Apxeta ITadooyikrc Avatopxric 1998, 12(2):76-80
Archives Hellenic Pathol 1998, 12(2):76-80

ENAIA®EPOYEEX TIEPITITQXEIX

‘OYK0o¢ WOOHKIG €K OTEPEOEDDV KUTIAPWV
o€ bpépog 19 pnvadv

Aw. ZipdviQia-Mwxai)!, A. Ilaradavaoio’, X. Xar{nadavaoiov’, Ev. Mapivog

Steroid cell tumor of the ovary in an infant 19 mo old
Strantzia-Michail C, Papathanasiou A.?, Hatziathanasiou C? Marinos Ev.’
'Pathology and ?Endocrinology Department “P. & A. Kyriakou Children’s Hospital
Athens, Laboratory of Histology and Embryology Medical School, University of Athens

A 19-month-old female infant presented with progressive isosexual precocious
pseudopuberty. The clinical picture was associated with marked elevation of serum
dehydroepiandrostendione-sulfate, oestradiole, testosterone and androstendione. A
LHRH-test showed basal and peak LH levels in normal prepubertal range. U/S
disclosed a right ovarian enlargement and exploratory laparotomy revealed a right
ovarian solid, yellow-brown circumscribed tumor 6 cm in diameter. The clinical,
morphological and immunohistochemical tindings classify it as "a steroid cell tumor
not otherwise specified” and differentiate it from the subtypes: stromal luteoma and
Leydig-cell tumor hilar or non-hilar type.

Within five months after excision of the tumor there is complete regression of
characteristics of precocious pseudopuberty. One and a half year later there is no
evidence of tumor relapse. Steroid cell tumors, which account for only 0,1% of
ovarian neoplasms in adults, are extremely rare in childhood. (To our knowledge 23
cases in the literature considered in investigating cases with precocious pseudopu-
berty, virilization or Cushing’s syndrome).

Key Words: Ovary, steroid-cell tumor, precocious puberty.

Kopitotr 19 pnvdv napovoidodnxe pe mpoodevtikyj eppavion 1jbng amd Siurjvou,
xapaktpi{opevy amdé avénon tov Bdpoug kai oV VPou¢ ToU OWHATOG, O10YKWOT)
Haotdv, peydAwv xelA€wv xat ¢ KAETopido¢ kai €upavion 1oixdoews Tov epnbai-
ouv. H kAwviknj €ixdva ovvodevotav and avénueva emineda Tte0To0TEPOVIIG, 010TPA-
010Ang, avépootevbiovng kat ¢ detikijc - devopoemavopootevoiovns. H Sdoxipaoia
LHRH ébeiée puorodoyikd enineda LH o€ npoepnbikn) Stakvpavor). AnEIKOVIOTIKEG

"TTa8oMoyoavatopiko xar 2Evéoxpivodoyiko Turjpa Noo. _
Iaidwv “TI. & A. Kupraxkou” Epyaotrpio IotoAoyiag-Ep- YrmobArjdnxe: 15.7.2000
Bpvoloyiag, Iarpikrj XxoMij Tlavemmoryuiov Adnvdv Eyxpidnxe: 20.9.2000



‘Oyko¢ wodnknG €k OTEPEOEISWV KUTIAPWV o€ Bpepos 19 punvev 77

pedobor armexdAvpav 610ykwon ¢ 6e{1a¢ wodnxne Adyw avantvdews oykov diapie-
1oov 6 ex. Ta poppoloyikd kair avoooiotoxnuikd evprjuata xadiotovv dvvar) mv
tadivounor tov otouvg “Oykoug €k OTEPOEIOWV KUTTdpwv Tou TUrov “steroid cell
tumor not otherwise specified” kai 1) Siapoporoinor) tov amdé tovg dAAouvg Svo
UNTOTUTTOUG, TO OTPWHATIKO wxpivoua (stromal Iuteoma) kar tov Oyko amd xUTTAPA

Leydig (Leydig-cell tumor).

O1 Oykot €k 0TEPOELOWY KUTTAPWYV, 01 oroiot aroteAovv uovo 1o 0,1% twv OyKwv
WV WOONKWV OTOUG €VOAIKES, €ival eaipenikd omaviol ota naidid, €xovv kalondn
6rodoyiktj ovuneppopd xat mpemner va Aapbdavoviai vroyn ot O1EPEVVIOT) TPWIHOU
1j6ng, appevorroutikdv ovvopouwv 1j ovvopopov Cushing.

Aéerg xherbrd: NeomAaoua wodrikng, modiun 1j6n, al-inhibin avriowpa

EIXATQI'H

H mnpdwpn 16n ota kopitoia mpoxalei yo-
vipo mpobAnpatoupd, agov n avalfnon g
attiohoyiag amattel extetapév) KAViKY) Kat €p-
yaompaxkyy dtepevivnon. Ot x\vikég exdnhw-
oelg elvar anotéeopa g emdpdoews avin-
PEVOV €mmédwv ONAEOTIONTIK®Y KAl APPEVO-
TOUTIKOV opHovev oto aipa. H doxipaoia
LHRH aiémota xadotd duvatd tov mpoo-
S10p1opd G KEVIPIKAG - UTOPUOLAKIG AlTLO-
Noylag 1 ¢ MEPIPEPIKC e€mvepPiOlakig 1)
0odnkikrc. Xta nawdid n mhéov ovvidng attia
elvatr 1 ovyyevric vnepmiaoia g @Aotwdoug
poipag twv emveppidiwy Kat onavidiepa Veo-
nAaopaukég egepyaoieg 1wv wodnkwv. Oppo-
VOEKKPITIKOT OyKol 1wV wodnkwv, vmedduvol
yua mv exdiAwon mpwipov 1béng, €ivat o dykog
arnd xvttapa Sertoli-Leydig, and xoOttapa g
KOKKIOKULTAPIKTG 0T1BAdo¢ 1ouv wodulakiov xat
ot Oykot amod “otepoetdry” kvTIApaA.

H mapovoa avaxoivwon agopd 1) O1€pev-
vnon €vog “Oykou wodnkng amod oTeEPoeld
kUTtapa” o€ xopitot 19 pnvedv kat oxomo €xet
va xatadeifer o1 t€tool GyKol propetl va a-
vamntuxdovv akdpa Kat otn 6p€(pu<r'] n\ikia xat
mpénel va )\op60vovtal unéyn ot draopiky
dtdyvwon oe rtepmtwoag rtpooapou néng, ap-
PEVOTIOUTIKOV OLVOPOHWV 1 ovvdpdpov
Cushing.

IXTOPIKO

Kopitot 19 pnvav napanépednke anod mnat-
oiatpo oto evdoxpivoloykd TpApa ya v
O1€PeVUVIIOT) TIPOOOEVTIKIIC O1OYKMOEWE TIG KAEL-
10p100¢ KAl TV PEYAN®V XENEwV Tou aidoiov,
WV PAoTOV, €pPAvVIion TPIXWoEnS oto epribaio
kat duoavaldyou Tpog v nhikia tov avgnon

bapoug, xat Uyoug touv owpatoc. H xhvikn
eikova ouvvodevdtav amd auvfnupéva emimeda
mG Oelikrjg-6evdpoemavépooTevilovng, 11g
avdpooTtevidVIC, TG TEOTOOTEPOVNG KAl THG
ototpadioAng oto aipa. Ta enineda g ACTH
foav @uotoloyikd, evo 1 doxipacia LHRH
€dele enineda LH oe guotoloyiky] mpoepnbi-
k1] Oaxvpavor, mpooavatoi(oviag v Ote-
pevvn ki mpoomddeta o€ avalmon €vog Te-
PLPEPIKOV attiov Kat PHANMOTA €KTOC €MVEPPL-
Slwv. O vnepnxoypaPikdg €Neyxog amexavye
O10ykwor ¢ Oeld¢ wodrkng xat amogaoci-
odnke epevvnuky} Aanapotopia, Katd v ormoia
€yve wodnkextopry 6edid, eved ta vméloina
€§(1ptr']pata Kat a emveq)piélq €)\éyx8r]1<(1v Kat
1’]0(1V (pUOlO)\OYIKCl ITévte r]pcpe:g petd my eg-
mpeor] 0V OYKOU, O OPHOVIKOG npocélopl—
OpoG €8€1le OUYKEVIPWOEIS OPHOVAV O€ PU-
OloON\OYIKA €mineda, €ve ol KAWIKEG eKONA®D-
oelg g emdpdoeng twv dnleo-katr appevo-
r[01r]tu<d)v oppovd)v vPEdnoav MANPwg oc O1d-
ompa mévie pnvev. H 1<)uvu<ocpyaorr]p1m<r]
61€p€uvr]0r] mg 008€voug petd cvoplou xpovo
anéderle om 10 madi eivar oe dpot xatd-
otaon xwpic xapia €évdeiln umorpomng TOov
OyKoU.

IXTOAOTITKH AIEPEYNHXH

H eaipedeioa 6eld wodrxn 6apoug 40
ypap. xat dtapétpou 6 ex. €xer avukartaotadel
MAPWC amod €vav KAaAd TEPLYEYPAPPEVO OYKO
OUPTaYoUg LPAG KAl TOPTOKANOXPOOU XPOLAG
omv emedvela Swatopric (Ew. 1).

Iotohoyikwg, o dykog xapaxinpilerar amod
mv napouoia TUKVOV adpoioewv eupeyé(‘)wv
OTPOYYUAWV 1} TIOAUYWVIKGOV KU'[‘[ClpO)V pe a-
@AOVO KOKKIWOEC, UPAlOXPWHATIKO 1] NWOlvo-
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viat o€ Qwheé€g 1§ vnoideg agopi(dpeveg amd
AemtoU¢ ayyeloouvOeTIKOUC Aoveg, €V €ppa-
vii¢ elvar 1 badpmaia eféMln v KUTIAPWYV
TOU OTPWPATOG NG WodKKNG, Ta omnoia mapov-
owalouv didykwon kar Mmwdn perarpomny g
kuttapo-mhaocpankng pdlag toug. (Ew. 4).
Kpvotalot Reinke dev mapammpndnoav. O
oyko¢ katalapbdaver oxedov MARPKC TV KO-
k1), €x16¢ amd HIKPO PNVOELOEC THNHA TIOU
avayvopifetar pévo oty MEPLPEPELa AUTHC.
H egétaon vAkoU 010 NAEKTPOVIKO HIKPO-
] okOmo €0€1le opoldpopea KLTIAPA, ta onoia
Ewéva 1 nepihapbavouv mhovoto Aeto evdomhaopatikd
Oixtvo kar molvdpidpa Sroykwpéva prtoxov-
Opa. Xtayovidia Mnoeldov eival eppavr) péoa

(P})\O, ouxva KeVOTO‘:ﬂ‘l’)&G/ PAS OPW]“KC”I npw- 0710 TPOIOMAACHA KAl PETALD TV HITOXOVOPLmV.
Omhacpa Kat 5,061,01(9“@ KUTIAPIKEG pepbpa- Kpvotal\ot Reinke dev avayvwpiodnkav oto
VEG M€ KeVIPIKY déorn TOu TUPHVOG KAl €ppa- mpoc efétaon VK6 (Eik. 5).

vég mupfvio (Ew. 2, 3). Xe omdvieg déoeig
napatnpeitat perpiov badpov molvupopegia, .
XOPIC TNV TaAPOLCia TUPNVOKIVNOIWYV 1) VEKP®- ANOXOIXTOXHMIKH AIEPEYNHIH
oewv. Ta veomhaopatkd xvtapa O1atdooco- Ta 1) Stepevivnon kat 1) Stagopiky) Sid-
YVWOoT| €vOg OYyKOL ®WOONKING, O OToiog armote-
Aeftar ané adpoicelg MOAVYOVIKGOV KUTIAPWV
pe agdovo dravyéc 1 NWOVOPINO TPWIOTIAG-
opa, ava{nieital 1 mapovoia g al-inhibin’,
YAUKOTIPWTEIVIKNG 0ppdvnc, 1 omnoia ouviota-
Tat and mv a kat 6 vmoopdda KAt YuotoNoyl-
K& mapdyerat anod 1a KOTapa G KOKKIOKUT-
Tapkfg otBAdag xal 1a WXPvomouKda Kot-
1apa ¢ wodAkng xat amd ta xvttapa Sertoli
0V Opxeo¢. H al-inhibin amotelel afiémoto
Oeixtn S1a@opikrc dtayvwong GYKwV TPOEPXO-
pévov amd xOTIapa TG YEVVNUKNG Tatviag-
oTpWpatog 1 and d\ka npwionady 1 petacta-
K emdn\iakd veom\dopara.

Ta x¥ttapa 1ov VO eCétaon GyKoL exPPA-
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omkav evidvog detikd oty al-inhibin 6mwg
kat otoug Oeiktec EMA, bipevtivny, kepativn
xapniov popraxov Bdpoug (AE1), (Eik. 6), evd
apvnuky Hrav n andvinon otoug deixteg CEA,
a-FP xat xpwpoypaviv.

YYZHTHXH

Ta popgoloyikd kat avooolotoxnpuikd Oe-
dopéva oe ovvdvaopd HE 1A €vprpata amo
mv napatjpnon oto H/M, kadiotodv duvary
mVv 1aflvopnon 1ou VEOTAAOHATOC OToug “O-
YKOUG TV WOONK®V €K OTEPOEIONV KUTIAPWV”
aoa@ovg TPoeNevoeng, ol ormoiot dev elval
duvato va npoodioptotovv (Steroid-cell tumors
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Ewxéva 6

not otherwise specified-NOS)**.

O 6pog mpotadnke televtaia and tov Scul-
ly yia va avukataotjoet Ti¢ maatotepeg ovo-
paoieg “Oykog amd Mmdikd 1 Mmoetdikd Kot-
1apa’, wg o mAéov ovpbatdc pe Toug popPolo-
Y1KOUG xapaktfipeg, dedopévou Ot ta xoTIapa
auvtd ouvxva mepthapbdvouv eldxioteg f xai
kadolov Mimoeideic ovoieg. Ieprypdgel xatd
0V aKpiBéotepo TPOTO 10U GYKOUG, TWV OTo-
iwv 1a xVTIapa mpooopotdlouvv pe exeiva mov
exkpivouv otepoctdeic oppoveg, 6nhady ta
wxpvorouuika xvttapa, ta kxottapa Leydig
Kat 1a Kotapa g @Aowwdoug poipag twv
emveppdinv.

Avadpopny oty BiBhoypagia amokalvrret
OTL Ol OYKOlL €K OTEPOEdDV KUTIAP®WYV TUTIOV
NOS mapatmpovviar katd v MAPAYOYIKL
n\ikia xat mv eppnvonavon o€ nocootod 0,1%
OAWV TV OYKOV TV 0odnkov. Xta madd ei-
vat e€alpetikd omAviol Kal MAayKooping €xouv
avakowvndel 23 mepimioelg oe aodeveig 2,5-
3,5 ewwv. H mepinmwon mov mapovoidletat €66
avagépetal otov vedtepo aodevy g 6Bi-
6A\toypagiac.

Ot Oykol €x OTEPOEdDV KUTIAPWV TOTIOV
NOS amotedolv v pia amd 1g Tpeg vmoo-
padeg xat mpémnet va 61agopodiayvenotolyv ano
10 OTPWHATIKO wXpivwpa (stromal luteoma) xat
and toug O6ykoug ex kuttdpwv Leyding (Ley-
dig-cell tumor).

To otpwpankd wxpiveopa (1 stromal luteo-
ma) avagéperar o€ PEPOVWHEVEG O1doTapTeg
Hikpéc adpoioelg otepoaé(})v KUTTAP®WV péoq
0€ UTEPTAAOTIKO OTPOHA NG (p)\ow)éoug poi-
pag g woé)r]xr]g Kal Tpoépxetat and ta WXPL-
vorotnpuéva K0ttapa 1ou V00U LTTOCTPGOHA-
10G.

Ot o6ykot and xvtapa Leydig (1) Leydig-
cell tumors) xapaxtnpifoviatr and otepoerdo-
€KKPITIKA KUTIAPd, TIOU TPooopotdlouy pe ta
kVttapa Leydig touv 6pxeog xat €vidg 1ou mpw-
tomAdopatog mepthapbavouv kpuvotdAhoug
Reinke. Ot ¢ykot avtoi dewpeitar 61 porpdlo-
viat KotvoUg POPQONOYIKOUG XAPAKTIHPEG HE
évav ai\o tomno Leydig-cell tumor, tou omnoiov
1a kVUttapa Oev mepthapbavouv xpuotdAhoug
Reinke, mpooopotdCouv pe 1a xottapa Leydig
0V (')pxeog KAt mpoépxoviat anod kotapa €v-
ploxopeva oy TTOAD me u)oar]Kr]g (Hilus-cells).

Méxpt onjpepa xavévag OYKoG €K OTEPOEL-
0wv xuttdpuv (NOS) ota maidid 6ev exdHAw-
o€ Kakondy 610)\oyu<r] ouvpnepipopd. O Tay-
lor xat Norris® nepiéypaypav 6 xakondeig pe-
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1af0 30 otepoeldwv oYKWV Kal povov o€ evy-
Nikeg yuvaikeg. Ot Hayes xat Scully® avagé-
pouv 18 xakondeig dykoug tormov NOS, woto-
00 xavéva oe aodevr) nhikiag pKpOTEPAC TWV
15 ewdv. Xopgova pe my epyacia twv otol-
xela onmwg: 1 peydAn nhikia tov aocdevouig,
p€yedog 0LV dyKoL HEYANVUTEPO TWV 7 €K. O€
O1dpeTpo, o1 OUXVEG TLPNVOKIVNOiEC Katl 1|
Tapovoia VEKPOOE®Y OULVIYOPOUV UTEP TNgG
Kaxondoug CLPTMEPLPOPAC.
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