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¢ A 20-years old right handed unmarried
male.

¢ He has history of difficulty in displacing of
heavy objects and elevation of upper limbs
with jutting backward of shoulders, inability




¢ Weakness in forceful closing of eyes,
inability to whistling with mouth,
prominent weakness in shoulder
abduction with some atrophy of shoulder




Pedigree demonstrating no
family of similar case




muscle exam
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Facial weakness
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Bouche de tapir sign




Popeye sign




Trapezius hump
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Winging of scapula




Muscle atrophy in proximal trunk




Muscle atrophy in shoulder girdle




Atrophy in arm muscles




Mild atrophy in quadriceps




Mild atrophy in proximal thigh




Distal muscle sparing
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&
(pain, paresthesia, sensory loss,
localized weakness, reflex loss)

NMJ (ophtalmoplegia, fluctuation no
atrophy)




FIGURE 28.6 An algorithm for
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scapula
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¢ Trapezius (XI CN palsy or C3,4
radiculopathy).

¢ Rhomboid (_Dorsal Scapular Nerve palsy



















LGMD2A (lower limb girdle atrophy and weakness and jutting
backward of medial border of scapula).

XI CN Palsy (winging with abduction but no hump and
involvement of Trapezius and STM, and sparing of other muscles).

Lon thoracnc verve palsy and C7 radlculopathy (C5 6,7 Ser.




¢ CPK 661
¢ LDH 491




¢ NCV STUDY WAS NORMAL.
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¢ Fiber size variability.
¢ Fiber degeneration and regeneration.
¢ Fiber splitting.
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FIGURE 83.18 Facioscapulohumeral dystrophy. Cellular
inflammarory responses ave noted in the biopsies from many
patients with this illness. These are more often assocuated with
necrotic fibers than with blood vessels. (Hematoxylin-cosin stain.)
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The responsible gene has been localized to
chromosome 4q35 in many, but not all,
families.

The most common time of presentation is

during adolescence but the age of onset is
from infancy to middle age.




ome patiel mMav have onlv miic
facial weakness whereas others

have total paralysis of the face and
severe weakness of other muscles

causing wheelchair confinement
during childhood.




The first is gradually descending AD
form.

The second is a jump form in which

the progressive weakness jumps
from the upper body to the peroneal
muscles.




The masseter, temporalis,
extraocular, and pharyngeal
muscle are usually unnaffected.

Shoulder weakness is presenting

symptoms in %85 of symptomatic
patients.




capul, a igth cractristi sin.
The scapula is placed more laterally

than the normal. It moves upwards in
shoulder abduction.

The deltoid muscle typically not
affected.




remains passive and
expressionless.
Affected children may sleep

with the sclera of the eyes
showing through partially
opened lids (normal corne
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age.

A striking feature is the extreme lumbosacral
lordosis seen when the child walks or stands.
This initially disappears on sitting, indicating
that a compensatory mechanism is used to

maintain balance.

Deafness and Coats' disease, an oxidative
vascular degeneration of the retina, are
associated abnormalities.
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elevated, muscle histological
preparations shows myopathic
features, sometimes with
scattered inflammatory foci.

The EMG shows myopathic
potentials.




there is significant inflammation in
the muscle biopsy.

Orthopedic and supportive

measures.







