56th ANNUAL DIAGNOSTIC SLIDE SESSION 2015
CASE 2015-9

American Association of Neuropathologists Annual Meeting - June 13t 2015

Phedias Diamandis, Brendan C. Dickson, Dennis lzukawa, Claire I. Coire

Phedias Diamandis, MD PhD

PGY4, Neuropathology Resident
Department of Laboratory Medicine & Pathobiology
University of Toronto
p.diamandis@mail.utoronto.ca

‘:; ir{reigligln%’artners MO“NT SINAI HOSPITAI. ‘: ‘.' Laboratory Medicine & Pathobiology

&) UNIVERSITY OF TORONTO



Clinical Summary
ID: 71F

PMH & Family History:
e Non-contributory

HPI:
« 6 months of declining speech function

e Sudden deterioration with worsening aphasia, right
hemiparesis, unsteady gait



maging

T1 without GAD T1 with GAD
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Infratentorial Component




Differential Diagnosis?

Additional Studies/Stains?



Differential Diagnosis

1. Malignant Fat-Forming Solitary Fibrous
Tumor

2. Liposarcoma, dedifferentiated



Fat Forming SFTs

aka “lipomatous hemangiopericytoma”
— Nielsen et al (1995)
— Rare variant of SFT

Histology:
— Conventional SFT
— Variably prominent mature adipocytic component.

Prognosis:
— Generally follow benign indolent course
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Malighant Fat Forming SFTs

ORIGINAL ARTICLE

Malignant Fat-Forming Solitary Fibrous Tumor
(so-called “Lipomatous Hemangiopericytoma™):
Clinicopathologic Analysis of 14 Cases

Jen=-Chieh Lee, MD*y and Christopher DM, Fletcher, MD, FRCPathy

Fat-forming SFTs with malignant histology:
e \eryrare
e Histology:

e Mitoses >4/10 high-power fields (HPF)

e Hypercellularity (focal to diffuse)

e Moderate/Severe atypia

e Necrosis

e Mature Adipose tissue +/- Lipoblast-like cells




Malignant Fat Forming SFTs

Immunohistochemistry:
eCD34

FIGURE 8. The neaplastic spindle cells usually stain for CD34 (A), induding those in the ALT-like areas (B).
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Identification of recurrent NAB2-STAT6 gene fusions in
solitary fibrous tumor by integrative sequencing
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Meningeal hemangiopericytoma and solitary fibrous tumors
carry the NAB2-STAT6 fusion and can be diagnosed by nuclear
expression of STAT6 protein
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STAT6 is amplified in a subset of
dedifferentiated liposarcoma

Leona A Doyle, Derrick Tao and Adridan Marino-Enriquez

Department of Pathology, Brigham and Women'’s Hospital and Harvard Medical School, Boston, MA, USA
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REVIEW AND PERSPECTIVE

Well-differentiated and dedifferentiated liposarcomas

Jean-Michel Coindre - Florence Pédeutour -
Alain Aurias

Virchows Arch (2010) 456:167-179

Fig. 2 Array CGH in an 16 1

ALT-WDLPS showing an
amplification of the 12q14-15 1

involving MDM2 and CDK4
genes

MDM2 and CDK4 in the cell cycle
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MDM2 (FISH) - Case AANP 2015-9 MDM2 (FISH) - Positive Control
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Diagnosis

Malignant Fat-Forming Solitary Fibrous
Tumor



Implications
SFT

NAB2-STAT6

Sunitinib Malate and Figitumumab in Solitary Fibrous Tumor:

Patterns and Molecular Bases of Tumor Response
Silvia Stacchiotti’, Tiziana Negri®, Elena Palassini', Elena Conca®, Alessandro Gronchi®,

Carlo Morosi®, Antonella Messina®, Ugo Pastorino®, Marco A. Pierotti®,
Paolo G. Casali', and Silvana Pilotti®

Mol Cancer Ther; 9(5) May 2010

Liposarcoma

MDM2 and CDK4 in the cell cycle
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Effect of the MDM2 antagonist RG7112 on the P53 pathway
in patients with MDM2-amplified, well-differentiated

or dedifferentiated liposarcoma: an exploratory
proof-of-mechanism study

Lancet Oncol 2012: 13:1133-40
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