Pericytoma With t(7;12) and ACTB-GLIT Fusion

Reevaluation of an Unusual Entity and its Relationship to the Spectrum
of GLIT Fusion-related Neoplasms
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TABLE 3. Clinicopathologic Features of Tumors With ACTB-GLIT Gene Fusions, Including Previously and Currently Reported Cases

y// Age Size Clinical Histology and Assessment Follow-Up

Case # (¥) References Sex (v) Tumor Site (cm) Presentation of Biological Potential IHC Features Treatment (mo)

1-5 (2004) Dahlén et all Male 61 Calf 2.0 NA Spindle-to-ovoid; homogenous, arranged +SMA, EMA (f) Resection Died of
around thin-walled blood vessels; —Desmin, S100, CK unrelated
infiltrative/lobular growth; 3/5 focal causes, NED
myxoid stroma; 2/5 subendothelial (60)*
protrusion into vascular lumina. Benign

Dahlén et al' Female 27 Tongue 0.8 NA +5SMA Neoadjuvant NED (60)
—Desmin, S100, CK, EMA chemo+resection
Dahlén et all Male 11 Tongue 5.0 NA +5MA (f) Neoadjuvant NED (22)
—Desmin, S100, CK, EMA chemo+resection
Dahlén et all Female 65 Stomach 5.5 NA +5MA (f) Resection NED (24)
—Desmin, S100, CK, EMA
Dahlén et all Female 12 Tongue 2.4 Growing +5MA (f) Resection NED (120)
(previously tongue mass —Desmin, S100, CK
reported)!?
6 (2012) Bridge et al’ Male 67 Bone (talus) 2.7 Pain in right Spindle-to-ovoid; cellular, prominent lesional +SMA (), EMA () Amputation NED (204)*
foot and vasculature; focal myxoid stroma; invasive —Desmin, S100, CK
ankle growth. Low-grade malignant on biopsy,
benign on the excision
7(2016) Castro et al® Female 9 Stomach 6.9 Abdominal Owvoid-to-spindle; plexiform wasculature, +EMA () Partial NED (6)
pain and cystic, circumscribed with the lymphoid —Desmsin, SMA, CK, S100 gastrectomy
vomiting capsule, ischemic necrosis. Biological
potential not specified

8-11 (2018) Antonescu et al* Male 20 Thigh NA NA Round to epithelioid; arranged in nests, +5100 NA NA
cords, and reticular patterns; mostly —5SMA, CK, EMA
solid, occasional myxoid stroma.

Biological potential malignant based
on clinical
Antonescu et al* Female 30 Foot 1.5 NA +5100 NA AWD, LN met
—SMA, CK, EMA (21)
Antonescu et al* Female 79 Retroperitoneum NA NA —5100, SMA, CK, EMA NA AWD, LN met
(interval NA)
Antonescu et al? Female 38 Chest wall NA NA +CK () NA NA
(muscle) —S100, SMA, EMA
12 (2018) Koh et al? Female 11 Ovary 15.0 Abdominal “Round to spindle™; alternating hypocellular +5100 Left salpingooph- NED (24)*
pain and and hypercellular, cystic, pushing border; —Desmin, SMA, CK, EMA orectomy
distension necrosis; “rare” mitoses; +subendothelial
tumor proliferation. Biological potential
oL specilied

13-15 Current cases Female 57 Bone (tibia) 9.8 Painless mass Round-to-ovoid; richly vascularized stroma; +SMA (), EMA () Neoadjuvant AWD, bone
myxoid stroma in 1 case. Low to —5100, CK. desmin chemo-+resection met (27)
intermediate grade malignant

Male 62 Bone (scapula) 7.5 Palpable mass +S5SMA (+/1) Resection AWD, lung me
—5100, EMA, CK, desmin +adjuvant (84) and soft
radiotherapy tissue/bone mei
(180)
Female 41 Ovary 7.0 Incidental Ovoid; alternating hypocellular and +SMA (f), S100 (f), EMA. Total abdominal NED (14)
ovarian cyst hypercellular, solid/cystic; necrosis. CK hysterectomy with
Biological potential not clear —Desmin bilateral
salpingooph-
orectomy

*Per personal communication with the prior author(s).
AWD indicates alive with disease; IHC, immunohistochemistry; LN, lymph node: met, metastasis; NA: not available; NED, no evidence of disease; S100, 5100 protein:; chemo, chemotherapy.
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FIGURE 1. Case 1, Radiologic findings, preoperative and postneoadjuvant therapy. A, Preoperative coronal fat-saturated
T2-weighted MRI demonstrates heterogeneous hyperintensity in both intraosseous and extraosseous components with a small
perforating vessel at the posterior medial margin of the tibia (arrowhead) that may have allowed spread of the tumor between
intraosseous and extraosseous components. The tumor vasculature in the soft tissue component is arborizing and hypointense. B,
Radiograph of the tumor after neoadjuvant therapy shows a lytic lesion in the subarticular region of the proximal tibia, with sharp
but nonsclerotic margins laterally (upper left arrow), and a more poorly defined inferior margin. High-grade endosteal scalloping of
the proximal tibia is present medially (lower right arrow).
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TABLE 2. Imunohistochemical Profiles of Each Tumor

SMA MSA Desmin S100 EMA Pan-Keratin CD9%9 WT1 CD10 Ki-67
#1 + (f) + (1) = - + (w, f) - + (w, ) - - 35%
#2 +/+ (D) + (f) - - - - +/- - NP NP
#3 + (f) - - + (f) + + - - + 1%

Refer to the mam text for a complete descnption of all immunohistochemstry performed.
(f) indicates focal; (r), rare cells; (w), weak; NP, not performed; x/x, different results between 1mitial and subsequent specimens.
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FIGURE 3. Case 2, Pathologic findings. A, Gross examination of the resected thigh metastasis shows a well-demarcated, soft,
red x0002_white ovoid mass within the skeletal muscle that focally erodes the adjacent cortex of the femur. B, On low power,
the neoplastic cells are arranged in small groups with a delicate background vascula x0002_ture and foci of myxoid stroma
(hematoxylin and eosin). C, A high_x0002_power image shows a proliferation of cytologically uniform small cells with
round-to-ovoid nuclei, dispersed chromatin, and small nucleoli with variably distinct cell borders (hematoxylin and eosin).
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TABLE 2. Imunohistochemical Profiles of Each Tumor

SMA MSA Desmin S100 EMA Pan-Keratin CD99 WT1 CD10 Ki-67
#1 + () + (1) - - + (w, ) - + (w, ) - - 35%
H#2 +/+ (f) + (f) - - - - +/- - NP NP
#3 + (D - - + (D ¥ T - - + 1%

Refer to the mam text for a complete descniption of all immunohistochemistry performed.
(f) indicates focal: (r). rare cells; (w)., weak: NP, not performed: x/x. different results between 1nitial and subsequent specimens.
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TABLE 2. Imunohistochemical Profiles of Each Tumor

SMA MSA Desmin S100 EMA Pan-Keratin CD99 WT1 CD10 Ki-67
#1 + (f) + (1) - - + (w, 1) - + (w, f) - - 35%
#2 +/+ (f) + () - = - - +/— - NP NP
#3 + (D - - -+ (n + =+ _— —_ + o/

A0

Refer to the mam text for a complete descniption of all immunohistochemistry performed.
(f) indicates focal: (r). rare cells; (w)., weak: NP, not performed: x/x. different results between 1nitial and subsequent specimens.
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TABLE 3. Clinicopathologic Features of Tumors With ACTB-GLIT Gene Fusions, Including Previously and Currently Reported Cases

V/4 Age Size  Clinical Histology and Assessment Follow-Up
Case # (y) References Sex (y) Tumor Site (cm) Presentation of Biological Potential IHC Features Treatment (mo)
1-5(2004)  Dahlén et al' Male 61 Calf 2.0 NA Spindle-to-ovoid; homogenous, arranged +SMA, EMA (f) Resection Died of

around thin-walled blood vessels; —Desmin, S100, CK unrelated
infiltrative/lobular growth; 3/5 focal causes, NED
myxoid stroma; 2/5 subendothelial (60)*
protrusion into vascular lumina. Benign
Dahlén et al! Female 27 Tongue 0.8 NA +SMA Neoadjuvant NED (60)
—Desmin, 5100, CK, EMA  chemo+resection
Dahlén et al! Male 11 Tongue 5.0 NA +SMA (f) Neoadjuvant NED (22)
—Desmin, S100, CK, EMA chemo-+resection
Dahlén et all Female 65 Stomach 5.5 NA +SMA (f) Resection NED (24)
—Desmin, S100, CK, EMA
Dahlén et al! Female 12 Tongue 24 Growing +SMA (f) Resection NED (120)
(previously tongue mass —Desmin, S100, CK
reported)'®
6(2012) Bridge et al’ Male 67 Bone (talus) 2.7 Pain in right Spindle-to-ovoid; cellular, prominent lesional +SMA (f), EMA (f) Amputation NED (204)*
foot and vasculature; focal myxoid stroma; invasive —Desmin, 5100, CK
ankle growth. Low-grade malignant on biopsy,
benign on the excision
7 (2016) Castro et al® Female 9 Stomach 6.9 Abdominal Ovoid-to-spindle; plexiform vasculature, +EMA (f) Partial NED (6)
pain and cystic, circumscribed with the lymphoid  —Desmsin, SMA, CK, 5100 gastrectomy
vomiting capsule, ischemic necrosis. Biological
potential not specified
8-11 (2018)  Antonescu et al* Male 20 Thigh NA NA Round to epithelioid; arranged in nests, +S5100 NA NA
cords, and reticular patterns; mostly —-SMA, CK, EMA
solid, occasional myxoid stroma.
Biological potential malignant based
on clinical
Antonescu et al*  Female 30 Foot 1.5 NA +S100 NA AWD, LN met
—-SMA, CK, EMA (21)
Antonescu et al*  Female 79 Retroperitoneum NA NA —S100, SMA, CK, EMA NA AWD, LN met
(interval NA)
Antonescu et al* Female 38 Chest wall NA NA +CK (f) NA NA
(muscle) —5100, SMA, EMA
12 (2018) Koh et al’ Female 11 Ovary 15,0 Abdominal “Round to spindle™; alternating hypocellular +5100 Left salpingooph-  NED (24)*
pain and and hypercellular, cystic, pushing border; —Desmin, SMA, CK, EMA orectomy
distension necrosis; “rare” mitoses; +subendothelial
tumor proliferation. Biological potential
not specified
13-15 Current cases Female 57 Bone (tibia) 9.8 Painless mass Round-to-ovoid; richly vascularized stroma; +SMA (f). EMA () Neoadjuvant AWD, bone
myxoid stroma in 1 case. Low to —S100, CK, desmin chemo-tresection met (27)
intermediate grade malignant
Male 62  Bone (scapula) 7.5 Palpable mass +SMA (+/f) Resection AWD, lung met
—5100, EMA, CK, desmin +adjuvant (84) and soft
radiotherapy tissue/bone met
(180)
Female 41 Ovary 7.0 Incidental  Owoid; alternating hypocellular and +SMA (f), S100 (f), EMA, Total abdominal NED (14)

hypercellular, solid/cystic; necrosis.
Biological potential not clear

ovarian cyst

CK
—Desmin

hysterectomy with
bilateral
salpingooph-
orectomy

*Per personal communication with the prior authors).
AWD indicates alive with disease; IHC, immunohistochemistry; LN, lymph node; met, metastasis; NA: not available; NED, no evidence of disease; S100, §100 protein; chemo, chemotherapy.
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