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ABSTRACT

Majewski osteodysplastic primordial dwarfism type
1l (MOPD 1) is an unusual autosomal recessive
inherited form of primordial dwarfism, which is
characterized by a small head diameter at birth,
but which also progresses to severe microcephaly,
progressive bony dysplasia, and characteristic
facies and personality. This report presents a case
of a five-year-old girl with MOPD II syndrome. The
patient was referred to our clinic with the complaint
of severe tooth pain at the left mandibular primary
molar teeth. Clinical examination revealed that most
of the primary teeth had been decayed and all primary
teeth were hypoplastic. Patient’s history revealed
delayed development in the primary dentition and
radiographic examination showed rootless primary
molar teeth and short-rooted incisors. The treatment
was not possible due to the lack of root of the left
mandibular primary molars, so the teeth were
extracted. Thorough and timely dental evaluation is
crucial for the prevention of dental problems and the
maintenance of oral health in patients with MOPD
11 syndrome is of utmost importance.
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Mikrosefalik osteodisplastik primordial ciicelik tip 11
(MOPCII), kiigiik kafa é6lciileri ile dogum ve ilerleyen
ciddi mikrosefali, ilerleyen kemik displazisi ve tipik
yiiz ve kisilik farkliliklar: ile karakterize, otozomal
¢ekinik olarak aktarilan ve nadir goriilen bir ciicelik
tipidir. Bu olgu sunumunda, MOPC II sendromlu bes
vasinda bir kiz bildirilmektedir. Hasta, klinigimize sol
mandibular molar siit dislerde siddetli dis agrisi ile
basvurdu. Klinik incelemede bir¢ok siit diginin ¢iiriik
oldugu ve dislerin hipoplastik oldugu goriildii. Sol alt
siit molar digler koksiiz oldugu icin tedavi edilmesi
miimkiin degildi ve bu disler ¢ekildi. MOPC II
sendromlu hastalarin diglerinin dogru ve zamaninda
degerlendirilmesi, bu hastalarda dissel problemlerin
onlenebilmesi ve agiz saghgmn stirdiiriilebilmesi igin
biiyiik onem tasimaktadir.

Anahtar kelimeler:Majewski, Osteodisplastik,
Primordial ciicelik Tip 11
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Introduction

Majewski or micro cephalic osteodysplastic
primordial dwarfism type II is a rare autosomal
recessive transferred form of primordial dwarfism
(PD) characterized by serious prenatal and postnatal
growth retardation (1, 2). Primordial dwarfism is a
very heterogeneous group of disorder and it has been
classified into three main types: Seckel syndrome,
microcephalic osteodysplastic primordial dwarfism
(MOPD) type I/III and type 11 (3, 4).

MOPDs are autosomal recessive pericentrin
(PCNT) gene disruption disorders (5) distinctive by
pre- and postnatal growth retardation, microcephaly,
and characteristic facial gestalt with prominent billed
nose and micrognathia (4, 6). Type I MOPD is the
most common type of primordial dwarfisms with
more than 90 patients reported so far (1, 7-13).
Characteristic features of MOPD II are peculiar
growth pattern with very severe intrauterine
growth retardation and adult height below 110 cm,
neonatal proportioned head size later progressing
to microcephaly, absent or mild mental retardation,
and typical bone dysplasia (1). Dental anomalies,
skin pigmentation and obesity may also be seen
together with cerebral vascular anomalies (7).
Other clinical hallmarks of MOPD II are stocky
build with somewhat short extremities, progressive
loose-jointedness and other minor skeletal anomalies,
high-pitched nasal voice, cheerful personality, and
enamel dysplasia or microdontia (14).

There are no effective treatments for PD yet.
It is known that PD is caused by inheritance of a
mutant gene from both parents. The lack of normal
growth in the disorder is not due to a deficiency of
growth hormone, as in hypo-pituitary dwarfism (7).
Therefore, applying growth hormone to these patients
has little or no effect on the growth of the individual
with PD (7, 12). In 2008, the mutations in the PCNT
gene were found to cause PD. PCNT has a role in
cell division, cytokinesis, and proper chromosome
segregation (12, 14).

Due to a high risk for cerebral vessel insults,
carly onset diabetes and cardiomyopathy, patients
with MOPD II have limited life expectancy (12,
13). For adequate preventive disease management,
it is essential to establish the correct diagnosis in an
individual with primordial dwarfism (14). Herein,
clinical findings with emphasis on the distinctive
dental anomalies of a child patient with MOPD 11
are reported.

Case report

A five-year-old female patient was referred to our
clinic with complaints of tooth pain and mobility in
the left mandibular primary first and second molar
teeth. Before the initiation of the therapy, informed
consent was taken from her family. Except for the
MOPD II features, she was born healthy. Her parents
were distant relatives and the mother was 33 and
the father was 37 years old. The older sister was
fourteen years old and was not affected by MOPD
II syndrome.On clinical examination, she was
proportionally short (Figure 1).

Figure 1. The patient with MOPD II at left and her older sister at
right. Patient is five years old and the older sister is fourteen years
old. Relatively proportionate short stature is noted.
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The patient was born 6 weeks earlier than the thumbs were short (Figure 3). Her hair was dry and
normal birth time. Psychomotor development was  thin. The large nose with a prominent nasal bridge was
retarded and she sat alone at 12 months and walked observed (Figure 4). Pinnae were small. Hearing was
alone at 30 months. Her chest was narrow, the scapula  normal. She had a high-pitched voice. Intelligence was
and pelvis were hypoplastic and all bones were slender  normal (Table 1). Shows some physical measurements of
(Figure 2). Her elbows were bent, and the fingers and  the present case and normal children at her age.

Table 1. Measurements of the patient and normal children.

Patient’s values Normal values for females
Current Height (Age 5) 61 cm 108 cm (Age 5)
Current Weight (Age 5) 4.5kg 18 kg (Age 5)
Birth Length 35 cm 50 cm
Birth Weight 920 g 3300 g
Birth Head Circumference 31 cm 38 cm
Current Head Circumference (Age 5) 36.5 cm 51 cm (Age5)

Figure 3. Hand photo of the patient at age 5 (A) and hand

Figure 2. Patients chest radiograph at age 2 shows narrow  yadiograph of the patient t age 2 (B).

chest, hypoplastic scapula, hypoplastic pelvis and slender bones.
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The mouth was extremely small. Oral examination
elicited generalized microdontia and opalescent teeth.
The patient’s first tooth had erupted at 30 months and
all deciduous teeth had erupted later than the normal
eruption time. Oral hygiene was poor and there were

many decayed teeth (Figure 4). All teeth were hypo-
plastic and there were increased spaces between the
teeth in maxilla but the spaces between the teeth in
mandibula were normal (Figure 4).

r

Figure 4. (A) Her height is only 62 cm. (B) Large and prominent nose and small pinnae. Hair is thin and dry. (C) Oral examination
of the patient revealed small incisors and posterior teeth with severe caries.

The patient was not cooperative enough to get
a panoramic radiograph and the parents did not
allow additional radiographs of their daughter to be
taken. Therefore, the existing lateral cephalometric
radiograph that had been taken at age 2 and newly

obtained periapical radiographs were used to evalate
the dental situation. Radiographic examination
revealed rootless primary molars, and most deciduous
incisors appeared to have premature exfoliation
(Figure 5).

Figure 5. Periapical (A,B,C,D) and lateral cephalometric (E) radiographs show short-rooted incisors, rootless primary
molars, micrognathia and hypoplastic alveolar bone. (D) shows the extraction area after two weeks. In (E), large sella
turcica and premature closure of cranial sutures are observed.
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The crowns of the primary molars were tapered
occluso-cervically. The conservative treatment of the
left mandibular first and second primary molar teeth
was not possible due to their rootlessness, so these

teeth were extracted. After two weeks, the extraction
area was healthy (Figures 6A and 6B).

Figure 6. (A) Extracted teeth. (B) Extraction area after two weeks.

Discussion

Patients with MOPD 1I present different
craniofacial features, consisting of prominent nose
with hypoplastic alaenasi, small mouth, small and
dysplastic pinnae, and sparse hair. Truncal obesity,
esotropia, farsightedness, mild developmental delay,
astigmatism, abnormal pigmentation of skin and
acanthosis nigricans around the neck are additional
features of MOPD II (2).

MOPD 11, which is a rare syndrome, has been
presented based on only about 90 affected individuals
(1, 7-13). A case of a Turkish girl with MOPD II
is reported in the present article. The severity of
hypoplasia of the teeth and microdontia found in
this patient was remarkable. The patient compliance
was very poor and the parents were anxious about
their daughter’s health and did not permit us to take
additional radiographs. The patient’s mouth was too
small to place a photo mirror, so extra oral photos
had to be taken.

The combination of hypoplastic alveolar
processes, microdontia, short-rooted incisors, and
rootless molar teeth has been described in MOPD
(2,7, 8, 15). In the current case report, the female
patient with MOPD II syndrome was characterized by
microdontia in the primary dentition. Her permanent
teeth had not erupted. Normal eruption time of
the first primary tooth was around 6 months. The
patient’s first primary tooth has been erupted at 30

months, indicating delayed dental development in the
primary dentition. Deleval and Doxsey (5) reported
that the phenotype caused by PCNT gene mutations
might represent a role for dysfunction of spindle in
primordial dwarfism. The disruption of pericentrin
would induce mislocalization of proteins, which is
crucial for microtubule nucleation or organization,
and subsequently cause mitotic spindle defects,
mitotic failure, chromosome missegregation, cell
arrest, and/or cell death (5, 12). The malformation
and the small sizes of the teeth found in the current
patient with MOPD II might have been the results of
loss of microtubule integrity which caused defective
centrosome function. (2, 5). This female child had
many carious teeth, possibly due to poor oral hygiene
and the malformation of the teeth. It was also reported
that the patients with MOPDII tend to lose their teeth
at early ages (2, 7).The findings presented in this case
report emphasize the importance of early preventive
measures in these patients.

Conclusion

Dental treatment of patients with MOPDII
syndrome might be difficult because of small
mouth, rootless teeth, and poor oral hygiene. In these
patients, dental development is defective and teeth
tend to decay. Because of retardation in physical
development, oral hygiene habits are inadequate. Due
to ineffective mastication and hypoplastic teeth, the
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patients are constrained to be fed soft and cariogenic
foods. Thus, MOPDII patients and their families
should be careful with oral hygiene measures for
long-term maintenance.
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