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Abstract

Mammary-type Myofibroblastoma (MFB) is a rare benign mesenchymal neoplasm that most commonly occurs in the breast and along the embryonic milk line.
Histologically, it is characterised by spindle-shaped cells with myofibroblastic differentiation and typically demonstrates an indolent clinical course. Although several
histological variants have been described, tumours exhibiting atypical or sarcomatous-like features are exceptionally uncommon. We report the case of a 78-year-old
woman who presented with a slowly enlarging right breast mass. Core needle biopsies performed one year apart demonstrated the characteristic morphology and
immunophenotype of mammary-type myofibroblastoma. Two years later, following interval enlargement of the lesion, lumpectomy revealed a biphasic tumour composed
of a conventional mammary-type myofibroblastoma and a sharply demarcated atypical component exhibiting increased cellularity, marked nuclear pleomorphism,
hyperchromasia, multinucleation, and increased mitotic activity. Immunohistochemical analysis showed diffuse expression of desmin, Estrogen Receptor (ER), Androgen
Receptor (AR), and Smooth Muscle Actin (SMA) in both components. In contrast, the atypical component demonstrated reduced CD34 expression, loss of progesterone
receptor (PR) expression, increased Ki-67 proliferative activity, and diffuse p53 positivity. These immunohistochemical alterations were confined to the atypical area
and may suggest biological progression; however, molecular genetic studies would be required to establish a clonal relationship between the conventional and atypical
components. This case expands the limited literature on mammary-type myofibroblastoma with sarcomatous-like features and emphasises the importance of recognising
this rare morphological variant to avoid diagnostic pitfalls and unnecessary overtreatment.

Introduction

Mammary-type myofibroblastoma (MFB) is a rare benign
mesenchymal neoplasm composed of spindle cells with
myofibroblastic differentiation. It was first described by
Wargotz et al. in 1987 as a distinctive benign stromal tumour of
the breast. Since then, morphologically identical tumours have
been reported in a variety of extramammary locations along
the embryonic milk line as well as in other soft tissues [1,2].

Clinically, MFB usually presents as a slow-growing,
painless, well-circumscribed, mobile breast mass. Imaging
findings are nonspecific, and the lesion may mimic other
benign or malignant spindle cell tumours. Histopathological
examination, supported by immunohistochemistry, is

therefore essential for establishing the correct diagnosis.
Typical tumours show diffuse expression of CD34, desmin,
Estrogen Receptor (ER), Androgen Receptor (AR), and Smooth
Muscle Actin (SMA), together with deletion of the 13q14 region,
supporting its relationship with spindle cell lipoma and cellular
angiofibroma [2,3].

Although MFB is regarded as a benign neoplasm with an
excellent prognosis following complete surgical excision,
rare cases with atypical or sarcomatous-like features have
been described. We report an unusual case of mammary-
type myofibroblastoma showing focal sarcomatous-like
transformation and discuss its histopathological and
immunohistochemical characteristics in the context of the
current literature [4,5].
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Case presentation

A 78-year-old woman presented with a palpable mass in
the upper outer quadrant of the right breast. The lesion had
been slowly increasing in size over approximately two years.
Mammography and ultrasonography demonstrated a well-
circumscribed solid mass measuring 24 x 13 mm. No axillary
lymphadenopathy or other suspicious lesions were identified.

An ultrasound-guided core needle biopsy was initially
performed. Histopathological examination revealed a spindle
cell lesion composed of bland spindle-shaped cells arranged
in short intersecting fascicles separated by hyalinized collagen
bundles. No significant cytologic atypia, necrosis, or increased
mitotic activity was identified.

One year later, because of interval enlargement of the
lesion, a repeat core needle biopsy was performed and
demonstrated similar morphological findings. Owing to the
continued increase in tumour size, breast-conserving surgical
excision (lumpectomy) was subsequently undertaken.

Gross examination revealed a well-circumscribed, firm,
gray-white mass measuring 24 x 13 mm. Microscopically,
most of the tumour exhibited the characteristic morphology
of mammary-type myofibroblastoma. However, a sharply
demarcated focal area demonstrated increased cellularity,
marked nuclear pleomorphism, hyperchromasia,
multinucleation, and increased mitotic activity, consistent
with sarcomatous-like transformation.

Results
Histological and Immunohistochemical Findings

Both initial core needle biopsy specimens demonstrated
the  characteristic  morphology of  mammary-type
myofibroblastoma, consisting of bland spindle cells
arranged in short fascicles within a hyalinized collagenous
stroma. No mitotic activity or necrosis was identified.
Immunohistochemical analysis revealed diffuse positivity for
desmin, Estrogen Receptor (ER), Androgen Receptor (AR),
and CD34. Progesterone Receptor (PR) showed focal weak
positivity, and the Ki-67 labelling index was approximately
5%. Cytokeratin 8/18 (CK8/18), AE1/AE3, and Retinoblastoma
Protein (Rb) were negative.

Histological examination of the excised 24 x 13 mm
lesion demonstrated a biphasic tumour. The predominant
component exhibited the characteristic features of mammary-
type myofibroblastoma, composed of spindle cells with oval
nuclei, inconspicuous nucleoli, and abundant eosinophilic
collagenous stroma. In contrast, a sharply demarcated atypical
component demonstrated increased cellularity, marked nuclear
pleomorphism, hyperchromasia, multinucleation, reduced
stromal collagen, and occasional mitotic figures. The atypical
cells were arranged in a haphazard fascicular pattern and
showed focal infiltration into the surrounding adipose tissue.

Immunohistochemical analysis demonstrated reduced
CD34 expression in the atypical component compared with
the conventional component. Desmin, Estrogen Receptor (ER),
Androgen Receptor (AR), and Smooth Muscle Actin (SMA)

remained diffusely positive in both tumour components.
Progesterone Receptor (PR) expression was absent in the
atypical component, whereas the Ki-67 labelling index was
markedly increased. Diffuse p53 positivity was observed
exclusively in the atypical component, while the conventional
component remained negative. These immunohistochemical
findings were confined to the histologically atypical area of the
tumour.

Discussion

Mammary-type Myofibroblastoma (MFB) is a rare benign
mesenchymal tumour with a well-documented indolent
clinical course and an excellent prognosis following complete
surgical excision. Although several histological variants have
been described, tumours exhibiting atypical or sarcomatous-
like features remain exceptionally uncommon [1,2,4].

The present case demonstrated an abrupt transition between
a conventional MFB component and an atypical component
characterised by increased cellularity, nuclear pleomorphism,
hyperchromasia, multinucleation, and increased mitotic
activity. These morphological features closely resemble the
atypical or sarcomatous changes previously reported in cellular
angiofibroma, supporting the concept that these tumours may
share overlapping histopathological characteristics [6,7].
Cellular angiofibroma and mammary-type myofibroblastoma
also share several morphological, immunophenotypic, and
genetic features, including frequent CD34 expression and
deletion of the 13q14 region, suggesting a close biological
relationship between these entities [3,8].

In the present case, the atypical component demonstrated
reduced CD34 expression, loss of progesterone receptor
(PR) expression, increased Ki-67 proliferative activity, and
diffuse p53 positivity. These findings were confined to the
morphologically atypical area of the tumour. Although these
immunohistochemical alterations may indicate biological
progression, they are insufficient to establish a clonal
relationship between the conventional and atypical components
without molecular genetic analysis.

In comparison with previously reported cases of mammary-
type myofibroblastoma with sarcomatous or atypical
features, the present case shares several important clinical,
histopathological, and immunohistochemical characteristics
[2,4,5]. Similar to previously reported patients, our patient
presented with a slowly enlarging, well-circumscribed breast
mass and underwent complete surgical excision as definitive
treatment [2,9]. Histologically, the tumour exhibited the
characteristic spindle cell morphology and diffuse expression
of CD34 and desmin in the conventional component, consistent
with previous reports [2,4]. However, unlike most published
cases, our tumour demonstrated a focal area of abrupt
sarcomatous-like transformation characterised by marked
nuclear atypia, pleomorphism, increased mitotic activity, and
reduced stromal collagen [4,5]. Such changes have only rarely
been described in the literature and may represent a possible
spectrum of tumour progression rather than unequivocal
malignant transformation [4,7]. Nevertheless, molecular
studies are required to determine whether the conventional
and atypical components are clonally related. Although the
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available literature indicates that most patients experience
a favourable outcome following complete surgical excision
without recurrence or metastasis, the presence of atypical
histological features in our case emphasises the importance
of careful histopathological evaluation, comprehensive
immunohistochemical characterisation, and long-term clinical
follow-up [2,4].

Onlyalimitednumber of mammary-type myofibroblastomas
with atypical or sarcomatous-like features have been reported
[4,5]. Consequently, the biological significance and long-
term clinical behaviour of these tumours remain uncertain.
This case contributes to the limited literature on mammary-
type myofibroblastoma with sarcomatous-like features
and highlights the importance of recognising this rare
morphological variant to avoid misdiagnosis and unnecessary
overtreatment.

Immunohistochemistry revealed that CD34 was less
positive in the polymorphonuclear population, while it was
diffusely positive in the monomorphonuclear population. ER,
desmin, Androgen Receptor (AR), and Smooth Muscle Actin
(SMA) were diffusely positive in both populations. AE1/AE3,
Rb, and PR were negative. Ki67 showed high activity. P53 was
diffusely positive in the atypical population.

Conclusion

Mammary-type Myofibroblastoma (MFB) is a rare benign
mesenchymal tumour that only exceptionally exhibits
atypical or sarcomatous-like features [1,2,4]. The present case
represents one of the very few reported cases of mammary-
type myofibroblastoma with sarcomatous-like transformation
and demonstrates morphologic and immunophenotypic
characteristics resembling those described in atypical or
sarcomatous cellular angiofibroma [4-7]. Although the
observed immunohistochemical alterations may suggest
biological progression within the tumour, they are insufficient
to establish a clonal relationship between the conventional and
atypical components without molecular genetic confirmation.
Recognition of this rare morphological variant is essential
to avoid diagnostic pitfalls, ensure appropriate clinical
management, and facilitate accurate long-term follow-up
[10,11].
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