
BMJ Case Reports 2011; doi:10.1136/bcr.11.2011.5130 1 of 3

  BACKGROUND 
 Congenital syphilis is an infectious disease transmitted by 
an infected mother to her fetus. 1  In Brazil, prevalence of 
mother’s infection is associated with poor socio-economic 
conditions, socially excluded and with a low educational 
level. 2  To prevent congenital syphilis, serologic screening 
for syphilis is recommended at least twice during preg-
nancy, how soon after conception and after 28 weeks. 3  

 Most of the clinical signs of congenital syphilis develop 
later. 4  Manifestations of this disease include mainly the 
triad of Hutchinson, characterised by interstitial keratitis, 
eighth nerve deafness and Hutchinson’s teeth. The den-
tal defect represents a single disruption to tooth crown 
formation a few weeks after birth or during the later 
development of the teeth, 4   5  however they only become 
apparent with the eruption of the permanent incisors and 
fi rst molars around 6 years of age. 5  –  7  That is why this 
particular form of dental defect was not found on decidu-
ous teeth. 5  This process of dental defect is explained by 
infl ammatory reaction induced by  Treponema pallidum . 
The invasion of bacteria to proximity of dental germ in 
development conduct to inhibition of ameloblasts, the 
cells responsible for formation of tooth enamel. 5  Other 
oral manifestations such as premature loss of primary 

teeth associated with congenital syphilis 8  and palatal per-
foration 9  were reported. 

 Interstitial keratitis (usually between 5 and 20 years of 
age) can lead to glaucoma or corneal scarring (an injury of 
the cornea of the eye that causes opacity and visual impair-
ment). 10  These effects of corneal scarring can vary from 
blurring to blindness in the eye. The thin sclera composed 
of immature collagen is more translucent than normal, so 
that the underlying pigment becomes visible, resulting in 
the blue appearance of the sclera. Keratitis may respond 
to corticosteroids but not antibiotic therapy. 10  Eighth 
nerve deafness often starts with high frequency hearing 
loss when the child is between 8 and 10 years of age. 11  
However, there is low number of survivors. Late congeni-
tal syphilis (recognised 2 or more years after birth) 12  is a 
very rare clinical entity. 13  In live born infants, most deaths 
from congenital syphilis occur in the fi rst weeks of life. 14   

  CASE PRESENTATION 
 A 7-year-old female presented with her mother to the clinic 
with the complaints of poor dental esthetics. The patient 
was diagnosed with late congenital syphilis (2 years after 
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  Summary 
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 Figure 1    Interstitial keratitis and strabismus.    
 Figure 2    Enamel hypoplasia of maxillary central incisors 
(Hutchinson’s teeth).    
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birth). She was non-reactive for HIV. The patient was on 
regimen of penicillin treatment from late congenital syphi-
lis and corticoid therapy. Hutchinson’s triad was detected 
by the presence of interstitial keratitis ( fi gure 1 ), with cor-
neal scarring and initial presentation of bilateral blindness; 
deafness from auditory nerve disease and dental defects 
( fi gures 2  and  3 ).    

 Restorations in posterior teeth were observed and it is 
not possible to affi rm the presence of mulberry molars 
( fi gure 4 ). The patient’s mother reported precocious loss of 
deciduous teeth because of dental caries.   

  OUTCOME AND FOLLOW-UP 
 The patient was under medical supervision and was 
referred to the paediatric dental clinic for restorative treat-
ment of anterior teeth.  

  DISCUSSION 
 Congenital syphilis sometimes is undiagnosed and often 
inadequately treated. 14  It is also associated with poor 
socio-economic conditions with a low educational level, 2  
as demonstrated in the case report presented, with the sev-
eral complications of disease. 

 Most of the clinical signs of congenital syphilis were 
developed later, 4  2 years after birth. All the characteristics 
of Hutchinson’s triad were identifi ed. 4  –  7  Interstitial kerati-
tis was diagnosed when she was 6-year-old, 10  with a bad 
prognosis. Although eighth nerve deafness often starts 
when the child is between 8 and 10 years of age, 11  the 
patient had hearing loss when she was 6-years-old. 

 In the case reported, dental defects were observed only 
on anterior teeth. This fi nding is associated of degenerative 
changes in the enamel epithelium induced by  T pallidum , 
leading to the complete destruction of the ameloblasts dur-
ing odontogenesis. As a result, formation of abortive enamel 
and also cessation of enamel production occurred. 5   7  It was 
not possible to affi rm the presence of mulberry molars 
because of dental restorations. 

 Premature loss of primary teeth associated with congen-
ital syphilis has been reported. 8  However; it is not possible 
to affi rm if this occurrence in the patient was associated 
with congenital syphilis or premature loss of deciduous 
teeth because of caries reported. 

 Congenital syphilis is an eminently preventable disease. 
In order to reduce the likelihood of its occurrence, a repeat 
test towards the end of gestation or at the time of delivery 
should be done for women in high-risk groups. 1  

  Learning points 

 ▶    Congenital syphilis refl ects a failure of prenatal care 
systems and syphilis control programs as found in this 
case reported.  
  Detection and appropriate timely penicillin treatment is  ▶

a highly effective intervention to reduce this infection 
disease, avoiding signifi cant morbidity in the future.  
  Hutchinson’s triad usually becomes apparent after  ▶

5-years of age.      
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