Testimony of Maggie Buckley

Good afternoon Senators.  Thank you for your time and attention to this very important issue. I am here representing Women with Ehlers-Danlos Syndrome, or EDS.  I volunteer with the Ehlers Danlos National Foundation, based in Los Angeles, and the Canadian Ehlers Danlos Association, offering support to individuals and families affected by EDS.  Because EDS pain often has only subtle associated symptoms, one must have a doctor willing to listen, to believe in the person, and to give credence to their pain before an accurate diagnosis can be made.  Unfortunately, this rarely happens.  The result can be suffering, disfigurement, crippling, and even senseless death.

Ehlers Danlos Syndrome is a genetic, degenerative collagen disorder that affects all of the body’s connective tissue.  This is the tissue that supports blood vessels, muscles, ligaments, internal organs, and skin.  There are several types of EDS which share a core set of symptoms including bruising, hypermobile joints, fragile skin, fragile smooth muscle organs and chronic severe pain. Briefly, the three most common types of EDS and their Distinguishing Diagnostic Criteria are:

Type of EDS
Distinguishing Diagnostic Criteria

Hypermobility
Generalized Joint Hypermobility & Frequent Dislocations

Classical
Velvety, Stretchy Skin w/ Widened Scars

Vascular
Arterial and Organ Fragility Prone to Rupture

Diagnosis is based upon clinical findings and upon the family history.  Those findings are then compared to the diagnostic criteria.  The differentiation by type helps in understanding differences between patients.  However, many people with EDS do not fit neatly into any one of the types.  Thus, there is an overlap of the signs and symptoms that frequently leads to either a delay in diagnosis or missed diagnosis and results in inappropriate medical treatments.  Without a diagnosis as early as possible in life, EDS patients are prone to disfiguring, crippling or even life threatening methods of treatment.

The key aspect of preventing such risky types of treatment is communication between patient and doctor.  Unfortunately, since EDS affects approximately one in 5,000 individuals (irregardless of gender or race) most doctors are not familiar enough with the diagnostic criteria of this genetic disorder.  Thus, symptoms are missed or misinterpreted.  Common misinterpretations, sadly, include child or spousal abuse allegations, or mental illness.  Too often a diagnosis is only made after 3 or 4 generations of premature death.  Diagnosis and treatment is further complicated by the secondary conditions which many EDS patients cope with including arthritis, reflex sympathetic disorder, fibromyalgia, chronic fatigue syndrome, and idiopathic neuropathy.

I will provide just three specific examples of the serious consequences of delayed or missed diagnosis.  Joint pain and instability is often misdiagnosed and treated with surgery, sometimes repetitively.  This usually results in severe, permanent reductions in mobility.  Organ fragility is often not recognized in vascular patients, and with inappropriate invasive procedures, premature death is likely to result.  Finally, a misdiagnosis of abuse or mental illness is a tragic and unnecessary burden for a family struggling with EDS or another such condition.  Thus, it is clear to see the importance of good communication between patient and doctor.

In working with EDS patients and those suspected of having EDS, I have identified many coping strategies that have been helpful for individuals trying to communicate their pain and symptoms to their doctors.   I will now list these strategies.

· DEMEANOR - Always present a calm and organized facade to the doctor.

· DOCTORS ARE PEOPLE TOO - As in other aspects of one’s life, the patient may get along better with one doctor than another.  Also, give the doctor a chance; don’t go in with an expectation that s/he will not be helpful. 

· PAIN JOURNAL - Keep a pain and symptom journal noting times when pain occurs or is increased as well as activities engaged in prior to the pain incident and any additional symptoms.  Pain scales and/or subjective pain rating are effective methods of communicating pain if used consistently.

· NO TEARS - Never cry when talking to the doctor about pain.  The patient should be comfortable enough to speak clearly and audibly during the appointment.  If the emotionality of the situation becomes overbearing, take a few deep breaths and swallow after inhaling but before exhaling.

· INTRODUCTION LETTER - Many patients find it helpful to write a letter to the doctor prior to the visit.  A concise, one page letter that introduces the patient, gives a brief history of major symptoms/problems, and expresses the patient’s main concerns (i.e., lack of diagnosis, ineffective pain relief).  In this way, a patient may invite the doctor to become a partner in addressing those concerns. 

· PREPARATION - Prepare for an appointment by writing down the top 3 concerns on an index card so that nothing is forgotten during the appointment.  Give the card to the doctor at the beginning of the appointment to ensure nothing is overlooked.

· DON’T GO ALONE - Have a friend or family member accompany the patient to the appointment to take notes or even to advocate for the patient. 

· BE PREPARED FOR PSYCHIATRIC REFERRALS – Accept or even ask for a referral to a psychiatrist or other healthcare professional.  This professional may be able to advocate for the individual to be taken seriously by other doctors by removing the inappropriate perception of mental illness.

· USE MEDICAL RECORDS - Get copies of medical records and regularly update them.  It is permissible for the patient or the patient’s advocate to write a letter for inclusion in the medical records that will offer further details or a new perspective on an item noted by a doctor or nurse.  

· JOIN A SUPPORT ORGANIZATION - Other individuals with similar symptoms and/or diagnoses may offer some helpful tips on coping with specific types of pain.  They also may provide an alternative and more effective method of explaining a type of pain to the physician. 

· USE THE INTERNET - Within the community of rare diseases and disorders the ability to share information and resources instantly is critical.

For individuals with EDS, there are several support organizations that offer a variety of support methods.  The Ehlers Danlos National Foundation (EDNF), EDS Today, and the Canadian Ehlers Danlos Association (CEDA) all offer Internet, telephone and in-person support options. 

· The EDNF provides a secure online members area that currently serves 1,300 families averaging 50 posts per day.  In addition, the EDNF provides educational materials including an Emergency Room Reference CD and a Teacher’s Guide.  Also, EDNF will issue two research grants in 2004.

· CEDA hosts a website and themed online support groups in addition to maintaining a list of physicians who have treated EDS patients in many parts of the world.  Additionally, CEDA provides information to physicians and participates in school meetings to customize education plans for students with EDS.  

· EDS Today publishes a newsletter by, for, and about people with EDS.  An example of EDS Today supported research is a current study on speech-language issues associated with EDS.   EDS Today also hosts a website with EDS information and an on-line bulletin board.    

All of these organizations work to connect and educate individuals with EDS, their families, and healthcare providers,  

To conclude, the importance of pain assessment as a diagnostic tool cannot be understated.  I suggest forums such as this encourage increased awareness and the use of pain assessments in routine examinations and discussions between doctor and patient.  In addition, supplementing improved pain assessment with the development and successful implementation of biochemical diagnostic tests could greatly improve the quality of life of patients with EDS.


Thank you again for your time.
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