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MeayAo6AacToOMbl MO3XKEUKa y AETEH:
KAMHUKO-MOP(OAOrMUYECKHE CONOCTAaBAEHHSA

B. B. MopryH?, O. I. UepHeHko?, U. A. ManoBuuko?, C. A. PyaeHko?,
T. A. ManbiweBa?, B. . CuabueHko?, A. H. BepboBat

ITY «MHCTUTYT HEMPOXMPYPrK UMEHN akapeMuka A. M. PomoaaHoBa HAMH YkpauHbi», I. Kues, 23anopoXcKiuii rocyAapCTBEHHbIA MEANLIMHCKIIA
YHUBEpPCHTET, YKpaunHa, *HaumoHanbHas MeAUMHCKas akapeMust TOCAEAUTIAOMHOTO 06pa3oBaHus meHu M. A. Lynuka MO3 YkpauHsl, r. Kues.

HeﬁposnMTenMaanue 0Onyxosu roffloBHOro Mosra 3M6pVIOHaJ'IbHOI'O Tvna, IV cTenexn 3noka4yecTBEHHOCTM BCTpeyarTca npe-
MMYLLECTBEHHO Y aeTen n XapakTepusnpyrTca 6bICprIM MeTacTasnpoBaHmMemM 1 YactblMn peumgmnBamMmin.

Llenb pa6oTbl — MPOBECTM COMOCTABNEHNS! CTPYKTYPHBLIX 0COBEHHOCTEN MefynnobnacToM Mo3xeuka y AeTeil pasHbIX BO3-
PaCTHBIX TPy C Y4ETOM MX JIOKanu3aLmm, MeTacTaspoBaHuUs 1 PesyriTaTos JieYeHs.

Matepuanbl u metoabl. [poaHann3nMpoBaHbl pe3ynbTaTbl KOMMNEKCHOrO 06CnefoBaHNs 1 XMPYPIMYeCcKoro neyeHus 289
6onbHbIx feTent ¢ MB Mo3xedka B OTAENEHUN HEAPOXMPYPIW AETCKOrO Bo3pacTta MHCTUTYTa HEMpOXVPYPr MMEHW akaze-
muka A. . PomogaHosa 3a nepvog 1993-2013 rr. BospacT geteit — ot 1 mecsiua o 17 net, nuku BoisieneHns Mb oTmeyeHbl
B BO3pacTe 4 1 7 ner.

Pesynbrathl. B xone vccnenoBaHns Bcex 6oMbHbIX pacnpesenvni Ha YeTbipe BO3pacTHble rpynnbl. Y AeTeit MnapLlero
BO3pacTa peako oTMeYanu nopaxeHue cteona Mosra. B 6onee B3pocnom BospacTe 6bin NopaxeH CTBOM Mo3ra, 0TMeYarnoch
npopacTaHue onyxonu B BOAOMPOBOA CPEHEro Mo3ra C pa3BuUTUEM OKKIHO3VOHHOW rvapouedanuu. TotanbHoe yaaneHve
MB y netein mnagLuero Bospacta npousseaeHo B 40 % HabntogeHui, cybtotansHoe — B 42 %, yactuiHoe — B 18 %. Y peteint
CcTapLLero Bo3pacTa ToTanbHoe yaaneHue Mb BbinonHeHo B 36 %, cy6ToTansHoe — B 52 %, YactuyHoe — B 12 % HabntogeHuin.
[Mpu rucTonoryeckoM aHanu3ae onyxonew y4uTbiBan MOpgonornieckne NnpusHaki obLUei MMCTOapXMTEKTOHMKI, COOTHOLLIE-
HWe MapeHXMMaTO3HOro M CTPOMAsIbHOTO KOMMOHEHTOB, HarnuuMe NceBaopo3eTok XoMepa—PaiTa, KONMoHapHbIX CTPYKTYP,
6reaHbIX OCTPOBKOB, MCTUHHBIX 3MEHAMMAapHbIX PO3ETOK, (hOPMUPOBAHME MYYKOBbIX KOMOHAPHBIX CTPYKTYP, NpeobnagaHue
METKUX HM3KoandepeHUMPOBaHHbIX CTPYKTYP, KONMMYECTBO MUTO30B, HEOAHTMOrEHe3 U aHrmonponudepaLmio, Hanuume
KOMIMMKBALMOHHBIX HEKPO30B W KOArynsiLIMOHHbIX HEKPO30B, MPU3HAKY 1 XapakTep UHBa3WK, TMMAOLMUTAPHYHO UHADUIETPaLMI
OnyxoneBon TkaHW. McTonornyecku onpeaenéHHblie BapuaHThbl: knaccuyeckuin — 9470/3 B 34 HabnogeHusix (17,9 %), aecmo-
nnacTuieckuin/HopynspHbii — 9471/3 B 17 Habniogermnsx (8,9 %), BapuaHT C BbIpaXeHHOW HoaynsipHOCTbIo — 9471/3 B 59
Habntoperusx (31,2 %), KpynHoKNeTouHbl/aHannacTnieckun — 9474/3 B 51 Habntopgernn (26,9 %), He OTHOCUTCS HU K OBHOMY
13 BbllLeyKa3aHHbIX (nepexoaHsblit/cMeluanHbin) — 9470/3 B 28 HabnogeHusx (15,1 %).

BbIBOALI. YCTAaHOBMNEHO, YTO NOKa3aTenNm Bbhk1BaeMOCTM NOCHIE TOTaNbHOMO 1 Cy6TOTaJ'|bHOF0 yaoaneHna onyxonu cyLecTBeHHO
HE pasnnMyanncb, HeraTuBHbIM NPOrHOCTUYECKUM d)aKTOpOM ObINO TOMLKO YaCTUYHOE yoaneHue onyxonu.

Meayro6AaCTOMM MO30UKA B AiTel: KAIHIKO-MOPdOAOriuHi 3icTaBAEHHA

B. B. MopryH, O. I. UepHeHkKo, |. A. ManoBiuko, C. 0. PyaeHko, T. A. MaauweBa, B. 1. CianbueHko, A. M. Bepbosa

HevipoenitenianbHi NyxnuHM ronoBHOrO Mo3Ky eMbpioHanbHoro Tuny, IV CTyneHst 3nosikiCHOCTi BUSIBNSIIOTECS NEPEBaXHO B
LiTel | xapakTepu3ayTbCsl LUBUAKUM METacTadyBaHHSIM | YacTUMU peLmanBamm.

MeTa po60TH — 30iINCHNTY 3iCTaBNEHHS CTPYKTYPHUX 0COBNMBOCTEN MeaynobnactoM Mo304Ka B AiTel pi3HUX BIKOBMX rpyn 3
ypaxyBaHHsAM iXHbOI floKanisauii, MeTactasyBaHHs Ta pesynbrartiB MiKyBaHHS.

Matepianu Ta MmeToam. lNpoaHanisoBaHi peaynsraTii KOMNIEKCHOTO 06CTEXEHHS Ta XipypriYHOro NikyBaHHs 289 xBopux AiTen
i3 MB mo304Ka y BiaAineHHi HeMpoXipyprii AUTAYOro BiKy IHCTUTYTY Herpoxipyprii iMeHi akagemika A. . PomoaaHoBsa 3a nepiog
1993-2013 pp. Bik giten — Big 1 micaus go 17 pokis, nik BusieneHHs Mb — aitn 4 i 7 pokis.

Pesynbkratu. [Mig Yac 06CTEXEHHS BCiX XBOPUX NOAINMAM HA YOTMPK BIKOBI rpynu. Y AiTeit MOMOALLIONO BiKy PiaKo Big3Hayanm
BpaxeHHs1 CToBOYpa rofloBHOMO MO3KY. Y CTapLUOMY Billi ByB BpaxeHuii CTOBOYp ronoBHOrO MO3KY, BiA3Ha4anocs npopoCTaHHs
MyXI1HW Y BOJOMPOBIZ CEPeAHBbOro MO3KY 3 PO3BUTKOM OKNHO3iNHOI rigpoLieddanii. TotanbHe BuganeHHs Mb y giten monogLuoro
Biky npoBezeHo B 40 % cnoctepexeHs, cybTotansHe — 42 %, yacTkoe —y 18 %. Y AaiTel cTapLioro Biky TOTanbHe BUAANEHHS
MB BukoHaHo y 36 %, cybToTanbHe — B 52 %, YacTkose —y 12 % cnoctepexeHb. [1ig yac ricTonoriyHoro aHanisy nyxnuH Bpaxo-
ByBasiM MOPJPONOriyHi 03HaK 3arasnbHOi riCTOapXITEKTOHIKM, CMIBBIAHOLIEHHS MapeHXiMaTO3HOro Ta CTPOMarIbHOTO KOMMOHEHTIB,
HasiBHICTb NceBOOpPO3eTOK Xomepa—PaiTta, KONoHapHUX CTPYKTyp, 6nignx ocTpiBUIB, NPUPOAHMX eneHaUMapHUX PO3eTOK,
chopMyBaHHSI NYYKOBYMX KOJIOHAPHWX CTPYKTYP, NEPEBAXKAHHSA APIOHNX H3bKOAMGEPEHLINOBAHNX CTPYKTYP, KiNIbKICTb MITO3IB,
HeoaHrioreHe3 Ta aHrionponicepaLito, HasiBHICTb KOMIKBALIMHWMX HEKPO3IB | KoarynsLifHUX HEKPO3iB, 03HAKM N XxapakTep iHBasii,
nimcboLmMTapHy iHGINETPaLito NyXMHHOI TKaHWHW. MCTONOrYHO BUSIBNEHI BapiaHTu: knacuuHuii — 9470/3 y 34 cnocTepeskeHHsIX
(17,9 %), pecmonnactuiHui/HopgynspHuii — 9471/3 B 17 cnocTepexeHHsx (8,9 %), BapiaHT i3 BUPaXeHO HOAYNSPHICTbIO —
9471/3 B 59 cnocTepexeHHsx (31,2 %), BenUKOKNITUHHWIA/aHannacTniHui — 9474/3 B 51 crnoctepexerHi (26,9 %), He Hanexarb
[0 JKO[HOTO i3 BKa3aHWX BuLLE (nepexigHuii/amiwannii) — 9470/3 y 28 cnoctepexeHHsix (15,1 %).

BucHoBku. BcTaHOBMAW, WO MOKA3HUKW BYKMBAHOCTI MiCNSA TOTANbHOMO Ta Cy6TOTaJ'IbHOI'O BUOANEHHA NyXNUH CYTTEBO HE
BiOpPI3HAMNCb, HEraTVBHUM NPOTHOCTUYHUM YNHHUKOM 6yﬂ0 TifIbKM YaCTKOBE BUAANEHHS NyXJTUHAU.
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Medulloblastomas of the Cerebellum in Children: Clinicopathologic Comparison

V. V. Morgun, O. G. Chernenko, I. A. Malovichko, S. O. Rudenko, T. A. Malysheva, V. P. Sil'’chenko, L. M. Verbova

Embryonal neuroepithelial tumours of the brain, grade IV are mainly observed in children and are characterized by rapid
metastatic spread and frequent recurrence.

The aim of the work is to compare structural features of medulloblastomas of the cerebellum in children of different age groups
taking into account localization, metastatic spread and treatment outcomes.

Materials and methods. The results of complete examination and surgical treatment of 289 children with medulloblastoma of
the cerebellum at the Department of Pediatric Neurosurgery of Institute of neurosurgery named after A. P. Romodanov over the
period of 1993-2013 were analysed. The children’s age ranged from 1 month to 17 years: peak of medulloblastoma detection
was registered at the age of 4-7.

Results. As part of the study all the patients were divided into four age groups. Younger children rarely had brainstem lesion. In
children of older age brainstem lesion, invasion into cerebral aqueduct with the development of noncommunicating hydrocephalus
were registered. Total resection of medulloblastoma in younger children was performed in 40 % of cases, subtotal — in 42 %,
partial —in 18 %. In children of older age total resection of medulloblastoma was carried out in 36 %, subtotal —in 52 %, partial —in
12 % of cases. Histological analysis of tumours involved morphological characteristics of general histoarchitecture, correlation
between parenchymal and stromal component, presence of Homer Wright pseudorosettes, collonar structures, pale insulas,
true ependymal rosettes, formation of braided collonar structures, prevalence of small low-differentiated structures, number
of mitoses, neoangiogenesis and angioproliferation, presence of colliquative and coagulation necroses, evidence and type of
invasion, lymphocytic infiltration of tumour tissue. The following variations were defined histologically: classical — 9470/3 in 34
cases (17.9%), desmoplastic/nodular — 9471/3 in 17 cases (8.9 %), with extensive nodularity — 9471/3 in 59 cases (31.2 %),
large-cell (anaplastic) — 9474/3 in 51 cases (26.9 %), does not belong to any of the above (transitional/combined) — 9470/3 in
28 cases (15.1%).

Conclusions. It was established that survival index after total and subtotal tumour resection was not significantly different; a
negative prognostic factor was only a partial removal of the tumour.

Mepynno6nactomel (MB) Mo3xeuka — HelpoanuTenuarns-
Hble onyxomnu mMo3ara amMBpuoHansHoro Tvna, IV crenenu
3roKayeCcTBEHHOCTM [1], KOTOPbIE BLISBMSKOTCA NPENMy-
LLECTBEHHO Y [AeTel U XxapaKTepuaytoTcs ObICTpbIM MeTa-
CTa3upoBaHVeM U YacTbIM peLaMBMpoBaHneM. [JaHHble
6onbLUMHCTBA aBTOPOB CBUAETENLCTBYIOT 06 0COBEHHO-
CTSIX TEYEeHUS 1 pesynsTaToB neveHnss MB mosxeuka B
3aBMCMMOCTY OT Bo3pacTa pebeHka [2-5,8]. Mokasatenu
BbKMBAEMOCTU [ETel CTapLUero Bo3pacTa npy Hanmyum

MaTepMaI\bI U MeTOAbl UCCAEAOBAHUA

MpoaHanuanpoBaHbl pesyrnbTaTbl KOMMIEKCHOro obcre-
[IOBaHWIs 1 XMpypriveckoro nedeHust 289 6onbHbIx AeTen
¢ MB mo3xeuka B OTAENEeHUN HENPOXMPYPTUM AETCKOro
Bo3pacTa VIHCTUTyTa HepoXMpyprum UMEHN akagemuka
A. . PomogaHoea 3a nepuog 1993-2013 rr. Bospact
netent—ot 1 mecsiua go 17 net, nukv BbisiBnexHns MbB otve-
YeHbl B Bo3pacTe 4 1 7 neT. Bcem nauneHTam npoeaeHo
XUPYpruveckoe yaaneHne onyxonu C rMcTonoru4eckoi

MB 6e3 Hanuuusi MeTactasoB Mpu KOMOUHUPOBAHHOM
NEYEHNN 3HAUUTENBHO YNYULIUNCH 3@ NOCNEeAHNE rofbl.
PasHuua B cpokax peunanBupoBaHus y nauneHTos ¢ Mb,
KOTOpbIE MOMyYanu neyeHne No CTaHAApTHOW CXeme,
CBWIETENbLCTBYET O GMONOrMYECKON FETEPOTEHHOCTH 3TUX
HoBOOOpa3oBaHwii. HoBeliLume MonekynspHble nccneno-
BaHWIS 10Ka3bIBAIOT, 4TO UCMONb30BaHME A1 MPOrHO3MPO-
BaHWS TEYEHUS U OCTIOXKHEHWU MB TONBKO KNMHNYECKNX
(haKTOpOB SBMSETCA HEAOCTATOYHLIM NS OnpeaeneHns
pyvcka NMPOAOIMKEHHOTO POCTa U MeTacTasvpoBaHws, 6onee
KOPPEKTHbI KIMHKO-MOPONOrMieckne ConocTaBneHuns,
4TO CBMAETENLCTBYET 00 aKTyarbHOCTW TakUX Koppens-
umnin. OpHaKo y AeTel paHHero Bo3pacTa, HeCMOTpS Ha
NPYMEHEHNE PA3MNNYHBIX PEXMMOB XUMUOTEPANIAK, B TOM
yKcre 1 BbICOKOA03MPOBAHHOM, OTAANEHHbIE pesynbTaThl
neveHus TpebyoT oNTUMM3ALMK 1 TEOPETUYECKOro 0boc-
HoBaHus [9-12].

LleAb paboTbi

MpoBecTn conocTaBneHne CTPYKTYPHbIX 0COBEHHOCTEN
Menynnobnactom Mo3xeuka y AeTeli pasHbIX BO3PACTHbIX
rpynn ¢ y4ETOM UX NOKanmM3aumm, MeTacTasMpoBaHNs 1
pe3ynbTaToB NEYEHUs.
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BepudvKaLmen v aabloBaHTHas Tepaniisi CornacHo cylue-
CcTBYytOLLMM cTaHaapTam [2-5]. OuarHos MB (WHO Grade
IV) nocTaBneH Ha OCHOBaHWU KPUTEPWEB, MPUHATBLIX B
rnocrnegHel v Haubornee LWMPOKO UCMONb3yeMoit peaakLmmn
knaccudmkaumm onyxonen LIHC BO3 [1,7]. Tuctonornye-
CKvie mpenapatbl W3roToBWK U3 BronTaToB omyxoneii ¢
MPYMEHEHNEM CTaHAAPTHBLIX 0B30PHBIX U CNeLmManbHbIX
HENpPOMOpPONOrMyecknx 1 UMMYHOrMCTOXMMUYECKMX
meToamk. MuKpockonuyeckoe nccrnefoBaHue KneTok
MB npoBoaunock B cepuiiHbIX cpesax ¢ napacmHOBbIX
OrIoKOB, OKpALLEHHbIX FeMaTOKCUITMHOM W 303UHOM, TW-
OHVHOM Mo Huccnio, reMaToKCUIUH-NIMKPOYKCUHOM MO
BaH-Tu3oHy. [ins onpeneneHus niaekca nponudepaumm
1CNONb30Bani MOHOKMOHaNbHble aHTuTena Ki-67 ( knoH
MIB-1). MccnenosaHve npoBoamny Ha AenapaduHnau-
POBaHHbLIX Cpe3ax C HaHeceHueM aHTuTen B pabouen
KOHLIEHTPaLWM 1 KUNSYEHUM B MUKPOBOITHOBOW NEYn BO
BMaxHOW kamepe. MMcTonornyeckvie cpesbl AoKpaLLmBanm
reMaToOKCUITMHOM U 3aKIo4anu B kaHaackuin 6ans3am. B
Ka4ecTBe MO3NTUBHOIO KOHTPOIS UCMONb30Banu cpesbl,
okpalleHHble MKAT aHTn-CD45, akcnpeccvpyroLmecs
Ha kneTkax numdounaHoro psga. HeratueHbIM KOHTPO-
nem CRyxunn cpesbl, MHKYBUpOBaHHbIE C HOPMAnbHOW
CbIBOPOTKOW Kponsi. IMMyHOMMCTOXUMUYECKas peakuys
yunTbiBanacb Tonbko B siapax. IMMyHONO3UTUBHbLIMYU

Matonorig. — 2017. — T. 14, Ne 1(39)



6binv siapa, HaxodsWMecs B cTagun genexHnst (kpome
GO0), 1 MMenu OTTEHKM OT KOPUYHEBO-KENTOBATOMO A0
TEMHO-KopU4HeBOro. MopdoMEeTpyo IMMYHOMO3UTUBHBIX
SAep NPOBOAMIV Ha annapaTHO-MPOrpPaMMHOM KOMIEKCe
C NporpamMHbIM Mogynem 06paboTku 1 aHanusa Lmgpo-
BbIX M30bpaxeHuii «Leica Microsystems CMS GmbH» B
10 nonsx 3peHus npu yeenudenun 400. KonnyecTteeH-
Hble AaHHble obpabaTbiBany MeTogamn BapuaTUBHOM
CTaTUCTUKN.

CraTuctnyeckas obpaboTka nonyyvyeHHbIX AaHHbIX
NpoBOAMNaCL METOAAMM ANCNIEPCUOHHOTO, KOPPENSLIMOH-
HOTO M PErpPECCUOHHOrO aHanK3a ¢ NOMOLLbHO MPorpamm-
Horo obecnevenus Statistica 6.1 (StatSoft Inc., CLUA).

Pe3yAbTaThbl M X 06CY)XAEHUE

Bcem petsiv ¢ MB npoBefieHO onepaTtviBHOE BMeLLaTenb-
CTBO B OTAENEHWUN HEWPOXMPYPrM OETCKOro Bo3pacrta
WHCTUTYTa Henmpoxupyprm umeHn akagemuka A. [1.
PomogaHosa HAMH YkpauHbl. TotanbHOe yaaneHue ony-
Xonu ocyLecteneHo y 37 % GonbHbIX, cybToTansHoe —y
52 %, yactnyHoe — y 11 %. BpacTaHve onyxonu B cTBON
Mo3ra ObIo haKTOpOM, OrpaHNYMBaIOLLMM BO3MOXHOCTb
pagvKanbHOro yaaneHust onyxonu. Y 56 % aetew yoane-
HWE oMnyXoru GbINo JONONHEHO NMKBOPOLLYHTUPYOLLMMM
onepauuamu.

AHanm3 0cobeHHOCTeN BMSIHWS BO3pacTa Ha Te4YeHe
3aboneBaHns BbISIBUN ONpeAenéHHble 0COBEHHOCTH.
B mnagwyto BospacTHyto rpynny (0-3 roga) BkIIHOYeEHbI
25,2 % petein, B rpynny 4—7 net — 36,3 %, B rpynny 8—12
net — 24,2%, B rpynny 13-18 net — 14,3 %. Mo pesynb-
TaTam HepoBM3yanuanpyoLLyX UCCNIEN0BaHNIA, AMameTp
onyxonw npesbiwan 3 cM B 74,4 % HabnogeHWiA, Npy 3ToM
onyxorb pacnpocTpaHsnack B |V enyaoyek 1 CTBOrNoBble
CTPYKTYpbI (B 33,7 % HabnogeHuit).

[Jetn mnapLero Bo3pacTa B nocnegHve rogbl onepu-
poBaHbl B 2 pa3a Yalle, YeM B npeablayLiee natuneTtve.
Y peten fo 3 net Mb pacnonaranack B YepBe MO3xe4ka
C YacTu4HbIM briokmpoBaHuem |V xenypodka, y 3Tou
BO3PACTHOW TPYNMbl CPAaBHUTENBHO PEAKO OTMevanu
nopaxeHue cteona mosra. Eweé pexe otmevanu pac-
NPOCTPaHEHWE OMyXonu CynpaTeHTOPUAsbHO B MOMNOCTb
Il )enynoyka unu B BEpXHUE OTAEMNbI NO3BOHOYHOMO
KaHana.

B 6onee B3pocnom Bospacte (4—18 net) npu aHanwmae
ocobeHHocTeln MukpoTonorpadun MB 3HauMTENbHbIX
BHYTPUIpynnoBbIX pasnuyuin He obHapyxwsanu. B 10
e Bpems B cTaausx T3a u T3s no Chang, npu koTopbix
TamnoHupoBaH 1V xenygodek, kak npaeuno, bbin Takke
NOpaXEéH CTBOI MO3ra; 0TMeYariock NpopacTaHe Onyxomnm
B BOZOMPOBOA, CPEAHErO MO3ra C pa3BUTUEM OKKIHO3MOH-
HoM ruapouedanun. ATv U3MeHeHUs ObInn XxapakTepHbl
ANS [eTel cTapLuero Bo3pacTa v BbISBNSANMChL NOYTH B 2
pa3a vallle B CpaBHEHWV C NATUNETHEN rpynnoi. 1o cau-
[ETeNbCTBOBANIO O TOM, YTO y AETEN MIaZLLero Bo3pacta
pacnonoxeHne MB MoxHO pacueHuBaTth Kak bonee 6na-
ronpusTHOE A1 BO3MOXHOCTU PaauKanbHOMO yaaneHus.
TotanbHoe yaaneHve Mb y aTux geteit npoussedeHo B
40 % HabnrogeHnin, cybToTansHoe — B 42 %, YacTU4HOE — B
18 %. Y petei cTapLuero Bo3pacTa ToTanbHoe yaaneHue
MB BbinonHeHo B 36 %, cybTotansHoe — 52 %, Yactuy-
Hoe — B 12 % HabntogeHwil.
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Bo Bcex HabnoaeHusiX rmcTonornyeckuii anarHos
[JeTanu3npoBaH ¢ y4éTom BapuaHta Mb n BbisBneHus
TWNA W CTEMEHW WHBA3WUU B OKPYXaloLLMe CTPYKTYpbl
FONIOBHOTO MO3ra.

Mpwn rucTonormyeckom aHanuse onyxonen mbl
y4nTbIBaNM MOPONOrMyeckme NpusHaki obLuen ructo-
APXMTEKTOHKKM, COOTHOLLEHUE MapeHXMMaTO3HOro W
CTPOManbHOrO KOMMOHEHTOB, HanW4yMe NCceBAOPO3ETOK
Xomepa—PawTa, KonnoHapHbiX CTPYKTYp, GneaHbix
OCTPOBKOB, VCTUHHbIX 3NEHAVMAPHbIX PO3ETOK, (HOPMUPO-
BaHWS MyYKOBbIX KOMNMOHAPHbIX CTPYKTYP, Npeobnagaque
METKUX H13koanhepeHLMpPOBaHHbBIX CTPYKTYP, Konmye-
CTBO MMTO30B, HEOAHIVOrEHE3 U aHrmonponudepaLuio,
Hanmyme KOnIMKBaLMOHHbIX HEKPO30B 1 KOarynsiLMOHHbIX
HEKPO30B, NPU3HAKM 1 XxapakTep UHBa3UK, NumdoLmuTap-
HYH0 MHCDUBTPALMIO ONYXONEBOI TKaHW. YCTaHaBMNMBanm
TMCTOMNOrMYECKUIA BApUaHT OMyXOnu B COOTBETCTBUW C
rucTonornyeckon knaccudmkaumen [7]. fmcronormyecku
onpefenéxHble BapuaHTbl: knaccuyeckuin — 9470/3, pe-
CMOMNACcTUYEeCKUIA/HORYNSAPHBIA — 9471/3, BapuaHT C Bbl-
PaXXEHHOW HOAYNAPHOCTLI0 — 9471/3, KpYMHOKNETOYHBIN/
aHannacTudeckuin — 9474/3, He OTHOCUTCS HW K OLHOMY
113 BblLLEYKa3aHHbIX (nepexoaHbln/cMeLLanHbIn) — 9470/3.

B HoBoW pepakumumn knaccudmkaumm BO3 onyxonei
LIHC BblgeneHbl onpeaenérHble reHeTUYeCKme BapuaHTbl
MB: WNT-activated — 9475/3, SHH-activated & TP53-
mutant—9476/3, SHH-activated & TP53-wildtype — 9471/3,
non-WNT/non-SHH: group 3, group 4 — 9477/3 [1].

MB «knaccuyeckoro» Tuna (34 Habntogerus, 17,9 %
13 BCEX U3YYeHHbIX criyyaeB) obpa3oBaHbl NMOTHO pac-
MONOXEHHBIMU METTKAMMW TMNEPXPOMHBIMMW KIeTKaMu ¢
MOHODa3HbIMY iAPaMK OKPYITION, OBaNbHOM UIN BbITSHY-
TO POPMbI, KOTOPbIE COAEPXAT YMEPEHHOE KONMUYECTBO
XpomatuHa. Liutonnasma aTux Knetok HedéTkas, nnoxo
npokpalleHa, UHoraa BbIAENseTCs OAMH U3 MOJCOB
KNeTKu, BbITAHYTBIA B (hopMe XBocTa (KOHyconoaob-
HbI). KneTku hopMMpyIoT CONMAHBIE CKOMMEHMS, cpeau
HUX onpefensTcs ncesgoposetkn Xomepa—PanTa,
obpazoBaHHble sApamMy OMyXoneBbIX KMETOK, KOTopble
pacrosioxeHbl B BUAE HEMPABUIIBHOTO KOMbLia BOKPYT
6eccocyamCToro 303MHOGMIBLHONO LIEHTPa (MepenneTexHne
umMTonnasMaTuieckux oTpocTkoB) (puc. 1). Konuuectso
MUTO30B B TakoM BapuaHTe MB He3HauMTenbHO, HEKPO3bl
HexapakTepHbl. AHrmoapxutektoHuka Mb «knaccudyecko-
ro» TUnNa XapakTepudyeTcs YMEepPEeHHbIM KONMMYEeCTBOM
COCY[0B NPEUMYyLLECTBEHHO MenKoro kanunbpa, KoTopble
cnabo BbigenstoTcs Ha obLem coHe 0630pHOTO rMcTomno-
MYECKOro npenaparta 1 paccesiHbl Mo BCEV TKaHM OMyXonm
He3aBMCUMO OT €€ 30Hbl. CTEHKM BONbLUMHCTBA COCYA0B
TOHKME, NPOCBEThI HELUMPOKWE, aKTUBaLMS 3HOOTEeNus
HeTunnyHa. ObpallaeT Ha cebsl BHUMaHUe ynpoLLEH-
HbI (MPUMUTUBHBIA) TN CTPOEHUSI COCYAOB, KOTOPble
06pa3oBaHbl OAHWM CIIOEM SHOOTENManbHbIX KNETOK U
HaNoMUHaKT Kanunnspel (puc. 1).

[Hecmonnactuueckne Mb (17 HabniogeHui, 8,9 %
Cpeay BCEX Cry4aeB) OTMMNYANMCh HaNM4YnEM B CTPYKTY-
pe onyxomnu GornbLIOro KONMYEeCTBa HEXHOBOMOKHUCTBIX
COEOMHUTENBHOTKAHHBIX BOMOKOH, KOTOpbIE UMEIT Tec-
HYH CBSI3b C COCYAMCTHIMW CTEHKaMK U CTPOMarbHbIMU
anemeHTamm. Ha HekoTopbIX y4acTKax OHU PACTONOXEHbI
PBIXO, OKpYXas OTAEmNbHbIE KOMMMEKChl ONyXONeBbIX
KNeTok, B ApYrnx mectax (opMUPYHOT BblpaXeHHbIe
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CTpOMarbHbIE CENTbI, OMyXOrb NPV 3TOM MOXET Nprobpe-
TaTb Jonb4aToe CTpoeHue. [pyroi xapakTepHOW YepToii
Aecmonnactuyeckmx Mb sBnsercsa 3HaunTenbHoe Konw-
4ecTBO CBOBGOAHBIX OT BOINOKOH «BneaHbIX OCTPOBKOBY»
C MeHee NMOTHbIM PacrnofioXeHNeM KNeToK, NojobHbIX
HeyipoumTam, B PbIXIIOM BOMOKHUCTOM MaTtpukce. Knet-
K, KOTOpbIE OMPEAEnsioTCs Mexay ocTpoBkamu, bonee
nonMMOpP@HbI 1 MNEPXpPOMHbI. Cocyabl MMEKOT paclum-
PEHHbI NPOCBET ¥ pacnpeaensTcs NPeUMyLLECTBEHHO
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Puc. 1. MB knaccuyeckoro tuna.
[NceBno- 1 NCTUHHbIE PO3ETKY,
KONNOHapHbIe CTPYKTYPbI.
Okpacka TMoHUHOM. x200.

Puc. 2. MB aecMonnacTnyeckoro
TUna. Mnepnnasusi CTpomarbHoro
KOMMOHEHTa.

Oxkcnpeccns Ki-67 (37 %).
[lookpacka rematokcunmHom. x200.

Puc. 3. MB aHannactuyeckoro Tuna.
OTMeyaeTcs KNETOYHBIN 1 SAEPHbIi
nonumopuam, auddysHo-
paccesHHble nuMdoLnTonoaobHbIe
kneTku. Okpacka reMaToKCUnH—
NUKPOyKCUHOM. x250.

Puc. 4. Mb c BbipaxeHHol
HOMyNApHOCTbI0. PasnnyHas
KNneTouHast MIOTHOCTb B Pa3HbIX
30Hax, CTpOMarnbHas peakLms

11 @HTVOAUCTOHUS.

Okpacka TMOHUHOM. X125,

Puc. 5. VhBa3us MB B Tony
nonyLwapus (obnactb 3y6yaroro
Anpa). Okpacka reMaToKCUInH—
9031HOM. X125,

Puc. 6. VHTepcTuunanbHas nHBaans
MB. KnactepHas anddysHas
nponudepauus Megynnobnactos

B MEXKIETOYHBIX POCTPAHCTBAX.
Okpacka reMaToKCUIMH—3031HOM.
x200.

Puc. 7. VuBasust MB no MMO
11 NepnBa3anbHbIM NUanbHbLIM
npocTpaHcTBam. Okpacka
reMaToKCUNIMH—303NHOM. X125.

Puc. 8. imnnaHTaunoHHas uHeasus
MB B CTpyKTYypbI COCYANCTOTO
cnneterusi. Okpacka reMaToKCUInH—
9031HOM. X125.

no nepudepun CBETIIbIX 30H B BOMOKHUCTON CTPOME, B
HEKOTOPbIX 3 HNX OTMEYaeTCs YTOMLEHNe aABEHTULM
3a CYET CKrepo3a, Npy OKpacke MUKPOYKCMHOM [atoT
NO3UTUBHYIO peakuuio (puc. 2).

KpynHOKNETOUHbI (QaHaNnacTUYeckuit) BapuaHT
(51 HabniogeHue, 26,9 % cpenym Bcex CryyYaeB) xapak-
TepuaoBarncs npeobnagaHnem norMMOPMHBIX KNETOK ¢
pe3Ko TMNEPXPOMHBIMW YPOLNMBLIMK SiApaMui OKPYrion
1nu oBarnbHON opMbl, GOMBLUIMHCTBO U3 KOTOPbIX — CO
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CKyOHOM uuTonnasmoi (numMdoumtononobHsie). Knetku
pacnonoxeHbl 6eCnopsAoYHO, UHOTAA Menkue TEMHbIe
KINeTKM rpynnupytoTcsl MENKUMM OCTPOBKaMu unn obpa-
3yI0T MIOTHbIE KMETOYHbIE TSXW, KOTOpbIE rpaHuyar ¢
MeHee MIOTHOKNETOYHbIMK yyacTkamu. Onpepgenstores
pe3Ko NMUKHOTUYECKNe W AereHepaTnBHO M3MEHEHHbIe
OMyXoreBble 3MEMEHTbI, NPEUMYLLECTBEHHO BOKPYT He-
KpoTudyecknx oyaroB. Onpenensierca 4OCTaToMHO MHOTO
KIETOK B COCTOSIHWM anonTo3a (KapuomnuKHO3 1 Kapuopek-
cnc). KneTkn B COCTOSIHAM MUTOTUYECKOTO pasfeneHuns
penku, Npy 3TOM MUTO3bI — Natornornyeckue. CocyancTbin
PUCYHOK HEBBIPA3WTENbHbIN, 06pa3oBaH cocyaamm npe-
MMYLLIECTBEHHO METKOro kanubpa, ¢ SBNeHusiMK cTasa 1
MENKUMM auanenesHbIMy reMopparvsvMu, UIMEHHO B 3TUX
30HaX BbISIBIANM 04arM HEKPO30B U MENKMe KUCTbI pac-
naga. B HekoTopbix HabmogeHmsx Mb Takoro ructotuna
BCTPEYAKTCS Y4aCTKM CO 3HAYUTENBHO BbIPAXEHHBIM
KNeTOYHbIM MONIMMOPU3MOM, Takue Onyxonu Mo Kre-
TOYHOMY COCTaBy HamoMuHaloT rnmmobnacTombl. Hapsagy
C OMyXOneBbIMY KIeTKaMn CpeaHen BENUYMHbI C Sapamu
OKPYr0-0BasibHOW HeNpaBuibHOM HOPMbI BCTPEYAOTCS
6ornbLuve, a HOAA FMraHTCKME MHOrOsifepHbIE KNeTku. Ha
yyacTkax C KNeTo4HbIM NonMMOpd3MOM OnpeaensitoTcs
HebonbLLUNE HEKPOTMYECKMe ovarv ¢ PopMMpOBaHNEM
nceeponanvcanos. Cocyabl Onyxomnu — ¢ akTuBauuei u
runepnnasnen SHOOTENUs, C o4aramMmm KpOBOUSMWSIHWIA.
[nsa aTux HabnogeHuin Obino xapakTepHo GonbLoe Ko-
NNYeCcTBO MUTO30B (puc. 3).

BapvaHT MB C BblpaxXeHHON HOAYNSPHOCTBIO — 59
HabnoaeHnt (31,2 %) xapakTepu3oBanucb Yepenoa-
HMEM 30H CO 3HAYUTENMbHO BbIPAXEHHBIM KIMETOYHBIM
MonMMopc3MOM 1 30H NponmdepaLyiv MENKOKMETOUHbIX
numdpoumTonofobHbIX Meaynnobnactos. CteneHs pa3su-
TWSI CTPOMbI TakKe HepaBHOMEPHas!, B pesyrnsraTe Yero
onyxorb npuobpeTaeT y3nosatyto ByrpucTyto CTpYKTypy
1 Ha BonblUeM MPOTSHIKEHUN UMEET YCIOBHYIO TPaHuLy
(puc. 4).

3HayeHne MUTOTUYECKOTO W NponmdepaTnBHOro
nHgekca (MM no nokasatensiM MMMYHO3KCNpPECUN C
aHtuTenamu Ki-67 Ha matepuane nepsbix onepawuui
konebanocb o1 17,9% po 42,3% (M+m 29,54+2,32),
mMeauaHa coctasuna 32,15: y aetei mnagLuero Bospacrta
(8o 5 ner) 18,1-39,6 % (30,14 £2,75), megnaHa — 34,5.

Poct MB — MHBa3MBHO-MHMUILTPATUBHBIN, LUMPUHA
30HbI MHUNETPALMY MOXET BbITb 6OMbLUE UMW MEHbLLE
BbIP2XXEHHOWN, NMOSTOMY paHWLibl OMYXONEBOro y3na npu
BM3yanbHOM MaKpOCKOMMYECKOM MCCRefoBaHWN UMEOT
HEYETKVIE rpaHuLibl. 30HbI HEKPO3OB M remoppari noa4vep-
KVBaIOT rpaHmLly nHBaauu. OgHako B cryyasix MHBaswuy aHa
YEeTBEPTOrO Xernyao4ka rmybuHa, kak NpaBwusio, 3Ha4MTeErb-
Hasi, 40 2 MM, @ TUMN UHBAa3WUN — UHTEPCTULMANbHBIA. [laH-
HOe 06CTOATENBCTBO AENaET HEBO3MOXHbIM paavKarnbHoe
yaaneHue onyxonu Takoro Tuna HoBoobpasoBaHwii. 3TO
MOATBEPXKAAETCA U MUKPOCKOMMYECKUM UCCTef0BaHNEM,
KOra OKa3bIBAETCS, YTO OMyXOreBble KNETKN NPOHMKaoT
B MO3rOBO€ BELLECTBO, KOTOPOE OKPYXaeT OnyXorb, Ha
HebonbLuyto rmybuHy, unu rnybokoe anddysHoe npo-
pacraHwe (puc. 5-8). Mpv npopacTaHny Onyxonu B Msrkve
MO3roBble 060/104KM NOCINEnHNEe TEPSOT CBOK Mpo3pay-
HOCTb, 3HAUNTENBHO YTOMLWAKTCS (puc. 7).

B cpoke go 30 gHewn nocne ypaneHus onyxonu
ymepno 49 (7,5%) netent. OCHOBHOW NPUYMHON CMEPTH
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Obinn HapacTarLWii OTEK CTBOMA FONIOBHOTO MO3ra — Y
32 BonbHbIX, KPOBOU3NUAHME B OCTaTKK onyxonu —y 11,
BHEMO3IOBbIE OCIIOKHEHUS — Y 6. YETKas koppensLyoHHas
CBS13b YCTAHOBMNEHa MeXAy nokasaTensmu netanbHoCTV 1
paguKanbHOCTBIO XMPYPrvyeckoro BMeLLIaTenbsCTBa: npu
TOTanbLHOM yaaneHun oHa coctasuna 6,2 %, cybToTans-
HOM — 12,2 %, YacTniHOM — 44,1 %. [pu 3TOM, N0 AaHHbIM
“ccnenoBaHui, NPOBEAEHHBIX M Ony6rMKoBaHHbIX paHee
[6,7], 3a nocnegHne 10 neT aTOT MoKasaTenb CHU3MMCA
10 6 %.

KomnnekcHoe neveHne MB mo3sxeuka nocne onepa-
LMV y feTen cTaplLue 3 neT BKIYaro nonvxummoTepanmio
1 06ryyeHue BCero akcuca B COOTBETCTBIM C NPOTOKONamm
HIT-91, HIT-2000, P-HIT 2000-BIS4, PO/02-04, SKK 92-
00. fletsim B BO3pacTe A0 3 neT NpOBOAWIYM XVMUOTEPaNi0
B cooTBeTCTBMM ¢ npoTokoniom MET-HIT 2000-BIS4. m
BBOAWNM kapbonnaTuH 1 3ToNo3na, a Npy «No3vTUBHOM
OTBETEY» — [OMONTHUTENIbHO TUOTEPY U LMKNodocdaH.
MpopomKkeHHbIA POCT ONYXONW UMK MEeTacTasMpoBaH1e
ObInn KOHCTaTMPOBaHbI y 167 NauyeHToB, B OCHOBHOM B
nepsbIii rog (63,7 %) nocne onepauwu, B nocrneaytoLime
rofibl 3TOT NoKa3aTenb 3HAYUTENBHO CHIKAICS: BO BTOPON
rog — 10 22,5 %, Tpetuii — go 7,5 %, natbii — go 6,2 %.

lMpn aHanuse nokasateneii BbKYBAaEMOCTW B 3aBU-
CVYMOCTM OT PaaMKanbHOCTK onepaumy 1 0bbEMa agbio-
BaHTHON Tepanuu ob6HapyXeHbl MHTEPECHbIE AaHHbIE.
lMocne ToTanbHOro 1 cybToTanbHOMO yaaneH1s onyxonu
OHM CyLLIECTBEHHO He pasnuyanucb. HeratmBHbIM NPOrHO-
CTVYeCKM (haKTOPOM ObINO TOMBKO YacTUYHOE yaaneHe
onyxonu.

Henb3s He 0TMETUTb, YTO rMaBHOE HOBOBBEAEHME HO-
BOW pepakumm knaccudmkaumm BO3 onyxonen LIHC — He-
06X0aMMOCTb OnpeaeneHns MoneKynapHO-TEeHETUYECKOTO
MoATNa OMyxonu Mpu noctaHoBke AnarHosa [1]. 3To,
6€3yCNOBHO, 3HAYUTENBHbIN LA Ha NMYTW NEPCOHaNM3aLmm
1 ONpEeRenenuns TakTUKN NEYEeHNst 1 MPOrHO3a B PYTUHHOM
npakTuke, HO Npobrnema NOTOYHON FMCTONOrMYECKON
[ONarHOCTUKWU — OTCYTCTBUE LUMPOKUX TEXHONMOTMYECKUX
BO3MOXHOCTEN. OCHOBHasi pekoHCTpyKums rpynnsl MB
oTnMyaeTcs 06bEAMHEHNEM B ONpefenéHHble MOneky-
NSIPHO-TeHeTNYeckne PopMbI.

BbiBoAbI

1. B ciiyyasx nHBaaum onyxonu rinybuHa npoHMKHOBe-
HWSt U EeCTPYKLMM MO3rOBOTO BELLECTBA JOCTUTAET 2 MM,
a TUN MHBA3WM — MPEUMYLLIECTBEHHO UHTEPCTULMANBHBI.

2. MNpu aHanu3e nokasaTenen BbKMBAaEMOCTY B 3aBU-
CMMOCTW OT paguKanbHOCTU onepaumumn 1 obbEma agbio-
BaHTHOM Tepanuu 0BHapYXXEHO, YTO MOCIIE TOTarbHOrO 1
cy6TOTanbHOrO yaaneHWs Onyxomn OHU CYLLEECTBEHHO He
pasnuyanuce. HeratmBHbIM NPOrHOCTUYECKUM (DAKTOPOM
ObINO TOMBKO YACTUYHOE YAANEHNe ONyXOmu.

3. Y peten mnagwero Bospacta nokanusaunsa Mb
MO3BOJIAET Yallle OCYLLECTBNATb UX paauKanbHoe yaane-
HUE, HO OTHOCUTENBHO Gonee BbiCokast YacToTa YacTuy-
HOTO YAarneHWs, paHHEro MeTacTasnpoBaHu1s U HEMOMHbIN
00BbEM aabloBaHTHOM Tepanuu (6e3 Ny4eBoro neveHnst)
HVBENWPYKOT BRWSIHWE PafuKanbHOCTX BMeLlaTenbCcTBa
Ha nokasarenu obLLen 1 6e3peLanBHON BbKMBAEMOCTH.

4. Mpun MB mo3xedka y geten onpegenstoLym gak-
TOPOM ANUTENBHOCTM BbhKMBaHMS SIBINSIETCA CBOEBPEMEH-
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HOCTb 1 06BbEM aIbOBAHTHOM TEpaNUK, YTO KOPPENMpyeT
C BO3pacTOM MaLMEHTOB.

5. CBoOHbIe JaHHble BbIKMBAEMOCTW pPa3HbIX BO3-
pacTHbix rpynn y aeten ¢ Mb 3a nepuog 1993-2013 rr.
[AEMOHCTPUPYIOT TEHOEHUMIO CHIDKEHUS NETarIbHOCTU 1
YBESMYEHNS CPOKOB OOLLIEN BbKMBAEMOCTW. [1ATUNETHASA
BbIKMBAEMOCTb cocTaBuna: 3a nepuog ¢ 1993 no 1999
rog — 21,1%; ¢ 2000 no 2006 rog — 27,7 %; ¢ 2007 no
2013 rog — 35,4 %, 4TO CBMAETENLCTBYET O MOBbILUEHWN
KayecTBa NeYeHUs 3TON KaTeropuy NaLMeHTOB.
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