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Spindle cell hemangioma of nasal passage and ethmoidal

sinus in a 4-month old infant
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ABSTRACT

Spindle cell hemangioma (SCH) is a benign unusual vascular
neoplasm. It does not have gender predilection and can occur
at all ages. The disease affects dermis and subcutis of distal
extremities predominantly; head and neck involvement is
very rare, paranasal sinus involvement has not been reported
before. Herein we present a 4-month-old infant with nasal
obstruction since two weeks of age due to a mass in ethmoid
sinus obliterating the nasal passage. After the histopathological
diagnosis of SCH, the tumor was partially resected. In the sixth
month follow-up, there was minimal regression of residual
lesions. In the imaging studies performed 30 months after the
surgery, the residual mass was found to be disappeared. SCH
is not frequent in the head and neck, and presentation of some
patients may not suggest the diagnosis. Histopathology is
important for differential diagnosis and to orientate treatment.
Awareness of SCH may increase the reported cases.
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INTRODUCTION

Spindle cell hemangioma (SCH) is an unusual
vascular lesion described in 1986 by Weiss and
Enzinger as spindle cell hemangioendothelioma
resembling cavernous hemangioma and Kaposi
sarcoma.’ This lesion was defined as a low-
grade angiosarcoma initially, but owing to lack
of metastasis and excellent prognosis, it was
considered as a benign vascular neoplasm despite
the high rate of local recurrences, and termed as
SCH in 1996.2 Spindle cell hemangioma does
not have gender predilection and can occur
at all ages. It affects dermis and subcutis of
distal extremities predominantly.? Head and
neck region involvement is very rare. To our
knowledge, 11 cases of SCH have been reported
in the head and neck region so far, and paranasal
sinus involvement has not been reported before.?
Herein we present a 4-month-old baby with nasal
obstruction due to a SCH mass in ethmoid sinus
obliterating the nasal passage.

CASE REPORT

A 4-month-old baby boy was admitted to the
otorhinolaryngology clinic with the complaint of
nasal obstruction. His parents said he had slight
swelling on his left eyelid and a nasal obstruction
from the second week after birth. They had
noticed a mass in the nose in the second month
after birth. The patient was taken to another
hospital where he underwent a surgical excision
and most of the mass was removed, which was
found to obstruct the left nasal passage.

We didn’t have any information concerning
the initial histopathology of the resected tissues.
Considering the prominent vascular nature of
the lesion, oral propranolol had been started at
the previous hospital. The patient was admitted
to our hospital when he experienced nasal
obstruction again two months after surgery.
He was assessed in the Otorhinolaryngology
Department, and an incisional biopsy of the
mass in the left nasal passage was performed.
Histopathological examination revealed a spindle
cell tumor with solid and cleft-like vascular spaces
beneath the respiratory epithelium (Figure 1A). On



high magnification, the tumor consisted of bland
epithelioid endothelial cells that did not display
cytological atypia and contained intracytoplasmic
vacuoles. Erythrocyte extravasation was present
(Figure 1B). The tumor was also accompanied
by hyalinized papillary areas lined by
single layer endothelial cells consistent with
papillary endothelial hyperplasia (Figure 1C).
Immunohistochemical studies showed that the
tumor cells were positive with CD31 supporting
its vascular origin (Figure 1D). The tumor was
negative with HHV-8, D2-40, GLUT1, and desmin,
respectively helping differentiation from Kaposi
sarcoma, Kaposiform hemangioendothelioma,
infantile hemangioma, and rhabdomyosarcoma.
Based on these findings, the patient was
diagnosed with SCH and papillary endothelial
hyperplasia.
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Magnetic resonance imaging (MRI) revealed
a lobulated mass in the left ethmoid sinus,
extending inferiorly to the middle and superior
nasal meatus, superiorly to left frontal sinus
via frontoethmoidal recesses. The medial and
superior orbital extraconal area was infiltrated
through lamina papyracea and inferior wall
of the frontal sinus. Scalloping of the superior
wall of the frontal sinus was present. The mass
was hyperintense on T2 weighted images and
hypointense on T1 weighted images, enhanced
vividly but heterogeneously after gadolinium-
based contrast media injection on T1 weighted
images (Figure 2). Vascular flow voids were
present in the T2 weighted images and
postcontrast T1 weighted images.

The patient was under follow-up

FIGURE 1. Representative images of pathologic slices from the biopsy of the mass in the left nasal passage

(A) The tumor is seen beneath the respiratory epithelium and contains vascular clefting (hematoxylin and eosin staining, x4).
(B) Endothelial cell proliferation with intracytoplasmic vacuoles and accompanying erythrocyte extravasation (hematoxylin and

eosin staining, x40).

(C) Areas of papillary endothelial hyperplasia (hematoxylin and eosin staining, x10).
(D) The tumor cells were positive with CD31 immunohistochemically.
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conservatively since surgery was deemed risky
and oral propranolol treatment was continued.
But, his nasal obstruction complaint didn’t
improve, and he started to have frequent
nosebleeds. Propranolol was discontinued when
he was 8-month-old, and surgical resection was
decided. Under general anesthesia, the mass was
removed endoscopically. The mass was fragile
and vascular and occupied the ethmoid region.
The anterior skull base and orbit were explored,
the lamina papyracea was defective. The mass
was dissected from periorbitis and skull base
under endoscopic vision. It was removed in four
pieces, the largest one was 3 x 2.5 x 1.3 cm, and
the specimen was macroscopically brown and
irregular. Histopathological examination revealed
spindle cell hemangioma similar to the initial
biopsy result.

An MRI performed three months after surgery
revealed a 1.5 x 1.7 x 1 cm residual lesion in the
left frontal sinus and frontoethmoidal recess,
with the same aforementioned imaging features
(Figure 2). In the sixth month follow-up, there
was minimal regression of residual lesions.
There were no significant complaints during the

follow-up, and in the imaging studies performed
30 months after surgery, it was found that the
residual mass had disappeared.

Informed consent was received from the
family.

DISCUSSION

Spindle cell hemangioma is an uncommon
benign lesion that has a predilection to extremities
and may present as solitary or multifocal, painless
or painful mass.>* Spindle cell hemangioma
commonly appears as a nodule on extremities.?
Although 11 cases of SCH localized in the head
and neck region have been reported previously,®
our case is interesting and unusual because, to our
knowledge, it is the first case with paranasal sinus
involvement. While most of the reported cases
were asymptomatic, our patient had swelling
in the left eyelid, nasal obstruction, and nasal
bleeding. Spindle cell hemangioma can be seen
at any age,” and our case can be considered
congenital because the swelling in the left eyelid
had been noticed since birth and nasal obstruction
since the second week of age.

While most SCH lesions are smaller than

FIGURE 2. MRI images of the patient before (A, B) and after surgery (C, D, E, F, G, H).

Axial fat-suppressed (FS) T2 weighted image shows a hyperintense mass with scalloping-thinning of lamina paprycea

and extending to extraconal orbital fat (A). Postcontrast FS coronal T1 weighted image reveals intense but heterogeneous
enhancement of the mass (B). Axial T2 weighted image (C) and postcontrast FS coronal T1 weighted image (D), three months
after surgery, show residual mass at frontoethmoidal recess (arrows). The residual mass shows gradual decrease in size six
months after the surgery (arrows), shown on axial T2 weighted image (E) and postcontrast FS coronal T1 weighted image
(F). On the latest follow-up MRI, 30 months after the surgery, axial T2 weighted image (G) and postcontrast FS coronal T1
weighted image (H) show no sign of active disease (arrows).




2 cm,’ in our case, it was remarkable that the
surgically removed material was much bigger.

Histopathological examination of spindle
cell hemangioma consists of cavernous vascular
spaces that may have thrombus and lined by
endothelial cells and solid spindle cell areas.
Spindle cell areas also have epithelioid endothelial
cells with cytoplasmic vacuoles. Nuclear atypia
is generally low in SCH, and it rarely shows
mitotic activity.® But, this case of SCH also had
papillary endothelial hyperplasia areas, which
was rarely reported in the literature.>”® In the
immunohistochemical examination of SCH,
capillary and cavernous vessels are positive
for CD31, and spindle cell area is positive for
smooth muscle actin.” Although the lesion was
thought to originate from the blood vessels, a
recent study showed endothelial cells of SCH
are positive for PROX-1 (expressed in lymphatic
proliferation) and suggested SCH as a lymphatic
malformation.'’ Recently, somatic mosaic
mutations in IDH1 (isocitrate dehydrogenase)
and IDH2 were described in SCH and not in
other vascular lesions. Kurek et al, showed 71 %
of SCH had IDH1/IDH?2 mutation.'! Another
study revealed that 16/17 of SCH cases had
IDH1/IDH2 mutation, and these mutations were
not found in other vascular anomalies involving
lymphatic malformation. So, it was concluded
that this mutation is highly specific for SCH and
can be used for diagnosis."

Multiple lesions of SCH may be associated
with Maffucci’s syndrome, Klippel-Trenaunay
syndrome, congenital lymphedema, and varicose
veins.?” Our patient had no findings of these
syndromes.

Although SCH is a benign lesion, recurrences
up to 58 %, have been reported.? More than
half of the lesions are localized partially or
totally intravascular, and local recurrences occur
through these vessels in the region where the
primary lesion is located. The overall prognosis
is excellent with total surgical excision. No
metastases and no deaths due to SCH have been
reported.? Cases with spontaneous regression
have also been reported.” Endoscopic transnasal
surgery was performed to our patient considering
the advantages of low morbidity, no need for
an incision, and providing detailed vision.
However, total excision could not be performed
due to the localization of the mass. Fortunately,
in our patient, the residual mass regressed
spontaneously and disappeared. Also, it was
reported that a 10-year-old girl with SCH nodules
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on the ankle and foot had been successfully
treated with sclerotherapy.'® Radiotherapy is not
recommended because a case with malignant
transformation and lymph node metastasis has
been reported after radiotherapy.! So, we planned
to follow the patient closely in terms of recurrence
after spontaneous regression.

Spindle cell hemangioma is not a frequent
tumor in the head and neck region, and presenting
complaints may not suggest the diagnosis, as in
our patient. Since this entity is less well known
and has clinical potential to be misdiagnosed
as hemangiomas or other vascular lesions, the
histopathological diagnosis of such lesions
has great importance for treatment planning.
Awareness of this diagnosis may increase the
reported cases. B
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