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lepmuHaTuBHOKNETOYHbIE onyxonu ([KO) LeHTpanbHOI HepBHOI CUCTEMBI TPEACTABAAIOT COOO0M peaKyio U reTeporeHHyio
rpynny nepBUYHLIX ONYXONEN FOJIOBHOFO MO3ra, BCTPEYAKOWMXCA B OCHOBHOM B NefMaTpUYeCcKOn NONynALMu u y auy
MO/I0[,0r0 BO3pacTa. Bonpockl 3Tvonorum n ontumanbsHolil npotokon neverus NKO ueHTpanbHOM HEPBHOI CMCTEMBI OCTa-
l0TCA CNOpHbIMU. Bbibop cxeMmbl neveHus onpepensetcs nogtunom KO, ogHaKo MOXET BapbUpOBaTh B 3aBUCUMMOCTU
OT yYpexpaeHus u cneumanucta. [Ins noLTBEPXKAEHWUS [MArHO3a HErEPMUHOMHbIX FEPMUHATUBHOKIETOUYHBIX ONyXonei
(HTTKO) ueHTpanbHoi# HepBHOII CUCTEMBI YacTo TPeOyeTCs BbINOSHEHWE BUONCUM B COMETAHUM C XMPYPTUYECKO pe3ek-
LMeit C NoCnefyoWMUM NPOBEJEHUEM XMMUO- U NyyeBoil Tepanuu. 06bEM XMPYPruYECcKON pe3eKLnUm ABAAETCA BaXHbIM
NPOrHOCTUYECKUM (haKTOPOM HApAJY C 3TMONOrMeN U reHeTuyeckumu napametpamu HITKO.

B cTaTbe npefcTaBneH peakuit KNMHUYECKniA ciyyaii buicTpopacTyuyeil TepaTombl 3aaHux otaenos 111 xenyaoukay 17-net-
HEro IHOWM C CUMNTOMAMMW BHYTPUYEPENHON runepTeH3un. ToTanbHOM XMPYPruyeckon pe3eKkLumuu npesecTsoBana H-
JOCKONUYecKas TPUBEHTPUKYNOLMCTEPHOCTOMUA. PN UMMYHOTUCTOXMMUYECKOM WUCCNELOBAHWUMN BbIABNEHO Hanuyne
KJIETOK 3MOPUOHaNbHOM KapLuUHOMbI U HE3PENOWN TEPATOMbl, COOTBETCTBEHHO, ONYX0Jb OTHECEHA K PA3pAAY CMEeLIaHHBbIX
KO c HeGnaronpuATHbLIM NPOrHO30M. HecMOTps Ha TOTabHYIO Pe3eKLWI0 OMYyXO0U U CBOEBPEMEHHO HayaTylo afibloBaHT-
Hyt0 Tepanuto, cnycTs 3,6 Mec Nocne oNepaTMBHOTO JIeYEHUA OTMEYEHO ObiCTpoNporpeccupyloLlee TeyeHue 3aboneBanus
C fAanbHERWnM HebNaronpuUaTHLIM UCXOAOM.

KnioueBble cnoBa: repMMHaTUBHOKNETOYHASA ONYXONb LLEeHTPanbHOM HEPBHON CUCTEMbI, HErepPMUHOMHAsA FePMUHATUBHO-
KNeTOYHas onyxob LeHTPanbHOM HEPBHOI CUCTEMbI, TEPaTOMa CO 3/10Ka4YeCTBEHHO TpaHCOpMaLIeil, BHYTPUXKENyA0u-
KOBas onyxosb
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Intracranial germ cell tumors (GCTs) are rare and heterogeneous group of primary brain tumors, mainly affecting pediatric
population and young adults. The current understanding of the etiology of intracranial GCTs and their optimal
management strategies remain controversial. Treatment plans differ depending on the subtype GCT and may vary among
physicians and institutions. Central nervous system non-germinomatous germ cell tumor (NGGCT) usually requires
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surgical resection with histological verification, chemotherapy, and radiation. The extent of surgical resection is an
important prognostic factor alongside the etiology and genetics of NGGCT.

This article presents a rare clinical case of a rapidly growing teratoma located in the posterior part of third ventricle of
a 17-year-old male presenting with symptoms of intracranial hypertension. Surgical total resection was preceded
by endoscopic third ventriculostomy. Immunohistochemistry revealed the presence of embryonal carcinoma and
immature teratoma cells turning the tumor into mixed type NGGCT with unfavorable prognosis. Despite the complete
resection of the tumor and the timely initiation of adjuvant therapy, a rapid progression of the disease with subsequent
unfavorable outcome was observed 3.6 months after the surgical treatment.

Keywords: intracranial germ cell tumor, non-germinomatous germ-cell tumor, teratoma with malignant transformation,
intraventricular tumor
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BBEJIEHUWE

ITepmunaTnBHOKIeTOUHBIEC oyxoiu (I'KO) nenTpais-
Hoit HepBHOI cucteMbl (LIHC) ripencraBistror coboit pem-
KYIO ¥ TUCTOJIOTHYECKH TeTEPOTEHHYIO TPYIIITY OIyXOJIeH,
MMPEUMYIIIECTBEHHO BCTPEUYAIOIINXCS Y IETCH, TTOIPOCTKOB
U MoonbIx Moaeii [1]. B aeTckoil 1 10HOILIEeCKOM MOITyIsi-
LMY OHU COCTABJISIIOT OT 3 10 5 % mnepBUYHbBIX OITyXOJIeit
TOJIOBHOTO MO3Ta, C HECKOJIBKO 00JIee BEICOKMMM TTOKa3a-
TeJISIMH 3200JIeBa€MOCTH B HEKOTOPHIX pernoHax A3nu
[2—4].

ITepmunaTtuBHOKIIeTOUHble onyxonu LIHC penar
Ha YMCThIe TePMUHOMEBI M1 HETepPMUHOMHEBIE TePMUHATHB-
HokietouHble ormyxonu (HITKO). HITKO Bxirogator
CJICMYTOIIE TUCTOJIOTHYECKIIE BApUAHTHIL: 3peasi TepaTo-
Ma, He3pellas TepaToMa, TepaToMa CO 3JIOKa4eCTBEHHOM
TpaHchopMaleil, SMOpUOHATbHAST KAPLITHOMA, OITYXOJIb
XKEJITOYHOr0 MelIKa, XOpUOoKaplMUHOMa U CMELIaHHas
I'KO (comepxarmas 2 u 6oJiee 37I0Ka4eCTBEHHBIX KOMIIO-
HeHTa) [5].

ITaLmeHThl ¢ repMUHOMaMU UMEIOT 6oJiee Garonpu-
SITHBI TPOTHO3 C 00Iel BbIXXKMBAEMOCTbIO, MPEBBILIA-
toweii 90 %, B TO BpeMsi Kak I0Ka3aTeJId BbDKMBAEMOCTH
npu HI'TKO Bapsupytor B nipegenax 40—70 %. Jleuenue
YUCTBIX TEPMUHOM BKJTIOUAeT KOHCEPBATUBHBIC METOMIBI
C IpUMEHEHHEM JIyIeBOIM 1 XMMUOTEpaITiy; OMOTICUS He-
o0xonMMa JIUIIb B Caydae OTPUIIATEIbHBIX PE3YJIBTaTOB
aHaim30B Ha omyxoseBblie Mapkepbl. HITTKO tpebyroT
0oJiee MTHTEHCUBHOM Tepaiy ¢ MAKCUMAJIbHO BO3MOXKHOM
pe3eKIIreli OIyX0JIr B COYCTAHUH C TYIeBOM 1 XMHOTEpa-
rmeit. cKimroueHre CoCTaBISTIOT 3pesible TePaTOMBI, CUM-
TaIOIINECS JOOPOKAYECTBEHHBIMHU, TIPY KOTOPBIX JOCTATOU-
Ha TOJIbKO XUpYypruyeckasi pe3ekuus omyxoiu [1, 5, 6].

B npencraBieHHOM KIMHUYECKOM CJIyJae y ImarieHTa
co cmemranHoit HITKO LHHC, rucronornuecku Bepudu-
LIMPOBAHHON KaK TepaToMa CO 3JI0Ka4eCTBEHHOI TpaHC-
dopmanmeit, IMMYHOTUCTOXUMHUIECKUI IIPOGUIb KOTO-
poii onpeneneH Kak cmemanHasgs HITKO ¢ anemeHTamMu
SMOPHOHATBLHON KapIIMHOMBI U HE3PEJIOM TepaTOMBI, Ha-
Oromanach KJIMHUYECKash KapTUHA OBICTPOPACTYIIETO
arpecCMBHOTO 00BEMHOTO 00pa30BaHMS 3aIHUX OTIEJIOB
111 xxenymouka.

KIIMHUYECKUN CITYYANU

Hauuenm, 17 nem, cocnumaau3upogan ¢ CUMnMOMAMU
eunepmeH3UOHHO-2UopoyedarbHo20 cUHOpOMa: 20108HOI
001610, p6OoMoIii, coHAugocmbvio. MaeHumHo-pe3oHancHas
momoepaghus (MPT) 2010681020 MO32a ¢ KOHMPACMHBIM YCU-
AEHUEeM 8blA8UAA OKpY2a0e 00pa30eanue 3a0HUX omaenos
111 scenydouka pazmepamu 20 x 17 x 19 mm ¢ npusnakamu
b10Kadbl auxeoponposodauwux nymeii (puc. 1). Ilpedsapu-
menbHyio dupgheperyuanrvuyro duacHocmuKy npoeoodunu
C yHemoM XapaKmepHol KAUHUYECKOU U paduosocuiecKkoll
Kapmunbsl onyxoneil 3adneii mpemu I11 xceayoouxa u nune-
anavHoll obaacmu (maba. 1).

Ha 1-m 3mane c yeavto pazpeutenus eunepmeH3UOHHO-
eudpouyeharbHo2o0 cCUHOPOMA BbINOAHEHA PHOOCKONUUECKAs
MPUBEHMPUKYAOUUCEPHOCMOMUSL C 00HOMOMEHMHOU OUO-
ncueii odpazosanus. Ilo cmandapmuoii memoouxe 8 mouke
Koxepa cnpasa nanoxceno mpegpunayuonnoe omeepcmue,
svinoanena nepghopavus ona Il sceaydouxka. B 3adnux om-
deaax 111 ncenydouka eusyaruzuposan nepednuii Kpaii oopa-
308anus, npedcmagaasuiuil coooil Onyxonb po308amozo yeema
C NAOMHOTL 8bICOK0BACKYAAPUSUPOBAHHOU Kancyaoul. [lonvim-
KU 3a60pa 2ucmonocu4eckoeo Mamepuaia conpogoIcoariucsy
MPYOHOKYNUPYeMbIM KPOBOMeUeHUeM, 8 C8A3U ¢ yem om OuUo-
ncuu 06pazo8anus ObiA0 peuleHo 8030epIHCambCsl.

B nocneonepayuonnom nepuode ommeuanacs noA0NCU-
menvHasn dunamuka. Ilayuenm ewvinucahn ¢ yayvuieHuem
be3 npuU3HaKoe eunepmeH3UOHHO-2UOPOUedharbHO20 CUHOPO-
Ma, OblaU peKOMeHO0BAHbI KOHCYAbMAUUsL OHK0A02a HO MECIY
Jcumenbcmeda, noGmMopHAs NAAHOBAS 20CNUMAAU3AYUS
04151 nposedeHUss OMKPbINO20 ONEPAMUBHO20 BMeULAmenbC -
6a. Oduako cnycms 1 mec nocae evinucku nayueHm 0w 20-
CRUMANU3UpPOBaH 8 CPOHHOM NOpsiOKe Ha oHe pe3K020 yXyo-
WeHUsi cocmosHus (peKoMeH008aHHA KOHCYAbMAUUs
onkonoea He nposedena). Ilpu MPT ¢ konmpacmubim ycune-
HUeM 8bla61eHO 08YKpamHoe ygeauderue pamepos o6paso-
sanus (48 x 40 x 36 mm) (puc. 2). Ilpu oyenke Hegposoeu-
YecK0eo cmamyca OmMe4anucs yeHemenue 600pCmMe08anusl
do ymepenHo20 oeayuienus, cunopom Ilapuno, napyuwenus
KPamko8peMeHHOU NaMsAmu, YMepeHHO BbipadceHHblil eunep-
men3uoHHbLi cundpom. Obujee cocmosiHue nayueHma no wKa-
ne Kaprosckozo — 60 %.
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Puc. 1. Maenummno-pe3onancnas momoepagus 20108H020 M032a ¢ KOHMPACMHbIM YCUleHUeM npu nocmynienuu. B 3aduux omdenax 111 nceaydouxa onpe-
deasiemcs 00pazoeanue ¢ HeuemKUMU HePOBHbIMU KOHMYPAMU, HeNnPAUAbHOU 0Kpy2aoil gopmbt, pazmepamu 20 % 17 x 19 mm, He0OHOPOOHO HAKANAUBAIO-
wee KOHMPAcmMHoe 8ewlecmeo, ¢ NPUHAKAMU KOMIPeccuu 6000nposooa mo3ea u 0610Kadbl AuKeoponposodsuux nymeii: a — T1-636ewennoe uzobpasicernue
(BH), akcuanvras npoekyus: o6pazosanue npaKkmuyecKu nOAHOCMbIO 3aNoaHsem npoceem 3aonux omoenos 111 xceaydouxa; 6 — T1-BH, koponapuas
npoexuyusi; 6 — T2-FLAIR, akcuanvhas npoexyus: npusnaxku eudpouegpasuu (BKU-2 = 22 %), pacuuperue 3a0Hux po2oé 60Kk08bix ceay0ouKos u nepu-
eenmpukyaaprulii omex; e — T1-BU cacummanvhas npoekyus: Komnpeccus 6000npo8ooa mo3ea onyxonvto. 30ece u Ha puc. 2—5: BKH-2 — eenmpukyno-
KpanuanvHulil uHoexc 2

Fig. 1. Brain magnetic resonance imaging with contrast-enhanced at admission. Well-defined irregular round shaped heterogeneous mass 20 x 17 x 19 mm
in size with irregular enhancement post contrast administration is observed in posterior part of third ventricle. Signs of aqueduct compression resulting
in obstructive hydrocephalus: a — axial T1-weighted imaging (W1): the tumor fills the posterior third ventricle; 6 — coronal TI1-WI; 6 — axial T2-FLAIR:
hydrocephalus signs (VCR-2 = 22 %), lateral ventricles occipital horns dilation and periventricular edema; e — sagittal T1-WI: cerebral aqueduct compressed
by a tumor. Here and on Fig. 2—5: VCR-2 — ventriculocranial ratio-2

Puc. 2. Maenumno-pe3onarncnas momoepaghus 201081020 M032a ¢ KOHMPACMHbIM YcuneHuem cnycms 1 mec nocae 3H00CKORUHECKOU MPUBEHMPUKYAOUU-
cmepHocmomMuY Ha oxe yXyouleHus: KAUHUKO-Hegpoaoeuyeckoii kapmunst (T 1-836euennvie u300paicenus): a — aKkcuanbHas npoekyus; 6 — KOPOHapHas
npoexkyus; 6 — cacummanvras npoekyus. Ompuyamenvras OUHamuka pasmepos onyxoau. B nosocmu I11 scenydouxa onpedensemcs okpyenoe Heo0HOpPoO-
Hoe obpazosanue pazmepamu 48 x 40 x 36 mm, HeoOHOPOOHO HaKanausarwee KoHmpacmuoe éeuecmeo. Ilamonoeuneckoe o6pasoséanue npaKmu4ecKu
noanocmoto 3anoansiem écto noaocms 111 yceaydouxa, ommecrnsiem u KOMRPUMUDPYEM HOJCKU MO32a, MAAAMYCbl U NAACMUHKY Yemeepoxoamusi. bokoevle
acenyoouru He pacuupenst (BKH-2=19 %)

Fig. 2. Brain magnetic resonance imaging with contrast enhancement 1 month post endoscopic third ventriculostomy following neurological deterioration
(T1-weighted imaging): a — axial view; 6 — coronal view; ¢ — sagittal view. Tumor size expansion. Rounded heterogeneous tumor of the third ventricle
48 x 40 x 36 mm in size, with irregular contrast enhancement. Tumor almost completely fills the entire third ventricle, pushes back and compresses the cere-
bral peduncles, thalamus and quadrigeminal plate. The lateral ventricles are not dilated (VKR-2 =19 %)

IlIpu onpedenenuu makmuxKu onepamueHo2o emeula-
Meabemea peuaiouM 6 8b100pe OMKPbIMOLL Xupypeul cmano
Haauuue gblCOK0BACKYAAPUIUPOBAHHOU KANCYAbl 00paA306a-
Hus. Boinoaner nepednuii MexcnonyuapHslii mpancKaniies-
Hblll MedcgopHuKanvHolil docmyn cnpasa. OOHapycena
benecogamas onyxoneeas mKanb HeOOHOPOOHOU NAOMHOI-
AACMUYECKOl KOHCUCMEHYULU, XOPOUO 8ACKYAAPUUPOBAH-
Has; OMMeHeHa 8bipaXiceHHas adee3us 00pazo8anus ¢ 06ou-
mu manamycamu (puc. 3). Onyxoas yoanrena gppaemenmamu,

momanvHo. DUHANBHBLI 2eMOCMA3 OCYUECMEAeH ¢ npuMe-
HeHuem monuueckoeo eemocmamuxa SurgiFlo. /las konm-
POAS PAOUKAAbHOCU Pe3eKUUU U OYEHKU COCMOIMEAbHOCIU
nepgopauuu oua I11 xcenydouka evinoanera sndockonuye-
cKkas peeusus. BusyaivHo danHbIX, YKA3bI6AOWUX HA OCMA-
mouHble gpasmenmo onyxoau, He eviaeaero. Copmuposanuas
80 épems npedvidyuieil onepayuu nepgopavus ona 111 xce-
aydouka gyuxyuonuposara. B norocmu I nceaydouka
YCMAHOBACH GeHMPUKYAAPHBLI OpeHaNCc, 8blee0eHHbII Ha
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Puc. 3. Cxemamuueckoe uzobpajicenue docmyna (a) u unmpaonepayuoHHole uzoopaxcerus (6—0): a — KodxicHblll paspe3 u Kpanuomomus; o6, 6 — sman 9o-
cmyna K onyxoau,; e — 6 noaocmu 111 uceaydouxa onpedensemcs obsemHoe 06pazosanue; 0 — momanbHoe yoanenue 00pazo8anust, 0CMamo4Hsle hpazmeHmol
He onpedeasiiomesi

Fig. 3. Schematic view of the surgical approach (a) and intraoperative images (6—0d): a — skin incision and craniotomy; 6, ¢ — stages of surgical approach
to the tumor; e — tumor in the cavity of the third ventricle; 0 — total resection of the tumor, residual tumor is not detected

Koy uepe3 konmpanepmypy. Bce amansi onepayuu nposo-
duau nod Koumpoaem 6e3pamuoil HelpoHagueayuu  ycao-
8USIX HelUPODU3U0N02UHECK020 MOHUMOPUHEA.

1lo dannbim KOHMPOABHOU MYALMUCAUPANBHOU KOMNbIO-
mepHOi momoepaguu 20408H020 M032d, GbINOAHEHHOU
6 1-e cymku nocae onepayuu, onyxoas ydaiena, nocieone-
DAUUOHHBIX 2eMOppazuiecKux,/utemutecKkux usmeHeHull,
a makce HapyuleHUll NUKBOPOUUPKYAAUUL He 8bIsIBAEHO (PUC.
4). Ilayuenm nepegeden 6 nasamy omoeneHus Ha 2-e Cymu
nocne onepamueHoO20 8Meuamenscmed, 6eHMpUKyAspHblil

dpenasxc yoanren Ha 3-u Cymku, NAUUeHm aKmugu3upo8aHn.
Ilpu panneii nocieonepayuonHoll peabusumayuu Hadarda-
AACh HeYCMOUUU80CmMb npu Xx00bbe, NOAHOCMbIO PA3PeUUs-
wascs K MOMeHmMYy 8blNUCKU.

[layuenm evinucan na 14-e cymiu nocae onepayuu 6 y0og-
1eMBOPUMENbHOM COCTMOSIHUU C YACTNUMHBIM Peepeccom OUno-
nuu, cundpoma Ilapuro. Ouenka obuje2o cocmosiHus nayuenma
no wikane Kaproeckoeo yayuuwunacy u cocmasuna 80 %.

Ilo pezyrbmamam eucmonoeuueckozo ucciedo8anus
ONUCAHA KapmuHa mepamomv. CO 310KA4eCMBeHHOl
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Puc. 4. Myavmucnupanshas KoMnblOmepHas momoepagus 2010681020 Mo3ea 8 1-e cymku nocae onepayuu: a — aKCuanbHas npoexuyust; 6 — KOPOHAPHAsL
npoekyus; 6 — cacummanvias npoexuus. Tomanvhas pezexyus onyxoau. Ilocreonepayuonnas nenanpsijcennas nneemoyeganus. B nonocmu 111 sceaydouxa
yemanoenen 6eHmpuKyasprolil openaic. [Ipusnaioe eemoppacuyeckux, umemuueckux ocaoxcHenutl hem. bokoevie scenyoouru ne pacuupenst, BKU-2=15 %

Fig. 4. Brain multi-spiral computed tomography, post-operative day 1: a — axial view; 6 — coronal view; ¢ — sagittal view. Total resection of the tumor. Post-
operative no tension pneumocephalus. Ventricular drainage was inserted in the cavity of the third ventricle. There are no signs of hemorrhagic, ischemic

complications. The lateral ventricles are not dilated, VKR-2 =15 %

Puc. 5. Maznumio-pesonancnas momoepagus 201061020 M032a ¢ KOHMPACMHbIM ycuaeruem yepe3 3 mec nocae yoanenus onyxoau (T 1-636euennbie u3o-
Opascenus): a — aKCuanbHas nPoeKuust; 6 — KOPOHAPHAs NPOeKyUs; 6 — caeummanvias npoekuus. Tomanvras pezexuyus onyxoau. Ilpusnarxoe eudpoye-
pasuu nem (BKH-2 =16 %)

Fig. 5. Brain magnetic resonance imaging with contrast enhancement 3 months post operative (T 1-weighted imaging): a — axial view; 6 — coronal view; 6 —
sagittal view. Total resection of the tumor. There are no signs of hydrocephalus, VKR-2=16 %

mparcgopmayueis. [Ipu UMMYHOLUCMOXUMUYECKOM UCCAE00-
BAHUU 2UCMOA02UYECK020 MAMEPUANa OaHO 3aKAHHEHUe O HA-
AUMUY KAEMOK IMOPUOHAABHO20 PAKA U He3PeAoli mepamombl.
Onkomapkepul 6 Kposu, 63amoil uepes 2 Hed nocae onepa-
yuu, Haxoduaucs 6 npedenrax Hopmol (o-pemonpomeun —
3,91 ne/ma, -cybsedunuya XopuoHU1eck020 20HadomponuHa
yenogexa — 1,7 mME/mn); npu KkomnstomepHoi momozpaguu
6cex omoenoe NO360HOYHUKA C KOHMPACMHbIM YCUACHUEM
He 8bls61eH0 Memacmamuyeckux nopaxceruti. Ilocae Koucynv-
mayuu oHK0A02a NPogedeHo 4 Kypca 1-ii aunuu xumuomepa-
nuu 6 coomeemcmeuu ¢ npomokoasom SIOP CNS GCT 11,

8 Kauecmee caedyroujeco smana Oviia 3anAaHUpPo8ana 1y4eeast
mepanus.

Ha ¢hone nposodumoit xumuomepanuu yepe3 3 mec nocae
BLINUCKU U3 CIAUUOHAPA COCMOSHUE NAUCHINA OUeHUBAN0CH
Kak cmabunvHoe. OHKOMapKepbl KPosU 0CMasanucy 6 npede-
Aax pegepeHcHbix 3Hauerui. I1o pe3yssmamam KOHMPOAbLHOU
MPT 201061020 MO32a ¢ KOHMPACMHBIM YCUACHUEM OGHHDIX,
VKA3bI6aiowux Ha peyuous onyxoau, 8blaeeHo He Obiio (puc. 5).
1lo dannbim KoMnbIOMEPHOL MOMOSPAGUU ¢ KOHMPACHHbIM
YCuneHuem écex omoenoé NO36OHOYHUKA, OPeAH08 2PYOHOUL
KAeMKU, 0peaH08 OPIOWHOL ROAOCIU, OP2AHO8 MAA020 MA3d
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O0aHHbIX, YKA3bIBAIOWUX HA MeEmacmamu4ecKoe nopaicerue,
makaice He 8bi164€HO.

Ha 4-ii mecay nocae onepamuerozo emeulamenscmea,
npu obcaedoganuu neped nposedeHUemM Ay4eeoll mepanuu
Havan ommeuamscs pocm OHKOMAapKepos: o.-(emonpomeun —
278 ne/ma, cnycms mecsy, — 712 ne/ma. Ilo dannoim no3su-
MPOHHO-IMUCCUOHHOU MOoMoepaghuu, cOBMeueHHOU ¢ KoM~
notomepHoil momoepaguei, gvlaeaeHsl QUCAHMHbIE OMCeBbl
ONYX04U NO JHceny004K080IL cucmeme ¢ AenmMOMeHUH2eaNbHbIM
nopadxicenuem 20108H020 M032d U HA YPOGHe uleliHo20 omdena
noseonoynuxa. Ilpu MPT uepe3 6 mec nocae onepayuu ooHa-
pyucervl 0bsemHble obpazosanus 111 xceaydouxa é obnacmu
eunomanamyca u npo3pauHoi nepezopooku. Hauwam xypc
2-il AUHUY XUMUOMepanuu, Ha ooHe KOMopoeo nokazamenu
OHKOMAPKEPO8 CHUUAUCL, HO He docmuenu peghepeHCHbIX 3HA-
yenui. C yuemom memacmamuueckozo A0KAAbHO20 U Ou-
cmanmnoeo nopaxcenus L[HC xumuomepaneemuueckoe ne-
YeHue, paduomepanus, a MaKdice xupypeuueckoe AeveHue
He Oblau nokazamsl. Ilayuenm vinucan U3 OHK0A02UUECKOll
KAUHUKU C PeKOMEHOAUUSAMU O NPOBEOEHUI0 CUMNIOMAMU-
yeckoi mepanuu. Ilpu evinucke cocmosnue no wkanse Kap-
Hoeckoeo — 40 %, no wkanre ECOG — 3.

OBCYXIEHHUE

B HacTosiee BpeMsT OTCYTCTBYeT €AMHBIN CTaHIAPT
neuennst HITKO ITHC. OHukoJyiory n3 pa3anyHbIX CTpaH
u perunoHoB (CIIA n Kanama (Ipymima meTckoit OHKOJIO-
ruu (Children’s Oncology Group, COG)), Espona (Me-
XIyHapoaHOe OOILIEeCTBO OeTCKO oHKoyioruu (Interna-
tional Society of Pediatric Oncology, SIOP)), ®paHity3ckoe
obmrecTBo meTckoit oakojoruu (Société Frangaise d’Onco-
logie Pediatrique, SFOP) u A3ust) mpuMeHSIIOT CBOM I1ar-
HOCTHYECKNE KPUTEPUH W IIPOTOKOJIBI JICUCHMSI.

TeM He MeHee OOLLETIPUHSTONM CYUTAETCSI HEOOXOA-
MOCTh KOMILIEKCHOTO Ttoaxoja K iedeHnto HITKO ITHC.
JlaHHBIe, TTOTyIeHHBIC B X0 MYJIETULICHTPOBBIX CEBEPO-
aMepHKAHCKHX U €BPOITCHCKUX UCCIICIOBAaHNI, YKa3bIBa-
0T Ha TO, YTO MYJIETMMOAJIbHAS TepaIlrsl, BKIIOYaroIIast
XUMHOTEPAITNIO, MAKCUMAJIbHO O€30TacHYIO XUPypride-
CKYIO PE3eKIINIO 1 JIYIeBYIO TePaInIo, CIIOCOOCTBYET H0-
CTIDKEHHUIO 5-JIETHUX ITOKa3aTtesieii 00IIeil BEKMBaeMOCTH
y manmenToB ¢ HITKO IHHC B nnamnasone ot 82 10 92 %
[6—8]. TTomoGHBIE pe3ynbraThl ObIIN 3a(UKCUPOBAHBI
1 B a3MaTCKUX MCCIIeIOBaHUSX, TIe S-JIeTHUE TTOKa3aTeaIn
06eCcCOOBITUITHOM 1 0011IelT BEBIKMBAEMOCTH COCTAaBWIIN 78,2
u 85,4 % coorBeTCTBEHHO [7].

[MpumeyatenpHO, 9TO S-JICTHSIST BEBLKUBAEMOCTD TTAllv-
€HTOB, TIOTYYaBIINX UCKITFOUNTEILHO MOTHOIO3HYIO KpaHH-
OCIIMHAJIBHYIO JIYYEBYIO TEPAITHIO WJIM TOJIBKO XUMHUOTepa-
110, 3HAYMTENILHO HIKE 1 Haxoautcs B rpenenax 20—40 %
[8—12]. BaxxHO momuepKHYTb, YTO BOIIPOCHI, CBSI3aHHBIE
€ 00BEMOM U PEXMMOM MPOBEAEHUS PAAUOTEPAIIAN, 10 CUX
IO OCTAIOTCS TIPEAMETOM «Pa3HOIIACUI» MEXKITY €BPOIIE-
CKUMH ¥ CEBEpOaMEePUKAHCKUMU TIPOTOKOJIAMH.

IIpoBeneHMe KOMITICKCHOM Tepallii He BCETa TapaH-
THPYET YCIEITHOCTD JICUCHMS. Y YacTH MAIIMeHTOB CO 3JI0-

KayecTBeHHBbIMM MHTpakpaHuaabHeiMu HI'TKO ITHC -
00 OTCYTCTBYeT OTBET Ha TepaIuio, J100 HaOIromaeTCs
MIpoTrpeccupoBaHre 3a00JIeBaHUS B IIpOLIeCCe JICUCHMUS
WIIM PELIMINB TOCTIe 3aBepiueHus Tepanuu [13, 14]. Head-
deKkTUBHOCTE Tepanuy otMedaercs y 30—35 % nanueHToB
¢ HITKO unTpakpanuanbHoit Jokanmu3auyu [15—17]. TTa-
meHTsl ¢ HITKO IIHC, y KOTOpBIX OTCYTCTBYET OTBET
Ha Tepanuio, 3aHIMAarOT 3HAYUTEIbHOE MECTO B OOIIIEH CcTa-
THUCTUKE OHKOJIOTHYECKOM CMEPTHOCTH B TIEINATPUICCKOM
¥ 0COOEHHO B ITOAPOCTKOBOI Bo3pacTHOIM rpymre [18].

HccnenoBanue, HarpaBieHHOE HA M3yYeHUE TIPUINH
HebmaronpusaTHoro nucxoaa y nauueHToB ¢ HITKO IIHC,
MPOBEACHO TPYIIION OHKOJIOTOB ITON PYKOBOICTBOM
A. Fonseca. [IpoaHanu3upoBaHbl KIMHUYECKUE UCCIIE-
nmoBaHMS, TIpoBeneHHbIe B EBporie m CeBepHOiT AMeprKe
B TeueHue 30-neTHero meproaa. B koropre manueHToOB,
BKJTIOYCHHBIX B TIPOCIIEKTUBHEIC MCCIeA0BaHMS, HeaheK-
TUBHOCTb JieueHUsI Habmonanachk B 95 (23,5 %) u3 404 cy-
yaeB. ABTOpaMHM BEIIEICHBI 3 BapraHTa Hea((PeKTUBHOCTH
TepaIun; IPOrpecCUpoBaHNe 3a00JIeBaHMSI, CHHIPOM pac-
TyIIEH TepaTOMBI M pelnauB 3a0ojeBanms. [1porpeccupo-
BaHUe 3200JIeBaHUS OIIPEACIISUIN KaK YXYAIIEHNE BO BPeMsT
Tepanuu (B TeYeHUE MeHee yeM 6 Mec I0cJie TIOCTAHOBKH
nvarHosa). [ cuHmapoMa pacTyIneid TepaToMbl OBLITN Xa-
pakTepHBI IPU3HAKHU PATUOIOTMUYECKOTO IMPOrpecCupoBa-
HUSI TP OMHOBPEMEHHOM HOPMAaJIM3aIli YPOBHSI OHKO-
MapKepOoB M THCTOJIOTMYECKH ITOATBEPKICHHOE HAJTMYME
MIPENMYIIECTBEHHO 3PEJIBIX KOMITOHEHTOB TepaTOMBI. Pe-
UINB 3a00JIEBaHMST pacCMaTPUBAI KaK COOBITHE, TIPO-
H30lIeaIIee Tocie 3aBeplIeHns Tepanuu [19].

Haub6oree vacto Hea(h(HEeKTUBHOCTD TepAITUU TIPOSTB-
Jisu1ach peuuauBoM 3aboseBanust (70 % ciaydaeB) ¢ Me-
IUaHOM BpeMEHM OT 3aBEPIICHUS JICUCHUS 10 peluanBa
14 (9—28) mec, B 3HAUUTETTLHO MEHBILIEH CTETIEHU OTMe-
YyaJIoCh IporpeccupoBanue 3a6oseBanus (~20 % naLneH-
TOB), CAaMbIM PEIKNM BapHaHTOM OBLJT CHHAPOM PaCTYIIE
TepatoMbl (~9 % maLKMEHTOB), KaK IMPaBUJIO BCTpeda-
IOLIUICS y A€TEM MJIAIIIerO BO3pacTa.

CpaBHHUB CJIyJail HaIIero MmalreHTa ¢ JAaHHBIMU TPYII-
ITBI TTALIMEHTOB C IPOTPECCUPOBAHMEM 3a00JI€BAaHUSI, OTIH -
caHHBIMU B uccnenoBaHun A. Fonseca u coast. [19], MBI
OOHAPYXWIN CXOXECTh BO MHOTHX XapaKTePUCTUKAX,
HO TaKXXe BBISIBIJIM ITapaMeTpPhl, BRIXOISIINE 32 paMKU
ob1iero onvcanus. My>XCKOM IT10JI, TIOAPOCTKOBHIN BO3-
pacT 1 IIPOTPECCUBHOE TTOBBIIIIEHNE YPOBHSI OHKOMapKe-
POB COOTBETCTBYIOT OOIIIEH XapaKTepUCTUKE TOATPYIIIIHL.
Takke CTOUT OTMETHUTBh, YTO B TPYIIIIE C IIPOrPEeCCHpPOBa-
HueM 3a0oJieBaHUsI OOJIBIIMHCTBO omyxojeit (69,3 %)
VIMEJIN CMEIIIaHHYIO CTPYKTYPY (2 1 00JIee 37I0KaYeCTBEeH-
HBIX KOMIIOHeHTa). CpemHee BpeMsI 10 TIPOTPeCcCUpPOBaHUS
CcoCTaBWIO 5 Mec. BONBIIMHCTBO MAIIMEHTOB C IIPOTPECH-
poBaHueM 3aboseBanust (87,5 %), Kak U MalMEHT B Ha-
IreM HaOJTIOICHUH, He YCIIEIN TOJIYINTh PaaroTepaITiio
(TIporpeccupoBaHue 3a00eBaHUS HE TTO3BOJIIIIO HAYaTh
JIy4eBylo Tepanuio). HecoBnaneHust HaOI0anumch Mo ciie-
OYIOIIAM acIieKTaM. Y HallleTo ITallieHTa uMejia MeCTO



HETUITNYHAS KOMOWHAIINS JIOKAJIIBHOTO IIPOrPeCcCHpOBa-
HUS C JIOKAJIBHBIM, JISITOMEHUHTCAIBHBIM 1 CTUHATBHBIM
MeTacTa3upOBaHNEM, YTO MTO3BOJISIET CAEIATh BBIBOI O 00-
JIee arpeCCUBHOM TeUYeHUHM 3a00JeBaHUs ¢ Oojee Heba-
TONPHUATHBIM ITPOTHO30M. [Ipr3HaKM MeTacTa3MpOBaHMS
Ha MOMEHT YCTAaHOBJIEHMS AMAarHo3a B UCCIELOBAHUU
A. Fonseca u coaBT. OBLIM BBISIBJICHBI B TTOMABJISIONIEM
GosblIMHCTBe citydaeB (95,8 %) [19], uTo BbiAesieT Ha-
IO TAaIlMeHTa, Y KOTOPOTO BU3YyaIM3aIlisl BCeTo Helpo-
aKcHca He IoKa3aja IPU3HAKOB pelMANBa WK MeTacTa-
3UpOBaHMS B TeueHHE 3,5 MecC II0CjIe ONMEepPaTUBHOTO
JICYCHMUSI.

Yo KacaeTcs peluanBOB 3a00JIeBaHUSI, CTOUT OTME-
TUTh, YTO METACTATMYCCKNE PEIUINBHI, KaK IIPaBUIIO,
MIPOSIBIISIINCH B 00JIee KOPOTKHME CPOKU IO CPaBHEHUIO
C JTIOKAJIbHBIMH peliauBaMu. BeposiTHO, 3TO CBUIETEIb-
CTBYET O HAJIMIMU CITEIIU(DUICCKOTO MEXaHN3Ma pe3U-
CTEHTHOCTH K Tepanuu U Hed(hGEKTUBHOCTH JICUCHUS.
B xone nccienoBaHmst BO3MOXHBIX (haKTOPOB PHICKa, CBSI-
3aHHBIX C METACTATUYECKUMU PELIMINBAMHI, aBTOPHI HE 00-
HapyXWJIN CTAaTUCTHYCCKU 3HAYUMON KOppeasaluu
HU C OTHUM 13 CIIEAYIOMMX (DaKTOPOB: BO3PACT, IOJI, JIO-
KaJn3amus ITepBUYHOM OITyXOJIM, YpOBEHb OHKOMAapKepOB
Ha MOMEHT ITOCTaHOBKM IMAarH03a, THCTOJOTUYECKOE 3a-
KJTI0YCHME, 00bEM JIydeBOM Teparmmy WIN TPUMEHSIEMBIIA
TepaneBTUYECKUIA TpOTOKOoT [19].

VY manmeHTa B paMKax HaIllero HaOIroIeHNS 3a(pruKCH-
POBaHO IIPOTPECCHUPOBAHME 3a00JeBaHMSA, HECMOTPS
Ha TOTaJIbHOE YIaJIcHE OIYXOJIA 1 MpOoBeAeHNE Kypca 1-i
JIMHUM XUMHUOTEpaIMi B KOPOTKHE CPOKH. B cooTBeTcT-
BUY C ”MMYHOTHCTOXMMUYECKIAM 3aKJIIOYeHUEM (3MOpH-
OHAJILHEIN paK 1 He3pesasi TepaToMa COTJIacHO KiracCupu-
Kammy M. Matsutani 1 coaBT. [4]) TamMeHT M3HAYAJIBHO
OBIT OTHECEH K TPYIITe HeOIaronpusiTHOIO IIPOrHO3a ¢ T10-
BBIIIICHHBIM PUCKOM TUCCEMUHAIIUM OITYXOJU IO Cy0-
apaxHOMTAJIBHBIM IIPOCTPAHCTBAM M CITMHAJIBEHOTO MeTa-
CcTa3upoBaHUs. 3HAYUTEIbHOE YBEeJIIMYCHUE pa3MepoB
00pa3oBaHUs 32 KOPOTKUI IIEPUOI TAKXKE CBUICTETHCTBO-
BaJI0 O BBIPAXKEHHOM arpeCCUBHOCTH OITYXOJIEBOTO IIPO-
mecca.

CormacHo pe3ynbrataMm ucciemoBanus A. Fonseca
" coaBT. [19], mporpeccrupoBaHre 3a00IeBaHUS TP WH-
tpakpannanbHbeix HITKO ITHC MoxkeT ObITh 00yCIIOBIIE-
HO CEKPETHUPYIOIIMMH KOMITOHEHTaMHU OITYXOJIM, OTBEYA-
IOIIAMH 33 YCTOMYMBOCTH K Tepanmuu. YTo Kacaercs
cmemanHbIx HITKO, Taknx Kak aMOpruoHaIbHas Kapiy-
HOMa 1 He3peJias TepaToMa, Kak B IIpeICTaBJICHHOM HaMU
ciIyJae, CJIOKHO YTBEpPXKIaTh, KAKOM UMEHHO KOMITOHEHT
OITYXOJIN SBJISIETCSI CEKPETUPYIOIIUM M OTBETCTBEHHBIM
3a YCTOMYMBOCTD K TEPAITNH, — JIJISI 3TOTO TPEOYeTCs IIPO-
BelleHne 0oJjiee TTOAPOOHOT0 MMMYHOTHUCTOXUMHUYECKOTO
HCCIIEIOBAaHMS C BBIICICHUEM KICTOUHBIX JIMHUIA.
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INepconanu3upoBaHHAsI M TapreTHAS TepaIiy, OITH-
parolnecst Ha YHUKaJIbHbBIE MOJICKYJISIpHBIE I TeHETHIE-
CKMe XapaKTepUCTUKHN OITYXOJU, IPEACTABISIOT COOOM
MOTCHIINAIBPHBIC METOIBI TIPEONOJICHMST PE3UCTEHTHOCTH
K ieyeHn10. Cper HOBBIX MOIXOA0B B COBPEMEHHO OH-
KOJIOTUYECKOM ITpaKTUKe, TAKUX KaK MOJICKYJIIpHAs Tap-
TeTUpPOBaHHAs TepaIus, UMMYHOTEPAITHS C UCITOJIb30Ba-
HUEM MHTHUOMTOPOB KOHTPOJBHBIX TOUYEK MMMYHHOTO
OTBETa, JICUCHNUE TIpernapaTaMy — MHTUOMTOPaMM aHTHOTe-
He3a, SIUTeHeTHYIecKast 1 TOPMOHAIBHASI TePaITHsl, BO3MOXK-
HO, HAaayTCsl BApUAHTHI, CTIOCOOHBIC M3MEHUTH TEKYIIYIO
HeOJIarONPUSITHYIO CTATUCTUKY M CTaTh OOHAICKMBAIOIIECH
nepcrekTuBoit mrg manuentoB ¢ HITKO IIHC. ITpume-
poM MOKeT cIIyXuTh ucciemoBanue J. K. Woods u coasT.
[20], B KOTOpPOM TIOCJIE YCIIEIITHOTO JICUSHUSI CMEITaHHOM
¢dopmber HITKO HHC ¢ mpeob6magatommmM KOMIIOHEHTOM
XOPUOKAPLIMHOMBI OBUT MTPOBEAECH MEPECMOTP APXUBHBIX
nmanHbx nanueHToB ¢ HITKO IIHC. IMepecmoTtp mon-
TBepaua aKkcnpeccuio 6eakoB PD-1 u PD-L1 (peuentopa
MPOrpaMMHUPYEeMOM KJIETOUHO# Trbean 1 u ero JIUraHma
cooTtBeTcTBeHHO) B Kitetkax HI'TKO IIHC, cBunerenbeT-
BYSI 00 X UMMYHHOM aKTUBHOCTH. DTO MO3BOJISIET OOBSIC-
HUTB 3G (HEKTUBHOCTS MMMYHOTEPAIH C UCIIOIb30BAHNEM
naTIoMTOpoB PD-1/PD-LI1, ipencrapissionnx coooit MH-
TUOMTOPHI OETKOB KOHTPOJIBHBIX TOYeK UMMYHHOTO OTBE-
Ta. [TomoGHBIe McClIeAOBaHMS TOKAa HEMHOTOUNCIICHHBI,
HO JaIbHEUINNIA aHAJIN3 U TIPOBeACHNE MACIITAOHBIX HMC-
CIIeIOBAaHMI MOTYT IIPEIOCTaBUTh BOBMOXHOCTD BHEIPE-
HUSI HOBBIX METOMIOB C ITOKAa3aHHOU 3((HEeKTUBHOCTHIO
B CJIyJasx OE3YCIIEeIIHOIO JICUCHUSI COTIACHO TEKYIINM
TepareBTUICCKIM IIPOTOKOJIAM.

SAK/TIOYEHME

HerepMuHOMHBIE TepMUHATUBHOKJIETOYHBIEC OITYXOJIH
IIHC penko BcTpedaroTcs B KITMHUYECKOM MpakTuke. He-
CMOTpS Ha YIy4YIICHUE pe3yIbTaTOB JeUeHMS Oj1aroaa-
psI COBpEeMEHHBIM MYJIBTUMOIATBHBIM IIPOTOKOJIAM,
y 17—35 % nalueHTOB OTCYTCTBYET OTBET Ha KOMILIEKC-
HYIO Tepaluio, KaK B OIMMCAHHOM HaMH cJIyJae, 4To 00-
YCIIOBIIMBAeT KpaifHe HeOJIaTrONpUSITHHIN IIPOTHO3 IaXe
TIPY TOTAJTBHOM YIAJICHUH OITyXOJIM U TIPOBEACHUN XUMIO-
¥ pagroTeparumn.

HanpHeite ucciaenoBaHusl, HalpaBIeHHbIC Ha T0-
HUMaHNE MEXaHN3MOB PEe3UCTEHTHOCTH 1 OMOMOJIEKYJISIP-
HbIx ocobenHocteit HITKO IIHC, MoryT 3HaYUTEIHHO
VIIyYIIATh PE3YJABTaThI JICUCHUS M TIPOTHO3 IS MAlleH-
TOB, Y KOTOPBIX HAOTIODAIOTCS ITPU3HAKY IIPOTPEeCCHpOBa-
HUS 3200J1eBaHMSI Jaxe TPU MPOBEACHUN CTaHAAPTHOMU
Tepanuu. BBeneHne HOBBIX TepalleBTUICCKUX HaIIpaBIie-
HUI JIeYeHHUs, TAKUX KaK UIMMYHOTEpaItisi, MOXET CTaTh
MepCHEeKTUBHBIM BapHaHTOM IIpeomoIeHUs Hea(pDeKTrB-
HOCTHU CTaHAAPTHBIX METOMIOB JICUCHUSI.
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