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New approaches in the diagnosis of tumors of the central nervous system in children
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Improvement of morphological techniques, molecular genetics, radiation diagnosis defined the modern hystomolecular classification of the
brain tumors in children. Many tumors of the central nervous system (CNS) are associated with cancer predisposition syndromes. Future
strategy for treatment of patients with CNS tumors becomes increasingly personalized.
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BbpkuBaeMOCTh JeTeil C OMyXOJISIMU LIEHTPATbHOMN
HepBHoii cucteMbl (LIHC) B mocnegHue aecsTUiieTUs:
yBeamumiach ¢ 30 1o 60 %, a Ipr HEKOTOPBIX BapraHTax
u 1o 100 % [1—4]. BHenpeHue B MPaKTUKY HOBBIX METO-
MUK MOPGOJIOTUYECKON, MOJIEKYISIPHO-TeHETUYECKOM
U JIy4EBOU NMArHOCTUKHU, a TaKXe MPUMEHEHUE BBICO-
KOTEXHOJIOTUYHBIX OIepaluii, 6e30MacHbIX METOAUK JTy-
yeBoil (JIT) u xumuotepanuu (XT) cblrpaid KJIIOYEBYIO
pOJIb B MOBBIIIEHUYW BbIKMBAaeMOCTH [2—8§].

Onyxonu LHTHC y nereit, HeCMOTpsl Ha CBOIO OTHOCH-
TEJIbHYIO YaCTOTY BO3HUKHOBEHWUS (2-5 MO3ULIUS TMOCTe
OCTPBIX JIEHKO30B), CUMTAIOTCSA PEAKUMHU 3a00J€BAaHUSIMU
(3,5-5,5 na 100 000 merckoro Hacenenust) [1, 2, 8—10].
MMeHHO Mo3TOMY B MOC/eqHEe BpeMs OTMEUAETCs TeH-
JIEHITUST K OPTaHU3alIM K KPYITHBIX MEXTYHAPOIHBIX MYJTb-
TULEHTPOBBIX UCCIEIOBAHUI C CO3TAHUEM MEXIyHAPOI-
HBIX PETUCTPOB OONTBHBIX M BBHIPAOOTKON KITMHMYECKUX
PEKOMEHIAIMI TUATHOCTUKY U JICYEHUS C YUETOM Tpeli-
LIECTBYIOLIErO OMbITA, MOJYYEHHBIX 3HAHUN U MepCIeK-
TUB Pa3BUTUS AETCKOU HelipooHkosioruu [3, 4, 7].

Oxkoro 50 % neauarpudeckux omyxoseit LTHC — aro
[JIMOMBI, U3 HUX 15 % — IJIMOMBbI HU3KOM CTEIEHU 3J10-
kauectBeHHoCcTH (low grade gliome, LGG). OMbpuo-

HaJIbHBIE OITYXOJIM COCTaBISIOT 12 %, IprueM valile Bcero
BCTPEYaloTCs MeayJUI00IacTOMBL. Y feteii 25 % omyxoeit
JIOKAJIN3YIOTCST CYMPATeHTOPUATILHO, T. €. BBIIIE TEHTO-
puyMa — HaMeTa Mo3xeuka, 20 % — uHdpaTeHTOpHATb-
Ho. B 12 % cnydaeB TMarHOCTHPYIOTCS OIYXOJIU CTBOJIA,
B 8 % — cyIpaceIsipHbIe OIyXOJIH, B 7 % — OmyXoJiu Kpa-
HUAJIbHBIX HEPBOB, B 6,4 % HAOIIOACHUI — OIYXOJIH Ke-
JYIOYKOB, B 4,3—5 % — oryxosii crimHHOTo Mo3ra [10].

Yacrora npeseHTauuu onyxoyeit [IIHC y nereit or-
JIM4aeTcsl OT OOIIeil KOTOPTHI MAIMEHTOB C OITyXOJSIMU
LIHC. Q. Ostorn et al. B 2014 . onmy01MKOBaIu 4acToTy
Mpe3eHTAIlMN B 3aBUCUMOCTH OT MPOMWIsT METUJINPOBA-
Hug (ta6n. 1) [11].

Cuuraercst, uto 50 % onyxoseit LIHC y neTeii cBsI3aHbI
¢ MYTallAsSIMU, OTIPEIEISIIONINMY Pa3BUTHE CUHAPOMOB,
aCCOIMMPOBAHHBIX C OHKOJIOTUYECKUMU 3a00JIeBAaHUSIMU
(canser predisposition syndrome) [4] (Ta0. 2).

B cBs13u ¢ 3TMM TIpU MOJI03PEHUN HA TaKWe CUHIPOMBI
HEOOXOMMO BBITIOHSTH MCCIIEIOBAHNS HAa BPOXIECHHbBIC
MyTalvu.

CaMbIM BaXXHBIM B OIpENEJICHUN TaKTUKW BEICHUS
nalueHTa sIBJisieTcs TouHas auarHoctuka ornyxosei LIHC
[12—14]. B HacTos11ee BpeMsI B OCHOBE OLIEHKHU ITPOTHO3a
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MeHUHTMOMBI 35,8 1,7
Dino6Gnacroma 15,6 2,6
3J10KauyeCcTBEHHbIE IIMOMBI (6e3

IMaTHOCTUYECKUX YTOUHEHU — 14,2
(BIY))

Omnyxosu ruriodusa 14,7 3,8
Ipyrue 10,7 9,3
Jpyrue acTpoLIMTOMbI = 8,9
Omyxomu 060J109eK HEPBOB 8,1 4,8
ACTPOILIUTOMBI 6,1 —
[TunonaHast acTpoToMa — 17,5
Jlumbombl 2,1

DneHANMapHbIE OITyX0JIN 1,9 5,6
OUroneHAPOrIUOMBI 1,7 0,9
DOMOpPUOHATbHBIE OIMYyXOJIN 1,2 15,7
OuroacTpoIUTapHbIe OMyXOJIN 0,9 0,6
KpaHuohapruHruombl 0,8 4,0
gc;[[;n;g:y(:renno—memq}me 0.4 3,7
HeiipoHasibHble 1 cMelIaHHbIE

HEMpPOHATbHO-TJIHATbHBIE — 6,5

OITYXOJIH
|

Ta6muna 2. Onyxoau [[HC, accoyuuposantvie ¢ OHKOAOUMECKUMU
3ab0neeanuamMu

Menynno6nactoma (SHH-

Topiimna—Torua (Gorline—Gotz)
rpymnmna)

Jlumoma mo3oaucroro Tena [Mau (Pai)
[penpacnosoxXeHHOCTH K pab1o-
WIHOI orryxoJiu (rabdoid tumor
predisposition syndrom)

ATUTNINYHAsS TepaTOUI -
pabaounHas onyxoJib (ATPO)

Imuo6nacroma Tiopxko (Turcot)

[Manuinoma cocyamcToro

JIn—®paymenn (Li—Fraumeni)
CIUICTEHUS

[momsbt nipu Ty6epo3HOM Bonesnb BypHesusis (Bournevil

cKiepo3e disease)
ACTPOLIMTOMBI Heiipodudbpomaros I tuna
Bonesns [unnens—JIunaa
Temanrno6iaacroma LA

(von Hippel—Lindau’s)
|
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Tabmua 1. Cpasnenue 6o3pacmuoii npezenmayuu onyxoaeii LLHC [11]

¥ BBIOOpA JICUEHUST OTIPEICISIIONINUMHK SIBJISIIOTCST TUCTO-
JIOTMYIECKUI BApUAHT OITyXOJI1, €€ MMMYHOTCTOXUMMYIC-
CKME U MOJICKYJIIPHO-OMOJOTMYECKME XapaKTEePUCTUKH,
BO3pacT peOeHKa Ha MOMEHT JIMarHOCTUKU, paclpocTpa-
HEHHOCTh oIyxoJieBoro mpoiiecca (M-cragust o Yanry)
[15, 16].

KnuHuyeckass cuMnToMaTvka IIpU HOBOOOpa3oBa-
Husx LHHHC 3aBucUT OT JJOKaau3aluu OMyXoJu, CTEIeHU
BBIPAXKEHHOCTH OKKJTIO3MOHHON Tuaponedau u BO3-
pacta pebenka. CUMITOMBI y JIeTeil paHHETO BO3pacTa
MOTYT ObITh MUHUMAJIbHBIMU B CBS3M C OCOOCHHOCTSIMU
CTPOEHMSI Yeperna: 3JIaCTUIHOCTh KOCTel deperia, Haau-
Y1e OTKPBITHIX IIBOB ¥ POIHNYKOB, TUTACTUIHOCTb MO3Ta,
3JIACTUYHOCTh COCYIOB, MO3TOMY TAIIMEHT MOXKET JIU-
TeJbHOE BpEMsI OCTaBaThCsl KOMIIEHCMPOBAHHBIM. DTO
MPUBOAUT K HECBOEBPEMEHHOU auarHoctuke [3, 7, 17].
Omyxoiy TOJIOBHOTO MO3Ta y JIeTeil B Bo3pacTe 10 3 JeT
B 75 % ciyyaeB — 3TO OIyXOJIM, 3aHUMalomme 1/3 uHrpa-
KpaHuanbHOro oobema (puc. 1).

Puc. 1. Maenumno-pezonancnas momoepamma (MPT) con06no20 mosea (a)
u mamepuan aymoncuu (6) nayuenma 6 gozpacme 2,5 mecauya ¢ 2ueaHmcKoll
6POACOEHHOL MEPAMOMOLl 20106H020 MO32a C NPUSHAKAMU SHUeparoyene

B c¢Bs131 ¢ 3TUM TIpU 00CIeAOBaHUM AeTel MIaaIIero
BO3pacTa 00s13aTeJIbHBIMU SIBJISTIOTCS: U3MEPEHUE OKPYK-
HOCTH TOJIOBHI (TIIpM TIOBBIIIEHUM BHYTPUUYEPEITHOTO
JABJIEHUsI OTMEYAETCs yBeJMYEHUE Pa3MEPOB TOJIOBbI —
Makpouedanus); KOHCyabTalus oTajibMosora ¢ odsiza-
TEJTbHBIM OCMOTPOM TJIA3HOTO JTHA.

Ecmu omyxons mokammayercss WHQpaTEHTOPUATHLHO
(Tmox TeHTOPMYMOM (HaMETOM) MO3XKeUKa), TUAUPYIOIIH -
MM CUMIITOMaMU OYIyT CJIEAYIOIINE.

* Pannaue cumiitoMsl. [ToBBIIIEHNE BHYTPUUYCPEITHO-
To IaBJICHUS, XapaKTepH3yeMoe KJIaCCHUIEeCKOM Tpuamoit
CUMIITOMOB (TOJIOBHAsI 00JIb B YTpeHHEe BpeMsi, pBoTa 0e3
TOIITHOTHI B YTPEHHEE BpeMsl, IIPUHOCSIIAsl 00JierdeHue,
HapylleHNe 3peHMS (CHIKEHUE OCTPOTHI 3PEHMSI, KOCO-
rjasue)), a Takke 001leii CUMITOMATUKOM: MOBBILIEHHAS
YTOMJISIEMOCTb, YCTAIOCTh, CHUXKEHUE MHTEIICKTYaIbHO-
IO pa3BUTHSI, TIOTEPsI paHee MPUOOPETEHHBIX MOTOPHBIX
HaBBIKOB.

* Ilo3nmHue cuMOTOMBI. MO3X€e4KoBasi CUMIITOMATH -
Ka: KOOpAMHATOPHBIC HAPYIICHUS, aCUHEPIus, aTaKCusl,
HapylleHHe PaBHOBECHS, KPYITHOPAa3MAIIWCTBII CIIOH-
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TaHHBII HUCTArM, TUIIOTOHUS MBI KOHEYHOCTEH, CTBO-
JIOBas CUMMOTOMAaTUKa (MEIKOpPa3MAalIWCThIi HUCTarMm,
TOJIOBOKPYXXEHUE, TUIUIONUS, pa3Hasd UIMPUHA TIa3HBIX
1Ieei, CriaxkeHHOCTh HOCOTYOHOW CKJIaAKU, JeBUALIUS
s13bIKa, THYCABOCTh rOJI0Ca, MTOMEPXUBAHUE).

ITpu nokanM3auu OMyxoiau CynpaTeHTOPUATIbHO (Ha
HaMETOM MO3XEUYKa) OYaroBble HEBPOJOTUYECKUE CUM-
MITOMBI TPEAIIECTBYIOT CUMIITOMAM ITOBBILLIEHUS BHYTPH-
YEPEITHOTO JABJICHUS.

* CynopoxHble MPUCTYIIBI — B PaHHEHW CTaauu Map-
LIMaJbHbIE, POCTHIE, OMHOCTOpOoHHUE. [Ipu ouare B BU-
CK€ — KOMIUIEKCHBIE, TI033Xe — reHepaiu3oBaHHbIe. u-
sHIedaTbHBIE TPUCTYTIBI TIpU omyxojsix 11 xemymouka/
XUA3MBI.

* Hapymienvue MOTOPUKM W YYBCTBUTEIBHOCTU —
nuddepeHIMaMs CyXOXUIbHBIX pedIeKCOB, MaTOJOTU-
yeckue pedekchl (CMMNTOM baOUHCKOr0) ¢ OJHOM CTO-
POHBI, OMTHOCTOPOHHSISI MUPaMUIHAs HEAOCTATOYHOCTH
B KOHEYHOCTSIX, OMTHOCTOPOHHSISI TUTIOCTE3US.

* Hapyliienve 3peHus1 — BbINIaJeHNUE TOJIEH 3peHus,
TOMOHUMHAsl TEMUAHOIICUS, 9K30(TaIbM.

* OxupeHue aubo runotpodus, nonrudarus, Heca-
XapHBIA 11abeT, 3aepKKa pocTa, MPexXIeBPEMEHHOE MO-
JIoBOE pa3BuUTHE — TIpu omyxostsix [11 xkemymouka,/xua3mel.

* HM3MeHeHUs cO CTOPOHBI BBICIIUX MCUXUYECKUX
¢GyHKUMII — HapyluieHMe BHUMAaHUS, pe4yu, Mo3xke — 3a-
TOPMOXEHHOCTh, U3BMEHEHUE JIMYHOCTH.

[ToBbIIEHWE BHYTPUYEPETHOTO JaBJIECHUS, TOJIOBHAS
00Jib, pBOTA, U3MEHEHUS HA MIA3HOM JHE, KaK MPaBuilo,
BO3HMKAIOT Ha MTO3HEN CTaquu pa3BUTUS 3a00IeBaHUS.

ITpu nokanuzauu OMyxoiau B CIIMHHOM MO3Te KJIH-
HUYECKUE CUMIITOMBI MOTYT OBITh ITPEICTABIECHBI OOJISIMU
B criiHe (50 % ciydaeB), pe3sUCTEHTHOCThIO MPU cruba-
HUU TYJOBUILA, ca3MaMM MapaBepTeOpaTbHBIX MBIIIIII,
nedopmalieid cnuHbl (MPOTPECCUPYIOLINN  CKOJIMO03),
HapylIeHWeM TOXOAKU, CHUKEHUEM pedIeKCOB B BEpX-
HUX KOHEYHOCTSIX U YBEJIMYEHUEM B HUKHUX, Hapylle-
HUEM YYBCTBUTEJIBHOCTU B 3aBUCMMOCTU OT YPOBHS MO-
paxXeHusl, TOJOXUTEIbHBIM CUMITOMOM babuHckoro,
HapyleHUsIMU (PYHKIIUU TOJICTOUW KUIIKU, CHUHKTEPOB
MOYEBOTO MY3bIPS, CIA00OCTbIO B HIDKHUX KOHEYHOCTSIX,
CUMIITOMaMU KOMIIPECCUU CIIMHHOTO MO3Ta, KOTOpPBIE
YCWIMBAIOTCS B JIEXXAYeM MOJIOKEHUU U YMEHBIIAIOTCS
B MOJI0OXKeHUU cunst. KpoMme Toro, mpu oleHKe COCTOSTHUS
MalreHTa TpeOyIoT BHUMAHUS CYIOPOXHBIE COCTOSTHUS,
PE3UCTEHTHBIE K MPOTUBOCYAOPOXHOW Tepamuu, Mpo-
TPECCUPYIOILINI XapaKTep HEBPOJOTUYECKUX CUMIITOMOB.

IIpu mrarHoCTHKE MPOBOAUTCS OLIEHKA MEPBUYHOTO
OITyXOJIEBOTO OYara M METacTaTUYECKOTO PACTIPOCTPAHE-
Hug o Yaury (tab6an. 3) [18].

7151 ctanupoBaHUs OLIEHUBAIOTCS U300paKeHUS KOM-
nbtotepHoriToMorpaduu (KT)(ecmTnHETBO3MOXHOCTH BbI-
noauuth MPT ronosHoro mosra), MPT ronoBHoro mosra
C KOHTPACTHBIM YCUJIEHUEM, KOTOPBIE TOJKHBI OBITH MPO-
BEJICHBI Mepel onepauneil g TOro, YToObl ONPEAeIUTh
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Tadmuua 3. Cmaduposanue onyxoaeit [IHC no Yaney [18]

M-cranus Onpenenenne
MO MeracTa3oB HET
Ml OmnyxoJeBble KIETKU B TUKBOPE
M2 MeTacrasbl B Ipejiesiax roJIOBHOro Mo3ra
M3 MeracTasbl B CIUHHOM MO3T
M4 DKCTpaHeBpaJIbHbIE METACTA3bI

JIOKAJIN3aIMIO OTYXOJIU, €€ XapaKTePUCTUKHU, OTHOLIIEHUE
K OKpPYXaIOIIUM CTPYKTypaMm, a Takxke HaJuyue MeTa-
crazoB B apyrue otaensl [IHC. MPT cniunHoro mo3sra
0e3/C KOHTPAaCTHBIM YCWJIEHUEM U IIUTOJIOTUYECKOE MC-
clielIoOBaHWE JIMKBOpPAa HAa HAJIUYMUE OIMYyXOJIEBBIX KIIETOK
HEOOXOIMMBI ISl BBISIBIEHUS BO3MOXHOTO METacTaTH-
YEeCKOTO pacipoCcTpaHeHUsl, OCOOEHHO TMpU MPOBEICHUN
JMUArHOCTUKKM BCeX 3J7l0KadecTBeHHbIX oryxojieit [ITHC
(3MOpPUOHANIBHBIX, 3TMEHAUMAPHBIX OMYXOJIE W TIUOM
pa3IMYHON CTeTneHu 3JI0KauecTBeHHocTu). [locieore-
pauronHsie MPT T0JIOBHOTO U BCeX OTIEIOB CIIMHHOTO
MO3Ta HeOOXOAMMO BBITIONHSTH B TiepBbie 24—72 4 miociie
orepanuu, oleHKy JukBopa Ha 10—14-e cyTku (ocobeH-
HO y TAlMEHTOB CO 3JI0KAYeCTBEHHBIMU OITyXOJISIMU).
Wurepsan 24—72 4 mociie onepaiiiv OrpaHuveH TeM, 4T
B IOCJIEONEPALIMOHHOM TMEPUOJE MPOUCXOIAT HAKOILIEe-
HUE TeMOCHUIEpUHA B 30HE OTIEPATUBHOTO BMEIIIATEIbCTBA
U pa3BUTHE TJIM03a MO3TOBOW TKAaHU, YTO 3HAYUTEHHO
3aTPYyAHSIET OLIEHKY PaluKaTbHOCTH OTepali 1 00beMa
ocraToyHoil omyxonu [7, 17]. Ecnu cpoku Hauana cie-
JYIOIIIETO TocieornepannonHoro stana jeuenust (JIT u/
unu XT) rocsie BBITTOIHEHUSI TIEPBUYHOTO UCCIIETOBAHMS
MPEBBIIAIOT 2 Hel 1 OoJiee U/ WK UMEIOTCST KITMHUYECKUe
MPU3HAKMA HApacTaHUsI HEBPOJOTUYECKOTO NeduiunTa,
HeoOxoauMo npoBeaeHue noBTopHoit MPT rojsoBHoro
U CIIUHHOTO MO3Ta HETIOCPEACTBEHHO Tepesl JIEYeHUEM.
HccnenoBaHue JTMKBOPA BBISBIISIET AMCCEMUHAIINIO OITy-
XOJIEBBIX KJIeTOK (M1-cTaguio); y HEKOTOPBIX JIeTel Me-
tacta3sl B LIHC obHapyxuBaiot ¢ momotisio MPT u KT
(M2—3-cramum). Cucremnbie Metacta3bl BHe LIHC (B ko-
CTSIX, KOCTHOM MO3T€, JIETKUX 1 JUM(PATUISCKUX y3J1ax)
MEepPBUYHO U Ha (hoHE MpoBeAeHUs cucteMHoM X T KpaitHe
penku [19]. UccrenoBanue 2TUX OpraHOB HA METacTa3M-
poBaHUE TIPOBOIUTCSI TIPU PELUAMBAX HEHPOOHKOIOTH-
YeCKOTo 3a00JIeBaHUS 1/UTY TIPU HATMIUY KITMHUYECKUX
TMPU3HAKOB 9KCTPAHEBPATHLHOTO TTOPAKEHUSI.

MPT 6e3/c KOHTPACTHBIM YCUJIEHUEM UMEET HAUTyu-
1ITy10 YYBCTBUTETBHOCTH B uarHocTuKe ormyxoieit LHTHC,
CTAaHJAPTOM CIYXKUT €€ BBIMIOJHEHUE B 3 TMPOEKIIUSIX
u 3 pexxumax (T1, T2, Flair) [3, 17]. Y MaJeHbKUX TTaI-
eHToB MPT npoBoauTcs 1o HapKo30M BBUAY HEOOXOIU -
MOCTH JUTUTEIbHOTO HETIOJIBUXKHOTO MOJIOKEHUS TTalleH-
Ta BO BpeMsI IPOBeAieHUsI uccienoBaHus. Micronb3oBaHue
BHYTPUBEHHOTO KOHTPACTHOTO YCWJIEHUSI 00s3aTesIbHO

39

2017 1}

0630pbl numepamypbl



0630pbl numepamypbl

0CCUUCKUI

YKypuan

JNETCKOU

HOAro

TpY TIPOBEEHUM Bcex nuarHoctuaeckux MPT-uccieno-
BaHuii 1o ooy onyxoJjieit [IHC. KoHnTpacTHOe BeliecTBO
BBOIWTCS BHYTPMBCHHO B CTAaHIAPTHOM TO3MPOBKE: ramo-
MEHTEeTOBasT KMCJIOTa, TaloIMaMUI, rafoTepoBast KUCI0Ta —
0,2 m/xT, Tamo6yTpoa — 0,1 mi/kr. Corpynaukamu HHITLL
JATOU um. Imutpus Porauesa Ob11M pa3paboTaHbl peKo-
MEHIaluM 1o BeinmosHeHuo MPT y neteit ¢ omyxonsiMu
LIHC, xotopele B HacToslIee BpeMsl BHEAPEHBI B MpaK-
TuKy LleHTpa UM peruoHajabHbIX KJIMHUK, YYaCTBYIOIIMX
B TIPOBEICHNI POCCHIICKOTO MCCICIOBAHUS TI0 JICUCHUIO
onyxoJjeii LIHC y nereit.

KT — poctynHas ObIcTpasi CKpMHUHIOBasI AMAarHOCTU -
Ka onyxoJieil (UIMTeAbHOCTb 00caeaoBaHust — 5—10 MuH).
CkaHMpOBaHME MPOBOIUTCS C IIaroM 4 MM 0e3/C KOH-
TPaCTHBIM YCWIEHUEM. DTO aaeKBaTHAas METOAWKA s
OLIEHKU Truapouedalny, KpoBOU3IUSIHUI. g oueHKu
omyxojieBoro Tiporiecca KT 6e3/c KOHTpacTHpOBaHUEM
BBITTOJTHSIETCSI TOJIBKO B CJIydae HEBO3MOXKHOCTH IPOBE-
nenuss MPT.

OdTaIbMOAOTMYECKHUI OCMOTP 0 OIepalu BKITIO-
YyaeT MCCJeNOBaHUE IJIA3HOTO JHA, HA KOTOPOM OKYJIMCT
(ukcupyer crienyiomye MpU3HAKN OITYXOJIM TOJIOBHOTO
Mo3ra: 9K30(dTajibM, 3aCTOi Ha TIJa3HOM [HE, pacllu-
peHue BeH U apTepuii, OJIETHOCTh OHUCKA 3PUTCIHHOTO
HepBa, HapylleHue noeii 3peHust (puc. 2). KoHtponabHoe
HCCIIeI0OBAaHNE BBITIOJHSIETCS TakkKe Ha 8-¢ CYTKM IOCie
orepaiuu, aanee no rpadpuky nposeaeHuss MPT u no no-
Ka3aHMSIM IS OLICHKU JUHAMUKU.

Omek Ha enaznom oHe

Puc. 2. Cpasnenue uzobpasicenuii 2na3noeo oHa é Hopme (a) u npu Haauvuu
Y nayuenma OKKAN3UOHHOU 2udpouedaruu ¢ Npu3HaKamu 3acmos Ha
enasHom oue (6)

OTOHEBPOJOTMYECKMI OCMOTP BBITIOJIHSIETCS C IIPOBE-
IIEeHUEM ayauoTrpaMMBbI UIST OLIEHKH TIEPBUYHOTO CTaTyca
W JIJ19 JMHAMUYECKOTO HaOJIOAeHUsI, OCOOEHHO Yy Malu-
€HTOB, IMOJYYAIOIINX IMOJTUXUMHUOTEPAITIIO C MCTIOIh30Ba-
HUEM TpernapaToB IUIATUHBI, KOTOPbIE MOTYT TOKCHYECKH
BJIMSATH HAa CJIYXOBOM HEPB U BBI3bIBATH HEMPOCEHCOPHYIO
TYTOYXOCTb.

DHIOKPUHOJIOTUYECKOE HCCIeAOBaHUE A0 OIepaluu
U Kaxaple 6 Mec Iociie orepaluy IIPOBOAUTCS MallMeH-
Tam ¢ onyxojsamu III kenymouka, xua3zmMaabHO-CEISIP-
HO1 001acTH, OOJBHBIM, MOJYUYAIOIINM U TIOJIYIYUBIITAM
JIT v moMMXUMUOTEPAITHAIO 1T OLICHKH KaK ITOCJIeICTBUIA
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CcaMoli OTTYXOJIM, TaK Y OTHAJIEHHBIX TTOCIEACTBUI ITPOBE-
JIEHHOTO JICYSHUSI.

DnekTposHuedanorpadgusi TPOBOAUTCS AJISI BbISBIIE-
HUS U ONpeaesieHus] SMUICNTUYECKO aKTUBHOCTU MPU
JIOKaJIU3alUu OMYyXOJU B TOJYIIApUSIX TOJOBHOIO MO3-
ra, a Takxke JUIs1 Togdopa MpPOTUBOCYAOPOXKHON Tepanmuu
M B TIOCJIEAYIONIEM OLIEHKM ee 3(P(PEeKTUBHOCTH.

HetipocoHorpadust — MeTon yabTpa3ByKOBOTO MCCTIC-
JIOBaHUSsI, TIPEACTABISIOIINN COO0M CKPUHUHTOBBIA Me-
TOJ Y HOBOPOKIIEHHBIX U JIETei 10 6 MecsIeB KU3HU.

AHrvorpadusi (kaTeTepHas) PeaKO WCITOIb3YeTCs
B nuarHoctuke omyxosieit LIHC — tonbko B ciyyasix nud-
depeHIMaTbHOM TUAarHOCTMKM OITyXOJIM M COCYIAMCTOM
ManbpopMalum.

MarHuTHO-pe30oHaHCHasl aHruorpadusi OlleHUBa-
eT BacKy/ISIpU3allMI0 HOPMAJbHOW TKaHW (HAIIpUMeED,
OKKJTIO3UY CUHYCOB TBEPIOM MO3TOBOI 000JIOUKH) U OITY-
XOJIA, apTePUOBEHO3HBIC MaJIb(hOPMAIINH.

IMo3utponHo-3MuccronHast Tomorpadus (I19T) mo-
3BosisieT A depeHIpoBaTh PELVIMBHYIO WIA OCTa-
TOYHYIO OMYXOJIb TOJIOBHOTO MO3ra OT JIy4eBOIO HEeKpo3a,
a TaKKe TIOMOTaeT OLIEHUTh CTETeHb 3JI0KAYeCTBEHHOCTH
onyxoJu. [Ist omyxoJieit roToBHOro Mo3ra MH(MOpMaTUBHOMN
apisgercs [19T ¢ 'C-metnonnHoM wii F'8-gropatuiarupo-
3uHOM. [7151 onpeiesieHnst MeTabo3Ma OeIKa UCTTONIb3YeT-
csa '"C-metnonnH [20—22]. Beicokast cTereHb IMOorIoIeHNs
"C-MeTHMOHMHA JOCTOBEPHO YKA3bIBAET HA BBICOKYIO CTe-
TIeHb 3JI0KAYeCTBEHHOCTH oryxond [5, 22]. B Poccnu Tpa-
muoHHO BeIoHgeTca [1DT ¢ 'C-MeTHOHUHOM.

HccnenoBanve JMKBOpa TPOBOAMTCS, KaK yXKe YITO-
MMHAJIOCh BBIIIIE, JUTS TTOMCKa OIYXOJIEBBIX KJIETOK, T. €.
OLIEHKU Hanuuusi M1-craguu, y TaiueHTOB ¢ 3MOpHO-
HaJIbHBIMM, 3MEHIUMAPHBIMU, T€PMMHOTEHHO-KJIETOY-
HBIMU OITyXOJISIMU, CO 3JIOKAaUYECTBEHHBIMU TIJIMOMaMH,
a TakKe IS OTpenesicHUs] YPOBHS OHKOMapKepoB (alib-
da-deTonporeHa M YEJTOBEYECKOTO XOPMOHUYECKOTO
TOHAIOTPOIIMHA B CIIMHHOMO3TOBOM KUAKOCTH). OTH
OHKOMapKephl CHavajia MCCIEIYIOTCSI B ChIBOPOTKE KpPO-
BM, a TIPU X HOPMAJILHOM YPOBHE — HEOOXOIMMO OTIpe-
neneHue B aukBope. [ToBbilieHue anbda-deTonpoTenHa
> 25 HT/MJ U/WIU 4eJIOBEYeCKOr0 XOPMOHUUYECKOTO TO-
HamoTporiiHa > 50 ME/n cBUOETENbCTBYET O HAIMYUMU
CEKPETUPYIOIIEH  IepMUHOICHHO-KJIIETOYHOM  OITyXO-
mm HHC mpu Hanmumuuu crienmduieckoro oopa3oBaHUs
B LIHC 1o manueim MPT. Hanuuue oHKoOMapKepoB B Kpo-
B U/WIN JTUKBOPE W XapaKTepHBIC TaHHBIC OITyXOJEBOTO
o0paszoBaHus, Busyanmsupytomuecs Ha MPT, no3sossior
YCTAaHOBUTDH TMArHO3 TEPMUHOTEHHO-KJIETOUHOMN OITyXOJIN
ILHIHC 06e3 HeoOXOAMMOCTU €ro TMCTOJOTMYECKOro TOA-
TBEPXKACHUSI M HAaYaTh MPOTMBOOITYXOJIEBOE JieueHHe Oe3
oIepaTUBHOrO BMellaTeabcTBa. HeobxoaumMo TMOMHUT,
YTO JIIoMOaibHasl MyHKIIMSI OMacHA TPY HAJIWYUK Heolle-
PUPOBAHHBIX OMYXOJIEH 3aAHEN YEPEITHOMN SIMKU U OITyXO-
JISIX MUHEeaJIbHOM JoKanu3aluuu. JlromOanbHasi MyHKLIMS
MPaKTUIECKN Bceraa Bo3MoxkHa Ha 10—21-i geHb mocie
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HOAro

onepanuu (yoaJieHusl OTyXOJIW) WM BHYTPUUEPETTHOW [ie-
komrpeccuu. [loaromy mepen TpoBeieHNEM TUAarHOCTH-
YeCcKOH JIIOMOAJIbHOM TIYHKIIMW 1 TIPU HAJTMIUU OITyXOJIN
HEeoOXOomMMa KOHCYJIBTAlMSl HEUPOXUpypra O BO3MOXKHO-
CTH BBITIOJTHEHMS TAKOTO BMEIIIATEThCTBA.

Tucromornyeckoe, MMMYHOTUCTOXUMUYECKOE HCCIIe-
JIOBAaHUE TKAHU OITyXOJIM TIPOBOAMTCSI TIOCTIE OTEpaIlvi.
Hanpumep, ipn MenyyutobaacTomMe UTsl OLEHKW MTPOTHO-
32 YYMTHIBAIOTCS TUCTOJIOTMYECKUIT BapuaHT (MJIW THIT)
omnyxojim  (aHarIacTU4IecKast/KpyImHOKJIETOUHAsT MeIyJI-
JIo0J1acTOMa XapaKTepU3YIOTCSl HETATUBHBIM TTPOTHO30M)
U €e UMMYHOTUCTOXUMUIECKIE XapaKTePUCTUKU (HATIPU-
Mep, TIOJIOXKUTENIbHAS sIepHasi dKCIpeccust [B-KaTeHWHa
CBUIETENIBCTBYET O TIO3UTUBHOM TTPOTHO3E).

B Hacrosiiiee Bpemst IpOBOASITCSI MHOTOYMCIICHHBIE MC-
CJIEIOBAHUST TEHETUIECKUX MYTAIlil OITyXOJIEBBIX KJIETOK
pa3MIHBIX oryxoJjeil. Hampumep, Ha OCHOBE TaKUX MCCIe-
JTIOBAaHMIA BBIIEICHO 4 TUCTOMOJIEKY/ISIPHBIX TPYTITHI MEITYJI-
sgobnactom (WNT (Wingless Intergrationl pathway), SHH
(Sonic Hedgehog pathway), rpynma 3 u rpynmna 4), 9 rpynn
SIIEHIMMAPHBIX OITyXOJIei (B 3aBUCMOCTH OT JIOKATU3allun
OTIYXOJIU W BBISIBIEHHBIX MOJIEKY/ISIPHO-TEHETUUECKIX Xa-
pakrepuctuk), 3 rpynmnsl ATPO (ATPO-TYR, ATPO-SHH,
ATPO-MYC), 4 rpynmsl mmobnactom (IDH, K27M, G34,
WT), KoTopble OTIMYaIOTCs JeMorpapuyecKuMu Mokasa-
TEJISIMUA, TEHETMYECKUMU MYTallUsIMU, UX TTYTSIMU aKTUBa-
LIMM U KIMHUYECKUM TTporHo3oM [4, 23, 24]. B HacTtosiiee
BpeMsl B 3aBUCUMOCTHM OT 3TWX XapaKTEPUCTUK TIPEATpPH-
HMMAIOTCSI TIOTIBITKM WHIVBUAYIU3AMK JICYCHUS, Ha-
TPABJICHHOTO HA MUHMMM3AINIO TOKCUYECKUX 3(D(HeKToB
JIedeHUsT Yy OOJNBHBIX C OJIATONPUATHBIM TTPOTHO30M, KOTO-
PBIM MOXHO PeIylIMpOBAaTh JIeUeHUE, TTOJI00paTh TAPTETHYIO
Tepanuio. B HacTostiiee BpeMsT UCTIONB3YIOTCS CIIEMYIOIIIe
MOJIEKYJISIPHO-TEHETUIeCKNEe METOJNKHU: METWIMPOBaHUE
JHK (Illumina 450(850)k array), aHau3 3KCOpPEeCCUU Te-
HoB MetogoM NanoString nCounter ¢ npenBapuTeIbHbIM
BbIJIEJICHUEM 1 Ka9eCTBEHHO! OLIEHKOW pUOOHYKIIEMHOBOM
KUCJIOTHI M3 OITyXOJIEBOTO MaTepuaia, orpeesieHre 1uTo-
TeHeTUYeCKrX abeppaluii MeTogoM (ITyopeclieHTHOW TH-
OpUIU3aLIVU in Sifu U MHOXECTBEHHOU JIMTa3HO3aBUCUMO
aMTUTMUKAIINA 30HIOB C TIPEABAPUTEIEHBIM BbIICICHUEM
U KauecTBeHHOI oueHKoi JIHK 13 TkaHu omyxosu, MyTa-
LIMOHHBIN aHanu3 [4, 7]. PedepeHCHON MeTOOMKOI Ha ce-
TOIHS cuuTaeTcs Metoauka MetrarpoBanust JTHK.

Ha ocHoBaHWM YCTAaHOBJIEHWSI WHTETPUPOBAHHOTO
TMCTOMOJIEKYJISIPHOTO auarHo3a omyxoiu B 2016 I. Gblia
MpUHSATA cOBpeMeHHas kinaccudukanus omyxoneit [IHC
[25]. Jliobas knaccudukauuss — YCIOBHOCTb, OIpeje-
JIEHHAsT JOTOBOPEHHOCTh aBTOPOB C YMUTATEJIEM, KOTOPhIE
B KOHKPETHBII OTPEe30K BpPeMEHU JOJIKHBI Pa3roBapruBaTh
JIPYT C JIPYTOM Ha OJTHOM $I3bIKe U TIOHUMATh, O YeM UIIET
peub. [1aBHOE, YTOOBI 3Ta KIacCU(UKAIUS HE TPOTUBO-
peunsia OCHOBHBIM TIPUHIIMIIAM COBPEMEHHBIX 3HAHUU
B Ouosornu u menuuuHe [8]. CoBpeMeHHas Kiaccudu-
Kalisl OCHOBaHA HE TOJTHKO HA TMCTOJIOTMYECKOM Bapu-

TEMATOJIOTMM u OHKOJIOT MU

aHTe OTTYXOJIM M CTETIEHU ee 3JT0KaYeCTBEHHOCTH, KaK 3TO
OBITO B TIPENBIIYIINX BEPCUSIX KIaccudukamm, HO U Ha
MOJIEKYJISIPHO-TEHETUIECKNX XapaKTEPUCTUKAX OITyXOJIn
(Tabm. 4) [25].

CoBpemeHHast Kjaccudukanusi, MpyuBeIeHHAsT BBIIIE,
OTJIMYAETCS LIETBIM PSIZIOM U3MEHEHWN OT TIPebLIyIeit
Bepcuu Kiaccudukanuu onyxoseit HHC BO3 2007 . [15].

» [lpencraBneHa HoOBasi KOHIEMIINS (DOPMUPOBAHUS
nuarHo3oB omyxosield [IHC B 3aBUCMMOCTM OT TIpUMEHe-
HUST MOJIEKYJISIPHO-TEHETUUECKUX UCCIIEIOBAHUIA.

» NzaMeHeHa KoHUenus [u@dy3HbIX TJIUOM C MOSIBJIE-
HUEM TeHETUIeCKuX (hopm.

* V3MeHeHa KOHIIETIIUS MeIyUT00IacTOM C TIOSIBIIe-
HUEM TeHETUIeCKuX (hopm.

* McKmodeH TepMUH «IIPUMUTHUBHAST HEMPOSKTOIEP-
MaJbHasl OTYXOJIb», TIPEIJIOKEHBI HOBBIE BapUAHTHI M-
OpUOHAJIBHBIX OMYXOJIEH.

* BoimeneHbl reHeTHYeCKN Bepr(PUITMPOBaHHBIC Bapy-
AHTBI STIEHANMAaPHBIX OITYXOJIEH.

* [TosiBUITMCH BHOBB OTpesie/ieHHbIe (DOPMBI U BApUaH-
ThI, TATTEPHBI:

- IDH-pukuit Tun u IDH-myTaHTHBIA THUI
IM00J1aCcTOM;

- muddysHasa cpenuHHasg ravoma, H3 K27M-my-
TAHTHBIU THUIT;

- OBMOpUOHATBHAS OITyXOJIb C MHOTOCJIOWHBIMUA PO-
3etkamu U ansrepaumeit C1I9MC nokyca (ETMR);

- srreHauMoMa, RELA-fusion-nio3utrBHasT,

- muddysHasi TIIMOHEUPOHATbHAST OITyXOJIb MSATKHMX
MO3TOBBIX 000JIOUEK;

- aHarutacTuyecKasl rieoMopdHas KCaHTOACTPOILIN-
TOMa;

- MUTETMONTHAS TITMO00IaCTOMA.

* VnaneHue crapbix (hOpM, BADMAHTOB ¥ TEPMUHOB:

- TIPOTOIIa3MaTUYECKU U (pUOPUIUTIPHBIN Bapu-
aHTBI aCTPOIIUTOMBI;

- KJICTOUHBI/ BAPUAHT STMEHIVMOMBI;

- TVIMOMATO3 TOJIOBHOTO MO3Ta;

- U3MEHEHUST B COJUTAPHBIX (PMOPO3ZHBIX OITyXOJISIX
¥ TEMaHTUOTIEPUITUTOMAX;

- TepMUH <«IIPUMWTHUBHASI HEWPOIKTOAEpMabHASI
OITyXOJIb».

* VYnopsimouuBaHue Kiaccu@ukaluu o00JoYeK He-
PBOB U IPYTMX ITBAHHOM.

* VBenuueHue ¢GhopM, BKITIOUAsl TeMaTOMTOATHUYECKUE/
Jumbounaneie onyxonu LHIHC (mum@omsbl u ructuonurap-
HbIE OITyXOJIN ).

Takum obOpazom, coboaeHre CTaHAAPTHBIX MOAX0-
noB B nuarHoctuke omnyxojeit HHC y neteit ¢ yuerom
COBPEMEHHBIX TPEOOBAaHUI TTO3BOJIMUT YJIYUYIIUTh Kade-
CTBO IWAarHOCTUKM B BepU(DUKAIIMY AUArHO3a U COOTBET-
CTBEHHO IMOJ00paTh MaKCUMaJIbHO MPaBWIHLHOE U HaW-
MeHee TOKCUYHOE JieueHUe 11 KOHKPETHOTO TIallMeHTa
U YJIyYIIUTHh BHIKUBAEMOCTD JIETEH, OOJBHBIX OITyXOJIsI-
mu ITHC, B nenom.
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Tadmuua 4. Knaccugpurxayus onyxoneit IIHC (Bcemupnas opeanusayus 30pasooxpanenus (BO3), 2016 e.) (nauano) [25]

HuddysHas actpounutoma, IDH-MyTaHTHBII THIT

TemucrounTuyeckas actpourroma, IDH-MyTaHTHBII THTT

[uddysnas acrpouuroma, IDH-aukuit Tun

HuddysHas actpouutoma, BAY

AHaractTruueckas actpountoma, IDH-MyTaHTHBIN TUIT

AHarnactuyeckas acrpounrroma, IDH-nukuit tun

AHariactTuyeckas actrpourroma, bAY
Dimo6nacroma, IDH-nukuii Tun

TuraHrokjaeToyHas ModIacToMa
I1nocapkoma

DnuTenrounaHas ModiacTomMa
Dino6nacroma IDH-MyTaHTHBINM THIT
Imuo6nacroma, BAY

HuddysHas cpenmaHas rimoMa, H3 K27M-MyTaHTHbBI
THUIT

OnuroneHaporiauoma, IDH-MytanTHbII THI 1 1p/19q-
Koneseust

OnuroneHaporiauoma, bIY

AHariactTuyeckas onuroneHaporiamoma, IDH-MyTaHTHBI
tun u 1p/19g-Konmenenus

AHariactTiyeckas onuroaeHaporivioma, b1y
Onuroactporutoma, 1Y

AHaracTiyeckas oauroactpouuroma, bAY

Jlpyrue acTpolMTapHbIe OMyX0Ju

TMunounTapHas acTpouTOMa

TTunoMuKkcouaHas acTpouuTomMa

Cy0aneHnMuMapHast THTAHTOKJIETOYHAsST aCTPOLIUTOMA
TTneomopdHas KcaHToaCTpoLUTOMA
AHaruiactTuyeckas mieomopdHasi KCaHTOaCTPOILMTOMa

DneHAMMapHbIE OITyX0JIN
Cy03neHanMomMa
MukconanuuisipHast aNeHIMMOMa
DneHauMomMa

l'[am/mnﬂpHaﬂ SIECHIUMOMa
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9400/3

9411/3
9400/3

9400/3

9401/3

9401/3
9401/3

9440/3

9441/3
9442/3
9440/3
94453+
9440/3

9385/3*

9450/3

9450/3

9451/3

9451/3
9382/3
9382/3
9421/1
9425/3
9384/1
9424/3
9424/3

9383/1
9394/1
9391/3

9393/3

Jn3sMOpuoIIacTuuecKasi HeipoamuTeInalbHast
OITyXOJTb

Ta"rmmonnToma
Tanrauorioma

JucnmacTudeckas uepedeuisipHast TaHIJIMOLUTOMA
(6071e3Hb Jlepmutra—I10KI10)

Jlecmorutactuueckast MHGMOaHTUIbHAS aCTPOITUTOMA
U TAaHIJIMOIIMOMaA

TMamuisipHasi TTMOHEWPOHATbHASI OTTYXOJTb
Posetkoobpasytoliasi NIMOHepoOHaIbHAs OIyXO0JIb

JuddysHast riimoHepoHallbHAas OMYX0Jb MSITKUX
MO3TOBBIX 000JI0YEK

LeHTpanbHas HeiipoliuTomMa
DKCTpaBEeHTPUKYJISIPHASI HEHPOILIUTOMA
LlepebesuisipHast TMITOHEHPOLIUTOMA
IMaparanriroma

Ornyxo/ii MMHeaIbHOM 00JacTh

TMuHeouuTomMa

OnyxoJb TAapeHXUMBI IMUITKOBUIHOM XeJIe3bl MPO-
MEXYTOYHOI 1 hepeHIIMPOBKU

INuHeobaacTroma

TManuinspHast onyxoJib MMHEealIbHOM 001acTH

DMOpUOHAIbHBIE OITYXOJIHN

Menymio6iactoMa, orpesaeieHHasi TeHeTUYeCKU
Menynnoonactoma WNT

Menymno6aactoma, SHH + TPS53-MyTaHTHBII THIT
Menynnoonactoma, SHH + TP53-aukuit Tum
Menynno6aactoma He WNT/He SHH
MenysutobaacTomMa rpyrmbl 3

Menynnobiactoma rpynisl 4

Menymno6iactoma, onpeaeeHHast THCTOJIOTMYEeCKN
JlecMoriacTryeckasi/Homy IsipHast MeTyJiio0iacToma

Meny1o61actomMa ¢ pacrpocTpaHeHHOM HOTYJIsIP-
HOCTBIO

MenynobiactoMa Kiaccuyeckast

Menymio6iacToMa aHaIIaCTHUECKasT/KPYITHOKIIE -
TOYHAsE

Menymio6inacroma, BIAY

]_ 2017 MII

9413/0

9492/0
9505/1

9493/0

9412/1

9509/1
9509/1

9506/1
9506/1
9506/1
8693/1

9361/1

9362/3
9362/3

9395/3

9475/3*
9476/3*
9471/3
9477/3*

9471/3
9471/3
9470/3
9474/3

9470/3
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Knaccugpuxayus onyxonei I[HC ( Bcemupnas opeanuszauus 30pasooxpanenus (BO3), 2016 2.) [25] (npodoaxcenue)

DMOpUOHATbHAST OITYX0JIb C MHOTOCTOMHBIMU PO3ET- "
BB kamu u ansrepanueir C19MC nokyca (ETMR) RIS

HOAro

CBeTJIOKJIETOYHAs SNIEHAMMOMA

TaHuuMTapHas SNeHIUMOMa 9391/3 Eﬁiﬂg’;;ﬂwaﬂ SISO L e 9478/3
Bnenanmoma, RELA-fusion-niozutusHas 9396/3*  Menyulosnurenauoma 9501/3
AmHaruiacTruieckasi dNeHAUMOMa 9392/3 LIHC, neitpobiactoma 9500/3
Jlpyrue TiiMoMbl — IIHC, ranrnuoHeiipo6iactomMa 9490/3
XopnouaHas rauoma 11 xemynouka 9444/1 LIHC, sm6puoHanbHas omyxoib, BAY 9473/3
AHruoueHTpryeckas NimoMa 9431/1 ATPO 9508/3
ActpoGractoma 9430/3 )I(laI;aCK’T Zggfﬁ’éﬁ‘;ﬂa" T @ I TR 9508/3
OI1yX0Ji COCYIMCTOTO CILIETCHUS — OryXoJi HEPBOB IOJIOBHOTO U CIIMHHOTO MO3Ta -
[Tanumutoma cocyucTOro CruieTeHust (XOpMouAnanuwioma) 9390/0 LlIBanHOMA 9560/0
ATunyeckast marnuuioMa COCYIUCTOTO CTUICTEHUS 9390/1 Kitetounast ntBaHHOMA 9560/0
KapuuHoma cocyaucToro cruieTeHust (XopuouaKapLuHoMa) 9390/3 [Mnexcudopmuas mBaHHOMA 9560/0
MenaHouTryeckasi IBaHHOMa 9560/1 OcTeoxoHIpoMa 9210/0
Heiipodpubdpoma 9540,/0 Octeocapkoma 9180/3
Atunuyeckas Heliporudpoma 9540/0 MenaHOLIMTAYECKHE OITyXOJIU

[Mnexcudopmuas Heitpobudpoma 9550/0 MeHuHTreanbHbli1 METAHOLIUTO3 8728/0
[Tepuneiipoma 9571/0 MenuHreanbHas MeJaHOLUTOMA 8728/1
CMelaHHbIe OIyX0JIM 000JI04YeK HEPBOB — MeHuHTeabHasl MeJTaHOMa 8720/3
3J10Ka4eCTBEHHbIE OIyX0JIM 000JI04eK MeprudepudecKux 9540/3 MeHUHEeANbHELA MeTAHOMATOS §728/3

HepBoB (malignant peripheral nerve sheath tumors)

DIUTETMOUIHBIC 3TOKAYECTBEHHBIE OITYXOJIM 000JI0YEK
9540/3 JInmpomer —
nepudepruyecKux HepBOB

3510KaYeCTBEHHBIC OITyXOJIM 000JI09eK TIeprdeprIecKrx
b2 . pHd pu 9540/3 JuddysHas kpynHokieTouHas B-nmumdoma [THC —
HEPBOB C MepUHEBPaIbHOU TU(dOEepeHIIMPOBKOIM

JIumdoma [ITHC, accoummpoBaHHasi ¢ MMMYHOJIE-

MeHUHTMOMBI — -
bunnrrom
CUHAPOM MPUOOPETEHHOTO UMMYHOAE(DULIUTA,
MeHuHrnoMa 9530/0 accouuupoBaHHas b dy3Hass KPYITHOKIETOYHAs —
B-numdoma
MeHMHTOTENATbHAS MEHMHTHOMA 9531/0 ST | 551glp TR B S0l [ O -
kierouHasi B-numboma, BIAY -
a
Dubpo3Hast MCHUHTIOMA 9532/0 JIumbomaTonaHbIT TpaHyIeMaTo3 9766/1 :
£
[lepexonHas (cMelIaHHas ) MEHUHTHOMa 9537/0 HuTtpaBackynsipHasi KpymHOKIeTouHasi B-mumboma 9712/3 )
=
= i @®
[lCaMMOMATO3HAS MCHIHITOMA 9533/0 B-xnerounas numdoma LITHC Hu3Ko# creneHn . =
37I0KAYECTBEHHOCTH =
=
AHrromaro3Hasi MEeHUHTMOMa 9534/0 T/NK-T-knerounas mumdoma LIHC = _
)
(=%
MuKpoKHCTO3HAsI MEHUHTHOMA 9530/0 AT P Ol L O 5 AR D0 9714/3 [
ALK-no3utuBHast ™
=)
(—]
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9530/0 AHaracTuueckasi KpyrmHOKIJIeTOYHas TuMboma, 9702/3
ALK-HeratusHast

HOAro

CerCTOpHaH MCHUHTUOMa

9530/0 T-numboma TBEpIOit MO3TOBOI 000JOUKH (Mucosa- 9699/3

MeHuHrromMa ¢ IMMOoIIa3MOoLUTapHOM MHMUIBTPpALIEI s st el (s, ROAILT)

Merannactuyeckass MEHUHTOMA 9530/0 TucTrounTapHblie Omyxoau -
AHTMOMaTo3Hasi MEeHUHTMOMa 9538/1 Tictuounros Jlanrepranca 9751/3
CBeTIOKIIeTOUHASI MEeHMHTHOMA 9538/1 Bonesns Dpnreitma—Yectepa 9750/1
Atunuyeckasi MEHUHTHOMA 9539/3 Bonesns Pozan—/lopdmana —
TManunsgpHasi MEHMHTMOMa 9538/3 IOBeHMIbHAS KCAHTOTpaHyJIeMa —
Pabnonanaa MeHnHTOMA 9538/3 TucTrounTapHas capkoma 9755/3
AmnarutactTuyeckasi (3710KayecTBeHHas) MEeHMHIMOMa 9530/3 [epMUHOTeHHO-KJIETOUHBIE OIYXOJIN =
MeseHxumaabHble, HEMEHUHTOTEINATIbHbIE OITYXOJIH — TepmuHOMa 9064/3
ConurapHas ¢huOpo3Has OIyXoJib/TeMaHruonepuIToma™* — OMOproHaNIbHAsT KapLIMHOMA 9070/3
Grade I 8815/0 OmyXoJIb XeJITOYHOTO MelllKa 9071/3
Grade 11 8815/1 XopuoHKaplrHOMa 9100/3
Grade 111 8815/3 TepaToma 9080/1
Temanrno6macroma 9161/1 3penas TepatomMa 9080/0
Temanrnoma 9120/0 He3spenas repatoma 9080/3
DnuTeIMonaHAs TEMAaHTMOHIOTEIMOMA 9133/3 TepaToma co 3J10KaueCTBEHHOM TpaHchopMalueit 9084/3
AHruocapkoma 9120/3 CMelIaHHO-KJIeTOYHbIE TePMUHOTEHHbIE OITyXO0JIU 9085/3
Capkoma Kamommm 9140/3 OnyxoJu ceJuIIpHOIA 00J1acTh —
gg&%ﬁ;gf:};z/ ggﬁggmqecme R e 9364/3 Kpanuodapunruoma 9350/1
Jlunoma 8850/0 AlaMaHTMHOMOTIOIOOHAsT KpaHNOo(hapuHTIoMa 9351/1
AHTHOIUIIOMA 8861/0 IManumisipHas KpaHuodapruHIHoMa 9352/1
TuGeproMa 8880/0 gITJ;HyHHpHO—KJIeTO‘IHaH OITyXOJIb CEJUISIPHOI 00J1a- 9582/0
Jlunocapkoma 8850/3 [Muryniuroma 9432/1
DubpomMaTo3 IeCMOUIHOIO TUIIA 8821/1 BepeTeHokeTouHast capkoma 8290/0
Muopubpobiactoma 8825/0 MertactaTuueckue oImyxoiaun —
BocnanurenbHast MuohuopodiacTuueckas ormyxoib 8825/1 Mopdonornyeckue Koasl uz ICD-0O:

* 0 — 3pesible OIyXouu;
®ubpo3Has rUCTHOUMTOMA 3pesiast 8830/0 * 1 — HecrneundUYHOE, TOrPAHMYHOE MM HEYTOUHEHHOE TTOBe/Ie-
Pubpocapiosa 8810/3 HHZ Oi[yltzgll;ll;/lHOMa in situ v Grade Il MHTpasnuTenMaIbHas
HenuddepeHunpoBaHHas niaeoMopdHasi capKkoMa/3710Ka- 8802/3 Heor1asusi;
4yecTBEeHHS (prOpO3HAast TMCTHOLMTOMA * 3 — 3J10Ka4YeCTBEHHbIE OITyXOJIH.
Jleitomuoma 8890/0 Knaccudukanmss mMommdunpoBaHa B COOTBETCTBUM C HOBBIM
Jleiiommrocapkoma 8890/3 TMOHUMaHUEM OMOJIOTUU OITyXOJIE.
Pabnomnoma 8900/0
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Knaccugpurayus onyxoneii I[HC (Bcemupnas opeanusayus sopasooxpanenus (BO3), 2016 ¢.) [25] (okonuanue)

Pabnomuocapkoma
XoHapoma
XoHIpocapkoMa

Ocreoma

8900/3
9220/0
9220/3
9180/0

Ilpumenanue. ICD-O — Mexcoynapoonas kaaccugukayus Oonesneli no onKoaoeuu; * — Hoevll K00, ymeepycoennviii Komumemom no ICD-O
Mexcdynapoonoeo azenmemea no uzyuenuio paka/BO3; ** — epetidune ¢ coomeememeuu ¢ kaaccugpuxayueti BO3 2013 e. no onyxoanm maekux mrxaueil

u Kocmell.
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