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I'11OMBI Y IeTen

YTO HY)XHO 3HATb POAUTENSIM: OT ANATHOCTUKM A0 HabntogeHus

.

VHOOPMALMOHHBIA M4 A8 POAUTENEN




Y10 TAaKOe IJIMOMbI HU3KOU
CTCeIICHHU 3JI0KAYeCTBEHHOCTH?

C[MNOMbI — 3TO OMYXONM FOJIOBHOIO NN
CMUHHOIO MO3ra, KoTopble BO3HUKAKT 13
rAUaNbHbIX KNEeTOK. [ NnanbHble KNeTKn —
3TO «BCMOMOraTe/ibHble» KTeTKN MO3ra,
KOTOpble OKPYXatoT 1 NOALEPXKNBAKOT

HEMPOHbI.

LGG (Low Grade Glioma) — ravnombl #u3xou
CTerneHm 3/10Ka4ecTBeHHoCTU. OHN pacTyT
Me/l/IeHHO 1 PefJKO PacnpoCTPaHATCA Ha

opyrve oTaenbl Mo3ra.




IToueMy nmoaBaaAlTCA LGG?

B 6onblimnHcTBE C/ly4aeB 3TO Cﬂy'-lal\/‘IHaﬂ MyTalus B rnnanbHbIX KNETKax. HWKTO He BUHOBAT — 3TO HE CBSA3aHO C o6pa30M XN3HUN NN HacneaCTBeHHOCTbIO CEMbMN.

FeHeTUYeCKne CUHAPOMbI, MOBbILLAMLLINE PUCK :
D Ecnn Yy Balwlero pe6eHKa HET 3TUX CUHOPOMOB — OMNYXOJib BO3HNKNA

Cly4ariHO. 3TO He BUHA poauTenei 1 He pe3ynbTaT Kakux-1mbo JencTBuin.

CuHppom Puck LGG
Henpodunbpomatos 1 Okono 20% nauneHTOB pa3BMBaKOT
Tnna (HP1) LGG, Yyalye BCero — ramomy

3pUTENbHbIX NyTEN

Tyb6epo3HbIl CKNepos Y 10-15% pa3BuBaeTcs
cybaneHgMManbHas
FMraHTOKNeTOYHas acTpoumToma




Kanaccudpukanua LGG mo BO3 2021

B 3aBMCUMOCTM OT TOrO, KaK BbIFISASAT KNETKM U KaKnue MyTaLum B HUX OOHapy»XeHbl, BbIAENAT HECKONbKO TUNoB LGG. TOYHbIW TUN onpeaensitoT nocne

6uoncum nnu yaaneHus onyxoJsiu.

Tun onyxonu KpaTkas xapakTepuctuka

[MnnouynTapHasa acTpoumTOoMa CaMmbI YaCTbIA TUM, YAaCTO BCTPEYAETCS B MO3XKEYKE, XOPOLLO NOA[AETCS NIEYEHMIO
Anddy3sHas acTpounToma PacTéTt 6onee pas3mbITO, MOXET ObITb C/IOXKHEE YAANUTD

Cy63neHpMManbHas TMraHTOKIETOYHaS CBsi3aHa C Ty6epO3HbIM CKNEPO30OM

acTpoumToma

[Mneomop@dHas KCaHToACTpoOUMTOMA PeaKknin Tun, MoXeT MMeTb MyTaunto BRAF

AHruoueHTpu4yeckasa ramoma Pepkas, 4yacTto nposaBasfeTcs cygoporamu

Anddy3Has rnmoma HU3KOM CTENEHM C HoBbIv TUN, CBSI3aHHbIN ¢ MyTaumamu B MAPK-curHanbHOM nyTu

nospexgeHnem MAPK



I'me gyairie Bcero BO3HUKamwT LGG?

ﬂoxanmau,ml onyxosaun B0 MHOIom onpeaendetT CAMNTOMbI U nNogxoAdbl K JIEHEHUHO. [[Nnombl MOTYT BO3HMKATb B Pa3HbIX OTAEMNAX TOJTOBHOIO U CNMMHHOIO

MO3ra.

" Monywapus [J  BaxHO: [n1OMa 3pUTenbHBIX MyTeii — camast YacTast OnyXosb

Mo3)Xeu4yoK O
/_ O

15-25% roN0BHOro Mo3ra 5 5
10-15% y geten c HempodurbpomaTosom 1 Tvna. MNpu 3TOM CUHAPOME
TpebyeTtcs ocoboe HabnogeHme.
AN . ny6okue
CpeAuHHble
SV CTPYKTYpbI
10-15% MecTo pacnonoXeHunst ONyxoam HanpsIMyto BAUSET Ha TO, KaKne

3puTenbHble nyTn 5% CUMMTOMbI NOSABATCS Y pe6EHKA, HACKO/IbKO AOCTYMHA ONYyX0/b A8
XUPYPrun 1 KaKoOM METOA, Te4YeHNs NPeanoYTUTENEH.

Mo3)eyok CtBon mo3ra 2-4%

15-25% CNWHHOI MO3T - pefiKo




PacnpocrTpaHawTca jaiu LGG?

Xopouiasga HOBOCTh

LGG o4yeHb peaKo MeTacTa3npyloT — TO eCTb

[AOT OTCEBbI B ApYrve YacTu HEPBHOW CUCTEMBI.

3TO Of1HA M3 K/HOYEBbIX 0COBEHHOCTEN,
OT/INYAKOLLMX UX OT 3/I0OKAYECTBEHHbIX OMYX0el

BbICOKOW CTeNeHn.

2-5%0

IIpu muarxHose

MeTacTasbl BbISIBASAKT TONbKO B 2-5% cnyyaes

Ha MOMEHT NOCTAaHOBKWM AMNarHo3a

5-12%

IIpu mporpeccupoBaHUU

MeTacTa3bl BO3MOXHbI NPV POCTE OMYX0AN — B
ApYyrue oTaenbl MO3ra Uamn B CIMHHOM MO3T MO
NNKBOPY

[J PuckmeTacTa3oB HEBbICOK, HO Bpayu BCeraa NpoBepsitoT BECb FO/IOBHOMN M CMMHHOW MO3T

npwn onarHoCTuKe, YTOb6bI HNYErO He NponycCcTuTb.




Kaxk samogo3sputhb LGG? CHMMIITOMBI

LGG pacTyT MegneHHO, No3ToMy 60/1€3Hb MOXKET f0/ro cebs He npoaBnaTh. MoyTny 50% feTell Ha MOMEHT AMarHo3a CUMNTOMbI ANSATCA 6 U 6onee MecsLEB.

OOG1Ie CHMIITOMBI (ITOBBIIIEHYE JaBJI€HNUA BHYTPH Ueperia) CHMIITOMBI IT0 JIOKAJIN3AI U OIIYXO0JIN
I BHas b, YaCTO NO yTpam TowHOT BOT
% 0N0BHast 60/1b, 4acTo No yTpa % OLIHOTa, pBOTA 30H3 CUMATOMbI
3puTenbHble NyTu CHMXeHue 3peHuns, Kocornasme, HUCTarm
% BAnocTb, pa3gpaxkKntenbHOCTb
Mo3)e4yokK LLlaTKOCTb, HapyLeHne paBHOBeCuUs,

OpOXaHue pyK

Monywapwus Cypnoporu, cnabocCTb B KOHEYHOCTSAX
CtBon MO3ra [iBoeHune, npobiembl C FNOTaHNEM
fmnoTanamyc FOpMOHanbHble HApYLLUEeHMS

[JJ Ecnu Bbl 3aMeTUNN YTO-TO M3 NEepPeYnC/ieHHOro — o6paTmuTeCh K Bpayy. PaHHSAS ANarHoCTrKa BaXkHa.



Kaxk moaATBep:KZal0T JUArHoO3

&

MPT Mosra Brormcns /
yaajieHue
[J  Ocobwbiit cnyyaint — HO1: Mpu [J MonekynsipHas reneTuka
TUMNYHOM KapTUHe Ha MPT u BaXHa: [pn LGG 4yacTo HaxogaT
XapaKTepPHbIX CAMMTOMAX MyTauuu B reHe BRAF. 310
AMArHo3 MOryT noctaBuTb 6e3 BAMSET HA NPOrHO3 1 BbIGOP
6uoncun. nevyeHus.




XHUpyprudecKoe jJedeHHe: IJIAaBHbIN MeTO/I,

Buasi BMenIaTeJabCTB

ITIoHOE ymajieHue

ToTanbHas peseKums — ecam onyxosb LOCTYNHa U 6€30nacHo yaanvma

YacTH4HOeE yJajieHue

CybToTanbHas peseKuus — ecain NosHoe yaaneHne CNWKOM OnacHo

buorncuga

TonbKo 3a60p TKaHU — eC/n yganeHne HEBO3MOXHO

(J Ecnuonyxonb yaaneHa nonHOCTbIO — MOXHO MPOCTO HabnopaaTh 6e3
AOMNOSTHUTENIbHOTO SIeYEHUSI.




XHUpPyprus: oCoopie caydau

He Bcerpga onepaumsi BO3MOXHa U Heobxoamma cpasy. Bpaum oLeHMBaOT CUTYaLUIO UHAUBUAYANbHO.

buoricusa HeBO3MO:KHA ITantenTsl c HP1
Ecnmn onyxonb pacnono)keHa B CTBOME MO3ra UK APYron ornacHou [AnarHo3 yacTto cTaBaT 6e3 buoncum no MPT n cumntomam.
30H€ C BbICOKMM PUCKOM OC/TOXKHEHUN — OT BMONCUYM OTKa3blBaOTCS. XVpYypruto NpUMeHSIOT pexe, 60/blue nosaratoTcs Ha

NNEKAPCTBEHHOE NNeYEHNE.

I'mapouedannun CoBpeMeHHbIe MeTOIbI
Ecnn onyxonb 610KMPYET OTTOK IMKBOPA, CHaYana CTaBAT WYHT UK NHTpaonepaymoHHoe Y3U, HempoHaBUraumsa n MUKpOXMpyprus
AeNal0T APEHAX, 4YTOObl CHU3UTb AaBneHne — N TOJIbKO NMNOTOM MO3BOJIAKOT ONEPUPOBATH AiaXKe I'}'Iy6OI-(I/Ie OonyXxojny CaMbliX

pelatoT Bonpoc ob yganeHnu. ManeHbKNX OeTeN.



HaOJroeHue 1mocJje onepammum

Ecnu onyxonb yganeHa noJHOCTbIO NN OCTaslaCb COBCEM MasleHbKad 4aCTb, Ny pe6éHKa HEeT CUMNTOMOB,

BpPayM MOryT BbIbpaTb TAKTUKY aKTUBHOIO HabogeHust — 6e3 4ONONHUTENBHOMO NEYEHUSI.

YT0 BKJIIOYAET HAOJIIOZEHUEe

5

PerynapHbie MPT kaxpble 3-6 mecsaues, 3aTeM
pexe — No Mepe CTabunmsaumm COCToSHMSA

N

OcMOTpbI HeBpoOsiOra u oTanbMoora npu
HeobXoaANMOCTN — OLLEeHKa HEBPOIOTNYECKMX 1
3pUTENbHbIX PYHKLMNY

a

OueHKa AMHAMUKKN — He pacTET I OCTaToK
OMyX0/n, HE MOSIBUIUC /TN HOBbIE CUMMTOMbI

O

lNoyeMy 310 BO3MOXHO: LGG pacTyT
MeasieHHo. Ecam onyxonb He 6ecnokounT,
nyyule He noaBepraTb pebeHKa
JINWHEMY NEYHEHUIO U €TI0 No60oYHbIM
addekTam.

HabniogeHue — 310 TOXe nevyeHue. OHO
Tpe6yeT OUNCUUTNJIUHBI U PETYNAPHOCTMN,
HO MNO3BONAET N36EXaTb TOKCUYHOCTY
Tepanuu.



JydyeBasda Tepanuda: Korga iIpuMeHAaI0T

NyyeByto Tepanuio npu LGG y geTen cTapatoTcs OT/IOKUTb KaK MOXHO Ao/blle, 0COBEHHO Yy MaleHbKUX I€TeN, N3-3a PUCKA AOITOCPOYHbIX MOCNAEACTBUI

ana pa3puMBakollerocsda Mo3ra.

Korpga Ha3HAYaKT JIYY€BYIO Tepamnulo Oco6enHocTu nmpu HO1

Y peten c HempodunbpomaTo3om 1 TMNa nyyeBas Tepanms cBsi3aHa C

Onyxo/b Hefb3si yAanuTh, 1 Oryxonb NPOAO/IKAET pacTy MOBbILIEHHbIM PUCKOM OC/TOXHEHWIA. PellieHne Bcerga NpuHMMaeTcs
MOBTOPHbIE ONepaLmnii Toxe Ha (poHe NekapCTBeHHOrO NHAVBUAYANbHO — BpayyW CTapaloTcs n3bexaTb 06yYeHns y 3Tol
HEBO3MOXHblI neyenus (no MPT nnu

rpynmnbl NaLNEeHTOB.
KITVMHUYECKN)
O61BbEM M gANTENbHOCTb NeYeHnst 3aBUCSAT OT BO3pacTa, PaCcno/IOKeHUs

OMnyXxonu, eé pa3MepoB U HAaNNYUSA OCTOXHEHUA.

[J [eTsim o 3 net niyyeByto Tepanuio CTapatoTcsi He NPOBOAUTH

N3-3a TSHKENbIX NOCNeACTBUM AN Pa3BUTUS MO3ra.



CoBpeMeHHbIE€ METO/Abl JIYIE€BOU Tepanuu

Y7106bI CHU3UTL Harpy3ky Ha 340pOBbl€ TKAHWN MO3ra h YMEHbLUNTb AOATOCPOYHbIE NOCNEACTBUA, MCMNOJIb3YKOT BbICOKOTOYHbIE TEXHO/OTNN o6nyquV|;|.

IMRT — sy4yeBas Tepamnusa c
MOAYJIUPOBAHHOU MHTEHCHUBHOCTHIO

IIpoTOHHAA Tepanusa

npOTOHbI OTAAKT SHEPIUIKO TOYHO B ONyXoJin,

Jlyum nogBoaATCs TOYHO No hopme Onyxonu, NMPaKTMYECKN He 3aeBast TO, YTO 3a Hel. OcobeHHO

30,0POBbl€ TKaHM BOKPYT CTpafatoT 3HAYMUTENbHO BaXKHa A/151 AeTeN, TaK KaK MUHUMU3NPYET NTYYEBYHO

MeHblLe. HarpysKy Ha 340pOBbI MO3TT.

B0O3MO:KHbIE JOJIT'OCPOYHBIC OC/IO:KHCHUA le‘IEBOﬁ TEPpaAIINN

HapylieHne KOrHUTUBHbIX SHAOKPUHHbIE HapyLUEHUS: HapylieHus cnyxa CocyancTble 3aboneBaHus
DYHKUWIA: NaMATW, BHUMaHUS, rMNOTMPEO3, HeCaxapHbIn (Monsa-mons)
NHTENNeKTa anaber

PUCK BTOPUYHBIX OMYXOJ1eN CNyCTS roAbl



JIeKapCTBEHHOE JICUEeHIe: KOI'La OHO HY;KHO?

O6bIYHO MOC/e onepaLumn Bpayum NpocTo HabatogatoT. Ho ecTb cMTyauum, Korga Heo6XoaMMOo Ha3HaYUTb 1eKAPCTBEHHYIO TEpanuIo.

—— —6— —0—

HeBpoJiorun4eckKue nin OnyxoJib MPogoJLKaeT pacTu Oneparusa HeBO3MOKHA

3PUTECIbHDbBIC HAPVIIICHUA .
P Py Mo paHHbIM MPT BMgHO yBennyeHue Onyxonb B 0ONacHOM 30He UM octanach

Onyxosb yxe HapywaeT QYHKUMN — pa3Mepa onyxonu nocne onepauuu n NpPoao/MKaeT pacTu
HY>XHO CPOYHO OCTAHOBUTb €€ POCT

Ileiu JIeKAPCTBEHHOM Tepannuu

[)' NekapcTBa He Bcerga MOryT NofHOCTbIO y6paTh OMYX0/b, HO

*  OcTaHoBuTb pocT omyxonm (cTabunnsnposats) 4aCTO CMOCO6HbI «3aMOPO3UTb» €€ Ha A0JITUE Frogbl — U 3TO

*  YMeHbLNTb €€ pa3mep (pexe, HO BO3MOXHO) yKe OUEHb XOPOLLIMIA peaynbTaT

° yCTpaHI/ITb CUMMNTOMBI N YyNYHWNTb Ka4€CTBO XXN3HN



XMHUOTepaInusda: CXxeMbl U IJINTEJIbHOCTH

CtaHpapTHas cxeMa nepBoy AnHun: KapbonnaTuH + BUHKPUCTUH. /ledeHmne aennTcs Ha ABa nociefoBaTe/bHbIX 3Tana.

[ ) 4 N
KoHcoaunganmusa

=60 Hepenb, 10 UMKNOB,
3aKpenseHune

NHAYKIIHUA

24 Hepgenn — NHTEeHCUBHOE
neyeHue

. J .

Bo3MO:KHbIe M000YHbIE 3(hp(PeKThI

() ConpoBoguTenbHas Tepanus NOMoraeT CNpPaBUTbCs C NOBOYHbIMY
apdexkTamun. Ecnn BO3HMKAET anneprusi Ha kapbonaaTtvH — Bpayu
noabupatoT albTEPHATUBHbBIE CXEMBI.

e CHWXKeHMe KNeTOK KpoBM e TowWHOTa, pBOTA, IXOpagKa
(TPOMb6OLUTBI, HENTPOdUbI) — PUCK
NHMDEKLUNIA N KPOBOTEYEHWUIA

([ ] AnneprmquKMe peakuwnn, 0CO6EHHO Ha Kap6OI'IJ'IaTVIH



O11eHKa oTBeTa HAa JIedeHUue

Kak noHATb, paboTaeT nn Tepanuna? Bpaum ncnonb3yroT ABa OCHOBHbIX MHCTPYMEHTA OLLEHKMN.

MPT-KOHTPOJb

MepBoe kKOHTponbHOe MPT — Ha 24-1 Hegene, nocse 3Tana MHAYKLUN.

OueHwunBatoTCS:

v

MoNHbIA U YAaCTUYHBIA OTBET — onyxoJib yMeHbLWN1aCb

00

CTabunumsayma — onyxonb He pacTeT

MporpeccupoBaHne — onyxosib MPOAOKAET PacTu

KInHN4YeCKue CUMIITOMBbBI

OLI,eHI/IBaeTCFl NncHe3HoOBeEHUE NN YMEHDBLUEHNE HEBPOJIOTUHECKUX, SPUTEJTbHbBIX U

3HAOKPUHHbIX HAPYLIEeHWI. TO BaXKHbI NOKa3aTesb HapaBHe ¢ MPT.

() EcnucocTosiHue yxyawaeTcsi paHblue (Hanpumep, nagaeT 3peHne) —
MPT pgenatoT HeMea/1IeHHO, He [O0XNAAACh MNAaHOBbLIX CPOKOB. Ha 3Tane
KOHconugauum MPT noBTOpAOT NpuUMepHO pa3 B 3 Mecaua.



TapreTHas Tepanusd: JIeKapCcTBa, ObIOIIYIE TOYHO B
I1eJIb

Ecnn B onyxonn obHapy»eHbl cneymdburnyeckne mytaunm — Hanpmumep, B reHe BRAF — npumeHSIOT TapreTHble npenapatbl. OHM 4eNCTBYHOT TOJIbKO Ha

K/TEeTKWN C 3TOWN MyTaLLMeVI N MeHbLUE BPpeOAT 340POBbIM TKaHAM.

MpenapaTbi MulleHb MpumevyaHue

[abpadeHnb, BemypadeHnob BRAF V600E [TPUMEHSIIOT NPY HANUYUK STON MyTaL M
CenymeTnHmnb, TpameTnHmNG MEK YacTo KoMOUHMpPYOT ¢ BRAF-MHrmbmntopamum
BeBaunsymab VEGF [Mpn peumpgnBax, MHorga ¢ UPUHOTEKAHOM
JBepoinumMyc, CUpoanMyC mTOR Mpwn Ty6epo3HOM CKNepo3e

[ TapreTHble npenapaTbl 4acTo Nyylle NEPEHOCATCS, HEM XMMUOTEPANWS, HO MOAXOAAT He BCeM — TOMIbKO NP HaNNYMK COOTBETCTBYOLLE

«KMULLIEHW» B OMYXOJIN. Nx MOTYyT Ha3Ha4aTb CaMOCTOATE/IbHO NJ1N B KOM6I/IHaLI,I/II/I C XI/IMI/IOTGp3I'II/IGI7I.
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JIeueHHE perirInuBoOB U
IIporpecCupoBaHII

Ecnn CTaHOAAPTHad XMMMUoTepannmda He nomMoraeT nan nocne peMMCCMN BO3HNKaET

peunaonB — nepexoadaT Ha BTOPYIO IMHUIO Ie4HeHUA.

TaprerHas Tepanus

[NpeanoyTeHne oTgatoT
TapreTHbIM NpenapaTtam Npu
HaIMYUMN MOJIEKYNSAPHOM MULLEHM

B OMYXO0/N

HoBbIe nuccjieoBaHusA

@/

KOMOMHUPOBAHHBIN
IMO/IXOZ

CoyeTaHue xmummoTepanumn c
TapreTHbIMU NnpenapaTamm — Ans
ycunenus apdexkta npu

pedpaKTepHbIXx hopmax

PedpaKTepHble ONyXonu Ne4nTb COXKHEE, HO HOBbIE NpenapaThbl U

KNMNHUYECKNE UCNbITaHUA OAal0T PeasibHYO Hagexay



IIPpOrHoO3

%

%

YTOo BIKAET HA IIPOTHO3

BO3MOXXHOCTb NONIHOI O yaaneHus

onyxonu

Bo3pacTt pe6béHka 1 obLiee

COCTOAHNE HAa MOMEHT AMarHo3a

%

%

Hannyne mytaumn BRAFV600E
(Npy HEKOTOPbIX TUMAX MOXET

BANATb HA TAKTUKY)

PacnonoxxeHue onyxonu u eé

AOCTYMHOCTb AN Ie4veHnd

Y 6onblWINHCTBA AeTel ¢ LGG — 6naronpusTHOE Te4eHUE 1 BbICOKas

BbI)XMBAaeMOCTb. BO3MOXHbI peunanBebl, Tpe6y+ou_w|e MOBTOPHOIo neYyeHns, HO

COBpeEMEHHaA MegnunHa MMeET OTBETDbI Ha 60/bLWHCTBO U3 HUX.



I''maBHOE, UYTO HY;KHO 3alIOMHUTD

KpaTkoe pe3toMe ans pogutenen n 6nmsKmx

1 LGG — caMmble YacTble Onyxoaun Mo3ray gete. OHu pacTyT Mea/IeHHO 1 PeAKO MeTacTasupytoT.

2 MpuynHa — Yalle BCero cny4amHas Mytaums. 31o He BUHa poguTteneit. MNpu cnHgpomax HO1 1 Ty6epo3HOM CKNepo3e PUCK BbILLE.
3 [narHo3s — MPT n 6uoncus. 06a3aTtenbHO nilyT myTaumm BRAF. Mpu HO1 6uoncuto MoryT He aenaTb.

4 OCHOBHOM MeTOf /ieYeHUs — xmpyprus. CTpeMaTcs K MakCuManbHoO 6e30nacHoOMyY yaaneHuto.

o Mocne nonHoro yganeHns — HabnopgeHue. NMpun octaTKe UAKM CUMNTOMAX — XUMUOTEPANUs UK TapreTHble npenapaTbl.

6 JlyueByio Tepanuio NPUMEHSIOT PeAKO — TOJIbKO KOrAa Apyrne MeTofbl He MOMOratoT, y Ma/IeHbKUX AETEN CTAapatoTCA OTOXKNUTD.

7 HabntogeHue nocne nevyeHns obasatenbHo. PerynsipHbie MPT 1 0CMOTpPbI MOMOTatoT BOBPEMS 3aMEeTUTh peumnamns. NporHos B LenoM — 61aronpusiTHbIN.



IIPOEKT peanmnu3yeTcs C UCII0JIb30BaHEM I'paHTa

Mpe3npeHTa Poccuiickon degepaumm Ha pa3BuUTUE rPaXKAaHCKOro obLLecTBa, NpeaocTaBneHHOro ®oHA0OM NPe3naeHTCKUX FPAHTOB

NPWY NOAOEPXKE
POHAOA
NMPE3UAEHTCKUX
FrPAHTOB



