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Spindle cell lipoma of the orbit: a case report of an unusual orbital pathology
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Abstract

Spindle cell lipoma is a rare and distinct variant of soft tissue
tumour characterised by spindle cells in which the fat content
may be scarce or absent. Most spindle cell lipomas arise as
a subcutaneous mass of the neck, shoulders or back. Rarely,
they can also be found in unusual sites, such as the oral cav-
ity, larynx, bronchus, breast, and extremities. Localisation of
spindle cell lipoma in the orbit has been described in a few
cases. We report here on a case of an orbital mass surgically
excised in an adult male and discuss the differential diagno-
sis with other soft tissue tumours with a lipomatous compo-
nent, such as lipomatous haemangiopericytoma, a rare vari-
ant of haemangiopericytoma.
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Introduction

Spindle cell lipoma (SCL) was first described by
Enzinger and Harvey in 1975 [1]. Several studies about

Sireszczenie

Thuszczak wrzecionowatokomdrkowy jest rzadkg 1 odrebng
odmiang guza tkanek miekkich, ktéra cechuje si¢ obecnoscig
komorek wrzecionowatych o matej zawartosci thuszezu lub
pozbawionych ttuszczu. Wiekszo$¢ ttuszczakéw wrzeciono-
watokomorkowych wystepuje w postaci podskdrnego guza oko-
licy szyi, ramion lub plecéw. Rzadko spotyka si¢ je w nietypo-
wych lokalizacjach, takich jak jama ustna, krtan, oskrzela, sutek
lub konczyny. Opisano kilka przypadkéw ttuszczakow wrze-
cionowatokomdérkowych umiejscowionych w oczodole.

W niniejszej pracy opisano przypadek guza oczodotu
u dorostego mezezyzny leczonego chirurgicznie i oméwiono
réznicowanie z innymi guzami tkanek miekkich z kompo-
nenta ttuszczows, takich jak obtoniak ze zréznicowaniem
ttuszczakowatym (lipomatous haemangiopericytoma), rzadka
odmiana obtoniaka.

Stowa kluczowe: ttuszczak wrzecionowatokomérkowy, oczo-

dét, leczenie chirurgiczne.

this benign tumour have been reported since then. It is
a circumscribed, mobile mass, typically arising on the pos-
terior neck, upper back and shoulders of male adults in
the fifth and seventh decade. It has also been described
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in unusual sites, such as the oral cavity, larynx, bronchus,
breast, orbit and extremities [2]. Histologically, SCL.
consists of a mixture of bland spindle cells and mature
adipocytes and the matrix surrounding the cells is com-
posed of varying amounts of mucoid material and colla-
gen. Tumours showing similar morphology with SCL,
such as mammary-type myofibroblastoma of extramam-
mary soft tissue and solitary fibrous tumour-haeman-
giopericytoma (HPC), have been previously described
[3]. It has been reported that spindle cells in SCL. are
positive for CD34 and generally negative for desmin.
Lipomatous HPC (L.-HPC) is a very rare variant
of HPC. The concept of HPC as a diagnostic entity
has been controversial since 1942, when Stout and Mur-
ray first described it and introduced this term for
tumours mainly composed of pericytes [4]. In recent
years, criticism of HPC has been based on the recog-
nition that a branching capillary vascular network sup-
porting cellular spindle cell proliferation is a rather non-
specific finding present in a variety of mesenchymal
neoplasms. Most masses classified in the past as HPC
are now termed solitary fibrous tumours (WHO).
Many pathologists acknowledge the existence of soft
tissue tumours characterised by cytologically uniform
spindle cells arranged in a consistent architectural pat-
tern around a branching capillary vasculature. Although
these tumours demonstrate a spectrum of ultrastruc-
tural features and a consistent but non-specific immuno-
histochemical staining profile (positive for vimentin and
CD34), they are considered to represent a distinct clin-
icopathological entity and are classified as HPCs. In
1995, Nielsen ez al. [5] reported on a series of three pre-
viously undescribed soft tissue tumours composed of an
admixture of HPC and mature adipose tissue. They
coined the term L-HPC for these singular neoplasms.
Histologically, these are characterised by an admixture
of benign HPC areas with mature adipose tissue.
L-HPCs are surrounded by a thin, discontinuous cap-
sule, and consist of homogeneous round cells in a promi-
nent vascular network, and islands of mature adipocytes
with a very low number of mitoses, less than 1 per 10 high
power fields. Several case series have described these
tumours as benign fat-containing variants of HPC, usu-
ally arising in the deep soft tissues of the leg and trunk.
In both SCL and L.-HPC; the possibility of a local
relapse after surgery cannot be excluded, particularly if
the tumour is very close to ‘critical’ organs, thus con-
straining resection. This possibility might occur for the
orbit, in fact. The rare orbital localisation of solitary
fibrous tumour-HPC has also been described [6].
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Case report

A 46-year-old man was admitted to our hospital for
the presence of a proptosis in the left eye, gradually
developing during two years before referral. General
physical examination did not reveal any abnormality and
routine blood investigations were within normal limits.
Visual acuity in the left eye was 20/40, with a partial
defect of the visual field and atrophic changes in the
optic disc but normal parameters on the opposite side.
Ocular movements were normal and pupils were sym-
metric, round and reactive without evidence of a rela-
tive afferent papillary defect. There was an upward and
outward 24-mm proptosis of the left eyeball with nor-
mal intraocular pressure in both eyes. Magnetic reso-
nance imaging (MRI) of the brain revealed a well-
defined circumscribed mass, pushing downwards and
leftwards the globe and medial rectus muscle and with
an unusual marked hyperintensity on short-TR images
(T1-weighted images) and an isointensity with the orbital
fat on long-TR images (FLAIR and T2-weighted
images) (Fig. 1).

The tumour was surgically removed by a medial
transcutaneous (Lynch) approach; no adherences of
optic nerve or involvement of other adjacent structures
occurred. The specimen was well circumscribed
and slightly firmer than normal adipose tissue, with
a yellow cut surface. The postoperative period was
uneventful. A computed tomography (CT) scan reve-
aled complete excision of the tumour (Fig. 2). Defini-
tive histological diagnosis was SCL. (Fig. 3), after
an initial uncertainty in differential diagnosis between
L-HPC and SCL. A recent report claimed that a sig-
nificant proportion of SCL express desmin and there-
fore, in our case, immunoreactivity for this marker did
not exclude the diagnosis of L.-HPC and could not help
us to differentiate these entities [7]. The patient was
discharged on the third day. The opportunity for post-
operative irradiation was considered in a multidiscipli-
nary discussion, and radiotherapy was judged advisable
on the grounds of the possibility of a local relapse, pro-
vided that very accurate treatment planning and radia-
tion delivery would be performed, in order to avoid
damage to the eye. Informed written consent was
obtained from the patient, in this regard. Treatment
started one month after surgery. The retrobulbar space
of the left orbit was irradiated with a three-dimension-
al conformal stereotactic dynamic technique, using
a micro-multileaf collimator. Total dose was 50.4 Gy,
with a standard fractionation of five sessions of 180 cGy
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Fig. 1. Axial FLAIR (A), coronal spin-echo T1-weighted (B), and axial spin-echo T2-weighted (C) images of the left orbit showing a well-circumscribed oval mass,
pushing downwards and leftwards the globe and medial rectus muscle. The mass is hypointense to the retrobulbar fat, and markedly hyperintense with respect to the

extraocular muscles (due to its high fat confent)

per week. The dose delivered to the eye was very low.
In fact, total dose was 50.4 Gy, with a standard fractio-
nation of five sessions of 180 ¢Gy per week. After
12 months, a follow-up visit showed improvement of
visual acuity in the left eye to 20/20 and MRI exami-
nation showed no sign of recurrence or post-radiothe-
rapy damage.

Discussion

SCL is a distinct entity, which has peculiar clinico-
pathological and immunohistochemical features. It is
a benign tumour, although containing different com-
ponents. Therefore differential diagnosis can be very
difficult, especially when it occurs in other than typical
anatomical locations (posterior neck, back, shoulder).
Typically, in light microscopy, the lesion consists of a fair-
ly well-circumscribed but rarely encapsulated mass of
mature fat cells that are separated and partly replaced
by groups of small, slender spindle cells. In the present
case, neoplastic growth infiltrated the extrinsic ocular
muscles, and this initially led to the pathological diag-
nosis of L-HPC. In some cases, the proliferation of
spindle cells is localised and affects only a portion of the
lipomatous growth. In other cases, as in the presented
one, it 1s diffuse and involves almost the entire lesion,
often concealing the lipomatous nature of the tumour.
In general, the proliferated spindle cells are of great uni-
formity, having a single elongated nucleus and narrow,
bipolar cytoplasmic processes. The vascular pattern is
usually inconspicuous and consists of fairly thick-walled
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Fig. 2. Postoperative (T scan demonstrating the complete removal of the tumour

vessels of small or intermediate size, which represent
the main histological clue for differential diagnosis
between SCL. and L-HPC. L-HPC presents a rich
vascular pattern, often with peculiarities such as perivas-
cular hyalinisation. However, the possibility that SCL
also displays a HPC-like vascular pattern has been
described [8].

Differential diagnosis of SCL includes myofibrobla-
stoma and solitary fibrous tumour, which were exclud-
ed in our case due to the rich lipomatous component,
and haemangiopericytoma, lipomatous variant. These
lesions all share overlapping morphological features,
since it is possible that they are histogenetically related.
All of them display positivity for CD34, and it has been
proposed that they derive from a CD34-positive perivas-
cular stem cell with the capacity of lipocytic and fibro-
blastic/myofibroblastic differentiation [9]. MR appear-
ance of orbital spindle cell lipoma may resemble that of
L-HPC: both lesions appear as a well-circumscribed
mass, hyperintense with respect to extraocular muscles;
depending on the fat content, I.-HPC may be iso- to
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slightly hypointense in comparison with retrobulbar fat
on both short- and long-TR MR images, whilst lipo-
mas are always isointense with fat. L-HPC also appears
histologically benign and reports to date suggest benign
clinical behaviour. The only predictors of malignant
behaviour are increased time from symptom onset to
surgery, and initial incomplete excision. I.-HPC is like-
ly to be a benign tumour. However, it is difficult to draw
conclusions on the long-term prognosis because of the
slow growth rate, and delayed recurrence and metasta-
sis of classical HPC. Almost all L-HPC and HPC
tumours have low or absent mitotic activity: only 6% of
the tumours reported had more than four mitoses per
high power field. The existence of L-HPC supports the
concept that soft tissue HPC is distinct from solitary
fibrous tumour, since adipose tissue has never been
reported as a component of solitary fibrous tumour of
the pleura or any other location. In our case, although
the final diagnosis was SCL,, we preferred to perform
complete excision and radiotherapy, taking into account
that a local relapse, although unlikely, might occur. The
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Fig. 3. () Alipomatous-rich area of the tumour. Arrow indicates extrinsic mus-
cwlature of the orbit entrapped in the neoplasia (haematoxylin & eosin, orig-
inal magnification 40 < ); (B) neoplastic cells are elongated, with poorly dis-
tinguishable cell borders and oval nuclei. The cytoplasm may show variable
amounts of lipid confent (haematoxylin & eosin, original magnification 200 );
(C) strong and consistent immunopositivity of the neoplastic and vascular cells.
An asterisk (*) indicates an immunonegative area which is occupied by inflam-
matory cells, mainly lymphocytes (CD34 immunohistochemistry, original mag-
nification 100 x)

radiotherapy technique adopted in this patient (frac-
tionated, stereotactic conformal dynamic multi-arc irra-
diation) provided a very low dosage to the eye and
a dose of 50.4 Gy at the surgical bed, which is sufficient
to control microscopic residual disease. However, this
dose level is also safe as far as concerns damage to the
optic nerve. There is considerable experience, further-
more, of safe irradiation of the retrobulbar space in
benign conditions (e.g., Basedow disease), even at dos-
es lower than in the present case.
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[SPROSTOWANIE/CORRECTION)

W pracy The occurrence of spinocerebellar ataxia caused by dynamic mutations in Polish patients [ Neurol Neurochir Pol
20105 44 (3): 238-245] nazwisko autorki powinno brzmie¢ ,,[Maria Rakowicz”, a nie ,Maria Raczynska-Rakowicz”.
Wprowadzono korekte do wersji elektronicznej artykutu dostgpnej na stronie www.neurologia.termedia.pl.
Za blad, niezalezny od redakcji, przepraszamy.

The occurrence of spinocerebellar ataxia caused by dynamic mutations in Polish patients [ Neurol Neurochir Pol 2010;
44 (3): 238-245]. The name of the author should have been “Maria Rakowicz”, rather than “Maria Raczynska-
Rakowicz”. The electronic version of the paper at www.neurologia.termedia.pl was corrected. We apologize for
that error.
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