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Hypohidrotic Ectodermal Dysplasia: A Clinical Case
with a Longitudinal Approach
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ABSTRACT
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Aim: This paper describes a clinical case of a male with hypohidrotic ectodermal dysplasia submitted to rehabilitation and
occlusal dental interventions with follow-up from 3 to 14 years
of age.
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Background: Due to the severe effects on function and esthetics, the clinical manifestations of ectodermal dysplasia exert a
negative impact on quality of life. However, oral rehabilitation in
childhood poses a challenge due to growth and development.

Ectodermal dysplasia is a congenital hereditary disease
with extensive, complex disorders caused by the abnormal development of the ectoderm, which compromises
the skin, nails, teeth, hair follicles and ectomesenchymal
tissues. This condition is categorized as hidrotic and
hypohidrotic, depending on the degree of gland dysfunction. Hypohidrotic ectodermal dysplasia is identified
by the occurrence of hypotrichosis, hypohidrosis and
hypodontia.1-3 The phenotype characteristics include
a prominent brow, everted lips, flattened bridge of the
nose, small vertical facial height, small palatal base, small
malar processes and bulging eyes, giving the appearance
of aged face.4-7
The oral manifestations of ectodermal dysplasia include hyposalivation, difficulty swallowing due to the
reduced salivation and the complete or partial absence
of teeth. The occurrence of missing teeth affects maxillofacial growth, leading to atrophy and underdevelopment of the stomatognathic system.4 The most evident
manifestation is the underdevelopment of the alveolar
ridge and reduced alveolar bone volume.1,7-10
Conventional treatment involves prosthetic and restorative rehabilitation with the aim of improving function, esthetics and occlusion. Although, the characteristics
of ectodermal dysplasia are unfavorable to the support of
removable dentures and the placement of implants, early
oral rehabilitation is important to reducing the resorption
of the alveolar process and assisting in the growth of the
mandibular bone.2,5,6,8,10-12 Moreover, rehabilitation helps
attenuate the emotional impact of this condition, with a
consequent improvement in quality of life. The use of
removable dentures in the early stages of growth has been
recommended,6,8,11 but few papers report concomitant occlusal management with the use of removable dentures.4
This paper describes a case of hypohidrotic ectodermal
dysplasia with a multidisciplinary intervention involving
pediatric dentistry, temporary partial dentures, functional
orthopedics of the jaws and long-term follow-up.

Case description: A male with hypohidrotic ectodermal
dysplasia began dental intervention at the age of 3 years.
The clinical and radiographic exams revealed the absence of
several primary and permanent teeth and abnormal shape of
the primary maxillary incisors. The facial characteristics were
compatible with hypohidrotic ectodermal dysplasia, such as a
prominent brow, everted lips, flattened bridge of the nose and
small vertical facial height. The treatment proposed involved
rehabilitation through successive temporary partial dentures,
functional orthopedics of the jaws, esthetic reconstruction of
the anterior teeth, timely occlusal intervention and preventive
actions for the control of dental caries and plaque.
Conclusion: The present case demonstrates that early care
plays a fundamental role in minimizing the biopsychosocial
consequences of hypohidrotic ectodermal dysplasia and preparing the patient for future oral rehabilitation.
Clinical significance: Although, the literature offers a number
of papers describing dental treatment for ectodermal dysplasia, few cases include long-term follow-up and the use of a
functional orthopedic appliance in combination with removable
dentures in such patients.
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Fig. 1: Initial frontal extraoral view

Fig. 2: Initial panoramic radiograph

Fig. 3: Esthetic reconstruction of anterior teeth and placement
of upper and lower removable dentures

Fig. 4: Onset of phase 2, frontal view

Case Description
A male patient presented with facial characteristics compatible with ectodermal dysplasia, the absence of several
primary and permanent teeth and abnormal shape of the
primary maxillary incisors (Figs 1 and 2). Dental intervention began when the child was 3 years of age.
Treatment was carried out in two phases. The aim
of the first phase was to improve chewing function and
esthetics. Teeth 61 and 51 were reconstructed using
direct composite resin restorations and the change in the
shape of the canines through filing. Temporary partial
dentures were placed (Fig. 3). Preventive and educational
measures were established for the control of dental caries
and bacterial plaque. The patient remained in follow-up
for the next 6 years.
The second phase began with the child was 9 years
of age and required the replacement of the dentures.
The aim of this phase was to improve the jaw relations.
The patient exhibited everted lips, Angle class I molar
relationship, deficient alveolar development and significant anterosuperior dental protrusion (Figs 4 to 6).
The decision was made to use mucosa-supported functional orthopedic appliances with the concomitant use
of removable dentures. The Simões Network 1 slide light

model was used to improve mandible posture and the
inclination of the maxillary incisors. Lower lip shields
were added to the appliance to broaden the anchorage
and strengthen the muscles of the lower lip (Fig. 7). With
the eruption of the permanent canines in this phase,
the primary canines were esthetically remodeled with
composite resin to acquire the shape of lateral incisors.
Until 12 years of age, the orthopedic appliance was
replaced with every exchange of dentures. At this age, the
inclination of the maxillary incisors was more favorable
and the lip was less everted. At 14 years of age, the
occlusal relations remained stable (Fig. 8) and the patient
was sent for oral rehabilitation.

DISCUSSION
Dental care for patients with ectodermal dysplasia
should involve preventive actions for the control of caries
and periodontal disease as well as early rehabilitation.
Researchers have recommended the use of removable
dentures in the early stages of growth and implantsupported dentures in adolescents.6,8,11,13 Dentures
improve chewing, swallowing and speech and reduce the
resorption of the alveolar process.4 Dentures also favor
vertical facial growth and jaw relations.7
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Fig. 5: Onset of phase 2, right side view

Fig. 6: Onset of phase 2, panoramic radiograph

Fig. 7: Onset of phase 2, placement of functional
orthopedic appliance

Fig. 8: Frontal view at 14 years of age with
removable dentures

In a recent transverse cephalometric study, Bondarets
et al14 suggest that the forward and upward rotation of
the mandible is the result of abnormal condyle growth
due to the absence of sufficient vertical growth of the
alveolar process. Functional orthopedics of the jaws
is therefore an important part of treatment in patients
with ectodermal dysplasia.4 In the case described herein,
the child exhibited deficient alveolar development,
anterosuperior dental protrusion and everted lips. The
use of removable dentures and a functional orthopedic
appliance was well accepted by the patient, with frequent
changes of these devices to accompany maxillofacial
growth. The results were growth of the middle and lower
thirds of the face, better mandible positioning and more
adequate inclination of the maxillary incisors.
Rehabilitation initiated in childhood can exert a
positive influence on sagittal growth of the mandible
and the occlusal pattern in individuals with ectodermal
dysplasia, leading to an improvement in facial esthetics.2,4,9,10,12,15 However, the retention and stability of
dentures in difficult to obtain due to the drying out of
the oral mucosa and atrophic alveolar ridges.2,9 The use
of functional orthopedics of the jaws in combination with
temporary removable dentures allows changing the bone

development pattern. This protocol also helps prepare the
patient for future prosthetic rehabilitation.4
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CONCLUSION
Children with ectodermal dysplasia should receive early
multidisciplinary dental care, which prepares them for
future interventions. Early functional and esthetic interventions also help minimize the impact on quality of life
throughout development.

CLINICAL SIGNIFICANCE
The presence clinical case demonstrates the possibility
of early, timely dental care for children with ectodermal
dysplasia, with an emphasis on function, esthetics and
occlusal management through the use of mucosa-supported appliances.
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