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An ectomesenchymal chondromyxoid tumor (ECT) is a rare intraoral tumor that should be 

included in the differential diagnosis of other mesenchymal tumors, particularly when 

located in the tongue. This study reports a new case of a 34-year-old female patient with 

a nodular lesion on the tongue dorsum. Its clinical diagnosis was irritative fibroma. The 

lesion was surgically removed, and, after 2 years of follow-up, no recurrence was observed. 

A detailed description of the histomorphological and immunohistochemical features of 

the ECT was made, highlighting the high Ki-67 proliferative index observed. (Rev Port Es-

tomatol Med Dent Cir Maxilofac. 2019;60(2):79-84)
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r e s u m o

Tumor condromixoide ectomesenquimal com um índice proliferativo 
muito significante: Relato de um caso

Palavras-chave:

Caso clínico 

Tumor condromixoide  

ectomesenquimal

Ki-67 alto

O tumor condromixoide ectomesenquimal (ECT) é um tumor intraoral raro, que deve 

ser considerado no diagnóstico diferencial de outras lesões mesenquimais de tecido 

mole, principalmente quando localizadas em língua. Neste estudo é apresentado um 

novo caso de ECT, de uma paciente do sexo feminino de 34 anos de idade com uma 

lesão nodular em dorso de língua com diagnóstico clínico de fibroma irritativo. A lesão 



foi extirpada cirurgicamente e depois de 2 anos de seguimento não foram observados 

sinais de recidiva. Ressalta-se uma descrição detalhada das características histomor-

fológicas e imuno-histoquímicas do ECT, entre as quais destacou-se o alto índice de 

proliferação observado para o Ki-67. (Rev Port Estomatol Med Dent Cir Maxilofac. 

2019;60(2):79-84)
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Introduction

An ectomesenchymal chondromyxoid tumor (ECT) is a be-
nign mesenchymal tumor composed of cells that phenotypi-
cally resemble myoepithelial cells.1 Approximately 75 cases of 
ECT were published in English in the literature.2-4 The tumor 
manifests as a submucosal nodule on the back of the tongue 
or, less frequently, at the base of the tongue and palate.2,5 The 
ECT is usually small, ranging from 4 to 50 mm,2 has no gender 
predilection, and affects patients between the first and eighth 
decades of life.1,2,6,7 Surgical excision is indicated as treat-
ment, and the prognosis is excellent, with a recurrence rate 
between 1.8 and 7%.2,7

Histologically, the ECT is a well-delimited but not encapsu-
lated tumor.1,5,8 The tumor consists of round, spindle-shaped, 
polygonal and oval cells2 arranged in cords and sheets or form-
ing a reticulated pattern within a myxoid or chondromyxoid 
stroma.1 Atypia and multilobulated nuclei are also observed. 
The immunohistochemical profile usually shows immunoreac-
tivity to glial fibrillary acidic protein (GFAP), S100, and CD57.1,5,9

The aim of this study was to report a case of ECT in the oral 
cavity, highlighting its histopathological and immunohisto-
chemical features.

Case Report

A 34-year-old female patient had an asymptomatic lesion on 
the anterior dorsum of the tongue. The nodular lesion meas-
ured 1.5 x 1.3 cm, had a sessile base, well-defined limits, nor-
mal mucosa color, smooth surface and was firm to touch. 
Upon a clinical diagnosis of irritation fibroma, an excisional 
biopsy was performed. The histopathological examination 
showed a well-delimited nodular lesion that pushed the stri-
ated muscle tissue, discretely surrounding it (Figures 1A and 
1B). The lesion was characterized by lobules that were slight-
ly intersected by fibrous septa (Figure 1A). The lobules exhib-
ited frequent myxoid, chondroid and myxochondroid areas, 
as well as more solid areas composed of small, oval/round 
and hyperchromatic cells (Figures 1C and 1D). Other areas 
were composed of polygonal or elongated cells with eosino-
philic or vacuolar cytoplasm (Figure 1C). In addition, there 
were microcysts and dilated cystic spaces, sometimes with 
an arrangement similar to myxoglobulosis, filled with recent 
red blood cells (Figure 1D). Pseudoinclusions were also ob-
served, and atypia was discrete. The histopathological fea-
tures indicated the diagnosis of ECT. The deep surgical mar-

gin was focally compromised, and no neural or vascular 
invasion was found.

Without clinical signs of lesion remnants, the patient de-
cided not to perform a new surgical intervention. However, the 
patient has still been closely monitored with serial follow-up 
visits. After a follow-up period of 24 months, the patient is fine, 
and there are no signs of lesions in the oral mucosa.

The following antibodies were used for the immunohisto-
chemical study: S100 (Polyclonal, 1:1000; Dako, Carpinteria, 
CA); GFAP (Polyclonal; 1:200; Dako, Carpinteria, CA), CD10 
(56C6; 1:100; Dako, Carpinteria, CA); neuron specific enolase 
(NES; BBS/NC/VI-H14, 1:200, Dako, Carpinteria, CA); Cyclin D1 
(DCS6; 1:100; Dako, Carpinteria, CA); CD56 (123C3, 1:50; Dako, 
Carpinteria, CA), and Ki67 (MIB-1, 1:100; Dako, Carpinteria, CA). 
Positive staining was observed for S100 (Figure 2A), GFAP (Fig-
ure 2B), CD10 (Figure 2C), NES (Figure 2D), and Cyclin D1 (Figure 
2E). The Ki-67 labeling index was considered significant (60-
70%) (Figure 2F), with the observation of marked immunos-
taining in more cellularized areas. Immunostaining was neg-
ative for CD56.

Discussion and conclusions

Although the WHO describes the ECT as a rare benign mesen-
chymal tumor with a myoepithelial cell-like phenotype,1,10,11 
there is unanimous agreement that this tumor arises from 
neural crest cells.2,5,8,12-17 The clinical features of the present 
case are consistent with those reported in the literature, 
which describe the ECT as an asymptomatic lesion that usu-
ally measures less than 2 cm in diameter, is located on the 
back of the tongue and affects patients at a mean age of 34 
years.1,2,5,6,8,11,12,18,19

Histologically, the present case meets the morphological 
criteria for the diagnosis of ECT.2,4-6,8,11,15,17-23 The tumor is 
characterized by a lobular growth pattern with cystic spaces 
and stroma with myxoid, chondroid and myxochondroid ar-
eas, and by hypercellularity – especially small cells, which 
seem to predominate in ECT.5 Another particular feature is 
neoplastic cells surrounding muscle cells,5,15,16,24 but this does 
not seem to represent evidence of an ECT’s aggressive behav-
ior.22 The atypia found was discrete, but some authors specu-
late that these areas might be associated with inflammation 
secondary to stimuli or aging of the tumor.16,18 It is important 
to state that we also detected globular structures, described as 
myxoglobulosis.24 These structures were also seen by our 
group in oral mucoceles.25
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Figure 1. Histological features of the ectomesenchymal chondromyxoid tumor. A – Well-circumscribed nodule showing 
lobular growth pattern with high cellularity, which seems to be separated by fibrous bundles. B –  Proliferation of round 
cells pushing striated muscle bundles. Note muscles bundles that appear to be entrapped by neoplastic proliferation.  
C – A reticular pattern composed of spindle cells with long cytoplasmic extensions and a few small and round cells.  
D – Lobules with chondroid differentiation composed of cells with hypercomic round nuclei and binucleate cells.  
E – Well circumscribed nodule, which shows cystic spaces with inner polypoid surface. Note globular structures with 
high cellularity within cystic spaces. F – Detail showing a globular pattern similar to myxoglobulosis.
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The immunohistochemical profile of ECT is highly vari-
able. However, as in previous studies, the present tumor was 
positive for S100 and GFAP,4,6,7,12,15,19,23,26,27 demonstrating an 
origin from the neural crest, as well as for CD10,28 NSE20,29 and 
cyclin D1.4,17,28 Regarding this last protein, strong nuclear ex-

pression was detected, but no translocation of CCND1/IGH or 
amplification of the CCND1 gene was found.28 No CD56 stain-
ing was observed, which is in agreement with a previous 
study21 that reported a variable expression of this marker in 
its cases.

Figure 2. Immunohistochemical features of the ectomesenchymal chondromyxoid tumor. A – Strong immunoreactivity  
for S100. B – Strong immunoreactivity for GFAP. C – Immunoreactivity for CD10. D – Immunoreactivity for NES.  
E – Immunoreactivity for Cyclin D1. F High expression of Ki-67.
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An interesting finding of the present case was the high pro-
liferative index identified by Ki-67 staining. Conversely, a low 
proliferative index of this tumor has been reported in the liter-
ature.2-4,14,19,26,30 Considering the variable immunohistochem-
ical profile of the ECT, the high proliferative index suggests the 
need for constant monitoring of these cases, with special at-
tention to areas containing populations of small cells.

The main differential diagnosis of the ECT includes myo-
epithelioma2,3,5-8,11,12,15,17,19,20,23,24,31,32 and pleomorphic adeno-
ma.2,3,5,7,8,12,17,20,31 However, despite the presence of chondroid 
and myxoid differentiation and spindle-shaped cells, we found 
no plasmacytoid cells, glandular ducts, or salivary gland tissue. 
Other differential diagnoses are myxoma, mucocele, oral focal 
mucinosis, neurofibroma, and schwannoma.2,5,7,8,12,17 In the 
present case, the histological features, together with the im-
munohistochemical findings, helped to make this distinction 
since the absence of AE1/AE3 and the presence of neural mark-
ers indicated a tumor of ectomesenchymal origin.

Although rare, the ECT should be included in the differ-
ential diagnosis of nodular lesions that occur on the dorsum 
of the tongue. To our knowledge, this is the first case report 
showing a high proliferative index. Since little is known about 
the evolution of this tumor, the patient is monitored closely.
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