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Figure 23.1 Distribution by histologic subtype and site of soft tissue sarcomas in 11,743
patients undergoing surgical resection at Memorial Sloan Kettering Cancer Center from 1982
through 2017. The retroperitoneal/abdominal category excludes visceral sarcomas. Visceral
category includes visceral-gynecologic, visceral-genitourinary, and visceral-gastrointestinal
tumors. PNET, primitive neuroectodermal tumor; MPNST, malignant peripheral nerve
sheath tumor; MFH, malignant fibrous histiocytoma; GIST, gastrointestinal stromal tumor;
WD/DD, well-differentiated and dedifferentiated liposarcoma.

Jbo PO parseis e (cow (oSke 5 09800 it (o RIBIL o5 SBL GlapsS Lo gt
Solite 42y B Hsb 4 Sfglsid ol Clo 5 gsi @ 4zl b gl (o (I Gl b ol
lrg Jlo Vo0 (piaS bl i b s o slo psSjlo slp 905 (o (0l (IS oo 0 o

il oo Jlo B0V uSoS 095 L gl

v



pr <8l pgS L

[ Simple genotypes
100 - I Complex genotypes
0 Mixed ST

°
9 8

8
T

L 1 L L
A, A,
% O% %, Q@ S ‘&/, ro§3,.4’4° % 4&« KR q% %, &, &%4- % 4’9‘*/. O’m 2, @0’70,.45«
B, Y % a0, 0, Mo, M, oy, By % % 0 8% T, T, 7 D &% o
% %, B CQ On %, 000,00 Wy X% % Zos 250 20, P, 8, 0%, %
%, oém .Y B 0‘%‘7‘} %, % ,(b’b %, 2 %%, % e 2, %y
%, %, 2o LA ™) Q. 0 D0, Xy % %y %
; 98,% > % ()
%, % %, 7%, % e T %O Y, @;0 0,
% %y %, 9%, % S5, L W, (> ®
® s % (7 %, %0, ® Y, %,
2, G W D0 ®
% %6@ %’Cb ? %,
OW N ®

Histopathology
Figure 23.2 Age at diagnosis for sarcoma subtypes. The boxes show median and interquartile

range, and the whiskers show range (with outliers excluded) for 8,005 patients with primary
presentation undergoing surgical resection at Memorial Sloan Kettering Cancer Center from
1982 through 2017. Sarcoma subtypes with simple genotypes, shown in green, are associated
with younger median age at diagnosis than those with complex genotypes, shown in blue.
PNET, primitive neuroectodermal tumor; MPNST, malignant peripheral nerve sheath tumor;
WD/DD, well-differentiated and dedifferentiated liposarcoma; GIST, gastrointestinal
stromal tumor.
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Histologic Classification of Soft Tissue Tumors

Fibroblastic/Myofibroblastic Tumors
Benign Tumors
Angiomyofibroblastoma
Calcifying aponeurotic fibroma
Calcifying fibrous tumor

Cellular angiofibroma

Desmoplastic fibroblastoma

Elastofibroma

Fibroma tendon sheath, nuchal type
Fibromatosis colli

Fibro-osseous pseudotumor of digits

Fibrous hamartoma of infancy

Gardner fiboroma

Inclusion body fibromatosis (infantile digital fibromatosis)
Ischemic fasciitis (atypical decubital fibroplasia)
Juvenile hyaline fibromatosis

Mammary-type myofibroblastoma

Myositis ossificans

Nodular fasciitis

Proliferative fasciitis and myositis

Intermediate (Locally Aggressive) Tumors
Desmoid-type fibromatoses
Giant cell angiofibroma
Lipofibromatosis
Superficial fibromatoses (palmar and plantar)

Intermediate (Rarely Metastasizing) Tumors
Dermatofibrosarcoma protuberans (including fibrosarcomatous and pigmented types)
Infantile fibrosarcoma
Inflammatory myofibroblastic tumor
Low-grade myofibroblastic sarcoma
Myxoinflammatory fibroblastic sarcoma (atypical myxoinflammatory fibroblastic tumor)
Solitary fibrous tumor (hemangiopericytomay)

Malignant Tumors
Adult fibrosarcoma
Low-grade fibromyxoid sarcoma (hyalinizing spindle cell tumor)
Myxofibrosarcoma
Sclerosing epithelioid fibrosarcoma
So-called Fibrohistiocytic Tumors
Benign Tumors
Deep benign fibrous histiocytoma
Tenosynovial giant cell tumor (including localized and diffuse types)
Xanthoma
Intermediate (Rarely Metastasizing) Tumors
Giant cell tumor of soft tissue
Plexiform fibrohistiocytic tumor
Malignant Tumors
Tenosynovial giant cell tumor (malignant type)

=
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Adipocytic Tumors
Benign Tumors
Lipoma
Angiolipoma
Angiomyolipoma
Chondroid lipoma
Hibernoma
Lipoblastoma or lipoblastomatosis
Lipomatosis
Lipomatosis of nerve
Myelolipoma
Myolipoma
Spindle cell or pleomorphic lipoma
Intermediate (Locally Aggressive) Tumors
Atypical lipomatous tumor/well-differentiated liposarcoma (including lipoma-like, sclerosing, and inflammatory types)

Malignant Tumors
Liposarcoma, not otherwise specified
Dedifferentiated liposarcoma
Myxoid liposarcoma (including round cell type)

Pleomorphic liposarcoma
Smooth Muscle Tumors

Benign Tumors
Deep leiomyoma

Malignant Tumors
Leiomyosarcoma (excluding skin)

Skeletal Muscle Tumors

Benign Tumors
Rhabdomyoma (including adult, fetal, and genital types)

Malignant Tumors
Rhabdomyosarcoma
Alveolar rhabdomyosarcoma (including solid, anaplastic)
Embryonal rhabdomyosarcoma (including botryoid, anaplastic)
Pleomorphic rhabdomyosarcoma
Spindle cell/sclerosing rhabdomyosarcoma

Vascular Tumors

Benign Tumors
Angiomatosis
Hemangioma (including intramuscular, synovial, arteriovenous, and venous types)
Epithelioid hemangioma
Lymphangioma
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Intermediate (Rarely Metastasizing) Tumors
Composite hemangioendothelioma
Kaposi sarcoma
Papillary intralymphatic angioendothelioma
Pseudomyogenic (epithelioid sarcoma-like) hemangioendothelioma
Retiform hemangioendothelioma

Malignant Tumors

Angiosarcoma of soft tissue
Epithelioid hemangioendothelioma

Perivascular Tumors
Benign Tumors
Angioleiomyoma
Glomus tumor
Myopericytoma (including myofibroma and myofibromatosis)

Malignant Tumors
Malignant glomus tumor (glomangiosarcoma)

Neural Tumors

Benign Tumors
Benign triton tumor (neuromuscular hamartoma)
Dermal nerve sheath myxoma
Ectopic meningioma
Granular cell tumor
Hybrid nerve sheath tumor
Melanatic schwannoma
Nasal glial heterotopia
Neurofibroma (diffuse, plexiform, pacinian, epithelioid)
Perineurioma
Schwannoma (cellular, plexiform, degenerated)

Malignant Tumors

Malignant granular cell tumor
Malignant peripheral nerve sheath tumor (MPNST) (neurofibrosarcoma)

Epithelioid MPNST
Malignant triton tumor (MPNST with rhabdomyosarcoma)

Extraskeletal Chondro-c Tumors




pr <8l pgS L

Benign Tumors
Soft tissue chondroma

Malignant Tumars
Extraskeletal mesenchymal chondrosarcoma
Extraskeletal osteosarcoma

Gastrointestinal Stromal Tumors

Benign gastrointestinal stromal tumor
Gastrointestinal stromal tumor, uncertain malignant potential
Gastrointestinal stromal tumors, malignant
Tumors of Uncertain Differentiation
Benign Tumors
Acral fibromyxoma
Deep angiomyxoma
Ectopic hamartomatous thymoma
Intramuscular myxoma
Juxta-articular myxoma
Pleomoarphic hyalinizing angiectatic tumor of soft parts

Intermediate (Locally Aggressive)
Hemosideraotic fibrolipomatous tumor

Intermediate (Rarely Metastasizing) Tumors
Atypical fibroxanthoma
Angiomatoid fibrous histiocytoma
Mixed tumor, not otherwise specified (including malignant type)
Myoepithelioma
Myaoepithelial carcinoma
Ossifying fibromyxoid tumors (including malignant type)
Phosphaturic mesenchymal tumor (including benign and malignant types)

Malignant Tumors
Alveolar soft part sarcoma
Clear cell sarcoma of soft tissue
Desmoplastic small round cell tumor
Epithelioid sarcoma
Extrarenal rhabdoid tumor
Extraskeletal Ewing sarcoma
Extraskeletal myxoid chondrosarcoma
Intimal sarcoma
Neoplasms with perivascular epithelioid cell differentiation (neoplasms with perivascular epithelioid cell differentiation
[PEComas], including benign and malignant types)
Synovial sarcoma (biphasic and spindle cell)

Undifferentiated/Unclassified Tumors

Malignant Tumors

Undifferentiated spindle cell sarcoma
Undifferentiated pleomorphic sarcoma
Undifferentiated round cell sarcoma
Undifferentiated epithelioid sarcoma
Undifferentiated sarcoma, not otherwise specified

Modified from Fletcher CDM, Bridge JA, Hogendoorn P, et al., eds. WHO Classification of Tumours of Soft Tissue and Bone, 4th ed.
Lyon, France: IARC Press; 2013.
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