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x Metatropic Dysplasia is a rare desease in which as reported in
literature Kyphoscoliosis mainly in lumbar and thoracolumbar area is
progressively severe with poor results also with surgery correction.
Thorax deformities, esophagites with refluxum, respiratory distress
are often observed.

x Heterozygous missense mutations of transient receptor potential
vanilloid 4 channel (TRPV4) cause a spectrum of skeletal disorders,
including brachyolmia, spondylometaphyseal dysplasia Kozlowski type,
metatropic dysplasia, parastremmatic dysplasia, and
spondyloepimetaphyseal dysplasia Maroteaux type.

x The aim of the work is reporting on the result of brace treatment in
five cases of Metatropic dysplasia with severe kyphoscoliosis treatec
from the age of six months up to four years.
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In the last three years we have
followed four cases that arrived
at our observation in the first
months after births.

One of the three cases was
extremely severe with triangular
chest and a severe kyphoscoliosis.

The remaining thorax was less
involved but the spinal deformity
was more than 40 degrees at the
first evaluation (about 4- 6
months).




In all case we used a full
time semisoft (Podialene ®)
progressive brace
correction modelled on
traction (Tu-Ta Rizzoli ®)
at the beginning with
anterior opening then at
eighteen months (mean age
of walking 18 - 24 mths)
with posterior opening. The
brace had to be replaced
every 6-8 months.




1st case
C.A

First evaluation 10
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The girl is actually walking
with good reduction In
lumbar kyphosis and
scoliosis, good
alignement of knee and
ankle, hip flexion but
reduced hyperabduction
and extrarotation.



2nd case
T.K.Born
October 2009

This girl arrived at first
evaluation at 8th
months.Bracing was well
accepted by the baby and the
family with a full time use (22
hrs/day).She actually have at
35 months a complete clinical
correction of kyphosis and
scoliosis.

X-ray at 8 months X -ray at 18 months




3rd case L.A.

9 months Thoracolumbar
Or JUIOOQ ” Kyphosis with mild left

y . lumbar scoliosis

20 months: Thoracolumbar
kyphosis apex T10 50°
Lumbar Thoraco scoliosis
T10 L4 26° sx Podialene
Brace used 8 hours a day.

30 -months: Clnical
evaluation: improvement of
Thoracolumbar Kyphosis -
Podialene Brace posterior
opening used 8 hours a day.




4th case B.N. born
March 2010.

$ This little boy, born in Spain arrived at our

i observation by means of Italian Association for M.D.
i on F.B. The first brace was built in Italy on the guide

¥ of calibrated photos: after two years of treatment

bracing was discontinued waiting for surgery

¢ decision.




In two cases we obtained normalization on the
lateral plane and reduction of scoliosis from 40° to
20°. In one case despite bracing we had a
progression of the thoracolumbar kyphosis from
30° to 50° and an actual improvement to 40° when
changing the opening of the brace from anterior to
posterior. In the severe form bracing has been
used only few hours a day and was uneffective on
the progression but however had a positive
respiratory response increasing diafragmatic
breathing.



Use of a full time semisoft brace in
metatropic dysplasia seems effective in
reducing progression of kyphoscoliosis,
improving and not reducing respiratory
function.

All children and family
agree on photo display




