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ABSTRACT

Aim: The purpose of this case report is to define oral-dental
findings of Laron Syndrome. Laron syndrome, is a very rare
familiar disorder with autosomal recessive transition.

Case Report: A 11-year-old patient applied to Marmara
University Faculty of Dentistry for dental treatment. She had
growth inadequacy, small face and high pitched voice which
are among the symptoms of the syndrome.

Materials and Methods: In the intraoral examination,
decays and crowded teeth on the upper jaw were observed
due to small sized maxilla. The patient also had gingival
inflammation due to the poor oral hygiene. The restorations
were made and the patient was informed about the oral
hygiene behaviors. Clinical Findings: Patients with Laron
Syndrome have severe postnatal growth failure and a low
level insulin like growth factor- 1(IGF-1). Children have very
high-pitched voice, saddle nose, delayed puberty and delayed
onset of teething.

Keywords: : Laron syndrome, growth hormone insensitivity,
growth failure
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OZET

Amag: Laron Sendromu otozomal cekinik gecis gosteren
ve nadir goriilen ailesel gecisli bir hastaliktir. Bu olgu
sunumunun amaci Laron Sendromu tanist konulmus hastanin
ag1z ve dis bulgularmin tanimlanmasidir.

Olgu Sunumu: 11 yagindaki hasta ¢iiriik dislerinin tedavisi
amactyla Marmara Universitesi Dis Hekimligi Fakiiltesi'ne
bagvurmustur. Hasta sendromun bulgularindan olan biiyiime
yetersizligi, kiigiik yiliz ve ince-tiz sese sahiptir.

Materyal ve Metod: Hastanin agiz i¢i muayenesinde, dis
ciiriikleri ve iist ¢ene gelisiminin yetersizligine bagli olarak
caprasik digler gozlendi. Zayif agiz hijyenine bagl olarak
digeti enflamasyonu tespit edildi. Hastanin ¢iiriik olan disleri
restore edilip agiz hijyen egitimi verildi. Klinik Bulgular:
Laron Sendromlu hastalar Insiilin Benzeri Hormon (IGF-1)
eksikligine bagli olarak dogum sonrasi gelisim yetersizligine
sahiptir. Bu hastalarda dis gelisiminde gecikme, ince ses,
semer burun ve gecikmis puberteye rastlanir.

Anahtar Kelimeler: Laron Sendromu, Biiyiime Hormonu
Duyarsizligi, Biiyiime Yetersizligi
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INTRODUCTION

Laron Syndrome (LS) is a rare familial disease
with autosomal recessive transition. Growth
hormone (GH) receptor gene has mutations or
deletions."? The syndrome was first reported
in 1966 in three siblings of Israeli origin
by Zvi Laron.** The incidence is not exactly
known but the cases are reported mostly from
Mediterranean or Middle Eastern regions.!
Syndrome ratio for males and females varies
similarly.! The growth hormone, which is the
main factor of the postnatal growth, leads
to inadequacy of generation of insulin-like
growth factor 1 (IGF-1) when defects occur.>°

Patients with LS have a characteristic
appearance such as; considerable reduction
in adult height, frontal bossing, sparse hair,
small maxilla-mandible and orbits, saddle
nose, retardation of facial bone growth due
to the lack of IGF-1.4%7 Patients also have
prominent high-pitched voice due to the
narrow oropharynx.>® Clinically progressive
dwarfism is manifested with the adult height
ranging from 116 to 142 cm in men and 108
to 136 cm in women. In addition to that, the
hands and the feet are small that is called
acromicria.®’ The typical clinical attributes
of LS are elevated serum GH and low serum
IGF-1.°

Patients with LS have smaller maxilla and
mandible compared to healthy people therefore
the appearance of their faces have smaller
pattern and they have dental malocclusion.!'”
In most patients the onset of teething is
retarded, defective and breaking early with
many caries because of small mandible teeth
become crowded and irregular.® Patients with
LS have increased enamel thickness but many
of them lose their teeth during their midlife.?
The roots of the permanent teeth delays
development patterns and also the shedding
of deciduous teeth are retarded.'”
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A 11 years-old patient, has received IGF-1
replacement treatment in Pediatric Department
of Istanbul University Faculty of Medicine,
for approximately 8 years. Until now, the
patient has not caught up with the normal
growth ratio. Even though, the patient’s 11
year-old height is 110 cm and her weight is 24
kg, the Body Mass Index (BMI) is calculated
as healthy. (19.8=healthy weight according
to National heart, Lung and Blood Institute)
(Figure 1).

Figure 1: A 11-year-old girl with LS

The patient applied to Marmara University
Faculty of Dentistry for the treatments of
decayed teeth. She has the growth inadequacy,
small face and pitched voice which are among
the symptoms of the syndrome. Her parents



have consanguineous marriage and her
younger sister also has LS.

In the intraoral examination, crowded teeth
on the upper jaw due to small maxilla and
decays in teeth with numbers; 16-26-36-55
were observed (Figure 2). The patient also
had gingival inflammation due to poor oral
hygiene.

o

Figure 2 : Panoramic X-ray of the patient

The caries of permanent molars was the
enamel caries that composite (Charisma
smart) materials were used for the restorations.
Additionally, compomer (Dentsply dyract)
material was used for the restoration of the
superficial enamel decay of the primary teeth.
The fluor varnish (duraphat) was applied for
the prophylactic treatment in case of potential
caries (Figure 3).

e,
Figure 3: Intraoral clinical views of the
patient
DISCUSSION

The only medical treatment option for LS is
the injection of recombinant IGF-1 once a
day. The injection should be administered
with a daily meal so that hypoglycemia could
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be avoided.*If it is not injected with a meal,
IGF-I may lead to hypoglycemia® Obesity,
water retention, intracranial hypertension,
tachycardia and arrhythmia are some of the
adverse effects of IGF-I treatment.* The
patient of our study also applies the injection
of recombinant IGF-1 once a day.

The characteristic physiognomies of the
patients with LS indicate the developmental
delays because of the lack of IGF-1.” The
patients also have oral and dental findings due
to LS and treatment procedures.* The patient
has dental malocclusion due to the small
mandible and maxilla however all the dental-
oral findings of the LS were not observed.

The patient consumes sucrose containing
diets frequently, taking into consideration all
high-risk factors, the teeth were expected to
be with more caries. However, the patient did
not have expected amount of decays despite
poor oral hygiene.

The patients with LS have undeveloped body,
face and mouth pattern due to the progressive
growth failure.>® Because of that; it is hard
to administer complex and advanced dental
treatments.

Regular dentist visits and prophylactic dental
treatments are required to inhibit oral-dental
problems when undersized maxilla- mandible
and limited mouth opening are considered.

It is very fundamental to contact medical
consultation for both medical doctors and
dentists in such multiple organ involvement
cases since the dentists play a specific role in
diagnosing and treatment plans.'’

Treatments in patients with LS will develop
their life quality and also improve their self-
confidence in social life.
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