CASE 2
65 Y/OF



Brief history

e Past history

e HTN
* major depressive disorder

* breast cancer s/p partial mastectomy with radio
therapy and chemotherapy

* Chief complain
abdominal fullness with a palpable mass which got

larger and larger recently.



Imaging studies

* Abd CT 0828






(2024/09/09) Soft tissue, retroperitoneum, CT-guided biopsy,
spindle cell tumor (see descriptions)

The specimen submitted contains 4 tissue fragments, measuring up to
1.8 x 0.1 x0.1 cm in size, fixed in formalin

Grossly, they are white and soft.

All for sections.

Microscopically, section shows spindle cells tumor composed of
moderately pleomorphic spindle cells arranged in fascicles patterns.
Some ectatic vessels are seen. No evidence of tumor necrosis is seen.
The mitosis feature is less than 1 per 10 high power fields.
Immunohistochemistry studies reveal these tumor cells are negative for
CD117 and equivocally positive for CD34. The gastrointestinal stromal
tumor is not likely. Further immunohistochemistry studies reveal these
tumor cells are positive for Cyclin D1, focally positive for Desmin, weakly
positive for CD10 and focally weak positive for progesterone receptors
(5%, weak), but negative for S-100, smooth muscle specific actin, h-
caldesmon and estrogen receptors. Together with above pictures, the

spindle cells tumor with focal smooth muscle and endometrial stromal
differentiation should be considered. Please correlate the clinical

pictures!
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Discussion

« retroperitoneal spindle cell tumor

o characterized histologically by a mixture of fat
cells and fibroblast-like spindle cells in a matrix
of collagen and mucoid material

o rare, can occur in human soft tissue, bone, or in
any part of the human body

o Previous article reported inert biological
behavior, associated with distant metastasis, and
well prognosis.



Discussion

« retroperitoneal spindle cell tumor
o Clinical examination, imaging, and histology are
non-specific in the evaluation of the uncommon
tumor and distinguish it from other solid masses
o pathological and immunohistochemical tests are

critical
s [-Catenin
m CD34 and CD117 antibodies
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Key Imaging, Epidemiologic, Clinical, and Histologic Features of Primary Retroperitoneal Neoplasms

Key Epidemiologic, Clinical,
Category of Tumor Key Radiologic Features and Histologic Features

Adipocytic I
Lipoma Fat-containing mass with no/trace inter- Rare in the retroperitoneum
nal complexity Even with no internal complexity, the mass
should be considered a well-differentiated
liposarcoma

Well-differentiated Predominantly fat containing, with thick | Most common primary retroperitoneal sarcoma

liposarcoma septa and soft-tissue nodularity (usu- No potential to metastasize, but poor long-term
ally >1 cm) survival due to high risk of local recurrence
and potential for degeneration to a dediffer-
entiated liposarcoma
Dedifferentiated  Fat containing, with increasing internal  Potential to metastasize
liposarcoma complexity Can arise in a preexisting or current well-differ-
entiated liposarcoma
Myzxoid liposar-  Paucity of fat, often present in septa or as Propensity to metastasize to unusual soft-tissue
coma small nodules and bone locations
Variable myxoid tissue (T2-hyperintense

l_\mhxam.td:.mh.am.t)
Pleomorphic lipo4 Trace of fat to no visible fat Aggressive tumor

sarcoma Heterogeneous appearance with necrosis May metastasize early to the lungs in 75% of

and/or hemorrhage patients
Smooth muscle]

Leiomyoma Similar appearance to that of smooth Uncommon
muscle Most often diagnosed in women of reproduc-
Hypointense at T2-weighted MRI, with tive age, usually hormonally driven
variable enhancement

Leiomyosarcoma Heterogeneous mass with involvement Second most common primary retroperitoneal
of a contiguous vessel and variable sarcoma

necrosis Classified as extravascular, intravascular, or a
combination of both

Fibroblastic I

Solitary fibrous Heterogeneous appearance Most common location in the abdomen is the
tumor Ofteri highly vascular fwith prominent retroperitoneum

collateral vessels at CT Malignancy rate, 20%-40%
Flow voids at MRI Small percentage are associated with paraneo-
plastic syndromes, most commonly Doege-
Potter syndrome (hypoglycemia due to exces-
sive production of insulin-like growth)

Myxofibrosar- Imaging appearance is dependent on Common extremity sarcoma 1n elderly patients,

coma | histologic gradc:llow-gradc tumors but retroperitoneal location is rare
show abundant myxoid matrix, while ~High rate of [ocal recurrence regardless of
high-grade lesions are more heteroge- grade; however, high-grade tumors are more

neous; may show “tail” sign at contrast  likely to metastasize
material-enhanced T'1-weighted MRI




Skeletal muscle:

rhabdomyosar-
coma

Miscellaneous

Undifferentiated
pleomorphic
sarcoma

Alveolar soft-part
sarcoma

Cystic |

Lymphatic malfor-
mation

Tailgut cyst/ret-
rorectal cystic
hamartoma

Cystic teratoma

Heterogeneous, nonspecific infiltrative ap- Most common soft-tissue sarcoma il#l children

pearance, with regions of necrosis

Heterogeneous nonspecific appearance;
calcifications seen in 5%—-20% of cases

Heterogeneous hypervascular mass; ne-
crosis and hemorrhage may be present

Involves more than one retroperitoneal
compartment

Insinuates between structures

Fluid-fluid levels may be seen

Chylous content may be detectable with
chemical-shift MRI

Uni- or multilocular cystic masses in the
presacral space, with variably thick
septa and occasional calcifications

Presence of fat-fluid levels and calcifica-
tions (coarse or toothlike)

aged 15 years and younger
Most commonly seen in the head or neck
Retroperitoneal location seen in 7%-19% of
patients

Formerly known as malignant fibrous histiocy-
toma

Diagnosis of exclusion

Manifests as a painless slowly growing tumor but
frequently metastasizes

Considered a form of slowly growing vascular
malformation

Most common in the head and neck; only 5% in
the abdomen

Treatment is percutaneous sclerotherapy and/or
surgery

Congenital lesions arising from the embryonic
hindgut

Treatment is surgical excision owing to risk of
infection and malignant degeneration

Germ cell neoplasms

Retroperitoneal location is rare in adults



Neurogenic

Neurofibroma Target sign: peripheral signal hyperinten-
sity with central signal hypointensity

Schwannoma Difficult to distinguish from a neurofi-
broma
May show fascicular sign (numerous in-
ternal ringlike structures at T'2-weighted

MRI)
Malignant pe- Difficult to distinguish from neurofibroma
ripheral nerve and schwannoma
sheath tumor Clues include larger size, ill-defined

borders, internal heterogeneity with
necrosis and/or hemorrhage, and new
or worsening neurologic deficit
Ganglioneuroma  Paravertebral mass

Heterogeneous with a variable amount of
myxoid stroma

“Whorled” appearance at T2-weighted
MRI

Ganglioneuroblas- Heterogeneous
toma Calcifications, necrosis, and hemorrhage
more common than ganglioneuroma
Avid radiotracer uptake at iodine 123 ('%°I)
metaiodobenzylguanidine (MIBG) MRI
in approximately 70% of cases
Paraganglioma Classically hyperintense at T2-weighted
MRI, with hypervascularity
More complex appearance is frequently
observed because of hemorrhage and/
Or necrosis
Gallium 68 (°®Ga) tetraazacyclodo-
decane tetraacetic acid-octreotate
(DOTATATE) PET/CT is superior for
localizing and staging

Subtypes: localized, diffuse, plexiform

Neurofibromatosis 1 is associated with the pres-
ence of multiple neurofibromas or a plexi-
form neurofibroma

Mostly sporadic

Small subset associated with neurofibromatosis

Rate of successful surgical excision generally
higher than that of neurofibromas

Malignant degeneration rare

Approximately 50% arise de novo

The rest are seen in neurofibromatosis 1, with
a small subset occurring in patients with a
remote history of radiation therapy

Benign tumors arise from paravertebral sympa-
thetic ganglia

Manifest most commonly in children, adoles-
cents, and young adults

Rarely secrete sufficient amounts of catechol-
amines to cause sympathetic symptoms (eg,
flushing)

Malignant tumor

Commonly arises in adrenal medulla

Primarily affects children aged 2—4 years

Most common location in abdomen is the origin
of the inferior mesenteric artery near the aor-
tic bifurcation (organ of Zuckerkand]l)

Associated with multiple endocrine neoplasia
syndromes and Von Hippel-Lindau syndrome



