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Orofacial function of persons having

Becker muscular dystrophy
Report from questionnaires

I I I u n - h The survey comprises 11 Questionnaires.

Estimated occurrence: The total number of persons in Sweden with Becker muscular
dystrophy is unknown; however, its incidence is estimated to be about 40 per 1 000 000 male
inhabitants. The disease occurs nearly exclusively in boys.

Etiology: The disease is caused by a mutation in the dystrophin gene. The type of mutations
occurring in Becker muscular dystrophy results in severe deficiencies of the protein dystrophin
in the muscle fibers. Dystrophin is important for muscle fiber cohesion. The absence ol
dystrophin renders the muscle fibers more susceptible to degeneratation. The dystrophy gene
is located on the X chromosome. In about a third of the cases, the disease is caused by a new
mutation.

General symptoms: The symptoms associated with Becker muscular dystrophy closely
resemble those of Duchenne muscular dystrophy but are milder. Pronounced symptoms may
however sometimes occur. Although muscle weakness is observed in a few cases during
infancy, symptoms appear much later in many. Muscle weakness nearly always begins in the
legs. About 20% of the cases will require some aid of a wheelchair; the age at which this occurs
greatly varies. Muscle weakness also often progresses with age to the upper body and arms.
As dystrophin is normally found in the skeletal musculature and heart muscle, as well as to a
lesser degree in the central nervous system, symptoms from the heart and central nervous
system may occur. Most have no symptoms from the respiratory tract. A tendency to slightly
lower learning ability is occasionally observed.

Orofacial/ odontological symptoms:

Muscle weakness in the masticatory and facial muscles, especially if occurring at an early age,
may lead to malocclusions. Muscle strength and endurance in the masticatory musculature may
gradually decrease. It then becomes more difficult to masticate food, which in turn may
eventually lead to altered dietary habits. In cases of reduced muscle strength in the arms and
hands, toothbrushing may be difficult.

Orofacial/ odontological treatment:
o Problems in managing toothbrushing and dental care due to tired and weak arm and jaw
muscles justify extra prophylactic dental care.
o Orofacial assistive devices should be tried when needed; among these, an electric
toothbrush may be of great help.
o Eating difficulties should be investigated and treated by a specialist team.

Sources
The rare disease database of the Swedish National Board of Health and Welfare.
The MHC database - The Mun-H-Center database of orofacial manifestations in rare diseases.
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Age distribution
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About dental health

About dental health - problems Oral health

Cavities in teeth [l 1 11

I Excellent
i 1 11
Bleeding gums B Fairly good
Loosening of the teeth| 0 10 [ Bad
Sores in mucous membrane| 0 11
Bad breath| 0 1
Faulty dentition 2 11
. . 17
Damaged teeth (accident) [l 1 " Has NN received orthodontic treatment?
Pain in mouth 2 11
Sleeps with open mouth 5 1
P P M Yes
i 11
Snoring 6 B No
Grinds his/her teeth 3 11
0 5 10 15
How does NN experience the dental care received? NN is considered to be in need of orthodontic
treatment
0=no problems/10=great problems 0=no need/10=great need
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How does NN manage to brush his/her teeth? If help is needed with brushing teeth, how does it
proceed?
0=well/10=not at all 0=no problems/10=great problems
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About eating habits

Is it possible to eat? About eating habits - problems

0=no problems/10=extreme problems

10 - n=11 Often chokes on food | 0 11
Coughs when receiving liquid | o 11
Takes long time to swallow bites of | o 11

5 | food |
Food/liquid goes up the nose | 0 11

’ -
. Food gets stuck in palate | 0 11
O+—@to—o00— Presses tongue forward when | 0 11

0 10 20 30 40 50 60 swallowing |
Age Swallows large pieces I 1 11
Is it possible to drink? Has difficulty in getting food off | o 1

0=no problems/10=extreme problems spoon |
10 - n=11 Food/liquids leak out of corners of | 0 11

mouth |
Has difficulty in opening mouth/jaws| 0 1
Sensitive in mouth l 1 1

5 J
Vomits often | o 1
Refuses to eat [ 1 1

L
i i 10
0 Moo . . . . Breast feeding problems as infant 2
0 10 20 30 40 50 60 ) ' ' '
Age 0 5 10 15
Food habits

Is it possible to suck?
0=no problems/10=extreme problems

10 n=11 Eats meat, hard bread etc. 10 11
Eats coarsly mashed food| 0 1
Eats strained food| 0 11
5 ] <4
Only liquid food | O 11
* Tube feeding [ 0 11
O+———oo— ——— .
0 10 20 30 40 50 60 Parenteral nutrition [ 0 11
Age 1
. . Does not receive enough nutrition | 0 10
Is it possible to swallow?

0=no problems/10=extreme problems

Eats too much 10

Can eat by himself/herself 11

Can eat by himself/herself to a 1

certain degree

Is always feed 1

Allergy to certain foods 10

O+—o—oo——— Special diet
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Age
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Drooling
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About drooling
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