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Kiinickenrdaje

67 ro€na zena s recidivujucim tumorom ( primarne v
malej panve) nasadajucim na stenu rekta

prvykrat vysetrena v r. 1988 s dg. nizkomaligneho
sarkomu, radikalne extirpovaného s naslednou CHT

v r. 1998 recidiva tumoru v omente

v r. 2009 druha recidiva, typizovana ako high grade
stromalny sarkom a nami vyslovené podozrenie na
endometrialny stromalny sarkém uteru

absolvovala adjuvantnu CHT

v r. 2014 3.recidiva v 'avom subfréniu a pri bifurkacii
aorty

v preparate 536/A je recentna biopsia zo 3. recidivy, v
536/B je biopsia z 2.recidivy v r. 2009

Klinicka da.: Sarcoma pelvis minoris recidivans, GIST.?



e PAO Ruzinov (1988) - ?
e PAO Galanta a NOU (1998) - ? + P. Hlavéak
e PAO NOU (2009) - M. Majeréik
e UPA MFN (2009) - K. Kajo + P. Szépe
e PAO NOU (2014) - J. Macuch
e INT. ODD A NOU (2014) - J.Sufliarsky
S. LiSkova
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Sumanizaciasmorfologie

e mitoticky aktivhy (MAI cca 10mf/10HPF)
vretenobunkovy nador s nepravidelnymi
jadrami

e Cast povrchu nadoru je kryta jemnym puzdrom,
pod ktorym su drobné okrsky tukového spojiva

e bohata vaskularizacia

e drobné okrsky myxoidného rozvolnenia a
hyalinizacie, ktora je pritomna aj v stenach
vacsich ciev

e bez nekroz

15



Diagnoza
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CK®8/18, S-100, Inhibin
















Sumarizaciaimunoprofilu

» Pozitivita: CD99, SDH-B, bcl-2, CD34 fokal.

» Neqgativita: CD117, DOG-1, CK8/18, SMA,
S-100 protein, alfa-inhibin




Diagnoza

2




536 B — 3. biopsia 2009




OSPRAVEDLNENIE

e zamena archivnych blokov

e recentna biopsia zr. 2014 je spravna

e preparat 536 B je od inej pacientky

e vsetko je raz prvy raz ...
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inhibin

CD117, CD10, MSA, h-caldesmon,
dezmin S-100 protein,







Sumarnizaciasmmorfoelogie

e vretenobunkovy pleomorfny nador
e mitoticky aktivny (MAI cca 10mf/10HPF)

e loziska nekroz



rofilu

» Pozitivita: vimentin, CD34 fokal.

> Negativita: CD117, MSA, SMA, dezmin
h-caldesmon




e 62 rocna zena s recidivujucim tumorom v
dutine brusnej

e V.S. generalizacia ochorenia

¢ Klinicka dg.:
Stp. extirp. lelomyoSa cum recid.
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ZAVERZ009MEN

Morfologicky obraz favorizuje (aj napriek
negativite dokazu CD10) dg. endometrialneho
stromalneho sarkomu, pricom cast’ nadorovych
buniek exprimuje pozitivitu CD34, ktora nie je v
tomto nadore obvykla.

Vzhladom k tomu, ze ide o generalizovany maligny
proces v stave po terapii odporucame tento nalez
korelovat’ s biopsiou primarneho tumoru, ktorého
lokalizacia z prilozeného sprievodného listu nie je

zrejma. Negativita svalovych markerov nepodporuje
uvedenu dg. leiomyosarkému, dif. dg. zvazovana

moznost’ GIST-u je nepravdepodobna. 4



KLINICKAYPOMOG |

e ,,... hie, ze by som neveril Vasej diagnoze,
ale nevidel som este pacientku s ESS,
ktora by nevyzadovala hysterektomiu ...

e pacientka sa ma celkom dobre, oboch nas
prezije, ale chcel by som vediet’ ¢o to je,
mate rebiopsiu, pozries sa na to ?“

prim. J. Sufliarsky
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sollovwy te 198 - 201k

1988 - vretenobunkovy sarkém G1 malej panvy
- Stav po laparotémii , 5 kur CHT a RAT, observacia
1998 - 1. recidiva v omente - resekcia
2009 - 2. recidiva brusna stena, retroperitoneum a oblicka
- resekcia, nefrektémia, 6x CHT
2014 - 3.recidiva
- resekcia, 1 kira CHT
Pridruzené dg: Hypertenzia, Stav po hypertenznej krize
ICHS, bolestiva forma
Stav po STEMI (2006), 2x by-pass
Stav po plastike MCH (2006)
Permanenta fibrilacia predsieni
Plastika karotidy pre stenézu
DM 2.typu

Hypofunkcia Stitnej zlazy
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1988-98
J'panvy"

e maligny mezenchymovy nador tvoreny vretenovitymi bunkami
s malo zretelnou cytoplazmou bez napadnejsej pleomorfie

e mitoticka aktivita 5-6 mit6z/10HPF

e fascikularne usporiadanie, scasti storiformné, scasti
hemangiopericytomatoézne

Histologi
,,Nizkom

e vaskularizovana stroma, fokalne hyalinizovana, useky
myxoidného presiaknutia

e disperzna primes buniek osteoklastoidného typu
e Imuno: CK, EMA, CEA, dezmin, vimentin, SMA, MSA, CD31, CD34,
fVIIl., Chrg. A — vSetko negativne

CD68 pozitivne v obrovskych bunkach, minimlana proliferacna aktivita
(Ki-67 prakticky areaktivne)
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Recidiva(iViliS)iziomenta -1998

e konzultacia z Galanty:
e celularita zvysena, ale monotonny vzhlad

e storiformita menej vyrazna, skor useky
fibrosarkomatézneho charakteru a
fascikularne formacie s naznakom
palisadovania

e bunky osteoklastoidného typu chybaju

e Imuno nerobené (neposkytnuté bloky)
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ZAVERX 998

Ide 0 maligny mezenchymovy nador,
vretenobunkovy sarkom s nizkym
stupnom malignity v malej panve s MTS
do omenta.

Dif. dg. prichadza do uvahy MPNST (ak nador
vychadza z extragastrointestinalnych makkych
tkaniv), d’alej GIST (ak nador vyrasta zo steny
creva) alebo diferencovany MFH.
Pravdeopodobnejsie su prve dve moznosti,

menej pravdepodobny je SS a iné malignity.



Stromalny sarkdom uz high grade typu

Imuno: AE1/AE3-, vimentin+/fokalne+,S-100-, SMA-,
dezmin-, CD34+, CD31-, HMB-45-, Ki-67 cca 15%,
CD10 fokalne monocelularne naznak+

Y









DIFERENGIAENANDIAGN

e Hemangiopericytom
e Leiomyom / Leiomyosarkém
o GIST

e Schwanném / MPNST

e Fibrozny histiocytom / USCSa (MFH)
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Wikpepia  Solitary fibrous tumor
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ESEIRSECVEIOM204'S
VIF66 al 5/3
ubikvitarny mezenchymalny tumor
fibroblastickeho typu, vykazujuci prominentnu
,hemangiopericytomatoznu® vaskularizaciu

(hemangiopericytom)
vek obvykle 20-70rokov, M:Z cca 1:1

e |e zriedkavy, ale moze sa vyskytovat prakticky

kdekolvek: podkozie (40%), ostatné — koncatiny,
orbita, hrudna stena, mediastinum, perikard,
retroperitoneum, brusna dutina, ale aj meningy,
miecha, slinne zlazy, pluca, pecen, stitna zlaza,
GIT, nadoblicky, urogenitalny trakt a kosti. 57



Solitary Fibrous Tumor

Definition

B Tumor composed of small cells individually separated by thin bands of collagen fibers

Alternate / Historical Names

B Hermangiopericytoma
8§ Localized fibrous tumor
® Fibrous mesothelioma

Diagnostic Criteria

® May be grossly circumscribed but frequently infiltrates microscopically

® Unifying pattern is small cells individually separated by collagen
B Cells typically small
B Nuclei dense or vesicular

B Scant cytoplasm
B Thin bands of collagen surround and separate individual cells

Usually has alternating hypercellular and hypocellular areas

Variable architectural patterns
® Haphazard, patternless

Sheets

Fascicles

Herringbone
Perivascular aggregation
Storiform



http://surgpathcriteria.stanford.edu/

Vessels often ectatic, with staghorn appearance
Stromna may be myxoid or hyalinized in areas

® Amianthoid fibers reported in one case

Most tumors cytologically bland .

B Metastasis does occur in such turmors but is rare

® Minimal pleomorphism is not clinically significant

CD34 is most sensitive and specific marker _ _ _
® Diagnosis can be rnade in its absence, but should be rmade cautiously and with consultation

Following features predict increased incidence of recurrence and metastasis
® Significant pleomorphism and atypia

® High cellularity

B Mitotic figures >4/10 hpf

® Atypical mitotic figures

® Tumor cell necrosis

® Even one or two of these features may be associated with aggressive behavior
SFT with dedifferentiation has been described (Mosquera)

® Discrete anaplastic component
® Epithelioid, round cell, spindled, hypercellular patterns

® Necrosis, cystic degeneration, frequent mitotic figures
B CD34 positive in half

® Prognosis reported much worse if over 8 cmn diameter

Solitary fibrous tumor is considered by many to form a spectrum with hemangiopericytoma

Strornal fat may be present, especially in malignant SFT
® Ranges from mature fat to lipoblasts to areas resembling atypical lipormatous tumors (Lee 2011)




38-98
J'panvy"

malighy mezenchymovy nador tvoreny vretenovitymi bunkami
s malo zretelnou cytoplazmou bez napadnejsej pleomorfie

mitoticka aktivita 5-6 mitoz/10HPF

fascikularne usporiadanie, scasti storiformné, scasti
hemangiopericytomatoézne

vaskularizovana stroma, fokalne hyalinizovana, useky
myxoidného presiaknutia

disperzna primes buniek osteoklastoidného typu

Imuno: CK, EMA, CEA, dezmin, vimentin, SMA, MSA, CD31, CD34,
fVIIl., Chrg. A — vSetko negativne

CD68 pozitivne v obrovskych bunkach, minimlana proliferacna aktivita
(Ki-67 prakticky areaktivne)
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Supplemental studies

Immunohistology

| =80%

Factor #llla

Beta catenin

E: 100 =10%

Srmooth muscle actin

Keratin
Desmin 1egativ
Calretinin 13%

“One report of 11% focal pos (Barak 201 2)
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Histopathology, 1991 Dec,19(6):515-22.

Solitary fibrous tumour arising at unusual
sites: analysis of a series.

Goodlad JE!, Fletcher CD,

Author information

Abstract

Solitary fibrous tumours ('pleural fibromas") are well-recognized in the pleura, but their rare
occutrence at other sites has only become appreciated in recent years, as a consequence of
which extrapleural examples often go unrecognized or misdiagnosed Eight cases (three
perttoneal, two retroperitoneal, two intrapulmonary and one mediastinal) are presented herein
Allbut one presented 1in adulthood, and three were asymptomatic chance findings. Size
ranged from 0.8 to 26 cm 1n maximum diameter. To date, none has behaved in an aggressive
tashion Histologically, these lesions are entirely comparable to their pleural counterparts, and
accurate diagnosis 15 largely dependent on appreciation of thew potential extrapleural location
Immunchistochemistry 1n seven cases favoured myotibroblastic/fibroblastic differentiation, 1n
keeping with the putative submesothelial origin of these lesions.




ONCOLOGY LETTERS 7: 1067-1072, 2014

Clinicopathological findings in a case series of

abdominopelvic solitary fibrous tumors

Abstract. Solitary fibrous tumors (SFTs) represent a rare
type of soft tissue tumor. Extrathoracic SFTs (ESFTS) in the
soft tissues of the abdominopelvic cavity are extremely rare.
Between January 2002 and January 2013, 10 patients were
identified with abdominopelvic SFTs at the Northern Jiangsu
People's Hospital. The clinicopathological data, treatment
and follow-up results were retrospectively analyzed in this
study. Patients included four females and six males, whose
age ranged between 21 and 75 years (mean, 53.3 years). The
maximum diameter of the tumors was 2.5-28 ¢cm (mean,
12.7 em). Two cases were diagnosed as malignant variants of
ESFTs. R, resection was performed in eight patients, while
one patient underwent R, resection, and one patient received
palliative chemotherapy for an inoperable mass. Follow-up
time ranged between 6 and 126 months (mean, 50 months).

HAO WANG', PING CHEN', WEI ZHAO?, LEI SHI', XUEWEN GU? and QING XU?

Departments of *Gastrointestinal Surgery and “Pathology, Northern Jiangsu People's Hospital,
Yangzhou University, Yangzhou, Jiangsu 225001, PR. China

Received July 17, 2013; Accepted January 21, 2014

DOI: 10.3892/01.2014.1872

Although the majority of reported tumors arise in the thoracic
cavity, SFTs from a wide range of anatomic sites have been
reported (3-6). Extrathoracic SFTs (ESFTSs), particularly those
in the abdominal and pelvic cavities, are rare among soft tissue
tumors. In a more recent retrospective study, abdominopelvic
SFTs accounted for 34% of all SFTs, illustrating that the
abdominopelvic cavity has become the major primary site of
SFTs (7). Patients with abdominopelvic SFTs may present with
abdominal distention/pain, a palpable mass and neurological
or vascular symptoms. Hypoglycemia may also be observed
in certain cases. However the association between clinical
behavior and histopathological characteristics of abdomino-
pelvic SFTs requires further clarification. Usually, the tumor
follows an indolent clinical course with no recurrence and
metastasis, yet its elusive clinical behavior makes it impossible



Editorial

Solitary fibrous tumor: A pathological enigma and clinical dilemma

Gerald Langman

Department of Cellular Pathology, Heart of England NHS Foundation Trust, Birmingham, United Kingdom

J Thorac Dis 201 1:3:86-87. DOI: 10.3978/j.issn.2072-1439.2011.03.04

Solitary fibrous tumors are ubiquitous rare spindle cell neoplasms, most commonly arising from
the pleura. Whilst now considered to be derived from mesenchymal cells, the histiogenesis has
been the subject of debate. In 1931 Klemperer and Rabin first documented the occurrence of a
distinctive localized pleural based tumour and proposed a submesothelial cell origin (1). Later,
based on tissue culture experiments, Stout and Murray claimed derivation from mesothelial cells
(2). This controversy is reflected in the variety of synonyms used for solitary fibrous tumors
in the past including localized fibrous tumor, localized fibrous mesothelioma, solitary fibrous
mesothelioma, fibrous mesothelioma, subserosal fibroma and submesothelial fibroma. With
the advent of immunohistochemistry a fibroblastic origin, occasionally with myofibroblastic
differentiation, is firmly established. This is further reinforced by the description of solitary fibrous
tumors in extrathoracic sites devoid of mesothelial cells.




Spindle cell mesenchymal neoplasms represent a diverse group of benign and malignant tumors,
the diagnosis of which relies on histomorphological features supported by ancillary investigations
which include immunohistochemistry and, increasingly, molecular analysis. Microscopically

solitary fibrous tumors are characterised by hypocellular collagen rich areas alternating with a

proliferation of uniform elongated spindled cells in a haphazard distribution. Imunohistochemistry
is extremely useful in establishing the diagnosis, no more so than CD34. CD34 is a myeloid
progenitor cell antigen which is also positive in endothelial cells and some mesenchymal cells,
including subsets of fibroblasts (3). It is no coincidence that since the description of CD34

expression in solitary fibrous tumors there has been a ﬂurry of case reports in a wide range of

abnormality (4) and, unlike a growing number of sarcomas, molecular tests are not utilised in

conﬁrminﬁ the diagnosis.

The pathological enigma surrounding solitary fibrous tumor is twofold. The first is idcntifying

those tumors which have malignant potential and the second is the histological diagnosis of

dedifferentiated solitary fibrous tumors. Most solitary fibrous tumors behave in a benign fashion.

When arising from the pleura, 13-23% are classied as malignant in contrast to most extrapleural

tumors which, with the exception of those of mediastinal origin, have a benign outcome (5).
England et al used high cellularity, mitotic activity (more than four mitotic figures per 10 high-
power fields), pleomorphism, hemorrhage and necrosis as criteria for distinguishing tumors with a

favourable course from those that have the propensity for recurrence, local invasion and metastatic

spread (6). Unfortunately biological behaviour does not always correlate with atypical histological
features. De Perrot et al stratified the risk of recurrence based on histologic and morphologic
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As sarcomas progress they may acquire additional molecular
alterations which aids tumor progression. This is accompanied
by transformation of the typical histological appearance to an
anaplastic component, a process referred to as dedifferentiation,
with frequent loss of CD34 expression (9). Frankly sarcomatous
solitary fibrous tumors can only be recognized as such if they are
associated with typical solitary fibrous tumors or recur at the site
of a previous documented benign-looking solitary fibrous tumor
(5). The largely favourable outcome of extrathoracic solitary
fibrous tumors may be that only the typical ones are recognized
and those showing cytomorphological atypia are diagnosed as

somethin g else,

The clinical management of malignant solitary fibrous tumors
remains a dilemma, rspcciau}' In cases were 5urgi¢:.1| excision is
not feasible. Oncologist marvel in the success of gastrointestinal
stromal tumors, a nmpl-]sm, which like snlit-]qr' hbrous tumor, is
a spindle cell lesion which may behave in a bmign or mali gnant
fashion. However that is where the similarities stop. There are

well defined morphological and histological parameters for

defining risk of progression in gastrointestinal stromal tumors
and specific molecular events have been identified which are
exploited for therapy and prognosis. Indeed imatinib, a tyrosine
kinase inhibitor, has revolutionised the management of patients
with gastrointestinal stromal tumors. In an attempt to mirror this
success, investigators have used imatinib in malignant solitary
fibrous tumors overexpressing platelet-derived growth factor,
both in vitro (12) and in vivo (13), with promising results,




Followipyaizoai4

e pacientka zomrela v juli 2014 nahle,
bez zjavného kauzalneho vzt'ahu k
zakladnemu ochoreniu

e pitvana nebola



IPAKE OV E VeSS AC=

o Em “J hie sme zli ...

e cesta k diagnoze je niekedy t'azka a dlha

e stale sa mame co ucit' ...

e ... dolezité je poucit sa

e biologicke spravanie je t'azko predpovedat’

e kardiotoxicita ? — efekt terapie ?



Dakujem za pozornost




