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Riga — Fede Disease: a Challenging Disease for
Neonates and Parents — an up-to-date

Review of the Literature

SUMMARY

Background/Aim: Riga-Fede disease (RFD) is a severe complication
of natal and neonatal teeth. It is a benign traumatic granuloma that causes
several problems to both the nursing mother and the infant. However, the
disease may appear to older children as well. The aim of this study is to
investigate the epidemiological and clinical features of Riga-Fede disease,
as well as the modern approaches regarding its management. Material and
Methods: A thorough investigation of modern literature was conducted,
using the scientific databases PubMed and Google Scholar. Published
articles of case reports, literature and systematic reviews were collected
based on the criterion of publication date. An article was considered eligible
for our study when published within the last decade (2015-2024). Results:
RFD is usually developed on the ventral surface of the infants’ tongue due
to repetitive trauma from natal or neonatal teeth. The histopathological
evaluation of RFD's lesions reveals severe eosinophilic inflammatory
infiltration with necrotic layers. However, its clinical appearance may
be mistaken and lead to a false diagnosis, given its similarity with oral
neoplasms, congenital diseases, infection lesions and other pathological
conditions of the oral cavity. RFD usually causes pain during breastfeeding.
So, there is a risk of insufficient child nutrition, along with dehydration
and aspiration danger, as natal and neonatal teeth are usually unsteady.
RFD's management depends on the characteristics of each clinical case
and includes monitoring, conservative approach or extraction in cases
of high health risks for the child. Conclusions: RFD can be considered a
challenging condition that should be immediately dealt with, in order to
avoid the previously stated problems. The severity of its clinical signs and
symptoms reveal the need for enhanced education of modern dentists,
pediatricians, obstetricians, midwives and any other health specialist
responsible for women's and infants’ oral health.

Key-words: Eosinophilic Granuloma, Natal Teeth, Neonatal Nursing, Riga-Fede Disease

Nikoleta Tsouma, Evangelos Liappis

Department of Midwifery, University of West
Macedonia, Thessaloniki, Greece

REVIEW PAPER (RP)
Balk J Dent Med, 2024;168-171

Introduction

Riga-Fede disease (RFD) is
ulceration attributed to repetitive trauma'?. The disease
was named after the Italian physician Antonio Riga, who
initially described it in 1881, and later Francesco Fede,

a benign lingual

who made the first histological analyses of the disease!'**.
The most usual etiological factor of RFD is the sharp

incisal edge of one or more newly erupted teeth in the
child’s oral cavity!'>>. Teeth that are present at the time
of birth are called natal teeth, and these whose eruption is
completed within the first 30 days of a neonatal’s life are
called neonatal teeth®’. Such types of teeth are a quite rare
condition that leads to increased parents’ concern about
their children’s health®3. Natal or neonatal teeth require
immediate care, in order to prevent complications to both
the child and the nursing mother®°.
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Material and Methods

The present review of the literature is based
on published case reports, literature and systematic
reviews from databases PubMed and Google Scholar.
A publication was considered as eligible based on its
publication type, abstract, publication date, references and
scientific credibility. The key-words used in the process
of choosing publications for inclusion were “Riga-Fede
disease”, “neonatal teeth”, “natal teeth”, “eosinophilic
granuloma”, and the publication date range was decided
to be 2015 — 2024. In total, 803 and 332 publications
were available for consideration in PubMed and Google
Scholar accordingly. After thorough evaluation of all 1135
publications and the exclusion of textbooks, letters to the
editor and other types of publication except for articles, 21
papers met the inclusion criteria and were included in our
literature review.

Discussion

Throughout this review, all co-authors agreed
on the multidimensional nature of Riga-Fede disease.
Essential up-to-date knowledge is provided by the
included publications regarding several aspects of RFD.
Thus, it was decided to approach each aspect separately
by gathering updated knowledge for each of them. More
specifically, RFD’s epidemiological and histopathological
characteristics, etiology, clinical features, complications,
differential diagnosis, as well as management choices
were examined as follows.

What is Riga-Fede disease?

Riga-Fede disease is described as a chronic traumatic
ulceration, most usually detected on the anterior ventral
surface of the tongue in newborns and infants*!?, Other
possible oral structures affected may be the child’s lips,
the buccal mucosa, the dorsal tongue surface, the palate,
the mouth floor, or even the gingival tissue*. The literature
is uncertain about whether RFD presents a significant
male or female predominance!!-'2.

It is mainly associated with natal, neonatal or
deciduous lower incisor teeth!®!3. Natal teeth have
already erupted by the time of birth, whereas neonatal
teeth erupt within 1 month since birth’. The incidence of
natal and neonatal teeth ranges from 1:1000 to 1:30,000
and natal teeth seem to be more usually detected than
neonatal teeth®!L14-16. Other names are congenital teeth,
fetal teeth, predeciduous teeth, dentitia praecox and
dens connatalis''. Their structure includes dentin and
hypoplastic enamel, but the presence of pulp and a normal
root is not guaranteed, and their shape may be irregular or
sharp®!%14, Usually, they erupt on the mandibular anterior

region of the oral cavity, but they are smaller, more
conical and yellowish in comparison to primary lower
incisors® 1413,

Etiology

The reason of natal or neonatal teeth formation and
eruption still remains unknown, but various theories have
been proposed*”!!. These include a possible infection
and prolonged febrile incidents during pregnancy, trauma,
inadequate nutrition or poor health of the pregnant
woman, a superficial position of the tooth sperm in the
upper or lower jaw of the infant, hyperthyroidism of
the mother, or even exposure to environmental harmful
factors*®7101LI415  The hereditary nature of natal and
neonatal teeth has also been suggested, according to the
autosomal dominant trait”'%!! Natal teeth are also
known to be present in cases of severe syndromes, such
as Pierre—Robin syndrome, Hallermann—Streiff syndrome,
Lesch-Nyhan syndrome, Ellis—van Creveld syndrome,
Tourette’s syndrome, Soto’s syndrome, ectodermal
dysplasia and congenital pachyonychia®!l\1>15. On the
other hand, even though it was stated in the past, no
etiological correlation between infant’s weight and natal
teeth development has been proven®.

In contrast, the ectiology of Riga-Fede disease is
clearly justified, as the main factor is trauma. Repetitive
trauma caused by natal or neonatal teeth leads to
sublingual, usually, or other soft tissue ulceration lesions
in the oral cavity>!%!7. Risk factors that increase the
chance of developing Riga-Fede disease include the
sucking reflex, uncontrolled tongue movements, macro-
glossy and neurological disorders®!>!718, So, RFD can
also be seen during early childhood, even without the
presence of natal or neonatal teeth after birth!2,

Clinical signs & symptoms — Complications —
Differential diagnosis

Sometimes, natal and neonatal teeth appear to be
quite unsteady into the newborn’s oral cavity, surrounded
only by gingival tissue without any osseous support!' %14,
So, they are likely to make breastfeeding challenging
for both the infant and the nursing mother'. Riga-
Fede disease is the most severe complication provoked
by those teeth'>. Initially, it is a benign ulceration,
which may progress to a fibrous mass, as breastfeeding
continues®*!8,  Histopathologically, the RFD lesion
presents inflammatory infiltration = with  necrotic
superficial layers?3!0. This is why in the literature one
may find the disease named traumatic tongue granuloma,
sublingual ulcer, sublingual granuloma, eosinophilic
tongue granuloma, traumatic atrophic glossitis or
traumatic ulcerative granuloma with stromal eosinophilia
(TUGSE)?*>19, However, the diagnosis is possible based
on a proper medical history and clinical examination of
the child’s oral lesions without the need for a biopsy!'”-'%.
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Other issues arising from their presence include child’s
discomfort during suckling, risk of aspiration and pain to
the mother’s breast*6-%11,14,15.20,

It is not unusual for infants with natal or neonatal
teeth to refuse breastfeeding due to the irritation and
pain they feel, mainly attributed to the lesions of
Riga-Fede disease>%'!"!4. As a result, they experience
inadequate nutrition and dehydration’*. In cases of
Riga-Fede disease in older children, the pain level is
lower and the mastication process is less discomforting,
but pronunciation difficulties are possible?. So, if RFD
is not diagnosed and managed early, lingual deformity,
malnutrition and growth retardation may occur, even
though the disease’s lesions usually heal without any
intervention'->!'. Also, in case of increased mobility,
the natal or neonatal tooth may provoke gingival fibrous
dysplasia'l.

One should keep in mind that oral mucosa
ulcerations may be attributed to several pathological
conditions. So, bearing in mind that Riga-Fede disease
lesions mimic malignancy, its differential diagnosis
includes squamous cell carcinoma, allergic reactions,
ulcerative candidiasis, salivary gland tumors, traumatic
neuroma, fungal and bacterial infections, tuberculosis,
lymphoma, sarcoma, or even agranulocytosis, congenital
syndromes, and primary syphilis!->>10,

Some parents firmly believe in myths associated
with natal and neonatal teeth. This depends on the
culture they belong to, as some communities consider
such teeth a good omen (i.e. Malaysia, England etc) and
other communities consider them a bad omen (i.e. India,
China etc)®. This affects the natural expression of parental
love and leads superstitious parents to the demand of
immediate removal of these teeth!!.

Treatment

The management of natal and neonatal teeth and
their consequences depends on the special characteristics
of each clinical case®. Before taking a final decision about
the proper management technique, a thorough clinical and
radiological examination is essential'.

In case of no pathological symptomatology,
monitoring is proposed for both the baby’s teeth
and the nursing mother®!4, Certainly, teeth affecting
breastfeeding process with pain, ulcers and developmental
consequences have to be managed early. The primary aim
is to eliminate the traumatic factor®*. The first choice of
treatment is the conservative methodology, which can
be applied on steady natal and neonatal teeth causing
slight or no irritation to the child and the mother*®.
This method includes modification of feeding habits,
use of protective device to cover the infant’s teeth or
smoothing the sharp incisal edge of these teeth with the
use of dental handpieces>??. The use of a mouthwash
or a corticosteroid ointment for temporary relief is also
suggested in such cases, although their effectiveness is

controversial®. Obstetricians and midwives should request
a close follow-up visit, in order to guarantee sufficient
nutritional intake of the infant through breastfeeding and
check the healing of the ulcer!”.

When natal or neonatal teeth are very loopy or
are supernumerary or have provoked the formation
of painful ulceration (Riga-Fede disease) and there is
inadequate nutrition, the conservative approach is not
effective®*-10, Extraction of natal or neonatal teeth is
suggested and sometimes, when the ulcers do not show
any signs of healing within 2 weeks since the extraction,
a biopsy may be required for further investigation?!%-1417,
Nevertheless, extraction should be avoided when the
natal or neonatal tooth belongs to the normal deciduous
dentition!®. There is no risk of bleeding when vitamin
K is administered at birth for normal clot formation®.
Otherwise, the extraction should occur after 10 days since
birth, so that normal bacterial flora is well established in
the intestine to produced vitamin K'-'3. Tooth extraction
is also the only proper treatment in case of children with
Riga-Fede disease suffering from neuro-developmental
abnormalities'®. After the tooth extraction, recurrence of
Riga-Fede disease is not expected, but a usual unpleasant
outcome is the delayed eruption of primary teeth at the
anatomical region of the previously present natal or
neonatal teeth’.

Midwives’ role

Most nursing women are expected to face painful
symptoms at the beginning of breastfeeding. So, it is
essential to prepare them by teaching pain management
and prevention techniques. This goal is possible with
training sessions either in well-organized institutions
or by a medical professional (obstetrician or midwife)
responsible for the woman’s pregnancy 2!. Taking into
consideration the pain felt by natal and neonatal teeth
when breastfeeding, the role of midwives is more than
essential. Their support and advices are precious for
mothers, so that they continue providing their babies with
normal nutrition and overcome psychological inhibitions
related to superstitions'*. Otherwise, nursing mothers as
well as their husbands think of breastfeeding and healthy
child development as an unachievable goal.

Conclusions

Riga-Fede disease can be considered a challenging
condition that should be immediately dealt with, in order
to avoid all associated complications and difficulties.
It may be a rare disease, but its clinical features are
upsetting parents and young patients. So, the severity
of its clinical signs and symptoms reveal the need for
enhanced education of modern dentists, pediatricians,
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obstetricians, midwives and any other health specialist
responsible for women’s and infants’ oral health.
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