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0O6ocHoBaHue. SneHANMOMbI NPEeACTaBIsOT COO0H rpyry OMyXoaek IMaibHOro MPOUCXOXKAEHUS, 0ObIYHO BO3HUKAIOLLMX
B 06/71aCTU 3aHEN YEPENHON SIMKM, pexe — B GOKOBbLIX )KeJy[Jo4YKax U CIMHHOM Mo3re. Yalje Bcero peuuanBupoBaHue
3MeHANMOM MPOUCXOAUT B MECTaX MePBUYHOMN JIOKaAn3aLmum ambo B LIEHTPaIbHON HEPBHOM cucTteme. Metacta3mpoBaHue
3MNeHANMMOM 3a Npeaesibl KPaHUOCMMHAaAbHOM CUCTEMbI MPOUCXOANT KpahHe peako. OnucaHue KJIMHMYECKOro ciy4vasl.
lMpeactaBieH KIMHUYECKNI MPUMEP IKCTPAHEBPAIbHOr0 MeTacTa3mpoBaHUsl B KOCTU M KOCTHbIM MO3r Y NayneHTKN B BO3-
pacte 10 net ¢ aHanaacTUYECKON 3MEeHAUMMOMOWN CyrnpaTeHTOpMaabHON JIOKa/IM3auuu Mocae KOMIIEKCHON Teparnuu.
lpoBeaeH 0630p 0MNy6/MKOBaAHHbLIX C/lyYaeB Pa3BUTHS IKCTPAHEBPasIbHOr0 MeETacTa3umpOBaHMs SMEeHAMMOM Yy AeTen.
lMpeanpuHATa MonbiTKa PaccMOTPETh BO3MOXKHbIE (PaKTOPbl PUCKa UX Pa3BUTUS. 3aKaoYeHme. SneHanuMapHble Onyxoau
CNOCO6HbI K 9KCTPaHEBPAaJIbHOMY METAcTa3MpOBaHUIO B KOCTHYIO M FeMOIMO3TMYECKY0 CcUCTEMbI. [1pOAOMKEHHbIN POCT
n MeTacta3mpoBaHue 06YC/I0BANBAIOT KpanHe Heb1aronpusiTHbINA MPOrHo3 3abo/ieBaHus.
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Extraneural Metastasis of Ependymoma in Children:
A Clinical Case

Background. Ependymomas are a group of glial tumours, usually occurring in the posterior cranial fossa, less often — in the
lateral ventricles and spinal cord. Most often, the recurrence of ependymomas occurs in primary sites, or in the central nervous system
(CNS). Ependymoma metastasis beyond the craniospinal system occurs rarely if ever. Description of a Clinical Case. A clinical example
of extraneural metastasis to the bones and bone marrow in a 10-year-old patient with supratentorial anaplastic ependymoma after
complex therapy has been presented. A review of published cases of the development of extraneural ependymoma metastasis in
children has been presented. An attempt was made to consider possible risk factors for their development.

Conclusion. Ependymal tumours are capable of extraneural metastasis to the bone and hematopoietic systems. Continued growth and
metastasis lead to extremely unfavourable prognosis for the disease.
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OBOCHOBAHME

AnNeHANMOMbI — 3TO OMYXONW MManbHOrO NPoUCXoXKae-
HUS, 06bIYHO BO3HMKalLWMe B 06/1acTh 3ajHen YepenHon
MKW, perxe — B GOKOBbIX KeyJo4yKax U CMMHHOM Mo3re
[1, 2]. 3TO TpeTbs NO pacnpoCTPaHEHHOCTU B MNeauvatpu-
YECKOW MpaKTUKe OMNyxo/b LEeHTpasibHOM HEpPBHOM cucTe-
mbl (LHC) [3, 4], gona KoTopon B O6LLeW CTPyKType ony-
XONnen [daHHOW noKanu3auumn coctaBnser 8-10% [1, 5].
3neHaMMOMbI NPeACTaBNFIOT reTePOreHHyI rpynmy onyxosnen
C pa3HbIMKU UMMYHOIMCTOXMMUYECKUMU XapPaKTEPUCTUKAMMU,
pesynbrataMu n1e4eHnsa n nporHo3om. OHKW YacTo peunanBu-
pyloT B MecTax NepBUYHOM NoKannadauuu [6]. Takke obLmm
AN 3TUX Onyxofen sBASeTcs NenToOMeHUHreanbHoe pac-
npoctpaHeHue B apyrve otaensl LLHC yepes uepebpocnu-
HallbHYIO XXWAKOCTb [2]. YacToTa peunanBoB y AeTen LOCTH-
raet 74% (NnonoBuMHa — NOKa/bHbIA pPeunanMB) B CPedHEM
B TeYeHWe ABYX NeT OT MOMEHTa NOCTaHOBKMW AMarHosa [6].
KpalHe pegkum ABASETCA pa3BUTME IKCTPaHeBpPasbHbIX
MeTacTa30oB 3MeHAUMMOMbI, 4YacToTa KOTOPbIX COCTaBAfeT
3,7% BCex cny4yaeB Pas3BUTUS IKCTpaHeBpasbHbIX MeTa-
cTa30B [7]. OnncaHbl cnyyan pa3BUTUS IKCTPaHEBPabHbIX
MeTacTa30B B JIErKue, NieBpy, MeyeHb, KOCTU, nmbaTu-
YecKMe y3/bl, KOXYy U MArkMe TKaHu. MeTacTa3uvpoBaHue
B KOCTM WM KOCTHbIA MO3I OMUCaHO TOMbKO B HECKOJIbKMX
HabnaeHnsx (Tabn.).

MpeactaBnsiem onucaHWe KpanHe PefKoro KIMHUYECKOro
cnyyas aHannacTMY4eCKOW 3NeHJUMMOMbI CynpaTeHTopuasb-
HOW NoKanusauun ¢ pa3BUTUEM IKCTPaHEBPaASIbHOro MeTa-
CTa3nMpoBaHWsA B KOCTU CKeneTa U KOCTHbIM MO3r. [laHHas
KNMHUYeCKaa AEeMOHCTpauusa MNOoATBEPXLaeT CnoCO6HOCTb
3MNeHAUMapHbIX OMyXonen K 3KCTpaHeBpalibHOMY MeTacTta-
3MpOBaHMio, onpegensowemMy KpanHe HebaaronpuaTHbIN
NPOrHO3 3a60/ieBaHMS.

KNUHUYECKHUHA NPUMEP

0 nauyueHTe

MNpeactaBneH KIMHUYECKMI NpUMep nauneHTky b., 10 neT.

N3 aHamHe3a M3BeCTHO, 4TO AeBO4YKa 6O/bHa ¢ Mas
2013 r., Koraa nNoOsIBUIMCb MPUCTYMbl CYAOPOr B MpaBbiX
KOHEYHOCTSAX (MPEMMYLLECTBEHHO B PYyKe), ronoBHas 60/b
C TOWHOTOM, aTakcusa npu xoab6e. o AaHHbIM MarHuT-
HO-pe30oHaHcHoM Tomorpadun (MPT) ronoBHoro mosra OT
08.07.2013, BbIiBNEHO 06beMHOe ob6pa3oBaHWe eBOM
TeMeHHoM obnacTu. Mo gaHHbIM 3HUedanorpadum BbiSBAEHA
anunenTMyecKkas akTmBHocTb. 12.07.2013 B HauuoHanbHOM
LeHTpe neavaTpuuM M OETCKOM XMpypruu ropofa buuiKeka
(Knprusus) BbinonHeHa onepauus — OTKpbITas 61Moncus ony-
XON NeBOM TeMeHHon o6nactu. Mo gaHHbIM MPT ronosBHoro
mo3ra ot 30.07.2013 BbifiBNIeHa 30Ha HEOAHOPOAHOrO CUr-
Hana ¢ UMOMbuumen KpoBblo pasmepamn 38X30X35 mm.
BbimonHeH nepecMoTp TUCTONOTMYECKUX MpenapaToB B
HaunoHanbHOM MeAMLMHCKOM MCCNeaoBaTeNbCKOM LIEHTPE
[IeTCKON remMaToNorMm, OHKOMOMMU U UMMYHOMOMMU UMEHU
Omutpua PorayeBa (Mockga). 3akstodeHue (ot 05.08.2013):
«AHannactuyeckas aneHammoma, WHO grade lli».

®dusuKanbHaa guarHocTuka

Mpn nepBMYHOM MNOCTyNNEeHUN B deaepanbHbii LEHTP
12.08.2013 no WHUUMATMBE POAMTENEN: MPU OCMOTpPE
HEe NIMXOPaAMT, anobbl Ha CU/bHYIO FONOBHYIO 60/b, PBO-

Ty. Koxka 6negHasi, ynctas. KOXKHbi MOKPOB W BUAUMbIE
CNN3UCTble 060/04KM 4ucTble. CepaedyHo-neroyHas pnes-
TEeNbHOCTb yAOBNEeTBOPUTENbHASA. MBOT MATKUI, AOCTyneH
rnyboKon nanbnauMmM BO BCeEX oTaenax, 6e360/1e3HEHHbIN.
dusnonornyeckne oTnpaBneHns B Hopme. HeBPONorniecKkumn
CcTaTyc: AeBOYKa B CO3HAHWMU, NMPEUMYLLECTBEHHO JIEHMUT,
Bsnas. KOHTaKTHa, OpMeHTUpOBaHa, Ha OCMOTP pearunpyet
BAn0. B TeyeHne gHA — NPUCTYNbl CUIIbHOW FON0BHOW 60K
C TOWHOTOM M pBOTOW. [0 YepenHbiM HepBaMm: | napa —
060HAHME 6e3 mameHeHuw; |l napa — ocTpoTa 3peHus
He HapyuweHa; lll, IV, VI napbl — rnasHble wenu S = D, 3pay-
KW OKpyrnon ¢dopmbl, doTopeakuuss npsmMas U CoapyrKe-
CTBEHHas; V napa — HUMKHAS YeNtoCTb MO CPEeAHEN JIMHUMU,
OBUXKEHUS HUKHEN 4YentoCcTu He orpaHuyeHbl; VIl napa —
HapyleHne GYHKLUMU MUMUYECKMX MbIWL, CrAaXKeHa HOoCo-
rybHas cknagka cnpasa; VIl napa — cnyx opMeHTUPOBOY-
HO He HapylueH, HUcTarma HeT; IX n X napbl — rnotaHue
1 GoHaUUs He HapyLleHbl, FMOTOYHbIM U HEGHbIN pedneKchl
yaosneTBoputenbHble; XI napa — HanpsXeHun B Tpane-
LUMEBUAHON U TPYAUMHHO-KNOYMYHO-COCLEBMAHON MbllLLaX
HeT; XII napa — pgeBuauuu §3blka HeT, aTpPOdUU MbILLL,
A3blKa M dacuMKynsaumMi HeT. B aBuratenbHo-pedneKTopHOM
cohepe: aTakcU4Hasa noxoaKka. MpaBOCTOPOHHUIM reMunapes
[0 2 6annoB: ABUKEHWUS B MOJTHOM 06beMe B YCNOBUSAX pas-
rpy3Ku (B COOTBETCTBUU C anpobmUpoBaHHON WECTUOaNIbHOM
WwKanon «OueHKa MbllwevyHon cunbl» [21].

MpepBapuUTenbHbIA AUArHo3

C71.8 AHannacTuyecKkaa aneHgMmoma NneBon N06HO-
TeMeHHoW o6nacti. CocTosiHMEe nocse pPe3eKUMn OMnyxonu
B uione 2013 r. CumnToMaTmyecKas anunencus.

[varHocTuyeckue npoueaypbl

MPT ronoBHOro Mo3ra HaTMBHO M C KOHTPACTHbIM YCHU-
neHunem ot 13.08.2013 (3aecb u ganee: MPT-uccnenoBaHus
BbiNo/iHeHbl B Mopososckon AMKB, MockBa): B no6HO#M
W TEMEHHON Aone NeBOro nonywapus BbiABASETCH 06LWMp-
HOe onyxosieBoe 06pa30BaHUE HEOOHOPOAHOM CTPYKTYPbI
3a CYeT BKJIOYEHUIN 04aroB KPOBOU3NUSHUS C BOBEYEHNEM
KOPTUKasbHbIX OTAENOB U OKPYKEHHOE 30HON nepudoKasnb-
HOro oTeKa, pasmepamu 80X50X60 mMM. 3akioyeHue:
«MP-KapTrHa npoaonKeHHOro pocta 06beMHOro o6pa3oBa-
HUS NeBOW NOBHO-TEMEHHOW 06N1acTu C NpU3HaKamu nepe-
HECEHHOI0 KPOBOUSUSHUSY.

MPT ronoBHOro “ CNMHHOIO MO3ra HaATUBHO U C KOH-
TpacTHbIM ycuneHnem ot 20.08.2013 (puc. 1): B nesow
NI0O6HO-TEMEHHOM 06nacTu onpeaensieTcs nocronepauuoH-
Hasi KMUCTO3Has MOMOCTb C YETKUMU HEPOBHbLIMWM KOHTypa-
MW, UMetoLWwas HeogHoPOoAHbIM MP-curHan oT coaepumMoro,
BEPOSITHO, 3@ CHET HANMYNUA FrEMOPPArM4ecKoro KOMMNOHeEHTa;
Mo KOHTypam MofoCTW onpeaensetcs HeoAHOPOAHO MOBbI-
WeHHbIK MP-curHan (06ycnoBnEHHbIM remopparn4eckum
nponutbiBaHMeM) paamepamu 7,8X4,8X5,0 cM, TakKe oTMe-
YaeTcs HEBbIpaXKEHHbIN nepudoKanbHbIM OTEK NpUAEXKaLLmX
oTAEeNnoB BelecTBa Mo3ra. [locne BHYTPMBEHHOIO BBEAEHUS
KOHTPACTHOrO BeLLEeCTBa OTMEYAETCS BblpaXeHHOE NoBbILLle-
HWE MHTEHCMBHOCTM MP-curHana ot TBepAoM MO3roBon 060-
JIOYKM Ha YpOBHE OMnepaLmnoHHOro goctyna. Take Ha GoHe
reMopparnyeckoro MpoOnUTbIBaHUSA KOHTYPOB KMCTO3HOM
MONOCTU HENb351 UCKIOYUTb MaTONOMMUYECKOrO HaKOMAEHMs
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napamMarHeTMka Ha AaHHOM ypoBHe. [Tpu3HaKoB MeTacTatu-

YEeCKOro NopaKeHMs CNMHHOIO MO3ra He BbISIBIEHO.
LlMTonornyeckoe muccnegosaHme ntomobanbHOro IMKBopa

oT 23.08.2013: onyxoneBble KIETKM He HauaeHbl. LiuTo-

NIOrMYecKoe uccnegoBaHWe BbINOAHEHO nocne aoo6ene-

poBaHusa nauueHtku (MPT Bcex otgenosB LIHC HatmBHO

W C KOHTPACTHbIM YCUIEHWEM C LIENbIO UCKOYEHUS MeTacTa-

TUYECKOro npouecca no MKBOPHbLIM NyTAM).

MPT ronoBHOro Mo3ra HaTMBHO M C KOHTPACTHbIM YCHU-
neHnem ot 19.03.2014 n 16.05.2014: KapTMHa 6€3 auHa-
MWKW; B NIEBOM MOMyLlapuu rof0BHOrO MO3ra, npeumylie-
CTBEHHO B TEMEHHOW [0Jie, coxpaHseTcss obwupHas MnocT-
MaHUNYASLMOHHAs NMKBOPHas MNOMOCTb; O6LIMPHAs 30Ha
IMUO3HbIX U3MEHEHUIM, pacnpocTpaHsolasacs 40 N06HOM
W 3aTblIOYHON Jonen, obwumu pasmepamun 40X46 mm.
MP-aaHHbIX 3a ONyX0/IEBYIO NATONOMMIO HE MONTyYEHO.

MPT CAMHHOro Mo3ra HaTUBHO M C KOHTPACTHbIM ycuie-
Huem oT 03.06.2014 (puc. 2): BbISIBEHO MeTacTaTuyeckoe
nopaKeHne Ten WeNHbIX, TPYAHbIX M MOSCHUYHbBIX MO3BOH-
KoB (ob6llee Koan4yectBOo 12), MMEIKLWMX KaK 04aroBbli,
TaK M Onddy3HbIM XapaKTep, C y4acTKaMW naKyHapHoro
HaKOMJeHUs napamMarHeTMka Ha MOCTKOHTpacTHon dase
B CTPYKType MeTacTaTMyecKoro ysna. MaeHTuyHble ovaru
NopaKeHWs BbISIB/IEHbI B KPECTLLE M MOAB3AOLWHbIX KOCTSIX.

KomnbtotepHas Tomorpadusa (KT) NnO3BOHOYHMKA U KOC-
Ten Tasa oT 05.06.2014: nogo3peHne Ha meTacTa3npoBa-
HWEe B Tefla NO3BOHKOB WENHOro, rPYAHOro M MOSICHUYHOIO
0TA€eN0B NO3BOHOYHMKA, KOCTM Ta3a.

B COOTBETCTBMM C KIIMHUYECKMMMU pPEKOMEHAALMAMMU MO
JIeYEHUIO OMyXOnen ronoBHOIMO M CAMHHOrO Mosra [3] Bce
HUXKEeNepeyncneHHble uccnegoBaHnsa Gbiav BbINMOAHEHbI MPK
NosiBNIEHWM NOAO3PEHMI HA IKCTPaHEBpPaibHOE MeTacTasu-
poBaHue 3neHAMMOMbI MOCNE KOMTMIEKCHOrO IeYeHuns:

e KT opraHoB rpyaHoun kneTku ot 05.06.2014: npusHaKkos
NaToNOrMYECKUX U3MEHEHMI BOCNANMUTENBHOIO XapaKTe-
pa B JIErKMX HE BbISIB/IEHO;

e KT ronoBHoro mosra, opbuT, KOCTEN 4Yepena W rojoB-
HOMO MO3ra HaTMBHO WM C KOHTPACTHbIM YCU/IEHMEM OT
16.06.2014: npn3HaKu 0nyxoneBoro pocta B JIEBOKW 106-
HO-TEMEHHOWM 06/1acTU C pacnpoCTpaHEHWEM Ha MO30/n-
CTO€ TeNo W KoHTpnaTtepanbHoe nonywapue. KT-gaHHbIX
3a HaNn4me AeCTPYKTUBHbIX UBMEHEHMI B KOCTSX Yepena
He MoNy4yeHo;

e KT nneyeBbIX cycTaBoB M Kawuuy oT 16.06.2014: Ha
cepun KT oTmevaetca anddysHoe MNoBbILIEHWE MOT-
HOCTU TONIOBKWM M BEPXHEW TpeTu ryéyatoro BellecTBa
na1e4eBoOn KOCTHU CNeBa;

e ocTteocuuHTUrpadums ot 10.06.2014: BbISBAEHO NaTono-
rMYyecKoe HaKonneHue pagnodapmnpenapara B eBon
TEMEHHOW KOCTH, FOJIOBKE JIEBOM MNJIEYEBOW KOCTH, Tenax
NO3BOHKOB 3-r0 WeWHoro, 11-ro rpyaHoro, 2—5-ro nosic-
HUYHbIX NO3BOHKOB (pUc. 3);

e Mmuenorpamma ot 20.06.2014: noparKeHue KOCTHOro
Mo3ra, 35% 0onyxosieBbIX KIETOK;

e TpenaHobuoncus nnevyeson Koctn ot 20.06.2018: meTacTa-
TUYECKOE NOoparKeHWe KneTkaMu aneHanMMmomsl (puc. 4; B, ).

KnuHuyeckum gnarHos
OcHoBHOM AmarHo3. AHannacTMyecKas aneHgMmMoma
neBon No6Ho-TeMeHHoM obnactn. CocTosiHUE nocne pesek-

Puc. 1. NaumneHTtka b., 10 net: MPT ronosHoro (A, b) n cnuHHoro
(B, ') MO3ra HaTUBHO W C KOHTPACTHbIM ycuneHunem (o1 20.08.2013)
Fig. 1. Patient B.’s MRI of the brain (A, B) and spinal cord (C, D)
natively and with contrast enhancement as of Aug 20, 2013

lMpumevaHne. CocTosiHWe nocne cy6ToTanbHOro yaaneHus onyxonu
o1 14.08.2013. B 30He onepaTMBHOro BMellaTenbcTBa
onpegenserca AedeKT, UMetoWwnin HeoAHOPOAHbIM MP-curHan

3a CYET Hanyna remopparm4ecKkoro KOMnoHeHTa (A, ykasaHo
cTpenkamu). Nocne BHYTPUBEHHOIO KOHTPACTUPOBaHUSA OTMeYaeTcs
Bblpa)keHHOe HaKOoMNeHne napamarHeTuka no KOHTYpy pe3eKuunu
(B, yka3aHo cTpenikamu), Ha GOHe KOTOPOro Heb35 UCKIOYUTb
Hann4yne octaToyHOM onyxonu. MpU3HaKoB MeTacTa3upoBaHUs
OMNyXonu B CNMHHOM MO3re He BbisiBieHo (B, IN).

Note. The condition after subtotal removal of the tumour as of Aug 14,
2013. In the area of surgical intervention there is a defect with

a heterogeneous MR signal due to the presence of a hemorrhagic
component (A). After IV contrasting, a marked accumulation of the
paramagnet along the resection contour (B) is noted, against which
the presence of a residual tumour cannot be ruled out. Signs of
tumour metastasis in the spinal cord are not detected (C, D).

umnn onyxonu (Mtonb 2013 r.). MporpeccupoBaHne 60NE3HMU:
NPOAOMKEHHbIN pocT onyxonn. CocTosHMe nocne NoBTOPHOM
peseKumum onyxonu (aBryct 2013 r.), XMMUOSy4EeBOM Tepanuu
(aBryct 2013-man 2014 r.). MNMporpeccusa Ha poHe Tepanumn
TEMO30/10MUAOM, MPOAOSIKEHHbIR POCT ONYX0/K, MeTacTasu-
poBaHue B Tefla MO3BOHKOB LEWHOro, rPYAHOro U NOSICHMY-
HOrO OTAEN0B MO3BOHOYHMKA, KOCTH Ta3a, KOCTHbIN MO3T.
ConytetBytowmnin guarHo3. [NpaBOCTOPOHHMIM cnacTuye-
CKMIM remunapes. CumnToMaTmyecKas BUCOYHas anunencus.

AnddepeHumnanbHaa guarHocTuka

MpoBoaunca avddepeHumnanbHblin AMarHO3 BbIABIEH-
HbIX 04aroBbIX NBMEHEHWIN KOCTEW CKeneTa ¢ Ty6epKyie3oMm
NO3BOHOYHMKA (AMArHo3 UcktodeHus). C aTon Lenblo Obian
BbINoONAHeHbl KT rpyaHOM KNETKM (04aroBbIX M3BMEHEHWIM B Ner-
KUX HE BbISIBIEHO) N Ty6EpKyIMHOBLIE NPO6LI (Mpob6a MaHTy
WU [unacKuMHTECT oTpuuaTtenbHbl). bonbHas MPOKOHCYNbTU-
poBaHa GTU3MATPOM, KOTOPbIM OTMEYEHO, YTO, BEpPOSiITHEE
BCEro, MMeeT MecTo MeTacTaTM4eCKMIM NPoLLeCC B MO3BOHOY-
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Puc. 2. NaumneHTtka b., 10 net: MPT cnMHHOro Mo3ra HaTUBHO U C KOHTPACTHbIM ycuneHvnem (o1 03.06.2014)
Fig. 2. Patient B.’s MRI of the spinal cord natively and with contrast enhancement as of Jun 3, 2014
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lNpumevanme. JaHHble MP-1306parkeHnst 4EMOHCTPUPYIOT MeTacTaTUYeCcKoe noparkeHne Ten WenHbIX, FPYAHbIX, MOSCHUYHbIX MO3BOHKOB,
KpecTua 1 NOAB3A0LWHbIX KOCTEN, Kak AMddy3HOro Tak M 04aroBOro xapakrepa (yKasaHo cTpefikamu Ha naobpareHusx A, b, B, IN).
[MoparkeHne KOCTHOro Mo3ra UMEET MMMOUHTEHCUBHbIV CUTHaN Ha T1-B3BELEHHbIX N306paXKEHUSsIX, C MHBEPCUEN CUTHana

Ha nocnefoBaTelbHOCTSX C XUponogaBneHmem. Ha NOCTKOHTPACTHbIX CEPUSIX B HEKOTOPbIX O4arax 0TMeYaeTcs JIoKanbHOe HaKonaeHe
napamarHeTuKa (n3o6paxkeHue [l, ctpenka). B anacdumse neBow nieyeBow KOCTU onpeaenseTcs runoMHTeHcuBHasa Ha T1-BU 3oHa
NnepecTPoOMKM KOCTHOIO MO3ra C YETKUM KOHTYPOM 6€3 HapyLleHUs LLeNIOCTHOCTM KOPTUKaNbHOM NnacTUHKKM (mts) (M3o6paxeHune E, cTpenka).
Note. These MR images show metastatic lesions of the bodies of the cervical, thoracic, lumbar vertebrae, sacrum and iliac bones, both of
diffuse and focal nature (white arrows — Figures A, B, C, D). Bone marrow affection has a hypointense signal on T,-weighted images, with
signal inversion on sequences with fat suppression. On post-contrast series, a local accumulation of the paramagnet is noted in some foci
(blue arrow — Figure D). In the left humeral shaft there is a Ty —W, hypointensive area of bone marrow rearrangement with a clear contour

without disturbing the integrity of the cortical plate (mts) — Figure F.

HUKE U KOCTSIX Ta3a. PEKOMEHJOBaHO NPOBEAEHNE CLIMHTH-
rpadun KocTen cKesleTa, 3aTeM — pelleHre Bonpoca o npo-
BEJEHWUM TPenaHo6MUomncun.

Puc. 3. MauuneHTka b., 10 net: octeocumHtUrpadms (ot 10.06.2014)
Fig. 3. Osteoscintigraphy of Patient B

lpumevaHue. Busyanuampyercs natonorMyeckoe HakonneHme
pagnodapmnpenapaTta B 1€BOM TEMEHHOM KOCTH, FOIOBKE NeBOM
nnevyeBomn KOCTU, Tenax N03BOHKOB 3-ro WwenHoro, 11-ro rpygHoro,
2—5-r0 NOSACHUYHbIX MO3BOHKOB (CTPENKH).

Note. A pathological accumulation of the radiopharmaceutical
agent in the left parietal bone, left humeral head, vertebral bodies
of the C3, T11, L,—Ly vertebrae is visualized.

MeauumnHCK1e BMellaTe/ibcTBa

14.08.2013 B MoposoBcKkon [AKB BbinonHeHa onepa-
UM — MOBTOPHOE yaaneHne onyxonu neBomn N06HO-TEMEH-
HOM 06nacTu.

[MpoToKon onepauymn. Pazpe3 MArKMX TKaHen No ctapomy
pyouy C OTKUAbIBAHMEM KOXHO-amOHEBPOTUYECKOrO JI0CKyTa
K yxy. Mo ueHTpy pa3pesa cBepXy Mo HanpaBNEHUIO K caruT-
TaNbHOMY CWMHYCY BbINOAHEH pa3pes3 AJIMHOM 3 CM, NOCKyTbI
OTOABMHYTbI B CTOPOHbI. C NomolLLblo MUKpobypa chopmupo-
BaH KOCTHbIA NOCKYT pa3MepoM 5X5 cm. KBepxy oT Tpena-
HaLMOHHOIO OKHa nocne nepBoW onepauuMu cHopMUpPOBaH
BTOpOM NocKyT 15X50 mMm. TBepaas mMo3roBasi 060/104Ka
(TMO) HanpsixkeHa, pe3Ko YTo/lleHa B LIeHTPabHbIX OTAeNax,
nynbcauus ee ocnaéneHa. Mog MUKPOXMPYPrMYECKUM KOHTPO-
nem TMO BcKpbiTa Kpectoo6pasHo. OTMeYeHo npopacTtaHue
TMO py6LIOBOM M ONyxONIeBON TKaAHAMW; BM3yanu3nvpoBaHa
onyxoneBasi TKaHb TEMHO-BULIHEBOrO LiBETa, MeCTaMu naoT-
Has, 60rato BacKynsipu3upoBaHHas, KOTopas HECKONbKUMM
TSXaMuK pacnpocTpaHsnach K pory 1eBoro 60K0BOro *enyaoy-
Ka M COCYANCTOMY BEHO3HOMY TpeyrofibHMKY. Tyno, ocTpo, ¢ no-
MOLLbIO 3NEKTPOKOAryAsLIMM U YNbTPa3BYKOBOM AECTPYKLIMUK



Puc. 4. NaunenTka b., 10 neT: ructonormyeckre npenapatbl ONyxoNeBon TKaHW nocne TpenaHo6uoncum nneveBoin koctn ot 20.06.2018
Fig. 4. Histological specimens of the tumour tissue of Patient B. Hematoxylin-eosin stain

0 b

lNpumedaHue. TlepBUYHbIN MaTepuan NpeacTaBeH BbICOKOKIETOYHOM ONyX0NeBOW TKaHbIO, OTHOCUTENIbHO OTIPaHUYEHHOM OT pe3uayanbHon
rnManbHON TKaHW. Liutonornyeckuin cy6etpat MOHOMOP®HbIN, NPeAcTaB/eH OMyxoneBbIMU KIETKaMK CpeflHero pasmepa co CpeiHUM
KOIMYECTBOM LuTOMNa3Mmbl (A, CTpesika); T MCTONOrMYecKas KapTuHa nepBuYHOM Onyxonu ¢ Hekpo3amu (b, cTpenka); aKcTpaHeBpanbHblie
meTacTasbl (B, I, CTpenku) ¢ MHGUNLTPATUBHBLIM OMNYXONIEBLIM POCTOM B MbILUEYHYIO U XXUPOBYIO TKAHW NPeACTaBNeHbl KNeTKaMu, UMEeoLWUMn
aHaNlorM4YHble LIUTONOrMYECKUE XapaKTEPUCTUKN B CPABHEHWM C TaKOBLIMU B TMCTONIONMYECKUX NpenapaTtax nepB1u4Homn onyxonn. OKpacka

reMaTOKCUIMHOM-3031HOM. YB. X200.

Note. The initial material is represented by high-cell tumour tissue, relatively delimited from residual glial tissue. The cytological substrate is
monomorphic, represented by medium-sized tumour cells with an average amount of cytoplasm (A); histological picture of the primary
tumour with necrosis (B); extraneural metastases (C) (D) with infiltrative tumour growth in muscle and adipose tissue, represented by cells
with similar cytological characteristics in comparison with those in the histological specimens of the primary tumour.

Mo rpaHuLEe CO 300POBbIM MO3roBbIM BELLECTBOM OMyXosieBas
TKaHb yaaneHa ToTasbHO B Npeaenax 340poBbiX TKaHewn, obpa-
30Banacbk nonoctb 55xX65x45 mm. TMO ywwnTa HaBoAAWMMHU
WBaMK U repMeTU3MpPOBaHa € NPUMEHEHUEM UCKYCCTBEHHOM
060/104KM 2,5X2,5 cM B nepeaHux otaenax. KOCTHble NOCKYTbI
YNIOXEHbl Ha MeCTO U GUKCUPOBaHbI MeXy CO60M, K NOGHOM
M TEMEHHbIM KOCTSIM. [10CNOMHbIE LWBbI Ha paHy.
McTonormyeckoe 3akiyeHne. Onyxonesas TKaHb OTrpa-
HUYeHa OT TKaHW Mo3ra, 60raTo BacKy/1spM3MpoBaHa, B Hel
OTMeYatoTcs MPU3HAKM MWKPOCOCYAUCTON Mnponndepaumm.
B TKaHM onyxonu HabnwgaeTcs 3Ha4YMTENbHOE YWUCNO reo-
rpadryecKMx HEKPO30B C NceBaonanncagHon OKaHTOBKOM.
MecTaMu HeonnacTU4ecKkne KIETKM GOPMUPYOT nepuBa-
CKYNSIpHblE MCEBAOPO3ETKM, BbIMOSIHEHHbIE WX OTPOCTKA-
MU, NEPNEHANKYNSPHO HaMpaBNeHHbIMU K CTEHKE COCYAOB.
OnyxoneBble KNETKM OTHOCUTENBHO MOHOMOP®HbI, CPeAHEro
pa3mMepa, CO CpeaHUM KONM4YecTBOM 6neHOM Mau onTuye-
CKM NYCTOM LMTONA@3Mbl U NPAKTUYECKU He onpeaensieMbiMu
KNeToYHbIMKU rpaHuuamn. bazodunbHble f4pa OKPYrIoMn,
OBOWAHOW, pEXe MOJIMroHalbHOW W HenpaBuibHOM Oop-
Mbl; OpraHM3auusa XpoMaTuHa TOHKOAMCNEPCHas WAKM Men-
Kornbl64yatas, SApbllWKK He BU3yanusupytotcs. BetpeyatoTes
€OMHWYHbIE KpYMHble 31eMeHTbl C aHanaa3vpoBaHHbIMU
aapamMu. MUTOTUYECKas aKTMBHOCTb OYEHb BbICOKA: B O4HOM
none 3peHus npu ysenndeHmn 400 MOXKET HacYMTbIBaTbCA

0 4-5 duryp MUTO30B; KpOMe TOro, HabsogatoTcs v anon-
TOTMYECKME Tenbla. MMMYHOrMCTOXMMUYECKOE MCcneaoBa-
HWe NoKa3ano GOoKaNbHYI 3KCMPECCUIO KNEeTKaMKn OMyXomnu
GFAP, npenmyLecTBEHHO B MEPUBACKYASPHbLIX PErMoHax.
3kenpeccusa INI1L coxpaHeHa. Cnabasa doKanbHasa aKcnpec-
cna pb53. PeaKuus ¢ aHTUTENnamMu K HenpobunameHTy
(neurofilament), cuHantopuanHy (synaptophysin), xpomorpa-
HUHY A (chromogranin A) nony4yeHa B pe3uayanbHOW TKaHM
Mo3ra. KneTku onyxonu HeratMBHbl B peakuusX C aHTu-
TenamMu K naHuuToKepaTuHy (pancytokeratin; AE1/AE3),
EMA, CD34, EGFR, CD99, SMA. MNMponudepaTnBHbIA MHIEKC,
onpegensembln No ypoBHK 3akcnpeccun Ki-67, coctaBns-
eT 30-40%. 3akno4yeHune: AHannactTmyecKkas aneHaMmMoma,
WHO grade Il (c™m. puc. 4).

C 29.08.2013 no 08.10.2013 B PoccuitCKOM Hay4yHOM
LeHTpe peHTreHopagnonormm (MocKBa) nauMeHTKa nony-
Yunia NIoKanbHylo nyd4eBylo Tepanuto (annapaT Varian True
Beam; Varian Medical Systems Inc., CLUA) TOopMO3HbIM
nanydeHvem (6, 18 MB) nog KOHTPOSEM KOMMbIOTEPHOM
Tomorpadumn B KoHmyeckoMm nydke CBCT (lterative Cone
Beam CT) B pexuMe KnacCM4YecKoro dpaKkLMoHMpOBaHMUS,
pa3oBoi o4yaroBon goson 1,8 [p, cymMmMapHOW o4yaroBoWm
foson 55 [p. MapannenbHo nonydyana MOHOXMMMOTEPAMNUIO
BUHKPUCTMHOM B pgo3e 1,5 Mr/M2 exeHeaenbHo, BCEro
5 BBeaeHwui [3].

BOMNPOCbLI COBPEMEHHOW NEAWATPUM /2018/ TOM 17/ N2 6
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Mo pgaHHbiM TI3T-KT (NO3MTpoOHHAs 3SMWUCCUOHHas
Tomorpadusa + KT) u MPT (MccnegoBaHUS BbINMOSHEHDI
B MHcTUTYyTE Mo3ra yenoseka um. H.Tl. Bextepeson PAH,
CaHkT-leTepbypr), nocne NpoBeAEeHUS XMMUONTy4eBOW Tepa-
MUKW coxpaHsnacb OocTaToyHas OMyxosib MO KOHTypy one-
pauMoHHOW nonoctu. 3atem ¢ Hos6psa 2013 r. no maw
2014 npoBeaeHO 7 KypcoOB MOHOXMMWOTEpPaAnuu TeMo30-
JIOMWUZOM MepopanbHO M3 pacyeTa 150 mMr/m2 B TeyeHue
5 cyT: nevyeHne naumneHTKa nepeHocuna yaoBaeTBOPUTENbHO.
KoHTposnbHble 06cnenoBaHns CBUAETENbCTBOBANIN O CTabu-
nm3aumu 6onesHn. B cOOTBETCTBUM C KIIMHUYECKUMU PEKO-
MeHZaLMAMM MO NEeYEHMIO OMYXONEN roI0BHOIO U CMUHHOMO
mMoa3ra [3], noa ctabununsdaumnen 601e3Hu cneayet NoHMMaTb
YMEHblLIEHWE pa3MepoB MEPBMYHOrO Ovara Onyxoiu Wau
no6oro u3 metactasoB Ha KT/MPT-CHUMKax meHee yem
Ha 50%, npuv 3TOM HEBPOJSIOTMYECKUIM CTaTyC CTabWibHbIN
60O C NONOXKUTENBHOW AMHAMWKOW. Pe3ynbTaTbl KOHTPOJIb-
HbIX o6cnegoBaHu (MPT rofoBHOro M CAWMHHOIO MO3ra)
N3M0XKeHbl B pasgene «AnarHoCTUYeCKne UccneaoBaHusi».

AnHamMuKa u ucxopbl

Mo pfaHHbIM KOMMAEKCHOro WCCneAoBaHWs B uione
2013 r. meTacTtasnpoBaHus B npeaenax LeHTpaibHOW HepB-
HOM cucTeMbl He BbisiBieHO (MPT ronoBHOMO M CAMHHOIO
Mo3ra, uccnegosaHue nombanbHOro nMKBopa). MauneHTKa
nonyyana XMMUONy4YeEBYIO Tepanuio.

C 01.06.2014 oTmeyvanocb yxyaWeHWe COCTOAHUSA nauu-
EHTKW: BblparKeHHbIN 601€BOM CUHAPOM B NMOSICHUYHON 06na-
CTW, HapacTaloLWwmi N0 MHTEHCUBHOCTH, HE Kynupyemblii BBe-
OEeHWeM aHanbreTMKoB (MeTaMM30/1 HaTpus, MOYNpodeH).
o paHHbIM KOMMEKCHoro o6cnegosaHua (MPT cnnHHOro
Mo3ra; KT mno3BOHOYHWKA U KOCTEN Ta3a, IErkux, roIOBHOMO
MO3ra, op6uT, KOCTEN Yepena M rosIOBHOro MO3ra, njiedyeBbixX
CYCTaBOB W KI/IOYUL, HATUBHO U C KOHTPACTHbIM YCUSIEHUEM;
OCTEOCUMHTUIrPadUs, KOCTHO-MO3roBas MyHKLMS, TpenaHo-
6uoncus nievyeBon KOCTM) BbISIBAEHO MNpOrpeccupoBaHue
60N1€e3HU: NPOAOHKEHHbIN POCT OMyX0nu, MeTacTa3upoBa-
HMe B Tena 12 NnOo3BOHKOB LWIEWHOro, rPyaHOro M MOSICHMUY-
HOro OTAENIOB, KOCTM Ta3a, KOCTHbIM Mo3r. [lo peleHuto
KoHcunnyma (ot 22.06.2014), co3BaHHOro B MOp0O30BCKOM
AOrKB, ¢ y4eTomM TSAKECTU COCTOsiHMUS OGO0NbHOW, NPOBEAEH-
HOro o6bema Jie4eHusl, TMCTONOrMYECKOro AuvarHosa, pac-
NPOCTPaHEHHOCTM OMyX0NEeBOro npoLecca pebeHoK NpU3HaH

MHKypabenbHbIM; NPOBOAMIACL CUMITOMaTUYeCKas Tepanums.
JNleTanbHblM Ucxof KoHcTaTupoBaH 31.07.2014 — 4epes
2 Mec OT MOMEHTA BbISIB/IEHUS SKCTPaHEBPANbHOro MeTacTa-
3MpoBaHuA 1 yepes 12 mec oT MaHUbecTaLnn 3aboneBaHns.

MporHos

B oTHOWeHMM onyxonen aneHaMMapHOro npoucxoxae-
HMS obLLas BbIXXMBAEMOCTb 3aBUCUT B TOM YMC/Ee OT MMCTO-
NIOTMYECKOro BapuaHTa, o6bemMa MNPOBEAEHHOro fleyeHus
W NoKanusauuun/pacnpocTpaHEHHOCTU BbISIBJEHHbIX MeTa-
cTaTMyecKux ovaroB. pu BbIIBIEHUU 3KCTPaHEBPaSbHOro
MeTacTa3MpoBaHUS OMyXoael rojl0BHOMO MO3ra MpPOrHos3
0119 XXM3HU NauneHTa HebnaronpusatHbli. C y4eToM 06bEMOB
NPeALWeCTBYIOLLErO NEeYEHNS NALMEHTOB (COYETaHUS XMpPYp-
rMYECKOro, JIy4€BOro U XMMMOTEPANEBTMHECKOro METOA0B)
BO3MOXHOCTM Bbl6Opa KypaTWBHbLIX ONUMI AAs Tepanuu
peunaMBoB 3aboneBaHns B BUAE IKCTPAHEBPaANbHOro MeTa-
CTa3MpoBaHMs 4acTo OrpaHuyeHbl. B JaHHOM KAMHWYECKOM
HabnogeHnn obWan BbXXMBAEMOCTb cocTaBuna 12 mec.

BpeMeHHas WwkKana ang nauymeHTkn b., 10 net, npeacras-
NleHa Ha puc. 5.

OBCYXAEHME

JneHagMmMomMa — 3TO OMyXxoJb, PAa3BMBAIOLWANACS U3 Kie-
TOK, BbICTMNIAIOWMX CTEHKM MO3rOBbIX XKENyAO4KOB W LiEH-
TpanbHOro KaHana Nno3BOHOYHWKA. INEHANMOMbI COCTaBS-
toT 8—10% Bcex onyxonen LULHC y neten, 3aHMmas 3-e MecTo
nocne meaynno6aactombl/MPUMUTUBHBIX HEWPOIKTOAEP-
MaJibHbIX OMYX0Nen 1 acTPOLMTOM Pas3/IM4HOM CTENEHU AND-
depeHumpoBku [1, 5]. MK 3aboneBaeMoCTU 3NEHOAUMO-
Mamu y JeTen nonagaet Ha Bo3pacTHyto rpynny 0—4 roga
(5,2 cnyyas Ha 1 MSIH OETCKOro HaceneHus) [22], CHUxKaeTcs
no 1,5 Ha 1 mnH B Bo3pacTte 5-14 net n go 0,9 cnyyvaes
Ha 1 M/H OeTcKkoro HaceneHus B rpynne 15-19 net [22].
[aHHasa rpynna onyxofien BCTpeyaeTcs B ABa pas3a uvalle
Yy Manb4mMKOB, YeM y geBoyek [22]. Y aeten B 90% cnyy4aeB
3NEeHANMOMbI — 3TO MHTPaKpaHWaNbHblE ONyX0nu, U3 KOTO-
pbix 60—-70% pa3BuBalOTCS B 3agHEN YepernHon aMKe, Hau-
6onee 4acto B IV enyaouke, pexe B 60KOBbIX KenyaoyKax
(20-25%) [1, 22, 23]. B 10% cny4aeB aneHAMMOMbl 06Hapy-
YMBAOTCH B CNMHHOM Mo3re [23].

B coOTBETCTBUM C TMCTONOrMYECKOW KnaccupuKaLmnen,
npeasoxeHHon BcemnpHoOM opraHu3aumen 3apaBooxpaHe-

Puc. 5. MNauuneHtka b., 10 neT: XxpoHonorua Te4eHnss 60n1e3Hu, KityeBble cobbITHA

Fig. 5. Patient B.: Chronology of the disease course, key events

MpoBeaeHWe noKanbHoOM
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BUHKPUCTUHA —
nonb 2013 1. P
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BbisiBNeHWE NporpeccMpoBaHns
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nioHb 2014 .
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OCHOBHOr0 3a6oneBaHus —
nonb 2014 r.




Hua B 2016 r., BblAeNsaoTCsa cneayloline BapuaHTbl aneHau-
Mowm [4]:

e cybaneHanMMOMa;

° MWKcoNanuiapHas aNneHagMMOMa;

® 3MeHAMMOMA ManuAnspHasl, CBETNOKIETOYHas, TaHOUM-

TapHasi, RELA fusion-no3suTtneHas;
® aHannacTMyeckas aneHanmoma.

OneHAMMOMbI, BKJOYas aHaniacTMYeCKUW BapuaHT,
4acTo PeLMAMBUPYIOT B MeCcTax MepPBUYHOM JIOKaNM3aLuu.
TakKe 0O6WUM NS 3TUX OMNyXxosnen sBaseTcs NenTOMEHMH-
reanbHoe pacnpocTpaHeHve B apyrne otaensl LUHC yepes
LepebpocnunHabHy XUAKOCTb [2]. KpalHe peaKnm, HeoOblY-
HbIM BapWaHTOM TEYEeHWs 3MNEHAMMOM SBASETCA pa3BuUTUE
3KCTpaHeBpasbHbIX METACTa30B, TO €CTb PacnpoCcTpaHeHune
BHe LUIHC, nctMHHasa 4yacTtoTa KOTOPbIX B HacToslllee Bpems
ocTaetca HensBecTHOW. o gaHHbIM C. Rickert, n3 245 ony-
GNMKOBaAHHbIX CllydaeB IJKCTpaHeBpasbHbIX MeTacTa3oB
y Oeten B Bo3pacTe Ao 18 net Ha aneHaAMMOMbI NPUXOAUTCH
9, yto coctaBnseT 3,7% [7].

BrnepBble pa3BUTME 3IKCTpPaHEeBPaNibHbIX MeETacTa3oB
3aneHAMMOMbI 6b110 onncaHo B 1955 1. L. Weiss [24] y mono-
LOr0 MYX4YMHbI C OMYX0JIbl0 CIMHHOrO MO3ra (KOHCKOro XBO-
CTa), Yy KOTOPOro 6biIn ANAarHOCTUPOBaHbl MHOXECTBEHHbIE
3KCTpaHeBpasbHble MeTacTasbl B KOCTU CKeneTa, uMmdatu-
YeCcKMe y3/bl, NeYeHb, IErKNe 1 noyeyHole noxaHku. L. Weiss
[24] npeanoxun 4yeTbipe KpUTepus aasa 0AHO3Ha4YHOro onpe-
[eneHnss aKCTpaHeBpanbHblX MeTacTa3zoB onyxonen LHC:
[ONKHbI NPUCYTCTBOBATb XapaKTepucTuku onyxonun LUHC (1);
MaHudecTaumna onyxonn LHC pomxkHa npou3ontn paHee
BbISIBIEHMUS MeTacTaTU4YeCcKux o4varoB (2); npoyne nepBuy-
Hble OMyXOAM AO/MKHbI OblTb WMCK/IOYEHbI MO pesynbTatam
aytoncun (3); onyxonb LIHC # meTacTtasbl O0MXHbI ObiTbh
TMCTOSIONMYECKU MOEHTUYHBIMK (4). BnocneacTBmumn OCTUKE-
HUS B 061aCTU UMMYHOTUCTOXMMWUK 3HAYUTENBHO 06NErYnIun
WAEHTUOUKALMIO U onpedeneHne XxapakKTepPUCTUK NEePBUYHON
ONyx0/M U MeTacTaTMYECKMX 04aroB, UCKIOYas TEM CaMbiM
CYLLLECTBOBAHUE APYrMx BTOPMYHbLIX OMyxofiel U HeobXxoau-
MOCTb MCMONb30BaHUSA BCEX HYETbIPEX KPUTEPHEB.

CyLecTByeT HECKONbKO TEOPUI, KOTOPbIE MbITaloTcs 06b-
SCHUTb PEdKOCTb Pa3BWTUA IKCTPaHEBpPaSbHOMO MeTacTa-
3upoBaHusa. OgHa 13 Teopum, npeanoxeHHas R. Willis ewe
B 1974 r., nonoXuna Ha4vano M3Yy4YeHUI0 JaHHOro naToso-
rMYEeCKOro npouecca, B TOM YUCNE U B aKcnepumMeHTe [25].
R. Willis nonaran, 4to otcytcTBME NMMbATUYECKMX COCYA0B
B UHC n 6bICTpbI 9KCNAHCUBHbIA POCT 3/10Ka4YeCTBEHHbIX
Oonyxonemn, B peaynbrate KOTOPOro NpPOWCXOAMT CAaBneHue
KPOBEHOCHbIX COCYAOB, JIULLAIOT KNETKM ONYX0SIM BO3MOXKHO-
CTV NMMOOreHHOro U reMaToreHHOro pacrnpocTpaHeHUs BHe
npegenos LUHC. Ewe ogHOW NMpUYMHON peKoro aKCTpaHeB-
panbHOro MeTacTa3MpoBaHWA OH CYMTaN HeJOCTaTOYHOCTb
BPEMEHM AN5 Pa3BUTUS U MaHUbeCTaunM MeTacTa3oB BHE
LUHC BcneactBrMe HU3KOW BbIXKMBAEMOCTU BGOJIbHbIX C Liepe-
6panbHbIMKM HOBOOOGpasoBaHuAMKU. o MHeHuto R. Willis,
HenpornnanbHble 31EMEHTbl He CMOCOBHbI K POCTY BHE Mnpe-
[1eN0B KpaHWOCMMHaNbHOW cucTemsl [25].

[dpyrve wvccnegoBaHusa onpoBepratoT 60/bLMHCTBO
nocTynaTtoB AaHHOW Teopuu. bblo JoKa3aHo, Hanpumep, 4To
JIMKBOP ApeHupyeTcs B MMMbATUYECKYIO CUCTEMY: UMEIOTCA
MHOFOYUCNEHHbIE HABMIOAEHNS reMaTOreHHOro pacnpocTpa-
HEHWS SKCTpaHeBpPanbHbIX MeTacTtaloB [26]. H. Zimmerman

B 1957 r. onucan cnoco6HOCTb KIETOK HEMPOHAIbHOro Npo-
MCXOXKAEHMUS K IKCTPaHeEBpPaNbHOMY PoCTy. MyTeM MHBbEKLMM
KNETOK MMOMbl B KayAaibHYyl0 BEHY Yy MbIlel OH Mnpoje-
MOHCTPMpPOBa pPa3BUTUE IKCTPaHEBpPaSbHbIX MeTacTa3os
B NneBpaNbHOM N NepuUTOHeasbHbIX NONOCTAX [27].

Heo6xoaAMMO MOAYEepPKHYTb, YTO OAHOM M3 O6LIMX 3aKo-
HOMEPHOCTEN Pa3BUTUSA IKCTPaHEeBpasbHbIX MeETacTa3oB
ABNSETCS TO, YTO nofasBnsiouwee 60NbWMHCTBO METAcTa3oB
JAHHOro TMNa oTMEeYaeTcs Nocne BbIMNOMHEHWS onepaTUBHbIX
BMellaTeNbCTB Ha MEPBUMYHOM OMyxONEBOM oOuvare, yaue
HeOoAHOKpaTHbIX. Mpu yaaneHuM NepBUYHOM OMyXOonu MNpo-
MUCXOAMT HapylleHWe MPOHMLAEMOCTU remaTosHuedanunye-
CKOro 6apbepa, 4YTO 06yCNOBAMBAET BO3MOXHOE remaTo-
reHHoe pacnpocTpaHeHMe OMyXONeBbIX KIETOK 3a npenensbl
KpaHuocnuHanbHon cuctembl [13, 25, 26]. TpenaHauwus
N MHTpaonepaumnoHHOE paccevyeHWe MO3roBblX 060/104eK
TaKKe NPOBOLMPYIOT MHBA3MIO OMYX0SIEBbIX KNETOK B Npwue-
allume K 30He onepaLmMn KOCTU U MSATKME TKaHUW, BCNeACTBUE
4yero CTaHOBMTCSH BO3MOXHbIM pa3BUTUE SKCTPaHEBPasbHbIX
MeTacTal3oB B 06/1acTU MnocneonepaumoHHbiX pyoLos [26].
OnucaH eaMHUYHbIM CnyvYan BbIBEHUS SKTpaHeBpasbHbIX
MeTacTa30B B MOMEHT NMOCTAHOBKM AMarHo3a 6e3 BbiNoaHe-
HUS ornepaTMBHOro BmelaTtenbcTBa [13]. TakKe BO3MOXKHOM
NPUYMHOM OTHOCUTENIBHOIO POCTa YacTOTbl IKCTPaHeBpasb-
HbIX MeTacTa3oB B nocfegHee BpeMs ABASETCH yBenunye-
HME OOLLEN BbIXXMBAEMOCTU U MPOAOIKUTENBbHOCTU HUSHHM
nauneHToB 6narogaps MHTEHCUBHbBIM KOMMIEKCHBIM CXEMaMm
NPOTMBOOMNYX0/IEBON Tepanuu [9, 26].

OTAeNbHO CTOMT OTMETUTb MeTacTa3upoBaHue ornyxose-
BbIX KJETOK MO XOAy LWYHTUPYIOWMX CUCTEM C TOKOM Liepe-
6pocrnnHanbHON WOKOCTU, KOTOPOE SBNSETCH M3BECTHbIM
W OKa3aHHbIM daKkToM. 1o MHEHUIO psiia aBTopoB [13, 23],
JaHHbIN MEXaHW3M 3KCTpPaHeBpPasbHOr0 MeTacTa3npoBaHus
cnefyeT BblAeNUTb B OTAENbHYIO Tpynny B CBSA3M C TEM, 4TO
3TW CAydam OTHOCATCA K 3KCTpaHeBpasibHbIM MeTacTa3am
UWb no dopme, B OEUCTBUTENBHOCTU }KE MMeeT MecTo
«ITPOreHHoe» BOBMlEYEHUE apTUPULMANIbHBIX IMKBOPOMPO-
BOAALMX NyTen [26].

CnepyeT aKUeHTMpPOBaTb BHUMaHWE Ha TOM, 4TO AMar-
HOCTMKa 3KCTpPaHeBPanbHOrO MeTacTasnpoBaHWs MHOraa
3aTpyaHeHa. B cnyyasix, ecnn 601bHOW HaXoOUTCH B TsKe-
JIOM COCTOSIHUU, C MPU3HAKaMMU HapyLLEeHNs CO3HaHKS, 60
Nno BO3pacTy He MOXKeT 4YeTKo chopmynnpoBaTh Kanobbl,
TO CBOEBPEMEHHO AMarHoCTMpoBaTb AaHHbLIM NnaTtonoruye-
CKMI npouecc 3aTpyaAHWUTENbHO C YY4E€TOM €ero pPeaxkocTu.
Y nauueHTOoB, KaK npaBu/io, NOSABMAIOTCA HOBble Xanobbl
M CMMMTOMbI, CBSI3aHHbIE C MOPaXEHWeM TOro WAM WMHO-
ro0 opraHa B 3aBMCMMOCTM OT JIOKanM3aLMK MOParKeHMs.
K npumepy, nauneHTbl C NopaxKeHMeM KOCTen NpeabaBasioT
»anobbl Ha 607K B KOCTSIX, CycTaBax, MO3BOHOYHUKE, a Npu
PEHTrEHONOMMYECKOM WCCNEef0BaHUM Y HUX MOTYT BbISIB-
NATbCA AECTPYKTUBHbIE KOCTHble M3MeHeHus [9, 10, 13].
B HacTosilee BpeMS AMArHOCTUKY AAHHOMO COCTOSIHUS Tex-
HUYECKHM Nerye NPOBOAUTb C YHETOM BHEAPEHUS COBPEMEH-
HblX METOAOB BM3yanu3auun (MarHUTHO-pe30HaAHCHAas TOMO-
rpadusa, ocTteocunmHTUrpadmsa, MNO3UTPOHHO-3MUCCUOHHAS
Tomorpadus), oco6eHHO Mpu cobaAEHUN onpeaeneHHon
HACTOPOXKEHHOCTM B OTHOLLIEHWWM MOTEHLMaNbHOro MeTacTa-
3MpoBaHu1A NO6bIX HOBOOGPA30BaHWIN, B TOM YUCE U AMEH-
AMMapHoro psaaa.

i
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BoNbLWMHCTBO aBTOPOB COOBLLAIOT O €AMHUYHbIX ClydHasx
pasBUTUS 3TOr0 naTofiorMyeckoro npouecca. Tak, A. Varan
M coaBT. [16] npoaHanuaupoBann 1011 cnyyaeB onyxosewn
LHC un Tonbko 10 (0,99%) M3 HUX MMENU IKCTpaHeBpasbHble
MeTacTasbl, 6 U3 KOTOpbIX 6GblaK NpeacTaBNeHbl Meaynnobna-
CTOMOWM U TOJIbKO OAMH — 3neHAMMOMON. Hanbonbliee Yncno
CNy4yaeB 3KCTpaHEBpPasbHOM0 MEeTacTa3upoBaHUS 3NeHau-
MOM npeacTaBneHo B pabote H. Newton [13]: 3 81 cnyyas
3MeHAUMOM TONbKO y 5 nauueHToB (4eTBepo U3 KOTo-
pbiX AeTW) OTMeYanucCb IKCTpaHeBpasbHble MeTacTasbl.
HanpotuB, no gaHHbim B. De 1 coaBT. [6], cpean 82 peten
C NepBWYHbIM AMArHo3oMm «aneHaguMomar» B 74% cnyyaes
OTMeYeH peunanMB 3aboNieBaHUs, B TOM YMUCNE NOKabHbIN
(67%), oToaneHHble MmeTactasbl (23%), HO HWU OAHOrO ciy4as
pa3BMUTUS IKCTPaHEBPaNbHOro MeTacTa3npoBaHUs.

B Tabn. npeacraBneHo onucaHue 17 cnydyaeB 3KCTpa-
HeBpaNibHOro MeTacTa3MpoBaHWUSA 3NEeHAUMOM Yy [AeTen.
lMokasaHo, 4TO 3NeHAMMOMbI B AETCKOM BO3pacTe yalie
mMeTactasupyiloT BHe LUIHC B numdaTtndeckne yanbl (65%),
nerkune (47%), koctn (35%) n neveHb (29%), pexe B cpeao-
cTeHue un nne.py (no 17%), nHTpaneputoHeanbHo (12%). Bce
cnyYyan pasBUTUS SKCTPaAHEBPasbHbIX METAcTa3oB B GploLL-
HOM NOMOCTU U MO BGptolIMHE BblNK CBSA3aHbl C MOCTAHOBKOWM
BEHTPUKYNONEPUTOHEaNbHON LWYHTUpPYOWen cuctembl [13].
B 6onbwnHcTBE cnyvyaeB (88%) pasBuTMe aKCTpaHeBpPasbHO-
ro MeTacta3upoBaHWs COYETANOCh C JIOKabHbIM PeLnanBOM
3ab6oneBaHMa (aHanorMyHo OMMCAHHOMY HaMMU KIMHUYe-
cKoMy cnyyato). CpegHuin BO3pacT MalMeHTOB COCTaBWI
7,5 net (o1 2 po 16 nert). Mo reHagepHOMYy cocTaBy npeod-
nafgatot Manbyuku (B 59% cnyyaen). Cpeaun rMcToNOrm4ecKmnx
BapuaHToB npeobnagan aHannactuyecknn — 70% cnyvaes.
Bce nauueHTbl nepeHecny onepaTtMBHOE BMeELIATENbCTBO
Ha NepBMYHOM oYare, MpuM 3TOM KOJAMYECTBO oOnepaLum
BapbupoBano ot 1 go 16 (B cpeaHem 4). JlyyeBas Tepa-
nus TakKXe MpoBoAMaacb BO BCEX NPEACTaBiEHHbIX Kiu-
HUYECKMUX cryyasX, a XMMUONYYEBYID Tepanuto noayvanu
nwb 82% nauneHtoB. CpeaHW CPOK BbISBIEHUS O4aroB
3KCTpaHeBpanbHOro MeTacTa3dupoBaHuUs cocTaBuia 77 Mec
(ot 7 po 432), npn atoM 6osiee OTCPOYEHHOE pa3BuUTUE
MeTacTa3oB OTMeYaeTcs y MauMeHTOB C MUKcomanuansp-
HbIM BapuaHTOM onyxonu. CpeaHssa oblias BbIXKUBAEMOCTb
coctaBuna 95 mec (o1 7 go 480). HeTKOM KOppenaunum Mex-
[y TMCTONOrMYECKMM BapWaHTOM 3MNEeHAMMOMbl W JOKanu-
3auUMen BbISIBNEHHbIX 3KCTPaHEBPasbHbIX METACTaTUYECKMUX
o4yaroB He OoTMeYeHo. B KayecTBe KypaTMBHbIX OMUWK Npu
BbISIBIEHUN 3KCTPaAHEBPA/IbHbIX METACTA30B Yalle MCMonb-
30Banacb NoIMXMMMO- 1 Ny4eBas Tepanus.

Haww gaHHble No Npe3eHTauumn NauMeHTKU ¢ aHannacTu-
YEeCKOW 3MeHAMMOMOW COOTBETBYIOT MOMYYEHHbLIM AaHHbIM
B 4aCTM COBMaAeHWs JIOKaNbHOro peuuanBa OMyxoseBo-
ro npouecca C 9KCTpaHeBpasbHbIM MeTacTa3npoBaHWEM.
[JaHHoe HabngeHne ¢ meTacTadamMu B KOCTU M KOCTHbIM
MOS3I OTHOCWTCS K JOBOJIbHO PEAKOMY, MO CPaBHEHUIO C ApY-
TMMW OpraHamMmuv M cucTeMaMu, MeCTy pacrnpocTpaHeHus
Onyxonu.

3AKJ/IIOMEHUE
BbICOKMI NOTeHUMan K AUCCEMMHALMW M arpeccuBHas
rmctobuonornyeckas npupogda, xapaktepHas ana 60/b-

WUMHCTBA 3/10KAYeCTBEHHbIX OMyXONen, HapyleHue rema-
TO3HUedanmyeckoro 6apbepa, OTCYTCTBME FEPMETUYHOCTH
MOS3roBbIX 060/104€K MOCNe HEeOAHOKPATHbIX OnepaTUBHbIX
BMeLlaTeNnbCTB, CHUMXEHWE UMMYHHOIO CTaTyca UrpatoT nep-
BOCTEMEHHYIO POSib B PA3BWUTUM IKCTPaAHEBPASbHOMO MeTa-
CTa3MpoBaHWsa M ONPeaenstoTcs B pas3HOM CTEMeEHU y BCeX
60/IbHbIX C 9KCTpaHeBpaibHbIMW MeTacTasamu. B KayecTBe
noTeHunanbHoro ¢akTopa pucKka CUCTEMHOrO pacnpocTpa-
HeHWs 3a6oneBaHna MOTYT CAYKWUTb IMKBOPOLLYHTUPYIOLLME
onepauuu, BbINONHAEMblE Yy NoAaBasitowero 60blMHCTBA
nepBUYHbIX 60MbHbIX.

Mpu nNosiBA€HWU HEBPONOrMYECKUX CUMMNTOMOB, He
XapaKTepHbIX AN AaHHOW JIoOKanu3auuu Onyxonu ronos-
HOMO MAW CMMHHOMO MO3ra, WM COMaTUYECKUX CUMMTO-
MOB Yy naumeHToB ¢ onyxonsamu LLHC Heo6xoamMmo UCKAto-
YyaTb pa3BUTME OMyXONEBOW AMCCEMMUHALIMKM, B TOM 4ucne
W 3a npeaesbl KpaHNMOCMNMHaNbHOW cucTembl. Manoe 4ncino
HabN4eHU, HEOAHOPOAHOCTb NaToreHes3a, WUPoKoe pas-
HOOGpPa3ne KIMHUYECKUX NPOSBEHWUI, TPYAHOCTb UX UHTEP-
npeTaunn cayaTt NPUYMHON OTCYTCTBUSA €AUHbIX B3MNSA0B
B OTHOWEHWWN AMArHOCTMKM MaLMEHTOB C 9KCTpaHeBpasb-
HbIMWM MeTacTazamMu 3aneHAMMOMbI. [peacTaBAEHHbIN KNu-
HUYECKUM Cclydan noaTBepKaaeT CNoCOOHOCTb aneHaMmap-
HbIX OMyXoNien K aKCTpaHeBpasbHOMY MeTacTa3MpoBaHuio,
onpeaensouemMy KpanHe He6NaronpuaTHbIM MPOrHO3
3abo/sieBaHus.
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