Programm zum Bundestreffen 2008
Änderungen vorbehalten

Samstag, den 21. Juni 2008
BERATERTISCHE:

Freitag, den 20. Juni 2008:
Ab 14.00 Uhr Anreise der Teilnehmer
Ca. 15.00 Uhr Start der Beratung durch David Brown
Ab 17.00 Uhr Begrüßung und Vorstellungsrunde
Ab 18.00 Uhr Abendessen

Samstag, den 21. Juni 2008:
Ab 7.30 Uhr
9.00 Uhr
10.00 Uhr

Frühstück
Mitgliederversammlung
Karin Kestner, Verlegerin und
Gebärdensprachdolmetscherin
„Keine Angst vor Gebärdensprache“
12.00 Uhr
Mittagessen
13.30 Uhr
David Brown, Sonderschullehrer des
Taubblinden-Service aus Kalifornien,
USA (25 Jahre CHARGE-Erfahrung)
"Die Selbstregulierung"
Das emotionale Herzstück eines Kindes
* die Selbstregulierung bei CHARGE
* Entwicklung der emotionalen Reife
* der Einfluss der verschiedenen
sensorischen Schwierigkeiten
15.30 Uhr
Kaffeepause
16.00 Uhr
Fortsetzung - David Brown, USA
ca.18.00 Uhr Abendessen
ca. 19.30 Uhr Stockbrotgrillen an der Feuerstelle
21.00 Uhr
Überraschungskünstler für
Jung und Alt

* ab 9.00 Uhr – ca. 18.00 Uhr Markus Wilken /
Sondenentwöhnung / Fütterungsstörungen
* ab 9.00 – 14.00 Uhr Prof. Dr. Barbara Käsmann /
Beratung zu augenärztlichen und sehfrühförderungsbezogenen Aspekten
* ab 9.30 – max. 13.00 Uhr Dr. Christian Puder +
Dr. Michael Laschat / HNO-Beratung
* ab 10.00 – ca. 18.00 Uhr Dr. Silke Pauli +
Dr. Martin Zenker / Genetik
Die persönliche Beratung durch David Brown wird
separat erfolgen und bereits am Freitag beginnen.

ORDENTLICHE
MITGLIEDERVERSAMMLUNG
2008
Am Samstag, den 21. Juni 2008 von
9.00 – 10.00 Uhr im Jugendgästehaus
Oberwesel, Auf dem Schönberg,
55430 Oberwesel. Teilnahme nur für
Vereinsmitglieder!
TAGESORDNUNG
TOP 1 Begrüßung, Feststellung der
Beschlussfähigkeit
TOP 2 Tätigkeitsbericht 2007

AUSSTELLUNG + BERATUNG:

TOP 3 Schwerpunkte 2008
* ab 9.00 – 18.00 Uhr Herr und Frau Bickelmann /
Firma PHONAK
* ab 9.00 – 18.00 Uhr Herr Siegfried Spindler /
Firma HIPP
* ab 9.30 – 18.00 Uhr Frau Karin Kestner +
Herr Tiemo Hollmann / Kestner Verlag
* ab 10.00 – 18.00 Uhr Frau Rita Thompson von
KEKS e.V. / Speiseröhrenfehlbildungen

Kinderbetreuung:
Von 8.30 – 18.30 Uhr steht am Samstag in
3 verschiedenen Räumen eine Kinderbetreuung mit ca.
20 Betreuern zur Verfügung.

Sonntag, den 22. Juni 2008:
Ab 07.30 Uhr Frühstück
Ab 09.30 Uhr Abschiedsrunde und
allgemeiner Austausch
Ab 11.30 Uhr Mittagessen und Veranstaltungsende

TOP 4 Kassenbericht 2007 / 2008
TOP 5 Entlastung des Vorstandes,
Genehmigung und Verabschiedung
des Jahresabschlusses 2007
TOP 6 Projekte 2009
TOP 7 Sonstiges
Mit freundlichen Grüßen
Claudia Junghans
1. Vorsitzende

CHARGE Syndrome
Educational & developmental aspects
by David Brown
Education Specialist
California Deaf-Blind Services
2. CHARGE - Bundestreffen
Oberwesel, Deutschland
20 – 22. Juni 2008
1

CHARGE in my life
• First met a child with CHARGE in 1983 in London
• 9 CHARGE conferences in 4 years since Sept 2004
(France, two in Australia, Germany, Arizona, Florida,
Missouri, Texas, California)
• 15 other CHARGE presentations since early 2005
• 10 children with CHARGE worked with in the past 8
months
• 42 children with CHARGE worked with since my arrival
in California in August 2000 (and 8 more children in
other states of the USA)
• 86 children with CHARGE on the current California
state deaf-blind census
2

3

1

What is special about CHARGE?
• Strong common characteristics BUT a very wide
range of ability and function
• Large number of anomalies (up to 38?)
• True multi-sensory impairment
• Frequently high developmental potential plus
features that normally suggest low developmental
potential
• Brilliant adaptive abilities but also bewilderingly
patchy development
• Sensory integration dysfunction that affects all
areas of development, learning, and behavior
• Significant difficulties with self-regulation and with
executive function
• Inherent high levels of stress
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David Brown - Am.J.Med.Gen. 2005
“Children with CHARGE syndrome are
truly “multi-sensory impaired”, having
difficulties not only with vision and
hearing but also with the senses that
perceive balance, touch, temperature,
pain, pressure, and smell, as well as
problems with breathing and
swallowing, eating and drinking,
digestion, and temperature control.”
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David Brown - Am.J.Med.Gen. 2005
“….the immense difficulties that children
with CHARGE face in almost everything
that they do, and, as a consequence, ….
the very high levels of stress with which
they must live for much or even all of their
lives. Time spent trying to reduce stress
levels, and trying to give the children
acceptable strategies for doing this for
themselves, must be one of the most
precious gifts we can offer them, and one
of the biggest favors we can do ourselves
as educators, therapists, and family
members.”
6
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Cranial Nerve:

Major Functions:

I Olfactory

smell

II Optic

vision

III Oculomotor

eyelid and eyeball movement

IV Trochlear

innervates superior oblique
turns eye downward and laterally

V Trigeminal

chewing
face & mouth touch & pain

VI Abducens

turns eye laterally

VII Facial

controls most facial expressions
secretion of tears & saliva
taste

VII
Vestibulocochlear
(auditory)

hearing
equillibrium sensation

IX Glo ssopharyngeal

taste
senses carotid blood pressure

X Vagus

senses aortic blood pressure
slows heart rate
stimulates digestive organs
taste

XI Spinal Accessory

controls trapezius &
sternocleidomastoid
controls swallowing mov ements

XII Hypoglossal

controls tongue movements
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“The Forgotten Senses”
PROPRIOCEPTION
The receptors are
in the muscles and
joints throughout
the body
Tells us about the
position of our body
and all of our limbs,
and if anything is
moving

VESTIBULAR
The receptors are
in the Inner Ears
Tells us about head
position & the pull
of gravity, detects
motion, and it has
very close links
with the eyes and
vision
8

Proprioception
versus

active touch

9
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The Proprioceptive Sense
• Helps us to plan, position, and grade
our movements without looking to
see what we are doing.
• From Latin - “An awareness, or a
feeling, of one’s own self”.
• It is one specialized aspect of the
complex sense of touch, like a kind
of ‘internal touch’.
• The receptors of this sense respond
to the stretching or compression or
twisting of joints and muscles.
• It keeps our brains constantly aware
of the position of all our body parts,
and also tells us if they are moving
or not.
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When the proprioceptive sense is not working
properly some common outcomes may be:
• Inability or reluctance to push up on the hands
and arms when laying face down, because of an
inability to “feel” and control the joints in the
fingers, wrists, elbows & shoulders.
• Inability or reluctance to stand and bear weight
because of an inability to “feel” and control the
joints in the toes, ankles, knees & hips, while
also maintaining vertical stability in the spine.
• Frequent use of the arms and hands to prop the
head/upper body, or leaning against furniture,
walls, posts, trees, or other people.
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When the proprioceptive sense is not working
properly some common outcomes may be:
• Feet stamped or slapped repeatedly on the
floor when cruising or walking to maximize the
tactile and proprioceptive sensation (“feeling
the feet”).
• Later on, walking tip-toe to maximize the
pressure input through the feet, ankles, calves,
knees, thighs and buttocks (another way of
“feeling the feet”).
• Clumsy, poorly coordinated movements, often
with self-taught correction strategies.
12
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When the proprioceptive sense is not working
properly some common outcomes may be:
• Use of too little force, or excessive force when
touching, patting, grasping, pushing or pulling things,
or lifting and placing things - may often drop objects.
• Seeking strong pressure or stretching inputs, eg.
squeezing into tight spaces, crossing or twisting limbs
around each other, twisting a foot or a leg around the
leg of a chair, binding body parts with cloth or string or
rubber bands, pulling downwards on the teeth and
lower jaw, grinding the teeth, tapping the teeth, hand
clapping or flapping, leg swinging or kicking, hanging
from a bar, jumping up and down, banging the head,
13
hammering objects.
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What can we do to help?
• Consult with an Occupational
Therapist (preferably trained
in Sensory Integration
therapy), a Physical
Therapist, and an Adapted
Physical Education Teacher,
and implement their
suggestions.
• Deep pressure massage,
brushing programs, and
rhythmic joint stretching and
compression.
• Use of weighted clothing, a
heavy blanket across the lap
when seated, heavy shoes,
heavy bed covers.
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What can we do to help?
• Acceptable binding eg. in a
blanket, tight gloves, tight
socks, lycra clothing.
• Specific exercises to
improve proprioceptive
awareness.
• Chewing gum or ‘chewy’
items.
• Hydrotherapy, horse riding,
crash mat, climbing frame,
trampoline, wrestling.
• Do not judge - respect the
child and work to boost their
19
confidence.

The vestibular sense….
• tells us about head
position & the pull of
gravity
• tells us which way is
“up”
• detects motion
• links very closely with
the eyes and vision, and
with proprioception
20

The Equilibrium Triad
Touch/Proprioception

Vision

Vestibular
21
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Dr. George Williams “Balance in CHARGE”
CHARGE Foundation Manual

Vestibular function has a role in…
• Detecting motion
• Detecting & responding to gravity
• Providing stability during body
movement
• Locating body parts & developing
body schema
• Influencing muscle tone and posture
22

Dr. George Williams “Balance in CHARGE”
CHARGE Foundation Manual (cont.)

• Facilitating the crossing of the
midline
• Motor control, coordination &
sequencing
• Assisting with auditory & visual
perception
• Modulating arousal & alertness for
attention and calming
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“After air to breathe,
postural security is our
next most urgent priority.”
Jean Ayres
24
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This is normal viewing posture…
…when you have no
vestibular sense,
upper visual field
loss, poor tactile &
proprioceptive
perception, & low
muscle tone.
25

Early effects of poor (or missing) balance
sense in children with CHARGE Syndrome
(Brown AJMG March 2005)

• Low muscle tone (“floppy muscles”)
• Poor head control & poor ability to resist
gravity
• Strong postural insecurity when held
upright
• Strong preference for being flat on the
back
• Delayed mobility & unusual movement
patterns (eg. back scooting, side-winding,
5-point crawl)
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Early effects of poor (or missing) balance
sense in children with CHARGE Syndrome
(Brown, cont.)

• “W” sitting to have a broader, more
secure base
• Better visual, auditory and fine motor
skills in supine than in the upright position
• Poor bilateral coordination, with hand and
eye dominance either total or missing
• Fatigue after trying to resist gravity for
periods of time
27
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What can we do to help?(1)
• Respect compensatory
behaviors as functional, and
help the child to make their own
choices. Do not attempt to
remove these compensatory
behaviors until their function
has been established.
• Suggest Occupational Therapy
(preferably trained in Sensory
Integration therapy) and a
Physical Therapy evaluation,
and implement the therapist’s
suggestions.
• Pace activities to facilitate
optimal functioning and to
minimize fatigue and stress.
28

What can we do to help?(2)
• Work that improves the
functioning of other
sensory channels can help
to ameliorate the impact of
vestibular difficulties.
• Handle younger children to
minimize stress (eg. use
anticipation cues, use
appropriate speed &
direction of movement,
provide physical support
for the head and limbs).
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What can we do to help?(3)
• Always make
appropriate physical
support available (eg.
seating, table, things to
lean against, you
yourself).
• Allow periods of
movement or repose, as
appropriate, for
reorganization of the
whole body and all its
sensory systems.
30
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What can we do to help?(4)
• Isolate lines of text (eg.
large font on screen,
typoscope).
• OBSERVE for indications
of under-arousal or overarousal and know what to
do about it (if the child
cannot do this
themselves).
• Think about the total
demands made on the
child by every activity in
every situation (ie. think
multi-sensory).
31

Mental retardation? Or….
• No balance sense
• Low muscle tone
• Visual impairment
• Hearing
impairment
• Facial palsy
• Executive function
deficit

32

Mental retardation? Or….
• Breathing
difficulties
• Eating difficulties
• Illness,
hospitalization
• Sensory
defensiveness
• Inappropriate
assessment
33
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Seizure disorder?

34

David Brown - Am.J.Med.Gen. 2005
“Many people with CHARGE demonstrate
difficulties with vocabulary recall, initiating
communicative exchanges, and with
clearly articulated expression, in the
abstract forms of spoken and/or sign
language. Provision of a communication
mode with a concrete component (eg.
objects, symbols, pictures, written words)
can be of immense help in aiding recall, in
encouraging initiations, in clarifying
meaning, and in generally fostering a more
confident, animated, and fluent
communicative style.”
35

Jude Nicholas - 2005
Jude asks if there are specific deficits in executive
functioning in people with CHARGE Syndrome. He
says there is a need for:
• Increased communication skills
• Adaptations to facilitate improved attention
• Teaching improved organizational skills
Am.J.Med.Gen.
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Obstacles to the clear articulation of
speech for people with CHARGE (1)
•
•
•
•
•
•
•
•

Hearing Impairment
Vision Impairment
Facial Palsy
Low muscle tone
Poor tactile sense
Oro-facial clefting
Enlarged Tongue
Poor tongue
movement
37

Obstacles to the clear articulation of
speech for people with CHARGE (2)

• Small lower jaw
• Larynx/Pharynx
anomalies
• Breathing difficulties
• Swallowing
difficulties
• Dental anomalies
• Delayed/immature
eating skills
38

•
•
•
•
•
•

Obstacles to the clear articulation of
manual signs for people with CHARGE (1)
Low or poorly
modulated muscle
tone
Poor tactile sense
Poor proprioceptive
sense
Poor spatial
awareness
Dyspraxia
Poor body
awareness
39
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Obstacles to the clear articulation of
manual signs for people with CHARGE (2)

• Poor bilateral
coordination
• Poor sense of
balance
• Various postural
difficulties
• Low vision or
blindness / visual
field losses
• Skeletal anomalies
40

Comfortable Shoes

41

Individualization
I would argue that what people with an
intellectual disability need more than anything
else is to be accepted and respected as they
are. The aim of all of us who engage with them
should be to support who they are, to provide
the supports so they can be who they are, and
to interact with them in such a way that their
ways of being are appreciated and nurtured
rather than undermined and dismissed. What
this requires is stretching our rules of
engagement and intimacy.
Jani Klotz
42
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What might be needed? (1)
• 1-to-1 support
• Sensory Impairment Team
(Services for Blind, Deaf,
Deafblind, as appropriate)
• Physiotherapy, Occupational
Therapy, & Speech Therapy
support
• Sensory Integration program
• Adapted furniture
• Controlled or adapted
environments
• Functional activities
43

What might be needed? (2)
• Individualized motivators
• Appropriate communication
systems (possibly multimodal, including a concrete
system)
• Individualized pacing
• Facilities for safe rest
periods
• Specific support for group
sessions
• Nursing or paramedical
support
• A teacher who has ‘IT’
44

Why might a school district or teacher NOT want a child
with CHARGE in their classroom (so they tell me)?
•
•
•
•
•
•
•
•
•
•
•
•
•
•
•
•

Fragile
Slow
Unpredictable/impulsive
Stubborn
Inconsistent (ie. patchy development)
Inconsistent (ie. variable functioning)
Lazy
Disruptive/ Anti-social
Activity levels (too high/ too low)
Inattentive/distractible
Messy
Autistic
Mentally retarded
Needs individualized program
Needs individualized communication
system
Blah, blah, blah……….

45
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“Life, liberty, and the pursuit of happiness”

Is emotional competence ever an educational goal?

David Brown
CDBS Education Specialist
2. Bundestreffen von CHARGE
Oberwesel, Deutschland
20 - 22 Juni 2008

1

2

A worldwide community

3
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So what’s wrong with the (education) world?
1. Too much focus on ‘discrete skills & outcomes’,
and no focus on ‘processes’.
2. Real individualization is rare.
3. People mistake compliance for emotional
maturity.
4. “Our children are fires waiting to be lit, not
vessels waiting to be filled” (Flo Longhorn).
5. Self-regulation issues are rarely on the agenda.
6. Separation of ‘education’ and ‘therapy’.
7. Too much focus on the distance senses of vision
& hearing, while other, more fundamentally
important, sensory systems are largely
4
unnoticed and ignored.

Francis Fukuyama
“While many would list human
reason and human moral choice as
the most important unique human
characteristics that give our species
dignity, I would argue that
possession of the full human
emotional gamut is at least as
important, if not more so.”
“Human nature is very plastic …But
it is not infinitely malleable, and the
elements that remain constant,
particularly our species-typical
gamut of emotional responses,
constitute a safe harbor that allows
us to connect, potentially, with all
other human beings.”
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Without emotions there can
be no joy, no values, no
motivation. Emotions are
very powerful tools for
learning. The heart goes
out of teaching when we
become more concerned
with where we’re going
than where we and the
children are.
Rob Long, Times Educational
Supplement 1999
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CHARGE & mental health
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EMOTIONAL INTELLIGENCE

• Identifying emotions
• Understanding
emotions
• Managing emotions
• Using emotions
Paula Ford-Martin 2002
8

Social and Emotional competence
(Adapted from Jean Brunelli, RN)

SOCIAL COMPETENCE
Behaviors that enable a
person to develop and
participate in positive
interactions with others
EMOTIONAL COMPETENCE
The ability to effectively
regulate emotions to
accomplish your goals
9
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Assessing social and emotional
 There is a sequence to
development

development in both
areas
 Development in both is
shown by similar activities
 Social development is
related to functioning with
other people
 Emotional development is
internal and is
demonstrated in selfregulation, focus, and the
initiation of both new and
10
familiar activities

[Self-regulation]… “is defined as
the capacity to manage one’s
thoughts, feelings and actions
in adaptive and flexible ways
across a range of contexts”
Jude Nicholas, CHARGE Accounts, Summer 2007
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The 9 levels of arousal
(Carolina Record of Individual Behavior)

•
•
•
•
•
•
•
•
•

Uncontrollable agitation
Mild agitation
Fussy awake
Active awake
Quiet awake
Drowsy
Active sleep
Quiet sleep
Deep sleep
12
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Key concepts in understanding social and
emotional development
•
• Feeling safe, secure,
and understood makes
successful learning
possible
• The adult-child
relationship is the key to
•
the child’s resilience
• Physiological,
emotional, and
behavioral resilience is
the key to development

Nurturing care-giving
provides genuine
dialogue for the
development of
attachment & mastery of
self-regulation
Brain research shows
that lack of “goodness of
fit” may lead a child to be
prone to distress and to
increased regulation
problems
13

“Goodness of fit” (1)
It is critical to brain
development,
secure attachment,
and eventual selfregulation of
emotions and
behavior
14

“Goodness of fit” (2)
The child can
demonstrate their
physiological and
emotional needs,
and familiar people
can note and
respond to these
needs.
15
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“Goodness of fit” (3)

Occurs easily if the adult has learned to read and
respond to the infant’s cues, and if the adult’s
current life circumstances are not overwhelming
and provide the necessary social, emotional,
and economic support
16

Risk factors
• The child’s temperament is intense, cues are
sporadic, resistant, or inconsistent
• The above may lead to increased sensitivity,
proneness to distress, and self-regulation
issues
• Neurological and sensory difficulties may
interfere with attachment
• Multiple issues result in altered social and
behavioral competencies in both infant and
adult
• Social and environmental issues impinge on
the infant-adult duo’s ability to interact in
typical ways
17

David Brown - Am.J.Med.Gen. 2005

“….the immense difficulties that children
with CHARGE face in almost everything
that they do, and, as a consequence, ….
the very high levels of stress with which
they must live for much or even all of their
lives. Time spent trying to reduce stress
levels, and trying to give the children
acceptable strategies for doing this for
themselves, must be one of the most
precious gifts we can offer them, and one
of the biggest favors we can do ourselves
as educators, therapists, and family
members.”
18
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Cameron’s questions

19

Does poor sensory perception (ie. poor or
delayed or fragmented feedback) explain…?

• Need/preference for strong inputs
• Apparent sudden and extreme reactions to
pain (I had no idea I was hurting until I was
in agony)
• Apparent sudden and explosive changes in
emotional state (I had no idea I was angry
until I was furious/ I had no idea I was
scared until I was terrified)
• Apparent executive function problems
• And is impulsivity an outcome of the above
- or sometimes a functional solution?
20

“Emotional development involves
mastery”
Lilli Nielsen

21
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van Dijk & Nelson
“Principles of Assessment” (2001)
“The foundation of the assessment is the
establishment of a relationship with the child and the
creation of a secure base that begins with the child’s
interests and successes, and it is the responsibility of
the assessor to adjust his/her emotions, cognitive
level and communications to those of the child.” pp 4-5
“Pre-assessment planning begins by talking with the
child’s parents…to obtain information about the child’s
history, interests, preferences,
motivators…Information is gathered about the child’s
preferred learning channels…as well as what the child
likes and dislikes” pp 5-6
22

van Dijk & Nelson
“Principles of Assessment” (2001)
• “The child’s interests guide
the process: therefore, the
assessment begins by
following the child’s interests
and movements.” p6
• “It is our hope that by
carefully following the lead
and interests of
children…educators will
come to know and
understand the children and
how they learn,
communicate, socialize, and
23
solve problems.” p25

David Wiley “Where is there joy in this IEP?”
(www.tsbvi.edu/Outreach/seehear/fall04/joy.htm)

 Find out what is motivating to the student
 Assess to see if the student is enjoying the day
at school
 Plan activities that incorporate motivating
elements for the student
 Alternate less motivating activities with ones
that create joy
 Teach language using highly motivating topics
 Teach literacy using highly motivating topics
24
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The limits of my
language are
the limits of my
world.
Ludwig Wittgenstein
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van Dijk & Nelson
“Principles of Assessment” (2001)

• Make the child at ease
• Determine the child’s biobehavioral state
• Determine the child’s
interest
• Follow the child’s interest

26

Jean Ayres’ theory
That the environment has a crucial
impact on brain development, that
the brain changes in response to
external stimuli, and that
experiences resulting from sensory
inputs and the child’s responses to
them affects brain development.
27
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Key principles of Sensory Integration
Therapy

1. The Just Right Challenge
2. The Adaptive Response
3. Active Engagement
4. Child-directed
28

Linda Stephens “Sensory Integrative Dysfunction in
Young Children” See/Hear Fall 1997

Sensory Dysfunction & Young Children

• Attention & Regulatory Disorders
• Sensory defensiveness
• Activity Levels (Disorganized, Immobile,
Repetitive/Stereotypical, Clumsy, Overexcitable, Needing strong sensory
inputs)
• Behaviors
29

The specific objectives of Sensory
Integration Therapy are: (Karen Nagel)
• Achievement of an alert, calm state
• To promote the organization of the
Central Nervous System
• To enhance the child’s ability to
regulate and adjust the sensations
from their environment
• To increase conceptual development
30
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In my work with children with CHARGE I
am always thinking about their “sensory
comfort” and their “sensory confidence”

31

Comfortable Shoes
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“Yes, but are they happy love?”
(Mother Brown)

33
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SESAME - Steps and Excellent Strategies
for Achieving Maturity that is Emotional
• Be aware of the emotional state of the child - observe,
interpret, intervene appropriately, and educate others
• Consider Social Competence & Emotional Competence
inseparable - mastery of skills/ planning & choices/
relationships/ communication
• Consider and deal with the barriers to emotional maturity
that are inherent in deaf-blindness
• Explore links between sensory perception and selfawareness of emotional state; consider a Sensory
Integration perspective and/or other therapies
• Use communication & language that includes a focus on
emotional states right from the start
• Provide appropriate and on-going support for those most
34
involved with the child

12

