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1 | INTRODUCTION

A myxoma is rare benign tumor of mesenchymal origin.
In terms of head and neck myxomas, primary tumors are
rare and most often arise from the mandible, maxilla, and
oral cavity."? Primary myxomas outside of this region,
such as cardiac myxomas, can metastasize to the head and
neck.! Myxomas can occur at any age but have the highest
incidence between 20-30 years old. No gender predilec-
tion has been noted.>?

There is a paucity of data on incidence and treatment
of intraosseous occipital myxomas. Case reports have
identified occurrences of other intracranial myxomas. In
this case report, a 12-year-old boy with a myxoma arising
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While intraosseous cranial myxoma is a rare pathology, it is important for provid-
ers to be aware of it, as early diagnosis and treatment is imperative for prognosis.
Long-term follow-up is needed as high rates of recurrence have been documented.

intraosseous myxoma, occipital skull myxoma

from the occipital bone is presented due to the tumor's
rare anatomical location, especially in a pediatric patient.

2 | CASE REPORT

A 12-year-old boy presented to the Emergency Department
with left ear pain with tenderness to palpation overlying
the left mastoid bone. The history revealed that the pain
had been present intermittently 1 year but had acutely
worsened prior to presentation. There were no associ-
ated otologic symptoms including hearing loss, tinnitus,
otalgia, otorrhea, vertigo, or facial weakness. A computed
tomography scan (CT) with contrast at this time showed
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FIGURE 1 (A-B) Axial (A) and
coronal (B) post-contrast computed
tomography (CT) scan of the left temporal
bone lesion on presentation; (C-D)

Axial (C) and coronal (D) post-contrast
T1 magnetic resonance imaging (MRI) of
the lesion on presentation; (E-F) Axial (E)
and coronal (F) post-contrast T1 magnetic
resonance imaging (MRI) of the surgical
site 10 months postoperatively showing
fat graft in place and no evidence of
recurrent tumor

Frequency in Hertz (Hz) Right | Left
250 500 1000 2000 4000 8000 Speech 10 10
0 Reception
& BA Threshold to
o——e— Spondees (dB)

20
o
Rk
@ 40
[
4
N
Q
[a]
£ 60
[
>
o
P |
[=)]
i=
T 80 )
% —6—nRight

—¥— Left
100
120

FIGURE 2 Audiogram showing hearing within normal limits bilaterally



HOWSER ET AL.

. 30f6
Clinical Case Reports —Wl LEY

a 4.8 cm lytic mass centered in the occipital bone border-
ing the mastoid. Contrasted magnetic resonance imaging
(MRI) demonstrated an enhancing mass with measure-
ments of 4.4 X 3.5 X 4.6 cm (Figure 1A-D) and associated
mass effect in the left cerebellar hemisphere. Venogram
demonstrated non-visualization of the left sigmoid sinus.
Audiogram showed bilaterally normal hearing (Figure 2).

The patient underwent biopsy of the suboccipital
mass. A tan-colored jelly-like intraosseous tumor was
encountered (Figure 3). Initial pathological workup was
inconclusive but thought to be suspicious for low-grade
sarcoma. Definitive resection with left occipital craniot-
omy and gross total resection was performed 1 month later
through a post-auricular incision. Intraoperative findings
were consistent with erosion through bone without dural
involvement. Tumor was removed from the mastoid tip
and occipital bone under the operating microscope. Areas
of dura were exposed, but no CSF leak was encountered.

FIGURE 3
showing gross appearance of the gelatinous tan-colored tumor

Intraoperative photograph from initial biopsy

FIGURE 4
composed of interconnecting septae of

(A) Lobular architecture

collagenous fibrous tissue surrounding
aggregates of hypocellular tumor
enmeshed in a prominent flocculent
basophilic stroma. (B) Tumor infiltrates
preexisting cancellous bone. (C) Tumor
consists of cytologically bland spindle and
stellate cells. (D) Immunohistochemical
stain for vimentin is positive in tumor
cells

An abdominal fat graft and Medpor (Stryker corporation,
Kalamazoo, MI) implant were utilized to reconstruct the
defect in the occipital bone.

Histology of the final specimen demonstrated loose
amphophilic lobules composed of interconnecting pink
septae of collagenous fibrous tissue. These septae were
surrounded by hypocellular aggregates composed of cy-
tologically bland spindle and stellate cells appearing to be
fibroblasts in nature as stained by vimentin only. These
cells were enmeshed in a basophilic stroma that contained
branching capillaries and occasional macrophages and lym-
phocytes. Immunohistochemistry was positive for vimentin
and focally positive for actin (Figure 4A-D). It was negative
for all other markers including CD34, CD1a, desmin, myo-
genin, MyoD1, keratin cocktail, EMA, S100, SOX10, HMB45,
GFAP, MUC4, MDM2, ERG, GLUT]1, keratin AE1/3, beta
catenin, CD31, FLI1, and CD68. These findings were most
consistent with an intraosseous myxoma.

Follow-up with MRI at 10 months showed a stable fat
graft with no persistent or recurrent tumor (Figure 1E-
F). No postoperative complications, neurological deficits,
hearing changes, or evidence of recurrence were apparent
on clinical exam. The patient has intact facial nerve func-
tion and no noticeable cosmetic defect.

2.1 | Literature review

Including the case presented here, eleven reports of cra-
nial myxomas were found in the literature. Age at pres-
entation ranged from 11-56 years old with an average of
30.4 years and a 7:5 male:female distribution. Presentation
varied depending on site of origin, but common symptoms
included hearing loss, aural fullness, and visual impair-
ment. The average size on initial imaging across longest
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axis when reported was 4.9 cm. Pertinent histopathologi-
cal features include vimentin positivity as well as cytoker-
atin and S-100 negativity. These features were consistently
observed across the tumors reported. All patients except
one underwent total resection. No significant complica-
tions were reported. Mean follow-up was 20 months. Only
one patient was reported to have a local recurrence at 3-
year follow-up. (Table 1).

3 | DISCUSSION

Although the typical location for a myxoma is the car-
diac atrium, the tumor may rarely present from bone and
other soft tissues. Primitive embryonic mesenchyme is
thought to be the possible origin of skull-based myxomas,
which is present in the mastoid, ethmoid, and sphenoid
air cells of embryos.* These tumors are benign but can be
locally aggressive. There is a high incidence of recurrence
between 3 months and 10 years after surgical resection.>’

An intraosseous myxoma can be identified by degree
of gross invasion, histopathology, and immunochemical
staining. An intraosseous tumor must invade the bone.
This can be identified on imaging or direct visualization in
surgery. Histopathology can help identify the classic fea-
tures of intraosseous myxoma tissue, such as bland spin-
dle cells and myxoid cytoplasm. Immunochemistry stains
positive for vimentin, an intermediate filament present in
non-muscle mesenchymal cells.

The differential diagnosis of this case included low-
grade myxoid fibrosarcoma, osteo-chondromyxoma, os-
sifying plexiform tumor, ossifying fibromyxoid tumor,
cystic fibrous dysplasia, Langerhans cell histiocytosis, or
metastatic disease. However, none of these had sufficient
clinical evidence or immunohistochemistry to support a
diagnosis. The lack of diffusion argued against hypercel-
lular tumors such as rhabdomyosarcoma or metastatic
neuroblastoma. While occipital bone myxoma is a rare
diagnosis, it is nonetheless one that providers should be
aware of since the recommended treatment differs from
other similarly presenting tumors.

The treatment for myxomas primarily includes radical
surgical removal of the tumor when possible. Myxomas
are thought to be insensitive to radiation therapy, though
this may be used as a salvage treatment if radical resec-
tion is impossible.” Most importantly, timely recognition
and early intervention are the best avenues to prevent
additional long-term morbidity. The diagnosis of an in-
traosseous myxoma is not typically at the forefront of the
differential, especially in a pediatric patient. Therefore,
this case should provide an example of low morbidity and
nonrecurrence with multidisciplinary collaboration and
early intervention.

N 50f6
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4 | CONCLUSION

The suboccipital region is a rare location for an in-
traosseous myxoma to occur, especially in a pediatric
patient. Early diagnosis and treatment are imperative
for prognosis, as radical resection is the best chance
for nonrecurrence. Even with surgical resection, long-
term follow-up is recommended due to high rates of
recurrence.
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