tion (27). The presence of a perforation in a young 
patient, without a predisposing factor such as neo-
plasm, diverticulitis, colitis, steroid use, or inflam-
matory bowel disease, mandates the consideration 
on EDS (33). Findings at laporotomy suggest that 
some patients may have had unrecognized perfora-

tions before presentation and perforations tend to 
recur and be multifocal, so a high index of suspi-
cion for perforation should be maintained in pa-
tients known to have EDS (17). Surgical treatment 
of bowel perforation in EDS differs from that in 
most other patients because perforations tend to re-
cur and anastmoses tend to breakdown. Because of 
these common occurrences, original recommenda-
tions called for resection of the involved colon and 
end colostomy and either creation of a Hartman’s 
pouch with the rectal stump or placement of a distal 
mucous fistula (27). Restoration of bowel continu-
ity is not recommended because of the high inci-
dence of recurrent perforations (33). Permanent 
colostomy, despite the young age of some patients, 
has been recommended. Despite the magnitude of 
this surgery, it cannot be considered curative, and 
perforations may recur, especially if there is evi-
dence of colostomy stenosis. Therefore, even after a 
colostomy is placed, stool softeners remain an im-
portant therapy as well as careful surveillance for 
evidence of colostomy stenosis. The safest proce-
dure is considered to be a total colectomy with 
Hartman’s pouch and permanent Brook’s ileostomy 
(26). For patients who object to permanent ostomy, 
total colectomy with ileoproctostomy has been pro-
posed (33). Although perforation of the remaining 
rectum is rare, complications can arise from break-
down or stenosis of the anastomosis, and death as a 
result of this breakdown has been reported (26). 
Prophylactic colectomy has been advised in cases in 
which colonic ectasia develops and perforation is 
thought to be inevitable; however, the early recog-
nition of constipation and its treatment may prevent 
the risk of development of ectasia (28). In the post-
operative period, EDS patients are prone to certain 
complications. Because of low tissue strength and 
poor wound healing, wound dehisence and inci-
sional hernias may occur. In these situations, the 
use of wound packs and abdominal binders has 
been recommended (27). The use of stay sutures at 
a distance from the wound as well as the use of 
measures to decrease intraabdominal pressure by 
preventing cough, ileus, and bladder outlet obstruc-
tion has been advised for prophylaxis against dehis-
ence (26). A high rate of wound infection has also 
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been reported, and it is advised that structures 
should be removed as soon as possible; however, 
this must be balanced against the propensity for 
poor healing and dehisence (34). Colonic fistulas, 
colostomy breakdown, hematoma formation, vascu-
lar accidents, prolonged bleeding, and multiple in-
traperitoneal adhesions are not infrequent and un-
derscore not only the need to handle abdominal 
contents carefully intraoperatively but also the 
problematic nature of surgical procedures in EDS 
patients (33, 35). 

Rectum. 

The presence of tissue hyperextensibility in EDS 
may manifest in the rectum as rectal prolapse, 
which usually presents during infancy, The symp-
toms of tissue laxity reportedly decrease with age, 
so it is not surprising that spontaneous resolution of 
infantile rectal prolapse has been reported in several 
cases by age 5 yr (11). There are, however, case 
reports of rectal prolapse persisting up to the 6th 
decade. Surgical repair is not without significant 
risk and death has been reported due to intraopera-
tive rupture of the iliac artery and vein (37). The 
role that chronic constipation plays in furthering 
prolapse in not known, but strict bowel regimens 
may be of some use. The differential diagnosis of 
hematochezia should also include rectal and anal 
causes. There are several case reports of rectal 
bleeding after the passage of hard stool that were 
most likely due to splitting of the anal mucosa due 
to inherent tissue fragility. Brisk herorrhoidal 
bleeds have also been reported. Once again, the sue 
of stool softeners cannot be overstated (38). 

Appendix 

EDS patients who present with abdominal pain are 
often young, and therefore appendicitis is a diagno-
sis that is often entertained. There have been six 
case reports of appendicitis in EDS patients; how-
ever, a pathological diagnosis was obtained in only 
one patient. It has been proposed that the properties 
of the intestinal tract in individuals with EDS 
should decrease the incidence of appendicitis. The 
pathophysiology of appendicitis is thought to in-
volve high intraluminal pressures that act to cause 

insipissated material to block the appendix. The tis-
sues of EDS patients is hyperextensible, so block-
age should theoretically occur less frequently. Colo-
nic motility studies, however, have suggested the 
presence of abnormal bowel motility patterns in the 
large intestine of EDS patients. Altered motility 
may interfere with the ability of the appendix to 
clear and predispose to inflammation despite in-
creased distensibility. There are a multitude of ab-
dominal processes associated with EDS that may be 
associated with abdominal pain that mimics appen-
dicitis. Whether appendicitis is a common or rare 
occurrence in EDS patients is not known; however, 
the diagnosis of appendicitis should always be sus-
pected in patients presenting with typical abdominal 
pain, but other diagnoses must also be entertained 
(31, 36). 

Vasculature 

When considering the differential diagnosis of 
acute abdominal pain in EDS patients, the vascular 
system must always be considered (35). Vascular 
accidents are probably the most feared sequelae of 
EDS because of the extreme difficulty of repair and 
subsequent mortality. Vascular complications that 
have been reported include aneurysm, rupture, dis-
section, varcosities, and arteriovenous fistula for-
mation. They are most common in type IV EDS but 
have also been described in types I and II. Patients 
are often young, and the diagnosis is commonly 
missed. Although patients with vascular catastro-
phes may present with pain that has been attributed 
to other intraabdominal processes such as appendi-
citis or cholecystitis, finding clues to the proper di-
agnosis begins with the patient’s history. Prior his-
tological confirmation of the eccymotic types of 
EDS or other symptoms that may suggest this phe-
notype, such as a history of subclavian, popliteal, or 
other arterial rupture, postpartum hepatic rupture, or 
a history of spontaneous bowel perforation, should 
raise suspicion for a vascular etiology of the pain. 
Once this possibility has been raised, the patient 
should be imaged with the diagnosis of arterial rup-
ture or aneurysm in mind. Invasive studies such as 
an angiography are contraindicated in these patients 
because of a high rate of complications such as arte-



Page 22 

rial laceration, false aneurysm, arterial venous fis-
tula formation, and even death (39). Newer, nonin-
vasive diagnostic modalities such as magnetic reso-
nance angiography and CT are preferable, but their 
roles has yet to be explored in detail in these pa-
tients. Often, the proper diagnosis is instead reached 
at the time of laporotomy, or unfortunately, during 
postmortem analysis. 

Collagen accounts for the integrity of vessel walls 
and their supporting matrix, so all major arteries 
and vascular organs should be considered at risk. 
Splenic involvement is not uncommon and carries a 
grave prognosis (11, 25). Retroperitoneal hemor-
rhages due to splenic artery ruptures have also been 
reported (37). Aortic involvement is also quite com-
mon. Single and multiple aneurysms have been 
documented. When these aneurysms rupture, mor-
tality is high. In cases in which surgery is deemed 
too risky, dissections have been managed success-
fully with antihypertensive therapy (40). Finally, 
microvascular disease causing capillary hemorrhage 
has been postulated to be responsible for cases of 
pancreatis associated with EDS (18). Unfortunately, 
despite the devastating course of the vascular com-
plications, few preventative measures can be taken 
short of avoiding trauma and respecting vascular 
structures during surgery. Screening imaging stud-
ies are problematic because many arterial rupture 
occur independent of prior aneurysm formation 
(40). Antihypertensive therapy has been mentioned 
for the treatment of aortic dissection that is inoper-
able. Such therapy has also been proposed for pro-
phylactic purposes in patients who suffer from Mar-
fan’s syndrome (41). Routine use of antihyperten-
sive therapy for EDS patients thought to be at sig-
nificant risk for vascular complications has never 
been investigated but may prove effective. A thor-
ough work-up for EDS should be undertaken in any 
young patient who presents with an arterial aneu-
rysm. Furthermore, the lack of clinical suspicion 
even with negative family history should not dis-
courage postmortem analysis in cases of unex-
plained multifocal hemorrhage so that genetic 
analysis and family counseling can take place. 

CONCLUSION 

Although once though to be extremely rare, more 
and more cases of EDS are being reported, and it is 
conceivable that patients may present in nonaca-
demic settings without a known diagnosis. EDS can 
have manifestations from mouth to anus, some of 
which are benign, and others can be lethal. A thor-
ough knowledge of the GI manifestations of Ehlers-
Danlos and their management is mandatory to pre-
vent unnecessary morbidity and mortality. The ap-
propriate management of such patients begins with 
the realization that there is a systemic illness, EDS, 
present that may involve multiple organ systems. 
This needs to be followed by the proper classifica-
tion of the type of EDS. EDS syndrome should al-
ways be suspected in young patients who present 
with bowel perforations or vascular accidents. Dif-
ferential diagnoses should always be broad, and 
treatment must take into consideration not only the 
known complications of EDS but also the propen-
sity of the particular patient to manifest them. Even 
when assymptomatic, patients should be followed 
carefully, and prophylactic measures such as stool 
softeners should be used. Finally, genetic analysis 
and family counseling are mandatory. In vitro stud-
ies have shown that dexamethasone can modify de-
fects in the extracellular matrix found in several 
types of EDS (9). The clinical implications of this 
are not clear, however, and although EDS is a rare 
entity, some day it may prove to be a successful tar-
get of gene therapy. 
_______________ 
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