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" AO «HayuoHansHsIli yeHmp Helipoxupypauu», 2. Hyp-Cyaman, Kazaxcmas
? MeduyuHckul yHusepcumem KapazaHdel, 2. Kapazarxda, Kazaxcmar

MOJIEKYNAPHO-TEHETUYECKUE NCCNIEAOBAHNSA OMYXONEN
LLEHTPA/IbHOW HEPBHOW CUCTEMDI

Ha cezo0HAwHUl deHb 8 Pecnybauke KasaxcmaH MosieKy/isspHO-2eHemuyeckue uccie0osaHus onyxonel yeH-
mpaneHol HepsHol cucmemsi (LUHC) asasromca akmyansHol u seceMa uHMepecHol npobsiemodll, 803HUKwWel
8 2016 200y nocne sgedeHus BcemupHol opeaHu3sayueli 30pasooxpaHeHus (BO3) obHosneHHOU kaaccuguka-
yuu. B Hacmynueuwiyro 3noxy MosiekysipHO-2eHemu4Yeckux UcciedoeaHuli Npou3owIu CyujecmeeHHsle UaMeHe-
HUS 8 NamMoaucmoJsioeuyeckoli QudeHOCmMuKe 2/1UaibHeIX U 3MOPUOHAIbHbIX Onyxoed.

B c8513u ¢ YeM MoJlekyspHO-2eHemuyeckue ucciedosaHus onyxoseli LIHC 6e3ycio8H0 cmaniu 885mecst 00HUM
U3 8axHeliwux Memodos ucc1edosaHus, 8 npoyecce NOCMAHOBKU KAUHUYeCKo20 OUazHo3d HelipooHKo/lo2uYe-
CKUM 60/1bHbIM.

Knrouessble cnoea: HelipoOHKO/102US, 2eHEMUKA, ONyX0J1U 20/108HO20 M032d, UMMYyHozucmoxumus, MR FISH-uc-

c/1e008aHus.

BsegeHue

Kak 6bl He 6bUIM BeVKWM [LOCTUXKEHWUS COBpe-
MEHHOI OHKOJIOFMM, B TOM UWUCIE U HEMPOOHKOO-
MW, BO MHOFOM OOYCNOBJIEHHbIE COBPEMEHHbLIMU
MeTogamun wuccaegoeaHna ¢ nomouwbro KT, MPT,
M3T KT, pyTVMHHBIA MeTOA NaTOrMCTONOrNYECKOM
BepudMKaLUM OMNyxoner Mno-rpexHeMy ocTaeTcs
W, NO-BUAMMOMY, JO/Jroe Bpems OyAeT OCTaBaTbCs
e/lBa /I He peluaroLM MEeTOAOM AN onpejeneHns
Kak TakTukn (06bem onepaTMBHOIO BMeLLATe/IbCTBA)
Tak W cTpaternn (NPOrHo3, afbroBaHTHaa Tepanws,
NMOBTOPHbIE OnepaTMBHbIE BMeLLaTe/bCTBa) B Jeve-
HUW HEMPOOHKONOrNMYeCcKmnx 6obHbIX [1].

K onyxonam LHC oTHocaT gobpokayecTBeHHble
M 310KauyecTBeHHble HOBOOOpa3OBaHWs, pa3BuBa-
HoLMecs M3 KJIETOYHbIX 31€MEHTOB, COCTaBAAROLLMX
HEPBHYO cUCTEMY (FNUS, HEMPOHBI, 060N0UKN MO3-
ra, Cocyfbl, CoegnHuUTeNnbHas TKaHb), HaXOAALLMXCA
B MONOCTW Yepena 1 BHYTPU NO3BOHOYHOIO KaHasa.
STnonornyeckme GakTopbl 4O HACTOALLETO BPEMEHM
OCTaroTCA HeBbIACHEHHbIMW. OCHOBHbIMW MPUYMNHA-
MW pa3BuTus onyxonen LIHC cnepyet cumtath goka-
3aHHbIM BAWsAHME ABYX GaKTOPOB: AM33MOpUOreHe-
TNUYeckoro u MytareHHoro [1, 2, 3].

MepBuuHble onyxonn LHC coctaBasT okono
2% OT BCex OMNyxofelr 4enoBeka, Wiu, Mo AaHHbIM

AX. fockanues, email: aidos.surgery@gmail.com

CBTRUS, - 21,4 cnaydaeB Ha 100 TbiC. HaceneHwus.
Cpean nepBuuHbix onyxosne LIHC npeobnagatot
MEHWUHIMoMbI (36%, npuyem ToNbKO 1% coctaBasaoT
3/10KaYeCTBEHHbIE MEHUHTMOMbI) U ranoMbl (35,5%,
npuyem 15.6% oT obLiero yncna NepBUYHbLIX OMy-
Xoneli Mo3ra cocTaBaseT ravobnactoma). 3abone-
BAeMOCTb OMyXOAAMW FONOBHOro Mosra B 7-8 pas
Bbille, HexXenn 3aboneBaeMoCTb CMMHHOIO Mo3ra.
HecMOTpsa Ha CBOKO OTHOCKTE/IbHYIO PefKocCTb (op-
¢daHHOoCTb), onyxonn LIHC cpean HoBoOGpa3oBaHuMi
APYrX IoKann3aunii 3aHMMaroT 2-e MecTo Yy AeTen
n 12-e mecto y B3pocabix. Mo gaHHbIM Kasaxcko-
ro KaHuepperucrpa (nokasaTenn OHKOJIOrMYecKoM
cnyxbbl Pecnybankmn KasaxcraH, Aamatbl 3a 2009),
3aboneBaemoctb onyxonamu LIHC B 2009 r. coctaBu-
na 600 HabatoaeHnt nam 3,8 % [1, 2, 51.
MaTorucronormyeckasl AMarHOCTUKa OMyxoJsew
LLHC kpaiHe cnoxxHa 1 TpebyeT onpeseneHHbIX Ha-
BbIKOB W 3HaHWI y MaTto/soroaHaToMa Mmpu Makpo-,
MUKPOCKOMNYECKOM UM3yyeHun 6uonTaTta, OLLeHKM
JaHHbBIX MMMYHOTMCTOXMMWYECKOTO WCCIeL0BaHMA,
JaHHbIX MYTaLMOHHOTO cTaTyca M KOMWMHOCTK re-
HOB-KaHAWAATOB, a TakXXe 3MNUreHeTnyeckmx cobbl-
TWI. Bpauam natosioroaHaToMam Y HEMPOOHKOIOraM
cnesyeT 3arnoOMHWUTb, UYTO B OONBbLUMHCTBE CiyyaeB
NPOTOKOJ/ NaTOMOPHONOrMYecKoro 3akatoueHns oc-
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HOBbIBAETCA He TOJIbKO Ha MMCTOJIOMMYECKOM unccie-
AOBaHUM 0bpa3LoB OMyXO/aW, HO M Ha OCHOBaHUK
NMMYHOTUCTOXUMNYECKOTO W MOJIEKYNAPHO-TeHe-
TUYEeCKUX nccnefoBaHWin. be3 npoBeseHns AaHHbIX
nccnefoBaHU AnarHo3 MOXeT 6biTb HEBEPHBIM, CO
BCEMW BbITEKAOLMMU CEPbE3HbIMU NOCAEACTBUAMM
419 34,0PpOBbA NauneHTa.

Mepea HauyanoM NPoOBeAeHWA NCCNeA0BaHMIA Ony-
xonen LIHC Bpau-natonoroaHaToM AO/IXKEH O3HAKO-
MUTbCA C KAMHUYECKUMU JaHHbIMWU: 3HaTb BO3pacT
W MON NaLMeHTa, JaHHble TWaTeNbHO CObpaHHOro
aHaMHe3a, JloKannsaLumm ornyxonun, ee HelpoBuM3ya-
nv3aumoHHble xapaktepuctuku (KT, MPT, a nHoraa
W aHrmorpaduyeckme faHHble), MHEHWE Henpoxu-
pypra Bo Bpems orepauunn (Makpockonuyeckas xa-
paKTepuCTKa onyxoJsu).
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®opmynrpoBka NaTOrMCTONOrMYECKOro 3aKaroye-
HWA (4ruarHosa) NPOBOANTCA Ha OCHOBE KJIMHWMKO-Ma-
TOMOPPONIOrMYeCcKoro COnoCTaBUTeIbHOrO aHaansa,
C onpezeneHnem cTeneHn anokavecteeHHocTn Grade
I-IV (cornacHo knaccnémkaumm onyxonet LLIHC WHO
2016), npn Heobxogmmoct ¢ ykasaHnem «NOS -
6e3 AOMONHUTENBHOTrO YyTOuHeHus» wam «NEC -
He knaccuduumpyemas» [4].

B obHoBneHHON knaccudukaumm onyxonen LIHC
(BO3 2016 r.) NOMMMO TMCTOIOFMYECKOTO CTPOEHMSA
TOr0 UAN MHOTO HOBOOOPa30oBaHWs, B 0b6A3aTe/IbHOM
nopsake ykasaHbl Hanbonee 3HauMMble MONEKYNAP-
HO-reHeTMYecKme XapakTepuCTUKMU WMAN XPOMOCOM-
Hble abeppauuu [4].

Tabaunua 1

KNACCUDOUKALLMNA ONYXOJIEN LLHC (BO3 2016 T.)

AvddysHble acTpouUTapHbie U OJINTOAEHAPOI/INaJIbHbIE OMYXO0/N
AvnddysHas actpoumToMa, C MyTauwmen B reHe IDH 9400/3
FemucTOLMTapHaR acTpoLMTOMa, C MyTaLmel B reHe IDH 9411/3
Anddy3Has actpoumToma, 6e3 MyTauun B reHe IDH 9400/3
AndodysHasa actpouymTtoma, BAY 9400/3
AHannacTnyeckas acTpoLmnToma, ¢ MyTtaumen B reHe IDH 9401/3
AHannactnyeckas actpoumToma, 6e3 MyTaumii B reHe IDH 9401/3
AHannactmnyeckas actpountoma, b4y 9401/3
Innobnactoma, 6e3 myTauuii B reHe IDH 9440/3
lMraHTokneTouHasa ranobaactoma 9440/3
[nnocapkoma 9442/3
anuTtennounaHas ramobnactoma 9440/3
Fnnobnactoma, ¢ MyTaumein B reHe IDH 9445/3*
Innobnactoma, bA4Y 9440/3
Avddy3Has rnmoma cpeaHein avHuK, ¢ mytaumen K27M B reHe H3 (H3F3A) 9385/3*
OnvrozeHaporanoma, ¢ Mytaumen B rede IDH n ko-geneumert 1p/19q 9450/3
Onwvrogenaporavoma, by 9450/3
AHannactnuyeckas oNnrogeHaporavoma, ¢ Mytauuen B reHe IDH n kogeneunen 1p/19q 9451/3
AHannactnyeckas oamrogeHaporavoma, bAY 9451/3
Onwuroactpouuntoma, by 9382/3
AHannacTnyeckas oauroacrpouutoma, by 9382/3

Apyrve actpouuTapHbie Onyxoau
[MnnountapHas actpoumToma 9421/1
MunomunkcomnaHas acTpoLumnToma 9425/3
Cyb3neHAnMapHas rmraHTok/J1eTouYHas acTpoLuTomMa 9384/1
MNnreomopdHasa kcaHToacTpoumnToMa 9424/3
AHannactnyeckas naeomopdHas KCaHToacTpoLMTOMa 9424/3
dneHAVMapHbIe ONyXoau
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Cyb3neHanMoma 9383/1
MukconanuansipHas aneHgMMomMa 9394/1
JneHaMMOMa 9391/3
ManunnapHasa aneHaMMOMa 9393/3
CBeT/IokNeTOYHas aneHanMmoma 9391/3
TaHnymTapHas aneHgMMoMa 9391/3
dneHavMoMa, ¢ xumepoin RELA (RELA fusion-positive) 9396/3*
AHannacTnyeckasa aneHanMoma 9392/3
Apyrve ranombl
XopgovigHas ranoma Il xxenypouka 9444/1
AHTVOLleHTpMYeckas rmoma 9431/1
Actpobnactoma 9430/3
Onyxoau cocyancToro cnaeteHus
[Mannnnoma cocyamcToro cnaeteHms 9390/0
ATrnnyeckas nanuaaomMa COCyAnCToro CrjieTeHms 9390/1
KapuunHoma cocyamcToro cnaeteHms 9390/3
HelipoHanbHble n cMellaHHble HEMPOHa/IbHO-F/INaJibHble OMyX0ou
Anzambpuronnactmueckas HeMPO3NUTEANaNbHas OMyXob 9413/0
laHrMoumnTomMa 9492/0
laHravoramoma 9505/1
AHannacTnyeckas raHranoramoma 9505/3
Jncnnactnyeckas raHraMoumMToMa Mo3xeuka (6onesHb Jlepmutra — [rokno) 9493/0
[Jecmonnactnyeckas acTpoLMTOMa Y FraHIANOrANOMa Y AeTel 9412/1
ManuanspHas ravMoHernpoHanbHas onyxosb 9509/1
Po3eTkoobpasytoLas rnmoHepoHaabHas Onyxob 9509/1
Anddy3Has nenToMeHnHreanbHas rMMOHENPOHaAbHasA OMyXOJb
LleHTpanbHasa HepountToma 9506/1
BHexxenypoukoBas Herpountoma 9506/1
JlunoHerpoumTOoMa MOo3XeuKa 9506/1
MNaparaHravnoma 8693/1
Onyxoau nuHeanbHoi obnacTu
MuHeounToma 9361/1
MapeHx1MMaTO3Has OMNyXob LUNLLKOBUAHON XKenesbl MPOMEXYTOUHOW AnddepeHLMpoBKU 9362/3
MNMnHeobnactoma 9362/3
ManuanspHas onyxoib NMHeanbHOW 0baacTu 9395/3
OM6puroHabHble ONMyXou
Meaynnobnactomel, onpegensieMble reHeTu4ecku
Meaynnobnactoma, ¢ akTMBaLUmMen curHaabHoro kackagaWNT 9475/3*
Meaynnobnactoma, € akTMBaLMen curHanbHoro kackaga SHH v mytaumeid B reHe TP53 9476/3*
Meaynnobnactoma, ¢ akTMBaLMen cUrHaabHoro kackaga SHH 6e3 mytauumii B reHe TP53 9471/3
Meaynnobnactoma, 6e3 akTMBaLumM curHanbHbix kackagos WNT/SHH 9477/3*
Megynnobnactoma, rpynna 3
Meaynnobnactoma, rpynna 4
Meaynnobnactombl, onpeaensieMble rMCcTON0rMYeCKm
Meaynnobnactoma, knaccmyeckas 9470/3
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Meaynnobnactoma, gecmonaactmyeckas/HoaynspHas 9471/3
Meaynnobnactoma C BblpaXXeHHON HOAYNAPHOCTbIO 9471/3
Meaynnobnactoma, KpynHoKeTOUYHas/aHan acTnuyeckas 9474/3
Meaynnobnactoma, by 9470/3
OMb6pUOoHanbHas onyxosb C MHOFOCNOMHBIMY PO3€eTKamu, ¢ noepexaeHnem reHa C19MC 9478/3*
OMOproHanbHas onyxo/b C MHOTOC/IOVHbIMK po3eTkamu, BAY 9478/3
Megynnoanutennoma 9501/3
Henpobnactoma LIHC 9500/3
FaHranoHenpobaactoma LIHC 9490/3
SMbpuroHanbHas onyxonb LHC, BAY 9473/3
ATVNWUHas TepatonsHas/pabaonaHas onyxosb 9508/3
SMbpuroHanbHas onyxonb LIHC ¢ pabgonaHbiMm yeptamm 9508/3

Onyxoau yepenHbIX U CNUHAJ/IbHbIX HEPBOB
LLIBaHHOMa 9560/0
KnetouyHas wBaHHOMa 9560/0
MnekcndopmHas LWBaHHOMA 9560/0
MenaHouuTapHas LWBaHHOMaA 9560/1
Helipodurbpoma 9540/0
ATUnnyHas Heipodubpoma 9540/0
MnekcndopmHasa Hepodmnbpoma 9550/0
MNepuvHeBpnoMa 9571/0

mbpunaHble onyxonn obonoyek Hepsa
3n0KkayecTBeHHas onyxob obonouek nepudpepmyeckoro Hepsa (30MH) 9540/3
InutenmnounaHas 30MNMH 9540/3
30rMH ¢ nepuHeBpanbHOWN AndbepPeHLNPOBKON 9540/3
MeHunHruomsi
MeHuHrnoma 9530/0
MeHuHrotTennanbHas MeHVHIMOMa 9531/0
®rbposHas MEHNHIMOMA 9532/0
[MepexosHas MEHUHTOMA 9537/0
MNcamMmomaTo3Has MeHUHIrMomMa 9533/0
AHrMoMaTo3Has MeHVHIoMa 9534/0
MWKPOKMCTO3HasA MEHWHIMOMa 9530/0
CekpeTopHasi MEHMHIMOMaA 9530/0
MeHUWHr1noma c BblpaXKeHHON AMMOo-naazMoLmMTapHOU MHOUAbTPaL el 9530/0
MeTannactnyeckas MEHUHIMOMA 9530/0
XopaovaHasa MEHUHIMOMA 9538/1
CBeT/IoK/1IeTOYHAsA MEHVHIMOMa 9538/1
ATnnnyeckas MeHMHIMoOMa 9539/1
ManunnapHasa MeHMHrMoma 9538/3
PabaovaHas MEHUHIMoMa 9538/3
AHannactnyeckas (3s10KkayecTBeHHas) MeEHUHIMOMa 9530/3
Me3eHxnMasibHble, HeMEeHUHroTe/IMasibHble ONyX0au
ConutapHas dpnbposHaa onyxosib/remaHrnonepuumToMma**

CreneHb 3n10KavecTBeHHOCTU (Grade) 1 8815/0
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CreneHb 310KavectBeHHocTU (Grade) 2 8815/1
CteneHb 310KavectBeHHocTu (Grade) 3 8815/3
lemaHrmobnacTtoma 9161/1

lemaHrnoma 9120/0

AnuTenMongHas reMaHrmosaHAoTenMomMa 9133/3
AHrnocapkoma 9120/3

Capkoma Kanowwum 9140/3

Capkoma HOuHra/lNMH30 9364/3

Jlnnoma 8850/0

AHrnoannoma 8861/0

mbepHoMma 8880/0

Jlnnocapkoma 8850/3

®dnbpomaTtos JeECMOUAHOTO TUNa 8821/1
Mwuodunbpobnactoma 8825/0
BocnanutenbHas mnodunbpobnactmyeckas onyxonb 8825/1
[JlobpokayectBeHHas GMbPO3Has rmcTMoumnToma 8830/0
®dunbpocapkoma 8810/3

HeanddepeHumpoBaHHas nareomopdHasa capkoma/

8802/3
3/0KayecTBeHHaa GnMbposHaa rucTmounToma

JNleiommnoma 8890/0
Jleliommnocapkoma 8890/3
Pabaommnoma 8900/0
Pabzommnocapkoma 8900/3
XoHzapoma 9220/0
XoHppocapkoma 9220/3
Octeoma 9180/0
OcTeoxoHapomMa 9210/0
Ocreocapkoma 9180/3

MenaHouuTapHblie onyxonu
O60104YeUHbIN MeNaHOLUTO3 8728/0
O6on0ueyHas MenaHoUMTOMa 8728/1
Ob6onoueyHas MmenaHoMa 8720/3
O6onoueyHbli MenaHomaTto3 8728/3

Jinmepombi
AnddysHasa kpynHokneTouHasa B-knetounaa ammdpoma LIHC 9680/3
Jinmepombl LUHC, accounmnpoBaHHble ¢ UMMYHOAEDULIMTOM
Anddy3Hasa kpynHokieTouHasa B-knetouHasa ammeoma npu CM e
EBV-nosuntnsHaa andoysHasa KpyrnHoknetoyHasa B-knetouHasa ammepoma, by
JiumdomaTonaHbI rpaHya10MaTo3 9766/1
BHyTpucocyauncras KpynHoknetouHas B-knetouHasa ammdpoma 9712/3
B-knetounble aumdbombl LIHC HM3KOWM cTeneHn 310KaueCcTBEHHOCTH
T-knetouHble 1 NK/T-knetouHble numeombl LIHC

AHannactnyeckas KpynHokaetoyHas, ALK-nosntnsHaa numdoma 9714/3
AHannactnyeckas KpynHokaetoyHas, ALK-HeratnsHaa numdoma 9702/3

MALT-ammdoma TBeps0 MO3roBon 060104UKM 9699/3
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McTuoumTapHbie onyxoamn
mcTmoumnTos 3 knetok JSlaHrepraHca 9751/3
BonesHb Ipareinma-Yecrepa 9750/1
bonesnb Poszan-fopdmanHa FOBeHWMNbHaA KCaHTOrpaHyoMa mctmoumTapHasa capkomMa 9755/3
FepmMuHOreHHble onyxoau
[epmuHOMa 9064/3
OM6pUOHaNbHBIA pak 9070/3
OnyxoJib >XeNTOYHOrO MelLlkKa 9071/3
XopuoHkapumHomMa 9100/3
TepaToma 9080/1
3penas Tepatoma 9080/0
He3penasa Tepatoma 9080/3
TepaTomMa cO 310Ka4YeCTBEHHOW TpaHchopMaL el 9084/3
CmeluaHHas repMUHOreHHas OnyxoJ/b 9085/3
Onyxonu obnactu TypeLKoro ceana
KpaHnnodapurHrnoma 9350/1
AzamaHTMHOMONoAO6Has KpaHnodapuHrnoma 9351/1
MannanapHasa kpaHnobapuHrmoma 9352/1
lpaHy/s0KNeTOUYHasA ONyxoab 06a1acTh TypeuKkoro ceana 9582/0
Mutynumntoma 9432/1
BepeTteHokieTouHasa oHkoLMTOMa 8290/0
MeTacTatnyeckme onyxonm
Mopdonormyeckue kozbl B3ATbl U3 MexayHapoaHor Knaccudukauymm
OHkonornueckmx sabonesaHni (ICD-0).
MNoBegeHVe onyxoaun 3aKOAMPOBaHO Kak:
/0 ana pobpoKayecTBEHHbIX ONyXonei;
/1 ANA NOrpaHNUHbIX UK C HEACHBIM MOBEAEHMEM;
/2 Ans pakos in situ N UHTPa3NUTeMaNbHON Heomna3nm
[ll cTeneHun 310KkaueCTBEHHOCTY; /3 A8 3/10KaYeCTBEHHbIX OMyXOJen.
* 3T HoBble koAbl 6b11n of06peHbl Komutetom IARC/WHO ICD-O.
** CTeneHb 310Ka4eCTBEHHOCTWN yKa3aHa B COOTBETCTBUM
C knaccudukaumer onyxonemn Markmx TkaHem n koctein,BO3, 2013.

Kak BnaHO 13 Tabauvubl, B HacTosLen knaccmdm-
KauuMu BrepBble MCMOJb30BaHa HOBas KOHLEMLUA
dopmynanposkm anarHosa onyxonent LLHC B moneky-
NApHyto 3py. HeobxoanMble MONEKYNSPHO-TEHETU-
yeckune UccaesoBaHNNA NMELOT Kak MPOrHOCTUYECKYHO
TaK U AMArHOCTUYECKYHO pOJib, MPOBOAATCA MeToza-
MU MMMyHoructoxummnn (UMNX) nonvmMepasHon uen-
How peakuwuu (MLP) n daroopecueHTHOW rbpunamsa-
uuun in situ (FISH) [6, 7, 8].

MprHLUMNNanbHbIE N3MEHEHWS MPOM30LLAN B AMa-
FHOCTVKE FIMOM, C BBEAEHMEM B KNaccudurKaLuio re-
HeTn4yeckn onpegensembix dopm. CyLuecTBeHHO 13-
MeHWIaCb CXxemMa NOCTaHOBKM MX AMarHo3a. Takum 06-
pa3oM, B aCTPOLUTAPHbIX U ONNTOAEHAPOTINAbHBIX
ONyXONiX PEKOMEHAYETCA OnpesesneHme NpPorHoCTm-
yecknx MapkepoB - IDH1/IDH2 (n3ouwmtpataernapo-

reqaza 1/2) n MGMT (mMeTua-ryaHVH-MeTUA-TPaHC-
depaza). Hannume wmytaumm IDH cBupeTtenbcTByeTt
0 bonee HGraronpuaTHOM ncxoge 3abosieBaHua 1 ge-
MOHCTPUPYOT Bosee BbICOKME MokasaTenn obuien
BbDKMBAeMOCTW. [lpy Haanumm MeTUIMPOBAHHOIMO
MGMT B onyxoan, nokasaHa 6osee BbicOKas 4yB-
CTBUTE/NIBHOCTb K XMMMUOTEpPanuu ankuavpyowmmm
npenapaTammn (TEMO30/J0MUZ, MPOU3BOAHbLIE HUTPO-
30MOUYEBMHBbI).

C uenbto andbdepeHUManbHONW  AMATHOCTUKM
acTPOLMTOM C  OJINFOLEHAPOrIMOMaMy, aHanna-
CTUUYECKOWN OJUTOAEHAPOTIMOMbI C TIM06AaCTOMON
C OJINFOAEHAPOTINaNbHBIM KOMMOHEHTOM, HEObX0-
ammo FISH-uccnepoBaHme Ha kozeneumto 1p/19q.
AnddepeHumanbHas 4MarHoCTUKa JaHHbIX OMyXoaen
6e3 FISH-aHanv3a ABAsieTca HEBO3MOXHOW, a mpa-
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BWJIbHas AMarHOCTMKA BAVSIET Ha Aa/IbHEeNLLYHO TaKTU-
Ky nedyeHus. NpocnekTMBHblE paHAOMM3NPOBaHHbIE
KAMHWYeckne nccnefoBaHnsa (pasa 3) noaTBepAUAN
MPOrHOCTUYECKYHO W NPEANKTUBHYHO 3HaYMMOCTb UC-
nonb3osanus 1p/19q kogeneumn. NaymeHTbl, y KOTO-
pbix 6bl1a OBHapy>eHa AaHHas MyTaLus nokasbiBa-
0T 6OJsIee XOPOLLYH OTBETHYHO peakLiMto Ha iedeHne
TEMO30/IOMUOAOM U NiyueBol Tepanuen [4, 5, 9].

Bo Bcex cnyuasx onyxonen AeTckoro Bo3pacTa
JLOJKHBI TakXke B 06s3aTeNbHOM MoOpsiike MPOBO-
AVNTbCA MONEKYNAPHO-TEHETUYECKME WNCCAEA0BaHMA.
Ocoboe BHWMaHWe cnepyeT YAenuTb OMyXOnsiM ro-
JIOBHOTO MO3ra, PacnosioXeHHbIM MO CpeaHen au-
HAUW (MOCT, Tanamyc, CMUHHOM MO3r, MO3XeuoK).
Mpn faHHOM noKanM3auMn Onyxonnm HeobXoAMMO
nccnegosatb MyTaunto H3 K27M, He cmoTps Ha ru-
ctonormyeckuin mn onyxoan (G=I-1V). /lrobas rav-
aNbHas OMyxoJb, MMeloLLas AaHHbIN BUZA MyTaLumu,
pacueHmnBaetcs kak Anddy3Has ramoma cpesHen au-
Hun (G=1V). Mukpockonnueckn anddysHasa ramoma
CpeAHen NMHUM MOXET ObITb HEOTIMUMMA OT OObIY-
HOW acTPOLMTOMbI, B TOM YNC/E C HU3KUM YPOBHEM
akcnpeccum Ki-67, inbo HanoMuHaeT CTPYKTypy aHa-
NAacTMYeCcKon acTPOLUTOMBI, CO BCEMM BbITEKatoLLU-
MUV MOCNeACTBUAMU ANs NaumeHTa [2, 4, 10, 11].

MpUHUMNNANBHO HOBOWM HO30/I0TMYECKON eaun-
HULEN sBAseTCs 3MOpPMOHaNbHas OMyxoJb C MHO-
FOC/IOMHLIMW  PO3eTKaMn C MOBPEXAEHNEM TeHa
C19MC. [marHos ycTaHaB/MBaeTCsi Ha OCHOBaHWK
UMMYHOTUCTOXMMMUYECKOTO  UCCNef0oBaHNs  benka
LIN 28A. PaznnyatoT ¢ nospexgeHnem reHa C19MC
(95%) v 6e3 noBpexzaeHus. BbisiBaseTcs ¢ NOMOLLbHO
FISH nccnesoBaHus, MeeT HeraTMBHBbIN NPOrHo3 [12,
14, 15].

SneHanmoma ¢ xumepoi RELA (RELA fusion-
positive) NaTorMcTonornyeckn HeOTAMUYMMa ot 0bbIu-
HbIX CynpaTeHTOPWabHbIX 3MEHAMMOM, MNPOrHo3
MpWY Hel HeCKONbKO XyXe, YeM Yy aHanoros 6e3 co-
OTBETCTBYHOLLMX MONEKYNSAPHBIX U3MeHeHUI. ccne-
[OBaHVA NPOBOAATCA UMMYHOTNCTOXMMUYECKUM Me-
TOA0M BbifiBNAeHUA skcnpeccun L1CAM. Vimeet age
cTeneHu 3nokavecTBeHHoctn — grade 1l w 111 [13].

HoBbiM NOATMMNOM rAnMo6IaCcTOM SBASETCS 3NnUTe-
nnongHas ramobaactoma, Kotopas MOpPONOrmMyeckn
npejcraBieHa paspactaHMeM KAeToK C 3nuTeano-
WAHbIMW, PabAOUAHBIMU WU/UAN TEMUCTOLUTAPHbI-
MU yepTamu. Onyxonb HabaogaeTcs y aeTen n auy,
mosnogoro Bospacta. B 50% Bcex cnayvaes nmeroT
BRAFV600E mytaumto [12, 15].

Mpn NaTormcToNoOrMYeckom AMarHOCTUKE Mepnys-
Nno61acToM, PEKOMEHAOBaHO MPOBOAUTbL MOJIEKY-
NAPHO-TEeHeTUYeCKMe NCCNe0BaHA, C ONpeaeneHun-

eM MosekynapHbix Bnaos - WNT-aktnsmpoBaHHas,
SHH-aktnBMpoBaHHas, Megynnobnactoma 6e3 WNT
n SHH aktmBaumm (rpynna 3 n 4). WNT-akTMBnpoBaH-
Hasi Mesyanobnactoma - Bctpeyaetcs B 10% cnyyaes,
y Aeteli o1 7 Ao 14 neT, pexxke y MONoAbIX Nt0AeN, Npo-
rHO3 ©1aronpUATHBLIA C BbIXKMBAEMOCTbIO 6/1IM3KOM
Kk 100%. SHH-aktnBmposaHHaa TP53 myTaHTHaa me-
aynnobnactoma - Bctpeyaetca B 30% cayvaes, yalle
y aeteri o1 4 fo 17 net, ncxod meHee 61aronpuAaTHbIN,
5-neTHAA BbIXXMBaeMOCTb A0 41%, Koppenunpyert ¢ ru-
cronornyeckum tmnom. SHH-aktnsmposaHHaa TP53
AMKOTO TMNa Meaynnobnactoma - BCTpeYaeTca valle
y AeTeli B BO3pacTe MaajLue 4 neT, pexe y noapocT-
KOB W MOJNOAbIX NtOAEN, 5-N1eTHAA BbIKMBaeMoCTb
Jocturaer 76%, koppenupyeTr C MCTONOMMYECKUM
Tvnom. Mpu MesynnobnactoMme ¢ O6LLMPHON HoAy-
NAPHOCTbIO MMeeT MecTo 6onee 6aaronpusATHbIN
ncxog, Npu COOTBETCTBYHOLLEW Tepanun. Meaynnob-
nactoma 6e3 WNT n SHH aktnBauuum (rpynna 3 u 4)
- BcTpevaetca B 60% cnyuyaes, B €TCKOM BO3pacTe,
pexe y MnageHues un B3pocabix. OTHOCATCA Meayn-
nobnactombl 3 (B 20% cnyyaes) u 4 rpynnbl (40%).
3 rpynna y B3pOC/bIX BCTpeyvaeTcsa peako, 4 rpynna
BCTpeyaeTca B Bo3pacTe oT 5 go 15 net. 3 rpynna
yCTaHaB/MBAETCA Ha OCHOBaHWM CBEP3KCNpeccuu
MYC n amnandukauymmn MYC. Mpu Haanumm amnan-
dukaumm MYC nporHo3 — HebnaronpusaTHbin. Me-
aynnobnactoma 6e3 WNT v SHH aktuBaumm (rpynna
3 1 4) umeeT MOPPONOTUIO KNACCUYECKOW, aHamnna-
CTnyeckon megynnobnactom [16, 17, 18].

OnpegeneHHble TPYAHOCTM MOFYT BO3HUKHYTb
npv NaTorucToNOrMYeckon AMarHocTMke atunuue-
CKOW TepaTouAHOW/pabAovaHO OnyXxonn y AeTew.
Mopdonormyeckn onyxonb noavMmopHas, umeet
CTPYKTYpPY, BO MHOFOM CXOAHYO C HeppobaacTtoMol
(onyxosibto Buabmca). IMMyHOTrMCTOXMMUYECKN Ony-
XO/lb 3KCMpPeccupyeT 3MnuTeNnanbHble, HerlpoHab-
Hble 1 Me3eHXMMasbHble Mapkepbl. OKOHYaTenbHOe
3aK/Il0YeHme yCTaHaBIMBAeTCA TONbKO Ha OCHOBaHMUM
UMMYHOTUCTOXMMMYecKoro uccnegosanmsa ¢ INIT,
npv KOTOPOM OTMEYaeTCs yTpaTa A4epHOM aKCnpec-
CUM NPU NO3UTUBHOM BHYTPEHHEM KOHTPOJIE B 3H-
JoTenun cocynoB. [leTCKMM Helpoxmnpypram, OHKO-
noram M naTtojoram BaXHO 3HaTb, UTO BCEM [JeTAM
40 5 neT € BbICOKO3/10Ka4YeCTBEHHbLIMU OMyXOAAMMU
LUHC HeobxoanMo NpoBOAWTbE WMMYHOTUCTOXMMM-
yeckoe nccnegoBanue ¢ INIT [19].

B obHoBneHHoM BO3 knaccudukaumm onyxonen
LHC nosBmnack Takxe HoBas HO30a0rM4veckas eau-
HuUa - conutapHasa GUbpo3Has onyxonb/remMaHrno-
nepuuMTOMa — 3TO Me3eHXMMaabHas OMnyxosb, ¢u-
6pobaacTnyeckoro T1mna, 4acto C MHOTOYNCAEHHbIMM
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COCYANCTBIMU LLENSMU U BETBALLMMUCSA COCYAaMMU.
PaHee knaccuopumpoBanach passesbHO Kak MeHWH-
reasbHas conmtapHas pubpo3Has Onyxosb U remaH-
rmonepuumntoma. [marHoctmpyetcs npu anddysHon
akcnpeccun CD34 B onyxonesbix knetkax. Mpwu Gl
KNETKN OMyXOAN TepstoT CMOCOBHOCTb K 3KCMpeccum
k CD34, B saHHOM C/yyae HeOBXOAMMO UCCNea0BaTh
npotenH STAT6 [20].

3aksitoueHune: NpoBeseHHbIA MTepaTypHbI aHa-
JIN3 N MHOTFONETHUI OMbIT NMOBCEAHEBHOW pPabOTbI
aBTOPOB MO3BOAWAU CAeNaTb BbIBOJ, UTO MOJEKY-
NAPHO-reHeTnYeckme nccnegoBaHus onyxoner LIHC,
AMarHocT1Ka npv NOMOLM MUKPOCKOMMNYECKOTO 13-
yyeHus 6GuonTaTta, OLLEHKM MyTaLMOHHOro craTtyca
N KOMUMHOCTW TEeHOB-KaHAMAATOB SIBASIOTCA OYEeHb
BaXXHbIMW METOAaMM UCCAeZ0BaHWS, B NpoLiecce no-
CTAHOBKM KJIMHUYECKOTO AMarHo3a HerpoOHKOIOrM-
YeckUM HONbHBIM.

Bpauam natonoram v HerlpooHKoO/NOraM cnenyet
3aMOMHUTb, YTO B HO/LLUMHCTBE C/lyYaeB MPOTOKO
naToMopdONIOrMYecKoro 3ak/io4eHUss OCHOBbLIBAET-
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CA He TOJbKO Ha FMCTO/IOTMYECKOM WCCAef0BaHNK
06pa3LoB OMNyXoau, HO U Ha OCHOBaHWM UMMYHO-
TMCTOXMMUYECKOTO W MOJEKYNAPHO-TEHETUYECKINX
nccnesoBaHMin. bes npoBeaeHNs AaHHbIX UCCes0Ba-
HWWA AMarHo3 MOXeT 6bITb HEBEPHBIM, CO BCEMU Bbl-
TeKaroLWNMM Cepbe3HbIMN MOCAeACTBUAMM ANA 340-
poBbs NaLueHTa. KnnHu4Yeckuii AnarHo3 y HelpooH-
KOMIOrMyecknx O0/bHbIX YCTaHaB/MBAETCSH COMNacHoO
knaccudukaumm onyxonet LIHC BO3 2016 r., gonxeH
6bITb MHTErPUPOBAHHbIM, BKIFOYaTb B CeHA TMCTONO0-
TMYECKUA TUN OMYXOJW, ee MOJIEKYNSPHO-TEHETUYe-
CKYH M KNINHNYECKYHO XapaKTepUCTUKY.

Ba>kHbIM MOMEHTOM B OpraHusauuu nposese-
HUS  MOJIEKYNSIPHO-TEHETUYECKUX  UCCNeA0BaHUN
ABnfaeTca duHaHCMpoBaHMe NMaToMopPdONIOrnMYecKmnx
nabopaTopuii, C LONOJAHUTE/IbHBIM 3aKYMOM A0POro-
cToAwero o6opyA0BaHNA N PacXofHOro mMatepuana,
paclumpeHmnemM LWiTata NabopaTopuii C BKIOYEHUEM
TakMX CMeunanncToB Kak Bpaun-reHeTukuy, buonoru
1 BromHbopMaTUKK.
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Epithelioid Pleomorphic Xanthoastrocytomas
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OPTA/BIK XXYWKE XXYWECIHIH, ICIKTEPIH MOJIEKY/IA/bIK -
FEHETUKANDIK 3EPTTEY

ByriHri kyHi KasakcTtaHn PecnybankacbiHga opTanbik xynke xyreci (OXOK) iciktepiH MoneKkynspblk-reHeTn-
Kasnblk 3epTTey 2016 Xblabl lyHWeXy3inik AeHcayblk cakTay yibiMbl (A/4Y¥) XaHapTblafaH XikTeyai eHrisreHHeH
KeMiH TyblHAaFaH ©3eKTi XXaHe eTe KbI3blKTbl Mpobiema 60bin Tabbliagbl. Mosekynanblk-reHeTukasblk, 3epT-
TeyNepAiH XaHa AaYipiHAE rnanbbl XXaHe IMOPUOHaNbAbI iICIKTEPAIH NaTOrMCTONOMMANbIK AMarHOCTUKACbIHAA
aviTap/ibiKTal e3repictep 6oagbl.

OcblIfaH barinaHbICTbl OPTabIK XYIAKE XYMECIHIH, ICIKTEPIH MONIeKyNaNbIK-TeHETUKAbIK 3ePTTeY HEMPOOHKO-
NOTUANBIK HayKacTapAbl KNMHWKaNbIK AMarHOCTMKaNay NPOLLeCiHAe MaHbI3abl 3epTTeY 9AicTepiHiH, 6ipi 6onabl.

Heri3ri ce3gep: HeMPOOHKONOTUS, reHeTUKa, MU icikTepi, UMMyHornctoxmmms, MTP, FISH-3epTTeynep.
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MOLECULAR GENETIC STUDIES OF CENTRAL NERVOUS SYSTEM TUMORS

Today, in the Republic of Kazakhstan, molecular genetic studies of central nervous system (CNS) tumors are
an urgent and very interesting problem that arose in 2016 after the introduction of the updated classification
by the World Health Organization (WHO). In the new era of molecular genetic research, there have been
significant changes in the pathohistological diagnosis of glial and embryonic tumors.

In this regard, molecular genetic studies of CNS tumors have certainly become one of the most important
research methods in the process of making a clinical diagnosis of neuro-oncological patients.

Keywords: neuro-oncology, genetics, brain tumors, immunohistochemistry, PCR, FISH research.





