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[ToAbpopgo pabdopvoodpkupa TEPLOXAG €CW YEVVITIKOV
opydvwv o€ pechlika aodevi

M. AeortotéMy, E. Ilanalidn, A. Iavralomovlou, K. Ppayxid, I. Kovioyedpyog

Pleomorphic Rhabdomyosarcoma of vulva in middle-aged woman; case-
report of an extremely rare neoplasm
Despotelli M, Papaliodi E, Pandazopoulou A, Frangia K, Kontogeorgos G.
Department of Pathology, General Hospital of Athens, «G. Gennimatas»

We report a case of pleomorphic rhabdomyosarcoma (RMS) of vulva in a
middle aged woman with unusual correlation between patient’s age and tumor
localization that fulfill the newly established morphological and immunohisto-
chemical diagnostic criteria of pleomorphic RMS; [Desmin (+), Smooth Muscle
Actin (+), Sarcomeric Actin (HHF-35) (+), 5-100 protein (+)]. A few scattered cells
were also positive for HMB-45. In our case, patient’s age, anatomical localization
and type of neoplasm are unfavorable survival factors, according to clinical data*.
Our patient was alive six months after extensive surgical therapy. Pleomorphic
RMS once considered being a relatively common entity (18-20% of all soft tissue
sarcomas) has been virtually ignored in the literature and in pathology practice for
almost 20 years. The diagnostic criteria for pleomorphic RMS (clinical, light micro-
scopy, immunohistochemistry, electron microscopy) have beeen recently reevaluat-
ed, and the biologic significance and clinical relevance reestimated.
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Ilapovoiaderar onavidrat) mepintworn veomAdoparog o€ yvvaika 49 etdv mov
mpoonjAde oto Noooxopueio pag yia eéaipeorn) nmpoexovoas vrodopias BAabng mepio-
x1j¢ €§w yevvnuikdv opydvwv. H aidoiwon eviom{otav mapamievpws tov ouvpndpi-
x0U oropiov UMEPKETIEVa 116 €10000V TOU KOAMOU Kat npo1<a/\0150€ ePLOOIKT)
aipoppayia xar dvoouvpikd evox)\qyara Mu<p001<om1<a n napar[ava) alAoiwon
rapovoiale poppoloyikd Kat avooozaroxqplxa XapaxmploTxd no)\vpopgoov pa-
66opvooapkwparog: Aeopivny (+), oapkopepikn) axtivn)-HHF35 (+), axtivy Ae€iwv
HUIKGV vV (+), Bipeviivn (+), S-100 mpwreivn (+) xar pepovopeva detixkd xvtrapa
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oto 6eikt) HMB45. Or 10toxnuikeég xpwoeig PAS xar Alcian Blue anébnoav apvn-
Tikeg. Meta v evpeia xeipoupyikn) eaipeon otv omoia vrobArdnke, 1 aodevrjc
nrav ev (w1 6 prjveg perd. Lopgwva pe ta ovyxpova 6edopeva vpiotaviar ondvieg
TEKUNPLWHEVEG TTEPLTTWOELS TTOAUHOop@oU pabldopivooapk@duarog mov mAnpouvv 1a
auoTtned HOoPPOAOYIKA, AVOOOIOTOXNHIKA KAl UTTEPUIKPOOKOTIKA KPITIjo1d TTOU €XO-

vv 1€del y1a ) Sidyvwor] Tov.

Aélerg-kAe161d: moAvpopgo, pabdopvoodpxwia, mepiveo, odpkwpa, nAikia.

EIXATQIH

To molOpopgo pabdopvoodpkupa, €évag
OYKOC IOV TTANAIOTEPA TIEPTYPAPOTAV WG KAAO-
o1K6g 10no¢ pabdopvocapkdpatog, amotelel
oVppwva pe 1a ventepa Oedopéva Ayotepo
and 5% O\wv v pabdopvocapkwpdiwy, To
T0000TO TwV omoiwv avépxetat oto 19% olwv
wv oapxepdiov. ITapatpeitat ouxvotepa oe
aodeveic dvo v 40 €1dv kat avamrvooetat
KUPLOG 0TOug pEYANoUg pieg Twv AKPwY, 101a-
itepa otoug pveg touv pnpEov*’. H Sidyvwon
etvar duoxeprig Noyw g omdviag mapovoiag
WV TUMKOV pabdopvoblactov pe Tg empur-
KEWG ypappwoelg (cross striations), aA\d xai
mC HEYAANG opotdtnrag pe Kakondeg 1vaoeg
10TIOKUTIopa Kat dAAa moAdpoppa oapKopa-
1a (TLx. A€toppvooapkopata, Amooapxropata)*s.

ITAPOYXIAXH ITEPITITQYXEQX

T'vvaika 49 e1dv mpooAde otrv ovpoloyt-
K] KAk ya eaipeorn mpoéxovoag umodo-
ptag alhoiwong g MePLOXNG €€w YEVVITIKOV
opyavov (atdoiov). H aN\oiwon eviomiloviav
eyyvtata v ovpndpikov otopiov KAl TPOKa-
Novoe meprodiky) atpoppayia kat duvoovpikd
evoxAfjpata. AmeotaAnoav yia 10ToNoyIKY €&é-
taon O6vo akavoviota, ev pépet V6O, Tepi-
yparta tototepdxta pd. 1,6 ex. xat 2,5 ex.
avriotoxa, pe oyn ovpmnayr, xpotd Kaotavo-
@ain xat ovotaon eAacTikr]. Mikpookomkd xat
ota 600 HAKPOOKOTIKA TEPLYPAPEVIA 10TIKA
Tepdxia mapatnpndnke vapq)\r] avqmuﬁr]
€vpeyEdnv Oprwpmwéwv Kuttapwv H€ TTUK VY
owdraln katr oxnuatopd axavoviotwv deopi-
0e¢ ot peyalvtepy toug €xtaon. Ta oapkw-
patdn xovttapa epeavilav éviovr artvria, €i-
Xav Kuping péong xpwoTkoTIag, arpakiopop-
(QOUG, MIKPOPUOANIOMOEL TTUPIVEG HE TIAPOUL-
ola yydviiov 1) Kat ToAUTUPpNVeOY KUTIAPIKOV
poppayv. Ot puwoelg frav nmolvdptdpeg. Apke-
14 xOTIapa epeavi{av vmooTPOYYLAOUG TTUPH-

VEG PE €VIOVO TIUPHVIO Kat Aedovo nwotvogt-
Ao QUOANOWOEG KUTIAPOTAAOHA, XAPAKINPL-
otkd avaloya v pabdopvoblactwv. Ta oap-
Kopatodn xotapa o oplopéveg déoelg eixav
Oudxutn avamruén, pkpotepo péyedog, uto-
OTPOYYUVAOUG TTUKVOXPWHATIKOTEPOUG TTUPTVEG
pe éviovo muprvio. Xug déoelg avtég 61ndov-
0av €0TaKA 10 UTEPKeEipevo vmepmAaotikd
TOAVOTIB0 TIAAKWOEC €mONA0 KAl TPOKANOU-
ocav cﬁé)\xwoq tov BAevvoyovou. Ta capkwpa-
m)f)r] kUTIapa r]mv PAS xat Alcian blue apvn-
1Kd. O avoooloToXnpikog e)\eyxog €dwoe dett-
KO amoté\eopa yia deopivn, axktivn Nelwv pu-
KOV oV (SMA), oapkopepikr| aktivni-HHE35,
brpeviivn kar S-100 mpowteivn xadog kar yia
HMB-45 o€ pepovwpéva ocapkwpatodn xvtia-
pa. H xpopoypavivn kat ot xepativeg vypnlov
Kat xapnhov popraxov bdpouvg kar 1o EMA
€dwoav apvnuikd amnotéheopa. Tédnke n 6a-
Yvoor tou oapkwpmog pe pop(po)\oyum Kat
AVOOOIOTOXNHIKA XAPAKTNPELOTIKA TOL TUTIOU
10V TOAVpopYou pabdopvooapkwpatog. Meta
) Stdyvwon n aodevig amevdvvdnke otn xet-
POUPYIKI] KALVIKY] OYKOANOYIKOU KEVIPOU OTOv
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Ewéva 1. Atpaktoxuttapikd odpKewpda pe akavovi-
o1 Seoptdwtr] O1AMAOKY TV VEOTINAOPATIKGOV KUT-
1apwv (atpatofulivr - nwoivry X40).
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Y, q‘a
Ewoéva 2. TTepioxr) 0apkOPATOg AOTEAOVHEVT] Ao
HiKpOTEPA KUTIapa pe unootpdyyvloug baduxpw-
patkolg muprveg (arpato§uAivn - nwoivn X40).
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Ewéva 3. Avooodetikétnta yia SMA oe atpakto-
KUTIAPIKEG TEPLOXEG Tou dykou ( X40).

kar unebAndn oe xepovpyiky emépbaon ev-
pelag eCaipeong opydvwv TOU KATOTIEPOL OUL-
poyevvnrikoU ovotjpatog. H acdevrig frav ev
(w1 6 prjveg peta T xe€lpovpyiky emépbaon.

YYZHTHXH

To mo\Opopgo pabdopvoodpxwpa apopov-
0€ TPAKTIKA ONEG TIG TEPUTTNOELG pabdopvo-
oapkoparog omyv nalaotepn bibloypagia,
oV Mpaypankomra opwg eivar 1o Atydtepo
ouxvé amd T¢ TPelg katnyopieg pabdopvo-
oapxopatog (epbpuikd, kupehdikod, molvuop-
¢0). AvadpopiKy] €MaveKTiunot v Mapandve
veormaopdtwv amédeile Ot 1a MEPLocOTEPA arnod
avtd anotehovoav xakondn moAvpopea oo
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Ewéva 4. Kuttapobpidrig meptox) and pikpd oap-
Kopatdn xottapa avooodetiky) yia deopivr) ( X40).

Ewoéva 5. Ileproxn) tou éYKOU pe évrovrl avooode-
TIKOTNTA Yyl OApKOpePKY axtivi (X40).

totokvtiwpata (MFH), Aetopuvocapxkopata 3
Nmocapkopatal, yeyovog mov odnynoe apke-
100¢ ovyypageic va apgiobnmjoovv myv U-
napéy tov*412 Yopgwva pe 1a vedtepa Oedo-
péva' n 6dyvwon touv moAvpoppov pabdouv-
O00UPKOPATOC TIPETEL va TANPel avompd ta
MAPAKAT® POPPONOYIKA KAl AVOOOICTOXNIIKA
kpujpta: 1) moAvpopgo ocdpkwpa mou eCoppd-
Tal and ypappwto pu, 2) amoteleitar amd pe-
YAAa MOALYWOVIKA 1) €mpfkn KOTIapa pe €vio-
va Nwotvogio kuttapdniaoua, 3) mapovotd-
{er denxomra ot deopivn xat 1) pvooPparpi-
vn®® f/xat 4) vMAPXOUV UTEPHIKPOOKOTIIKEG
evOeilelq oapkopepkc dragopotoinong oty
KuTtapiky| dopr| (Z-(dveg, wvidta mowilov md-
xoug o€ e€aywvn owdraln, A-{@vn and maxéa
widla, Nemropepikég dopég, (wveg H xat M) 12,
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Ewéva 6. Etepoyeviic xatavour] avooodenkotntag
ya Bipevrivn (X40).

To moAUpopgo pabdopvoodpkwpa armote-
el Aiyotepo amd 5% Olwv twv TONwV 1wV
pabdopvocapkwpdiwy. Ta pabdopvocapkopata
TG OVPOYEVVITIKHG TIEPLOXI|C KAl Tou ormiodo-
nepttovaiov agopovv 10 8.2% twv pabdopvo-
ocapxopdiwyv (Ilivakag 1) evd exeiva g me-
ptoxfig touv aidoiov mepropiloviar oto 0,9%
0V ouvohov**10. E€oppavial and oxkeNetkovg
Poeg (Tpoepxopevoug and puotopa) yu avtd
Kat evrori(oviar ouvvhdwg ota dkpa xat Ku-
plog oto pnpd. Amnavioviar oxeddv aro-
KAEIOTIKA 0€ eVHAIKeCE.

Maxpooxkorikd, o Oykog uropel va mepilo-
piletar péoa oe Tprpata meptroviag kar va

€X€l TO OXNpA TOV PLOG Ao TOV OTIolo TIPOEP-
xetat. Mikpookomikd, o éykog eivat moNvpop-
(QOC p€ TIOANEC YIYAVIOKUTIAPIKEG VEOTIAAOHA-
nkég popgéc. H dragopikn) diayvwon and 1o
moAvpoppo Mmoodpxwpa xatr 1o MFH elvat
60oxkoAn yU' avtd xat n dtdyvwor Touv TONV-
Hopgpou pqﬁf)opuooapl(wpatog da mpémet va
tdetar pévo otav vndpxouvv avapprobrinteg
evdeilelg Orapopomoinong o€ OKEAETIKO HU HE
I HOPQN E€MPNKOV YPAPHOOE®V (Cross
striations) 1§ 6tav eviomi{oviat €161koi avooo-
lotoxnukol 1 umeppKpookotmikoi Oeikteg’.
Etvar avaykaiot ot mpooextikoi xelpiopoi, wote
va ano@euxdolv ot axoAovdeg O1ayVOOTIKEG
nayidec: 1) eykAhwbiopéveg prn veomAaouaTIKEg
puikég 1veg, 2) amelevdépwon puooparpivng
and VeKpwTKOUG HVEG pe ouvakOlouvdn pn
€101ky} anoppdPnorn amd veomhaopatkd Kot-
1apa ta onoia €10t yivoviat avooodetikd™® kat
3) mapovoia O1aPopoToiNoNg 0€ OKENETIKO HU
Kat o€ dA\a xaxor|dn veomldopata m.x. vevpt-
KN)¢ Tpoélevong, kakondn Odupopara, piktoi
oyxot Moller, xaxorideig omepupatikoi Oykot
(16waitepa oe ewyovadikég déoeig) puelobia-
owwpata, oykot Wilm's.

Zupnepaopatkd, vgictaviar otn 6bi-
b \oypagia TONO KaNG TEKPNPLOPEVEG TIEPLTT-
00’ 0V TTOAVHOPYou pabdopvooapkepa-
10¢ TMapd 10 6T €ivar éva Moy omavio veod-
nhaopa’. Yopgpwva pe touvg Gaffney et al’,
napovotalel LYNNOTEPN TP dvnorpdnTa
o€ oUYKP1on pe auvty) ANV TTOAVpoPPwV oap-

ITivaxkag 1. Avartopikr) katavopr pabdopvooapkapatog (AFIP 558 meputiwoeig) (Enzinger?, oe\. 541, muwv.

22-1).

Avarouixyj 0éon: Ap18uog ITooooto
Kepaln xar tpdxnlog:

O@dalpikoég kéyxog, Bhépapa, xpavio 109 19,5
Pwvixfy xot\otta, prvogdpuyyag, oxAnpd umepwa,

OTOHATIKY] KOWNOTNTA, PApuyyag 73 13,1
IMapappivia, maperd, avxévag, 47 8,4
0UG, PaoTOESNG ATIOPUOT) 17 3,1
Koppdg:

IMapa-opxiky meploxy 114 20,4
Omodomeptidvaio, mveNog 46 8,2
Bvpaxag, paxn, Aayovio, KOINako Toixwpa 41 7,3
Ovpodoxog xvoTr, MPOCTATG 25 4,5
KoAmog, aidoio 5 0,9
"Axkpa:

"Ave dxpa 41 7,4
Kaw dxpa 40 7,2
Y 0volo 558 100
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Kopdtev yU avtd kat mdavdv eivar avaykaia
1] TpoToToiNoT) Tov depamevTikoV CXHHATOC KAl
pe ovpminpwpauky xnuewodepaneia’. H mpod-
yvwor e€ivatr \tydtepo €uvoikr amd v mpod-
yvoorn AdNev tinev pabdopvocapkwpdinv
(Botpuoerdolg, €pbpuikov, xuvpehidikov). H
aviandékpion ot depareia eivatl kpoTEPn dtav
avtd evromioviat OV TUENIKY] - YEVVNTIKY)
meptoxf+910.
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