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Introduction

Primary squamous cell carcinomas of the breast belong to the group
of metaplastic carcinomas of the breast. The World Health Organization
(WHO) defines these tumors as “a carcinoma of the breast composed
entirely of metaplastic squamous cells that can be keratinizing, non-
keratinizing or tapered”. They are not derived from the overlying skin
nor do they represent metastases from other sites [1]. In common
practice, most pathologists do not exclude cases with a small ductal or
ambiguous differentiation component, as indicated in Rosen’s Breast
Pathology for whom pure squamous forms are defined by “the presence
of a squamous component in more 90% of the tumor cells” [2]. The
diagnosis, particularly the primitive nature, can only be asserted after
having eliminated all other potential sites of squamous cell carcinoma.

PSCCB are infrequent, the prevalence is estimated at about 0.1% of
breast carcinomas [3,4]. Due to the rarity of this pathology, most studies
on the subject are sporadic cases or small series. Their characteristics
therefore remain poorly understood, and their management is often
extrapolated from that of more common forms of malignant breast
tumors, such as invasive ductal or lobular carcinomas.

To date, the prognosis and optimal treatment of PSCCB remains
controversial. Some authors have estimated that there are no significant
differences between the prognosis of PSCCB and that of other
mammary malignancies [5,6]. Other authors have suggested a darker
prognosis [7-9].

We propose a description of a case of PSCCB supported in the
service of cancer surgery of the Jean Godinot Institute accompanied by
a review of the literature on the subject.

Clinical case

A 49-year-old woman was treated in our department for a primary
squamous cell carcinoma of the breast discovered after surgery to
flatten a left breast abscess.

She had undergone a left breast lumpectomy a year before for
a non-suspect intraductal papilloma associated with a modified
squamous cell cyst. She later presented several local inflammatory
episodes complicated by an abscess of the initial operative site treated
by flattening and surgical drainage.

Histopathological analysis of the excision specimen revealed
squamous cell carcinoma of 22 x 22 x 30 mm in a cystic lesion lined
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by a well-differentiated, keratinizing and slightly papillomatous
squamous epithelium. This lesion was clearly invasive and associated
with a characteristic tumor stroma. It was just under the epidermis, in
the deep dermis and the hypodermis, in contact with some mammary
lobules or cutaneous appendages. There was no ductal carcinoma in
situ of the associated breast or lesions of dysplasia within the epidermis.
Immunohistochemistry was positive for 5/6 cytokeratins and p63.
The estrogen and progesterone receptors were negative as was the
Her?2 status. Due to the margins reached, a totalization of the excision
associated with the sentinel lymph node technique was performed.
The three cuttings were negative and 3 of the 5 ganglia removed were
metastatic from squamous cell carcinoma. A complementary left
axillary dissection revealed 21 healthy ganglia. A PET scanner was
performed as part of its extension assessment and did not reveal any
suspicious secondary localization. The lesion was classified pT2 pN1
MO. Adjuvant axillary and supraclavicular radiotherapy of 50 Gy was
performed.

Two years after the end of radiotherapy, as part of its surveillance, a
PET scanner showed an increase in the size of intra-mammary lesions
compared to the left breast scar without any argument for secondary
localization. Until now, microbiopsies found only postoperative
changes with a significant inflammatory reaction of the chronic
xanthogranulomatous type, presumably indicative of an old hematoma
(Figure 1-3). Level II oncoplastic lumpectomy was performed (Figure
4). Histopathological analysis revealed an intra-mammary metastasis of
well-differentiated squamous cell carcinoma of 0.5 cm and an abscess
being organized (Figure 5). Also noted was the presence of a low grade
in situ ductal carcinoma microfocus located 0.5 mm from the lower
limit and a microfocus of lobular carcinoma in situ located 0.5 mm
from the deep limit. There was a theoretical indication for left breast
radiotherapy but given the size of the DCIS and its grade, as well as the
history of irradiation nearby, it was decided not to perform adjuvant
therapy. Six months later, the patient did not show signs of relapse.

Discussion

PSCCBs are very rare malignant tumors. Due to the low incidence
of this disease, no randomized or prospective studies have been
published. Moreover, its prevalence, its prognosis, its optimal diagnostic
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Figure 1. Breast ultrasound. Bilobed cyst. No lymphadenopathy visualized. No argument

for a local recurrence of the disease

Figure 2. Left mammography. Lymphocele under the scar of the first lumpectomy.
Radiologically benign appearance

Figure 3. PET scan. Appearance of a left lobular retro-nipple-shaped nodular image with
heterogeneous peripheral hypermetabolism
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Figure 4. Postoperative result. After the last conservative partial mastectomy, level 2
oncoplasty

Figure 5. Histology. (A) Cystic lesion, with squamous cell carcinoma. Lymphatic invasion,
inflammatory infiltrate of the stroma; (B,C) Cells with a variable degree of nuclear atypia,
pleomorphism and epidermoid differentiation. (D) Well-differentiated portions with tight
junctions and dyskeratosis

and therapeutic management remain debated. PSCCBs appear to have
the following characteristics: rapid progression, tendency to form cysts
with abcedation suggestive of a benign inflammatory disease that may
lead to diagnostic delays, and relative chemoresistance with hormonal
receptor negativity [10].

The definition of PSCCB is slightly different between the WHO,
for which it is defined by “breast carcinoma entirely composed of
metaplastic squamous cells that can be keratinizing, non-keratinizing
or tapered; they are not derived from the overlying skin nor represent
metastases from other sites “and the Rosen’s Breast Pathology for
which pure epidermoid forms are defined by” the presence of a
squamous component in more than 90% of tumor cells” [1,2]. As a
result, the older publications include, as BCSCC, certain forms of
metaplastic squamous cell carcinoma of the breast. Its incidence is
difficult to assess, often estimated at about 0.1% of breast cancers
[9,11-14]. It is a cancer that affects women of all ages with an average
often around 55 years.
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The histogenesis of these tumors is poorly known, it is thought
to come directly from the mammary ductal epithelium, although
other authors defend the hypothesis that the origin of the tumor lies
on the areas of squamous metaplasia at within a persistent breast
adenocarcinoma [15]. For some authors, it can be developed from a
chronic abscess, mastitis or cyst, which may explain certain clinical or
radiological presentation modes [7]. In all cases, it is necessary to check
the absence of skin invasion at the level of the skin or the nipple, and to
eliminate a possible epidermoid primitive at a distance [16].

This pathology is most often of symptomatic discovery with
a palpable tumor of significant size: 30 mm for our patient, in the
literature, it often oscillates around 60 mm [9,11-14,17]. Their growth
is often rapid, causing these tumors to escape detection. Several cases
have been revealed by the presence of a breast abscess, any flattening
must be accompanied by histological samples [18-22]. Presentations on
prosthesis or pregnant women, although exceptional, are not isolated
cases [22-26].

The radiologic semiology is not very specific, often taking the form
of a rounded, cystic mass with contours that may be irregular [10,11].

Histologically, these tumors are most often of the triple negative
type but can, in rare cases, express hormonal receptors with or without
Her2 amplification [27-31].

The ganglionic invasion seems to be frequent, in the literature, the
frequency is variable with a probable association between the tumor
size and the ganglionic attack [7].

Surgical treatment is the key element in the management of PSCCBs
with between 50 to 90% mastectomies and 60 to 90% axillary dissection
depending on the series [11,12,14]. The initial size of the lesion often
makes radical treatment inevitable. Few studies currently evaluate the
place of the Sentinel Axillary Ganglia in this pathology.

Chemotherapy in this pathology is poorly evaluated. No studies
have shown the benefit of chemotherapy in terms of survival. Over the
last 10 years, the most common patterns are either those of other more
common breast cancers or platinum-based protocols. Their efficiencies
remain to be evaluated as well as the indications.

Adjuvant radiotherapy is also debated in the management of the
CCBP. Although it seems frequently used in the series, no solid data has
shown a benefit in terms of survival. As radiotherapy has a significant
role in the management of other squamous cell carcinoma sites, with
in some cases comparable to surgery, it seems legitimate to use it in the
absence of specific breast data [32].

Commonly, PSCCBs are considered to be cancers with poor
prognosis, close to so-called triple negative breast cancers. Survival at 5
years in recent series varies between 35 and 70% [12,14]. Further studies
with larger numbers and longer follow-up periods would provide more
detail on this issue.

Conclusion

PSCCBs are rare cancerous tumors that are part of metaplastic
breast cancers. Their diagnoses are often made in the presence of an
already bulky mass because of a fast growth, with a cystic aspect to see
of breast abscess. It is a pathology of the woman over 50 but can also
be seen in younger patients. The therapeutic management is primarily
surgical mainly through radical surgeries because of the often-large size
of these tumors. Lymph node involvement is common. The efficacy of
adjuvant treatments remains to be assessed for both radiotherapy and
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chemotherapy. For the moment, their indications are not the subject
of any consensus. Due to the rarity of these tumors, it is difficult to
collect accurate data to support these issues. The clinical cases found
in the literature describe quite precisely the diagnostic and therapeutic
approaches implemented but with often insufficient survival data to
study the prognosis of these cancers and the effectiveness of adjuvant
therapies. The clinical and histological features of these tumors seem
to be increasingly understood, however further work is needed in the
evaluation of the therapeutic management and prognostic factors of
this disease.
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