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ABSTRACT: A congenital granular cell tumor is a benign and rare tumor of the
oral cavity, which occurs exclusively in newborns and can cause, due to its size, a
mechanical obstruction of the airway, and consequently, respiratory problems and
feeding problems. Therefore, early diagnosis and treatment is important to promote
the quality of life of both the patient and the parents. The purpose of this report is
to (i) present the case of a patient diagnosed with congenital granular cell tumor
(congenital epulis), its treatment and evolution and (i) a review of the related literature
because although its incidence is low, it is estimated that in 0.0006% of the cases the
consequences are of important consideration if adequate management is not given.

KEY WORDS: Congenital epulis; Congenital epulides; Congenital granular cell tumor;
Gingival neoplasm; Newborn; Infant; Alveolar process.

RESUMEN: El tumor de células granulares congénito es un tumor benigno y raro de
la cavidad oral, que se presenta exclusivamente en recién nacidos, el cual puede
ocasionar, debido a su tamafo, obstruccion mecanica de la via aérea y por tanto
problemas respiratorios, asi como problemas de alimentacion, por lo que el diagnostico
y tratamiento temprano es importante para favorecer la calidad de vida del paciente
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y de los padres. El proposito de este reporte es (i) presentar el caso de una paciente
con el diagnostico de tumor de células granulares congénito (épulis congénito), su
tratamiento y evolucion, v (i) la revision de su literatura, pues si bien su incidencia, €s
baja, y se estima en 0.0006%, sus consecuencias son de importante consideracion si
no se le brinda el manejo adecuado.

PALABRAS CLAVE: Epulis congénito; Epulides congénito; Tumor de células granulares
congénito; Neoplasma gingival; Recién nacido; Infante; Proceso alveolar.

INTRODUCTION

A congenital granular cell tumor is a benign
and rare tumor located in the oral cavity, which occurs
exclusively in newborns (1-15). It was first descri-
bed in 1871 by Neumann (1,2,4,5,7,8,10-14).

It is also known by other different names,
such as congenital epulis (2,5,6,10,13-15), conge-
nital granular epulis (2), epulis of the newborn
(6,12,13), congenital granular cell myoblastoma
(2,10,12), congenital granular cell fibroblastoma
(2,12), gingival granular cell tumor of the newborn
(6,7,12), and Neumann's tumor (5,7,10,12,15),
among others.

According to Boanquet and Roblin (2009),
the incidence of congenital epulis in Wales has
been of 0.0006% in a period of 28 years (3), but
there are no other specific related studies.

The congenital granular cell tumor or conge-
nital epulis is characterized by being a soft, firm,
well-circumscribed, single tumor with a smooth
surface (1,2,4-6,9-13). It can be multilobed (1,2,
11), sessile or pedunculated, pinkish or reddish in
color (1,2,4,5,8-13,15). It is located at the level of
the anterior alveolar ridge, mainly in the maxillary
region (1,2,4-12,15). Although the diagnosis
could be based only on clinical criteria, an histo-
pathological study and histochemical findings are
essential to determine the exact diagnosis and the
appropriate management of the tumor (1-5,9,12-
15). The treatment of choice is surgical excision,
which is performed immediately after the diagnosis

(1-5,7-10,12-15) and has an excellent prognosis
(4,15).

Below is a case report of a newborn patient
with a diagnosis of congenital granular cell tumor
in the antero-superior alveolar ridge and a review
of the literature on this pathology.

CASE REPORT

A 6 days old female patient was referred to
oral and maxillofacial surgery consultation by the
pediatrician because she presented, since birth,
a tumor in the region of the maxillary anterior
alveolar ridge, which caused her difficulty when
feeding, but not when breathing since it did not
obstruct the oral cavity.

A clinical examination was performed,
revealing an oval tumor in the upper anterior
rim, temporal upper central and lateral incisor
region, pale pink like the surrounding structures,
pedunculated, but with a wide base, approxima-
tely 15-mm in size, without any symptoms on
palpation (Figure 1). Due to the characteristics of
the lesion, a congenital granular cell tumor was
suspected (i.e., a soft tissue tumor that does
not compromise hard tissues such as bone and
tooth germs), and therefore there was no need for
imaging studies. Although the diagnosis was made
based on characteristic clinical findings, a diffe-
rential diagnosis should be considered with other
congenital malformations, and other benign and
malignant neoplasms that are described later. No
other malformation was observed in the oral cavity.
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The patient was classified as Asa | and her blood
count was normal.

Figure 1. Congenital granular cell tumor in the anterior-superior
maxillary alveolar ridge, region of the upper right temporal incisors, with
an approximate size of 15-mm in length, in a newborn female patient.

The proposed treatment was outpatient,
based on an excisional biopsy of the tumor under
local anesthesia (lidocaine with epinefrina), with
prior consent of the parents. Excision was perfor-
med with a scalpel by cutting the tumor in the
mucosa of the basal region in the area of the
pedunculated tissue adjacent to the alveolar ridge.
Subsequently, absorbable sutures were placed
to help partially close the wound. There was a
minimal blood loss and there was no need for any
additional treatment. The procedure was perfor-
med without any complication and Acetaminophen

40mg orally every 6 hours was prescribed as an
analgesic. The tissue obtained was sent to Patho-
logy for histopathological study in 10% formalin.
Two weeks later, during the postoperative control,
good tissue healing was observed.

The histopathological report described a
15-mm round tissue fragment, lined by unalte-
red squamous epithelium, and beneath it an
accumulation of monotonous cells with small
nuclei without pleomorphism and abundant
hyaline and markedly granular cytoplasm. The
cells were arranged in dense sheets with inter-
calated blood vessels (Figure 2. A-C). No malig-
nancy was observed. It did stand out that tumor
cells were located right at the resection margin.
An immunohistochemistry study was performed,
revealing the following: staining with S100,S0X10
and Pancytokeratin were negative, and Vimen-
tin was positive (Figure 3). The histopatholo-
gical diagnosis was granular cell tumor of the
newborn (epulis of the newborn).

Eleven months later, it was observed that
the temporal right upper lateral incisor, the tempo-
ral left upper central incisor and temporal lower
central incisors teeth were in the process of
eruption. The temporal right upper central incisor
and temporal left upper lateral incisor teeth were
soon to erupt, as the incisal edge of thereof was
palpable on the alveolar ridge.
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Figure 2. A.Granular cells. Granular cells possess a granular cytoplasm
a solid sheets of tumor cells. H&E, 20X. C.The overlying epithelium is atrophic in contrast with that of the granular cell tumor of the adult,
where the epithelium shows pseudoepiteliomatous hyperplasia. H&E, 4X.
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DISCUSSION

Congenital granular cell tumor is a benign
and rare tumor of the oral cavity, occurring exclu-
sively in newborns (1-15), with variable size, which
can cause respiratory and feeding problems due
to obstruction of the airway (1-5,7-15). In the
instant case, although the size of the tumor was
large (i.e., about 15-mm), it did not obstruct the
oral cavity and therefore did not cause respiratory
problems, but it did cause feeding problems when
the female tried to suck as she exerted pressure
against the tumor. Even in the literature, cases of
this type of tumor have been described with a size
ranging from 7.5cm up to 10cm (1-6,8-15) and it
has been stated that the tumor enlarges during the
prenatal period, but growth is arrested after birth
(4,9,13).

The tumor that was clinically observed
exhibited the typical characteristics of this type of
lesion as indicated initially. However it is important
to emphasize that the lesion was pedunculated but
with a broad base (i.e., it was specifically located
in the area of the temporal right upper central
and lateral incisors teeth). Although the highest
frequency of appearance of this type of lesion is in
the alveolar mucosa, mainly in the maxillary alveo-

lar ridge, and specifically the anterior part (i.e.,
the region of the incisors and temporal canines
(1-15)), as in this case. It is also observed in
mandible (2-5,7,9,12-14), but less frequently in
a maxilla/mandible ratio of 3:1 (1,2,5,8,10-14).
Generally, this type of tumor is a single lesion.
However multiple tumors have been reported in a
range of 5 -16% of the cases (1-5,8-13,15). The
congenital epulis in this case occurs in a female
patient, which coincides with what is reported in
the literature regarding the higher prevalence in
females with respect to the males (1-7,9,10,12-
15), with the ratio being 8-10:1 (1-5,7,8,10-14).
Likewise, there is a greater predisposition for its
appearance in people of Caucasian ethnic origin
(7,10,12,13), as well as those without a known
family pattern or inheritance (13).

The diagnosis of congenital granular cell
tumor can be made prenatally (2-4,7,8,10,12,13,
15) when the lesion is large, either by ultrasound
(2-4,7,10-13) or magnetic resonance imaging
(2-4,7,12,13). However, after birth, a computerized
axial tomography, a magnetic resonance imaging
of the head or conventional radiography are very
useful since they help define (i) the extent of the
lesion, (ii) the degree of calcification of the mass,
(iii) the presence of any bone defect, and (iv) the
involvement of adjacent structures (7,10,13).
Although the diagnosis could be based only on clini-
cal criteria, the histopathological study and histo-
chemical findings are essential to define the exact
diagnosis and the appropriate management of the
tumor, like in this case (1-5,9,12-15).

The etiology of congenital granular cell
tumor is unclear (2-6,8-15). The relationship with
a hormonal component is reported in the litera-
ture. However, there are other theories (1-5,7-
12,15) as myoblastic, odontogenic, neurogenic,
fibroblastic, histiocytic, endocrinological, which
support the mesenchymal origin or reactive origin
(2-4,6-10,12-14).
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The histopathological study of the conge-
nital granular cell tumor shows the characteris-
tics mentioned above for this case. It is formed
by layers of large cells with granular cytoplasm
and a non-collagenous vascular stroma (2,4,6-10,
13,14). This type of lesion is negative for protein
S-100, contrary to the adult form of granular cell
tumors (3,4,9,12-14).

The differential diagnosis of these tumors
must be made with different pathologies:

e congenital malformations, such as encephalo-
cele (5,10), dermoid cyst (5,10,15) or teratoma
(5,9,10,12).

e benign and malignant neoplasms: hemangio-
mas (5,9,10,12), lymphatic malformations
(5,10), melanotic or pigmented neuroectodermal
tumor of childhood (4,5,10,12), rhabdomyosar-
coma (b, 10,11), adult granular cell tumor (4),
rhabdomyoma (4,9,15), congenital fibrosarcoma
(15), osteogenic and chondrogenic sarcoma (11),
malignant granular cell myoblastoma (9,11,14),
infantile myofibroma, peripheral odontogenic
fioroma and neurofibroma (4), lipoma, congeni-
tal choristoma (15), schwannoma, hibernoma,
fibroma (9), among others.

Treatment for this congenital tumor is surgi-
cal excision, which can be performed under local
anesthesia or general anesthesia. The choice
depends on the size, number of lesions and the
location of the tumor (1-5,7-15) In the present
case, the surgery was performed under local
anesthesia due to the size of the tumor. It was
feasible to perform it in this modality, avoiding a
complex approach to the female. Another type of
treatment is observation, since there are studies
that indicate that in some cases there is sponta-
neous regression (1-3,5-10,12-15). Kokubun et
al. (2018) state in their study that the reduction
in tumor size may result from the release from
maternal influence of excessive fetal estrogen
produced at birth (6).

It is worth mentioning that when the lesion is
excised, it should not be radical or wide, as there
is a possibility of damaging the future develop-
ment of the dentition and creating defects in the
soft tissues (13).

No recurrence has been described after
surgical removal of the congenital granular cell
tumor, despite the fact that there may be incom-
plete resection and compromised margins (1-10,
12-15). Likewise, no malignant changes have
been observed, nor association with congeni-
tal syndromes or defects (1,3-5,7-9,11,12,15),
although there is literature that associates it with
some congenital anomalies (11-13). Also, there
are no reports of alteration of the teeth or gingival
defects (1,3-5,7, 8,12,15), but Vinay et al. (2017),
in their work, indicate that the excision of this type
of tumor can lead to a notch in the socket (5).

In the case at hand, according to the histo-
pathological report, the resection margins were
compromised, but there has been no recurrence
of the tumor to this date. In addition, it is important
to point out that there is a slight alteration in the
eruption sequence since the temporal right upper
lateral incisor erupted prior to the temporal right
upper central incisor, despite it is soon for it to
erupt. It is suspected that this finding may be due
to fibrous scar tissue on the alveolar ridge, which
caused a slight delay in the eruption of this tooth.
Regular follow-up is recommended (13), contrary
to what was stated by Vinay et al. (2017) and
Prabhu et al. (2015), who point out that unerupted
teeth in the involved area are not involved (5, 13).

CONCLUSION

A congenital granular cell tumor is a benign
and rare pathology in newborns, which forces the
professional to know its characteristics and its
differential diagnosis to determine the appropriate
course of action together with the histological
study and histochemical findings. The presentation
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of this case report as well as the literature review
is relevant, as the exact diagnosis is important for
proper management of the injury and its prognosis.
Although in the present case there were feeding
problems due to the tumor, it can also cause respi-
ratory problems, as such, this must be considered
given the consequences that it can cause.
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