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CASE REPORT

XI'9-cekpeTupyomas renarodjaacroma

© A.H. Kopoaesa'*, T.C. OaunHa', T.B. KoBaaeHko?

'bY3 YP «PecnybankaHckas aeTckas KAMHUYeckas 60AbHMUa» MuH3apasa YamypTtckon Pecnybanku, Mxkesck, Poccus; 2OI6OY BO
«MxeBcKas rocyAapCTBeHHas MeAMUMHCKas akasemusiy Munsapasa Poccum, Mxesck, Poccus

OnucaH cAyyan pasBuTUS NPEXAEBPEMEHHOIO MOAOBOIO Pa3BUTUS Y MaAbUYMKa YEThIPEX AET, MPUUMHOM KOTOPOro sBuAack XI4-
cekpeTupylowas renatobractoma. lNpexaeBpeMeHHOe NOAOBOE Pa3BUTME MaHU(ECTUPOBAAO Yepe3 ABa Mecsla NMOCAe HavaAa
MOAUXMMMOTEPANMUM renaTobAACTOMBbI, YTO NPOSIBUAOCH MOSIBAGHWEM M BbICTPLIM NPOrpeccupoBaHMeM AOBKOBOrO OBOAOCEHMS,
HU3KMM TeMOPOM rOAOCa, YCKOpPeHMeM TeMMOB POCTa M KOCTHOFO BO3pacTa. Pasmepbl TECTUKYA OCTaBaAMCb AOMyOepTaTHbIMM.
COBMEeCTHO C OHKOAOFaMM onpeAeAeHa AedebHas TakTuKa: onepaTMBHOE YAAAEHUE OMYXOAM MOCAE MPOBEACHUS YETBEPTOro Kyp-
ca NOAMXUMUOTEPaNMKU. AHTMAHAPOTEHHbIE NpenapaThl He Ha3Ha4YaAUCh B CBSI3M C OTCYTCTBMEM AOKa3aTeAbCTB X 3(PEKTUBHO-
CTW B AAHHOM KAMHUYECKOM CUTYaLMM MU renaToTOKCUMYHOCTU.

Kawouesbie croBa: XIH-cekpeTupyiowas ornyxoAb, NpexaespemMeHHoe NoAoBoe pa3BuTue, rernatobaactoma.

HCG-secreting hepatoblastoma

© Daria N. Koroleva'*, Tatiana S. Olina', Tatiana V. Kovalenko?

'Republican children’s clinical hospital, Izhevsk, Russia; 2Izhevsk State Medical Academy, Izhevsk, Russia

We describe a case of precocious sexual development in a 4-year-old boy, which was caused by HCG-secreting hepatoblastoma.
The precocious sexual development manifested two months after starting polychemotherapy for hepatoblastoma, which presented
as the emergence and rapid progression of pubic hair, low voice, and acceleration of the growth rate and bone age. The size of
the testicles remained at the prepubertal level. We, together with oncologists, developed a therapeutic tactics: surgical removal of
the tumor after the fourth course of polychemotherapy. Antiandrogenic drugs were not used because of their hepatotoxicity and

inefficacy in this clinical situation.

Keywords: HCG-secreting tumor, precocious sexual development, hepatoblastoma.

I'enaTobnacToma sBisgeTCSl HauboJee YacToi 3710-
KAYECTBEHHOM OITYyXOJIbIO IIEYEHU Y NETEH; OHA UMEET
5MOPUOHATIBHOE NTPOUCXOXICHUE U Pa3BUBACTCS IIPEU-
MYIIIECTBEHHO B MEpBbIe TPU roja XuU3Hu. B cTpykType
OHKOJIOTMYECKMX 3a0o0JieBaHMI ETCKOro BO3pacTa Ha
noutio reratobaactoMbl ipuxoautes 1—3%. Ipu rena-
TOOJIACTOME 3HAYUTEIbHO BO3PACTAET KCKPELUs ajlb-
da-peronporenHa (ADII), 4To CAYKUT BaxKHBIM JUa-
THOCTUYECKHUM MapKepoM. BeTpeuaroTcst Takke ciaydyau
rernaTo0JacTOMBbI C TIOBBIIIEHHON MPOAYKLIUENH XOpHO-
HUYECKOTO ToHaaoTponuHa yenoBeka (XI').

Onucanue ciayyas

IManueHT A., XxpoHoJoruueckuii Bo3pact 4 roaa. Pe-
O0eHoK OT 1-ii 6epeMeHHOCTH, 1-X CpoYHbIX ponoB. be-
PEMEHHOCTh MpoTeKasia Ha (hoHe Yrpo3bl PepbHIBAHUS,
recTo3a, XPOHUYECKOTO XOJIeUUCTUTa, OXupeHus 1-i
creneHu. Macca tena npu poxaeHuu 3750 r, niuHa 54
cM. B dhusmyeckoM u HEPBHO-TICUXUYECKOM Pa3BUTUU
OT CBEpCTHUKOB He oTcTaBaj. [lepeHeceHHbIe 3a0o0Je-
BaHUsI — OCTPbIE PEeCUpaTOpHble BUPYCHbIE MHGbEK-
LIUH.

B Bo3pacte 3,6 roga nosiBUIMCh 6OJIM B XUBOTE, B
9TO Xe BpeMsl ObLIO OOHAPYKEHO OITyXOJIeBUIHOE 00-
pa3oBaHUE B XKUBOTE, YTO SIBUJIOCH TTOBOJIOM JIJIST TOCTI -
TaJu3aluu B XUpypruueckoe otaeneHne PecrydmmkaH-
cKoli neTckoit kinmHuueckoit 6oabHulbl (PIIKDB) Mxxes-
cka. OOBEKTUBHO TIPU TMOCTYIJICHUN: YBEIMUEHUE KU~
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BOTa B 3IMTacTpajbHON 00JAacTU; B BEPXHEM 3Taxe
OpIOLIHOM MOJIOCTU MaJIbIIUpPYETCsl 00pa3oBaHUE TLIOT-
HO-3JIaCTUYECKOIl KOHCHUCTEHIIMU, YMEPEHHO 00Je3-
HEHHOE MPU NaJbIaluu, pasmepaMu 12x10X6 cm. [Tpu
00c/eT0BaHUM THMarHOCTUPOBAH ITOBBIIEHHBIH YpO-
BeHb aybda-deronporenHa (APII) — 195,7 ME/mn
(pedepeHcHblil auanmazoH 0—10 ME/mn). IlamueHty
nposeaeHa CKT OpiolIHoO# MOJ0CTH, BHISIBIEHO 00pa-
30BaHME JIEBOM J0OJIM IIEYEHU HEMPABUJILHON OBOMIHOM
(opMbI, ¢ YETKUMM HEPOBHBIMU KOHTYpaMu, pa3Mepa-
Mu 102%X73%54 mMm, tuiotHocThio, +24, +34, +66 HU
(KOHTpacCT He HaKaIlJIuBaeT, HeT YeTKOM I'paHULIbI C Te-
4yeHblo). JIy1st onpeneneHus najabHenIlel TaKTUKY BeJle-
HUS TTallMeHT ObUT HampaBJieH B «Poccuiickuii OoHKOJ10-
rudyeckuii ueHtp um. H.H. bnoxuna» ¢ npenapuresb-
HBIM IMarHO30M — TenarobiacToma.

PesynbraThl oOcnemoBaHuss B OHKOJIOTUYECKOM
LIEHTpeE:

1. Y3 GproliiHoi MOoI0CTU 1 3a0PIOIIMHHOTO TPO-
CTPaHCTBA: BBISIBJICHO YBEJMUEHUE ITEUYeHH 3a CYET MHO-
TOY3JIOBOTO OYIrpUCTOro 00pa3oBaHUsl, PaCHOJOXEHHO-
ros 1, 2, 3,4, 5-M u 6-M cerMeHTax Ne4YeHu, OOIIUMU
pasmepamu 140X81x120 mm. Omnmyxonab COCTOUT U3 y3-
JIOB CpeAHel 9XOreHHOCTH AuaMeTpoM oT 12 1o 81 mMm;
MaKCUMAaJIbHBIM y3€J1 pacnoJIOXEH B JIEBOKM MOJIE, pac-
MPOCTPAHSIETCS] KaynaabHO. Y3JIbl OKPYXXEHbI TUIT03XO0-
TreHHbIM 000aKOM. Backynsipuzanus y310B HU3Kas1, MO
nepudepudeckoMy tuiy. KoHTypsl neueHu aedopmMu-
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poBaHbI, BOPOTHAsl BeHa cliaBjieHa, 2 MM. BHyTpumneue-
HOYHBIE XeIUYHbIE IPOTOKU He pacuupeHbl. [lapeHxu-
Ma 7-ro U 8-To cerMeHTa OOBbIUHOM CTPYKTYpPHhI. 3aKJII0-
YeHHUe: YJIbTPa3ByKOBbIC PU3HAKU OITyXOJIU TIEUEHHU.

2. KT rpynHoii KJIETKM: METacTa30B B JIETKUE HE BbI-
SIBJICHO.

3. ¥Yposeub ADII B ceiBopoTke — 217 800 ME/Mn
(pedepeHcHbIit nuanazon 0—10 ME/mi).

4. YyuTbiBas BO3pacT MallMeHTa, JOKaJu3allnio
OIyXOJIM, IIOBBIIICHHBIN ypoBeHb AMII BbICTaBICH
JMarHo3: remato6iacroma. ITo MecTy MemMIIMHCKOIO
o0cay:KUBaHUS peKoMeHa0BaHo rpoBectu MPT 6piroiii-
HOW TIOJIOCTU C BHYTPMBEHHBIM KOHTPACTUPOBAHUEM,
MTOJIMXMMMOTEPAITHIO Mo cxeMe: Kapoorutatud 100 mr/m?
1—5-i1 nenp, mucriaTud 40 Mr/m? Ha 15-i u 16-ii neHb,
nokcopyounut 30 Mr/m? 1-it u 2-ii eHb.

J1J1s1 BBIMOTHEHUST peKOMEHIALIMi1 peOeHOK ToCTInTa-
JIU3MpoBaH B rematojoruyeckoe otaeseHue PIKDB
(MxeBck). [1pu moctynaeHun cocrossHue Tskenoe. Ile-
puoauyeckd O0osv B XKUBOTe. BbIpaxkeHbl CHMMITOMBI
OIyXOJIeBOM MHTOKCUKAIMK. [IpaBUIBLHOIO TEIOCIIOXE-
Hus. Ilokazarenu ¢usmyeckoro pasputus: poct 101,5,
SDS pocra +0,32 SD, macca tena 15,2 kr, UMT 14,75,
SDS UMT -0,8 SD. PebeHoK He CUOUT U3-3a yBeJIUYe-
HMSI KUBOTa B pa3Mepax. Koxa v cim3ucTbie OeaHbIe,
qucThble. JIbIxaHue B JIETKHX ITIPOBOIUTCSI BO BCE OTIECJIBI,
xpunoB HeT. ToHbI cepaua puTMUYHBIE, TpoMKre. YCC
100 ya/mMuH. ZKMBOT yBeIMUEH B pa3Mepax B BEpXHeEH Mo-
JIOBMHE 3a CYeT 00pa3oBaHUsI B IIeUEHM, HYDKHUI Kpait
0o0pa30oBaHUsI HAa YPOBHE IYIIOYHOIO KoJjblia (cieBa OT
MyTKa napajjielbHO MoapedepHOil ayre), MIOTHOe, Oy-
rpuctoe. CTyj1, AMype3 He HapyIleHbI.

buoxuMnuyeckoe rcciiefoBaHUue KPOBU: OO OU-
mpyonH 3,0 MKMOJIB/J, HenpsMmoi owmupyouH 3,0
MkMmoub/n, ACT 36,0 En/n, AJIT 25,9 En/n, menodnas
docdaraza 594,2 En/n, Tumononsast nipoda 6,2 Ex, 06-
it 6enok 71,4 r/n, JJAT 428 ME/n.

IIposeneno 3 kypca ITXT. Xumnorepanuio nepeHec
C TeMaToJIOTMYECKOW TOKCHMYHOCThIO 1—2-ii cTeneHu
(CHUXXEeHME KOJIMYecTBa JIeWkouToB 1o 2,1-10°/1, remo-
rino6uHa 10 90 r/i1), racTpOUHTECTUHAIBHOM 1—2-i1 cTe-
IeHM (TOILIHOTA, PBOTA, CHYKEHUE aIlIeTuTa) I10 IIKaJe
tokcuuHocTH (Kputepuu NCI CTC Bepcust 04.03.2010).

TTocne 3 kypcos IIXT y mauueHTa KynupoBajcs 60-
JIEBO CUHIPOM, YJIY4YIIMJIOCh CAMOYYBCTBUE, IMaJibla-
TOPHO 00pa30BaHUE COKPATUIOCh B pa3mepax. Ilpose-
JIEHO KOHTPOJIbHOE 00CIIeIOBaHNE:!

1. MPT OproniHoii MojJoCcTh ¢ BHYTPUBEHHbBIM KOH-
TpactupoBaHueM: B S1, S2, S3, S4, S5 neueHu onpese-
JIIeTCS MHOTOY3JI0BOE 00beMHOE 00pa30BaHUE C YETKH-
MM OYTPUCTBIMU KOHTYpaMU, pa3zMepaMu 5,3%8,5%9,0 cm;
B S8 TakKe 0OTMEYaloTCs OTHEIbHbBIE Y3JIbI pa3MepaMu 10
1,2%1,7 cM. Onyxob IPUJIEKUT K FTOJIOBKE MOIKETY10Y-
HOM >KeJie3bl, HeJIb3sl MCKIIIOYUTh PacIpoCTpaHEeHUe 3a
TIpeaesibl Karncybl reyeHr. OTMedaeTcst TUIOCKUI JIMM-
(aTuyeckuii y3en MexXmy HUXHEH I0Joi U BOPOTHOM
BeHaMu, padmepaMu 0,5%X2,2 cM B aKCUaJbHOI IPOEK-
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uuu. [TapaaoptanbHbie JUMdaTUUECKUE Y3/Ibl pa3Mepa-
M 110 1,3 cMm B nuameTpe. HaarmoyeyHMKY He UBMEHEHBI.
3akmouyeHue: MP-kapTrHa 3710Ka4eCTBEHHOM OIMyXOJu
MeYeHH, He TPOTUBOPEYUT JUATHO3Y rernaro01acTOMBbI.

2. CKT opraHoB OpoLIHOI MOJOCTU C BHYTPUBEH-
HBbIM KOHTpacTupoBaHueM: B medyeHu (S1, S2, S3, S4,
S5) onpenensiercsi o0beMHOE 00pa3oBaHUE, MPEACTaB-
JICHHOE€ MHOECTBEHHBIMU HEOIHOPOIHBIMU 10 ILIOT-
HOCTU M HAaKOIUIEHUIO KOHTpacTa y3jJlaMHu, HEKOTOPBIC
M3 HUX PacIoyioXeHbl oTaeabHo. O0lIre pa3Mepshl 1Mo-
paxenus 87x88%50 mMm. B mapenxume S8, S6 HeueTKO
OIpeAesIsSIIOTCS] OTCEBBI pazMepaMu OT 8 1o 10 MM B nua-
MeTpe. OCHOBHAsI 4aCTh OITyXOJIM PACIIOJIOXEHA B JIEBOM
JloJie, MMEET JKCTPaleyeHOYHOe pacIpOCTpaHEeHUE.
[IpaBblii HAAMIOYEYHUK He U3MeHeH. JIeBblii Haamovey-
HUK He3HAYUTeJIbHO yBeanueH (20X 12X7 Mm), 6e3 ova-
roBbIX U3MeHeHui. 3akntoueHue: KT-kapTuHa He mpo-
TUBOPEYMT JMATHO3Y Iernaro0JacToMbl B IIpoliecce Jie-
yeHus. Jpyrux oObeMHbIX 00pa30BaHUil B TPYIHOIN,
OPIOIIHOI IMOJIOCTH, B MAJIOM Ta3y He BBISIBJICHO.

3. ADIT cocrasmi 25 273 ME/Ma (pedepeHCcHBII
nuanazoH 0—10 ME/mn), XT'Y 123,5 MME/ma (pede-
peHcHbI auana3zoH 0—5 ME/m).

Takum ob6pa3om, Ha (oHE Teparnuu OTMeYaeTCs Mo-
JIOXKUTEIbHAsE JUHAMMKAa CO CTOPOHBI OITyXOJIEBOTO
rnpotecca.

Yepes 2 mec nocie Havana [1XT ormeyeHo yBenu-
YeHME HapY>XHbBIX TCHUTAIMI U TTOSIBIIEHUE BTOPUYIHBIX
TOJIOBBIX ITPU3HAKOB (JJOOKOBOTO OBOJIOCEHMSI, HU3KUIA
TeMOp rojoca), yckopeHue temron pocTa (+4,0 cm 3a 2
Mec). KoHcynbTupoBaH 3HIOKPUHOJIOTOM. XPOHOJIOTH -
yeckuii Bo3pacT 4 roma. ®Pusnyeckoe pa3BUTHE. POCT
105,5 cm, SDS pocra +0,9 SD, UMT 18,5 kr/m?, SDS
UMT +0,89. IllutoBuaHas xene3a He yBeauueHa. ITo-
noBoe pa3Butue 1o Tanner: G4 P2. Sluuku B MOLLIOHKE,
06beM 2 mit. [lepronnueckue 3peKIn.

T'opmonanbhbiil ipodwis: JIT 0,1 MME/mi, ®CT
0,01 MME/mn, Ttectoctepon 27,9 mmonaw/n, B-XI'Y
22,9 ME/n.

KocTHBIIT Bo3pacT COOTBETCTBYET 6 romaM — TOYKHU
OKOCTEHEHMSI NUCTaTbHBIX 3MU(MKU30B JIOKTEBBIX KO-
creit. SDS koctHoro Bo3pacrta +3,41 SD.

0O630pHast MPT ronoBHoro mosra: runogus B pas-
Mepax He yBenudeH. BoicoTa runogusa 4 mm. I1apacen-
JISIpPHBIE CTPYKTYPhl HE U3MEHEHBI.

KnuHauyeckuit nuarnos: XI'Y-npoayuupytoiasi re-
nato6;iactoma. [1pexxneBpeMeHHOE M0JI0BOE Pa3BUTHE.

O06cyxaeHune

XT'Y-cexpeTupyolme Onyxojau OTHOCATCS K rep-
MHWHATHUBHO-KJIETOYHBIM OITYXOJISIM M MOTYT UMETh MH-
TpaKpaHUAIbHYIO0, TOHATHYIO U 3KCTParoHaIHYIO JIOKa-
mm3auuio. IIpu sKCcTparoHagHOM JIOKAJIM3aluyd UCTOY-
HukoM XI'Y moxkeT ObITh renaTobJiacToMa.

IIpu repMUHATUBHO-KJICTOUHBIX OITYXOJISIX THUIICP-
npoaykuusi XI'Y, oGnaparoiero GMOJOrMYECKO ak-
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TUBHOCTBIO JIT', CTUMYIMPYET BEIPAOOTKY TECTOCTEPOHA
kieTkamu Jleinura, BeI3bIBasi CUHAPOM JioxkHoro TTITP
Yy MaJIbuMKOB.

BausHue XI' Ha Ssu4YKu PUBOAUT K TUMEPIUIA3UU
TOJbKO KieTok Jletiaura, kietku Cepronu, Tpedyolue
It cBoero pasputus ctumysisinun @CI, ocratoTcst He-
3peibiMU. B pesyiibraTe 00beM sSinueK 0cTaeTcst HeOOIb-
LM IIPY BLICOKOM YPOBHE T€CTOCTEPOHa.

3akAloueHune

KinuHuko-ropMoHajibHasi XapaKTepUCTUKA OIU-
CAaHHOTO KJIMHMYECKOro cjydasi cooTBeTcTByeT XI Y-

CASE REPORT

cekpeTupylolleii rematodnactome. JanbHeias aeyeo-
Hasl TaKTUKa: OIepaTUBHOE yAaJleHHe OITyXOJIM, IOCIIe
nposeaeHus 4-ro kypca I[TXT. AHTMAHAPOreHHbIE Mpe-
rapaThl IMalMeHTY He Ha3HaYaJlUCh B CBSI3U C OTCYT-
CTBHEM JI0KAa3aTeIbCTB UX 3(M(MEKTUBHOCTH B JaHHOMU
KJIMHUYECKOM CUTYalIMU U TeaTOTOKCUYHOCTH.

JOIIOJTHUTEJIbHASI THO®OPMAILIU S

Cornacue nanuenTa. 3aKOHHBIM MpeacTaBUTENb (ONEKYH) Malu-
eHTa T0OPOBOJIBLHO MOANKCcATa MHGOPMUPOBAHHOE COITacue Ha Iy-
OJIMKALIMIO TEPCOHAIBHON MEIMIIMHCKON MHbOpMauu B 0031~
yeHHOI (hopMe B XypHaiie «[1pobeMbl 9HIOKPUHOJIOTHI».

KondamkT uHTepecoB. ABTOPBI 3asBJISIIOT 00 OTCYTCTBUM KOH-
(bukTa MHTEPECOB.
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