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Introduction

Hereditary sensory and autonomic neuropathies (HSAN) are au-
tosomal recessive disorders characterized by the loss of  deep pain 
perception [1]. Six types of  sensory neuropathies are reported in 
the literature [2], with different prevalence and clinical features. 
The rarest one is HSAN type V and it manifests from early child-
hood. An epidemiological study conducted in Japan reports a 
prevalence of  1/2,200,000-4,200,000 [3], but epidemiological 
data are still missing.

Patients with HSAN type V, have an altered pain protection re-
flex associated with a significant reduction in the number of  
amyelinated fibers. This insensitivity to pain increases the risk of  
fracture and injury that usually go unnoticed until complications 
develop. The tactile, vibratory and thermal sensations are not im-
paired. Unlike HSAN type IV, type V has intact mental abilities 
and partial anhidrosis. In addition, self-mutilation is an invariable 
characteristic of  the disease, and it often involves lips, fingers, 
tongue and teeth [1, 4-8]. 

This clinical observation exposes a rare case of  hereditary sensory 
and autonomic neuropathy type V in Tunisia (North Africa), and 
stresses the importance of  the involvement of  the pedodontist in 
the management of  the complications of  this pathology.

Case Report

A 4-year-old child was referred from the Tunisian National In-
stitute of  Neurology to the Pediatric Odontology Consultation 
Service at the Rabta University hospital-Tunis-Tunisia for early 
loss of  temporary teeth. It was mentioned in the physician’s letter 
that the patient was suffering from a sensitive neuropathy type V. 
A thorough clinical interview with the parents showed that the 
patient was born from a first-degree consanguineous marriage, 
that pregnancy and delivery were normal, without any special inci-
dents. The child's mental capacities were intact and she integrated 
well with the children of  the maternal school. Her parents be-
gan to progressively discover their daughter's insensitivity to pain 
since the age of  6 months. Indeed, when the first teeth began to 
erupt, the patient bit her tongue and her fingers (Figure 1). 
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Abstract

Introduction: Hereditary sensory and autonomic neuropathies type V (HSAN type V) is the rarest of  sensory neuropathies. 
The main features are loss of  deep sensitivity as well as self-mutilation of  especially the lips, fingers, tongue and teeth.
Case Report: In this article we report a rare case of  a 4-year-old child with HSAN type V. the patient’s management had two 
aims first reinforce parental and child compliance and then restore function and aesthetic.
Discussion: The diagnosis of  a HSAN type V relies not only on the clinical features but also on the genetic analysis. Dental 
management and careful monitoring are key elements in maintaining social, psychological and behavioral equilibrium of  these 
patients.
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Clinical examination showed an ulcerated and extensive perioral 
lesion. According to dermatologists, it was a self-sustained cuta-
neous lesion (Figuer 2). Endobuccal examination showed the ab-
sence of  the four maxillary incisors (Figure 3a) and the mandibu-
lar incisivo-canin group (Figure 3b). Parents ignored the cause of  
this premature loss of  temporary teeth. However, they confirmed 
the self-amputation of  the anterior extremity of  the tongue since 
the age of  6 months (Figure 4). Temporary molars were also de-
cayed. 

In fact, the risk of  self-mutilation of  the lips and tongue by the 
anterior teeth has become low due to the early loss of  this teeth. 
However, the masticatory and phonatory functions were altered, 
which will also lead to the installation of  parafunctions.

After a long reflection and evaluation of  the benefit/risk balance, 
we have decided to realize T two fixed space maintainers (Figure 

5a, 5b, 5c) and we tried to explain to the parents the importance 
of  their involvement in the treatment and the rigorous follow-up 
of  their daughter at home. 

The psychological approach of  the patient and the parental su-
pervision were of  great importance in the success of  a large part 
of  our treatment plan. Indeed, the appointments of  control were 
so close. Thus, during the first 3 months, we did not witness a 
return to self-mutilation, but rather to repetitive loss of  space 
maintainers. We removed the prostheses, and the follow-up was 
always regular. After one year, the patient no longer self-mutilates, 
however, the 4 mandibular permanent incisors and the two maxil-
lary ones have already made their premature eruptions with cross-
bite occlusion. (Figure 6a and 6b). A functional educator will be 
recommended in order to restore a normal bite without exerting 
excessive forces on the incisors still root-free.

Figure 1. Self-mutilation of  the fingers.

Figure 2. Self-sustained cutaneous lesion.

      Figure 3a. Absence of  maxillary incisors.
Figure 3b. Absence of  the mandibular incisivo-canin group.
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Figure 4. Self-amputation of  anterior extremity of  the tongue.
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Discussion

Hereditary sensory and autonomic neuropathy (HSAN) is an ex-
tremely rare autosomal recessive pathology first described in 1978 
in a 6-year-old Lithuanian girl [4]. 

This anomaly affects in a remarkable way the sensitivity to pain 
and consequently the protection’s reflexes. Our patient presents 
insensitivity to pain, absence of  mental retardation and notably 
self-mutilation of  her fingers, lips and tongue. All this clinical 
manifestations are reported in the literature and found in the rare 
published cases [1, 4-8]. EMG exploration was in favor of  sensi-
tive neuropathy. As for the biopsy, the muscle was normal. Cur-
rently, the genetic examination is under way (In France).

In these patients, the different pathologies progress silently until 
complications appear [4]. For oral diseases, there is often a si-
lent development of  the carious lesions until the establishment 
of  complications such as abscess and cellulitis. Hence the impor-
tance of  oral prevention in these patients who, fortunately, are 
not mentally retarded and can be involved in the treatment plan. 
For our patient, a session was devoted for motivation to hygiene 
and teaching a good method of  teeth brushing. Caries were also 
treated.

Till today, there is no effective treatment for this neuropathy. Pa-
tient management is essentially based on vitamin therapy, Protec-
tion from hypothecy and self-mutilation through the use of  socks 
and protective gloves and, finally, the prevention of  injuries and 
the prompt treatment of  wounds and infections.

For self-mutilation and self-extraction, the differential diagnosis 
of  HSAN type V is with Lesh Nyhan syndrome and Cornelia de 
Lange syndrome. However, this syndroms involve mental retarda-
tion, which may influence the treatment decision and the course 

of  the care sessions. In the literature, treatment options balance 
between the multiple extractions of  all teeth and the confection 
of  a thermoformed gutter for protection against self-extraction 
and self-mutilation [6-8].

In the case of  our patient, social integration looks promising de-
spite her young age, and in view of  the fact that multiple extrac-
tions is traumatic for the child, we chose not to disturb her psy-
chology. Furthermore, the use of  the thermoformed gutter seems 
unnecessary since the patient has already lost all the anterior teeth. 
Moreover, the prosthetic rehabilitation finds all its indication. On 
the one hand, it will help to stimulate the alveolar bone conse-
quently the root edification of  permanent incisors still immature 
but close to the summit of  the crest. On the other hand, the pa-
tient will quickly find both one’s correct functions and beautiful 
smile. 

The failure of  the prosthetic solution is essentially due to the 
mandibular proglissement that took place due to the absence of  
the incisors groups. Continuous control, by the pedodontist and 
parents, is necessary to intercept any infectious and/or dento-
alveolar abnormalities.

Conclusion

Sensitive neuropathy type V is an extremely dangerous anomaly. 
Its diagnosis and management are of  a major challenge, especially 
for the pedodontist. This dilemma between function and well-
being requires careful study of  the benefit/risk balance in order 
to establish the best treatment plan.

Dental management and careful monitoring are key elements 
in maintaining the patient’s social, behavioral and psychological 
equilibrium, at least in early childhood. 

Figure 5a. Maxillary fixed space maintainer.
Figure 5b. Mandibular space maintainer.

Figure 5c. Prosthetic rehabilitation.
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Figure 6a. Panoramic radiography : Root-free incisor’s eruption.
Figure 6b. Anterior cross-bite.
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