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Dysautonom ia research is cont inually 
evolving. Future research m ay change 
or disprove som e current ly held 
beliefs. I nform at ion in several of the 
art icles in this newslet ter contains the 
author’s interpretat ion. As always, 
readers are encouraged to confirm  all 
inform at ion with other sources and a 
physician.  
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For years, researchers have 
wondered why blood pools in 
the abdomen and limbs of some 
pat ients with orthostat ic 
intolerance. Physicians 
hypothesized that  these pat ients 
were experiencing abnormal 
vasoconst r ict ion  of the 
arter ies, altered capillary 
perm eability , denervat ion , 
impaired venous emptying 
and/ or had abnormal veins that  
st retch excessively.  
 
Research has suggested that  
some of these pat ients do 
indeed have blood vessels that  
st retch excessively1. Some of 
these pat ients have a 
connect ive t issue disorder called 
Ehlers-Danlos syndrome (EDS) . 
 
Ehlers-Danlos syndrome is the 
name for a group of genet ic  
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disorders that  affect  the 
st ructure and funct ion of  
collagen. Collagen is a fibrous 
protein that  is one of the main 
building blocks of connect ive 
t issues – such as skin, tendon, 
bone and cart ilage. Each type of 
connect ive t issue requires a 
certain kind of collagen to 
funct ion correct ly. People with 
Ehlers-Danlos syndrome may 
experience symptoms such as 
fragile skin and/ or unstable 
joints that  result  from  faulty 
collagen.   
 
There are different  types of 
Ehlers-Danlos syndrome, each 
classified according to the 
manifestat ion of signs and 
symptoms2. Each type includes 
a subset  of the following 
symptoms3:   
 
y�skin problems 
y� soft , velvet - like skin  
y�fragile skin that  bruises or 

tears easily  
y�st retchy rubber band- like 

skin  
y�easy or severe bruising  
y�poor and slow wound healing 

(usually taking weeks to 
months to heal)   

y�small harm less bumps under 
the skin  

y�j oint  problems  
y�loose unstable joints 

causing frequent   
2 

dislocat ions usually 
occurr ing in the shoulders,  
knees, hips, collar bone or 
jaw  

y�double jointedness 
(hyperextension of the 
joints) ,  may be ext reme   

y�j oint  pain from frequent  
dislocat ion  

y�eye problems  
y�nearsightedness, 

occasionally ext reme 
y�more ser ious eye 

condit ions (EDS VI )  
y�gum disease (EDS VI I I )   
y�curvature of the spine (EDS 

VI )   
y�problems with blood clot t ing 

(EDS X)   
y�pulmonary ( lung)  problems 

(EDS I V)   
y� weak blood vessels, 

intest ines or uterus that  may 
lead to more ser ious 
complicat ions (EDS I V)  
 

Orthostat ic intolerance pat ients  
with Ehlers-Danlos syndrome  
usually have type I I I 4. These 
pat ients tend to be female, 
hyperm obile , hyperflexible , 
and often have blond hair , blue 
eyes and pale skin4.  
 
A Johns Hopkins study of twelve 
orthostat ic intolerance pat ients 
with Ehlers-Danlos syndrome 
reported the following findings1:  

-Six of the pat ients were 
classified as having EDS type I I , 
the remaining six had EDS type  
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I I I . However, the authors of this 
study adm it  that  the clinical 
dist inct ion between m ild 
classical EDS ( formerly known 
as EDS type I I ) , hypermobile 
EDS ( formerly EDS type I I I ) , 
and the more common benign 
fam ilia l hyperm obility 
syndrom e  is often difficult  to 
make. 

-  All pat ients sat isfied clinical 
cr iter ia for chronic fat igue 
syndrome. 
 
-  Nine pat ients had neurally 
mediated hypotension;  of those, 
seven had postural 
tachycardia  within ten m inutes 
of standing. Three others had 
postural tachycardia without  
hypotension .  
 
-  All subjects reported some 
degree of chronic joint  or 
muscle pain in the absence of 
art icular ( joint )  swelling or 
erythem a. 
 
-  Five pat ients had 
fibrom yalgia . 
 
-  Five pat ients had at  least  
three episodes of faint ing;  the 
other seven had recurrent  
lightheadedness without  
faint ing. 
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-All pat ients had experienced  
recurrent  joint  dislocat ions;  six 
of which had  
temporomandibular ( jaw)  joint  
diseases (TMJ) . 
  
-  All pat ients had soft  skin with 
localized skin 
hyperextensibility ;  none 
showed evidence of ext reme or 
generalized hyperextensibility. 
 
-  All pat ients had acrocyanosis 
(blueness of the ext rem it ies)  
when the limbs were in a 
dependent  posit ion. 
 
-  Six pat ients had wide, 
papyraceous ( thin, paper- like)  
scars;  the others had no scars. 
 
-  All of the pat ients had easy 
eversion  of the upper eyelid. 
 
-  One pat ient  had m itral valve 
prolapse  and one pat ient  had 
m ild dilat ion of the aort ic root . 
 
-  Eleven of the pat ients could 
place their  leg behind their  head 
and five could place their  ent ire 
fist  in their  mouth. 
 
Other features that  presented in 
some of these pat ients included 
a high arched palate, scoliosis, 
easy bruising, delayed wound 
healing, piezogenic papules 
(small, soft  skin-colored lumps 
that  appear on the side of the 
heel when standing and 
disappear when the foot  is 
 

Cont inued on page 4 



Dysautonom ia News 

________________________________________________________________________ 

Ehlers- Danlos Syndrom e 
Linked to Orthostat ic 
I ntolerance cont inued from  page 3 
 
elevated) , var icose veins, flat  
feet , ability to touch the t ip of 
the nose with the tongue and 
slipped r ib syndrom e .   
 
The authors of this twelve 
pat ient  study propose that  
people with both Ehlers-Danlos 
syndrome and orthostat ic 
intolerance have abnormal 
connect ive t issue in dependent  
blood vessels1. This condit ion 
perm its veins to distend 
excessively. Simply put , Ehlers-
Danlos pat ients have flexible 
collagen in places where it  
should be firm , thus result ing in 
blood vessels st retching further 
than normal. This inappropriate 
st retchiness allows blood to pool 
in the vessels. The pooling of 
blood is exacerbated when 
these pat ients stand up, 
result ing in symptoms of 
orthostat ic intolerance. 
 
However, this phenomenon 
does not  occur in all pat ients 
with Ehlers-Danlos syndrome. 
I n fact , it  has been reported 
that  excess lower ext rem ity 
pooling seems uncommon in 
common var iants of EDS (eg, 
type I I I ) 5. Prelim inary data also 
indicate no change or even a 
decrease in venous distensibility 
compared to reference ranges5.  
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So why do some pat ients with  
Ehlers-Danlos syndrome have  
orthostat ic intolerance?     

 
Research done 
by Dr. Gir is 
Jacob may 
provide some 
answers. Jacob 
suggests that  
the blood 
vessels of EDS 
pat ients do not  
work well, even 
in those without  
symptoms4. The 
blood vessels 
do not  respond 
normally to 
chem ical 
provocat ion, 
and they may 
be more 
suscept ible to 
damage. I f 

these blood vessels deter iorate 
further, a per ipheral form  of 
POTS may develop4. 
 
Current ly, there is lit t le 
t reatment  for Ehlers-Danlos 
syndrome. However, this study 
raises the possibility that  the 
fat igue reported by some EDS 
pat ients may be occurr ing as a 
result  of orthostat ic tachycardia 
and/ or hypotension, and thus, 
may be t reatable.  
 
The connect ion between 
orthostat ic intolerance and 
Ehlers-Danlos syndrome is st ill  
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in its infancy. Tomorrow’s 
discoveries could render some 
of today’s knowledge obsolete. 
Future research is needed to 
clar ify the connect ion between 
orthostat ic intolerance, chronic 
fat igue and Ehlers-Danlos 
syndromes. This research could 
then result  in bet ter t reatment  
opt ions for these baffling 
syndromes. 
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Women somet imes report  a 
worsening of dysautonom ia  
symptoms around menopause. 
This occurs due to the release of 
two chem icals, follicle-
st imulat ing hormone (FSH)  and 
luteinizing hormone (LH) 1.  
 
FSH and LH are pituitary 
hormones that  st imulate 
ovulat ion. The ovaries begin to 
fail as a woman enters 
menopause, and the brain 
releases excessive amounts of 
FSH and LH to t ry and get  the 
ovaries to start  working again2.  
 
FSH and LH are both 
vasodilators. Vasodilators cause 
dilat ion of blood vessels, which 
can worsen orthostat ic 
hypotension. Sympathet ic 
act ivity may increase in an 
at tempt  to const r ict  blood  
vessels as blood pressure falls.  
This combinat ion of factors can  
result  in a worsening of 
dysautonom ia symptoms around 
menopause. 
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y�The average POTS pat ient  is 

a highly educated woman1.  
 
y�Sympathet ic overact ivity can 

result  in reduced wrinkling2.  
 
y� Vitam in B12 deficiency can 

cause pooling blood and 
orthostat ic hypotension3.  
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Michelle Sawicki at tended the 
NDRF conference in July of 
2002. The following are 
segments of answers to 
quest ions she asked during one 
of the sessions.  
 
Quest ion: Why does walking up 
stairs induce symptoms in some 
people? 
 
Answ er by Dr. Bla ir  Grubb: 
Walking up stairs puts an  
unusual amount  of st ress on the 
cardiovascular system because  
of the fact  you are not  using the 
skeletal pump in the same 
fashion as when you walk. You 
are going upwards against  an 
incline, and this is a t remendous 
sudden workload on the body 
that  is hard to accommodate to. 
Stair  walking provokes 
symptoms in a var iety of 
different  cardiovascular 
condit ions, be it  an autonom ic 
pat ient , a heart  failure pat ient , 
a pat ient  with angina, a pat ient  
with chronic obst ruct ive 
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pulmonary disease…all of these 
people have an ext remely 
difficult  t ime walking up stairs 
because it  is a greater than 
normal physiological st ress. 
 
Quest ion: What , if any, are the 
negat ive effects of high 
circulat ing norepinephrine  
levels on the body?  
 
Answ er: I n general, the 
physicians on the panel did not  
feel POTS pat ients were at  r isk 
for cardiom yopathy  result ing 
from elevated norepinephrine 
levels. Dr. David Robertson and 
Dr. Blair  Grubb stated they had  
each had (only)  one pat ient   
develop cardiomyopathy. Dr. 
Robertson explained that  his 
pat ient  had developed 
cardiomyopathy due to a 
genet ic factor. Dr. Blair  Grubb 
explained that  there was no way 
of knowing whether his pat ient ’s 
cardiomyopathy was due to high 
catecholam ine  levels or not . 
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The Pat ient ’s Voice is an 
area for  pat ients to express 
them selves and write about  
experiences relat ing to 
dysautonom ia -  both posit ive 
and negat ive. I t  is a place to 
share medical experiences, 
suggest ions, short  stor ies and 
poet ry, etc. I f you would like to 
cont r ibute to The Pat ient ’s 
Voice, please email 
Michelle@potsplace.com or write 
to:  
 

Michelle Sawicki 
P.O. Box 55 

Brooklyn, MI  49230 
 

 
 

 
The Pat ient ’s Voice 

 

 
Contr ibutors 

 
 



Dysautonom ia News 

________________________________________________________________________ 

* * * * * * * * * * * * * * * * * * * * * * * * *  

View s expressed in The 
Pat ient ’s Voice are not  
necessarily those of the 
Dysautonom ia I nform at ion 
Netw ork or  it ’s m em bers. 

* * * * * * * * * * * * * * * * * * * * * * * * *  

The Relat ion Betw een POTS 
and Neurosurgery 
By Sophie Hankes 
 

Two women developed POTS 
after decompression of cranial 
nerves -  a neurosurgical 
procedure. I  am  one of them 
and would like to know:  

-are there more people who had 
this procedure and developed 
POTS?  

-who was the neurosurgeon and 
how did he/ she deal with you?  

-were you referred to other 
physicians? 
 
-can anyone recommend a 
physician who would be 
interested in researching POTS 
developing after surgery on 
cranial nerves? 
 
Any informat ion is welcome. 
Please email me at :  
srhankes@aol.com  
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Aorta:  the main t runk of a 
ser ies of vessels, commencing 
at  the upper part  of the left  
vent r icle, which convey the 
oxygenated blood to the t issues 
of the body for their  nut r it ion.  
Definit ion from:  ht tp: / / www.bart leby.com The 
American Heritage®  Dict ionary of the English 
Language:  Fourth Edit ion.  2000. 
 

Aort ic Root :  The base of the 
aorta.  
 
Benign Fam ilial 
Hyperm obility Syndrom e – 
The types of Ehlers-Danlos syndrome have been 
reclassified. See www.ednf.org for  the latest  
classificat ions. 

 
Capillary Perm eability:  
property of blood capillary walls 
that  allows for the select ive 
exchange of substances.   
Definit ion from:  ht tp: / / cancerweb.ncl.ac.uk/   
 

Cardiom yopathy:  heart  
muscle damage that  is not  
related to hypertension, 
coronary artery disease, 
congenital ( inherited)  heart  
defects, or problems of the 
arter ies, heart  valves or 
per icardium (membrane 
around the heart ) . 
Cardiomyopathy is a chronic 
condit ion, which often causes a 
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steady deter iorat ion in heart  
funct ion.  
Definit ion from:  ht tp: / / www.intelihealth.com/  

 

Catecholam ine:  Any of a 
group of am ines der ived from 
catechol that  have important  
physiological effects as 
neurot ransm it ters and 
hormones and include 
epinephrine, norepinephrine, 
and dopam ine.  
Definit ion from:  ht tp:  www.bart leby.com The 
American Heritage®  Dict ionary of the English 
Language:  Fourth Edit ion.  2000. 
 
 

Denervat ion:  To deprive (an 
organ or body part )  of a nerve 
supply, as by surgically 
removing or cut t ing a nerve or 
by blocking a nerve connect ion 
with drugs. 
Definit ion from:  www.bart leby.com The 
American Heritage®  Dict ionary of the English 
Language:  Fourth Edit ion.  2000. 
 

Dysautonom ia:  dysfunct ion of 
the autonom ic nervous system. 
 
Erythem a:  a capillary 
congest ion which results in 
reddened skin. 
 
Eversion:  The act  of turning 
inside out . 
Definit ion from:  www.bart leby.com The 
American Heritage®  Dict ionary of the English 
Language:  Fourth Edit ion.  2000. 

 
Fibromyalgia:  A syndrome 
character ized by chronic pain in  
the muscles and soft  t issues  
surrounding joints, fat igue, and 
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tenderness at  specific sites in 
the body. 
Definit ion from:  www.bart leby.com The 
American Heritage®  Dict ionary of the English 
Language:  Fourth Edit ion.  2000. 
 
Hyperextensibility:  having 
the capacity to be 
hyperextended or st retched to a 
greater than normal degree. 
Definit ion from:  ht tp: / / www.fasthealth.com/  
Published under license with Merr iam-Webster, 
I ncorporated.  ©  1997-2000.  

 
Hyperflexible:  Capable of 
being flexed or bent  to a greater 
than normal degree. 
 
Hyperm obile:  Capable of 
readily moving excessively from 
place to place. 
 
Hypotension:  Abnormally low 
blood pressure.  
Definit ion from:  www.bart leby.com The 
American Heritage®  Dict ionary of the English 
Language:  Fourth Edit ion.  2000. 
 
Mit ral Valve Prolapse: a 
valvular heart  disorder in which 
one or both m it ral valve flaps 
close incompletely dur ing 
systole usu. producing either a 
click or murmur and somet imes 
m inor m it ral regurgitat ion and 
which is often a benign 
symptom less condit ion but  may 
be marked by var ied symptoms 
(as chest  pain, fat igue, 
dizziness, dyspnea, or 
palpitat ions)  leading in some 
cases to endocardit is or 
vent r icular tachycardia. 
Definit ion from:  ht tp: / / www.fasthealth.com/  
Published under license with Merr iam-Webster. 
I ncorporated.  ©  1997-2000. 
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Norepinephrine:  A substance, 
C8H11NO3, both a hormone and 
neurot ransm it ter, secreted by 
the adrenal medulla and the 
nerve endings of the 
sympathet ic nervous system to 
cause vasoconst r ict ion and 
increases in heart  rate, blood 
pressure, and the sugar level of 
the blood. Also called 
noradrenaline.  
Definit ion from:  www.bart leby.com The 
American Heritage®  Dict ionary of the English 
Language:  Fourth Edit ion.  2000. 
 
Orthostat ic:  Relat ing to or 
caused by standing upr ight . 
Definit ion from:  www.bart leby.com The 
American Heritage®  Dict ionary of the English 
Language:  Fourth Edit ion.  2000. 
 
Postural Tachycardia:  a rapid 
heart  rate, especially one above 
100 beats per m inute in an 
adult , related to posit ioning of 
the body or of body parts.  
Combined definit ion from:  www.bart leby.com 
The American Heritage®  Dict ionary of the 
English Language:  Fourth Edit ion.  2000. 

 
Slipped Rib Syndrom e:  
results from ligamentous injury 
t rauma to the costal cart ilage of 
(usually)  the eighth, ninth, or 
tenth r ib. When the ligaments 
are st retched or ruptured, they 
allow the cart ilage t ip of the r ib 
to slip upwards and impinge on 
the intercostal nerve. Children 
are part icular ly vulnerable to 
slipped r ib syndrome because 
their  ligaments have not  fully  
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matured and are naturally  
“ loose” . 
Definit ion from ht tp: / / www.healthyroads.com/  

 
Vasoconst r ict ion:  Const r ict ion 
of a blood vessel, as by a nerve 
or drug. 
Definit ion from:  www.bart leby.com The 
American Heritage®  Dict ionary of the English 
Language:  Fourth Edit ion.  2000. 
 
* * * * * * * * * * * * * * * * * * * * * * *  
 
Dysautonom ia New s will soon 
be part  of the Dysautonom ia 
I nformat ion Network. See future 
newslet ters for more 
informat ion on this nonprofit  
organizat ion. 
 
Subscribe to Dysautonom ia 
New s at : 
ht tp: / / www.potsplace.com/ news
let ter.htm  
 


