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MATERIALS AND METHODS

TABLE 1. Clinical and Demographic Information

Patient Age (v) Sex Location Size and Clinical Findings

1 31 F  Tongue, NOS 0.9 cm. Excised with negative margin

2 48 M Tongue, dorsal, tip 0.6 cm. Shave biopsy. No evidence of recurrence at 1y

3 39 F Tongue, left dorsal, posterior 1.1cm. <2 mo follow-up

4 54 F  Tongue, dorsal, anterior 1.4 cm. Re-excision, with positive margin. No report of recurrence

5 54 M Tongue, dorsal Not available

6 23 M Tongue, left anterior 3.0cm. No evidence of recurrence at 2y

7 13 F  Tongue, right midline dorsal 2.0 cm soft mass

8 45 F  Tongue, left dorsal Size not specified. 6-7 mo asymptomatic mass

9 54 M Tongue, left anterior 1.2 cm. Excised with negative margins. No evidence of recurrence at 1.4y
10 35 M Tongue, left anterior 0.7 cm. Excised with positive margins. Recurred at 41 mo. No further recurrences after 4y
11 14 F  Tongue, midline anterior 1.5 cm. Excised with positive margins. No evidence of recurrence after 8.5y
12* 49 F  Tongue, dorsal lateral 2.1cm

13* 33 F Tongue, NOS Not available

14 50 F  Tongue, dorsal tip 2.4 cm. Excised with negative margin. LTF

15% 53 F Tongue, NOS Not available

16* 59 M  Tongue, NOS Not available

17* 31 F  Tongue, NOS Not available

18* 51 M Tongue, midline dorsal, anterior  2.5cm. 15-y history before excision

19 40 F  Tongue, right dorsal, anterolateral 1.0cm. Slow-growing lump % 3-5 mo. Margin focally positive, but no report of recurrence
20 51 M Tongue, NOS 0.7 cm. Margin focally positive, with no report of recurrence

21 15 F  Tongue, right dorsal, posterior 0.7 cm

*Previously reported.’-!!

F indicates female: LTF, lost to follow-up: M, male; NOS, not otherwise specified.
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RESULTS

TABLE 2. Summary of Immunohistochemical and Molecular Attributes of Ectomesenchymal Chondromyxoid Tumor

Immunohistochemistry Molecular

Patient GFAP S100 Keratin Desmin Myogenin SMA Method Result

| - 3+ - 1+ NP 1+ RNA-Seq RREBI-MKIL2
2 - - - - - - RNA-Seq EWSRI-CREM
3 5+ 5+ 1+ 1+ - 3+ RNA-Seq RREBI-MKI2
3 4+ 3+ 1+ - - 1+ RNA-Seq Negative

5 NP NP NP NP NP NP RNA-Seq RREBI-MKI2
6 5+ 5+ 2+ 1+ 2+ 2+ RNA-Seq RREBI-MKI2
7 5+ 2+ - NP NP - RNA-Seq RREBI-MKI2
8 5+ 3+ - NP NP NP RNA-Seq RREBI-MKI.2
9 1+ 3+ - - - 3+ RNA-Seq RREBI-MKIL2
10 2+ 3+ - - - 3+ RNA-Seq and FISH RREBI-MKIL2
11 5+ 3+ 2+ 4+ = E RNA-Seq RREBI-MKI2
12 4+ 2+ 1+ 1+ - NP FISH RREBI-MKIL2
13 5+ 2+ 1+ 1+ - NP FISH RREBI-MKIL2
14 4+ 1+ - 1+ - NP FISH RREBI-MKIL2
15 4+ NP - NP - NP FISH RREBI-MKI2
16 4+ 1+ - - - NP FISH RREBI-MKIL2
17 2+ NP - NP - NP FISH RREBI-MKI2
18 5+ 5+ 2+ 1+ - 3+ FISH RREBI-MKI2
19 5+ 2+ 2+ 1+ - NP FISH RREBI-MKIL2
20 4+ 1+ 1+ 3+ 1+ 3+ FISH RREBI-MKIL2
21 5+ 2+ 2+ - - - FISH RREBI-MKIL2

— indicates negative; GFAP, glial fibrillary acid protein; NP, not performed: SMA, smooth muscle actin.
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RESULTS

TABLE 2. Summary of Immunohistochemical and Molecular Attributes of Ectomesenchymal Chondromyxoid Tumor

Immunohistochemistry Molecular

Patient GFAP S100 Keratin Desmin Myogenin SMA Method Result

| - 3+ - 1+ NP 1+ RNA-Seq RREBI-MKI2
2 — — — — — — RNA-Seq EWSRI-CREM
3 5+ 5+ 1+ 1+ - 3+ RNA-Seq RREBI-MKI2
4 4+ 3+ 1+ S — 1+ RNA-Seq Negative

5 NP NP NP NP NP NP RNA-Seq RREBI-MKIL2
6 5+ 5+ 2+ 1+ S 2+ RNA-Seq RREBI-MKI2
7 5+ 2+ - NP NP - RNA-Seq RREBI-MKIL2
8 5+ 3+ - NP NP NP RNA-Seq RREBI-MKIL2
9 1+ 3+ - - — 3+ RNA-Seq RREBI-MKIL2
10 2+ 3+ — — - 3+ RNA-Seq and FISH RREBI-MKI?2
I 2t aT AT q+ = b KINA->eq KKEBT-MAKTS
12 4+ 2+ 1+ 1+ - NP FISH RREBI-MKIL2
13 5+ 2+ 1+ 1+ - NP FISH RREBI-MKIL2
14 4+ 1+ - 1+ - NP FISH RREBI-MKIL2
15 4+ NP - NP - NP FISH RREBI-MKI2
16 4+ 1+ - - - NP FISH RREBI-MKIL2
17 2+ NP - NP - NP FISH RREBI-MKI2
18 5+ 5+ 2+ 1+ - 3+ FISH RREBI-MKI2
19 5+ 2+ 2+ 1+ - NP FISH RREBI-MKIL2
20 4+ 1+ 1+ 3+ 1+ 3+ FISH RREBI-MKI2
21 5+ 2+ 2+ - - - FISH RREBI-MKIL2

— indicates negative; GFAP, glial fibrillary acid protein; NP, not performed; SMA, smooth muscle actin.
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FIGURE 4. Representative FISH in ectomesenchymal chondromyxoid tumor (patient 20). Rearrangement of: MKLZ2 (A) and RREB1
(B) (both images: red, centromeric; green, telomeric).
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A subset of ectomesenchymal chondromyxoid tumours of
the tongue show EWSR1 rearrangements and are genetically
linked to soft tissue myoepithelial neoplasms: a study of 11
cases

Prokopios P Argyris, Elizabeth A Bilodeau,' Aaron E Yancoskie,” Denise Trochesset,”
Stefan I Pambuccian,® Stephanie L Wetzel, Sonal 8§ Shah,” Morris Edelman,®
Paul Freedman,” Michelle Dolan® & Toannis G Koutlas

E 27% ( 3/ 1 1 ) _ECIT’% Division of Oral and Maxillofacial Pathology, School of Dentistry, University of Minnesota, Minneapolis, MN,

1§ HEJEE—J EWSR]. EEI":IIE 'Department of Diagnostic Sciences, University of Pittsburgh School of Dental Medicine, Pittsburgh, PA, *Touro College
of Dental Medicine at New York Medical College, Valhalla, NY, *Department of Oral Biology and Pathology, Stony
Brook University School of Dental Medicine, Stony Brook, NY, *Department of Pathology, Loyola University Medical
Center, Maywood, IL, *Department of Oral and Maxillofacial Pathology, Radiology and Medicine, New York University
College of Dentistry—New York, NY, "Department of Pathology, 1lofstra North Shore-LIJ School of Medicine—New
Iyde Park, NY, *Section of Oral Pathology, New York Presbyterian/Queens, Flushing, NY, and *Department of
Laboratory Medicine and Pathology, University of Minnesota Medical School, University of Minnesota, Minneapolis,
MN, USA

Date of submission 2 Febroary 2016
Accepted for publication 22 March 2016
Published online Artide Aocepted 24 March 2016




. DISCUSSION

AR , EAEWSR1-CREMBESHYREN , S5cRiiRiBRIEEWSRIEHRY
ECTRAIERSFE LR |, (PN IXLERA AT sE BB S IANFEEWSR1-CREBR
REERSRIZEEEEITME. BXTIX—RBRI R EAEIR , BRrELSE
BREMHYHEL,

—_




. DISCUSSION

Recenved: 12 Odtober 2017 | Revised: 17 December 2017 Amepted: 17 December 2017

DOk 10002 poc 22521

RESEARCH ARTICLE WILEY

RREB1-MKL2 fusion in biphenotypic “oropharyngeal” sarcoma:
New entity or part of the spectrum of biphenotypic sinonasal
sarcomas?

Aurore Siegfried2 | Claire Romary? | Frederic Escudiel | Ywvan Nicaisel |
David Grand! | Philippe Rochaix2® | Béatrice Barres! | Sébastien Vergez? |
Christine Chevreau® | Jean-Michel Coindre472 | Emmanuelle Uro-Costel2 |

Sophie Le Guellec23



. DISCUSSION

> KRR BZRZAFHIE © 3.5¢cm
RONRS=SAPER | RS, DPIR
FARBEIRAES AR | iEtZ
1’8’25,211%3\’%«%5% , (BUEE
RETZ Rk

> g ZEll - S-100 . SMA.
desminflmyogeninBt 53K
PRMEERIX

> SFEE  EBIIRNA-Seqit
MZERREBL-MKI 2EFBI&




. DISCUSSION

EEZEXRE

EHREERE

=

IHREEASIEEREECTRAIF , 2 ERREB1-MKL2,EE1

, FIFEWSRL-ATFIEERMIBAE. MEF

BIRERAMIETRIKER. (BB RIRTCILESEHR,

Fot e R R eE N

SES5

:




. DISCUSSION

ST ORI SRR LA A B TR —ERMESRE e

1R T HLIBHIZR DRI NA B FE T4
2-%;}?__/J\u£ lﬁzﬂﬁ_‘(riﬂéﬂ—/\ﬂﬁﬁﬂriiﬁlﬁ |+ HEFFﬁ

0, (Bt

5—LE5EM -

3 IR RRERIRZ S T BTN H SR IERS TARRARIE B S

s

MKL24gE8Myocardin 2-allli&xk N EFRIERIT

AN HETTAES. RREBI-MKL2EVREEE
AR L.

ETAARPFHIDFRI , EESECTIREFRIIGRANZBRmIEFE

— RSB, S—FiBiE B RIEEATAR.

LAERT , 25 7F

ZiB LA SR

X{EM KLZ%%L_i"‘DI] MR AREEA]

HIE | I’HEAJREER



. DISCUSSION

01.FAFRIESERA

?&Eﬂ%bﬂﬂ‘ﬂuﬁkﬁﬂ 02iEEC TECTHFE
RIS, B aPiEEZ Y RIF os.;rjmwgggﬁ%
FREGEAE 04.8MT
RREB1-MKL2E4ME
[EHERE RRTERSSHIE

[HEERS.



STETER T —

Thank y




