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Abstract 
      We report on a case of traumatic lingual ulcer in a child with Riga-Fede disease discussing the 
treatment and focusing on the importance of an early diagnosis of this entity and the possible 
concomitant clinical and genetic associations, reviewing the most recent literature in regard. It is 
caused by repeated forward and backward movements of the tongue over the lower incisors in 
newborns and infants.  
      It is most commonly associated with neonatal or natal teeth in newborns. These teeth can 
cause ulcers on the ventral surface of the tongue, lip, and the mother's breast characterizing the 
Riga-Fede disease. We reported a 2-month-old female who had an ulcerated area on the ventral 
surface of the tongue. Her mother complained of pain during breastfeeding and had to interrupt it. 
No biopsy was done in view of the particular site of the lesion and the clinical evidence of diagnosis. 
Based on these findings, the baby was diagnosed with Riga-Fede Disease. 
     Indeed, a clinical consultation has been required to extract her teeth under local anesthesia and 
healing of the ulcerated area was observed within two weeks. At a following control, two weeks 
later, the lesion was fully recovered and the infant restarted feeding normally. 
                                                                Case report (J Int Dent Med Res 2022; 15(4): 1724-1726)          
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 Introduction 
 

 Riga-Fede disease (RFD) is an extremely 
rare, benign inflammatory disorder characterized 
by traumatic ulceration of the oral mucosa. It is 
caused by repeated forward and backward 
movements of the tongue over the lower incisors 
in newborns and infants.1 A case of Riga-Fede 
disease with lesion in the upper jaw has also 
been reported.2 It is most commonly associated 
with neonatal or natal teeth in newborns. Natal 
teeth are those present in the oral cavity at the 
child's birth. These teeth can cause ulcers on the 
ventral surface of the tongue, lip, and the 
mother's breast characterizing the Riga-Fede 
disease.  

A recent  classification divides the disease 
in  precocious Riga-Fede disease and late onset 
Riga- Fede disease depending; the precocious 
one occurring in the first six month of life, based 
on the presence of natal or neonatal teeth; the 
second one after the sixth month of age with the 
occurrence of the first dentition caused by 
neurodevelopmental disorders.3 The treatment 
depends on the possible clinical manifestations: 
the tooth's mobility and the risk of aspiration or 
swallowing; whether it is causing interference in 
breastfeeding; breast and oral soft tissue injuries 
and the general child's health.1,4-7 Riga-Fede 
disease could be associated with neurological 
and genetic disorders like Down Syndrome 
(OMIM 190685), Fabry disease (OMIM 301500), 
Niemann-Pick C disease (OMIM 257220), 
bilateral harlequin syndrome (OMIM 242500), 
unilateral Horner syndrome (OMIM 143000), 
hereditary sensory and autonomic neuropathy 
(HSAN) type IV, also known as congenital 
insensitivity to pain with anhidrosis (OMIM 
256800), glutaric aciduria type 1 (OMIM 231670), 
Lesch Nyhan syndrome (OMIM 300322), Riley 
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day syndrome (OMIM 223900), Tourette 
syndrome (OMIM 137580) and ectodermal 
dysplasia-like syndrome with clinodactyly and 
oligodactyly.3,9-14 Since it can clinically mimic 
multiple oral malignant and benign disorders, a 
correct and early diagnostic assessment is 
paramount.1-14 

   
Case Report 

 
 A 2-month-old female was referred to the 

Unit of Pediatric Dentistry for Special Need of 
Meyer Children Hospital, Firenze, Italy, to 
evaluate an ulcerated area on the ventral surface 
of the tongue (Figure 1).  

 
Figure 1. On the lower jaw is visible the crown of 
the neonatal tooth and an ulcerative lesion is 
present at the ventral surface of the tongue. 
 

The lesion was elliptical, 1 cm by 1 cm in 
diameter. The mother complained of pain during 
breastfeeding and had to interrupt it. Oral 
examination revealed one tooth crown in the 
mandibular anterior region: a lower left 
mandibular tooth of whitish colour, cutting edge 
and shape resembling a primary incisor with 
mobility was evident. Examination of the rest of 
intraoral mucosa revealed macroglossia. 
Hypertelorism, flame angioma were noticed. The 
tooth was already present at birth, at 41 weeks of 
gestation. The mother reported in her clinical 
records history of oligohydramnios during her 
pregnancy. The maternal grandmother had a 
benign mammal neoplasia; paternal grandfather 
and paternal uncle were pace-maker carriers due 
to a severe cardiopathy.  

No biopsy was done in view of the 
particular site of the lesion and the clinical 
evidence of diagnosis. Based on these findings, 
the baby was diagnosed with Riga-Fede Disease. 
Indeed a clinical genetic consultation has been 
required to understand and define a possible 
association between the clinical phenotype of the 
2-month-old female and the occurrence of 
neonatal tooth. The tooth was extracted under 
local anesthesia (Figure 2) and healing of the 
ulcerated area was observed within two weeks. 
At a following control, two weeks later, the lesion 
was fully recovered and the infant restarted 
feeding normally.  

 
Figure 2. The extracted neonatal tooth. 
 
 Discussion 
 

 The neonatal tooth causing lingual lesion 
was first described by A. Riga, an Italian 
physician in 1881. Additional case and histologic 
studies were published by F. Fede in 1890. 
Ulceration of the ventral surface of the tongue in 
newborn babies or infants is most commonly 
related to natal or neonatal teeth, as illustrated in 
this case. In fact, major complication from 
neonatal teeth is the ulceration on the ventral 
surface of the tongue caused by tooth’ sharp 
incisal edge.  

Although uncommon, these teeth are found 
to have several clinical implications, from 
manifestations such as the ulceration of the 
tongue as above mentioned, to neuro-
developmental disorders. This constant trauma 
may create an ulceration sufficient to interfere 
with proper feeding and put the neonate at risk 
for nutritional deficiencies. 
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Nonetheless, Riga–Fede disease may be 
associated with other syndromes as reported in 
literature hence it might be an alert suggesting 
further investigations to confirm or exclude the 
co-existence of other nosological entities such as 
genetic diseases.3,9-15  

 
Conclusions 
 
We report on a case of neonatal tooth and 

Riga-Fede disease, underlying the importance of 
an early clinical diagnosis, in order to avoid 
biopsies which may create discomfort in 
newborns and parents, with difficulties in feeding 
of newborns; we also would like to stimulate 
colleagues who daily works with newborns to 
address to Pediatric Dentists these patients. 
Furthermore, the occurrence of neonatal teeth 
should alert a multispecialistic team to provide an 
appropriate surveillance to manage the 
neurodevelopmental manifestations which may 
arise from Riga-Fede Disease. Nonetheless 
Riga–Fede disease may be associated with other 
syndromes as reported in literature thus it might 
be an alert suggesting further investigations to 
confirm or exclude the concomitance of 
neurological or genetic syndromes. 
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