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INTRODUCTION

Soft tissue tumors comprise an extensive variety
of tumors, each with an even greater variety of
subtypes and features. Skeletal muscle tumors are
broadly categorized as either benign (rhabdo-
myoma) or malignant (rhabdomyosarcoma) and
then subcategorized based on various aspects such
as clinical features, histopathology, immunopheno-
types, and genetics. The latest World Health
Organization Classification of Tumours of Soft
Tissue classifies skeletal muscle tumors into rhabdo-
myomas, and embryonal, alveolar, pleomorphic, or
spindle  cell/sclerosing ~ rhabdomyosarcomas.’
Accurate diagnosis and categorization of these
tumors is essential, as the prognosis of each tumor
can vary widely. Martinez et al” recently described 10
cases of an unusual adult rhabdomyoblastic tumor
with distinctive proliferation of nonneoplastic histio-
cytes. Descriptively termed histiocyte-rich rhabdo-
myoblastic tumor of uncertain malignant potential,
this tumor has yet to be further characterized and
categorized in the current classification system of
skeletal muscle neoplasms.” We present the case of a
patient with a similar tumor on the back.

CASE REPORT

An active 68-year-old white man presented with a
2-week history of an untreated, painless mass at his
left posterior shoulder. There were no identifiable
triggers or trauma corresponding to the onset of the
mass. He was otherwise asymptomatic and healthy
with an unremarkable medical history. On presen-
tation, there was a solitary, firm, mobile, 5-cm X

5-cm, nontender subcutaneous mass with no
epidermal changes at his left posterior shoulder.
Upon wide excision, a well-circumscribed, fibrous,
firm, ovoid mass was revealed (Fig 1, A). The tumor
was bisected to show a cross-section with irregular
light brown to yellow tissue (Fig 1, B).
Histologically, the mass was circumscribed with a
well-formed fibrous capsule (Fig 2, 4). There was no
necrosis or calcification in the tumor. There were
areas of variably prominent, large, spindled, polyg-
onal, rounded or even multinucleate cells with
abundant eosinophilic cytoplasm. This population
of cells contained nuclei with vesicular nuclei and
prominent nucleoli (Fig 2, B). Mitotic figures were
scarce. These cells were positive for desmin and
MyoD1 (Fig 2, C). There were also large numbers of
histiocytes, some clustered and some interspersed
among the polygonal cells (Fig 2, D). Many of these
histiocytes were multinucleated (Fig 2, E). This
histiocyte population was strongly positive for
PU.1, CD163 and CDG68 (Fig 2, F). These findings
appear to be consistent with histiocyte-rich rhabdo-
myoblastic tumor of uncertain malignant potential, a
tumor recently identified by Martinez et al in 2019.”
The patient is doing well without recurrence of the
tumor 1 year after diagnosis and initial wide excision.

DISCUSSION

Histiocyte-rich rhabdomyoblastic tumor of uncer-
tain malignant potential was recently identified by
Martinez et al.” These unusual tumors have only
been described in adults and show skeletal muscle
differentiation. However, the distinct histiocytic
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Fig 1. A, Left posterior shoulder subcutaneous mass found in vivo after incision. B, Bisected
tumor shows firm, irregular light brown to yellow tissue.

abundant eosinophilic cytoplasm and contained enlarged, vesicular nuclei with prominent
nucleoli. C, The polygonal cells were positive for desmin. D, Numerous polygonal cells were
present with interspersed lymphocytes and histiocytes. E, There were notable areas rich in
histiocytes, many of those histocytes being multinucleated. F, The histocytes were positive for
CDG8. (Original magnifications: A, D, and E: X100; B, X400; C and F: X200.)

infiltration and other features of these tumors do not
correspond to known skeletal muscle tumors in the
World Health Organization Classification of Tumours
of Soft Tissue. Our case appears to be consistent with
this newly described tumor, noting the tumor in our
patient grew quickly in a matter of 2 weeks.
Short-term follow-up and prognosis of these cases
after wide excision appears to be favorable, but
long-term prognosis is unknown. Much remains to
be elucidated about this histiocyte-rich rhabdomyo-
blastic tumor; thus, close and continued follow-up of

known cases is essential to better characterize the
nature of this relatively unknown tumor.
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