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WHO Classification of Tumours of
Soft Tissue and Bone

Edited by Christopher DM, Flatcher, Julla A. Bridge, Pantras C.W. Hogendoom, Fredrik Meriens

Intermediate (rarely metastasizing)

Dermatofibrosarcoma protuberans
Fibrosarcomatous dermatofibrosarcoma
protuberans

Figmented dermatofibrosarcoma protuberans

8832/1"

8832/3"

8833/1°

Solitary fibrous tumous 8815/1° I
Solitary fibrous tumour, malignant 8815/3

inflammatory myofibroblastic tumour 8825/1

LOW-grade myolibroblastic sarcoma 8825/3"

Myxoinflammatory fibroblastic sarcoma/
Alypical nuymmfl;mmmtnry libroblastic tumour

infantile hibrosarcoma

8811/1"

B814/3
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A RINVAEMEE:
» Celluar SFTs

Ea

Flg 3. m Ealh.dar mﬂtarr ﬁhmnm lurnmlr 1EFT‘.i A Note the mranry dhtrlhulad nalhdanl-; (in contrast 1o unﬂl SFTJ and the prominent tmmhu vascular naﬂarn B Even n !hz
more solid areas, lumour cells are arranged around numerous thin-walled vessels. Tumour cells are small with monomorphic nuclei and eosinophilic cytoplasm. € Diffuse positivil
for CD34 is evident. A lesion such as this would have been labelled ‘haemangiopericyloma’ in the past
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Fig. 3.075 Fal-forming solitary fibrous lumour (SFT). A Grm appuarama of a wall-'urmn;smbaﬁ retrupari lesion. Cut section shows fibrous bands dissecting the lesion from

cenlre o periphery. B Like extrapleural solitary fibrous tumour, fat-forming SFTs are well-delinealed, often encapsulated masses. C The tumour cells show immunoreactivity for
CDH.
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Fig. 3.074 Malignant extrapleural solitary fibrous tumour. A Hypercellularity and marked nyrtulugmal alypia. Note th; alypical mitosis. B Moderalely cellular area with hrisl»:. milotic
aclivity. C Hypercellularity, marked cytological atypia, and areas of lumour necrosis (left).
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! 2 V318 2021 22 SFT harbours the characteristic (and to date
l specific) gene fusion NAB2-STAT6,which results
55,779,325 . . . .
— from the intrachromosomal inversion inv (12)
(g13g13) ,not detectable by conventional
karyotyping , and leads to overexpression of
STAT6,which is diagnostically useful (see above) .

295,774,410
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IGF2 overexpression in some cases appears to be
due to loss of IGF2 imprinting.
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TABLE 1. Clinical and Histopathologic Features of Cutaneous SFT

Size Mitoses
Case AgﬂSEJI Site Depth Morphologic Features (cm) (/10 HPF) Risk Stratification® | Follow-up
1 35/F Mid back Subcutis Cellular | 1 Low NA
2 37F Right thigh Subcutis Cellular 1.5 0 Low NED (241)
3 51/F || Right upper arm Subcutis Cellular NA 0 NA NA
4 3l Left medial Subcutis Cellular, necrosis {25%) 4.3 3 Low NED (5)
thigh
5 47/F Right thigh Subcutis Cellular 34 10 Low NED (114)
6 T1/F Left anterior Subcutis Cellular, focal atypia 7 1 Low NED (1)
thigh
7 81/F Scalp Subcutis Cellular A 7 NA NA
8 39/F Cheek Subcutis Cellular 1.5 0 Low NA
9 16/F Ankle Subcutis Cellular 3 4 Low NA
10 40/M Lower back Subcutis Cellular, focal atypia, focal 4.3 3 Low NA
NEeCcrosis
11 40/M Thigh Subcutis Cellular 3.5 3 Low NA
12 S2F Shoulder Subcutis Cellular 3.2 3 Low NED (237)
13 &S0/F Thigh Subcutis Classic 5 2 Low NED (13)
14 41/M Upper lip Dermis/ Classic 0.8 0 Low NA
subcutis
15 46/F Thigh Dermis/ Malignant, focal necrosis (10%) 4.1 5 Low NED (16)
subcutis
16 55/F Scalp Dermis/ Classic 1.8 0 Low NA
subcutis
17 54/F Eyelid Dermis/ Giant cell angiofibroma, fat- 1.8 1 Low NA
subcutis forming
18 45/F Shoulder NA Cellular, fascicular and whorled 1.5 5 Low NA
19 64/F Scalp Dermis/ Cellular, focal atypia 2 0 Low NA
subcutis
20 54F External ear Dermis Classic, fibrous 1.8 0 Low NED (1)
canal
21 ST/F Lower evelid Dermis Classic, focally storiform 2.3 0 Low NED (75)
22 31/F Scalp Dermis Cellular, myxoid 3 0 Low NA
23 47/M Great toe Dermis Cellular, pseudoangiomatous NA 0 NA NA
24 M Midline back Dermis/ Malignant, cellular, lipomatous 53 10 Low NA
subcutis
25 35/F Temple/scalp Subcutis Classic NA 2 Low NA
26 57/M Cheek Subcutis Fat-forming 1.5 1 Low NA
*By proposed criteria (Demicco et al). M . 2 7cm

F mdicates female; M, male; NA, not applicable; NED, no evidence of disease.
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Risk assessment in solitary fibrous
tumors: validation and refinement of a risk
stratification model

Elizabeth G Demicco?!, Michael ] Wagner?, Robert G Maki®%, Vishal Gupta®, Ilya Iofin®,
Alexander J Lazar’ and Wei-Lien Wang?’

Table 3 Modified four-variable risk stratification model for
development of metastasis in solitary fibrous tumors

Risk factor Score
Age

<55 0

> 55 1

Tumor size [cm)

<5 0
5to <10 1
10 to <15 2
>15 3
Mitotic count (/10 high-power fields]
0 D
1-3 1
>4 2
Tumor necrosis
S | DD.-"rr.:- 0
> 10% 1
Risk class Total score
Low 0-3
Intermediate 4-5

High 67
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Figure 4 The modified four-variable risk stratification score is significantly associated with metastatic risk in both the test and validation

populations. (a) Kaplan—Meier plot for four-variable risk stratification score and time to metastasis in the 82 patients in the test set.
(b) Kaplan—Meier plot for the four-variable risk stratification score and time to metastasis in the 50 patients in the validation set.
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FIGURE 2. Case 14. Classic SFT showing a “patternless” architecture and classic branching ectatic vasculature (A) and nuclear
STAT6 (B).
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FIGURE 4. Histologically malignant SFT (case 19) with focal atypia (A) and SFT with clear cells mimicking PEComa (case 15) (B).



TABLE 2. Immunohistochemical Profiles of Cutaneous SFT
Case STAT 6 CD34

: A v TRYE4EAK: STAT6E (17/18; 94%)
3 NA +

; - I CD34 (21/22: 95%)
; NA :

8 + +

¥ + +

0 - e ELGSFTHBIZALQSAHE

3 ; :

14 + +

15 4 MNA

16 4 +

17 NA +

18 4 +

19 4 +

20 4 MNA

21 4 MNA

22 4 +

23 4 +

24 + +

23 NA* " oy FOMZINAB2-STATOE ERE S

*NAB2-STATH rearrangement 1dentified by next-generation sequencing.
MNA indicates not applicable.
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TABLE 1. Clinical and Histopathologic Features of Cutaneous SFT

Size Mitoses
Case AgelSex Site Depth Morphologic Features (cm) (/10 HPF) Risk Stratification® Follow-up
1 35/F Mid back Subcutis Cellular | 1 Low NA
2 37/F Right thigh Subcutis Cellular 1.5 0 Low NED (241)
3 5I/F  Right upper arm Subcutis Cellular NA 0 NA NA
-+ 31/ Left medial Subcutis Cellular, necrosis (25%a) 4.3 3 Low NED (5)
thigh
5 47/F Right thigh Subcutis Cellular 34 10 Low NED (114)
6 T1/F Left anterior Subcutis Cellular, focal atypia 7 1 Low NED (1)
thigh
7 81/F Scalp Subcutis Cellular A 7 NA NA
8 39/F Cheek Subcutis Cellular 1.5 0 Low NA
9 16/F Ankle Subcutis Cellular 3 4 Low NA
10 40/M Lower back Subcutis Cellular, focal atypia, focal 4.3 3 Low NA
NEeCcrosis
11 40/M Thigh Subcutis Cellular 3.5 3 Low NA
12 S2HF Shoulder Subcutis Cellular 3.2 3 Low NED (237)
13 B0/F Thigh Subcutis Classic 5 2 Low NED (13)
14 41/M Upper lip Dermis/ Classic 0.8 0 Low NA
subcutis
15 46/F Thigh Dermis/ Malignant, focal necrosis (10%) 4.1 5 Low NED (16)
subcutis
16 55/F Scalp Dermis/ Classic 1.8 0 Low NA
subcutis
17 54/F Eyelid Dermis/ Giant cell angiofibroma, fat- 1.8 1 Low NA
subcutis forming
18 45/F Shoulder NA Cellular, fascicular and whorled 1.5 5 Low NA
19 64/F Scalp Dermis/ Cellular, focal atypia 2 0 Low NA
subcutis
20 54F External ear Dermis Classic, fibrous 1.8 0 Low NED (1)
canal
21 ST/F Lower evelid Dermis Classic, focally storiform 2.3 0 Low NED (75)
22 3/F Scalp Dermis Cellular, myxoid 3 0 Low NA
23 47/M Great toe Dermis Cellular, pseudoangiomatous NA 0 NA NA
24 30/mM Midline back Dermis/ Malignant, cellular, lipomatous 5.3 10 Low NA
subcutis
25 35/F Temple/scalp Subcutis Classic NA 2 Low NA
26 57TIM Cheek Subcutis Fat-forming 1.5 1 Low NA

*By proposed criteria (Demicco et al).

F mdicates female; M, male; NA, not applicable; NED, no evidence of disease.
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FLARBIANAFHERABEIE (mammary type myofibroblastoma)
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A MEZF4E R (cellular angiofibroma, CA)
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FHAE2H 20 2MAaEE (fibrous histiocytoma )
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(dermatofibrosarcoma protuberans, DFSP)
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ﬁ*ﬁ} fEAI9E (monophasic synovial sarcoma)
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