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*Corresponding Author ABSTRACT

Malignant trichoepithelioma is a rare follicular adnexal malignancy with
overlapping features of trichoblastic carcinoma. It is characterized by follicular
germinative differentiation with mixed basaloid and squamoid morphology.™? The
lesion may closely mimic basal cell carcinoma or squamous cell carcinoma on
routine microscopy. We report a rare scalp lesion in a 58-year-old male presenting
as a progressively enlarging ulceroproliferative growth. Histopathological
examination revealed infiltrative nests, cords and lobules of atypical epithelial cells
showing basaloid morphology with focal squamoid differentiation, keratin pearl
formation, horn C}/st—like structures, stromal desmoplasia, brisk mitotic activity and
focal necrosis.*®! Immunohistochemistry showed positivity for BerEP4, CK5/6,
Bcl-2 and PHLDAL with elevated Ki-67 labeling index, supporting follicular
adnexal differentiation and malignant transformation.["® This case illustrates the
diagnostic difficulty encountered in differentiating follicular adnexal tumors from
other keratinizing cutaneous neoplasms. Our findings emphasize the importance of
clinicopathological correlation in rare adnexal tumors.
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INTRODUCTION
Malignant trichoepithelioma is an uncommon malignant
follicular adnexal neoplasm currently regarded within the

malignant trichoepithelioma involving the scalp with
overlapping basaloid and squamoid morphology,
highlighting the diagnostic challenges encountered

spectrum of trichoblastic carcinoma.™ Historically,
overlapping terminology including malignant
trichoblastoma and trichoblastic carcinoma has been
used in the literature®® The lesion may arise de novo or
through malignant transformation within a pre-existing
trichoepithelioma or trichoblastoma!®

Histologically these tumors may exhibit basaloid,
matrical and squamoid differentiation, making
distinction from basal cell carcinoma, squamous cell
carcinoma, proliferating trichilemmal tumor and
basosquamous carcinoma challenging®*
Immunohistochemistry serves as a supportive adjunct in
diagnostically difficult cases. Markers such as PHLDAL,
BerEP4, CK5/6, CD10, and Bcl-2 provides contributory
evidence for follicular germinative differentiationl””
Elevated Ki-67 proliferation index may indicate
malignant transformation and aggressive biologic
behavior.!*”

Since limited number of cases have been reported in the

literature; clinicopathological characterization of these
tumors remains incomplete. We report a rare case of
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during histopathological evaluation.

CASE REPORT

A 58-year-old male presented with a progressively
enlarging ulceroproliferative scalp lesion of three years’
duration. According to the clinical history, the lesion
initially appeared as a small papular swelling and
gradually enlarged over time. During the preceding six
months, rapid enlargement associated with intermittent
bleeding and crusting was noted. Gross examination
revealed a skin-covered soft tissue specimen measuring 3
x 2.5 cm with an overlying ulcerative lesion measuring 2
x 1.5 cm. Cut surface showed a grey-white tumor with
focal areas of necrosis.

Microscopic examination exhibited infiltrative nests,
trabeculae, cords and lobules of atypical epithelial cells
embedded within a desmoplastic stromal background.
Several tumor islands showed peripheral basaloid cells
with focal palisading, while other areas demonstrated
conspicuous squamoid differentiation with prominent
keratin pearl formation and horn cyst-like structures. The
tumor cells showed moderate to marked nuclear
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pleomorphism, hyperchromasia, irregular nuclear

contours and occasional conspicuous nucleoli.

Brisk mitotic activity including atypical mitotic figures
was identified together with focal apoptotic debris and
comedo-type necrosis. Tumor infiltration into the deep
dermis and superficial subcutaneous tissue was observed.
Adjacent areas resembling trichoepithelioma with
follicular differentiation suggested malignant
transformation within a pre-existing follicular adnexal
lesion.

At initial evaluation, differential diagnoses included
infiltrative basal cell carcinoma, keratinizing squamous

cell carcinoma, proliferating trichilemmal tumor,
basosquamous carcinoma and malignant
trichoepithelioma. No definite lymphovascular or

perineural invasion was identified.

Immunohistochemical evaluation demonstrated diffuse
positivity for BerEP4 and CK5/6. Diffuse nuclear and
cytoplasmic positivity for PHLDAZL supported follicular
germinative  differentiation.!”? Bcl-2 staining was
predominantly peripheral within tumor nests, while
stromal CD10 positivity was identified surrounding the
neoplastic islands. Ki-67 labeling index was markedly
elevated, reaching approximately 35-40% in
proliferative hotspots.'”! EMA and CEA were negative,
arguing against pure ductal or conventional squamous
differentiation.

The combined histomorphological and
immunohistochemical features favored the diagnosis of
malignant trichoepithelioma with squamoid
differentiation.

DISCUSSION

Malignant trichoepithelioma is a rare follicular adnexal
tumor currently classified within the spectrum of
trichoblastic carcinoma.? These tumors demonstrate
variable morphologic differentiation ranging from
basaloid follicular germinative proliferation to matrical
and squamoid differentiation.®

Representative Histopathology Figures
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Figure 1. Infiltrative nests of atypical squamoid cells with
prominent keratin pearl formation (H&E, 400x).
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Initially the lesion raised suspicion for squamous cell
carcinoma or proliferating trichilemmal tumor because of
the extensive keratinization, posing a diagnostic dilemma
in limited biopsy sections. However, focal basaloid
palisading, follicular differentiation and
immunohistochemical  findings favored malignant
trichoepithelioma.

PHLDAL1 positivity proved particularly useful because
conventional basal cell carcinoma is generally negative
for this marker.'! BerEP4 positivity, peripheral Bcl-2
staining and stromal CD10 expression further supported
follicular differentiation. Elevated Ki-67 proliferation
index reflected increased proliferative activity and
malignant transformation.!%

The principal differential diagnoses include basal cell
carcinoma, squamous cell carcinoma, proliferating
trichilemmal tumor, basosquamous carcinoma, and
trichoblastic carcinoma. Careful clinicopathological
correlation together with immunochistochemistry is often
necessary for accurate classification. Complete surgical
excision with tumor-free margins remains the treatment
of choice.’ Long-term follow-up is advisable because
local recurrence has been documented in the literature.™**

CONCLUSION

Malignant trichoepithelioma is a rare follicular adnexal
malignancy with significant morphologic overlap with
basal cell carcinoma and Kkeratinizing squamous
neoplasms.  Recognition of  basaloid  follicular
differentiation together with squamoid and keratinizing
components is important for accurate diagnosis.

A limitation in our case was the morphologic overlap
with  keratinizing squamous neoplasms, making
histopathological interpretation challenging. Because
only a limited number of similar cases have been
reported, standardized diagnostic criteria remain

incompletely defined. Recognition of this entity may
help avoid misdiagnosis in tumors showing mixed
basaloid and squamoid differentiation.

Figure 2. Multiple keratin pearls and horn cyst-like structures
within an infiltrative squamoid neoplasm (H&E, 200x).
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Figure 3. Atypical basaloid to squamoid cells showing nuclear
pleomorphism, individual cell keratinization and mitotic figures
(H&E, 400x).

Figure 1-3 Representative photomicrographs demonstrating infiltrative basaloid-to-squamoid epithelial nests
with prominent keratin pearl formation, horn cyst-like structures, stromal desmoplasia and cytologic atypia
(H&E, x200-400).
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