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TABLE 1. Panel of Antibodies Used in This Study

Antigen Clone Dilution Source

SMA Alpha sm-1 RTU Leica PA(09%43
Desmin DE-R-11 RTU Leica PA0032
HMB-45 HMB-45 RTU Leica PA0027
S100 Polyclonal RTU Leica PA(0900
MART-I M2-7C10 [:20C Cell Marque 281M-93
MiITF D3 [:200 Dako M3621

TFE3 Polyclonal [:30 Cell Marque 354R-16




TABLE 2. Clinical Features of Fibroma-like PEComas

Age (v)/ Size  Duration Before Follow-up

Case Sex Site (cm)  Diagnosis Presenting Features ~ Recurrence Metastasis  (mo) Original Diagnosis

l 4F  Wnst 59 24mo Painless bump, getting None None  ANED, 6  Fibroma, tuberous sclerosis
progressively larger mo related fibroma

2 25F  Chest 28 None [ncidental None None  ANED, Desmoplastic fibroblastoma

wall 29 mo

3 SIF Foot 5 <12mo Painless bump getting None None ~ ANED,  Fibroma of tendon sheath

progressively larger 131 mo

ANED indicates alive with no evidence of disease; F, female.



TABLE 3. Clinical Manifestation of 3 TSC-related Fibromas

Case 1 Case 2 Case 3
Developmental Subependymoma Carotid sinus
delay, mild aneurysm
Selzure disorder Micronodular Cerebral vascular
pneumocyte hyperplasia malformation
Cardiac Renal cell carcinoma
rhabdomvyoma
Simple renal cyst Bilateral renal AMLs
Lung LAM

Angiofibroma
(paranasal skin)
Subungual fibromas

AML indicates angiomyohipoma:; LAM, lvmphangioleiomvomatosis.



FIGURE 1. Case 2. Axial {A) and coronal reformatted (B) computed tomography images of the chest wall demonstrate a mildly
hyperdense soft tissue mass, measuring 1.1 cm anteroposterior=3,2 cm transversex2.0 cm 351, located between the left 10th and

11th ribs along the posterior-medial aspect of the chest wall, abutting the pleura {arrows). On magnetic resonance imaging, the
mass is hypointense on axial T1 {C) and fat-suppressed T2 (D) weighted images and demonstrates no enhancement (E) {arrows).

There is no evidence of invasion into the adjacent osseous or soft tissue structures,
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FIGURE 2. Gross image of tumor {case 1) showing homoge-
nous yvellow-gray glistening surfaces,



FIGURE 3. Fibroma-like PEComas composed of (A, B) bland stellate-shape or spindle-shape cells embedded in a hyalinized stroma
(A, case 3; B, case 2). A moderately cellular tumor (C, D) with perivascular accentuation {(case 3).



TABLE 4. Immunohistochemistry Results
Case HMB-4S MART-1 MiTF S100 Desmin SMA TFE3

1 4+ 4+ 0 ) 4+ 2+ )
2 4+ 0 | + ) 0 ]+ )

3 2+ wk NA NA NA NA NA NA

0 indicates no staining; 1+, <5% tumor cells reactive; 2+, 5% to 25%; 3+, 26%
to 50%: 4+, > 50% tumor cells reactive; NA, not available; wk, weak.
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FIGURE 4. Immunchistochemical stain shows diffuse expression of HMB-45 (A) and desmin (B) by tumor cells (case 3). Note the
perivascular accentuation of the tumor cells in (A) (arrows),



FIGURE 5. A and B, Ultrastructural findings. Cytoplasm of a tumor cell containing aggregates of intermediate filaments (*) and
numerous membrane-bound granules (arrow). The portion of the cell within the box (A} is magnified in image B.
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