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ABSTRACT

Hereditary sensory and autonomic neuropathy type IV is an autosomal recessive genetic disorder, also called 
as Congenital Insensitivity to Pain withAnhydriosis[CIPA].  It ischaracterized by congenital insensitivity to pain, 
temperature changes, and autonomic nerve formation disorders and anhydriosis. Itis a rare syndrome and 
very few cases have been reported in dental literature. The present case report describes CIPA in 12 months old 
girl with  the laceration of tongue and episodic extreme high fever. Unfortunately, there is no cure for CIPA, so 
the palliative care was given in the form of occlusal splint..
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Introduction 

Imagine a life without pain…Imagine a life in which 

a paper-cut would not sting, and a scabbed knee 

would cause little heartache ----- A thought so 

pleasant, much away from an Unpleasant pain!! 

Superman, our idolized superhero, is viewed as 

strong and admirable not only due to his heroics, 

but because he feels no pain...? The answer is yes; an 

inability to feel pain is possible ... and it is a genetic 

disorder known as HSAN Type IV (Hereditary 

Sensory and Autonomic Neuropathy). But is this 

inability to feel pain is as miraculous as a heroic act, 

or is it indeed a very dangerous and serious curse to 

mankind itself....???? Pain is an essential sense that 

has evolved in all complex organisms to minimize 

tissue and cellular damage and hence prolong 

survival and the onset of pain results in the 

adoption of behaviors that both remove the 

organism from a 'dangerous environment' and 
1allow for tissue repair.  

Congenital insensitivity to pain with anhidrosis 

(CIPA) is a extremely rare inherited disorder of the 

nervous system which prevents the sensation of 

pain, heat, cold or any real nerve related sensations 

(including feeling the need to urinate); however the 

patient can still feel pressure. CIPA is the fourth type 

of hereditary sensory and autonomic neuropathy 

(HSAN), known as HSAN IV. [OMIM#256800]. 

Patient with this disorder are very likely to injure 

themselves in ways that would normally be 

prevented by feeling pain. The main features of the 

disorder are lack of pain sensation, painless injuries 

of the arms, legs and oral structures, hyperthermia 

during hot weather because of inability to sweat, 

mental retardation as a result of hyperthermia, 

infection and scarring of the tongue, lips and gums, 

chronic infections of bones and joints, bone 

fractures, multiple scars, osteomyelitis and joint 

deformities, which may lead to amputation. Other 

common problems include eye related ones, such as 
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infection due to the sufferers rubbing them too hard, 

too frequently or scratching them during sleep.

 Incidence is 1 in 20 million people and one half of 

t h e  r e p o r t e d  c a s e s  h a v e  o c c u r r e d  i n  

consanguineous marriages. The disease was first 

described in 1932 as congenital general pure 
 

analgesia by Thrush. There are 84 documented 

living cases in the United States; there are more than 

300 in Japan. Only one case is documented in New 

Zealand, while two cases have been documented in 

Morocco. Sixty cases had been reported worldwide 
2,3,4

by 1983, when CIPA was first listed as a disorder.

The following case report would help us realize how 

important is it to feel pain and how lucky are we that 

we can feel pain and protect ourselves. The present 

paper reports the characteristics of a girl with 

congenital analgesia, its dental follow up and 

discusses the necessity of early intervention, 

presenting an alternative of conservative treatment.

Case Report : 

A female patient by name Charitha, 12 months old 

had reported with a complaint of laceration of 

tongue. Her father gave a history of fever since day 5 

of her life, but fever did not subside and it was of 

moderate grade, intermittent with no chills and 

rigor and does not subside with medication, and had 

consulted a pediatrician who suggested a thorough 

neurological examination and the results showed 

that the child is insensitive to pain, but responded to 

touch. In view of tongue laceration appearing after 

eruption of teeth in the oral cavity and a history of 

absence of pain in respond to painful stimuli - the 

possibility of a sensory neuropathy with an 

autonomic dysfunction leading to hyperthermia as a 

cause of fever was considered. 

On intra-oral examination, the teeth present were 

51, 52, 54, 61, 62, 64, 74, 84. Personal history 

revealed consanguineous marriage. The patient 

general characteristics observed during the first 

dental examination included lack of painful stimuli, 

some episodes of unexplained fever, and oral 

examination showed ulceration in lips and tongue 

due to the child's biting. Our main goal in this case 

was to prevent injury to the tongue and the 

associated structures caused by erupting teeth, so 

an occlusal splint was prepared and cemented to the 

upper arch and patient was told to report every 3 

month for check up and was told to maintain a 

proper oral hygiene, during recall visits, patient's 

father informed that she has reduced biting her 

tongue. 

Discussion 

HSAN type IV is an autosomal recessive genetic 

disorder.  The genetic abnormality cause 

dysfunction of Nerve Growth factor [NGF] receptor 

and impaired NGF binding, affecting migration, 

maturation and survival or early nerve cells that 

come from the neural crest. CIPA is caused by 

multiple DNA mutations in the Neurotrophic 

Tyrosine Kinase Receptor type 1 [NTRK 1] gene 

located on chromosome 1 [lq21-q22]. HSAN type IV 

is characterised by anhidrosis, absent or markedly 

decreased sweating. It is the anhidrosis that causes 

episodic fevers and extreme high fevers that is 
5,6                                

usually the earliest sign of the disorder.

Congenital insensitivity to pain with anhidrosis may 

be misdiagnosed for leprosy on similar symptoms of 
2severe injuries to the hands and feet.  The self 

mutilation behavior can be found in other infant 

conditions such as Lesch- Nyhan syndrome and 

familial dysautonomia (HSAN III or riley – day 
7,8syndrome), which causes similar tissue lesions.  

Many authors described different types of diseases  

where insensitivity to pain is present, and agree that 

because children are unaware of the danger and 

show no signs of discomfort , serious injurious can 

occur, like important loss of lips and tongue tissues, 

premature teeth self-extraction, decreased mouth 

opening due to fibrous scars in cheeks and 
6,9,10,11

scratching on the nose and eyes.

Treatments for CIPA do not always work; however, 

there are some cases where naloxone may be used 

as a treatment. Naloxone is a chemical that acts 

within the nervous system of the body by blocking 

the nervous system from causing the inactions that 

occur within the group of cells that receives the 

message to initiate the sensation of pain, heat or 

cold. Most treatments are hard to narrow down for 

this condition because each CIPA patient may have 
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Figure1 : pre-operative photograph

Figure2 : Stone model of upper arch

other conditions including the absence of sweat 

gland, nerve fibres, ulcers and other sub-
4

conditions.  

Rasmussen (1996) mentioned that the possibilities 

of an early intervention in a child's mutilating 

behavior are limited; it is possible to minimize the 

damage by grinding the irritating sharp edges of 

teeth. If grinding fails, a small appliance can be 

bonded to the sharp edges of the teeth. Since it is 

well fixed with a bonding agent, the risk of loosening 
10the device or aspiration is significantly reduced.

As the first primary molars erupt, a mouth guard 

like appliance can be used at day and night time. If 

retention on teeth are poor to maintain this device 

in place, a small portion of the composite resin can 

be bonded on the cervical region of the buccal 

surface of the erupted first primary molar  before 

the impression is performed. Parents must be 

instructed to remove the appliance only at meal and 

for cleaning.  The appliance must be replaced 

periodically due to child's growth. Extraction of all 

primary teeth is a radical alternative, and should be 

considered only if all the possibilities failed or in 
6,8,10,11,12

extreme cases.

Confirmation for HSAN type IV is done by various 

test; if he/she do not respond to electric shock, 

boiling water, ice-baths, pinched tendons, intra-
5,6,13

dermal Histamine injections.
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Figure3 : Occlusal splint prepared on model

Figure4 : occlusal splint fixed to the upper arch 

with luting cement
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Figure : Post-operative photograph

Conclusion: 

Pain, though is the most unpleasant feeling to be felt, 
it protects us from our environment by teaching us 
what situations and behaviours are likely to lead to 
injury. Unfortunately, there is no cure with any 
commercially available drugs for treating HSAN 
type IV. So children's need to be sheltered from 
injury, constantly monitored, use protective braces 
and refrain from exceedingly dangerous or violent 
activities. 

In the case of CIPA, where there is no unpleasant 
sensory experience, the most difficult part of patient 
management is making them understand the 
emotional experience, and learn with it. In the 
present case report, the mouth guard like appliance 
was quite efficient since the child's parents were 
always attentive to its use. A psychological support 
is necessary to help the child understand her 
condition and to avoid a radical dental treatment, 
such as extraction of all teeth.
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