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Abstract
The aim of this case report was to rehabilitate the child patient bearer of Ectodermal Dysplasia (ED), using all available therapies in
dentistry. This is a male patient, age 8, leucoderma, which sought dental care, followed by his mother, went to the pediatric dentistry
clinic at the State University of Ponta Grossa, Paraná, Brazil. We had to make anamnesis and clinical examination, where we noted
the unusual anatomy and absence of some dental elements and dystrophic nails for scarce. We requested all documentation required
to plan clinical treatment and procedures, involving pediatric dentistry, orthodontics, and surgery. Besides the oral rehabilitation, we
observed an improvement in the self-esteem of the patient, who must be followed for future clinical approaches that can be applied
according to the craniofacial growth.
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Introduction
The term Ectodermal Dysplasia (ED) refers to a heritable
change in the ectoderm, which is characterized by defective
development during embryogenesis in one or more tissues
[1-3]. The syndrome is considered a change of sex-linked
recessive trait, although some forms of abnormality can be
transmitted as autosomal dominant or recessive [1,4].
According to some authors, there are two types of ED:
anhidrotic or hypohidrosis, called Christ-Siemens-Touraine
Syndrome, and hidrotic, called Clouston syndrome [5,6].

The anhidrotic was first described by Thurnam in 1848 and
later by Darwin [7]. It is usually transmitted by a recessive
gene linked to chromosome X. The gene is transmitted by
women and the disorder usually manifests in men,
characterized by the absence of some dental elements, dental
abnormalities as conical teeth, lack of body hair, nail
malformation and decreased sweating [7,8], and specific facial
features [7]. The hypohidrosis is the most striking feature of
this type of ED [9].

With regard to hidrotic ED is a rare autosomal dominant
disorder characterized by dystrophic, alopecia nails, and palm
hyperkeratosis [6,10]. The teeth and face abnormalities rarely
present, and sweating [10], although Coskun and
Bayraktaroglu [6] suggest the presence of sweat glands
disorders. Ocular abnormalities include strabismus, premature
cataracts, and conjunctivitis. Other abnormalities reported
referring to the hearing reduction, polydactyly, and
syndactyly. Delay may occur in mental development [10].

It is estimated that the frequency of the male population is
7:10,000 births [11]. These individuals' self-esteem is
compromised and most often can change social life [12],
especially if it is a child. Other consequences of this anomaly
are loss of vertical dimension and the lip, resulting from
improper development of the alveolar process lump, being
caused by the absence of some dental elements [13].

Dental changes related to ED manifest early, can be easily
detected in childhood. The diagnosis should occur as soon as

possible so that treatment can contribute to physical,
emotional and social development since patients with these
conditions are usually withdrawn, shy and complexed [12,14].
Treatment of patients with the syndrome is complex and must
have integral action and monitoring during the development
of the child to the adult stage, in order to raise self-esteem and
restore maximum functional and aesthetic [12,15,16].

The aim of this case report was rehabilitating phonetic
functions, aesthetic and masticatory in a child patient with
ED, through multidisciplinary dental procedures.

Case Report
Patient RP, 8 years, male, white (Figure 1), with his mother,
sought treatment at the clinic of pediatric dentistry at the State
University of Ponta Grossa, Paraná, Brazil, due to the absence
of some teeth (Figure 2).

Figure 1. Front and profile view of the patient.

When performing the history and visual examination was
observed unusual anatomy of the teeth, dystrophic nails and
scarce pelage, characteristic of ectodermal dysplasia. No
change in general health status has been reported. In the extra-
oral clinical examination, we observed light and thin hair,
senile face and saddle nose. It was questioned whether there
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was anyone in the family with the same characteristics,
reported that the maternal grandfather had the same genetic
abnormality (Figure 3). For the initial planning of this clinical
case, panoramic radiograph was performed.

Figure 2. Initial smile.

Figure 3. Family tree.

Figure 4. Panoramic radiography.

In the upper jaw, the patient had central incisors, deciduous
canines, second molars, and permanent first molars. In the
lower jaw were present the second deciduous molars and
canines, beyond the first permanent molars. In radiography,
the absence of various dental germs (Figure 4) was observed.

After the consent of the responsible, we started the
treatment. In order to motivate the patient, oral hygiene
orientation with disclosure of biofilm, sealants on permanent

first molars and topical fluoride applications were made.
Guidance on diet was also given.

Figure 5. Presence of hypertrophic upper labial frenulum.

Figure 6. Results after two weeks of an upper labial frenectomy.

Figure 7. Taking the face-bow mounting of the models in the
articulator.

Afterward, the upper lip frenectomy was performed, since
the brake presented hypertrophy, widening the spacing
between the central incisors (Figures 5 and 6).
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For the correct planning of the rehabilitation, the patient
was molded, and the necessary records were made for later
assembly in an articulator (Figure 7).

After analysis in the articulator, we decided to perform flat
direct tracks in composite resin in the second deciduous
molars and selective wear on the premature contacts in lower
canines, which contributed to the mandibular deviation, in
order to uncross the bite. The final configuration of the tracks
should be wide enough to block the return of the mandible to
the deflected position and thick enough not to fracture when
in function [17]. After obtaining the desired result the flat
straight tracks were removed. Next, the application of sealants
to the first permanent molars was performed.

Figure 8. Beginning of orthodontic treatment.

After these procedures, the patient was referred to the
radiological center for the preparation of orthodontic
documentation, that is, study models, teleradiography and
computerized cephalometric analysis. As a result, the Class I
molar relationship, Class II canine relation was obtained,
Point A convexity was defined as a straight profile, good
positioning in the protrusion of the upper incisor as well as in
the lower labial position, in the facial depth and the maxilla.
As an expectation of a response to orthodontic treatment, the
prognosis was classified as favorable.

Figure 9. Closing of diastema in progress.

The orthodontic treatment lasted 6 months with the aim of
closing the diastema between central incisors and
distogiroversion of the superior canines, with consequent
increase of the space for placement of the prosthesis with

lateral incisors. In the inferior arch, a removable device was
installed, where the Hawley bow was activated in the lower
canines so that they were lingually (Figures 8-10).

Figure 10. Springs to accomplish this giroversion of the upper
canines and lower functional removable appliance.

Figure 11. The result after orthodontic treatment.

Figure 12. Final result.

After the orthodontic treatment was completed (Figure 11),
functional maintainers were installed for the rehabilitation of
the stomatognathic system (Figure 12). The purpose of this
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case report was to rehabilitate the patient as to the phonetic,
masticatory function and esthetics, and improve their quality
of life.

Discussion
The ED is a group of inherited anomalies that reveal
abnormalities of ectodermal and derivatives thereof. In some
situations, the signs may be less pronounced, but the dental
anomalies can be striking [18], as observed in this case.

The diagnosis of this case was determined by history,
clinical and radiographic examinations, the same way is done
by other authors [14,19-21], where dental, facial, fine, light
and scarce hairs were observed, featuring ED. Furthermore,
there was a loss of vertical dimension and prominent lips. The
patient reported no difficulty in sweating.

Histopathological examination of the skin is what provides
the definitive diagnosis of ED. Currently, a prenatal exam by
studying the DNA [22,23] can be done. In the present case,
these tests were not performed due to the high cost of both,
but the clinical characteristics of the patient indicated that the
patient had an anhydrosis ED.

The treatment depends on the extent of the clinical
impairment, and the complexity is directly related to the
patient's age and degree of involvement by the anomaly
[18,24,25].

In addition to the aesthetic and functional results, a
treatment performed properly also helps in phonetics. As for
the psychological aspect, you can considerably improve self-
esteem and social interaction [12,18,26]. In this clinical case
to obtain satisfactory results and because it is a child patient,
that is, in the growth phase, we opted for removable
functional appliances.

Follow up should be made until adulthood, where treatment
with osseointegrated implants and prostheses [27,28] may
provide a functional and aesthetic more harmonious,
comparable to natural dentition.

In more complex cases the performance of the anomaly
professionals like speech therapist and psychologist is
required, and the age of the patient in such circumstances is
directly related to the evolution, in other words, as soon as
diagnosing, treating and associate with the assistance of other
professionals, the better the results.

Conclusion
The dental protocol adopted in this clinical case of child
patients with ED aimed to rehabilitate the stomatognathic
system. Therefore, multidisciplinary clinical procedures
involving pediatric dentistry, orthodontics and surgery were
performed.

Besides oral rehabilitation was possible to observe an
improvement in self-esteem of the child, which should be
monitored so that future therapeutic approaches can be
applied according to the craniofacial growth.
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