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ABSTRACT: Malignant chondroid syringomas (MCS), which are also called malignant mixed tumors
of the skin, are extremely uncommon tumor arising from the eccrine sweat glands with tumor
differentiation in the epithelial and mesenchymal tissues. Malignant chondroid syringomas
commonly involve the limbs, head and neck rarely trunk. In this article, we present a case of
malignant chondroid syringoma localized in the anterior abdominal wall. Wide local excision was
followed by close observation. After 3 years of close observation the patient remains
asymptomatic.MCS is rare with 43 reported cases in the literature. The site of the primary tumor
was the lower extremity in 35 percent, the head in 28 percent, and the upper extremity in 23 percent
.As MCS may progress very slowly and disease recurrence including metastasis occurs in a relatively
high percentage of cases, long-term follow-up of MCS cases is required.

INTRODUCTION: Chondroid syringomas (CSs) are rare, benign tumors of the skin. In 1859, Billroth
first described them as a mixed tumor of the skin due to its histopathological resemblance to the
benign mixed tumor originating from salivary gland. [*. 21 The term “chondroid Syringoma” in lieu of
mixed tumor of the skin was introduced by Hirsch and Helwig in 1961. They proposed the following
microscopic diagnostic criteria: (a) Nests of cuboidal or polygonal cells; (b) Intercommunicating
tubuloalveolar structures lined with two or more rows of cuboidal cells; (c) Ductal structures
composed of one or two rows of cuboidal cells; (d) Occasional keratinous cysts; (e) A matrix of
varying composition in hematoxylin and eosin stain. 131 In 1961, Headington divided CS into two
groups, including apocrine type and eccrine type, based on their histopathological appearance. 14
Chondroid syringomas most commonly occur in the head and neck with a size ranging from 2 mm
to 21 cm and usually present with solitary, solid, painless, nonulcerative, subcutaneous, or
intracutaneous nodule. [5 ¢l They often affect middle-age to elderly patients with a male-to-female
ratio of 2: 1 [6-8].The malignant variant of CS is rare. In most cases of MCS, anaplastic changes are
present from the beginning. Malignant chondroid syringoma is a mixed cutaneous tumor, with
epithelial and mesenchymal components, which compromises principally the trunk and extremities.
Rarely, a chondroid syringoma of many years duration suddenly undergoes malignant changes with
widespread metastasis. [°1 There have been no reports reporting effectiveness of chemotherapy and
radiotherapy, and an early wide excision with a broad margin may be the most reliable treatment to
date. In this paper, we present a case of MCS localized in anterior abdominal wall.

CASE REPORT: A 55-year-old female was admitted in 2010 at the Department of Surgery, Bankura
Sammilani Medical College with a slowly growing nodular lesion at the anterior abdominal wall. The
lesion was a painless, slow growing nodular lesion gradually increasing in size for last five years. On
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physical examination, the solitary, dome-shaped, skin-coloured, and firm nodule, measuring 35 mm
x 35 mm, was noted in the anterior abdominal wall 5 cm above and lateral to the umbilicus. The
tumor was not adhered to the rectus sheath. The FNAC from the lesion was inconclusive. The nodule
was surgically removed along with a 1 cm margin and the defect was closed after mobilization of
residual skin. The surgical specimen showed a lobular proliferation of tumor cells with glandular
differentiation associated with a few mitotic cells, embedded in a mucinous stroma (Figures 1).
Immunohistochemistry showed that the majority of tumor cells were positive for PAS diastase,
toluidine blue, cytokeratin (CAM5.2, CK7), S-100 protein, and GCDFP-15. From the above findings, a
diagnosis of chondroid syringoma was made. Surgical margins were negative. Ultrasound of the
regional lymph nodes and radiography of the chest and abdomen showed no evidence of metastasis.
The patient, who has been disease-free for three years following surgery, is still under follow up
every three months for any recurrence.

DISCUSSION: Chondroid syringomas are tumors arising from sebaceous glands, sweat glands, and
ectopic salivary glands. 1% They usually present with slow-growing, painless, solid, subcutaneous or
intradermal nodules with a normal margin. They account for <0.01% of all primary skin tumours.
They most commonly occur in the head and neck of adult males, followed by nose, cheeks, upper lip,
scalp, forehead and chin. Tumour size may range from 2 mm to 21 cm. [5-8 The lesion is usually
solitary with a benign nature. However, very rare malignant cases were also reported. Analysis of
the reported cases showed that the mean age of the patients at the time of diagnosis was 48.3 years
(range 13-84 years). The neoplasm has a preponderance to affect limbs mostly (61% in limbs, 17%
in trunk, and 22% in head and neck), while its benign counterpart affect mainly in the head and neck
(80% in head and neck, 10% in limbs, and 10% in trunk). 11121 The female-to-male ratios are 3: 2 in
MCS and 2: 7 in its benign counterpart. [11l In our case, the patient had a history of a slowly growing
lesion at the anterior abdominal wall which slowly progressed over a period of 5 years. Malignant
chondroid syringoma may be present de novo or rarely develop in a chondroid syringoma. In
contrast to the benign counterpart, which is common in the head and neck region, the malignant
variety occurs predominantly on the trunk and extremities. [13-15] In our patient, a middle-aged
woman, the tumour was on anterior abdominal wall. The female preponderance of this tumour is
reported in many studies. [14-171 In our case also, prior studies that had mitosis, nuclear atypia,
pleomorphism, lymphatic invasion have been recognized as helpful signs for the diagnosis of
malignancy [9, 14-16, 18]. Chondroid syringoma may be confused clinically with epidermal cyst,
pilar cyst, calcifying epithelioma, or a solitary trichoepithelioma. [19]

In our case, the tumor initially could not be properly diagnosed with FNAC. The definitive
diagnosis was based on the wide excision of the tumour which is also the treatment of choice.
Though local radiotherapy is often unsuccessful, skeletal metastasis has been shown to respond to
radiotherapy. [1¢] Combination chemotherapy in patients with metastasis is not reported to be
beneficial. [16] Adequate surgical excision with wide disease-free margins is the only hope for disease
control. [14.16,20] Qur case has been defined as disease-free for three years following wide excision. In
terms of prognosis of the reported cases, 8 of the 30 (27%) patients died from their disease. Death
occurred as early as 9 weeks following surgery; one patient survived 12 years after diagnosis. [10.21]
Malignant chondroid syringoma tends to follow an unpredictable clinical course with recurrence
occurring within first year. [231 Of the reported cases, 50% had local recurrences. [20-22]  Nodal
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metastases and distant metastases were observed in 39% and 36% of the cases, respectively. The
most common site for distance metastasis was lung, followed by bone and brain. 20241 [n conclusion,
negative surgical margin should be attained using wide excision technique. These patients should be
also monitored closely due to high potential of recurrence.

CONCLUSIONS: Malignant chondroid syringoma tends to appear between 4th to 5th decades of life
and follow an unpredictable clinical course. The neoplasm has a preponderance to affect limbs
mostly (61%), while its benign counterpart affect mainly in the head and neck (80%). Diagnosis was
based on the wide surgical excision of the tumour. Combination chemotherapy in patients with
metastasis is not reported to be beneficial. In conclusion, negative surgical margin should be
attained using wide excision technique. These patients should be also monitored closely due to high
potential of recurrence.
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LEGEND : Fig 1: Histopathological examination of excised mass. Tumour showed a lobular
proliferation of tumour cells with glandular differentiation associated with anaplastic changes and
mitotic cells, in the background of a mucinous stroma. In addition, generalized lymph vascular
invasion was present (HE, x200).

Fig. 1
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