Clinical case

DOI: 10.17650/2222-1468-2022-12-3-127-135 ‘(CC BY 4.0

ATUNMYHAA TepaTOMAHO-PadAOUAHAA ONYXO0Jb
C BHYTPUKENIYA0YKOBbIM PacCnpOCTPaHEHUEM:
3HauyeHne aKTUBHOro XUPYPruvecKkoro NoAxoAa
npu pauTenbHom TeyeHuu 6one3Hu (109 mec)
C KaCKafHbIM MeTacTa3upoBaHUEM

B.B. Kapaxan!, E.B. IIpo3openko’2, I.JI. Mentkesuu®, .C. Toaronoaos®, H.B. Cepan' 2, /I. M. Benos!

IPIBY «Hayuonanvhoiii meduyunckuil uccredogamensvckuii yenmp onkonoeuu um. H. H. Baoxuna» Munzopaea Poccuu; Poccus,
115522 Mockea, Kawupckoe wocce, 24,

2@DIAOY BO Ilepesviii Mockosckuii eocydapcmeennbiii meduyunckuti ynugepcumem um. U. M. Cenenosa Munzdpasa Poccuu;

Poccus, 119991 Mockea, ya. Tpybeukas, 8, cmp. 2;

JPI'BOY BO «Tsepckoii cocydapcmeenbiii meouyunckuil ynugepcumem» Munzdpaea Poccuu; Poccus, 170100 Taeps, ya. Cosemckas, 4

KoHnTakThbi: EBreHnii Bnagumuposuy Mpo3sopeHko prozorenko1984@mail.ru

B cTaTbe npeacTaBeH KNMHUYECKUIA Clyyait aTUNYHOM TepaTongHO-pabaonMaHON ONYX0U C OAHUM U3 CaMblX ANUTENbHbIX
OMUCAHHBIX B IUTepaType KaTaMHe3oM (109 Mec) Npu BbICOKOM KayecTBe XU3HU. Y NaLuueHTKU nepBOHaYanbHo 06Hapy-
)XEeHa 1 TOTaNbHO YAaNeHa rMraHTCKas onyxonb NOBHOI fLONAW C pacnpocTpaHeHueM B GOKOBOI XenyLo4eK, TMCTONOTNYECKH
ANArHOCTUPOBAHHAA KaK NPUMUTUBHAA HENPO3KTOAepManbHas onyxonb. KoMnnekcHoe neyeHne C BKIIOYEHNEM Ty4eBoii
Tepanuu, BbICOKOAO3HOM NONUXMMUOTEPANUM U KNETOYHOW MMMYHOTEPANuUK, B TOM YMUCIIe UHTpaTeKanbHoOi, obecneyunno
4-neTHUN Ge3peuuamnBHbIA nepuog. Peunans HoBoobpasoBaHUs Gbl NOBTOPHO yAaneH. AAUTeNbHOCTb 2-i pemuccuu
cocTaBuna 34 mec. B panbHeiiwem Habnofanocb MHOro3TanHOe MeTacTa3upoBaHue OMyXoiu Mo JMKBOPONPOBOAALMUM
MyTAM FONOBHOTO U CMUHHOMO MO3ra. lpu 3TOM ABAX[bl BEINONHEHO MUKPOXMUPYPTrUYECKOE IeYeH e C yAaNneHnem CUMNTOM-
HbIX MeTacTa30B B o6nactu IVu 111 enynoukos. Mpu NOBTOPHBIX MOPHONOrMYECKUX UCCNE[0BAHUAX faHHAA ONyX0Nb Gbina
BepuhULMPOBaHa KaK aTUNUYHas TepaTouAHO-pabaouaHas onyxonb. NpefcTaBneHHbIN KNMHUYECKUI CyYail eMOHCTPH-
PVeT posb aKTUBHOW XUPYPrUYECKOit TaKTUKN B 3¢ (HEKTUBHOM NPOAOMIKUTENBHOM KOMNIEKCHOM IeYeHUN AaHHOW TAXENON
natonoruu.

KnioueBble cnoBa: atunuyHas TepaTomnHo-paﬁp,owuHaﬂ 0nyxoJib, UHTPATEKa/ibHaa UMMYyHOTEPANnA, BHYTPUXKENYA0YKOBbIE
MeTacTa3sbl

Ina uutuposanusa: KapaxaH B.b., Mpo3opeHko E.B., MenTkeBuy .J1. u gp. ATunuyHas TepatouaHo-pabponaHas onyxonb
C BHYTPWXENYAOYKOBbIM PAacnpoCTpaHeHWeM: 3HaYeHWe aKTUBHOTO XMPYPruyeckoro NoAxoaa Npu ANUTENbHOM TeYeHUH
6one3Hu (109 Mec) ¢ KackagHbIM MeTacTasupoBaHuem. Onyxonu ronossl v wen 2022;12(3):127-35. (In Russ.). DOI: 10.17650/
2222-1468-2022-12-3-127-135

Atypical teratoid rhabdoid tumor with intratumoral advancement: significance
of active surgical approach in long-term disease (109 months) with metastatic cascade

V.B. Karakhan’, E.V. Prozorenko"?, G.L. Mentkevich’, 1.S. Dolgopolov’, N.V. Sevyan®?, D. M. Belov’

IN.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia; 24 Kashirskoe Shosse, Moscow 115522, Russia;
2I.M. Sechenov First Moscow State Medical University, Ministry of Health of Russia; Bld. 2, 8 Trubetskaya St., Moscow 119991, Russia;
3Tver’ State Medical University, Ministry of Health of Russia; 4 Sovetskaya St., Tver’ 170100, Russia

Contacts: Evgeny Vladimirovich Prozorenko prozorenko1984@mail.ru

The article presents a clinical case of atypical teratoid rhabdoid tumor with one of the longest catamnesis described in
literature (109 months) and high quality of Llife. First, a giant tumor of the frontal lobe with advancement into a lateral
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ventricle was found in a female patient and totally removed. It was histologically diagnosed as primitive neuroectoder-
mal tumor. Combination treatment consisting of radiotherapy, high-dose polychemotherapy and cellular immunothera-
py including intrathecal therapy led to 4-year recurrence-free period. Recurrence of the tumor was resected. The period
of the 2" remission was 34 months. Subsequently, multistage metastasis of the tumor through cerebrospinal fluid
tracts of the brain and spinal cord was observed. Twice microsurgical treatment with removal of symptomatic metasta-
ses in ventricles IV and III was performed. In repeat morphological examinations, the tumor was verified as atypical
teratoid rhabdoid tumor. The presented clinical case shows the role of active surgical tactics in effective long-term
combination treatment of this severe pathology.
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BBepeHue

ATunu4YHasi TepaTouIHO-padaonaHas ormyxoib (ATPO)
SIBJISIETCSI PEIKMM BbICOKOArpeCCUBHBIM 3MOPUOHAIBHBIM
MEePBUYHBIM 3JI0KaYECTBEHHBIM HOBOOOPa30BaHMEM LICH-
TpanbHO# HepBHOI cucteMbl (LIHC), mopaxarommm mpe-
HMMYIIECTBEHHO I'OJIOBHOI MO3T U XapaKTepPU3YIOLIMMCS
HebmaronpusTHLIM porHo3oMm [1]. Ilpu maHHoi# naroso-
MU HabJII01aeTCsl COBMECTHOE IIPUCYTCTBHME paOIOUIHOTO,
MPYMMTUBHOIO HEMPOSIUTEINAIBHOIO, SMUTEINATBHOIO
1 ME3€HXMMAaJIbHOI0 KOMITOHEHTOB. ATUIIMYHAsI TEPaTO-
WIHO-pabaouaHast OIyX0Jib 00JIagaeT CKIIOHHOCTBIO K ObI-
CTPOMY PELIMINBUPOBAHUIO M METACTA3UPOBAHUIO MO JIUK-
BOPOIPOBOAAIIMM MyTsiM. OHa 4acTO BCTpeyaeTcs y AeTeit
M MOJIOABIX MALIMEHTOB: CPEIHUI BO3paACT MOCTAHOBKU
nurarHosa cocraisieT 31—37 mec, mpu 3ToM 38 % GOJIBHBIX
HMMEIOT MeTacTaThuyeckoe nopaxenue [2,3]. CpenHuii Bo3-
pacT B3pociibix mauueHToB ¢ ATPO — 32 rona [4].

HoBoobGpa3oBaHue IperMyIIeCTBEHHO JIOKATU3YETCsI CYO-
TeHTOpuaabHO. Hanbonee yacTbiMu OTaEIaMU TOJIOBHOTO
MO3ra, B KOTOPbIX BO3HMKAET IIEPBUYHAST OITyXOJ1b, SIBJISIIOTCS
Mo3xedok (17,8 % cnydaeB), xenymouku (16,1 % ciydaeB)
u JJo6HbIe fomu (12,6 % ciydaeB) roJloBHOro Moasra [2, 5].

K tepanuu 1-it TMHUY OTHOCST XUPYPTUYECKOE Jieue-
Hue. llenb onepauuu — yaajieH1ue HOBOOOpa30BaHUS B MaK-
cuMaabHOM o0beme [6]. ToTanbHOE yaajeHne nepBUYHOMN
OITyXOJIM YIAETCS BBIIOJHUTD B 23 %cCilydaeB y B3POCIIbIX
uB46,5 % — y neteii, Ipu 3TOM Y OOJIBIIIMHCTBA MALMEHTOB
B JalbHeeM NpoBoauTtcs xumuo- (XT) u iyueBast Tepa-
mus (JIT) (y nereit — ¢ 3 ner) [3, 4]. MenuaHa BbIXXKMBae-
moctu aeteit ¢ ATPO, KOTOpbIM BBITIOJIHEHO JIEUEHUE, CO-
craBysieT oT 2,5 1o 13,5 Mec, B3pOCIbIX MALIMEHTOB — 23 Mec
[4, 5, 7]. AByxneTHss 00111ast BBLKMBAEMOCTh paBHa 66,2 %
[8]. TIsaTHIETHSIA BBIXKMBAEMOCTh OOJBHBIX, TTOJYYaBIINX
aKTUBHOE IMPOTHBOOITYXO0JIEBOE JICUSHHUE, COCTaBIISIET OT 29,9
110 56,3 %, ipy 3TOM OHa 3HAYMTEJIBHO HIXKE Y IETEN MIa-
e 3 et (27,7 %), HO BhbILLIE y TALMEHTOB C JIOKAJIM30BaH-
HoW popMoii 3a00JieBaHMs, KOTOPBIM MOCJIe oTepalumn
HasHayaym JIT u XT (46,8 %) [9, 10].

OrnpeneneHHble HAAECXIbl HA YIy4lleHUE IMPOrHo3a
y JaHHbIX MMAllMEHTOB BO3JIaraloTCsl Ha UMMYHOTEPAIIUIO,
MPU KOTOPOI HE OTMEUaeTCs CEPbe3HbIX TMTOOOYHBIX (-
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exToB [11]. OnHAKO MOIBITOK MHTPATEKATLHOTO BBEACHUS
ayTOJOTUYHBIX JTUMdo1uToB 6015HBIM ¢ ATPO ronoBHoro
MO3ra He TpeAnpUHUMAIIOCh.

Huxe npeacraBieH KIMHUYECKUI clTydail MHOTO3Tar-
Horo koMruiekcHoro jeyeHus ATPO, BkiouaBiiero ak-
TUBHYIO XUPYPTrUIECKYIO TAKTUKY M MHTpaTeKaJbHYIO M-
MYHOTepaIuio.

KnuHuuyeckuit cnyyai

Jleyenue nepBUYHOM OIMYXO0JIH

Hayuenmra I11. 3a601ena 6 anpene 2008 2. 6 6o3pacme
15 1em. Y nee nosgunace eonoenas 6oav, 3amem — mowHoma
U peoma Ha 8bicome NPUCMynog yeghareuu, 080eHue 6 2na3ax.
B xode maenumno-pe3zonancuoii mepanuu (MPT) 2on06H020
M032a ¢ GHYMPUBEHHBIM KOHMPACMUPOBAHUEM, NPOBEOCHHO
03.09.2008, 6 npagoii 106K done 8biA6eHa MACCUBHAS ONY-
X016 MakcumansHoimu pazmepamu 80 x 71 mm, coasausarowjasn
nepeoHuil poe npasoeo 60k080eo xceayoouka (puc. 1). Tomano-
HOe MUKpoXupypeuueckoe yoaieHue onyxoau npasoi 10010t
doau u nepedneeo poea npagozo 60K08020 JHcenyodo4Ka 20108~
Ho20 mo3ea evinoaneno 22.09.2008 (cm. puc. 1).

Tlo danHbimM eucmonoeu1eck020 U UMMYHOSUCIOXUMUYE-
CK020 UCCAe008AHUL YCMAHOBAEH OUACHO3 <UeHMPANbHAS
npumumueHas Heilposxkmodepmanvuas onyxorv» (IIHI0)
(no kaaccugurayuu Histological Classification of Tumors
of the Central Nervous System Bcemuproii opeanuzavyuu 30pa-
B800XPAHEHUs).

C okmsbps no dekabpo 2008 e. nposedena JIT 6 obseme
KPAHUOCNUHAAbHO20 00yHeHUs (00 CyMMapHOil 04azo60il 00-
36t (COZ) 36 Ip) ¢ donoanumenvrvlm 00ayHeHUEM A0HCA ONY-
xoau (0o COI 54 Ip)). Ha momenm nauana JIT 3ab6oneéanue
ovi10 6 cmaduu ROMO. Tlo oxonuanuu aevenus nayueHmia
noayuuna 4 kypca evicok00o3uoii XT coeaacno npomokony
neyeruss meoyanoonacmomol u ITHI0 I[HC cmandapmuoeo
pucka Hayuno-uccaedosamenscikoeo uncmumyma demckoi
OHKOs02UU U eemamonoeuu Hayuonanvrnoeo meduyunckoeo
uccnedosamenvckoeo uenmpa um. H. H. baoxuna Munzdpasa
Poccuu. Kypcot XT exniouanu 6 ceos sunipucmun 6 dose 1 me/m?
6 cymku 6 1-il u 6-ii Onu, yucnaamun @ dose 75 me/m? é cym-
Ku 6 1-ii denv, yuraogocghamuo 6 doze 2000 me/m? 6 cymiu
60 2-il u 3-i1 Onu. Yepes 24 u nocae kypca XT nposedena
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Puc. 1. Xupypeuueckoe yoarenue nepsuunoii 00uupHoil onyxoau npasoi A100HOU 00U 201068HO20 M032d, 8PACMAIOUEl 8 NePeOHUll poe U Mea0 Npagoeo
00K06020 Jcenyoouxa: a — maenumuo-pe3onancras mepanus (MPT), akcuanvnas npoexuyus, pexcum T2; 6 — MPT, caeummanvhas npoexyus, pescum T1
¢ KOHMPACMHbIM YCUNeHUueM; 8 — NPOPACMAaHUe ONYXOAU 8 UCIOHUEHHYI0 KOpY A00HOU 004U ¢ npoaabuposanuem 6 pany; e — A0jice MomanbHo y0aieHHou
ONYX0AU, KOG2YAAUUSL OPEHANCHOU 8eHbl; O — A0ice YOANeHHOU ONYX0AU 8 CA2UMMANbHOU NPoeKyuu (00Hax ceH 00AbUION CepnoBUOHBLL OMPOCIOK, OMMEHAemcsl
enybokoe 3anadenue kopwl); e — konmpoavhas MPT, peacum T1 ¢ konmpacmuvim ycusenuem

Fig. 1. Surgical removal of the primary large tumor of the right frontal lobe of the brain growing into the anterior horn and body of the lateral ventricle:
a — T2-weighted magnetic resonance imaging (MRI), axial projection; 6 — T1-weighted contract-enhanced MRI, sagittal projection; ¢ — tumor growth into
the degraded cortex of the frontal lobe with prolapse into the wound; e — bed of the totally removed tumor, coagulation of the draining vein; 0 — bed of the re-
moved tumor in the sagittal projection (falciform process is visible, deep impaction of the cortex is visible); e — control T I-wieghted contrast-enhanced MRI

MPAHCRAGHMAYUSL AYMON0UYHBIX 2eMONOIMUUECKUX KAeTMOK, NO-
AyuenHHbix 0o Havana JIT nymem annapamuoeo yumogepesa.

Jleuenne JIOKAJILHOTO penyIUBa

B utone 2012 2. ommeuero noseénerue 30Hbl HAKONAEHUS
KOHMPACMHO20 8elyecmea 6 A0Jce NePeUUHOU ONYXoau pas-
mepom <10 mm ¢ menOeHyueil kK pocmy 06pazoeanus NPy KoH-
MPOAbHBIX UCCAe008aHUsX. B x00e nosumponHoi smuccuonHoil
momoepaguu, cosMeeH ol ¢ KOMNbIOMEPHOU momoepagpu-
eit eon06Ho020 mo3ea ¢ memuonunom (""C-MET), ¢ okmsbpe
2012 2. o6HapyiceH yuacmok HaKonaeHus paduogapmnpena-
pama pazmepamu 22 x 24 x 12 um (UHmax 2,2). Takum
00pazom, npoooaNCUMeAbHOCIb pemuccul cocmaeguna 57 mec.
B gespane 2013 2. nposedena nosmopras onepauusi 6 obseme
yoaneHus peyudusHol onyxoau, epacmaroujeii 6 nepeoHuii poe
npagoeo JceaydouKa 20408H020 M032d, CX0Xcell ¢ NePBUHHOI
ONYX0/1b10 NO 2UCMON02UHeCKOU KapmuHe (puc. 2).

C mapma no anpeawv 2013 . nposedennsi 2 Kypca 6bicoKO-
doznoii XT no cxeme: muoghocgpamud e doze 300 me/m? 6 cym-
Ku 6 1-it u 2-ii Onu, kapboniamun 6 doze 510 me/m? 6 cymku
8 1-ii u 2-il OHu ¢ nocaedyroujeil mpaHcnaaumayueil 2emono-
IMUMECKUX CMB0A08bIX Kaemok 6 0oze 1,7u 2,0 x 100 ClI34+/ke
maccwl mena nayueHmku nocae 1-eo u 2-20 Kypcoe coom-
eemcmeento. Bocemanoenenue aeiikouumos (>1,0 <10°/1)
u mpomboyumos (>20 < 10"/a) nabnrodanocw na 9-it u 10-ii onu
u na 11-ii u 13-ii Onu nocae I-ii u 2-ii 8vicoxodosroii XT
coomeemcmeenHo. Habarodanuce eemoppaeuueckas u ungex-
yuonHas moxcuynocms I cmenenu na gone 1-it u 2-ii 6vicoko-
doznoti XT u eacmpounmecmunanvras mokcuurocms 11 cmene-
Hu nocae 2-ii 6bicok0003Hoii XT.

Ilo oxonuanuu npoepammuoil mepanuu no oanHoim MPT
KoHcmamuposana 2-3 noauas pemuccus. Ilapasneasho u3z
Aymon0UYHbIX KAeMOK NAUUEeHMKU U 00pa3ya onyxonegoii
mkanu ¢ Hayuonaronom meouyuHcKom uccae0o8amensbckom
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Puc. 2. Jlokanvruiii peyudue Hoeoobpaszoeanus (2012): a, 6 — MaecHUMHO-Pe30HAHCHAS MOMOCPADUS 8 AKCUAAbHOU U CaUMMANbHOU NPOEKUUSX, PeNCUM
T'1 c konmpacmom; 6 — 6U0 CMpPYKMYyp npasozo 60K08020 JHceAy0OUKa U MeNCHCeAYOOHK0B020 OMEEPCMUs nocae YOaieHUus peyuousa nepeutHoll Onyxonu

Fig. 2. Local recurrence of the tumor (2012): a, 6 — T I-weighted contract-enhanced magnetic resonance imaging (MRI) in the axial and sagittal projections;
6 — appearance of the structures of the right lateral ventricle after removal of the recurrence of the primary tumor

yeumpe oukosoeuu um. H.H. broxuna Munzdpasa Poccuu
ObLAU U320MOBAEHbI 0eHOPUMHAS 6AKYUHA U AYMOAOSUUHbIE
yumomoxkcuyeckue T-aumepouumot (T-1[TJ1). C urons 2013 e.
no aueaps 2015 2. npoeoduaace KaemouHas nepcoHuGUUUpPo-
BAHHAS UMMYHOMEPANUS ¢ NOOKOJICHBIM 86e0eHUeM aymOo0-
2UUHOLI OeHOPUMHOLL 6AKYUHBL U UHMPAMEKANbHbIM 86e0eHUEM
T-1ITJI c unmepeanom 6 1—2 mec. Ha smom gpore ommeuero
nosienerue CKAepo0epmMono0o0HbIX 04208 HA KOJice 20106bl U M-
A08UUA, 8 CBS3U C HeM UMMYHOmepanus Obiaa npepeana.

Jleuenne MeTacTaTHIECKUX 0YAroB

Ilepevlii kackad memacmasuposanus. JliumensHocmo
2-1i pemuccuu cocmasuaa 34 mec. B anpene 2015 e. 6 xo0e
Koumpoavhoti MPT ommeueno nosienenue ouaea HaKonaeHus
KOHmpacma 6 obaacmu AamepanvHoll CMeHKU 1€6020 O0K0-
8020 Jceaydouxa. Ilo dannvim konmpoavuoix MPT om asey-
cma, cenmsabps u dexabps 2015 e., anpeas u urons 2016 e.
0OHapYHCeHbl NOs8ACHUE U MeOACHHDbLI POC MHOMNCECMEEHHbIX
Memacmamu4ecKux o4azo8 no CMeHKam 00K08biX Jceaydou-
koa, 111 scenydouka u no 060104Kam 204106H020 U CNUHHO2O
Mmo3ea (puc. 3 a—a).

Kaunuueckas cumnmomamuka omcymemaeogana, cneyu-
ANbHOC0 NeHeHUs 00AbHAS He NOAYYHAAA. Yuumbleas MeOneHH bl
memn npoepeccuu, He xapakmepHuwlii 0as ITHD0, npenapamoi
oOblLau HanpaeaeHsl Ha nepecmomp k npogpeccopy A.I. Kopuiy-
Ho8y uz Ynusepcumema leitdenvoepea (lepmanus). B aszycme
2016 e., uepes 13 mec nocie 6vis18AeHUS GHYMPUINCENYOOUKOBHIX
Memacmaszos, c0eaaro credyuee MopghoroeutecKoe 3aKan-
yeHue: mepamoudHo-pabdouduas onyxoas, SHH-eapuanm.
Ommeuaemcs nomeps sdepHoll sxcnpeccuu 6eaxa INI-1 uz-3a
axmusupyroweii mymauuu eena SMARCB1 — cynpeccopa ony-
X041€6020 pOCMA, PACHONONCEHHO20 8 OAUHHOM haeye 22q11.2.
Ilpomoymep eena MGMT ne memuauposan.

Tlosisaenue 061em032080ii KAUHUHECKOU CUMRMOMAMUKU,
KYnupo8auHoil Ha (oHe HaA3HAUeHUs JeKcamemda3oHa, om-
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Mmeueno ¢ uionsn 2016 e. B xode MPT, nposedennoii 6 aseycme
2016 e., 6visa6aeHbl MHOJICECMBEHHbIE MemacmamuyecKue
04azu 6 geujecmee 20106H020 U CHUHHO20 Mo3ed. KonmpoavHbie
ouaeu 6 obnacmu 3a0He20 poea 1e6020 60K08020 JHceay0oHKa
obLau pazmepamu 27 % 19 mm, 6 3a0Hem poee npagozo 60k06020
acenyoouxa — 0o 6 mm, 6 oonacmu 111 wceaydouxa — 10 x 8 mm,
8 IV acenydouxe — 30 % 25 MM; 6 CHUHHOM MO32e U e20 Kopeul-
Kkax na yposte Th,— 13 x 9 mm, na yposne Th;— 20 x 10mm,
Ha yposne S,— 32 x 14 mm (puc. 3 a—e).

C yenvto ycmpaneHusi Komnpeccuu pomoosuoHoll AmMKU,
npedomepauieruss HapyuleHuii AUK8OPOOMMOKA U NOAYHeHUs
onyxoneeo2o mamepuana 6 cenmsiope 2016 2. npogedero yoaneHue
onyxonegoeo y3zna uz oonacmu 1V uceaydouka (puc. 3 e, 0).

B nocaeonepayuonrom nepuode ommeuer peepecc OKKAH0-
3UOHHO-CUNEPMEHIUOHHOL CUMNMOMAMUKU, HO PA3BUAACD
BbIPAICCHHAS MYA0BUWHAS MO3ICEUKO8ASI AMAKCUSL, KOMOPAs
nocmenenno peepeccuposana. Taxoce y nayuenmxu Habaw0-
0a10cb MPaH3UMOpHOe HapyuleHue PYHKYUU MA308bIX Opea-
Ho8. [ucmonoeuueckoe 3aKaruenue: 310Ka4ecmeeHHas men-
KOKPYeA0KAeMOUHAS ONYX0ab ¢ OeCCMPYKMYPHbIM COAUOHBIM
MUNnoM pocma, cxoxcas no CmpyKkmype ¢ y0aieHHbIMU paHee
obpaszuyamu.

B nocaeonepayuonnom nepuode 603006H081eHbl UMMYHO-
mepanus, 6HYMPUKOICHOe 86e0eHUe 0eHOPUMHOL NPOMUBO-
ONYX04e601li 6AKYUHbI HA 0CHOBE NOAYYEHHO20 ONEPALUOHHOO
mamepuana u T-1[TJI. Jlendpumuas éaxyuna 6800uaacs
enympukodcto 1 paz é 14 oneil, doza deHOpumHbix KAemok —
2,4 (2—3) x 10° knemok/xe maccol meaa (6ceeo 8 eéedenuil).
Aymonoeuunvie T-1[TJ 6600usuce éHympugenHo u uHmpa-
MeKanbHO 8 NOAOCMb NOPIHUeharuUecKol Kucmol 6 obaacmu
npaeoii 106HoOU 004U Hepe3 cyuecmeyrouull NOCMmmpenana-
YUOHHbLIL Deghekm 6 npasoil 100HOI 00aaCMU NYMEM YPeCcKoC-
Holl nynkyuu ¢ yacmomoui 1 paz 6 14 oueil. Pazosas doza
aymonoeuurvix T-11TJ1 drs unmpameranvHoeo 68edeHus cocmag-
asaa 50— 100 % 10°kaemok/ke maccol mena (6ceeo 6 6sedenuii),
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Puc. 3. Ilepsoiit kackad memacmasuposanus amunu4Holl mepamoudHo-padooudroii onyxoau (2016). Maenummo-pesonancuas momoepagpus (MPT) ¢ konmpa-
cmuposaruem 6 pexcume T1 neped 3-it onepayueii (aseycm 2016 2.): a — memacmas 6 obaacmu 3a0He20 po2a 18020 60K08020 JHceaydouka, 6 — memacmasol
6 001acmu CHUHANBHBIX KOPEUKO08 8 NOSICHUMHO-KPeCMY080M omoene NO360HOYHUKA; 8, 2 — Memacmamu4eckds onyxoas, sanoausowas 1V sceaydouex
201081020 Mo3ea. Mumpaonepayuonnas kapmuna: 0 — ONYX0Ab 3aN0AHsEm OOAbUWYI0 YUCMEPHY MO3ed; e — 6Ud POMOOBUOHOL AMKU NOCAe MOMANbHO20
yoanenus memacmasa usz norocmu 1V xuceayoouxa. Konmpononas MPT uepes 1 mec nocne onepauyuu (i)

Fig. 3. First metastatic cascade of atypical teratoid rhabdoid tumor (2016). T I-weighted contrast-enhanced magnetic resonance imaging (MRI) prior to the
3rd surgery (August 2016): a — metastasis in the area of the posterior horn of the left lateral ventricle; 6 — metastases in the area of spinal roots of the lumbo-
sacral spine; 8, e — metastatic tumor filling cerebral ventricle IV. Intraoperative view: 0 — tumor fills the cerebellomedullar cistern; e — rhomboid fossa after
total removal of the metastasis from the ventricle IV. Control MRI 1 month after the surgery ()

131



ons enympusernroeo — 0,2 < 10° kaemok, annoeennvix T-1IT/ —
1,4 x 10° knemok (8ceeo 6 sedenuil).

B xode konmpoavrnoeo MPT-uccaedosanus, 6binoaHeH-
Hoeo 6 okmsbpe 2016 . (nocae 2 e6edenuii denOpumHoll 6aK -
YUHbL), OMMeueHa PA3HOHANPABAeHHAS OUHAMUKA: KOHMPOAb-
Hbll ouae 6 obaacmu 3a0He20 poea 1e6020 00K08020
acenydouxa ymenvuiuacs ¢ 27 x 19 do 25 x 17 mm, 6 3a0nem
poee npasozo 6oK08020 xceaydouka yeeauuucs ¢ 6 00 10 mm
8 duamempe, 6 oonacmu 11 ncenydouxa — ¢ 10 x 8do 13 x Emm.
Ommeuen noAHbLI peepecc 00HO20 U3 04a208 6 obaacmu mena
126020 60K06020 Jceayoouxa. B oonacmu IV xcenydouxa npu-
3HAK06 ONYX01e60l MKAHU He 00HapyceHo. Ouasu 6 CNUHHOM
MoO3ee coXpaHuau npexcHue pasmepsl. Hmmynomepanus npo-
8odunace 0o cepedunst aneaps 2017 e., koeda no dannsim MPT
ObLAU KOHCMAMUPOBAHYL IBHASL NPO2PECCUs 8CEX 04A208 U NO-
ABNEHUE HOBbIX MEMACMA308 8 20A08HOM U CNUHHOM Mo3ee.
B c653u ¢ HeaghpexmusHOCmbIO NeueHUs U PUCKOM PA36UMUs
UHGDEKYUOHHBIX OCA0NCHEHUT ROCAE UHPANEKANbHBIX 66€0eHUl
UMMYHOmepanus Obiia npeKpaulena.

Bmopoii kackad memacmasupoeanusa (2017). B dans-
HellueM npomueoonyxonesoe AeueHue He npoeooUA0CY 6 C8si-
3U ¢ KpaliHe 8bICOKUM PUCKOM PA3BUMUS OCAONCHEHUT U npeo-
noaaeaemoil manoil eeo 3gppexmusnocmoro. C cepedurbl
anpens 2017 2. y nayueHmku noseuaucs xcanobwl Ha Hapyuie-
Hile nOX0O0KU, CHUMCEHUe OCIPOmMbl 3peHUs, HeNPOU36804bHOe
MOueUucnycKanue, 3Ha4umenvHoe yxyouleHue KpamxocpouHol
namamu. Ilo dannoim MPT 2on06H020 MO32a ¢ KoHmpacmu-
poearuem om 25.04.2017 viasaeHo yseauuenue omoenbHuix,
panee onpedeassuiuxcsa 00pa308anull 6 npedeaax 20108H020
U cnuHHoeo mo3ea no cpagreruto c MPT om 31.03.2017. B 06-
aacmu 111 ncenydouka c pachpocmpareruem 6 nOAOCMb My-
DeuK0eo cedna oBHapydcer Memacmas, cAabo HaKanAUBarUsUL
KoHmpacmHoe eeujecmeo, pazmepamu 49 x 32 x 28 um. /py-
eue Haubosee KpynHole oyaeu (6 obaacmu 3a0He20 poea 1e6o-
20 60K08020 Jcenyoouka pasmepamu 31x 22 mm u peyudusnas
Memacmamuyeckas onyxoas 6 ooaacmu 1V xcenyoouxa pazme-
pamu 19 X 14 mm) He HaKanaugau KOHMpacmHoe 8eLecmeo.

Knunuuecku y 6046H0H 0mMme4aiucy 0e30pueHmuposa-
HOCMb 60 8DEeMEHU U CHUJCEHUe KPUMUKU K COOCMBEHHOMY
cocmosanur. Tloseuauce anvmeprupyouuii cunopom (noay-
nMo3 c1e6a NPU NOGbIUEHUU CYXOJICUNbHBIX PehaeKcos cnpasa),
CHUICEHUE MbIUUEHHOT CUAbL 8 NPOKCUMANBHBIX OMOeNax KOHeY-
Hocmeli, bonvute 6 Hoeax. OmmeueHa myn08UUHASL U NJOKOMO-
mopnas amakcus. Habarooanuce Hapywenus Kpamkocpo4Hou
namamu u QQyHKUUU maszoesix 0pearos no muny HeoepicaHus.
Hndexc Kapnosckoeo cocmaeun 60 %. Jlexcamemason na-
Yuenmia He noay4and.

B HayuonanvHom meduyuncKkom uccaedosamenbckom
yeumpe um. H. H. Baoxuna npogedero 4-e xupypeuueckoe
BMEULamenbcmeo ¢ Ueabld GeHMPUKYAAPHOU OeKOMNPeccuu.
10.05.2017 2. 6binonterst peKpaHuomomus 8 npaegoii 100Ho-me-
MeHHOU obaacmu, MpancopamuratbHoe yoaieHue oouUpHol
Memacmamuteckoii onyxoau 8 oonacmu 111 scenydouka c pac-
ceqeHueM npagoil KOAOHKU c600a M032a, YCMAHO8KA pe3epayapa
Ommaiis 8 noaocms nPasoeo bok08oeo xceaydouxa (puc. 4).

132

Knuxuyeckui cnyvai

Tucmonoeuueckoe 3axaouenue: paspacmanus GMUnUYHoU
mepamouodHo-paboouUoHol ONYxXoau ¢ MACCUBHbIMU 04A2AMU
Hekposa. Ilocae onepayuu y 604bHOI pazeurace ymepeHnas
Koma. Taxcecmb cocmosiHus Obina 06yca061eHa MecHOl 83a-
umoces3vio onyxoau u cmpykmypui 111 xcenydouka, ducyup-
KYASMOPHbIMU HAPYUWEHUSMU 8 Me300U3HUehanbHoll obaacmu
€ ycunenuem anbmepHupyrowe2o cCuHopoma, pasgumuem He-
caxaproeo duabema yeHmpanbHo20 2eHe3a, a makKaice nPpaso-
CMOPOHHeIl HUNCHEe004e801l NHEBMOHUU U SHOUH020 OPOHXUMA.
Cmepmob koncmamuposana 25 mas 2017 e. [Ipodoaxcumens-
HOCMb JCU3HU NAYUEHMKU OM MOMEHMA OUAZHOCIMUKU ONY-
xoau cocmaguaa 109 mec.

06cyxaeHune

C102KHOCTD OCTAHOBKH MOP()OJIOTHYECKOTO THATHO3A

ATHUNIYHBIE TePaTOMIHO-PAOIOUIHBIE OITYXOJIU Ma-
KPOCKOIIMYECKH CXOXU ¢ HEMPOIKTOAEPMAIbHBIMU OITY-
XOJIIMU: OHU MSATKO3JIACTUYECKON KOHCUCTEHIINHU, PO30-
BaTO-KpPacHbIE WM CUHIOIIHBIE, C OOJIBIINM KOJTUIECTBOM
KpoBocHa0xaromux cocynoB. [Toatomy ATPO nocne ru-
CTOJIOTUYECKOTO UCCACIOBAHMS YacTO OIIMOOYHO IPU-
HUMAIOT 32 MPUMUTHUBHYIO HEHPOAKTOAEPMAJIBHYIO OITy-
x0yib. OKOHYATEAbHBIM TMAarHO3 MOXHO IOCTaBUTh 110
pe3yabsraTaM UMMYHOTHCTOXMMUYECKOTO /WU MOJIEKY-
JISPHO-TEHETUYECKOTro uccaeaoBanmii [12, 13].

ATUTIMYHBIE TEPATOUIHO-PAOIOMIHBIE OITYXOJIU MTOYTH
Bceraa akcrpeccupytor EMA (epithelial membrane antigen,
MapKep 3MUTeIMaIbHON TKaHW), BAMEHTUH (MapKep Me-
3eHXUMAaJIBHOTO IIPOUCXOXKIEHUS KIIETOK), INIaAKOMBbIIIIEY-
HBII aKTUH, TMAIbHBIN (PUOPUIUISIPHBIN KUCIBIA MIPOTEUH
(GFAP). I1pu aToM He HabII0AAETCSI UMMYHOTMCTOXUMMU--
yeckoro okpamuBaHusg INI-1 (6e1KoBOoro KoMIoHeHTa
peMoIyIupyIolIero XxpoMatuH Komiuiekca ASWI/SNF),
MapKepbl TepPMUHATUBHO-KJIETOYHBIX OIyXOJEH TakKxXKe
He aKkcnpeccupyored. g ATPO xapaktepHa BbICOKast
npoaudepaTuBHas aKTUBHOCTb; MHAEKC MPoJudepaTUB-
Hoii aktuBHocTU Ki 67/MIB-1 Moxer coctaBisarh 80 %
[4, 12—14]. dna BO3BHMKHOBEHUS JaHHON MaTOJOTUM He-
00XxoarMa MyTalMsl TM00 B peMOIYIMPYIOIIEM XpPOMaTUH
komruiekce SMARCB1/INI1 nu6o, 4To ObIBaeT pexe,
B SMARCA4/BRGI; onHa 13 HUX U BBISIBISIETCS B ITONABJISI-
roueM 6oabuHCTBe caydaeB ATPO [15].

AKTHBHasI XHPYPru4ecKas TAKTHKA

ITpu myneTH(aKTOPHOM aHANN3e HAaUOObIlIEe BJIU-
SIHUE Ha yBeJIMYeHHUE MeAMaHbl BHBDKMBAEMOCTH 0e3 Ipo-
rpeccupoBaHus ¥ OOLIEi BbIXKMBAEMOCTU IAallMEHTOB
MMEIOT Takue (akTophbl, KaK BbICOKoHo3Hass XT ¢ mo-
cienyloueit TpaHcrmanTanuei ayronornuynbix I'CK, JIT
¥ KoMOMHMpoBaHHas Tepanus. [Ipu 3ToM MHTpaTeKaIb-
Has XT He accounupyercs ¢ yaydlleHUueM IokKa3artesei
BbXMBaeMOCTU. Hannuue oTaaaeHHBIX METaCTa30B SIB-
JsieTcs (akKTOpPOM, YXYAIIAIOIIMM ITPOrHO3 3a001eBaHUS
[2, 3]. [Ipu ToTanbHOM yAaJleHUU MEPBUYHOMN OMyXOJIHN
OTMeYaeTcsl yBeJIMUeHNeE 2-JIeTHEN BbKBaeMocTu 10 60 %
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Puc. 4. Bmopoii kackad memacma3zuposanusi, yoanrenue ouaea 6 I11 sceaydouxe ¢ dexomnpeccusroii yeavio. MaeHUmMHO-pe30HaAHCHAS MOMO2PAPUS 20108~
Hoeo mo3ea ¢ konmpacmuposaruem 6 pexcume T1 om anpens 2017 2., neped 4-ii onepayueii: a — Hympuiceay004K08ble Memacmaswsl 6 00aacmu 60K08bIX
u I11 scenydouxos; 6, 6 — memacmas, sanoansouuil eco npoceem 111 xucenydouxa c okkaro3ueil mexcncenydoukosuix omeepcmuii. Onepauuontsle pomo:
2 — npoaabuposanue onyxoau (t) uz Il yxceayoouka uepez npagoe mexncicery0oukogoe omeepcmue (NYHKMUPOM ommeveHa NPoeKyus KOAYMHOMOMUU);
0 — yoaneHue onyxoau (1) nocae paccevenus KoA0HHb! c600a; e — ud 111 nceaydouka nocae mpanc@opamuHarbHo2o yoareHus OCHOBH020 MACCUBA ONYXO0NU
(onpedensitomest UHMaKmMHble 3a0Hss CRaliKa Mo32a (cp), cnaiika nosookoe u snugus (p), c60000HbLl 6X00 6 6000NP0600 M032a (Aq); e — NAHOPAMHbLI 8UO
paHsl nocae yoanenus onyxoau ¢ dekomnpeccuell 111 sceayoouka, 0c6060xucoenus mexcicenyooukoswix omeepcmuii (md, ms) ¢ UHMaKmHoil 3a0Heli CMeHKol
111 xcenydouka (onpedeasemes x00 8opcun4amozo cnaemenus (ch) Kk obaacmu HenyodouK06020 MpeyeoabHUKA); 3 — KOHMPOAbHAS KOMAbIOMEPHAS MOMO-
epagus uepes 1 cym nocae onepayuu

Fig. 4. Second metastatic cascade, removal of a lesion in ventricle I11 with the aim of decompression. T1-weighted contrast-enhanced magnetic resonance imaging
of the brain performed in April of 2017 prior to the 4" surgery: a — intraventricular metastases in the lateral and 3rd ventricles; 6, ¢ — metastasis filling ventricle 111 with
occlusion of interventricular foramens. Operative photo: e — tumor prolapse (1) from ventricle 111 through the right interventricular foramen (dashed line shows
columnotomy projection); d — tumor removal (1) after dissection of the cranial vault column; e — ventricle 111 after transforamen removal of the main tumor mass
(intact epithalamic commissure (cp), commissure of habenulae and epiphysis (p), free access to the cerebral aqueduct are visible (aq)); sc — panoramic view of the wound
after tumor removal with decompression of the 3rd ventricle, freeing of the interventricular foramens (md, ms) with intact posterior wall of ventricle I11 (choroid
plexus path (ch) to the area of the ventricular trigone is visible); 3 — control magnetic resonance imaging 1 day after the surgery
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10 CPaBHEHMUIO C TPYITITOI GOJIBHBIX 6€3 TOTAIBHOIO yia-
seHus onyxouu (21,7 %) [5].

HNmmyHoTepamus

B HacTos111€€ BpeMsi eCTh JUIIb €IMHUYHBIE paOOTHI,
OIMMCHIBAIOIIE MHTPATEKaIbHOE BBEIEHME TOHOPCKUX
n ayronorndHbiXx T-L[TJI y 60J1bHBIX CO cieuuduuecKum
nopaxenueM LIHC npu remo6iacTo3ax, a Takxke MHTpa-
TeKajibHoe BBeaeHue ayTojornaHbix T-LITJI mpu 3nokaue-
CTBEHHBIX IJinomax [16—19].

ATUIIMYHBIE TEPATOUAHO-PAOJOUIHBIE OMYXOJIU CO-
JepxkaT OITyXOJieBble CTBOJIOBBIE KJIETKM, KOTOPBIE TTOAa-
BJISTIOT UMMYHUTET U YCTOMYMBHI K TpanuiioHHou XT u JIT.
Jna ATPO, B otinume oT r1o61acTOMBI, XapaKTepHbI yMe-
peHHast uHpuibrpaiust CD68*-mMakpodaroB/MUKPOLIUN
n CD4*-xieTok, Bbicokas nHuibrpaums CD8*-T-kieTok,
Hu3koe oTHoieHue CD4*/CD8*, mpucyTcTBre 303MHOMU-
JIOB BO Bcex ooOpasiax TkaHu ATPO, 4To roBopuT 0 BEICOKOI
3 GEKTOPHOIM aKTUBHOCTU OIYX0JIEBOIO UMMYHHOTO OKpPY-
KEHMSI M HAJIMYWU TOYEK TPWIOXKEHUS 11 alblOBAHTHOM
nmmyHotepanuu [20]. Undunsrpaius onyxoseit Makpoda-
raMu 1 ICHAPUTHBIMU KJIETKaMU B LIEJIOM CBSI3aHA C TUIOXMMU
KIMHUYECKUMMU pe3yJibTaTaMu. T-KiIeTouHast MTH(PUIBTpaLust
OIIyXOJIEM U UX METACTA30B SIBJISIETCS MPEANIOCHUIKOM IS I10-
JIy9EHUS TTOJIOXKUTEIBHBIX PE3YJIBTATOB, XOTSI HE BCE MH(DMITb-
TPUPYIOLLIME OIMyXOab T-KJIETKHM 00J1aiaioT TIPOTUBOOITYX0-
JIEBBIM MOTEHIMaIoM. B 1ieoM nHbMIsTpaiys omyxoau
CD8*-T-keTkamu cBsi3aHa ¢ OJIArONMPUSITHBIM IIPOTHO30M,
TOTa KakK €€ BbICOKasl HachlleHHoCTh CD4*-KkiieTkaMu Mo-
KeT ObITh OTpULIATEILHBIM TTPeIUKTOpOM [21].

Taxk, S.W. van Gool 1 coaBT. cpey 7 MauyeHToB (6 U3 HUX
MJaaie 2 Jer), MOJyYMBIIMX BaKLIMHY C ayTOJIOTMYHBIMU
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JNEHAPUTHBIMM KJIETKaMM B KOHLIEHTpalmu 2 % 107 Kj1eTok
Ha BaKIMHY, OTMETWJIU IJUTEJbHYIO BBIXXMBAEMOCTH
y 3 6ombHBIX: 143, 138 11 46 mec [22]. OnyH 13 HUX ObIT Bak-
LIMHUPOBAH BO BpeMsl IEPBUYHO Tepanuu, a 2-il — nmocie
nporpeccupoBaHusa 3aboyieBaHus. JIBa mpoaHa-
JIM3MPOBAHHBIX MAallMEHTa TMOKa3aIu MOJOXUTEIbHBIN
CDS8*-T-K/1eTOYHBII OTBET MOC/Ie BaKIIMHALIUU.

Ente omHyM HarpapieHreM UMMYHOTEPAIK MallieHTOB
¢ ATPO gBnsgercs npumeHeHue aHTu-PD-1-61o0kaTopoB
(PD-1 — peuenTop nporpaMMHpyeMOii KJIETOUHOM rudesu 1)
B CBSI3U ¢ OoJiee BBICOKMMM YPOBHSMU 3Kcnpeccun PD-1
u PD-L1 (uranga peuenTopa mporpaMMUpPyeMoii KJIeTou-
Hoit rubenu 1) B ATPO 1o cpaBHEHUIO C IpyrMMU MEPBUAY-
HBIMU 3JI0Ka4eCTBEHHBIMU HOBOOOPa30BaHUSIMU Y NETEH,
TaKMMM KaK 3MEHINMOMBI, TIMOMBI BBICOKOW CTEIEHU
3JI0Ka4YeCTBEHHOCTU U MeIyJJIO0IacTOMBI [23].

3aknyeHue

B nanHOM HaOMIOACHUU MPOAEMOHCTPUPOBAH OIMH
M3 CaMbIX OOJIBIIIMX ITOKa3aTesieil MPOaOIKUTEIbHOCTU
XKU3HU y 60abHBIX ¢ ATPO npu oTHOCUTEIBHO BHICOKOM
Ka4yecTBe XKM3HU, IIPU 3TOM yIeJIeHO BHUMaHUE IpodiemMe
cloXHOCTU nuddepeHunanbHolil nuarHoctuku [THDO
1 ATPO, a Takxke o003HaYeHa BO3MOXHOCTb JUIUTEJILHOTO
BBDXMBAHMS TTALIMEHTOB C JAaHHOU MaToJIoTuei 6aronaps
KOMILIEKCHOMY ITOIXOY, BKJIFOUasl MOCae10BaTeIbHOE aK-
TUBHOE XMPYPruyeckoe JieueHue MEePBUYHON OITyXOJH,
PELIMIMBHOMN OITyXOJU, CUMIITOMHBIX METacTa30B U IPO-
BeAeHME KOMOMHUPOBAHHOM KJIETOYHOI MMMYHOTEpaIuu
JeHTpUTHBIMU KileTkamu 1 T-LITJI. OnHako Borpoc 06 MM-
myHoTtepanuu ATPO ocTaeTcss OTKPBITHIM Y MOIJIEKUT
JaJibHEUIeMy 00CYXAEeHUIO.
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