
The diagnosis of Paget’s disease is confirmed by the presence of
Paget cells, which are round with clear cytoplasm and large pleo-
morphic nuclei [1]. Immunohistochemical confirmatory antigens
are carcinoembryonic antigen and low molecular weight CK such
as CK 7, indicating the glandular origin of Paget’s disease [1]. Other
antigens that can be used to distinguish an apocrine origin from an
eccrine origin are apocrine epithelial antigen, human milk fat glob-
ule 1, and GCDFP 15, and these antigens are routinely identifiable
in Paget cells [1].

The present patient showed obvious brain metastasis from
EMPD with histopathological findings including the above typical
EMPD immunohistochemical profile. Additionally, we identified
worsening of the patient’s skin lesions during a 3 month interval,
and histopathological findings included tumor nests in the lym-
phatic channel, which were also metastatic lesions. Extension of
the regions of tracer uptake to multiple lymph nodes in the trunk
may have been an early sign of brain metastasis from EMPD in
this patient. Co-existence of another systemic malignancy was
excluded based on the absence of uptake in the visceral organs
on serial PET images taken over the 3 month interval.

No definitive guidelines are available to manage brain metasta-
sis from EMPD. However, radiation therapy is an established treat-
ment for EMPD, [7] and the indications for large or inoperable
tumors and patients with postoperative recurrence [8]. Takahagi
et al. reported a patient with EMPD with suspected brain metasta-
sis on MRI [3]. They managed the patient with brain radiation and
systemic chemotherapy with 5-fluorouracil and cisplatin. Despite
an absence of follow-up imaging, they reported that radiation ther-
apy prevented the brain metastasis from growing rapidly [3]. In
our case, although the patient died of acute respiratory failure,
we identified an effect of radiation therapy on the brain metastasis
from EMPD on the MRI performed before and after radiation
therapy [7].

In conclusion, we report to our knowledge the first patient with
histopathologically proven brain metastasis from EMPD. The brain
metastasis was rapid and aggressive, and simultaneous with
worsening of skin lesions during a 3 month interval. Additionally,
we radiologically identified for the first time an effect of radiation
therapy for an EMPD brain metastasis.
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a b s t r a c t

We describe to our knowledge the first patient with giant desmoplastic fibroblastoma of the calvarium in
a 20-year-old woman whose tumor first appeared at the age of 5 years. We also discuss the histopathol-
ogical differential diagnosis, management dilemmas and complications of desmoplastic fibroblastoma.

� 2013 Elsevier Ltd. All rights reserved.

1. Introduction

Desmoplastic fibroblastoma (DF) was first described by Evans in
1995, and was renamed as collagenous fibroma by Nielsen in 1996
[1]. We report a young woman with a giant calvarial DF with
involvement of the overlying scalp.
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2. Case report

A 20-year-old woman presented with a history of progressive
swelling on the anterior scalp measuring 15 � 12 � 12 cm, first
noticed at the age of 5 years (Fig. 1). Plain radiographs of the skull
revealed a large sclerotic lesion involving the frontal bone with
presence of ‘‘sun ray’’ spicules with significant soft tissue compo-
nent (Fig. 2a, b). A CT scan demonstrated spiculations arising from
the outer table, which were further delineated in the three-dimen-
sional reconstruction (Fig. 2d, e). MRI of the skull revealed a giant
heterogeneous lesion measuring 18 � 14 � 17.5 cm involving both
frontal bones and bilateral superior orbital ridges, which was
markedly hypointense on both T1-weighted and T2-weighted
sequences, with a soft tissue component that was isointense on
T1-weighted and heterointense on T2-weighted images (Fig. 2c,
f). Multiple hypointense bony ‘‘sun ray’’ spicules were noted to
be extending into the soft tissue component.

The patient underwent surgical excision of lesion along with
reconstructive surgery. Only subtotal excision of the lesion was
possible in view of the increased vascularity (Fig. 1e). Intra-opera-
tively there was diffuse oozing in addition to several large supply-
ing arteries from the middle meningeal and the external carotid
artery circulation. Intra-operatively the lesion was seen to arise
from the calvarium because the scalp was completely free from
infiltration and could be easily separated from the skull as in rou-
tine surgery. The lesion was diffusely infiltrating the bone and had
no capsule (Fig. 3a). On gross examination the lesion consisted of
two main parts: the soft outer and hard bony deeper part from
which the bony spicules were arising (Fig. 3b). It was gritty on
cut section and appeared grey-white with a firm consistency. Tis-
sue sent for histopathological analysis was routinely processed
with decalcification (10% hydrochloric acid) of the bony compo-
nent. Five micron thick sections were cut from paraffin embedded
tissue and stained with hematoxylin and eosin. On light micros-
copy a paucicellular lesion admixed with an eosinophilic extracel-
lular matrix was seen. Cells were spindle and stellate shaped with
delicate, vesicular nuclei dispersed in abundant glassy keloid like

collagen (Fig. 4A, B) highlighted by Masson’s trichrome stain as
prominent blue colored stroma (Fig. 4C). Focal osseous metaplasia
with few prominent dilated vessels with perivascular hyalinization
was seen. The lesion was infiltrating in between the bony trabecu-

Fig. 1. Patient photographs showing (a, b) the lesion involving supra-orbital ridges and displacing the eyebrows superiorly. Intra-operative photographs showing (c, d)
delineating the bicoronal incisions with the redundant skin that was excised, and (e) excised tumor tissue. (This figure is available in colour at www.sciencedirect.com)

Fig. 2. Plain (a) anteroposterior and (b) lateral radiographs showing the extent of
the lesion and sclerotic spicules. T2-weighted (c) sagittal and (f) coronal MRI of the
brain showing a heterogeneous lesion involving the bilateral superior orbital ridges.
CT (d) three dimensional surface shaded reconstruction and (e) axial scans with
bone windows showing spiculations arising from the outer table.

Case Reports / Journal of Clinical Neuroscience 21 (2014) 696–699 697



Download English Version:

https://daneshyari.com/en/article/3059630

Download Persian Version:

https://daneshyari.com/article/3059630

Daneshyari.com

https://daneshyari.com/en/article/3059630
https://daneshyari.com/article/3059630
https://daneshyari.com

