Russian Journal of Neurosurgery ‘ HEHPOXUPYPTUA
Jlekuyus TOM 21 Volume 21

[TEPBMYHDBIE TEPMUHOTEHHDBIE OITYXOJIU
LIEHTPAJIbHOU HEPBHOW CUCTEMDBI

b.B. MaptsiHoB, P.C. Maptbinos, /I.B. CucroB

@DI'bBOY BO «Boenno-meduyunckas akademus um. C. M. Kupoea» Murnoboponst Poccuu;
Poccus, 194044 Cankm-Ilemep6ype, ya. Jlebedesa, 6

Konmarxmeor: Poman Cepeeesuy Mapmuinos rs_martin @mail.ru

Ileav uccaedosanus — onucamo cogpemenHvle 8321506l HA NAMOEHE3, 0COOEHHOCMU MOAEKYASPHOU OUos02UlU, OUACHOCMUKY, NeYeHue
NepBUUHbIX 2eDMUHO2EHHBIX ONYXO0Ael YeHMPANbHOU HEPBHOU CUCEMbL, A MAKICe NPOSHO3 UX AeUEHUs..

Mamepuaavt u memoodot. B 0630p éxarouen 51 ucmounux aumepamyput (4 pycckosasviutvix u 47 anenonszviunnix). Bee pabomut Obiau ony-
OauKoganvl 6 meuenue nocaeonux 20 nem.

Pesyavmamot u 3axarouenue. B nacmosuwem o0630pe ompasicenvl Kak 00uienpuHsamole HOA0NCEHUsl, MAK U 0COOEHHOCMU HAUUOHANbHO2O
NPOMOKONA NeHeHUsi 2eDMUHOEHHBIX ONYXO0ell, HIOAHCHL AeYeHuUs, OnpedeasieMble eUCMOA0cUYecKUM munom onyxoau. Haubonee 3¢hghexc-
MUBHBIM MEMOOOM AeHEHUs 2ePMUHOM CHUMAEMCsl AY1eas U Heoadslo8aHmuas xumuomepanus. Jns HeeepMUHOMHBIX 2ePMUHOLEHHBIX
onyxoel ONMUMANbHA XUMUOMePanus U 00y1eHue ¢ NOCAe0yIouwUM momanbHuim yoarenuem. Tomanvhas peseKkyus onyxoau cama no cebe —
udeanvHuLil Memoo AeueHus 3peavix mepamom. IIposedenue MoneKyAAPHBIX U YUMOLEHEMUUECKUX UCCAeO08AHUN NO3GOAUM DONOAHUMENb-
HO bl0eAUMb PA3AUYHBIE NOOMUNDI 2ePMUHOCEHHBIX ONYXO0el YeHMPANbHOU HEPBHOL CUCMEMbL, YMO CIAHem 0CHOBOU 045 HOBbIX HANPAaG-
AeHull mepanuu, yayHueHust pe3yabmamos AeHeHus U Memooog npocHO3UPOBAHUSL.
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The study objective is to describe current views on pathogenesis, molecular biology, diagnosis, treatment of primary germ cell tumors of the
central nervous system, as well as treatment prognosis.

Materials and methods. The review includes 51 literature sources (4 in Russian, 47 in English). All articles were published in the last
20 years.

Results and conclusion. The review reflects both established principles and characteristics of the national protocol of treatment of germ cell
tumors, treatment nuances determined by histological type of the tumor. The most effective treatment method for germ cell tumors are radia-
tion and neoadjuvant chemotherapy. For non-germinal germ cell tumors chemotherapy with subsequent complete removal is optimal. Total
tumor resection by itself is the ideal treatment of mature teratomas. In the future, molecular and cytogenetic studies will allow to addition-
ally identify subtypes of germ cell tumors of the central nervous system which will become the basis of new directions for therapy, improved
treatment results and methods of prognosis.
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SITMAEMUWOJIOTNA 1 KITACCUDOUKALI Haub6onee gacto 'O oOHapyXuBalOTCSI B TOHAIax,
ITepmunOTreHHsie omyxonu (I'O) — peakasi TpyIiia MOp-  a BHETOHAIHBIE OITyXOJIM Yallle ITopaXkaloT CpedoCTeHNe,
(onornyecku 1 UIMMYHOGEHOTUITMYECKH TTONOOHBIX HOBO-  3a0pIOLIMHHYIO 00/1aCTh M LIEHTPAIbHYIO HEPBHYIO CUCTe-
00pa3oBaHMii, pa3BUBaIOIIMXCs 13 9KTormuyeckux 3apodbl- My (LIHC). HHC — BTopas mo yactoTe TUIIMYHAS JIOKa-
LIEBBIX KJIETOK Y IMOPaXKaIOLIMX IPEUMYILECTBEHHO AeTeil.  au3anus BHeroHagHbix 'O [1]. TO cocTaBisioT 0K0JIO
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30 % Bcex omyxoJjieil muHeanbHO# obaacTu. [lepBuuHbIe
I'O IIHC mpencraBisiioT cobOii TeTEPOTeHHYIO TPYIITY
OITyXOJIel, 3THOJIOTHUS ¥ MOJICKYJISIpHAsT OMOJIOTHUSI KOTO-
PBIX IO CHX IIOp IIJIOXO M3YYEHBI, YTO, B CBOIO OYepelb,
3aTPYOHSET UX TMAaTHOCTUKY U JICUCHHUE.

PacmipoctpanerHocts 'O 3HAUMTENIBHO BapbUpPYeET
B pa3HBIX permoHax. Hambonee pacmpocTpaHeHBI OHU
Ha JlanbHeM BocToke, rae coctaBistioT 2—3 % Bcex ciy-
YaeB MEPBUYHBIX HOBOOOpPA30BaHMI TOJJOBHOTO MO3Ta
u 8—15 % —y nereii. B CeBepHoit AMepuke 'O cocTaBisiioT
MpUOIM3UTENHHO 1 % OT 06IIEeTO YMCIia OMyXOoJeii TOJIOB-
HOT'O MO3ra y JETEe M MOJIOABIX JIONEH; CPEIHUI BO3pacT
MOCTaHOBKU auarHo3a — 16 jer [2]. B CIIIA 3aGoneBae-
MocTtb I'O cocrapnsiet 0,6 cydast Ha 1 MJIH 4ejI0BeK B IO,
B EBponie — 1 ciyyaii, B Slmonuu — 2,7 ciydad [3].

BcemupHas opraHusaiivs 31paBoOOXpaHeHMsT BbIACIIS -
€T 5 TUCTOJIOTUYECKUX TUITOB BHyTpudYepemHbiX ['O: rep-
MMHOMa W HETEPMUHOMHbBIC T€pPMHHOTCHHBIC OITyXOJIU
(HITO), BxmoyamIyue 3MOpHMOHAIBHYIO KapIHOMY,
OITyXOJIb KEJITOYHOTO MeIlIKa, XOPMOKApIUHOMY U 3pe-
JIyro mau Hespenyto TepatoMmbl. B Coequaennbix IlTaTax
u EBporie rTepMUHOMBI SIBJISTIOTCST HaMOOJIee pacIiipocTpa-
HeHHBIM TuIIoM, a HI'TO cocTaBisgior mpubam3nuTeTbHO
1/3 Bcex caygaes 'O [3—7].

IMepBuunbie 'O ITHC rucrosornyeck MOryT COOT-
BETCTBOBATh KaK OMTHOMY, TaK M Cpa3y HECKOJBbKIM THIIAM.
I[epmMuHOMa M TepaTOMa 9acTO BCTPEYAIOTCS «B YMCTOM
BHUIIE», TOTHA KaK APYTHAe TUITBI B OCHOBHOM BBISIBIISIIOT
B CMEIIAHHBIX OITyXoJisiX. [1atoMmopdosor moskeH yMeTh
HIeHTHOULIMPOBaTh Kaxabrii KommoHeHT ['O. Korma mo-
CTaHOBKA TMCTOJIOTMIECKOTO TMAarH03a 3aTpyIHEeHa, MOTYT
OBITH MICTIOJTb30BAHBI UMMYHOTUCTOXUMUIECKIIEC MapKEPhI:
OCT4, PLAP xapakTepHbI 11 TEPMUHOM, TIUIAKAH 3 —
JIJIST OTTYXOJIeH XKeJITOYHOro Melka, SALL4 — s BHyTpu-
yepenHbIX 0. Korma repMuHOTEHHASI TIPUPOIA OITyXOJIN
IIUITKOBUIHOM KeJIe3bl COMHUTENIbHA, OOHapy:KeHUe
M30XpPOMOCOMBI 12p yka3bsiBaeT Ha quarHo3 'O [8].

Hrak, B rpyrmy 'O BxogsT:

— repmuHoMa. ABnsgercs Hanbomee TunmaHoi 'O ITHC,
TIpecTaBieHa KPYIMTHBIMUI KJIeTKaMU, HATIOMIHAIOIIT -
MM TIEpBUYHBIC 3aPOIBIIIEBEIC 3JIEMEHTHI, C OOJIBIITM
KOJIMIeCTBOM MHMTO30B. Hekpos HeTunmmueH. Xapak-
TepHast 0COOEHHOCTb — MHMWIBTpalns T-KIeTKaMu;

— sMOpHOHAJIBHAS KapIMHOMA. B uricToM Bume BcTpeda-
€TCsI PEMIKO, Yallle SIBJISICTCS] KOMITOHEHTOM CMEITaHHBIX
I'O, coueTaercs ¢ TepaToMOit M XOPUOKAPIITHOMOIA;
B TUITMYHBIX CIyJasiX TUCTOJIOTUMYECKH TIpeaCTaBIcHA
TSDKAMM 1 TUTACTaMM XKeJIC3MCTRIX KJIETOK ¢ IIPM3HaKa-
MM aHaIUIa3uu, OOJIBIIM KOJIMYECTBOM MUTO30B 1 He-
KPO30M; OTJIMYACTCSI OT TEPMUHOMBI OTCYTCTBHEM B 11V~
TOIUTa3Me KJIETOK TJWKOTeHa, JUM@OIMTapHOI
WHOWIBTPAIY 1 TPaHyJIEMaTO3HOM peaKIIny;

— xopuokapuuaoMa. Hambortee penkast v 3J0Ka4eCTBEH-
Hag 'O, mocTpoeHHast 3 CHHIUTHOTPOodoOIacTa 1 LK~
ToTpodobiacTa; 3JeMEHThl CHUHUMTUOTpodobiIacTa
BCTPEYAIOTCS TP TePMHUHOMAX, SMOPHUOHAIBHOM pake,
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TepaToOMax, HO JINIIIh COYeTaHNE MX C IIUTOTpodobIa-

CTOM TIO3BOJISIET TMAaTHOCTUPOBATh XOPHOKAPIITHOMY,

— OMyXOJIb JKeJITOYHOro MemKa (OMyXoJb 9HA0AepMallb-
Horo cuHyca). ITo THCTOIOTMYECKOMY CTPOCHUIO
0mM3Ka K SMOPMOHAIBHOMY paKy; OTIMIUTEIIBHBIC
npusHaku — Hanunuue tenen Hnmnepa—/doBans (co-
COYKOB, 00pa30BaHHBIX HEXKHOM (POPOBACKYISIPHOM
CTPOMOI, KOTOpPASI TIOKPHITA 2 psimaMiy KJIETOK, M Ha-
MOMMHAIOILIMX Pa3BUBAIOIIMICS KEATOYHbBII MELTOK)
W BHYTPULIUTOIUIA3MATUUECKUX UIU PACTIONOXKEHHBIX
B CTPOME 03MHOMWIbHBIX TEJIELl, COIEPXKAIIMX 0-(peTo-
MPOTEVH;

— Teparombl. OHI MOTYT OBITh KaK 3PEJIBIMH, COCTOSIIITH -
MM W3 TIOJTHOCTBIO MU (GEePEeHIIMPOBAHHBIX KIETOK
(xps1ma, smUTe s, TAAOKUX MBI U 1p.), HEPEIKO
PacCITOI0XXEeHHBIX B BUAC OPTAHOMIHBIX CTPYKTYP (da-
IIIe KWCT, BBICTJIAHHBIX 3IIUTEINEM), TaK U HEe3PEIIbl-
MM, TIpeICTaBICHHBIMM HeaubbepeHIMPOBAHHBIMUI
TKaHSIMU, TIPOM3BOIHBIMU BCEX 3aPOIBIIICBBIX JINCT-
koB [7]. K rpynme TepaTOMAHBIX OTHOCAT OJM3KUE
MO MPOUCXOXIEHNIO HOBOOOpPAa30BaHUSI — XOJiecTea-
TOMBI 1 JINTIOMBI, U3peKa BCTPEeUaroIIecs B IIMHE-
aJIbHOM 00J1aCTH.

IlepBrie 4 THITA XapaKTePU3YIOTCSI BRICOKOM CTETICHBIO
3JI0Ka4eCTBEHHOCTH, CKIIOHHOCTBIO K MH(UIBTPAaTUBHOMY
POCTY M AMCCEMUHAIIUN 110 TUKBOPHBIM ITIPOCTPAHCTBAM.

Amonckas knaccudukams 'O pa3menser vx Ha rpyI-
TIBI XOPOIIIETO, IIPOMEXYTOUHOTO 1 TUIOXOTO IMPOrHo3a [9].
B rpynny xopoiiiero nporHo3a BXOAsT «4ACTash» T€PMUHO-
Ma ¥ 3peast TepaToMa; B TPYIITy IIPOMEXKYTOUYHOTO TIPO-
THO3a — CMEIIIaHHBIC OITYXOJIH, COCTOSIIIINE ITPEUMYIIECT-
BEHHO M3 KJIETOK TePMUHOMBI WUIM 3pEJIOil TepaTOMBI
B COYETAaHUHM C KJICTKAMU HE3PeJIOi TepaTOMEI; B TPYIIITY
TUTOXOTO MPOTHO3a — XOPUOKAPLMHOMA, OITyXOJIb XKEJITOY-
HOTO MeIIIKa, SMOpHOHAIbHAS KapIIMHOMA M CMEIIIaHHBIC
OITyXOJIY U3 KJIETOK J1000ro u3 atux Tinos [10, 11].

Yame 'O IITHC BcTpevaloTcs y ML MOHTOJIOUTHOMN
pachl, IPENMMYIIeCTBEHHO MYXXUIH, C TOpa3no 0oJiee BEICO-
KO 9aCTOTOM B IMMHEATbHOIT 001aCTH; TOTIA KaK CyIIpacei-
JISpHBIE TEPMUHOMBI Yallle OTMEYaIn y 3KeHIIuH [1, 2, 4].
HITO He accolmupyroTcst ¢ KaAKMM-JIMOO TTOJIOM, JIOKaIN-
3alMeif, pacoil WIM BO3pacTOM, 3a MCKITIOUCHUEM TTallM-
€HTOB TpyIHOTO Bo3pacrTa [2].

I[TATOI'EHE3 1 TTATODH3HNOJIOI'MA

OmnpepensromnM pakTopoM B maroreHese I'O cumrta-
€TCS MOBBILIEHHBII YPOBEHb LIMPKYJIUPYIOLIMX TOHAIO-
TPOIIMHOB.

Otnonorusg neppuuHbix 'O LTHC HesicHa, omHaKoO cy-
LIECTBYET HECKOJIbKO rumote3 [2]. Cunraercst, 4T0 sMOpUO-
HaJIbHbIE IT0JIOBbIE KJIETKM ILIIOPUIIOTEHTHBI X CIIOCOOHBI
i depeHIIPOBATECS B KICTKU Jr00oro tuma [12]. Dtn
KJIETKM BO3HMKAIOT B JKEJITOYHOM MeEIIKe 3MOpPHOHA MpH-
MEPHO ¢ 3-if Mo 4-10 Heaeo OepeMEHHOCTH, U B HOPME
M3 HUX Pa3BUBAIOTCSI IMMHMKU WIM CEMEHHUKMU, HO OHM
MOTYT I10 HEM3BECTHLIM MPUYMHAM MUTPUPOBATh B APYTHUe
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obmactu 3aponbima [12]. HekoTopble aBTOpHI CUMTAIOT,
YTO MPEIIIeCTBECHHUKH TOJIOBBIX KJIETOK «OITMOOYHO» MUT-
PUPYIOT U TIONANAIOT B 00JIACTh CPSIMHHOM JTMHUM BIOJb
TepeaHe3aqHeil OCH TeJla, YTO TOATBEPXKIACTCS JIOKAIM3a-
el SKCTpakpaHnaTbHBIX 'O B cpemocTeHIM 1 3a0PIOIITITH-
HOM TIPOCTPAHCTBE M OOIMMMM WX CBOMCTBAMU, TAaKUMU
kak metunupoBaHue JAHK, skcnpeccust reHOB, cekpenust
MapKepoB 1 XpOMOCOMHBIE moBpexxaeHus [10, 13].

JlaHHBIe MCCIeNOBaHMI TTOKA3BIBAIOT, YTO TEPATOMBI
MOTYT BO3HUKAThb M3 IPYTUX 3apOIBIIIEBHIX KJICTOK,
U TIpeATIoiaraeTcs, 9ro apyrue moarunsl 'O Takke MOTyT
pa3BUBATHCS M3 HE3aPOABIIIEBLIX KIETOYHBIX TUHU [10].
Jpyrast Teopusi yTBEPXKIAET, YTO BEPOSITHBIM UCTOUHUKOM
nepsuuHbIX 'O ITHC saBnstoTcst sHIOreHHbIE HEHPOHHBIE
CTBOJIOBEIE KJIETKU TOJIOBHOTO M0o3ra. CBepX3KCIIPECCHsT
ogHoro cneunduueckoro reHa, Oct4, Oblla criocoOHa
CTUMYJIMPOBATh Pa3BUTHE HOPMATBHBIX KJIETOK-ITPEIIIe-
CTBEHHUKOB TOJIOBHOTO MO3Ta M3 HEPBHBIX CTBOJIOBBHIX
KJIETOK; pa3IW4yHbIe TUCTOIOoTHYecKre TUIBI ['O, mo-Bu-
IMMOMY, pa3BUBAIOTCS M3 COOTBETCTBYIOIIEH KICTOYHOM
JIMHUHM, O YeM CBUIETEIbCTBYET WX PECIUIMBHUPOBAHHE
ITOCJIe JICUSHHS B BUJIE YK€ IPYTOTO WJIM K€ CMEIIaHHOTO
rucrojiornyeckoro tvma [10, 14].

I[MomobHo npyrmm 3kcrparoHagHeiM 'O, OGojee
yeM B 80 % cityyaeB repmuHombl LIHC npeumyiiiecTBeHHO
JIOKQJIU3YIOTCSI IO CPEAMHHON JTMHWUM, BO3HUKAs B Mapa-
BEHTPUKYJSIpHBIX cTpyKTypax Il Xemymouka (Hamboiee
TUIIMYHAS JIOKIM3alus — IUIIKOBUIHAA Xkee3a). Jpy-
rue 00JIaCTH — CcyIpaceUIsIpHasl, THTPaBeHTPUKYIISIpHAS,
muddy3Has TTepUBEHTPUKYIISIpHAsI, 00J1aCTh 0a3aIbHBIX
TaHIJINEB U 3pUTENbHBIA Oyrop. ¥ 5—10 % maumeHTOB
OITyXOJIA pacrojiaraloTcs Kak B ITMHEATbHOM, TaK 1 B Cy-
npaceJuIsipHoit oonactsx. Takoil BapuaHT 4allie Habaoaa-
€TCs1 Yy MallMEHTOB C TepMUHOMAaMHU [6].

IMpn Hammuum 2 ovaroB 3a0oJieBaHWSI HEM3BECTHO,
TIOSIBIITHCH JIM OHU B pe3yJIbTaTe MEeTacTa3MpOBAHMS OITyXO-
JIV WJIM OMTHOBPEMEHHO M HEe3aBUCMMO BO3HUKIIN B 2 pa3-
HbIX 30Hax [6]. [IpeamnoaraeTcs, 4TO METaCTaATUYECKOE
pacripocTpaHeHHe 00Jjiee BEpOSITHO, TaK KakK 00j1ee BEICOKA
4acToTa 00CEMEHEHHUS KETYIOYKOB Y ITAIIMeHTOB ¢ 2 OoYa-
ramu 'O LHHC [15].

KIIMHHUYECKAS KAPTHMHA

CsoeBpeMeHHas1 nuarHoctuka nepsuuHoit 'O ITHC
MOXeT OBITh CJIOKHA M3-3a HEeCIIeM(UIHOCTA CUMIITOMA-
Tuku [15—17]. Kpome Toro, aaroputrMmbl Je4eHUS] MOTYT
pa3IyaThCs B 3aBUCIMOCTH OT TUCTOJIOTMIecKoro tura 'O
¥ MOTYT BapbUPOBAaTh B pa3HBIX MEMUIIMHCKIX YIPEKICHISIX.

BHyTpuuepenHbie TepMUHOMBI OOBIYHO BO3HUKAIOT
mexny 7 1 30 rogamu, B To BpeMst Kak HI'TO vame nuar-
Hoctupytotcsa 1o 20 net [14]. OqHo 13 HanboJee paHHNX
¥ XapaKTepHBIX MpossiacHuit 'O B 061aCTH IUIITKOBUI -
HOI1 XKeJIe3bl — pa3BUTHE TUAPOLIeATNN U BHYTPUIECPETI-
HO TUIIePTEH3NHU BCJICICTBUE OKKITIO3MM BOMOIPOBOIA
Mo3ra. JIoKallbHbIe CUMIITOMBI CBS3aHBI CO CIABJICHHUEM
(mm MHGWIBTpAIeii) MOKPHIIIKIA M KPBIIIN CPETHETO
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Mo3ra. Hambonee SIpKMMU M TIOCTOSTHHBIMH SIBJISTFOTCST
rJ1a3odBHUTaTeNIbHBIe HapylneHus (cuHapoM [lapuHo).
[Mpu MHOWIBTpaLMY CPpeIHETO MO3Ta BO3MOXKHBI M IPYTHE
IJIa30dBUTATeIbHbIC HAPYIIICHNS (HaIIpuMep, HeiipormaTrst
IJIa30IBUTATEJILHOTO HEpBa), OOYCIOBIICHHBIC N30Mpa-
TeJbHBIM TIOpaXXeHHEM SIICPHBIX CTPYKTYp. IlammeHTsI
MOTYT TaKKe CTpagaTb OT TOJIOBHOW OOJM, TOIITHOTHI,
PBOTHI, Mape3a MUMNIECKON MYCKYJIaTyphl WJIA TeMUIIa-
pe3a [18, 19]. ITo mepe pa3BuTHs 3a00J1€BaHNS TIPHUCOCIH-
HSIOTCSI HApyIIeHUs CTaTUKM, ITIOXOIKH, M3MEHEHUE TO-
Hyca MBIIIIII, HapyIIIeHNe cIyXa. BTopuaHbIi HecaxapHBIiA
Ira0eT, TUIIONMUTYUTApU3M MOTYT BO3HMKaTh, Korga ['O
WA JOIIOJTHUTEIBHBIN OodYar IMPUCYTCTBYIOT B CyIpacei-
JIIPHOI 00JIaCTH M TTOpaXkaloT TUIOTAJIaMyC M HeMpOoru-
rmo¢us. Bo3MoxkHO TIpexXaeBpeMeHHOE TTOJIOBOE CO3peBa-
HHE M3-3a CEKpelry ropMOoHOB HekoTtopeimu 1O [6, 20].
Ha mo3mHmx cragusx pa3BUBAIOTCS AcliepeOpaiioHHast
PUTHIHOCTD U HapyIeHUs co3HaHus. CoueTaHne BHYTPH-
YepeITHOM TUTIEPTECH3NU C CUMIITOMAMM TTOPaXKECHUS CPel-
Hero Mo3ra (cuHIpoMoM [1aprnHO) Mo3BOJISIET JOCTATOYHO
000CHOBAaHHO 3aI1og03pUTh Hajamure 'O obmacT mnII-
KOBUIHOM XeJie3bl. OMHAKO IS TOCTAHOBKY OKOHYATETh-
HOTO IMarH03a 1 OIIpeae/ICHUS TAKTUKH JIeIeHUSI HE00X0-
MBI JOTIOJTHUTEILHBIC MCCICIOBAHMSI.

JVATHOCTHKA

[1aBHAasI esTb TMaTHOCTUKM BHeTOHAmHOM ['O — BBISI-
BUTb €€ JIOKAJN3AIMNIO, YCTAHOBHUTH €€ TMCTOJIOTMIECKIIA
THM U pactipocTpaHerre. [1pn HayaabHOM 00CIeIOBaHNN
OIIPEIEISTIOT JIOKATM3AIIIO TIEPBUYHOM OIyXOJIN, CTeTICHb
pacIIpoCTpaHeHUsI OIYXOJIEBOTO TIpoIlecca M HaIWdue
OTHAJIEHHBIX MeTacTa3oB. B HacTosIIee BpeMsl KOMITbIO-
tepHast (KT) m MarHMTHO-pe30oHaHCHAsI ToOMorpadus
(MPT) — Benmyimne TMarHOCTUIECKIE METOIBI TIPH JIIO00i1
JIOKaJM3auuu orryxonu [21].

OOBITHO IMOCTAHOBKA TUAaTHO3a BHYTpUUYepeTHBIX ['O
0oJiee YeM Y MOJIOBUHBI MALIMEHTOB MTPOMCXOUT HE paHee
4yeM yepe3 6 MeC ¢ MOMEHTA pa3BUTUSI CUMIITOMOB. DTO
CBSI3aHO C HECTHCIM(MUIHOCTHIO KITMHUISCKUX TIPOSTBIIC-
Huii 'O. MPT pmaer Hambosee IOTHYIO WH(MOPMAIIMIO
0 JIOKAJIM3ALIMH OITYyXOJIA 1 €€ B3aMMOOTHOIIIEHMSIX C OJT13-
JIeXKAIIUMU CTPYKTypaMu. MarHuTHO-pe30HaHCHAsT aH-
ruorpadus MO3BOJISIET BEIIBUTH B3AaMMOOTHOIICHUS OITy-
XOJI ¥ BaXKHEUIITNX BEHO3HBIX KOJIJIEKTOPOB — OOJIBIION
BeHBI Mo3ra (BeHHBI [ajieHa) u ee IPUTOKOB. 3HAHUE ITUX
0COOEHHOCTEl OCOOCHHO BaXXHO IJI TUIAHWMPOBAHMUS
1 YCTICIITHOTO MPOBEICHMS OIlepaliiid. Majo ycTymaroInme
1Mo MHGOPMATUBHOCTHA JAHHBIE MOTYT OBITH ITOJYYCHBI
¢ oMompio cnupaiabHoii KT, Takke MO3BOJISIONIEH HC-
ciaenoBath cocynsl Mo3ra. [Ipm omeHke MHMOpMaInH,
nonyyeHHou npu MPT u KT, BaxkHO yuuThIBaTh HE TOJIb-
KO XapaKTepHCTUKY CHUTHAJIa WKW TUIOTHOCTh OITYXOJIH,
HO U €€ B3aMMOOTHOIIICHHUS C MO3TOBBIMU CTPYKTYPaMMU.
Ha ocHoBaHMM aHaIM3a 3TUX OCOOEHHOCTE! B JOCTATOYHO
OOJIBIIIOM YHCJIE CIy4aeB MOXHO IIPEIITOJIOXNUTh Ty WU
WHYIO TUCTOJIOTUIECKYIO TIPUPOIY OITyXOJIH.
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s TepMUHOMBI TUIIMIHA CUMMETPUIHAST MH(OWIb-
Tpalns 3aJHUX OTICIOB 3PUTEIBHBIX OYTPOB B COUCTAHUN
C ILIEHTPAJIBHBIM pPAacCITOJIOXEeHNEM NeTPU(PUKATOB. DTO
AT XapaKTEPHYIO KAPTUHY «0a00YKU C pacIipaBIeHHBIMU
KPBUIbSIMHU». YKa3aHHBIM peHTTeHOTpadUIecKuii IIpr3HaK
HaOJTI0IaeTCs TOJIBKO IIPY TepPMUHOMAX.

Ha KT repMrHOMBI MMEIOT ClIeTKa MOBBILIEHHYIO
IUTOTHOCTD, JIOKAJU3YIOTCS 10 CPeIUHHOM JIMHUU (B 00-
JIaCTH IIMIITKOBUIHOM Xeje3sl, 111 xxemymouka, cympacer-
JIsIpHOI 06macTH). OIMyX0oJIb MOXET OKPYXKaTh OOBI3BECTB-
JICHHYIO INWIIKOBMIHYIO Xejle3y WM BpacTaTh B Hee.
XapaKTepHBIM SIBJISIETCS] CHJIBHOE TOMOT€HHOE YCHIICHUE
CHUTHAJIa TIOCJIe BHYTPUBEHHOTO BBEICHUSI KOHTPACTHOTO
BelIecTBa (CM. pUCYHOK).

I1o nanabiM M PT repMuHOMBI OOBIMHO M30MHTEHCUB-
HBI TT0 OTHOIIEHHIO K CEPOMY BEIIIECTBY BO BCEX ITOCIIEIO-
BaTeJIbHOCTSX, BKIIOYas T2-B3BeIlleHHBIC N300pakKeHMSI.
TunmyHO TaKXKe TOMOTEHHOE YCUJICHHE TTOCIIC BBEACHMS
ImapaMarHUTHOTO KOHTPACTHOTO BelecTBa. boibpirme
OITyXOJI1 MOTYT COEPXKaTh KUCThI UJIU HEKPO3bI.

ITepmuHoOMBI, Kak u gApyrue ['O, MmoryT MeTacTa3mupo-
BaTh B JIUKBOPHBIC IIPOCTPAHCTBA. XapaKTepPHO coUyeTa-
HHUE OITYyXOJIM MUHEeaIbHON 00JacTH ¢ HOBOOOpa3oBa-
HueM B oOnactu BopoHku Il xeaymouka m xua3mbl
(10—15 % cnyuaeB). MertacTa3sl B APYrMX 00JIACTSIX
TOJIOBHOTO Y CTUHHOTO MO3Ta 00HapYKMBAIOT IPUOJIH-
sutenbHO y 10 % GonbHBIX ¢ [O.

3penast TepaToMa XapaKTepU3yeTCsT HATMIMEeM YeTKHIX
KOHTYypoB. OHa MMeeT TeTepOreHHOe CTPOCHUE ¢ MHO-
XKECTBEHHBIMH KUCTaMM, XUPOBBIMU CKOIJICHUSIMH
" KanblndukaraMy. HakorieHrne KOHTpacTa IMpOUCXOIUT
HEMHTEHCUBHO. XapaKTepHO, YTO T€PATOMBI MMEIOT IeTe-
porennblii MPT-curHan kak B T1-, Tak 1 B T2-pexxnme
C YETKO OIpeneiseMbIMA MHOXECTBEHHBIMU MEJIKMMU
kucramu. KaptrHa He3peslol Win 3JI0KauyeCTBEHHOM Te-
paTOMBI CX0XXa C KApTUHOM 3peJIoii TepaTOMBI, C TOM JIUIIb
pa3HMIIEH, YTO TPAaHULBI TTOCIeTHE MeHee YeTKHE, BO-
KPYT OITyXOJIY HaOJII0HAeTCST OTEK.

ITpu KT 310kauectBeHHBIe 'O BU3yanm3npyoTcs Kak
HEYEeTKO OTTpaHWYEeHHBIC 00pa30BaHMSI ITOBBIIICHHOM
IUTOTHOCTH C MHTEHCUBHBIM T'€TePOTeHHBIM HAaKOTUICHHUEM
KOHTpacTa 1 IePUTYMOPO3HBIM OTEKOM.

Ha MPT OonpmmHCTBO M3 3710KadecTBeHHBIX ['O
UMEIOT MYJIBTIIIOOYISIPHOE CTPOCHUE ¢ HEYSTKMMHM Tpa-
HULIAMY ¥ HAJTUIUEM MEJIKUX KICT B CTPYKTYPE OITyXOJIH.
BBenenme mapaMarHUTHOTO KOHTPACTHOTO BEIIIeCTBA IPH-
BOJIUT K TeTEPOTeHHOMY YCUJIEHUIO cuTHaa [22, 23].

B pacnosnaBanuu 'O mMmeeT 3HaYeHME TaKXKe OIIpe-
JIeJICHNE B CHIBOPOTKE M IIePeOPOCITMHAIIBHON KUIKOCTH
a-eronporenna (ADIT) u xopruoHUYECKOTO B-TOHANO-
TpormmHa 4YenoBeka (XI'Y) [3]. Omyxosib XKEITOYHOTO
MeIIKa MoXeT cekpeTrupoBath ADII; xoprmokapumHOMa —
XTY [6]. Y manueHToB ¢ repMUHOMAaMHU TOJIBKO YPOBEHD
XT'Y okaspiBaercs cj1abo MOBBIIIEHHBIM [6]. TToBBIIIEH-
Hele ypoBHU ADIT n XI'Y Moryr mHorma HaOmogaThes
y MalUMEeHTOB C He3peldbIMU TepatromMaMu [24]. Yuctele

Jlekyua

Buzyaauzayuonnsie uccredosanus nayuenma ¢ eepmMuHoMoil. a—e — mae-
HUMHO-Pe30HAHCHAs momoepaghus: a, 6 — akcuanvHole cpesvl, T1-636euien-
Hoe u3obpasicenue 6e3 KOHMPACMHO20 ycuneHus (a) u ¢ KOHMpacmHuim
yeunenuem (0); 6, e — pexcum nooasnenus cuenanra om xcuoxkocmu (fluid
attenuation inversion recovery), aKCuanbHolil (8) u cacummanvHulii (2) cpesol;
0 — KOMNbIOMeEpHAas momoepagus; e — KOMRbIOMEPHAs NO3UMPOHHAS IMUC-
cuonnas momoepagpus. Cmpeakamu 0603Ha4envt Hogoobpaszosarue (1)
u 00bl362CMENeHHbLIL Snughu3z (2)

Imagining of a patient with germinoma. a—e — magnetic resonance imaging:
a, 6 — axial sections, TI1-weighted image without contrast (a) and with
contrast (0); 6, ¢ — fluid attenuation inversion recovery, axial () and sagittal
(e) sections; 0 — computed tomography; e — computed positron emission
tomography. Arrows indicate the tumor (1) and calcified pineal gland (2)

9MOpHOHAIbHBIC KapIIMHOMBI, KaK M3BECTHO, HE CEKpe-
TUPYIOT KAKUX-JTMOO OITyXOJIEBBIX MAPKEPOB; OMHAKO OHU,
KaK IIPaBUIIO, COAEPKAT B CBOEM COCTABE IPYTHE ITOMTHITBI
'O, 0cobeHHO YacTO OITyXOJIH XKEJITOYHOTO MEIIKA.

B coBpeMeHHBIX YCIIOBHSIX, KOTIA PEIIAOIINMHU IHar-
HOCTUIECKUMHU KPUTEPUSIMU SIBIISIIOTCS pe3yapTaTl MPT
u KT, BeIsIBJICHIE OMOIOTMIECKIX MapKePOB NMEET JINIIb
BcIoMoraTelbHOe 3HaueHHe. OHM 0oJjiee BaXXHBI IS



Jlekyua

Russian Journal of Neurosurgery ‘ HEHPOXUPYPTUA
TOM 21 Volume 21

Tabmua 1. OcrosHbie mapkepbl u Memodsbl OUACHOCMUKU NEPEUYHBIX 2ePMUHOEHHBIX ONYX0Aell UeHMPAAbHOU Hep8HOU cucmembl (adanmupogaro u3z [23])

Table 1. Major diagnostic tools for primary central nervous system germ cell tumors (adapted from [23])

MapkepsI omyxosm
Ho3zogoruyeckas gopma (KpOBb/JIMKBOP)
ITepMuHOMBI XTI'Y, I[Id
Germinomas HCG, PLAP

HCFCpMI/IHOMHBIC TEPMMHOICHHBbIC OITYXOJIN
Non-germinomatous germ cell tumors

HNmmyHorncToxuvmae-
CKHe MapKepbl OIyXO0.IH

Heiiposmyanmaunonnme HCCJICIOBAHUA

M, c-kit, OCT3/4
PLAP, c-kit, OCT3/4

TepaToma:
Teratoma:
3penas - -
mature KommnbroTepHasi Tomorpadusi roJI0BHOTO MO3ra,
He3pesas XTY, ADIT — MarHUTHO-PE30HaHCHasi ToMorpadusi
immature HCG, AFP TOJIOBHOT'O Y CIITMHHOTO MO3Ta
Computed tomography of the brain, magnetic
OMOprOHaIbHAs resonance imaging of the brain, spine
KapLuHOMa — CD30, CKAE1/3
Embryonal carcinomas
XopuokapluHoMa XT'Y XT'Y
Choriocarcinomas HCG HCG
8;[11};)1(((:113 2KEJITOYHOTI'O ADTT ADTI
AFP AFP

Yolk sac tumors

Ilpumenanue. ADII — o-gpemonpomeun; [P — naauenmapnas wenounas pocpamasa; XI'l — xopuonuueckuii 3-eonadomponun

yenoeexa.

Note. AFP — a-fetoprotein; HCG — human chorionic gonadotrophic hormone; PLAP — placental alkaline phosphatase.

OLIEHKH (D (EKTUBHOCTH JICYCHUS Y BBISIBJICHUS PEITUIM -
BUPOBAHMUST OITYXOJIH.

I'O OHHC wuMmeroT TeHASHLMIO PacHpOCTPAHSITHLCS
MO JMKBOPOMPOBOASIINM MYTSIM BIOJb HeElpoakcuca,
MO3TOMY HEOOXOIMMO BKIIOUaTh B obciegoBanue MPT
TOJIOBHOTO MO3Tra ¢ KOHTPACTHBIM YCHJICHMEM, a TaKxXKe
MPT Bcex oTnenoB MO3BOHOYHMKA M CIIMHHOTO MO3ra
C KOHTPACTHBIM ycuiaeHueM [6]. ITomoxureabHbie MapKe-
PBI OITyXOJICH MOTYT YKa3bIBaTh Ha MX 3JI0KAYECTBEHHBIN
xapakTtep, a ypoBeHb ADPIT >1000 Hr/MJ1 cauTaeTCs MHI -
KaTOPOM BBICOKOT'O PHCKa 3JI0KAYeCTBEHHOCTH, YTO MOXKET
MOTpebOBaTh MPOBEICHUSI MHTCHCUBHON XMMHMOTEPAITT
n obsyyeHwus [5, 6]. Jlaxke mpu OTpULIATETLHOM Pe3yJIbTa-
Te WJIN CHIDKCHUY YPOBHE MapKepOB OITyXOJIY MAIlMEeHTHI
JTOJDKHBI OBITH 00CIIeIOBaHBI HA HAJTMIME MeTacTaszoB [25].
IIpu oTCyTCTBMY AMATHOCTUIECKU 3HAYMMOTO ITOBBIIIIC-
HUS YPOBHSI OHKOMapKepa TpeOyeTcs BBIITOJHEHUE 01O~
IICUM [JIsI IOCTAHOBKM OKOHYATEJIbHOTO auarHosa [6].
Ecnu orkoMapKepsl 00HApYKMBAIOTCSI B KPOBU MJIU JIMK-
BOpE, TO OMOTICHS TSI YTOYHEHUSI AMarHo3a He TpeOyeTCsT
[3, 13, 26]. XoTs noBbiteHne ypoBHs XY 1 HOpMaTbHBIN
ypoBeHb ADIT npu 6udpoKanbHBIX BHYTPUUEPEITHBIX OITy-
XOJISIX SIBJISIETCST TATOTHOMOHWYHBIM TSI TEPMIUHOM, OBLIO
MokasaHo, 4ro y 21 % naiueHToB ¢ 6udokaabHOi (Gop-
MO 3a00JieBaHUS C MOBBILIEHHBIMU 3HaYeHUsIMU XI'Y
IIpY HOPMAJbHOM W YMEPEHHO IIOBBIIICHHOM YPOBHE
A®IT obmn guarHoctupoBadbl HITO. Dto ciaemyer yun-
TBIBAaTh UISI TOTO, YTOOBI M30eXXaTh HEBEPHOM TaKTUKU

nedenus [27]. I[maBHBIE IMArHOCTUYECKME METOOUKU
TpeacTaBieHsI B Ta0m. 1 [23, 28].

JIEYEHUE

Jleuenne nepBuunbix 'O ITHC MmoxeTr pasnuyarhes,
HO OOBIYHO SIBJISIETCS KOMILIEKCHBIM. XHWMHUOTEPAIIHSI
0e3 0bTyueHMsT oKa3bIBaeTcs Mao3((EeKTUBHOI, COPO-
BOXXIIaeTCS BBICOKOM YaCTOTO PELMINBOB M XyIIITUMU
pesynbsratamu [6, 29—31]. Kpome Toro, BO3MOXHbBI OCJIOX-
HEHUs B BUIIe HecaxapHOTo AuabdeTa, eCiTy TSI XUMUoTepa-
MUY TIPUMEHSIETCS ITMCILIATHH 1u ndocdamun [32]. Ber-
KMBAEMOCTh 3HAYMTEJIGHO BO3PACTaeT, KOTJA IMAIMCHTEI
poXoIAT JiydeBylo Tepanuio [4]. Ho xora oOiyuyeHue
obecIieyrBaeT OTIMIHYIO BBDKMBA€MOCTD TTAlIMEHTOB, T10-
3Xe OHO MOXKET IPUBECTH K BOSHUKHOBEHHNIO BTOPHMYHBIX
3JI0Ka4eCTBEHHBIX HOBOOOpa30BaHUIA TN HEMPOKOTHUTHB-
HBIX ¥ HEHPOIHIOKPUHHBIX OCJIOXKHEHWI, TAKMX KaK CHH-
JKEHUE KPaTKOBPEMEHHOM U 3pUTEIbHOM MaMsITH [6].

[epMUHOMBI M3JIEYUMBI TIPU TIPUMEHEHUM JIy4eBOM
Tepanvy Wik, KaK HeTaBHO OBLIO ITOKa3aHO, KOMOMHAITN
HEOaIbIOBAHTHOM XMMHUOTEPAIIUU ¢ 00JydeHneM [26, 29,
33-35]. B uccnemosanum S. Cheng 1 coaBT. TTOTYYEHBI
XOpOIIe pe3yIbraThl KOMOMHUPOBAHHOTO JiedeHUsT 24
nmauneHToB ¢ repMuHoMaMmu LTHC: 5-neTHssa BeIKUBae-
MOCTb 0€3 MmporpeccupoBaHus coctaBuia 96 %, a obias
BbrKKMBaeMocTb — 100 % [29]. IIpeBocxoaHbIe Pe3yIbTAThI
KOMOMHMPOBAHHOTO JICUCHUSI TIPEACTABICHBI U B IPYTOM
UCTOUYHUKE [35].
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I[Ipn momo3peHMH Ha TEPMUHOMY XHPYPTUUECKOE
BMEIIIATEILCTBO OTPAaHNIMBACTCS OTIEpAIISIMK, HATIPaB-
JICHHBIMM Ha TOJIyYeHHE THUCTOJIOTUYSCKOTO MaTepuaia
W paspelieHre BHYTPUYECPEITHONM TUIEPTEH3WM, TakK
KaK OITyXOJIb IMeET BBICOKYIO YYBCTBUTEIIBHOCTD K XIMHUO-
1 JIy4eBoi Tepanuu [16].

[Ipu BEISIBIIEHUM KJIWHWYECKHA 3HAYMMOTO TTOBHIIIIC-
HUST OTHOTO Win obomx MapkepoB (XI'H — B 5 pa3, ADIT —
boitee 9yeM B 2 pa3a B CpaBHEHUHU ¢ HOPMOI) JICUeHUE TT1a-
mueHTa ¢ nepsuyHoit 'O IIHC pexoMeHnoBaHO HAYMHATH
C XMMHOTepanuyu 0e3 TMCTOJIOTMYECKON BepupUKAIINU
omyxonu [28].

B Hacrostiee BpeMs B JICYCHUM TEPMUHOM Ha 1-M
STarle MPUHSITO IMTPOBOANTH 4 Kypca XUMHOTEpaTi (00bI4-
HO C MPUMMEHEHMUEM IUIATUHOCOAEPXKALIUX MpernapaToB:
aTomo3uaa, udochammuaa 1 KapooIUIaTMHA WIH IIACTUIA-
THHA) ¢ TIOC/IeayIoIelt TydeBoii Tepanmeii. B ciydae mo-
KaJU30BaHHOTO IIpoliecca OOBIYHO HOCTAaTOYHO IO3BI
30—40 Ip. Texnuka o0JydeHUs JOBOJIBLHO CUJILHO Pa3HUT-
¢ TI0 pa3Mepam IoJieit 1 MeTomaM (hpaKIIMOHNPOBAHMSI.
Tak, nydyeBas Tepamusi C CyMMapHOM O4YaroBOU HO30H
(CO1) 5 Ip BBI3BIBAET paccachbIBaHUE OITYXOJIM, ITOCTIe
Yero IMPOBOAUTCSI KpaHHOCTIMHaIBHOE obmyderre ¢ COJJ
30 Ip 1 JOMTOTHUTENBLHO 00JTydeHME TTMHEATbHOI 00J1acTh
¢ COJ 10 Ip. Pemmccust mocturaeTcss NMpPaKTUUYECKU
B 100 % cny4daeB, u3e4eHue JOCTUKMUMO B OOJIbILIMHCTBE
ciayyaeB (5-JIeTHSISI BBLKMBAaeMOCTh Bapbupyer oT 60
10 90 %) [36]. CoracHO KIIMHUYECKUM PEKOMEHIALIASIM
Munznpasa Poccun (2017) HeoOxoqumMo obydeHue Beeit
JKeJTyIOYKOBOM CUCTEMBI 10 YPOBHs 1o3BoHKa C, (pa3oBast
ouaroBas no3a 1,8—2,0 Ip, COJI 24 Ip) [28].

¥ manumentoB ¢ HITO mporHo3 xyxe. Bcimencrue
WX PEIKOCTH IOCTYITHBHI JIMIIb OTIAEIbHBIC HEMHOTOUM-
cinennble Habmonenns. Tonbko 20—40 % HITO sdpdek-
THUBHO KOHTPOJIMPYIOTCS C TIOMOIIBIO JTYIEBOM TepaImmu
M, CJIeI0BaTeIbHO, TPEOYIOT KOMOMHUPOBAHUS XUMMO-
Tepanuy 1 OOJIydeHUsI B IOMOJHEHNUE K TOTAJIbBHOMY XM-
PYPTMYECKOMY YIAJIEHUIO TIPA BO3MOXHOCTH [26, 34, 37].
Pe3ncTeHTHOCTD K JTy4eBOM Tepallii BEIBOAUT Ha IIEPBOE
MECTO XMMHUOTEPAIINIO M arPECCUBHYIO XUPYPTUIO, KOTO-
pbIe ITO3BOJISIIOT M3JICUUTH 0OJiee TOJIOBUHBI OOJBHBIX.
Xumuorepanusl Tiepen Jy4eBOil Tepamueil IMOBBIIIACT
BbIXMBaeMocTh 10 60—70 % y mauuenToB ¢ HI'TO [6, 38].
Hawnb6onee aktuBHbeIMU nipertapatamu mist HI'TO gasnsior-
csl KapOOIUTaTWH, IIACIUIATHH, 3TOIO3WI, TeMIIUTA0WH,
ndocdamun, TakcaHbl 1 BUHOIACTUH [6].

Xupyprudyeckoe yaajJeHUe caMo I10 ceOe He SIBIISIeTCS
nmoctatoyHbIM Wi JiedeHus HI'TO, 3a uckimoueHeM 3pe-
JIBIX TEpaToM [3, 6, 18, 26].

Xots B CoennHeHHbBIX [1ITaTax 1 SAnoHnm pe3yabraThl
JICYSHUST COTTOCTAaBUMEI, B SITTOHNN XUPYpPrUIecKoe BMe-
IIaTeILCTBO BKIIIOYAETCST B IpoToKo JedeHus 'O gare,
yeM B CoenmnHenHbIxX IlItarax [1]. B monum xupypruue-
CKO€ BMEIIIATE/IBCTBO Yallle IIPUMEHSIETCST TIOCIIe 3aBepIlie-
HHUS ¥ XUMHUOTEPAINU, 1 JIyIeBOI Tepanuu, B TO BpeMs
kak B CIHIA u EBporme, Kak npaBWIO, MPaKTUKyeTCS
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PE3eKIMs OIMYXOJIU MOCIe XUMHOTEPAITU, HO TMepe o~
crenytomuM oomydenneM [3]. He3penbie TepaToMbl 0OBIY-
HO TUTOXO OTBEYAOT HAa XMMMOTEPAINHUIO LUCILIATHUHOM,
HO JUISI OOCTIKCHMS JIYYIIUX PEe3YIbTaTOB JICUCHMUS
MO-TIpeXKHEMY TpeOyeTcss coueTaHue JIyIeBOM M XUMMO-
Tepalmmy HapsiLy C XUPYPTMUECKOM pe3eKIMeil, Korma
TMOCEeIHSIS BO3MOXHa [24].

B CIIIA, xak mpaBWJIO, UCITONB3YETCs IS JIeYeHUS
HITO xpannocnHaibHOE 00Iy4eHEe U 00JTydeHHE JToXKa
oryxosii ¢ 0yctoMm [26, 27]; B TO BpeMsl KaK SITOHCKHUE
MPOTOKOJIBI PEKOMEHIYIOT IIPOBOIUTH OOJIyIeHUE JIOXKa
oITyXoJI M (POKYCHOE OOJlydeHHEe OKPYXKAIOUINX TKaHEH
npu HI'TO ¢ npomMeXyTOYHBIM ITPOrHO30M, HO pEeKOMEH-
IyIOT KpaHuocmHaabHoe oomydeHne mist HITO ¢ uroxum
nporHo3oM [9, 11]. EBporeiickuM cTaHIapTOM JICUCHUS
HeMmeTacTasupyoomux HI'TO sBisercs ToIBKO TOKaTbHAST
sygeBast Tepanus [39]. AHaIU3 pe3yIBTaTOB KPAaHUOCTI -
HaJILHOTO 00JTydeHus ¢ 10301 >36 Ip u 00aydeHns 1oxa
OITyX0JM ¢ 10301 54 Ip mnm OoJbIIeii ToKa3aj, 4To Kpa-
HUOCIIMHAJIBHOE OOJTyYeHME CBSI3aHO CO 3HAYUTEIbHBIM
yBeJIM4eHNeM o011Iei BhiKMBaeMocT namvenToB HI'TO
C TTOXUM TIpOorHO30M [40].

CortacHoO AeCTBYIOIIEeMY IeTb(UICKOMY KOHCEHCYCY
nmeyenre HITO momkHO BKIIIOYATh XUMHUOJIYIEBYIO Tepa-
M0, KPaHUOCIIMHAIBHOE 00IydeHNE, OCOOCHHO MpH Ha-
JIMYUH METACTa30B, M PE3EKIIMIO OCTAaTOYHOI oImyxoiu [3].

B cooTBeTCTBUM ¢ KTMHUYECKUMH PEKOMEHIAITASIMU
MunsnpaBa Poccun (2017) y manmentoB ¢ HI'TO mocie
4 KypCOB XMMHOTEPAIINH B peXXKUMe «IIUCIUTATHH + 1doc-
damMunm + 3TOIMO3MA» MPOBOIUTCS KPaHMOCITHMHAIBLHOE
obnydeHue (pasosas oyarosas qo3a 1,8—2,0 Ip, CO/ 36 Ip);
B CJIy4ae TTOI03PEHMS Ha OCTATOUYHYIO OITyXOJIb (BEpOsSTHEE
BCETO — OIHY M3 Pa3sHOBUIHOCTE TepaTOMBI) BOIIPOC
0 XMPYPTHMYECKOM BMeEIIATEeIbCTBE pEIIAOT OO Hadajia
JIydeBoii Tepanuu [28].

DHOoCKonMYecKass TPUBEHTPUKYJIOCTOMUSI — METOM
BBIOOpaA UIST JICYCHUS OKKIIFO3MOHHON rumporedarmu
¥ TIPOBEACHMS SHAOCKomm4Ieckoi ouorncuu 'O, nMmero-
MU MPEUMYLIECTBA TEPEN, OTKPBITOU XUPYPTUEN U Ha-
PYKHBIM IPEHUPOBAHKUEM KETYIOYKOB, TAK KaK XapaKTe-
pu3yeTcst OOIbIICit TMAaTHOCTUYECKOUM 3P (PEKTUBHOCTHIO
¥ MCHBIIIEH YaCTOTOM OCITOXHEHMI U JICTATbHBIX NCXOIOB
[10, 20]. CornacHo AeicTBYIOIIEMY AeTb(PUIICKOMY KOH-
CEHCYCY B JICUCHUHN MAIIMEHTOB ¢ OKKIIFO3MOHHOM THIPO-
nedanreit 3HIOCKONMUYECKass TPUBEHTPUKYJIOCTOMUS,
KOIJa OHa MOXET OBITh BBHIIIOJTHEHA, SIBIIETCS Ooiee
MPEaITOYTUTSIILHOM, YeM APYTHe BUIBI XUPYPIUIECKOTO
BMeIIaTenbeTBa [3].

Puckm, KoTopkble CllemyeT YYUTHIBATD ITPY BBITTIOTHEHUN
SHIOCKOIMMYECKON TPUBEHTPUKYJIOCTOMUN, BKIIOYAIOT
TIOBpEeXICHNE CTOJIOOB CBOMIA M TTOJTyYeHIE HEIOCTATOYHO-
TO KOJIMYeCcTBa OMONTAaTa TSl BRITOJIHEHMS TUCTOJIOTHYC-
CKOTO WCCIIenoBaHUsI, ocobeHHO mpu 'O cMmemraHHOTO
TUTA, TIPA KOTOPBHIX YPOBEHb TOPMOHAIBHBIX MapKepoB
He nioBbIleH [10, 20]. D heKTUBHOCTh OTKPBITOM XUPYP-
TUIECKOI pe3eKIIMH BCe elrle oocyxxmaercst. B To BpeMs Kak
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Tabmmua 2. OcHosHble pekomeHOauuu no Ae4eHUI 2ePMUHOEHHbIX ONYX0ell UeHMPANbHOU Hep8HOU cucmembl (adanmuposano u3 [23])

Table 2. Main treatments available for primary central nervous system germ cell tumors (adapted from [23])

Ho3onornyeckas dpopma Pexomennanuu

— YeTbipe LMKIa XMMUOTEpAM, OOBIYHO BKJIIOUAIOLIEH MPUMEHEHUE 3Tono3uaa, ndocda-
MHa 1 KapooriatnHa/ mucroiatuna [9, 43, 44];

— moclieayroliee 00JydeHrue XeayaoukoBoil cucteMbl (20—24 Ip) u obaydeHue ¢ 6ycToM
(12—16 Ip) noxa onyxonu [28, 45, 46];

— IIpY METACTa3MPOBAHUM I10 JIMKBOPOIIPOBOAAIIUM MYTAM Ha3HA4YalOT KPAHUOCITMHAIILHOE
obmyueHue [43, 47, 48]

— 4 cycles of platinum based chemotherapy, usually including etoposide, ifosfamide, and either carboplatin
or cisplatin [9, 43, 44];

— followed by whole ventricular radiotherapy (20—24 Gy) and boost radiation (12—16 Gy) to tumor
bed [28, 45, 46];

— if cerebrospinal fluid metastasis detected, then craniospinal irradiation also administered [43, 47, 48]

I[epmuHOMa
Germinoma

HeI‘epMI/IHOMHble T€PMHMHOIC€HHBIE OIMYXO0.JIU

TepaTOMa 3peJiad
Mature teratoma

ToranbHOE XUPYPrUYECKOe ynajaeHue [6, 24, 26]
Complete surgical resection [6, 24, 26]

HeoanpioBanTHas xumuorepanus (4—6 HUKIOB), 0OBIMHO BKJIIOYAIOIIAs IIPUMEHEHNE Kap0o-
l'UIaTI/IHa/L[I/ICl'UIaTI/IHa, aTono3uaga u I/I(i)OC(l)aMI/II[a, MOXKET TaKXKE BKIIOYATh IPUMEHCHUE I'EM-
LUTa0MHA, TAKCAHOB MJIM BUHOIAcTHHA [6, 26, 28, 44]; He3pelble TEPATOMEI IZIOXO PEATUPYIOT
Ha JIeueHUe IUCIIIATUHOM [24]

Neoadjuvant chemotherapy (4—6 cycles), usually including carboplatin/cisplatin, etoposide, and ifosfamide,
but may include gemcitabine, taxanes, or vinblastine [6, 26, 28, 44]; however, immature teratomas do not
respond well to cisplatin [24]

Tepatoma He3penast
Immature teratoma

JI1s HerepMUHOMHBIX TEPMUHOTEHHBIX OITYXO0JIEH € TIJIOXMM MPOTrHO30M PEKOMEHIYI0TCS OoJiee
WHTEHCUBHBIE PEXXUMBI XMUMUOTepanuu [11]
More intensive chemotherapy regimens are recommended for worse prognosis nongerminomatous germ cell

OMOpHoOHaIbHAs KapIIMHOMA
Embryonal carcinoma

tumors [11]

KpanunocnuHanbHOe o0aydenne (=36 Ip) u oomydenue ¢ 6ycrom (=54 Ip) jgoxa omyxoan

XopuokapluHoMa
Choriocarcinoma

[26, 27, 40] uam obaIydeHMEe BCETO TOJIOBHOIO MO3ra/XKeIyaI0uKoBoi cucteMbl (24—40 Ip)
U obydeHue ¢ o6yctom (15—30 Ip) moxa ormyxonu [49]

Craniospinal irradiation (=36 Gy) and boost radiation (>54 Gy) to tumor bed [26, 27, 40]
or whole brain/ventricular radiation (24—40 Gy) with boost radiation (15—30 Gy) to tumor bed [49]

— ToranbHOE XUPYPrUUECKOE yaalleHNe, KOraa OHO BO3BMOXHO [3, 6, 27];
— JUISI HeTEPMUHOMHBIX TePMUHOT€HHBIX OITyXOJIel C IUTOXUM ITPOTHO30M — OHOBPEMEHHOE

OnyxoJib XeJITOYHOro MelllKa
Yolk sac tumor -

00JIydyeHHe ¥ XMUMHOTEpanusi ¢ MocaeayoluM yaaJleHueM ocTaBlleics omyxou |3, 9]
Complete surgical resection when possible [3, 6, 27];

— some suggest best protocol for poor prognosis central nervous system germ cell tumors should include
simultaneous radiation and chemotherapy followed by resection of remaining tumor [3, 9]

HEKOTOpPBIE aBTOPHI COOOIIIAOT 00 OTCYTCTBUM CYIIIECTBEH-
HBIX pa3InIMii B BBDKMBAEMOCTH MpH JIOOBIX Thmax 'O BHe
3aBUCMMOCTH OT CTEIIEHU XUPYPIUIEeCKOTo YHaICHUS,
IPyTHe MCCIeaoBaTeI IPUXOIAT K BEIBOMY, YTO IIPOIOJI-
XKUTEIHHOCTh XW3HM Y TallMeHTOB, ocobeHHo ¢ HITO,
ITOCJIe TOTAJTbHOTO YIAJCHUS BBIIIE, YeM ITOCIIe OMOTICHU
WJIN CyOTOTAbHOM pesekimn [4, 6]. OnmHako mpy repMrUHO-
Max MOYTH HUKOTAA HE TPeOYeTCsl XMpypruueckoe yaaie-
HHE, 32 NCKITIOYCHHUEM CJTyJaeB, KOTIa COXPaHsSIeTCS OCTa-
TOYHAsI OITyXOJIb IIOCJIE TOTO, KaK BCE APYTHUE METOMIBI
JIeYEHNS OKa3aanch Hea(pDeKTUBHBIMU [26].
Pammoxupyprust — eime OOWH MeTOH BO3IEICTBHUS,
KOTOPBI MOXET IPUHECTH TONB3Y Ipu JiedeHur '0. XoTs
IIPOCIIEKTUBHOTO MCCIIEIOBaHUS HE IIPOBOIMUIOCH, 1 pe-
TPOCIIEKTUBHOE HMCCJIeAOBAaHME MOKA3aj0, YTO CPEeIHUIA
pa3zMep ONMyXOJIW INWITKOBUIHOW XeJIe3bl YMEHBIIMIICS
MPYMEPHO HAIIOJIOBUMHY 4epe3 6 Mec IOcje JIeUYeHMUsI,

MOJIHOE MCYE3HOBEHME OITyX0Jiu Habmomanoch y 39 %
nannreHToB Yepe3 1 ron. TpexyIeTHsIsI BBLKUBAeMOCTD TIa-
uueHToB ¢ 'O cocraBmna 62,4 %, S-netusiss — 54,4 % [41].

Hpyrast o6acTh cciaeaoBaHui geueHs iepBUYHbBIX [[O
IIHC — tepanms cTBOIOBBIMU KIleTKaMu. M est mpuMeHeHMst
BBICOKOIO3HOI XMMHOTEPAITNH C TIePECAIKOM ayTOJIOTMIHBIX
CTBOJIOBBIX KJIETOK ITPM3BaHa UCKITIOUNTH JIYUEBYIO TEPATTIIO
WJTY XOTSI ObI YMEHBIIUTB 103y OOIyIeHUS Y MATICHbKUX e~
Tl C OITyXOJISIMM TOJIOBHOTO MO3Ta ISl CHIDKCHHST PHCKa
OTCPOYEHHBIX TOOOYHBIX 3 PeKTOB [42].

CormnacHo nenbGhuiicKoMy KOHCEHCYCY IPH PEIIUINBE
3no0kadectBeHHOI HI'TO, Hapsay ¢ XxupypruueckKuM yma-
JICHUEM U OOJTy4eHHMEM, CJICIyeT MCITOJIb30BaTh BHICOKO-
IO3HYI0 XUMHUOTEPAIIUIO C TOCIEOYIOIIeH TepecamKoin
TEMOITOTUYECKIX CTBOJIOBBIX KJIETOK |[3].

B o61m1eM Buzme coBpeMeHHBIE METOIBI JICUCHMST OITH -
caHbl B Taou. 2 [23, 28].
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HABJIIOAEHWE

ITocne 3aBepiieHN JIeueHUS TTalleHTa C IEPBUYHOMN
yuctoii repMuHomoii ITHC pekoMeHg0BaHO MPOBOAUTH
KOHTpoJibHY!I0O MPT TOJIOBHOrO M COIMHHOrO MO3ra Ka-
XIple 3 Mec B TedeHHe 1-To Toja HaOJIIoneHUsI, 3aTeM Ka-
XIple 6 Mec B TedeHHME 2-TO U 3-TO TOIOB HAOJIOAECHUS,
3aTeM — | pa3 B TOJ WM IIPU BBISIBJIEHUY HEBPOJIOTUYE-
CKOI CUMITTOMATHUKH.

ITocne 3aBepiieHVs JIeYeHUS MMallMeHTa ¢ MEPBUYHOMN
HITO ILHHC pexoMeHmoBaHO KOHTpoiabHYI0 MPT ronoB-
HOT'O ¥ CITMHHOTO MO3Ta IPOBOINTH KaxXKable 3 Mec (B code-
TaHWU C OTpeNieJIeHEM YPOBHS OITyXOJIEBBIX MAPKEPOB BHE
3aBUCHUMOCTH OT WX IMIEPBUYHBIX 3HAUYCHUIA) B TCUCHHE TIeP-
BBIX 2 JIET HAO/TIOAEHNUSI, 3aTEM KaX/Ible 6 MecC B Te4eHue 3-10
1 4-10 TOIOB HAOMIONEHMS, 3aTeM — | pa3 B rofI UV MPU BbI-
SIBJIEHUM HEBPOJIOTMYECKOI CUMITTOMATHKH [28].

ITPOTHO3

ITpu I'O 5-neTHSAS 00IIast BEDKMBAEMOCTD TTALIMEHTOB
coctapsier 80 %, 3TO BBICOKUIA ITOKA3aTe b BRDKMBAEMOCTh
MMAIMEHTOB C APYTMMM TUIIAMM OITyXOJICH IMWINKOBUIHON
XKeJie3bl HIDKe [4]. Y neTeii MporHo3 BELKMBAEMOCTH JIy4llIe,
YeM y B3pOcCiIbIX. HeraTmBHBIE TTpOrHOCTUIECKHE (PAKTOPHI —
JKeHCKMi1 11oJ1, Bo3pact crapie 18 net, HI'TO u otkas ot uc-
TTOJTB30BaHMS JIy4eBOM Teparmu. [IporHo3 OTHOCHTEIBHO
OJIaronpusATeH IS MALMEHTOB ¢ TEPMUHOMAMU, S-JICTHSIST
BBLKMBAeMOCTb KOTOPBIX IpeBbiiiact 90 %, a o011ast BBDKU-
BaeMOCTD Jaxe TIPY HAJTMINKM METACTa30B JIyJIlle, YeM BbI-
KuBaeMocTh nareHToB ¢ HI'TO, kotopas cocrasmsiet 30—
70 % [6, 29, 43]. Tem He MeHee B 1 uccnemoBaHUM ObLIO
ITOKA3aHO, YTO HEOAIbIOBAHTHASI KOMOMHMPOBAHHAS XUMIO-
TeparTvs 1 JIy9IeBas TepaIusI ¢ ITOCIISAYIOIIei TTOTHOM pe3eK-
LIMEN OCTATOYHOM OIMyXOJIM NpUBeIr K 93 % 5-neTHeit BbI-
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xuBaemocty maunenToB ¢ HITO [50]. B muccnenoBanumn
Toxuiickoro yHUBEpCUTETA YCTaHOBJIEHO, 4TO 10- 11 20-71eT-
HSIST BBDKMBAEMOCTb OOJBHBIX ¢ YMCTBIMUA T€pMUHOMAMU
cocrasisieT 92,7 u 81 %, a y malKMeHTOB ¢ TepMUHOMAMU
C CHHIIUTHOTPO(POOIACTUICCKIMI TUTAaHTCKUMMY KJICTKAMU
MpOrHo3 xyxe: 10-1eTHsIsT BBKUBaeMOCTh cocTaBria 83,3 %,
HEeCMOTPSI Ha XMMHOTy4IeBYIO TepaImio. B 3Tom Xe ncciemo-
BaHUU OBLTO MPOIEMOHCTPUPOBAHO, 4TO 10-JIETHSISI BBIKM-
BaeMOCTb ITAIIEHTOB CO 3pEJIbIMUA 1 He3PEJIbIMUA TepaTOMaMU
cocrasisieT 93 u 71 % COOTBETCTBEHHO, a 3-JIETHSISI BbLKU-
BaeMOCTh TMAIIMEHTOB C SMOPHOHATLHBIMU KapIIMHOMAaMMU,
OITYXOJISIMM 3KEJITOYHOTO MEIITKa M XOPHUOKAPIIMHOMAMU —
27 % [11].

B npyrom mcciaemoBaHUM OLIEHUBAIUCH OTHAJICHHBIC
WCXOIBI y 455 TTallMeHTOB C TepMUHOMAaMU 1 94 TallieHTOB
¢ HI'TO u 65110 ycTaHOBIEHO, 4TO 20- 1 30-J1eTHSS BbI-
KMBAaeMOCTh ITpu repMuHoMax cocrasmna 84,1 u 61,9 %
COOTBETCTBEHHO, a ipu HI'TO — 86,7 % [51].

SAKJIFOYEHHME

Iepsuunnie 'O LIHC — reteporenHas rpyImna peaKkux
3JI0KaYeCTBEHHBIX HOBOOOPA30BaHMIT, KOTOPHIE TTPEHMY-
IIECTBEHHO ITOPaXarloT IMAIlIeHTOB B IETCKOM 1 ITOIPOCT-
KOBOM Bo3pacte. Hanbosee 3¢ (peKTUBHBIM METOIOM JIe-
YeHUs TEPMUHOM SIBJISTIOTCS JIydeBasl M HeoaIblOBaHTHAS
xumuorepanud [10]. HITO nydire Bcero JeunTh XMMHO-
Teparmmeid M O0JlydeHHEM C TOCICAYIONINM TOTaJIbHBIM
yIaleHreM; TOTajJbHAs PE3eKIIUS OITYXOJIH SIBISIETCS
WIeaabHBIM JIedeHrnEM 3pebix TepatoM [6, 10]. IpoBene-
HUE IIUTOTeHETUYECKUX W MOJICKYIISIPHBIX UCCIICIOBAHNIA
TTO3BOJIUT JIOIIOJTHUTEIHHO BBIICUTE PA3IMYHbBIC TTOATUTIBI
I'O, uro moMoxeT pa3padoTaTh HOBBIC HAIIPABIICHUS MC-
CIIeIOBaHMI [JIST YAYIIICHUS pe3y/IbTaToOB JICUCHUS.
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