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Follicular Dendritic Cell Sarcoma With Indolent
T-Lymphoblastic Proliferation Is Associated With
Paraneoplastic Autoimmune Multiorgan Syndrome
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TABLE 1. Antibodies Used to Assess FDCS and Lymphocytic

Component

Antigen Antibody Clone Source

CDla MTBI Leica (Novocastra), Richmond, IL
CD3 PS1 Leica (Novocastra), Richmond, IL
CD4 4B12 Leica (Novocastra), Richmond, IL
CDS8 C8/144B Dako, Carpenteria, CA

CD20 L26 Dako, CA

CD21 IF8 Dako, CA

CD23 SP23 Dako, CA

CD35 Ber-MAC-DRC Dako, CA

Podoplanin D2-40 Covance, Princeton, NJ

Clusterin 41D Millipore, Billerica, MA

CXCLI13 53610 R&D Systems, Minneapolis, MN
TdT SEN28 Leica (Novocastra)




T
by
7

TABLE 2. Immunohistochemical Results in FDCS

Neoplastic FDCS Tumor-infiltrating Lymphocytes*
Clusterin ~ CXCLI3  PDPL (D21 CD23 (D35 CD8>CD4 TdT
#positive/#tested 31731 28/31 20126 22131 16/26 17/30 26/29 14/31
% of FDCS 100 90 77 7l 62 57 90 45

*CD8 >CD4 indicates cases in which CDS8-positive tumor-infiltrating lymphocytes outnumbered CD4-positive tumor-infiltrating lymphocytes; PDPL, podoplanin;
TdT, cases with TdT-positive tumor-infiltrating lymphocytes.
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_ Lk % 3 LY Focal (1-2 foci of ~20 TdT-positive cells):
. =) v 19% of cases
e SRR LR S, l': b= Patchy (>2 foci with at least 20 TdT-positive
ATR R ¢ ' g ¥ , ‘_' ' cells, without diffuse areas of positivity):
S e 10% of cases
g . ?- 5
'*\v-’ f.;-,.“.'-,.:'. he “ ' ] Numerous (infiltrates of TdT-positive cells
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FIGURE 1. The increased TdT-positive cells present in cases of FDCS were quantified as focal, patchy or numerous
munohistochemical stains).
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TABLE 3. FDCS Cases With Numerous Immature T Cells
Phenotype of TdT-positive Cells

\

Age (y)/Sex  Site of Tumor CD1a CD4 CD8 Autoimmune Disease Symptoms Outcome

1 48/'M Anterior mediastinum L ] + Lichenoid skin lesions, bronchiolitis ~ Progressive respiratory disease
obliterans, myasthenia gravis

2 88/M Retropharynx + + + Mucosal lichenoid erosions Died within 1y, status unknown

3 59/F Axillary lymph node + + + Lichenoid skin lesions, mucocutaneous DOD within 6 mo
blisters, bronchiolitis obliterans

4 23M Cervical lymph node + + + Mucosal lichenoid erosions, DOD within 2y
bronchiolitis obliterans

5 59'M Axillary lymph node + + - None AWODXx13y

AWOD indicates alive without disease: DOD, dead of disease: F, female: M, male.
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FIGURE 2. A, FDCS from case 1, showing characteristic spindled cells with intermingled small lymphocytes (hematoxylin and eosin
stain). The tumor expresses multiple markers of FDC differentiation, including clusterin, CD21, and CXCL13 (im-
munohistochemical stains). B, Numerous small lymphocytes throughout the tumor show an immature T-cell phenotype, with
expression of CD3 and TdT. These cells appear to co-express CD4 and CD8 (immunohistochemical stains).
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FIGURE 2. A, FDCS from case 1, showing characteristic spindled cells with intermingled small lymphocytes (hematoxylin and eosin
stain). The tumor expresses multiple markers of FDC differentiation, including clusterin, CD21, and CXCL13 (im-
munohistochemical stains). B, Numerous small lymphocytes throughout the tumor show an immature T-cell phenotype, with
expression of CD3 and TdT. These cells appear to co-express CD4 and CD8 (immunohistochemical stains).
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