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B4 | Chondroid syringoma also known as mixed tumor of the skin as it is composed of epithelial and mesenchymal elements.
O They exhibit both eccrine and apocrine differentiation. Malignant chondroid syringoma(MCS) is a very rare neoplasm
ﬁ which is very slow growing. It is predominantly seen in females and affects the trunk and extremities, whereas its benign
B4 | counterpart has a predilection for male gender. As per literature, 51 cases of MCS has been reported so far on
g histopathology; however only 2 cases had cytological features of MCS described. Here we report a case diagnosed as
K | MCSoncytology followed by confirmation on histopathology

INTRODUCTION Circumscribed, Nodular Proliferation of Islands of
Introduced in 1961 by Hirsch and Helwig, Chondroid Epithelial Cells in Chondromyxoid Stroma in the Dermis.
syringoma[l] is also known as mixed tumor of the skin % ! ¥ o \ P

analogous to the mixed tumor of salivary gland ( Pleomorphic 5
adenoma) since the tumor is composed of epithelial and
mesenchymal elements. The tumor may exhibit both eccrine
and apocrine differentiation. Malignant transformation can
rarely occur in this type of skin adnexal tumor. The clinical
diagnosis is challenging. Histopathology is imperative to
reach the diagnosis.We report a case of malignant chondroid
syringoma with recurrence , diagnosed initially by FNAC and
later confirmed by histopathology.
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Case Details 2 d” - o2
A 41 year old female presented with an insidious onset of Figure 2: Section Showing Pleomorphic Malignant
swelling in the right post auricular region for 7 months Epithelial Component and Chondroid Differentiation.
duration with history of pain over the swelling for 1 month. No ‘ e e S i
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lifting of ear lobule noted. On local examination, the swelling 3 Eeenr
was firm to hard measuring 2x2cm with restricted mobility. s WP
Onultrasound it was suspected to be dermoid cyst.

FNAC findings revealed clusters and sheets of epithelial cells
with moderate eosinophilic cytoplasm and pleomorphic
hyperchromatic nuclei in a background of chondromyxoid
matrix suggestive of Malignant chondroid syringoma.

Wide local excision of the lesion with primary closure was
done. We received two skin covered gray white soft tissue
fragments, the largest measuring 3x0.3x0.lcm and other
measuring 1 cminlength. Allwere embedded.

Microscopy examination showed stratified squamous
epithelium with underlying dermis showing circumscribed
neoplasm composed of tubules and cords lined by round to
polyhedral cells with moderate eosinophilic to vacuolated
cytoplasm and pleomorphic hyperchromatic nuclei with
occasional cells having vesicular nuclei with prominent
nucleoli. Increased mitotic figures and singly scattered tumor
giant cells were noted.The epithelial islands were embedded
in a background of chondromyxoid material with areas of
necrosis and hemorrhage. These features were consistent 3 &
with FNAC diagnosis of Malignant Chondroid Syringoma. : TIRL AT Q

Figure 4:Epithelial Islands in Chondroid Stroma.
During the follow up period, the patient presented with
recurrence of swelling at the same site within 5 months of
surgery. FNAC of this recurrent swelling showed similar
features.

z et .
= o

g, 355" Figure 5: FNAC Smear Shows Epithelial Cell Clusters in
with Underlying Well Chondromyxoid Stroma.
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Figure 1: Section Showing Skin
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Figure 6: FNAC Smear Showing Epithelial Cells with
Scant Cytoplasm, Markedly Pleomorphic Nuclei and
Prominent Nucleoli.

DISCUSSION

Malignant CS are rare adnexal tumors with only 51 cases
reported in the literature so far.” They are considered to be
the malignant counterpart of Benign Chondroid Syringoma;
biphasic tumors of eccrine cutaneous glands origin
comprising of epithelial and mesenchymal components
analogous to Pleomorphic adenoma of salivary glands. These
usually arise de novo or can rarely develop in a BSC"*. Rapid
increase in size and pain draws attention resulting in local
destruction, metastasis and also death®”.

The age predisposition for these tumors are not clear; mean
age at the time of diagnosis was 48.3 years ( range 13-86
years)®®. MCS has female predisposition ( female: male ratio
of 3:2) and affects the extremities commonly™. Other sites
affected are trunk such as the sacral region and the head and
neck region. BCSs are small well-defined lesions, while
MCSs may have an infiltrative appearance with median size of
4cm (range 1.4-10cm)'™. Clinical diagnosis is often
challenging due to the lack of defining clinical characteristics

and rarity of this condition™.

In 1988, first attempt to diagnose and document CS on FNAC
was made by Masood et al"”. The aspirate can be thick,
mucoid and sometimes gelatinous with moderate cellularity.
Scanty stromal elements can be seen in thin aspirate’'”. Alcian
blue and mucicarmine stains the mucoid material”*'”. The
epithelial cells can be arranged singly, scattered, in groups or
as sheets, attached either loosely or cohesively"*'*'**** The
individual cells are small to medium sized, monomorphic,
round to oval with moderate to dense cytoplasm. The
cytoplasm can be eosinophilic to amphophilic giving
plasmacytoid appearance”. The nuclei appear small,
monomorphic, round or oval, central to eccentric in location
with fine and evenly distributed chromatin®'®**?"4,
Anisonucleosis, conspicuous nucleoli or nuclei with clear
halos can suggest neoplastic changes , but in the absence of
other features malignancy can be ruled out"®. There can be
chondroid"**?, myxoid""***" or chondromyxoid®**** in the
background. Myoepithelial cells appear in clusters or
aggregates dispersed along with epithelial cells in the stroma
and can impart plasmacytoid appearance with dark
nuclei®**.

Studies describing FNAC findings of MCS are also scarce. In
1997, Mishra et al"" made the first diagnosis of MCS on FNAC.
Characteristic findings included were hemorrhagic aspirate,
hypercellularity, pleomorphic epithelium, intranuclear and
intracytoplasmic vacuolation and pericellular halo.
Histopathology confirmed the diagnosis. In 2016, recurrent
lesion of MCS was diagnosed by FNAC by Shobhanna et al™”.
The cytology findings were hypercellularity and tissue
fragments of malignant appearing round to polygonal cells.
Repeat FNAC showed vacuolation, indistinct cell borders,
nuclear pleomorphism and multiple prominent nucleoli.

The final diagnosis is based on histopathological
examination. The epithelial component has both epithelial
and myoepithelial cells with either apocrine or eccrine
differentiation. The malignant epithelial component shows
hypercellularity, isolated cells, small clusters, solid sheets,
glands, infiltrative pattern, necrosis ( includes
comedonecrosis), nuclear pleomorphism, atypical mitosis,
tumor giant cells and perineural or lymphovascular
invasion®®”. The mesenchymal components can show
mucinous, cartilaginous or osteoid differentiation"”.
Aggressive behaviour is associated with poor chondroid
differentiation and large amount of mucoid matrix. When the
subcutaneous/ deep structures are involved along with local
recurrences, there is possibility of malignancy in such
cases™"”. There is no formal grading system due to extreme
rarity of MCS.

Utility of immunohistochemical stains may help in confirming
the biphasic/ mixed differentiation of these lesions and to rule
out metastasis®”. The epithelial component stains positive for
cytokeratins including CK5/6, EMA, CEA( glandular
differentiation) and p63 ( squamous/ myoepithelial
differentiation)’. S100 and vimentin positivity makes the
chondroid differentiation evident"”

The differential diagnosis can be adenoid cystic carcinoma,
mucinous carcinoma and adenoid basal cell carcinoma as
they share histopathological features like basaloid cords,
tubular or cribriform spaces and specialized stroma.

The clinical course of MCS is considered unpredictable,
although it appears to be an aggressive malignancy as per
literature. About 50% show local recurrence, 62% show nodal
and distant metastasis and about 27% patients die of
advanced metastatic disease™®. Distal metastasis commonly
involves lung followed by bone and brain®. It has also been
found that there could be local bone invasion'?.

Mainstay of treatment remains wide local excision and should
include the margins.

CONCLUSION

Chondroid syringoma should be included in the differential
diagnosis of patients with subcutaneous nodule in the head
and neck region. Malignant transformation is a rare event in
these tumors. Malignant CS is a very rare neoplasm that is
very slow growing with high incidence of recurrence,
metastasis and death. FNAC is a very useful tool making
preliminary diagnosis of CS along with deep excisional
biopsy. However, the final diagnosis is based on histo-
pathological examination. Wide local excision is the mainstay
oftreatment.
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