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Why Self-Management
® hEDS is a chronic condition

® You want to optimize your health and
function

® Self-management can minimize pain
and injuries

® |t feels better to have some control
over your life
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Pain

® Pain is often the first and most common
complaint in hEDS

® Pain can be localized or widespread

® Pain can interfere with function, including
social interactions and cognitive function

® Pain can interfere with sleep
® Chopra et al, 2017; Engelbert et al, 2017, Tinkle et al, 2017
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Managing Pain

® Figure out the type(s) of pain you have
® |dentify the source(s) of pain
® [ix the cause, whenever possible

® Alter pain processing when necessary
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Biopsychosocial Model of Pain

The biopsychosocial
model of health

physical health

disability
Biological

genetic vulnerabilities

Social

family
circumstances

social skills

Sevsmanon: | types of pain
Central nervous

system becomes
hyper-responsive

NOCICEPTIVE: ‘normal’ pain
sensing in response to threats in
the environment; sharp

m‘
POINT: referred INFLAMMATORY: increased pain

k@i
in, oth , 3 e
:ya::p:omesr sensing that raises sensitivity to
— normal levels of pressure and
activity; aching

NEUROPATHIC: abnormal painin
response to things that normally
‘do’ and ‘don’t’ hurt; burning,
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Nociceptive Pain

® Mechanical pain is
generally proportional to —_ = =
tissue stress or damage. —1%7&

® |Inflammatory pain ,
remains after tissue 7 G4l ae
damage has occurred. g4 @\,
e ‘Sterile inflammation’ / =N )

exists without injury;
occurs due to sensitive —%.
nerves.
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Deep Nociceptive Pain

® Due to deep

Sugaﬁsrggial musculoskeletal
Pain Pattern tissues (e.g., bone,

ligament, bursae, etc.)
® Vague, cramping,
aching pain
® Sometimes referred
® Changes based on

movement or stress to
those deep tissues

) MendMeShop™ o 2012

Visceral Nociceptive Pain

® Vague, often
referred to a
different location - Salibjadder

® Changes based on Small

intestine|

organ activity (e.g.,

digestion,
increased heart
rate, etc.)
Urinary.
bladder
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Muscle Trigger Point Pain

Trigger Point Complex
® Trigger points (TrP) are local, —mm—
hyper-irritable muscle fibers B

® They cause pain in typical
referral patterns
® Some TrP cause other types of symptoms

® |n people with hEDS, unstable joints often
provoke TrP in surrounding muscles that are
overworked trying to provide stability
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Neuropathic Pain

® Occurs when there is
suhhmn ‘ ‘ Electric damage to nervous system
..... tiongy :hock Iik- ® Peripheral nerves

e Spinal cord
® Brain

Numb L

| sensation @ Pain is caused by the faulty
nervous system

Pain might be felt in
Th""?.?.'".?. s"‘,’ﬁ!{!}?, locations other than were
the damage is

The symptoms shown here
may be present as well
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Central Sensitization '

® The central nervous system can beco
oversensitive

® |t is like “turning the volume up” on pain

e Often aggravated by psychological and
social factors such as stress, anxiety, etc.
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Identify the Source of Pain

® What tissue is it?
® Muscle? Nerve? Fascia? Ligament? Viscera?

® What structure is it?

® The problem might not be where the pain
is
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Example:
Trochanteric Pain Syndrome

e Often misdiagnosed as
trochanteric bursitis

® Most likely a problem
in the gluteus medius
muscle
® Trigger point
® Muscle tear
e Tendinitis

o (Bird et al, 2001)
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Example of Trigger Point

Sternocleidomastoid (SCM) Symptoms

® Headache, migraine,

jaw pain

Ringing/fullness in the

ear

® Dizziness or vertigo

® Blurry/double vision,
drooping eyelid

e Sore throat, trouble
swallowing

e Travell & Simons
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Example of Trigger Point

stricnemlus | el

i
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Example:
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Costochondritis

-—
A Cartilage

fb \ aone
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SN2

%/ \vd/ glo”ﬂgitnl:‘wul
Y \%

Daily Health TCM )

Inflammation where ribs connect to the sternum.
Pain may be sharp, aching, or pressing.

Pain increases when you take a deep breath or cough.
Might feel like a heart attack.

More common in people with hEDS
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1. Mechanical
Imbalances

Example: Upper
Crossed Syndrome:

* Imbalance between lax
joints and tight muscles

¢ Pulls spine out of
alignment and aggravates
spinal instability

¢ Upper crossed syndrome
causes neck, shoulder &
upper back pain, and
headaches; it may also
cause numbness and pain
into the arms and hands

Trapezius and levator
‘scapuda tght

-~ 3. Body Mechanics
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* Ergonomics at school/work/home/car
* Assistive devices (e.g., pens, tools, etc)
* Sleeping posture, surface, support

This information is the property of L. Russek
and should not be copied or otherwise used
without express written permission of the

author.

Fix the Cause, When Possible

® Fix the biological problem if you can

1. Is there an imbalance between lax joints and
tight muscles? Then stretch muscles.

2. Does poor posture put stress on joints or
muscles? Then fix the posture.

3. Are your body mechanics stretching or
stressing a joint? Then modify the activity or
use support.

4. |s poor motor control leading to instability?
Then train proprioception and motor control

5. Identify and manage muscle trigger points

Russek: hEDS Self-Management 20

o

2. Poor Posture

Poor neck posture puts
a huge strain on the
joints and muscles of
the neck.

Hansraj KK, Assessment of stresses in the
cervical spine caused by posture and position.

Surg Techn International. 2014
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3. Avoid Overstretching Joints

For example:
The weight of
blankets pulls
ankles down,
can cause
ankle pain or
trigger points
in the shin and
calf muscles

Russek: hEDS Self-Management 24
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shoulder, knee-cap

4. Poor Motor Control

e Common locations: neck, low back,

7

5. Trigger Points
® |dentify the TrP

® Figure out what causes the TrP and fix that if
you can

® Manage TrP with TrP release, ice, topical
ointments (e.g. mentholated)

® Stretch the muscle (careful not to stretch lax
joints)

® You may need to strengthen the muscle (but
you must release TrP first)
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Trigger Point Resources

® Pain Relief with Trigger Point Self-Help,
by Valerie DeLaune

® http://www.triggerpoints.net

® https://www.painscience.com/tutorials/
trigger-points.php

® TrP devices: Thera Cane Massager,
Pressure Pointer, Backnobber, Reflexball.
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Decreasing Pain

® Modulate transmission &
® Heat/ice -
® Topical rubs
e TENS
® Exercise
® Relaxation
e Mindfulness meditation
® Cognitive behavioral Rx

Russek: hEDS Self-Management

® |[f you cannot decrease nociceptive input
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Trigger Point Pressure
TheraCane Tennis Balls
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Pain Management: Exercise

® Fxercise-induced pain relief
® Protects against chronic pain onset

® Avoids increased pain from sedentary lifestyle
® Protects against autonomic dysfunction
(e.g., POTS)
Improved function
Improved sleep quality, decreased fatigue
Improved mood, decreased anxiety
Decreased systemic inflammation

Lima etal, 2017
Sabharwal, 2016

Ambrose, 2015
Russek: hEDS Self-Management 30
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"‘Appropriate Exercise/Activity

® Strive for:
® Regular, aerobic fitness
® Strengthening, gentle/controlled stretching, and
proprioception exercises
® Consider Qigung, Tai Chi, etc. as multipurpose
exercise
® Avoid:
® High impact sports/activities
® Sudden head-up postural change
® Showing off hypermobility
® Prolonged sitting positions or recumbency
® Excessive weight lifting/carrying, joint distraction

Russek: hEDS Self-Management 3 1

“Pain Management: Topicals

® |ce for acute inflammation or muscle
spasm

® Heat for chronic pain & chronic
inflammation

® Topical rubs
® Mentholated (cold) - best for TrP
® Capsaicin (hot) — good for joints, neuropathic pain.
Needs to be used regularly

® Medicated (e.g., trolamine salicylate) — good for
superficial structures, e.g., fingers, ribs, kneecap

Russek: hEDS Self-Management 3 2

“Pain Management: TENS E

® Transcutaneous electroneural stimulation
(TENS) using evidence-based settings
® Conventional: 80-150 Hz
® Acupuncture-like: 2-8 Hz
® |ncrease until painful, then decrease slightly
® don’t set as ‘strong but comfortable
because this under-doses 7
® Most effective when used during acti ‘?;
e Can enhance central pain modulation™

® Vance, Daily, Rakel & Sluka, Pain Manag. 2014;4(3):197-209

® DeSantana, Walsh, Vance, Rakel & Sluka, Curr Rheumatol Rep.
2008;10(6):492-99
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Neuro-Cognitive Approaches

« Pain neuroscience ed. The biopsychosodial
« e.g., “Explain Pain” model of health

» Cognitive behavioral

therapy
« Coping skills
« Problem solving /
« Stress management (
« Avoiding negativity ‘
« Pacing
« Goal setting
« Address fear-avoidance and e
pain persistence behavior
» Decrease sensitization of the nervous system:

 Relaxation, meditation, biofeedback

Russek: hEDS Self-Management 34

physical health

disability
Biological

genetic vulnerabilities

“Explain Pain” Concepts
® Pain is always a real reflection that your brain
and body feel threatened.
® Pain and tissue damage do not always relate.
® There are no “pain nerves” or “pain paths.”
® We have sensory nerves, but the brain decides what is

® Pain is a conscious experience that involves
many regions of the brain.

® | earning about pain can help you hurt less.

Moseley & Butler, Explain Pain Supercharged. From 10 Target Concepts,
https://noijam. com/2017/03/03/supercharg|ng explain-pain/
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Pain: On-Line Resources

® UC Davis pamphlet: search
“U.C. Davis pain self-management plan”

® American Chronic Pain Association:
https://www.theacpa.org

® On-line pain self-management:
https://www.liveplanbe.ca

® Pain Toolkit, on-line videos and modules:
https://www.paintoolkit.org/tools

® Patient Guidelines (150 page document):
https://www.theacpa.org/Consumer-Guide

® For adolescents: http://www.growingpains.org
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Managing Coordination,
Balance, & Instability
® Causes
® Proprioceptive deficits
® Weakness/deconditioning
® Poor motor control
® Fatigue
® Joint instability
Russek: hEDS Self-Management 39
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Instability & Coordination/
Balance Deficits

® People with hEDS have decreased sense
of where they are in space - i.e.,
proprioception

® Weakness due to deconditioning
increases instability and balance
problems

e |[f people become fearful and limit their
activity, weakness and proprioception get
worse

® Engelbert et al, 2017

Russek: hEDS Self-Management 38
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" Exercise: Proprioception

® External focus exercises — put a laser on it and ﬁ
draw on the wall, wobble boards 4 -\

® Biofeedback (e.g., Stabilizer™)

® Alternating isometrics, dynamic stabilization
® Emphasize good motor control

® https://www.motionguidance.com

a°
[

w\

Progressing Exercises

EASIER HARDER
® More support, stable ® Less support, unstable
surface surface

Isolate individual joints
Focus and visualize
Slow, mid-range motions
Low impact

Low effort (RPE ~4/10)
Progress slowly

Integrate multiple joints
Add distractions

Faster, full-range motions
Higher impact

Higher effort (RPE ~7.5/10)
Follow 2-hour rule

Russek: hEDS Self-Management 42
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Bracing and Taping

® Multidirectional instability
common

Hips, shoulders, SI, knees,
ribs, fingers, feet...

Learn to use muscles to brace
for the activity

Patients should self manage
painful areas as they arise —
use braces only as needed

® Don’t over-use braces
Benefit may be from
proprioceptive feedback

Instability/ Fatigue s

coordination

balance
Pain Autonomic
%tl hl?Gr ; Psycho-
imr’nuné Iogiqa_l/
skin, card’io cognitily
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Fatigue & Sleep Disorder
® The 2" most common complaint
® Sometimes the primary complaint
® (Hakim et al, 2017; Engelbert et al, 2017)
® Poor quality sleep leads to:
® Fatigue, decreased immune response,
cognitive and memory deficits,
moodiness, depression, risk of injury
Russek: hEDS Self-Management 4.5

Sleep Disturbance

® Three types:
e Difficulty falling asleep (delayed sleep)
® Frequent waking (fragmentation)
® |nability to fall back asleep

® Can be disrupted by:
® Pain or discomfort
® Autonomic problems (e.g., tachycardia)
® Sleep disordered breathing (e.g., apnea)
® Medication side effects or comorbidities
® Disrupted sleep schedule Hakim et al, 2017

Russek: hEDS Self-Management 4.6

Diagnosing Cause of Fatigue
® Thorough medical history
® Review medications for side-effects

® Rule out medical reasons:
® POTS (postural orthostatic tachycardia syndrome)

® Food sensitivities, anemia, autoimmune disorders,
chronic infection, endocrine & metabolic disorders

® Assess for sleep disorders/insomnia

Russek: hEDS Self-Management 4.7
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Managing Fatigue

® Address causes

® Sleep hygiene

® Graded exercise therapy

® Cognitive behavioral therapy

® Good patient resource:
® https:/activities.nps.org.au/nps-order-form/Resources/Fatigue-
management-plan.pdf

® Professional CEU on fatigue diagnosis:
https://www.nps.org.au/cpd/activities/fatigue-dealing-with-
uncertainty-a-diagnostic-approach-to-fatigue

Russek: hEDS Self-Management 4.8
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Fatigue Management Plan:
https://activities.nps.org.au/nps-order-form/Resources/Fatigue-management-plan.pdf

Causes of Fatigue

DO ANY OF THE FOLLOWING APPLY TO YOU?

STRESS AT sTupY MEDICINES SLEEP APNOEA DEPRESSION
WORK
STRESS AT OVERWORK EXERCISE GRIEF OR ANXIETY
HOME LOSS
CHANGES TO PROBLEMS. ALCOHOL FEELING DOWN
THE FAMILY WITH MONEY &DRUGS
DYNAMIC

Russek: hEDS Self-Management

ANAEMIA

THYROID
DYSFUNCTIO!

seep Mm
proBLEMs QW

Sleep Hygiene

Exercise during the day
Practice relaxation techniques,

Associate bed with sleep
Avoid:

Get sun exposure during the day (eyes)

avoid stress

Have a regular bedtime, bedtime routine

e Caffeine and nicotine close to bed time
® Blue light from TV, computers, tablets, phones

® Large meals close to bedtime

® Resources
® https://sleepfoundation.org

Hakim et al, 2017

® “The Insomnia Answer: A Personalized Program for Identifying and
Overcoming the Three Types of Insomnia” by Glovinsky & Spielman

Russek: hEDS Self-Management

Graded Exercise Therapy

® Must be carefully done to avoid
aggravating the fatigue or the hEDS

® “Start low, go slow!”

e [f POTS is present, address that

Russek: hEDS Self-Management

51

The deconditioning cy

Physical symptoms of illness

Physical
deconditioning

Physical tiredness
which could lead to

Frustration « Increased f:
and eventual « Sleeping difficulties
lack of motivation « HBfmonal im

« Ghanges in mood
+ Reduced immunity
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It may take months to
gradually restore your
fitness

« Stabilize your life
schedule

Add gentle stretches
Add ‘aerobic’ exercise
in small amounts
Don't progress too
quickly

Use a quota, not how
you feel

Excellent on-line
patient resource:
“Graded Exercise
Therapy: A self-help
guide for those with
chronic fatigue
syndrome/myalgic
encepha/omyelitis”52

.
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DrsAUTONOMIA INTERNATIONAL

he Spoon Theor me

The Spoon Theory is a creative way to explain to healthy friends and family what it's like living with a
chronic illness. Dysautonomia patients often have limited energy, represented by spoons. Doing too much in
one day can leave you short on spoons the next day.

1 you only had 12 spoons per day, how would you use them? Take away 1 5poon if you didn't sleep well
Last night, forgat to take your meds, or skipped a meal. Take away 4 5poons if you have a cold.

P

get out of bed bathe make & eat a meal 90 to work/school
get dressed style hair make plans & socialize go shopping

o  th

L] (=]

Russek: hEDS Self-Management  The Spoon Theory was written by Chilstine Miserando,
which out on her website

53
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Dysautonomia
® Postural orthostatic tachycardia syndrome
(POTS)
® Orthostatic hypotension

® Secondary S&S: fatigue, dizziness, fainting,
syncope, memory and concentration problems

® May look like anxiety or panic disorder
® Tinkle et al, 2017

Russek: hEDS Self-Management 5 5

Postural Orthostatic
Tachycardia Syndrome (POTS)

® Symptoms worsen standing and improve lying down
® Palpitations, lightheadedness, chest discomfort, dyspnea,
‘brain fog’, headache, nausea, tremulousness, blurred/tunnel
vision, poor sleep, exercise intolerance, fatigue, coldness/pain
in limbs, dependent acrocyanosis (blue blotched feet & legs
when standing)
® Diagnostic criteria: HR increases 230 bpm (240 in
children) from supine to standing within 10 min
® |n absence of orthostatic hypotension
® Symptoms last 2 6 months
® Absence of other overt cause of orthostatic symptoms or
tachycardia:
® e.g., active bleeding, acute dehydration, medications Raj et al, 2013

Russek: hEDS Self-Management 56

POTS Self-Management

Education & reassurance

® Explain link to panic and anxiety

® http://www.dysautonomiainternational.org

® Increase isotonic fluid intake (H,0 + salt)
® Compression stockings

Decrease orthostatic intolerance

® Change positions slowly; isometric exercises before
movement, ankle pumps

Avoid hot environment, large meals, alcohol,
vasodilator meds, sympathomimetic meds
When fatigued or panicking, lie down with feet

POTS Exercise

® Progress exercises gradually
® Start horizontal, progress to vertical
® Start with compression garments
® Gradual progression of exertion
® Allow for recovery days

® Focus on aerobics and lower extremity
resistance. Pool exercise good.

® Children’s Hospital of Philadelphia (CHOP) protocol
http://standinguptopots.org/fnuwith289ry298fhijewf/misc/30-chop-
modified-dallas-pots-exercise-program

® Graded Exercise Therapy approach (see prior
resource)

Russek: hEDS Self-Management 58

elevated
® Rajetal, 2013
Russek: hEDS Self-Management 5 7
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The biopsychosocial
model of health

physical health

disability
Biological

genetic vulnerabilities

Social

family
circumstances

social skills

school
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® “Neuroconnective phenotype”

® Bulbena et al, 2017
® Common presentation: anxiety, panic,
depression, eating disorders

® Neurodevelopmental disorders:

(Bulbena e tal, 2017; Engelbert et al, 2017)
e Attention deficit/hyperactivity disorder?

® Response to having hEDS:

® Negative thinking, low self-confidence,
depression, hopelessness

Russek: hEDS Self-Management

Psychological/Cognitive

® Developmental coordination disorder (DCD)

6l

POTS & Cognitive Issues

® POTS may be misdiagnosed as panic
or anxiety disorder

® Palpitations, lightheadedness, chest
discomfort, dyspnea, headache, nausea,
tremulousness, blurred/tunnel vision

® POTS may affect cognitive function:

® ‘Brain fog’, difficulty concentrating,
memory deficits

Russek: hEDS Self-Management 62

%

® Management of POTS
® Exercise

® Cognitive behavioral approaches
® Coping skills and self-efficacy
® Anxiety management

® “Explain Pain”

Russek: hEDS Self-Management

" Management Approaches

® Reassurance & education about hEDS

63

Instability/ ‘
coordination ~ Fatigue

balance
Pain Autonomic
- Psycho-
Other: logical/
Gl, UG, cognitive
immune,
skin, cardio
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Gl Symptoms

® Assess for:

® Food sensitivities

® Mast cell activation disorder (MCAD)

Dietary approaches:

® FODMAP (Fikree, et al, 2017)

® Heidi Collins’ EDS diet or low histamine diet

Treat abdominal muscle TrP, which can cause

® Rectus abdominus

® Abdominal obliques

® Transversus abdominus

Regular exercise

Physiological quieting (relaxation)

Russek: hEDS Self-Management

constipation, diarrhea, bloating, gas, cramps, indigestion

65

%
o

Gl Self-Management

® Constipation:
® Abdominal propulsive massage:
® Harrington & Haskvitz, Phys Ther.
2006;86:1511-19

® GERD:

® Shaker exercise: hold 30-60 seconds

Figure.
b o propudsive obdominal bowsl massoge Kaught o potient
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Urogenital: Incontinence

® Uterine, bladder prolapse, rectal prolapse are
common

® |ncontinence
e Strengthening pelvic floor (Kegels)
® Relaxing pelvic floor muscles if hypertonic
® Pessary

® Teach proper toileting techniques to avoid further
stretching of tissues
e E.g., normal stool consistency, positioning, avoiding strain, etc.

Russek: hEDS Self-Management 6 7

Women’'s Health Issues

® Pelvic pain can be from hyperactive
pelvic muscles, Sl instability, TrP

® Chronic inflammation and infection can
lead to interstitial cystitis (MCAD of the
bladder/urethra), vulvodynia

® Hypersensitivity associated with
malfunctioning nervous system

® Use of lubrication during intercourse

Russek: hEDS Self-Management 68

/

Immune System

® Fducate about MCAD
® |dentify triggers:
® Alcohol, heat, medications (NSAIDs,
antibiotics, narcotics), allergens
® Food sensitivities
® Excessive exercise
® Manage physical and emotional stress
® Exercise regularly, in spite of fatigue
® Stimulates appropriate immune response

Russek: hEDS Self-Management 69

In Summary:
There is a lot

you can do Instability/ ‘
to minimize . coordination  Fatigue

balance
your
symptoms!
Pain Autonomic
Other:
Psycho-
61, UG, logical/
Imme cognitive

skin, cardio
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