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Klinicke udaje

e 21-ro¢ny muz, odobrata Cast’ intra- a
paraspinalneho tumoru v urovni L5
- v. S. SchwannOom

* RTG popis - destruktivny proces
Stavca
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Brachyury




Nasa diagnoza

Chordom

(nizko diferencovany)



WHO 2013

CHAPTER 22

Notochordal tumours
Benign notochordal cell tumour

Chordoma




Notochorda — notochordalne TU

notochorda — nucleus pulposus intravert. diskov
intraoseal. notochordalne zvysky

(nahodny nalez, menej ako 10mm)

ecchordosis physaliphora (zvysky v clive)
benigny notochordalny TU

atypicky notochordalny TU (incipientny chordom)
konven¢ny chordom

nizko diferencovany chordom (atypicky chordom)
dediferencovany chordom



Benigny notochordal cell tumor

« 2001( Mirra and Brien) 2 pripady giant
notochordal hamartoma

» glant notochord rest, benign notochordal
cell lesion, notochord. hamartom,
benign notochordal cell tumor (WHO)

 od konven¢ného — histologicky a
radiologicky — nahodne na MR z inych
pri¢in (na RTG vacsinou 0)






Benigny notochordal cell tumor

 oprot1 chordomu bez lobulacie,
,.kordingu*, myxoidn¢ho pozadia,
fibroznych sept, mitoz, nekroz,
nuklearnych atypii

* 7% CH ma aj BNCT zlozku

 BNCT — 20% pri autopsil

« CH-8,4/10000 000 (USA)



Atypical Notochordal Cell Tumors

A Series of Notochordal-derived Tumors That Defy Current Classification
Schemes

Jodi M. Carter, MD, PhD,* Doris E. Wenger, MD,T Peter S. Rose, MD,}
and Carrie Y. Inwards, MD¥*

(Am J Surg Pathol 2017;41:39-48)

* histologicky benigny (pripadne fokalne
myxo1dna zmena) ale radiologicky
minimalna kortikalna permeacia / soft
tissue extenzia

Incipient chordoma: a report of two cases of

early-stage chordoma arising from benign
notochordal cell tumors

Takehiko Yamaguchi', Hiroaki Watanabe-Ishiiwa?®, Seiichiro Suzuki®, Yoshihiko Igarashi®
and Yoshihiko Ueda®




Konvencny chordom

* chordom — maligny, osteolyticky,
destruktivny, cez kortikalis s
extenziou do makkych tkaniv

* lobularny, myxoidna matrix, pruhy
buniek

* nuklearne atypie

* 50% sakralnych, 30% lebka, 20%
mobilna chrbtica



Nizko diferencovany chordom
* solidny rast, zvysena celularita, mitozy,
atypie, nekrozy
e delécia zasahujuica SMARCB1
e strata INI1 expresie

* biologicky odliSny od konvencného
chordomu

Loss of SMARCBI1/INII expression in poorly differentiated

chordomas




107TH ANNUAL MEETING

GEARED#LBARI

" < Bone and Soft Tissue Pathology ‘

Clinicopathologic Characteristics of Poorly Differentiated Chordoma

M Tue, March20 ®8:00AM-8:15 @ VCC West 205 = Platform
AM - 206 Presentation

Part of:
Bone & Soft Tissue - Tuesday AM Platform
8:00 AM - 12:00 PM

Authors
Angela Shih, MD




Dediferencovany chordom

* konven¢ny chordom +
nediferencovany sarkom
(zachovava brachyury)



Existuje soft tissue chordom?
(alebo kostny extraaxialny)

* Dabska — parachodrom
(Jozef Laskowski chordoma periphericum)

e soft tissue myoepiteliom

* SF chordom (s brachyury)
— extremne zriedkavy
(vylucit MTS)

e v literature len 2 soft tissue
+ 9 v extraaxialnom skelete




Brachyury

» transkripCny faktor kI'aCovy pre vyvoj
notochordy

 senzitivita 89,7 — 100% (vratane
dediferencovanych a metastatickych)

* Specificita prakticky 100%

7z 1nych nadorov len chytoplazmaticka
pozitivita stromalnych buniek
hemangioblastomu

» spermatogonia a niektore testikularne GCT






Dif. dg.

* myxo1dny chondrosarkom,
chondroblasticky osteosarkom,
mucindzny adenokarcinom, chordoidny
mening10m, chordoidny gliom, ...

 extraskeletalny myxoidny
chondrosarkom, soft tissue
myoepiteliom



Extraskeletalny myxoidny
chondrosarkom

Virchows Arch (2012) 460:621-628
DOI 10.1007/500428-012-1240-0

ORIGINAL ARTICLE

NR4A3 rearrangement reliably distinguishes between

the clinicopathologically overlapping entities myoepithelial
carcinoma of soft tissue and cellular extraskeletal

myxoid chondrosarcoma

Uta Flucke - Bastiaan B. J. Tops - Marian A. J. Verdijk -
Patricia J. H. van Cleef « Peter H. van Zwam

Pieter J. Slootweg - Judith V. M. G. Bovée -

Robert G. Riedl » David H. Creytens «

Albert J. H. Suurmeijer - Thomas Mentzel
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Extraskeletalny myxoidny

chondrosarkom

 lokalita, hlbokeé makke tkaniva DK

 skeletalny extraskeletalny myxoidny
chondrosarkom? ©

« S100 (50%)

* neuroendokrinne markery +

 epitelove markery (zriedkavo, slabo, fokalne)

 fuzia NR4A3-EWSR1 alebo NR4A3-TAF15

 brachyury



Soft tissue myoepiteliom

lokalita

epitelove markery + S100 + d'alSie
myoepitelove markery

niektore strata INI1

prestavba EWSR1 v necelych 50%

myoepiteliom s vakuolizovanymi
bb = parachordom

| Lindberg 2016
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J Neurosurg 79:428-433, 1993

Clival chordoma associated with pathological laughter

Case report

SHIGEAKI MATSUOKA, MLD., AKIRA YokoTA, M.D., HiDEOKI YASukovcHi, M.D.,
ATSUKUNI HarapA, M.D., Caitostl Kapova, M.D., SHin-IcHi Wapa, M.D.,
TAaDAHIRO ISHIKAWA, M.D., AND SHINYA OKUDA, ML.D.

Departments of Neurosurgery, University of Occupational and Environmental Health School of
Medicine, and Kitakyushu Chuo-Hospital, Kitakyushu, Japan
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