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Case RepoRt
A 20-year-old man presented with a four year history of a slow 
growing lesion on the forehead. On examination, the lesion was 0.8 
cm in size, firm, non-tender, and freely mobile. The lesion was totally 
excised. Grossly, the tumour was well encapsulated, 0.8x0.5 cm in 
diameter, firm and glistening with a grey white cut section. Histological 
examination showed a well-circumscribed tumour composed of 
lobulated nodules consisting of epithelial–myoepithelial islands with 
a tubuloglandular pattern, within a chondromyxoid stroma. Tumour 
in the stroma showed marked bone formation [Table/Fig-1]. Bone 
formation was surrounding epithelial-myoepithelial islands with a 
tubuloglandular pattern within a chondromyxoid stroma [Table/Fig-
2,3]. The tumour exhibited no pleomorphism, necrosis or increased 
mitotic activity. In immunohistochemical investigation, pan-
cytokeratin (pan-CK) was positive in the inner layer of epithelial cells 
whereas vimentin and S-100 protein were positive in the outer cell 
layers [Table/Fig-4,5]. The luminal surface of ductal structures was 
positive for carcinoembriyonic antigen (CEA) [Table/Fig-6]. Both with 
morphological and immunohistochemical findings, the case was 
diagnosed as chondroid syringoma with extensive bone formation.  

DisCussion
Chondroid syringoma, also known as benign mixed tumour 
(pleomorphic adenoma) of the skin, is a rare, tumour occurring 
usually in the head and neck region of adult patients. Tumour is of 
sweat gland origin [1].The reported incidence is<0.098% among all 
primer skin tumours. A malignant transformation is very rare. No 
clinical signs are characteristic of tumour. The definitive diagnosis is 
made by histopathologic examination.  Histopathologic examination 
displays sweat-gland-like epithelial component in a fibroadipoid, 
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aBstRaCt
Chondroid syringoma is a rare, skin appendageal tumour, usually reported at the head and neck region. It is a mostly intradermal 
and rarely subcutaneous small painless nodule. The histopathological examination is characterized by a combination of epithelial and 
myoepithelial structures within a chondromyxoid and fibrous stroma. Herein, we present a rare case of chondroid syringoma with 
extensive bone formation. 

chondroid, hyaline, or mucinous stroma. Bone formation in 
chondroid syringoma is an extremely rare feature [2,3]. To the 
best of our knowledge only five cases of chondroid syringoma 
with bone formation have been reported in published studies upto 
date. Herein, we report the sixth case of chondroid syringoma with 
extensive bone formation.

Chondroid syringomas are composed of both epithelial and 
mesencymal components. In 1961, Hirsch and Helwig first introduced 
the term chondroid syringoma to describe a mixed tumour of the 
skin originating from the sweat glands [4]. Characteristically, it is 
a slow-growing, painless, firm intracutaneous nodule at the head 
and neck region of adult males. It is often smaller than 3 cm, but 
may grow larger. Histopathological examinations have shown 
combination of epithelial and myoepithelial structures within a 
chondromyxoid and fibrous stroma [5]. Sometimes these tumours 
may show a differentiation towards various skin adnexal structures 
(including hair matrix, hair follicle, apocrine, and sebaceous glands), 
suggesting an origin from a folliculosebaceous-apocrine unit [6]. 
Bone formation is a rare feature and when present is usually focal 
and scant. Extensive ossification in chondroid syringoma is very 
rare, so far, only five such tumours have been reported in the skin 
[2,3,5,7,8]. The other reported cases of chondroidsyringoma with 
extensive bone formation  are summarized on [Table/Fig-7].

The exact mechanism of bone formation in chondroid syringoma 
is unknown. Akasaka et al., [8] suggested that ossification in these 
tumours indicates their development from pluripotential stem cells. 
On the other hand they have been thought to result from enchondral 
ossification, by direct laying down of bone by metaplastic 
myoepithelial cells or by modified myoepithelial cells and as well as 
by partial enchondral ossification [9]. Shimizu et al., [7] suggested 
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[table/Fig-1]: Bone formation within a chondromyxoid stroma(H and E, x100)  [table/Fig-2]: Bone formation surrounding epithelial-myoepithelial islands with a tubuloglandular 
pattern (H and E, X 200) [table/Fig-3]: Epithelial-myoepithelial islands within a chondromyxoid stroma (Immunostaining, X 200)
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References year-
old

Sex Localization immunohistochemical       
findings

treatment

Shimizu S and  
et al.,[7]

68 F Upper lip No Local 
excision

Akasaka T 
and  et al.,[8]

58 M Chin No Local 
excision

Awasthi R et 
al.,[3]

43 F Cheek MIB-1 Local 
excision

Paul K and et 
al.,[5]

50 F Tip of nose                                                No Local 
excision

Eccher A and 
et al.,[2]

27 M Frontal  
region                           

CK8-18 (+), CKAE1-AE3 (+)
CEA(+), S-100 (+)

Local 
excision

Our case 20 M Forehead Pan-CK (+), vimentin (+), 
CEA(+), S-100 focal (+)

Local 
excision

[table/Fig-7]: Clinicopathologic findings of chondroid syringomas with bone 
formation in the literature

the possibility of direct deposition of osteoids by metaplastic cells. 
Awasthi et al., [3] reported a case with extensive ossification and 
marrow formation. Akasaka et al., [8] reported a case of containing 
ossification, hair matrix, and sebaceous ductal differentiation. 
Our case did not impart any evidence of enchondral ossification, 
marrow formation, hair matrix, and sebaceous ductal differentiation 
in the tumour.

Clinically differential diagnosis includes inflammatory and 
neoplastic skin lesions such as nevi (particularly on the face osteo-
nevusof Nanta), particularly on the face, basal cell carcinomas, 
pilomatricomas, trichoepitheliomas, hemangiomas, schwannomas, 
pyogenic granulomas, lipomas, epidermal and dermoid cysts, 
desmoplastic melanomas, dermatofibromas, and some cutaneous 
metastases [2,4,8]. Awasthi et al., [3] mentioned that radiological 
appearances of chondroid syringomas may be confused with 
malignant tumours because of the presence of irregular speculate 
structures extending within stroma.

Chondroid syringiomas are seen usually in benign forms and 
rarely in malignant forms. The malignant form are seen mostly in 
extremities without relationship with age different from the benign 
forms [10,11]. Malignant kondroid siringomas behave in  aggressive 
manner. The chances of malignancy increase greater than 3 cm 
in size of the lesion. Histological features of malignant forms of 
chondroid syringomas are cytologic atypia, infiltrative margins, 
satellite tumour nodules, tumour necrosis and involvement in deeper 
tissues [12,11]. Malignant forms do not arise from a pre-existing 
condroid syringoma. Excessive amounts of mucoid stroma and 
poorly differentiated chondroid components give as important signs 
of the tumour’s malignancy and metastatic potential [13]. Bates and 
Baithun [14] discuss mixed tumours  that have signs of malignancy 
but do not certainly fall into the malignant group. For these they 
proposed the term atypical mixed tumours. Condroid syringoma in 
our case is small in size with no findings suggesting malignancy.

Immunohistochemical analysis can be helpful distinguishing the 

chondroid syringoma from other skin tumours. Tumour shows 
characteristics of both mesenchymal and epithelial differentiation. 
The inner layer of tumour has been shown to express cytokeratin 
(CK), epithelial membrane antigen (EMA) and CEA while the outer 
layer expresses vimentin, S-100 protein, neuron-spesific enolase 
(NSE) and in a few cases, glial fibrillary acidic protein (GFAP) [12]. 
Eccher et al., [2] reported a case that was immunohistochemically 
stained with CK8-18, CK AE1-AE3, and CEA in the epithelial cells; 
while S-100 protein was expressed in both stromal and epithelial 
components. Similarly, in our case immunohistochemical studies 
revealed expressions with pan-CK, vimentin, CEA and S-100 
protein.

Optimal treatment of benign chondroid syringomas is total excision. 
Functional structures must be preserved during surgery. Fine needle 
aspiration cytology has been used for diagnosis  intention. It may be 
helpful to determine pathology before excision. However, definitive 
diagnosis is confirmed by histopathology. It is important to perform 
tumour excition with normal tissue in surgery margins for preventing 
recurrence. Adjuvant chemotherapy and radiotherapy have also 
been tried in malignant chondroid syringomas [5].

ConClusion
We present a case of chondroid syringoma of the skin with extensive 
bone formation. Chondroid syringomas should be included in the 
differential diagnosis of patients with subcutaneous nodule in the 
head and neck region. In histopathological examination, presence 
of tumour with extensive bone formation may cause diagnostic 
difficulties. For this reason, awareness of this rare entity can be 
helpful to avoid future diagnostic pitfalls.
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