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ABSTRACT

The aim is to create awareness about Patterson syndrome among dental students.
Patterson-Stevenson-Fontaine syndrome is a very rare condition marked by irregular
facial bone and tissue growth (mandibulofacial dysostosis) as well as limb abnormalities.
A recessed jaw (retrognathism), cleft palate, and external ear defects are all possible
symptoms of this disorder. A total of 112 undergraduate dental students participated
in a longitudinal cross-sectional sample. To assess college students’ awareness about
Patterson syndrome, a self-administered, closed-ended questionnaire was developed
and distributed. The only language allowed was English. The results were analyzed in
SPSS software version 23. 10.71% of females and 14.29% of males were aware about
Patterson syndrome. 32.14% of females and 38.39% of males were aware that Patterson
syndrome was a rare adrenal disorder. We can conclude that very few of the population
which was only 25% of the dental students were aware about Patterson syndrome and
this survey helped in creating awareness about this syndrome.

Key words: Innovative technique, mandibulofacial deformities, novel method, Patterson
syndrome, syndactyly

limb defects. Patterson-Stevenson-Fontaine syndrome is
passed down through the generations in an autosomal
dominant pattern.®! A person’s symptoms that are

Patterson-Stevenson-Fontaine syndrome is a very rare
condition marked by irregular facial bone and tissue
growth (mandibulofacial dysostosis) as well as limb
abnormalities.l A recessed jaw (retrognathism), cleft
palate, and external ear defects are all possible symptoms
of this disorder.” The split-foot deformity is also seen
in this syndrome, which is also known as ectrodactyly;
hence, Patterson syndrome is the combination of these
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associated with the syndrome can be used to diagnose the
disorder. The goal of treatment is to alleviate each person’s
symptoms.*! Patterson-Stevenson-Fontaine syndrome
is characterized by symptoms that begin at birth. Face
characteristics and a split-foot deformity are among the
signs. Mandibulofacial dysostosis is characterized by a
receding jaw (retrognathism), a cleft palate, and changes
in the external ear features.® Patterson-Stevenson-Fontaine
syndrome affects some people with all of these symptoms,
while others only have symptoms that affect their face
or feet.’! The causes of this syndrome are still a mystery
to scientists. It may be caused by a particular genetic
alteration (mutation), but the gene responsible has yet to
be discovered. Since the syndrome’s signs are present from
birth, a mutation in a gene that governs the development
of the face and feet is most likely to blame.!”!
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Patterson-Stevenson-Fontaine syndrome is passed down
through the generations in an autosomal dominant
pattern. This means that a modification (mutation) in only
one copy of the responsible gene in each cell is sufficient
to trigger the syndrome’s symptoms.® This syndrome
has yet to be pinpointed as to what gene is responsible
for the proper development of the face and feet. When
an individual with Patterson syndrome has offspring,
each offspring has a 50% (1 in 2) risk of inheriting the
syndrome’s gene change. Patterson-Stevenson-Fontaine
syndrome, on the other hand, has been stated to have a
lower penetrance rate.’! This means that not everyone
who has a disease-causing mutation will develop
symptoms. As a result, this state has the potential to
“skip” generations. When a person with the syndrome
has a child who has the gene change but no symptoms
of the syndrome, the child can develop symptoms of the
syndrome when the person has more children. Patterson
syndrome manifests itself in a variety of ways. This means
that not everyone who is affected may experience the
same effects, and some individuals may be more seriously
affected than the others.!"*!!l Extensive research experience
and deep knowledge of our team helped to translate it into
publications of high quality.['**! The aim of this survey
is to assess the awareness of Patterson syndrome among
the college students.

MATERIALS AND METHODS

A total of 112 dental undergraduates participated in a
longitudinal cross-sectional sample. To assess college
students.” awareness about Patterson syndrome, a
self-administered, closed-ended questionnaire was
developed and distributed. The only language allowed was
English. The statistical analysis was done by SPSS software
(IBM, India). The association between the variables in
comparison with gender was assessed by Chi-square test
and Pearson correlation analysis. P < 0.05 is considered to
be significant statistically.

RESULTS AND DISCUSSION

The results showed that 10.71% of females and 14.29% of
males were aware about Patterson syndrome [Figure 1].
32.14% of females and 38.39% of males were aware that
Patterson syndrome was a rare adrenal disorder [Figure 2].
Only 7.14% of females and 14.29% of males were aware that
Retrognatism, cleft palate and anomalies of the external
ear are symptoms of Patterson syndrome [Figure 3]. Fifty
percent of the participants have replied that diagnosis
of Patterson syndrome is based on symptoms [Figure 4].
43.75% of the students have replied that surgery for this
syndrome is possible only in presence of abnormalities
like cleft palate or syndactyly [Figure 5]. Only 44.64%
of the participants were aware that Patterson syndrome
is an autosomal dominant disorder [Figure 6]. 54.47%
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Figure 1: The graph shows the awareness of participants about
Patterson syndrome. X-axis indicates gender and Y-axis indicates
the responses. Blue indicates “yes” and green is “no.” 10.71% of
females and 14.29% males were aware whereas 38.39% of females
and 36.61% of males were not aware. P = 0.293, (>0.05) hence, not
significant statistically

of the participants replied that Patterson syndrome
has mandibulofacial dysostosis [Figure 7]. 39.39% of
the participants were aware that Patterson syndrome
is also known as Leprechaunism [Figure 8]. There
were 49.11% of female participants and 50.89 of male
participants [Figure 9].

Patterson syndrome is diagnosed when a person exhibits
symptoms that are consistent with the syndrome. On the
basis of ultrasound, it may be possible to diagnose the
condition before a child is born (prenatally). However,
since the condition is so uncommon, it is unlikely to
be discovered unless a family member suspects it.[*’]
Patterson syndrome is treated by focusing on the
individual’s specific symptoms. Any of the symptoms
of the condition, such as cleft palate and syndactyly, can
be treatable with surgery. However, not all symptoms
of the condition can be treated with surgery. Hearing
aids may be required for people who have hearing loss.
Since Patterson-Stevenson-Fontaine syndrome is so
uncommon, the long-term outlook for those who are
affected is unknown.! This syndrome has been linked
to the birth of infants, and it does not appear to affect
life expectancy. The etiology of Patterson syndrome is
unknown, as discussed. However, it was observed that
glycosaminoglycan secretion was abnormal qualitatively
and quantitatively in some Patterson syndrome patients,
but patterns of mucopolysaccharidoses are difficult
to assess. Patterson patients usually have normal
mucopolysaccharides observed in urine. The radiographic
showings are distinct and unlikely to be mistaken for any
other type of bone dysplasia.”! While there are similarities
to polyostotic fibrous dysplasia, hypophosphatasia, and
certain types of metaphyseal chondrodysplasia on the
surface. Because the overall picture and natural history
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Figure 2: The graph represents whether the participants were aware
that Patterson syndrome is a rare, genetic and adrenal disorder. X-axis
indicates gender and Y-axis indicates the responses. Blue indicates
“yes” and green is “no”. 32.14% of females and 38.39% males were
aware whereas 16.96% of females and 12.50% of males were not
aware. P =0.171, (>0.05) hence, not significant statistically

Bar Chart
30 Is diagnosis

syndrome
based on
symptoms?

Myes
B0

Count

Female Male

gender

Figure 4: The graph represents whether the participants were aware
that diagnosis of Patterson syndrome is based on symptoms. X-axis
indicates gender and Y-axis indicates the responses. Blue indicates
“yes” and green is “no”. 24.11% of females and 25.89% males were
aware whereas 25% of females and 25% of males were equally not
aware. P=0.500, (>0.05) hence, not significant statistically

of the condition are so dissimilar, there should be no
difficulty in making a differential diagnosis.®"

The survey was conducted only among dental students of
Saveetha Dental College, so future surveys can be done,
including other colleges from various parts of India, so
we could assess the awareness of various hereditary
disorders like Patterson syndrome. The survey could help
in the early diagnosis and assessment of complications
of Patterson syndrome through some oral manifestation
which can, in turn, prevent more severe complications
of this disease.

Limitation
The limitation of this study is smaller population and same
geographic location.
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Figure 3: The graph represents whether the participants were
aware about the facial features of Patterson syndrome. X-axis
indicates gender and Y-axis indicates the responses. Blue indicates
“Retrognatism”, green indicates “cleft palate”, red is “anomalies of
the external ears” and orange represents “all of the above”. 23.21%
of females and 9.82% of males say it as Retrognathism, 11.61% of
females and 12.50% of males have replied as cleft palate, 7.14%
of females and 14.29% of males have replied as anomalies of the
external ear. 7.14% of females and 14.29% of males have given a
reply as all of the above. P = 0.002, (<0.05) hence, not significant
statistically
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Figure 5: The graph represents whether the participants were
aware that surgery for Patterson syndrome is possible only in case
of abnormalities like cleft palate or syndactyly is present. X-axis
indicates gender and Y-axis indicates the responses. Blue indicates
“yes” and green is “no”. 24.11% of females and 19.64% males were
aware whereas 25% of females and 31.25% of males were not aware.
P=0.117, (>0.05) hence, not significant statistically

Future scope

Future studies should be conducted in a larger population
and a wider range of geographically located people should
be included.

CONCLUSION

Creating awareness plays a key role in providing the best
treatment and early diagnosis of a disorder. The survey
showed that the awareness of Patterson syndrome among
the dental students was only average. Hence, this survey
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Figure 6: The graph represents whether the participants were
aware that Patterson syndrome is an autosomal dominant disorder.
X-axis indicates gender and Y-axis indicates the responses. Blue
indicates “yes” and green is “no”. 16.07% of females and 28.57%
males were aware whereas 33.04% of females and 22.32% of males
were not aware. P =0.010, (<0.05) hence, significant statistically
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Figure 8: The graph represents whether the participants were
aware that Patterson syndrome is also known as Leprechaunism.
X-axis indicates gender and Y-axis indicates the responses. Blue
indicates “yes” and green is “no”. 21.43% of females and 17.86%
males were aware whereas 27.68% of females and 33.04% of
males were not aware. P = 0.232, (>0.05) hence, not significant
statistically

helped in creating awareness about Patterson syndrome
among dental students.
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Figure 7: The graph represents whether the participants were aware
that Patterson syndrome has any mandibulo facial dysostosis. X-axis
denotes gender and Y-axis denotes the responses. Blue indicates “yes”
and green indicates “no”. 26.79% of females and 27.68% males were
aware whereas 22.32% of females and 23.21% of males were not
aware. P=0.569, (>0.05) hence, not significant statistically
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Figure 9: The graph represents the gender of the participants. X-axis
denotes gender and Y-axis denotes the responses. 49.11% of females
and 50.89% of male participants
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