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ORAL CARCINOMA CUNICULATUM (OCC): A RARE CASE IN A PEDIATRIC PATIENT
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ABSTRACT


mailto:mariasocorro.bescos@vallhebron.cat

Oral carcinoma cuniculatum (OCC) is a rare and often misdiagnosed variant of
squamous cell carcinoma, with very few cases described in the paediatric population.
We report the case of an 11-year-old girl who presented with a progressively enlarging
lesion on the right margin of the tongue. Imaging revealed a locally advanced tumour,
and histopathological analysis confirmed the diagnosis of OCC. The patient underwent
extensive surgical treatment, including subtotal glossectomy, bilateral neck dissection,
and reconstruction with a microvascular anterolateral thigh flap. This case highlights
the importance of recognizing OCC in young patients, the role of accurate
histopathological diagnosis, and the potential for curative treatment with surgery

alone, even in advanced cases.
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RESUMEN

El carcinoma cuniculatum oral (CCO) es un tipo de carcinoma escamoso oral poco
habitual y frecuentemente mal diagnosticado, del que se han descrito muy pocos casos
en la poblacion pedidtrica. Presentamos el caso de una nifia de 11 afios con una lesién
de crecimiento progresivo en el margen derecho de la lengua. Mediante las pruebas de
imagen se detectd un tumor localmente avanzado, y el analisis histopatoldgico
confirmd el diagnéstico de CCO. La paciente se sometid a tratamiento quirurgico
extenso, que incluyd una glosectomia subtotal, diseccidn bilateral del cuello y
reconstruccién con un colgajo microvascular del muslo anterolateral. Este caso resalta
la importancia de reconocer el CCO en los pacientes jovenes, asi como el papel que
desempeiia un diagndstico histopatoldgico apropiado y el potencial del tratamiento

curativo por medios exclusivamente quirdrgicos, incluso en casos avanzados.

Palabras clave: Carcinoma cuniculatum oral, paciente pediatrico, cancer oral.

INTRODUCTION



Oral carcinoma cuniculatum (OCC) is a rare variant of oral squamous cell carcinoma
(0SCC) with a low grade of malignancy. It accounts for approximately 2.7:% of all
OSCC cases! and is often underdiagnosed due to its similarity to verrucous carcinoma.
Unlike OSCC, OCC has no clear association with common risk factors such as tobacco
use, alcohol consumption, or human papillomavirus (HPV). Clinically, OCC presents
with symptoms similar to OSCC, including pain, ulcers, oedema, and mucosal
induration?. Histopathological examination is essential for diagnosis, characterized by
well-differentiated squamous cells and keratin-filled crypts resembling burrows3.
Surgical resection with clear margins is the preferred treatment, with no established
benefits from chemotherapy (CT) or radiotherapy (RT). Here, we present a rare case of
OCC in a paediatric patient, highlighting its clinical presentation, diagnostic challenges,

treatment, and follow-up.

CASE PRESENTATION

An 11-year-old girl with no toxic habits presented with a tumour on the right lingual
margin, persisting for one month. The lesion exhibited slow growth, no ulceration, and
no response to anti-inflammatory treatment. Given the persistent and progressive
nature of the lesion, an MRI was performed, revealing a 4.2;:icm lesion in the right
hemitongue. A biopsy conducted in two separate hospitals confirmed a keratinized
invasive SCC, well- to moderately differentiated. However, due to the unusual clinical
presentation and histopathological findings, further investigation was warranted.

Further histopathological analysis by our pathology department identified a "tumour
composed of well-differentiated squamous epithelium with keratin-filled cysts and
polymorphonuclear cells inside", leading to a diagnosis suggestive of OCC. Additional
investigations included a second MRI, PET-CT to rule out metastasis, and genetic

screening for Fanconi anaemia, dyskeratosis congenita, and Li-Fraumeni syndrome.

MRI (Figure 1) showed an infiltrative tumour measuring 3 cm, crossing the
midline with involvement of the right tongue base. PET-CT detected small metabolic

lymph nodes in bilateral level lla, raising suspicion of nodal involvement. The case was



staged as cT4aN2cMO.

Following discussion in the Multidisciplinary Head and Neck Tumour Board, the
treatment plan included surgery with bilateral supraomohyoid neck dissection
(SOHND). Informed consent was obtained from the patient’s family, considering the
complexity and potential complications of the procedure. Ethical and institutional
guidelines were followed, with approval from the Institutional Review Board.

Two days before surgery, a tracheostomy and percutaneous gastrostomy were
performed to ensure postoperative airway and nutritional support. The surgical
procedure involved degloving, lingual pull-through, subtotal glossectomy, preservation
of the left tongue base, bilateral floor of mouth resection, and bilateral SOHND.
Reconstruction was achieved using an anterolateral thigh (ALT) microvascularized flap
(Figure 2), which provided adequate bulk and functionality for oral rehabilitation. Oral
feeding resumed 20 days postoperatively.

During hospitalization, the patient experienced complications, including a submental
abscess requiring surgical drainage. Additionally, obstructive sleep apnoea developed,
for which nighttime continuous positive airway pressure (CPAP) was required. Despite
these setbacks, the patient showed gradual improvement, and she was discharged

after 50 days.

Definitive pathology confirmed the presence of an OCC (5: 4.2cm) with a

24::mm depth of invasion (DOI), p16-negative, with no perineural or vascular invasion,

and no lymph node involvement (0/66). The closest surgical margin was <
raising concerns about potential local recurrence. The final staging was pT4aNOMO.
Despite recommendations for adjuvant RT due to close margins, the patient and family
declined this option, opting for close follow-up instead.

The patient, who lives in another continent, has been followed up remotely via
periodic MRI scans and clinical evaluations. After three years, no recurrence has been
detected, and she maintains good quality of life with normal oral feeding, speech
intelligibility, and social and academic activities. MRI (Figure 3) confirms volume
preservation with the ALT flap, and Figure 4 illustrates post-treatment metaplastic
changes. The long-term follow-up underscores the potential for surgical management

alone in select OCC cases.



DISCUSSION

OCC is an uncommon OSCC variant, with only 80 cases reported worldwide®. Paediatric
occurrences are exceptionally rare, with only four previously documented cases®®.
This case represents the fifth paediatric OCC case in the literature, contributing to the
understanding of its clinical behaviour in young patients.

OCC is characterized by slow, local invasion with low metastatic potential®. It
predominantly affects the gingiva, while tongue involvement, as seen in our patient,
accounts for only around 20% of cases®. Unlike OSCC, OCC lacks associations with
known risk factors, including tobacco, alcohol, HPV, or premalignant oral lesions®*. This
highlights the need for alternative etiological considerations in paediatric patients.
Histopathological differentiation from chronic inflammatory lesions, OSCC, verrucous
carcinoma, and papillary carcinoma is crucial’. OCC exhibits squamous epithelial
proliferation into interconnected, keratin-filled crypts (cuniculatum). Unlike verrucous
carcinoma, which has an exophytic growth pattern, OCC usually presents an
endophytic or mixed growth pattern, aiding diagnosis>.

Surgical resection with clear margins remains the mainstay of OCC treatment®. Elective
neck dissection (END) has not demonstrated prognostic benefits and is reserved for
cases with suspected nodal involvement®. Our decision for bilateral neck dissection
was guided by PET-CT findings suggestive of lymph node involvement.

Adjuvant RT or CT has shown no survival benefit'. Historically, RT was avoided due to
concerns about anaplastic transformation, a misconception stemming from earlier
classification overlaps between OCC and verrucous carcinoma®. In this case, adjuvant
RT was proposed due to the close margin, but long-term disease-free survival supports
the decision to forgo additional treatment. OCC has a favourable prognosis compared
to OSCC, with minimal risk of distant metastasis. However, in cases where metastasis

occurs, prognosis is worse than that of OSCC2.

CONCLUSION



OCC is a rare OSCC subtype with distinct clinical and pathological features. Accurate
differentiation from verrucous carcinoma is critical due to prognostic implications.
Surgical resection with clear margins remains the standard treatment, with neck
dissection reserved for clinically suspicious lymph nodes. Adjuvant RT or CT has not
demonstrated efficacy. This paediatric case highlights the importance of
multidisciplinary management and long-term follow-up, reaffirming the favourable
prognosis of OCC when appropriately treated. Continued documentation of OCC cases,
particularly in paediatric patients, will be essential in refining diagnostic and

therapeutic strategies for this rare malignancy.
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FIGURES

a. b.
Figure 1. MRI done in our hospital. Axial (a) and coronal (b) cuts of the primary

lesion.

Figure 2. Immediate postoperative stage, where the ALT flap may be seen in its final

position.



a. b.

Figure 3. Postop MRI. Sagittal cut (a); Coronal cut (b). Tongue volume obtained by

reconstruction with microvascular ALT flap.

-

Figure 4. The flap after 24 months, when epithelial metaplasia may be observed.



