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1. KJIACCHOUKALIA U ONPEAENEHUE CTAJUK

MncTonornyeckas knaccndmkaymsa nepBUYHbBIX ONyXonei LeHTpanbHOM HepBHOM
cuctemsl (LLHC) npoBOAMTCS B COOTBETCTBUM C MEXAYHAPOAHONM Knaccnpumkaymen
BO3 onyxoneti UHC 012016 1. TNM knaccudmnkaumsa n ctagmpoBaHie B OTHOLLEHNM
nepBuYHbIX onyxonel LLHC He npumeHstoTCcsa. MeXAYyHapoAHY rMcTonormyeckas
knaccndpumkauymto onyxonei LLHC (BO3, 2016 ) MOXHO HaTV Ha caiTe KAUHUYEeCKMX
pekomeHgaunn MuH3sgpasa Poccum: http://cr.rosminzdrav.ru/#!/schema/831

2. ANATHOCTUKA

[varHos nepeuyHoii onyxonn LUHC ocHoBbIBaeTCsA Ha aHHbIX aHaMHe3a, 0CMO-
Tpa, HEBPOJIOTMYECKOro cTaTyca, pesynbTaTaX MHCTPYMEHTaNbHbIX METOA0B 06-
cnefoBaHNA (Mpexae Bcero, AaHHbIX HelnpoBusyanmnsaunm — MPT n KT ronoBHoro
/AN CNMHHOIO MO3ra) N NaTOMOPdONOrMYEeCKOM 3aKIHYEHNN.

2.1. Yano6bI u aHamnes

Y 60nbLWNHCTBA NaLuMeHToB c onyxonamu LLHC (onyxoneli ronoBHOMo 1 CNUHHOMO
MO3ra, janee cokpalweHHo — OT'M) 3aboneBaHMe NPOABAAETCS B BUAe Pa3INUHbIX
$bopM HeBpPONOrMYeCKNX HapyLleHWN, YTO TpebyeT opraHmM3aunm cneunanbHoOm
3TanNnHOCTN MEANLMHCKOM 3BaKyaLun, OTANYHOM OT APYruX onyxonen. Hespono-
rmyeckme HapyLleHs MOryT 6blTb OCTPbIMU, B BUAE CYJOPOXHOro CMHAPOMa Kak
NposiBIeHNSA HapyLLIeHNs CO3HaHWA Ha GOHe rmnepTeH3noHHo-rugpoledanbHoro
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CMHApPOMa, I/IHCyﬂbTOI'IOAO6HbIMI/I, BCneACTBUE KPOBOU3NNAHUA B ONYXO0/lb, NN
HapacTaTb NocTeneHHO B popMe HapacTatoLLen roIOBHOM 6011, NPOSABAEHNSA TeX
VAW NHbBIX HEBPOJIOTMYeCKMX BbiNaAeHW (Nape3bl U Mapannyu, HapyLleHWs 3peHus,
CNyXa, HapyLeHNs KOOPANHALMN, CTAaTUKM U MOXOAKMW, 1 Mp.). Y 4acTn 601bHbIX
3aboneBaHVe ANNTENBHO NpoTekaeT 6€CCUMNTOMHO 1 06HapyXXMBaeTCs 3a4acTyto
CMOHTaHHO, Npu o6cnefo0BaHNN B CBA3M C YepernHO-MO3roBOl TPaBMOW UAK Npun
npodunnakTnyecknx obcnesoBaHnaX.

B cnyyae octporo Havana 3aboneBaHNA NauMeHTbl 4O/IKHbI 6bITb rOCANTANN-
31MpOBaHbl B HEBPO/IOTNYECKOe NN HENPOXUPYPruyeckoe oTaeneHne ctaymoHapa
C BO3MOXHOCTSIMU WHCTPYMEHTaNIbHOro 06CNe0BaHNA FONOBHOMO N CMUHHOTO
mo3ra (MPT n/wunn KT ronosHoro mosra). lNocne sbinonHeHus KT n/wnnn MPT npn
NOAO3PEHNN Ha OMyX0/ieBOe NOPaKeHne roJIoBHOro (MAN CMMHHOM0) MO3ra Heob-
XOANMO OpPraHn30BaTh KOHCYNbTALMIO Bpaya-Helipoxmpypra c Lienbto onpejeneHuns
nokasaHWi N BUAA HEMPOXNPYPrnyYeckoro BMeLlaTenbCcTBa. TpeboBaHMA K BbINOA-
HeHMto MPT ronoBHOIo MO3ra y HelipOOHKONOTMYeCKNX NAaLNEeHTOB U3/10XEHbI
Huxe (cm. 2.4.1).

2.2. HeBponoruyeckuii ocmoTp

MoBoAOM ANs 06paLLeHns K Bpauy Yy 60/bHbIX C OMYyXOASAMUN MO3ra Yalle BCero
ABNSETCS BOSHWKHOBEHME 06LLeMO3roBO UM 04aroBO HEBPOIOTNUECKOW CUM-
NTOMaTUKMW.

K 06LeM03roBbIM CUHAPOMAaM 1 CUMMTOMaM OTHOCAT:

*  pasnyHble GOPMbl HapYLLEHUS CO3HAHWS, Kak B BUAE CHUXEHWUS YPOBHS CO3Ha-
HWS OT OFNYLIEHNS A0 KOMbI, TaK 1 B BUAE NPEXOASLLNX HAPYLLIEeHWI CO3HaHWA
(Hanpumep, Kak e AUHCTBEHHOE NPOsiBNEHNE CYAOPOXHOI0 CUHAPOMA);

*  CUHAPOM BHYTpUYEpenHoW rmnepTeH3nmn (pasBrBaeTCs Kak cieACcTBUE Pa3nny-
HbIX BHYTpUYYepenHbIX 06beMHbIX NPOLLECCOB: 04Yar TpaBMaTUyeckoro ywmnba
roJIOBHOr0 MO3ra, ONyXoJ/b FOJI0OBHOT0 MO3ra, KPOBOU3NSHME, BOASHKA MO3ra
(rmgpouedanns) n Ap.); NPOABNAETCA MHTEHCUBHBIMU FONOBHBLIMUW 60ASIMU,
4YacTo COMPOBOXAALMMUCS MPUCTYNaMU TOLWHOTHI Y PBOThI, MOXET Takxe
COMpOBOXAATbCSA 3aTPYAHEHNEM 3PEHUS BC/IeACTBYE OTEKA JNCKOB 3pUTe/bHbIX
HEepBOB Ha rMasHOM fjHe;

*  CUHAPOMbI aKCMaNbHOrO N TEHTOPUANbHOMO BKANHEHWSA FrOJIOBHOMO MO3ra —
Yrpo>XXarLwero Xn3Hm COCToOAHNA, pa3BBaOLLLEroCAa Kak MpoaBaeHne CMHApoMa
BHYTpUYepenHoi runepTeH3nmn BCNeACTBME HApacTatoLWero oteka rofloBHOro
MO3ra C ylieM/IeHeM ero B Bblpe3Ke MO3)KeUKOBOro HaMmeTa U/ unm B 60/1bLLOM
3aTbIIOYHOM OTBEPCTUMN; MPOSBAAIOTCS B GOPMe HapacCTaloLero CHUXeH s
YPOBHS CO3HaHWA, OrpaHNYeHNs B30pa BBEPX, B CTOPOHHbI;

*  TOJIOBHble 601 MHOW NPUPOAbI (HanpuMep, BCeACTBUE pa3sjpaxeHuns o6ono-
ek, N reMognHaMmyeck 3aHa4YMMbIX BTOPUYHBIX COCYANCTBIX HapyLLIEHVIVI),'

*  CYAOPOXHbI CUHAPOM — YacToe NPosiBieHNE MOPaXKEeHNs ro0BHOMo MO3ra,
rNaBHbIM 06Pa30M ero cynpaTeHTOPUaNbHbIX CTPYKTYp, B YacTu cayyaes —
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C MpU3HaKaMM N0KANM3aLNN NATONOTUN (NOKANbHbLIX AXXEKCOHOBCKUX MPUNaAKoB
NN XapakTepHOol aypbl Nnepes NpUCTYMNomM, Yalle — Npu BUCOYHOW 3Nnaencum).

OuyaroBas HeBpoaornyeckasa cmnMmnTomMaTumka pa3H006pa3Ha n npeactaB/ieHa
HapyweHnem namnm BbinaAeHNEM pPasINYHbIX (])yHKLI,VIIZ B 3aBUCMMOCTW OT 0KaNn-
3aunm naTonornyeckoro npouecca B roorooBHOM Mo3re:

*  CYAOPOXHBbI (3NMNenTUGOPMHbLIA) CUHAPOM B Pa3NINYHbIX NMPOSBAEHUSX;

*  HapylleHVe WAV OrpaHuYeHne 4BUXKEHWNI B KOHEYHOCTSIX;

*  CHUWXEeHWe NNV BbliNajeHre YyBCTBUTENBHOCTY;

*  HapyLleHWs BbICLUNX KOPKOBbLIX PYHKLMNIA — peyn, nnucbMa, cyeTta, NamsaTu;

*  ncuxonaTtonornyeckass CMMNToOMaTMka — U3MeHeHWe NoBeAeHUsA, HeonpaT-
HOCTb, MPOAYKTMBHAsA NCMXoMNaToNornyeckas cuMnTomaTuka u ap.;

*  HapyleHWsa 3peHuns, cnyxa, 060HAHNS;

*  ABOEeHVe nepej rnasamu;

*  acMMMeTpusa Anua, HapyweHus GoHaumMK, roTaHns;

« 6oneBble CMHAPOMbI (HanpuMep, TpUreMrnHanbHble 601 Ha 1LEe AN TanamMu-
Yyeckue 601U B KOHEYHOCTSX).

MTak, 13 06L,eM03roBol 1 04aroBOM HEBPONOrMYeCKOM CUMNTOMATUKWN CKNa-
AbIBaOTCA Xanobbl N NPeANONOXUTENbHbIM ANAarHO3 ONyXo/1eBOro nopaxeHus
rosioBHoro mMosra. OgHako Henb3s 3abblBaTb M 0 BaXHOCTU AaHHbIX aHaMHe3a.
MIMeloT 3HayYeHne JaBHOCTb NOABAEHUS TeX UAN NHBIX CUMNTOMOB, O4epPeAHOCTb
NX BO3HWKHOBEHWS, B YaCTW CAy4aeB — CeMeliHblli aHamHe3 6onesHelrt ULHC 1. n.
Tak, KpaTKOBpeMeHHasi MoTepsi CO3HAHUS MOXET 6bITb BbI3BaHa 3NMAeNnTUGOPMHbLIM
(CyBOPOXHbLIM) MPUMAAKOM, OKKIFO3NOHHBLIM MPUCTYNOM UK CybapaxHOUAaibHbIM
KpoBOM3NUAHMEM (Yalle COCYANCTOro, a He oNyxoneBoro reHesa). OcobeHHOCTU
pPa3BUTUSA 3TOr0 COCTOSIHNA MOTYT COPMEHTMPOBAaTbL B MPeANONOXNTENbHOM AMna-
rHo3e: anuaenTUdopMHbIe MPUCTYMbI Yalle BCEro CONPOBOXAAIOTCA CYA0POramum
B KOHEYHOCTAX MOJIOBUHbI TeNa UK reHepann3oBaHHbLIMW Cygoporamu, nocnae
BbIXO/Za U3 3TOr0 COCTOAHNA MOXeT OTMeuUaTbCsA roN0BHasA 60/b, HO, Kak MPaBuno,
yMepeHHas, B OTIM4mne OT CUIbHOWM FrOIOBHOM 6011, JONONHAOLWENCA KapTUHOMN
MEeHWHreaNbHOro CMHAPOMa, Npu cybapaxHonAanbHOM KPOBOU3NIUAHUN.

Mpwn NOAroToBKe NauMeHTa K HEPOXMPYpPrnyeckomMy BmeLlaTenbLCTBY Heob-
XOAMNMa OLeHKa ero CoMaTMYeckoro ctaTtyca (KOHCynbTauuMs TepaneBTa), a Takxe
obLero pyHKLMOHaNBLHOTO cTaTyca (B HEIPOOHKOAOMMN NCMOb3yeTCsa OLeHKa
dYHKLMOHaNbHOrO cTatyca no wkane KapHoBCKOro).

2.3. Naboparopnas guarHoctuka

PexomeHAyeTCS BbINONHATE pa3BepHyThble KANHNYECKUA N BUOXUMUNYECKNIA
aHanun3bl KPOBW, onpegeneHne PIA, nccnesoBaHme CBEPThIBAKOLLEN CUCTEMbI KPOBU,
aHanns mouun. MiccnepgoBaHune cBepTbiBatoLel CMCTeMbl KPOBU 1 OO NI aHaNnn3
MOUYM 0653aTeNbHO BbIMONHACTCS Nepes XUpyprumyeckum neveHnem, y octanbHbIX
60/1bHbIX — MNPU HAaNNYNU KIMHUYECKMX NoKa3aHni. KoHKpeTHbIi Habop napame-
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TPOB BMOXMMMUYECKOTO aHaAn3a KPOBW 1 KOarynorpamMmMbl JONXKeH onpejensiTb
nevyalwmii Bpay MHANBUAYaANbHO.

MpW NOAO3PEHNN HA TepMUHATUBHO-KNETOYHYI ONYyXO/b (Hanpumep, npu
OMyXoNn NMHeaNbHOW 061acTn) BIMONHAKTCA aHaNM3bl KPOBW Ha OMyXoJieBble
Mapkepbl — ADIM n B-XI4.

2.4. WnctpymenTanbhas AHArHOCTHKA

CTaHAapTOM AMArHOCTUYECKOro o6cnefoBaHNS NauMeHTOB C NePBUYHBIMN
onyxonamn UHC asnsaetcs BoinonHeHne MPT rofoBHOro Mo3ra ¢ KOHTPaCcTHbLIM
yCUIeHMEM B yKa3aHHbIX HUXe pexunmax.

2.4.1. MPT rofloBHOIo U/ CMMHHOTO MO3ra:

* MPT ronosBHOro mMo3sra B TPExX NpoeKkUuuax B CTaHAapTHbLIX pexumax (T1, T2,
FLAIR, T1 + koHTpacT);

*  QPyHKUMOHanbHaa MPT gBuratenbHbIX N pevyeBblX 30H; U MP-TpakTorpapus;
MP-aHrnorpaousa, MP-cnektpockonus, MP-nepdy3ns;

* NPV NOAO3PEHMNN Ha OMYXO/b C PUCKOM ANCCEMUHALLMN NO 060104KaM FONOBHOIO
M CNWHHOrO Mo3ra (Megynnobnactoma, NMHeo6nacToMa, NepBUYHbIE TepMU-
HaTUBHO-kieToYHble onyxonn LUHC u Ip.) BbinonHaeTca MPT Bcero cnnMHHOro
MO3ra C KOHTPACTHbIM yCUNEHWEM;

- BcCAay4asx, korga MPT He MoXeT 6bITb BbIMOIHEHA (HAaNpUMep, NPy HaANnYum
KapANOCTUMYNATOPOB NN GeppPOMaArHUTHbLIX UMMAAHTOB), BbINONHAETCA
KT c KOHTpaCcTHbIM ycuaeHnem n 6e3 Hero;

- KT ronoBHOro Mo3ra BbIMOJIHAETCA TakXe B gononHeHne K MPT B cayyaax
KOCTHbIX onyxosen, npu nokasaHuax — KT-nep¢ysuna, KT-anrnorpadus.

2.4.2. M3T/KT ronoBHOro mMo3sra ¢ aMMHOKMCAOTaMU (METUOHUHOM, TUPO3MHOM, Me-
TUNAOMNA) SBAAETCS BO3MOXHON onuuelt (BbINONHEHWE 3aBUCUT OT AOCTYMHOCTU
JlaHHOT0 BUJa Ucc/el0BaHNnsA).

2.4.3. 53T o6sA3aTesbHa y NALMEHTOB C CYJ0POXHBIM CUHAPOMOM.

2.4.4. Cnepyrone NHCTPYMeHTaNbHble MeTOAbl 06C/1e0BaHNA TakxXe ABNAIOTCA 065-
3aTe/IbHbIMU MPU MNOArOTOBKE NaLNEHTa K XUPYPruyeckomMy BMeLlaTenbCTBy:

* Y3/ BEH HUXHUX KOHEYHOCTEN (419 NCKNOYeHNS TPOM603a), Y3 BHYTpeHHMUX
OopraHoB (419 OLLeHKM COMaTUYeCKOro CTaTyca N OPUEeHTUPOBOYHOIO CKPUHWHTA
APYTrMX OHKOMIOTNYeCKnX 3aboneBaHnii);

*  peHTreHorpadus n/mnm KT opraHoB rpyaHOM KNeTKM (B TOM YnCe ANS NCKITHO-
yeHus COVID19-accoummpoBaHHOM MHEBMOHWN) 2;

* 3KI 1 3xoKl' — no nokasaHuam (MpY HaAUYMN KapANOBaCKYNAPHbIX 3abone-
BaHW, Bo3pacTe cTaple 60 fieT, npegnonaraeMor onepaunum B NoaoxXeHnmn
«CUASA», NPU MAAHUPOBaHUW NYyYeBOW U/ NN XUMUOTepanumn);

*  KOHCynbTauus opTanbMonora (oueHka rnasofBuratesibHblX, 3pUTeNbHbIX Hapy-
LeHWIA, a Tak>Xe NPU3HAKOB BHYTPUYEpPEeNHOWN rmnepTeH3nn Ha ra3HoM jHe);
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*  KOHCy/nbTauus oTOpUHOMapuHronora (o6a3atesibHa B C/lyyae NiaHMpOBaHWA
TpaHCHa3asbHOro AoCTyna).

2.5. Mopdonornyeckuii guarnos

PopmynmpoBka MOpPPOAOrMYecKkoro gnarHosa cornacHo MKb-O gosixHa BKtO-
4YaTb B Ce65 NATM3HAYHbIN KO ONYyX0aAu B COOTBETCTBUMN C knaccudukaumeri BOX
onyxonert LUHC (2016 r.), yeTblpeX3HauHbIA KOJ fioKanmMsaLumnm onyxonum, a Takxe
cTeneHb 310KkayecTBeHHOCTH (G). [Ana 3NMAEMMONOrNYeCcKOoro yyeTa onyxonem
cfieyeT ykasblBaTb YeTblpex3HayHblli kog cornacHo MKB-10.

JlONONHNTENBHO BLIMOJIHATCA C/iejylone MONeKyIsSpHO-reHeTu4eckme nc-
cnefoBaHUS.

Anarnnom — myTtaumu IDH 1,2, kogeneuuna 1p/19q, metunnposaHune reHa MGMT.
Mpn OTCYTCTBMN TEXHUYECKON BO3MOXHOCTM ONpejeneHns Kaknux-nmbo n3 gaHHblx
MyTauunii ncnonblyetca abbpesmnatypa «NOS» (Mnn BAY — «6e3 AONOAHUTENBHOTO
YTOUYHEHNA»).

B cnyyae numombl nan npu nogospeHnn Ha Takosyto — CD45, CD20, CD79a,
MUM1, BCL-2, BCL-6, M Ki67.

B cnyyae gnarHosa repMMHaTUBHO-K/IETOUHOM ONYXOAN AONOAHUTENbHO onpe-
aenstoTca APM, B-XI'Y, nnaueHTapHasa LW®.

Mpu BbIABNEHUN 3MOPUOHANbHBIX ONyXonei (Meaynnobnactomsl U 4p.) Bbl-
NMONIHAOTCHA AOMOJHUTENbHbIE MOJIEKYNIAPHO-TEHEeTUYeCKMEe NCCef0BaHNeA ANs
cybknaccmpumkaLmm onyxonu.

BRAF V600E-myTaums BbiBAseTcs B 3% Bcex nepBuYHbIX onyxonen LHC. Liene-
CO00bpasHo ee nccneAoBaThb MNPU BbIABAEHUN N1€OMOPPHON KCAHTOACTPOLMTOMbI
(M nneomopdHON aHaNNaCTUYECKON KCAHTOACTPOLMTOMBI), @ TakXXe MUAoOLMTapHOW
acTpoLMUTOMBI.

3. CTPATETUS| KOMMJIEKCHOTO JIEYEHUSA NEPBUYHBIX OMYXOJEM L{HC

CTaHAapTHbLIMU NeyebHbIMU NpoLeAypamMiny 60/1bHbIX C TePBUYHBIMY OMYXOAMN
LIHC B HacTosiLee BpeMsi ABASIOTCS XMPYPruveckoe fneveHune, paguortepanus, npo-
TMBOOMYX0/eBas fiekapCcTBeHHasA Tepanus. B Lensax ob6ecneyvyeHns KOMMNIEKCHOTo
NoAXoAa K Ie4eHNto NaLMeHTOB CO 3/10KaYeCTBEHHBLIMU MMOMaMu HEOBXOANMO
dbopmMupoBaHMe MYAbTUANCLUNANHAPHON «HENPOOHKONOTNYECKON KOMaH Abl»
C y4acTueM HepoXMpypros, paguoTepaneBToB, OHKOIOr0OB, a NP HEO6X0AMMO-
CTV — NpUBNieYeHNe Bpayeil CMeXHbIX cnelnanbHocTel.

3.1. Xupypruyeckoe nevenne

Xupypruyeckoe BMeLlaTeNbCTBO B OO6beMe yaaleHVst ONYXOAN UK CTepeoTak-
CUYeCKOW (HaBUraLMOHHOM) AN OTKPbLITOM Broncnm o6pasoBaHNS ABASAETCH OAHUM
13 OCHOBHbIX METOA0B KOMMIEKCHOro fledeHns npu OFM. 3TOT 3Tan IeyeHns BbINon-
HAeTCHA B yCNOBUSAX CMeLnan3anpoBaHHOro (HeMpoxXmpyprmyeckoro) ctaumoHapa.
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3.1.1. YaaneHne rAanom ronoBHOro v CNWHHOMO MO3ra c/iedyeT BbIMONHATL C NpuMe-
HEeHNeM omnepaLMoOHHOr0 MUKPOCKOMa U MUKPOXUPYPTrUYECKOn TEXHWKN, B CO-
NPOBOXAEHUN NHTPAOMepPaLMoOHHOro HepodU3NONOrMYEeCKOro MOHUTOPUHTA.
PekomeHZ0BaHO MCNOMb30BaHNe MeTabonnyeckon HaBuraumm ¢ 5-aMmHoNeBy-
NNHOBOW KNCNOTOW, a Tak)ke HelMpOHaBUraLMOHHbIX YCTPOICTB, BKAtOYas Y3, Ana
VNHTPaonepaLnoHHOro yTOUYHeHNs pacnoNoXeHUs 1 pacnpoCcTpaHeHHOCTUN Ony-
xonu. Mpu He06XOAUMOCTN NMPUMEHSAIOTCSA TakXKe SHAOCKOMUYecKas acCUCTEHLNS,
MHTpaonepaumnoHHaa KT nan MPT.

3.1.2. Mpu NnaHMpoBaHWM oMNepaLnn B MONOXEHUN «CUAS» Nepej onepauunel Heob-
X0AVMMO npoBegeHune IXoKI AN UCKIOYEHMS COOBLLEHNS MeXay NpeAcepAnaIMn
UAN MeXAY XenyAoukamu. B TedeHne Takoi onepaumm HeEO6X0ANM KOHTPOb 3a
nokasaTensiMN HaCbILLEHUS KPOBU KUCNOPOAOM U YINEKUCAbIM Fa3oM C Liesbto
CHUXXEHUS pUCKa KIMHUYECKN 3HAYMMOW BO3AYLLHON 3ME0aNN.

3.1.3. Mpwu NoAo03peHnn Ha repMUHOMY, NepBUYHYO Tumdpomy LIHC yaaneHre onyxonu
He nokasaHo. PeKoMeH/A0BaHO BbIMOHEHME CTEePe0TaKCUYeCKOon (M1 HaBUraLm-
OHHOW) AN OTKPbLITOM 6LMOMCKM OMYXOAM C MOCAeAYHOLNM Ha3HaYeHeM KOMbU-
HUPOBAHHOrO NeYeHUs.

3.1.4. CtepeoTakcmyeckas nan HerpoHaBUraLuMoHHasa 61Moncms BbIMOAHATCS C NPU-
MeHeHVeM CTepeoTakCnYeckx annapaToB UAv HeipOHaBUMaLMOHHbIX YCTPOICTB.

3.1.5. B nocneonepaloHHOM Nepunoge nocse yaaneHns onyxonm naumMeHTam ¢ onyxons-
Mn LIHC pekomeHgoBaHO BbinonHeHWe KT ro0BHOro Mo3ra € KOHTpacTMpoBaHuem
nnu 6e3 Hero n/vnnv MPT ronoBHOro/CNMHHOIO MO3ra C KOHTPACTHBIM YCUAEHNEM
nnn 6e3 Hero B TeveHue 24-72 u,

3.1.6. Mpw peunanBe 0Nyxoam BOMPOC O MOKa3aHMAX K MOBTOPHOMY YAa/leHWto cnegyeT
peLlaTb Ha KOHCUAMYME C y4acTUeM HelipoX1pypros, paanoTepanesToB, OHKOO-
roB (XMMMOTepaneBTOB) C y4eTOM BPEMEHW, MPOLLeALLero OT npejblayLlen one-
paunn, aHaTOMNYECKOr BO3IMOXHOCTW TOTaNbHOIO YAaneHUs ONyxonun, Hann4ms
Macc-3¢ppekTa, 06LLero GyHKLMOHaANLHOMO CTaTyca NaumeHTa, HaIM4Yms 1 TAXeCTU
COMyTCTBYHOLMX 3ab60N1eBaHU.

3.2. Jlyyesas repanus

JlyyeBoe neyeHne NCNONb3YyeTCs Kak CaMOCTOATeNbHbI MeToA Tepanun 1nbo
nocne XMpyprnyeckoro yaaneHunsa/6moncum onyxonm, a Takxxe Nnpyv BO3IHUKHOBe-
HUW peungnea/nNpoAoXeHHOro pocta onyxonn. JIT MoxeT NPOBOAUTBLCA KakK Ha
06/1aCTb ONYX0M (Ha OCTAaTOYHYIO OMYX0/b UM Ha 10XEe ONYXONu), Tak U Ha NyTu
BO3MOXHOI0 MeTacTasnpoBaHua (HanpumMep, KpaHuocnnHanasHoe obnyyeHune (KCO)
B/ledeHNN MegynnobnacToMbl), a TakKe B Ka4YecTBe bycT-Tepanum (4ONONHNUTENbHOe
obnydeHmne onyxonu/noxa onyxonu). NMpu nedyeHnn 3noKka4ecTBEHHbIX ONyxonew
(G I-1V) NT cneayeT HauyMHaTb B CPOKU OT 2 A0 6 HeJ. noc/e onepaynu, B paje
cnyyaeB — B KoMbuHauunm ¢ XT (cM. pasgen 3.3).
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OnTuManbHOU MeToAMKON JIT aBnseTca NnpuMeHeHne KOHQOPMHbIX TEXHUNK
06/1yUeHNs, KOTopoe NO3BOSET OCYLLeCTBUTL MakCMManbHO 6e3onacHoe nojse-
AeHne A03bl HAa 061aCTb ONYXOAN C MUHUMaNbHO BO3MOXHOM Ny4eBOli Harpy3Kom
Ha 340pOBble TKaHW C y4eTOM TOJIePaHTHOCTM Npuaeratowmx cTpykTyp. Mpwu nna-
HVUpOBaHUN 061yYeHNs nauneHToB ¢ onyxonsmu LLHC npoBoAAT pasMeTKy C Mo-
MOLLbI0 MyAbTUCAMPanbHOM KT, Npy BO3MOXHOCTN GOPMUPYIOT UHANBUAYaABHOE
duKcmpytoLlee ycTPONCTBO — TEPMOMNAACTUYECKY IO MacKy.

3.2.1. Y nauymeHTOB C rnnobnacToMoli B Bo3pacTe Ao 65 neT pexxnmMom Belbopa nocne-
onepauMoHHOro nevyeHus asngetca pexum XJT ¢ TemosonoMungom (puc. 4): XNAT
C exeZHeBHbIM NpreMom Temosonomuaa (75 mr/m?) (8 TeueHwme scero kypca JIT — 30
dpakuyunii no 2 M'p Ha ppakymio), C nocaegyroLLnMmMm 6-12 Kkypcamm TemosonomMuga
5/23 (cm. pasgen 3.3).

3.2.2. Y naumeHTOB C rAno6bnactomMoli B BospacTe ctapule 65 net /IT MoXeT NpoBo-
ANTbCS B pexurMe 15 ppakumnii no 3 I'p Ha dpakuuto, C 04HOBPEeMEHHbIM MPUEMOM
TemososioMua.

3.2.3. MauneHTam C aHannacTMYecKor acTpoLMTOMOI peKkoMeHAoBaHbl 6o JIT ¢ no-
cnesyLWwmnMm KypcaMmm NpoTBOONYyX0AeBOM 1eKapCTBEHHOM Tepanumn B pexnme
PCV nnu B BUAe MoHoTepanuun (TOMyCTUH, TeMo3010Mug), 1nbo pexum X/T ¢ Te-
MO30/10MUAOM (CM. pa3gen 3.3).

3.2.4. NMpwn Hannumn Kogeneunn 1p/19q (+/- mytauymsa IDH-1,2) y naymeHTOB C aHa-
NAacTUYecKor ONINroAeHAPOrIMOMON leyeHne MoOXeT bbITb HayaTo kak ¢ 1T, Tak
n ¢ XT (PCV nnn MoHoTepanus Temosonomugom? 5/23) KommeHTapuii: B ciyyae
nosiHoro oreeta Ha XT y NauMeHTOB C TakUMK onyxonamum JIT MoXeT 6bITb OT/O-
XeHa B KauecTBe pesepBsa eueHns npu peungmse (cM. pasgen 4.1.1.5, puc. 1).

3.2.5. Mpw peunamsax rnMoM pasnnNYHON CTeNEHN 3/10Ka4eCTBEHHOCTI TaKTKa NeveHuns
onpejensieTca Ha MyNbTUAUCUUNANHAPHOM KOHCUAUYME (CM. NYHKT 3.1.5). Bugbl
1T BBI6BMPAIOTCA B 3aBUCMMOCTLN OT 0OCOBeHHOCTel peLnimnBa (NoKanbHbIN B MecTe
NepBUYHON ONYXONU, OTAANEHHbIN, AUCCEMUHALMA MO 060/104KaM roJI0OBHOIO
W/ VNN CMMHHOIO MO3ra 1 T. A.), BpEMeHU OT npeabigyLiein JIT, pasmepa HOBOro
ouyara. PekomeHz0BaHO Nepej NaaHMpoBaHeM NOBTOPHON 1T BbINoAHUTE M3T/KT
C METUOHUHOM/TUPO3NHOM ANA YTOUHEHWSA PAcnpPOCTPaHEHHOCTM ONyXonu.

3.2.6. Pagnoxupyprmnyeckoe neveHne — oAHOMOMEHTHOE MOABeAEHMe BbICOKON A03bI
(12 T'p n 6onee) c NCNONb30BaHNEM CTepeOoTaKCUYeCckom TeXxHUKN. Ncnonb3yeTca
y NauMeHToB ¢ HebonbWUMM (40 3 CM B MaKCMMalbHOM N3MepPeHI) OMyXOASMU,
NMEeLLNMN YETKMNE rpaHunLbl (MUAOUAHBIE aCTPOLNTOMbI, 3NEHANMOMbI, MEHWNH-
rMOMbl, HEBPUHOMBI, afeHOMbl rmnodmsa, KpaHMoGapuHIrMOMbl 1 Np.), a Takxe
Npu CONNTaPHbLIX PeLNANBax 310Ka4eCTBEHHbIX ITMOM (40 3 CM B MakCMMaibHOM
n3mepeHunm).

3.2.7. Pexxum runodppakumnoHmnposanms (POJ = 2,5 'p, COA = 15 I'p) ncnonbsyeTtcs
y NauMeHTOB C ONYXONSMU, UMELWMMN HYETKNE FpaHnLbl, TN60 C MUHUMaNbHOM’
30HOW BO3MOXHOW NMHPUABTPALMN TKaHel (40 3-5 MM), a Takxe y NnayuMeHToB
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c obpasoBaHUsAMM 6onee 3 CM LU/ UAN C ONYXONAMU, pacnonarawmmMmmcs B6amsn
KPUTUYECKUX CTPYKTYp MO3ra.

3.2.8. KpaHnocnuHanbHoe 061y4veHmne (KCO) — obyueHue BCero roJOBHOro 1 CMHHOTO
MO3ra — MPUMEHSTCSA Y NaLMeHTOB C OMyXOASMU, CKNOHHBIMU K MeTacTa3npoBaHMo
no 060/104KaM rOIOBHOTO U CMMHHOIO Mo3ra (Megynnobnactoma, NMMHeobnacTo-
Ma, HerepM1HOreHHble repMUHATUBHO-KNETOYHbIE OMyX0/K, aHanaacTnyeckas
3MeHAMOMa C NpM3HaKaMu guccemmHaumm). CtaHAapTHBIM PEXUMOM A03MPOBaHNS
npu KCO asnsetca: POA 1,6-2,0 'p go CO/J, 36 'p ¢ 6ycToM Ha 10Xe onyxonu 4o
COJ, 54-55,8 Tp.

3.2.9. ¥ nauymeHTOB C NepBMYHON AMMGOMO FONOBHOIO MO3ra, a Takxe Npu Agmncce-
MUHaLMN HEKOTOPbIX APYr1X OMyX0ofel NCMoib3yeTCs pexnm 0b6ayyeHns BCcero
ronosHoro mosra c PO/l 2 'p n CO/J 40 Ip.

3.2.10. Y nauMeHTOB C MepBUYHO «4NCTON» rePMUHOMOL FOJIOBHOIO MO3ra NMpu CTaH-
JAPTHOM KOMBMHMPOBaHHOM fledeHnn nocae XT (CM. HUXe) BbINOHSAeTCA 06.y-
YeHwue Bcei xenyao4ukosol cuctemsl PO 1,8-2,0 Mp, COA 24T p. JONOAHUTENBHO
NpY HaIMYNM OCTAaTOUHOIM ONyXxonu Ha 6ycT fo 40 p.

3.3. Xumuotepanus (nporusoonyxonesas neKapcTBeHHAA Tepanus)
OcCHOBHble pexuMbl XT nepBuyHbIX onyxonein LUHC npeacTtaBaeHbl BTabn. 1, 2, 3.

Pexxumel nekapcrBennoii Tepanuu nepeuynbix onyxoneii HC

PekoMeHAyeMble pexunMbl JeKapCTBEHHON Tepanun pasinYHbIX BapnaHToB
nepsuYHbIX onyxonei LUHC npeacTasneHsl B Tabn. 1, 2, 3.

Ta6nuua 1. PekomeHgyeMble pexrMbl JeKapcTBeHHON Tepanuu ravom G -1V

PCV: noMycTuH 90 Mr/m? BHYTPb B 1-i1 AeHb +BUHKPUCTUH 1,5 Mr/m? B/B B 1-4 11 8-11 AHW + npokapbasunH
70 Mr/m? BHYTpb B AHW 8-21-11 AHW, Kaxble 6 Hea.

JlomycTH 110 Mr/m? BHYTPb B 1- fleHb, Kaxable 6 Hea,.

Temo3onomug 150-200 mMr/m? B 1-5-4 AHW, kaxzable 4 Hea,. (5/23)

Temo3onomug (B coctase X/1T) 75 Mr/m? exxeaHeBHO B TeueHue JIT (30 dpakumii no 2 p)

Temozonomung 150 Mr/m? B 1-5-1 gHn + umcnnatuH 80 mr/m? (unu kapbornnatuH AUC 3) B/B B 1-7 AeHb, kaxable 4 Hej,.

Temo3onomug 100 Mr/m? B 1-8-i1 1 15-22-1 AHW, Kaxable 4 Hea. (7/7)

WpuHoTekaH 200 Mr/m? B/B B 1-i 1 15-11 AHK + 6eBaum3ymab 5-10 Mr/kr B/B B 1-11 1 15-1 AHW, Kaxable 4 Hea.

JlomyctuH 90 Mr/m? BHYTpb B 1-1 AeHb + 6eBauym3ymab 5-10 Mr/kr B/B B 1-i1, 15- 11 29-1 AHW, KaxAble 6 Hej,.

JloMycTUH 40 Mr BHYTPb B 1-11, 811, 15-11 1 22-4 AHW + 6eBaumn3ymab 5-10 Mr/kr B/B B 1-i1 1 15-/ AHW
Kaxzable 6 Hej,

BeBauu3ymab 5-10 Mr/Kkr B/B B KaxAble 2 Hej.
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Ta6nuua 2. PekoMmeHAyeMble pexrMbl 1eKapCTBEHHOW Tepanum NepsuYHoOR NMMOOMBbI
roJI0BHOrO MO3ra

MeToTpekcaT 3-8 mr/m? B/B B 1-i AeHb (+ kanbumsa ponuHat 0,5 Mr/kr B/B Kaxzble 6 4acos, HauMHas Yepes

24 yaca noc/ne BBeAEHVS METOTpeKcaTa v Mo KOHTPONIEM CHUXEHWS ero KOHLEHTPaLmy B KPOBK) + fekcameTa-
30H 8 Mr/cyT. B 1-3-/ AHW, KaxXAble 3 HeA.; NPOBOAMUTCS TONLKO B CTALMOHAPHBIX YCNOBUSIX OHKOremaTonornye-
CKOFO OTAENEHUS UK OTABNEHNS XMUOTepanumn

PutyKcrmab 375 Mr/m? B/ B kaxable 3 Hea.

Temozonomug 150-200 Mr/m? B 1-5-4 fiHN Kaxable 4 Hef. + pUTyKcMmab 375 Mr/m? B/ B KaxAble 3 HeA.

Ta6nuua 3. PekoMmeHayeMble pexrMbl 1eKapCTBEHHOW Tepanuu NepBUYHbIX FePMUHOTEHHbIX
onyxonei LIHC, sneHAMMOMbI, Meynn1061acToMbl, MMHeo61acToMbl

LncnnaTtuH 25 Mr/m? B/B B 1-4-ii HW + 3Tono3ng 80 mr/m? B/B B 1-4-4 AHN, Kaxapble 3 Hea.

LuncnnatuH 20 mr/m? B/B B 1-5-1 AHW + 3TOono3ng 80 mr/m? B/B B 1-5-h AHK + npocdammg 1500 mr/m? (+ mecHa)
B/B B 1-1, 3-14, 5-7 AHN, Kax/ble 3-4 HeA,. (B 3aBUCUMOCTY OT NepeHOCUMOCTI)

LucnnatuH 20 mr/m? B/B B 1-4-1i AHW + 3Tono3ung 80 mr/m? B 1-4-4 gHN + Lmknopochammng,
600 Mr/m? B/B B 4-i1 AeHb, Kaxable 4-6 Hej., BCEro 6 LMKN0B neyeHns

4. AJITOPUTMbI JIEYEHUA PANTUMHDIX TPYNN
MEPBUYHBIX OMYXOMEN LIHC

B HacTosiLeM pasgene npeAcTaBieHbl aNropuTMbl BbiIOOpa TakTUKW NeYeHns
B 3aBUCMMOCTM OT HO30/I0FMYECKOM rpynnbl: FManbHble ONyXoan, MeAynnobnacro-
Ma, nepBuyHas numéeoma LIHC, nepBrYHble repMmmnHoOreHHble onyxonun LLIHC, napeH-
XMMaTO3Hble ONYXO0AW WNLWKOBUAHOW Xenesbl (MMHeobaacToMa U NMHeoumnTOMa
C NPOMeXYTOYHOW AnddepeHLMPOBKOI), XOPMONAKaPLMOHOMA 1 Ap.

4.1. Innombl

TpaAVLMNOHHO NOAXOAbI K IEYEHUIO FTMOM B BeAyL X NpodecCnoHanbHbIX
coobLiecTBax B M1upe pacCMaTpuBatoT B 3aBUCUMOCTM OT CTeNeHN 3/10KayYecTBeH-
HOCTW: TNIVOMBbI HU3KOW CTeneHn 3n10KkavyecTBeHHOCTH (G I-I1) U rMMoMbl BbICOKOW
cTeneHu 3nokavectBeHHocTn (G II-1V). Ha Haw B3rnag Takon Noaxos HECKONbKO
ycTapesn, 0CobeHHO C HakonaeHneM 3HaHuin o poau IDH-1,2 MyTaumin B nporHose
N YYBCTBUTENBHOCTU K 1y4eBON N NPOTMBOOMNYXONEBON NeKapCTBEHHOM Tepanuu.
[MONHOCTbLIO MOKa He 0TKa3blBaeMCs OT MPUBbIYHbBIX CXeM, HO CZe/laeM HeKoTopble
BaXHble aKLleHTbl B anropuTmMax Bbibopa fie4ebHO’ TakTUKN.

4.1.1. Tnnomb! uuskoi crenenn 3noxkayecreennoctu (G 1-11)

B HacToslllee BpeMs yCTaHOBMBLUEECHA AeNeHWe FINOM Ha Fpynnbl «HNU3KOM
CTeneHu 310KayecTBEeHHOCTU» G |-Il U «BbICOKOM CTeNeHW 3/10KaYeCTBEHHOCTU»
G llI-1V npeacTaBnseTcs HeakTyanbHbIM B CBA3U C BbiiBneHnem IDH-1,2 myTayuni.
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B AaHHOM pa3gene Mbl IpUBeEAEM aNropuUTMbl 1eveHuns Ans ranom G Il n HekoTopble
0CO6EHHOCTU NOAXOA0B K leveHunto bonee pesknx Mopponornyecknx BapnaHToB
rANOM.

4.1.1.1. Tanrnnornnoma, ranrnnoma, Au3smbpuobnacryeckas Heipoanutennanbhas
onyxonb (HY0) (grade I)

MepeuncaeHHble Ho3oNOrNYecke GopMbl peAKNX FNanbHbIX ONyXoiein ronos-
HOrO MO3ra B KJ1aCCMYeCKOM BapmaHTe ABASIOTCA 406poKayeCcTBEHHbLIMU 1 OTHOCATCA
K onyxonsim G |. OCHOBHbIM UX MPOSBNEHMEM ABAAETCA CYAOPOXHbIN CUHAPOM.
MokasaHo ysaneHne onyxoam (B 4acTu cayyvaes € pesekumelt rmnnokamna uam NHbix
3MNUNENTOreHHbIX CTPYKTYP). AAbIOBAHTHasA Tepanns B C1y4ae pajukaabHOro yaa-
NeHnsa onyxonu He TpebyeTtcsa. CnegyeT OTMETUTb, UTO CyLLeCTBYeT TakXe MOHATHE
«aHannacTnyeckas raHrnvoranoma G lll». JleueHne 3ToM ONyxonm ocyLecTBAATCA
no NpMHUMNam ne4eHns 3/10KkaveCcTBEHHbIX INOM. [JoNONIHNTE/IbHO onpejenseTca
BRAF myTauus (B Cnyyasx BbIBAEHWNA MOXET 6bITb Ha3HayYeHa aHTU-BRAF Tepanus
Ha ocHoBe BemypadeHnba nnm gabpadeHnba, kotopast 3¢pdekTBHA B OTHOLLEHUN
3TUX pejKnx onyxonen).

4.1.1.2. Cy6snenpumaphas rurantokneroynas acrpoyutoma (grade I1)

Yalle BCero SBAAETCA O4HUM U3 NPOABAEHN Tybepo3Horo ckneposa (bones-
HY bypHeBunnsA). Ha MPT npegctaBneHa CONNAHOM OMyX0/bto, PAaCMONOXEHHON
Yalle BCEro B Npoekunm o4HOro Nan 06ounx oTeepCcTnii MOHpPO, rMNOAEHCUBHON
B T1-pexnme n MHTEHCMBHO HakanaMBatoLlen KOHTpacT. Ha KT xapakTepHO Hanu-
yve CUMMeTPUYHbIX KaNbLMHATOB B MPOeKLNN 3puTenbHbIX 6yrpos. CTaHAapToOM
NleYeHns 3TUX ONyxoiei ABNAeTCsA oNTUManbHoe (ToTanbHoe) yaaneHune. bonbHbIM
¢ AndPy3HbIM NOPaxKeHNeM NOKa3aHO NeyYeHne 3BepoNMYCOM.

4.1.1.3. Mneomopduasn kcantoacrpoyutoma (G I1)

MneomopdHasa KcaHToacTpounmToMa Ha MPT — Kak NpaBmao, KNCTO3HAas, XOpo-
IO OTrpaHMYeHHas OoT OKpYy>KatoLlero MO3roBoro BeLecTsa onyxonb, cONNAHas
4YacTb KOTOPO MHTEHCUMBHO HaKamnaMBaeT KOHTPACT U PacnosoXeHa acCuMMeTpuy-
HO OTHOCUTE/IbHO KUCTbI. [OKa3aHo yaaneHne onyxonu. AAbroBaHTHas Tepanusa
B CNy4Yae pajMKaNbHOro ysaneHus onyxonu He Tpebyetcs. CnejyeT ykasaTtb, 4TO
B Knaccmdumkauymto 2016 r. BHeCEHO NOHATME «aHannacTnyeckasd nneomopodHas
KcaHToacTpounToma G lll». JleyeHne 3TO ONYXONM OCYLLECTBASETCHA MO MPUH-
unnam neyeHus 310kayeCcTBeHHbIX oM. JlononHntensHo onpegensetca BRAF
MyTauus (B caydasx BbISBAEHUSA MOXeT 6bITb Ha3HayeHa aHTU-BRAF Tepanus Ha
ocHoBe BeMypadeHunba nnm gabpadeHunba, kotopas 3¢dekTMBHA B OTHOLLEHUN
3TUX PefKNX onyxonei).
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4.1.1.4. Nunoupnas (nunoyurapuas) acrpoyutoma (MA) (G 1)

O6blYUHO BCTpeYaeTCca B 4eTCKOM BO3pacTe My MOOAbIX B3poCabIX. OnTu-
MaJibHbIM METOZOM NIeHeHUs ABNAETCA XUpypruyeckoe yganeHue (Mpm ycnosum
onepabenbHOCTM onyxonun). Oba3aTenbHbIM ABAAETCA BbiNoNHeHWe MPT B no-
cfieonepaymMoHHOM nepunoge AN OLEeHKN pajnKkanbHOCTU onepaynmn. B cnyyae
paANKanbHOro yaaneHns onyxonm 60nbHOMY nokasaHo HabntgeHune. B cnydae
0CTaTO4YHOM onyxonun nokasaHa fIT. CneayeT ykasaTb, YTO 3Ta peAKkas rpynna ony-
Xonerv HepaBHOMepHa: BblAenatoT MA Xxnasmbl U 3pUTeNbHbIX NyTen, MUAOUAHYHO
acTpoUUTOMY CPeAMHHbIX CTPYKTYpP rOIOBHOIO MO3ra (Tafiamyca, CpeiHero mosra
M ApYrnx oTAesioB cTBOJIa Mo3ra) n A Mmo3xeuka. buonornyeckoe nosegeHue MA
He BCerja npeAckasyemMo: HEKOTOpble 13 3TUX ONYyXOe OKa3biBaOTCSA Pe3NCTEHT-
HbIMW K 1eY4eHUNto, NHOTAa HabtogaeTcsa AMcCeMUHaLNA Mo 060104KaM roIOBHOTO
W/ WUnn CNUHHOIO MO3ra.

4.1.1.5. Actpoyntoma u onuropenpgpornuoma (G I1) Gonbwmux nonywapui ronosHoro mosra

MpeponepaunoHHbIN gnarHo3 ranomsl G Il ocHoBaH Ha MPT-npu3Hakax (rumno-
AeHcnBHaA B T1 pexume, runepaeHcnBHas B pexvmax T2 n FLAIR, He Hakanineaer
KOHTPACT) M KAMHNYECKNX NPOSBNEHNAX (ANNTeNbHbIN aHaMHe3, 4acTo — CyAo-
POXHbIA CUHAPOM, MejIeHHOe HapacTaHe CUMMNTOMOB). [l OINTOAEHPOTINOMBI
M ONINr0acTPoLMTOMbI XapakTepPHO Haau4vue kanbLnHaToB Ha KT. MNocneonepaun-
OHHOe nieveHune (JIT, XT) 3aBUCUT OT pagnKanbHOCTU yaaneHuna n ¢akTopos pucka
(puc. 1). Kogeneuunsa 1p/19q v IDH-1,2-myTaumm — NpOrHOCTUYECKN 6AaronpusaTHbIe
dakTopbI.

MakcumansHas L > ®daKTopbl pucka: <1 |—>| HabntopeHve I
pesekuus Bo3pact >40 neT;
pasmepsbl > 6 cM;
MPT-1n OMyxo/b MepPexoAnT 3a
KT-npvisHaku CPEAHIOI NNHNI0
ravomsl G Il HeBPOMOrMyeckuit
Aednuymnt

CTB nnu oTkpbITas

*+ OTCYTCTBUE ONUTOAHAPO-

Guoncus rnM{aanoro KomngHeﬁga il T

cybToTanbHas NT+£XT
pesekums > XT

PucyHok 1. PekomeHayeMblli anropuTt™ nedeHus ravom G Il

B cnyyae nonHom pesekumm onyxonu v Nnpu Hanu4mm He 6onee ogHoro ¢paktTopa
puvcka nokasaHo HabntogeHne: MPT 1 pas B 3-6 mec. v Npy HapacTaHUM CUMNTOMOB
(cm. pa3zgen 6 «<HabntogeHme»). Mpn HeNoNHOM yganeHun/6mnoncmm onyxonm naun
npu Hannumm 6onee ogHoro pakTopa pmcka nokasaHo HasHayeHue JIT n/mnm XT.

MauneHTam Noxunoro Bospacrta (ctapwe 70 feT) C O6WMPHBIMY OMYXOASMU
JIT MOXeT He NPOBOAUTLCA (Ha3HaYaeTCcs MOHOTepPanus TeMo3010MUA0M 5/23).
Bonpoc o HazHaveHUn JIT n XT ocnabneHHbIM NauneHTam (C HU3KUM UHAEKCOM
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KapHOBCKOro U/ nan c npn3HakaMm BHyTpUYepenHOW rmnepTeH3nmn), a Takxe npu
60NbLUOM pacnpoCTPaHEHHOCTM ONYXOAM pellaeTcs MHANBUAYANbHO.

Mocne okoHYaHWA Kypca 1T A0MKHbI 6bITb Ha3HaYeHbl KOHTPOIbHbIe MPT (Yepes
2-4 Hej. nocse okOHYaHMA JIT, a 3aTeM — Kaxable 2-3 MecsLa B TedeHue 2-3 neT).

Peunansbl ravom G Il TpebytoT OLeHKM BO3MOXHOCTV MOBTOPHOMO XUPYpPru-
YeCcKoro neYeHus, a Takxxe MU3MeHeHNs CTeneHn aHanaasunmn (B cayvae NnOBTOPHOW
onepayun — no 6Moncum, AN Ha OCHOBAHWM AaHHbIX MIT/KT c aMMHOKMCNOTaMK).
Mpy NNaHNPOBaAHUM NeYEHUS YUNTLIBAOTCH, Kakne MeToAbl ObII UCNONb30BaHbI
paHee (NPUMEHANUCL N NyYeBas N/ nan xuMmoTepanus, 6bia A1 JOCTUTHY T NOAHbLIN
OTBEeT Ha JIeYeHMe), a TakXe NX MONeKYNAPHO-TreHeTUYeCckuii Npoduib — Hannume
MyTauwnii IDH 1,2, 1p/19q ko-geneymn. NMpu oTCYyTCTBUN MOCAEAHMNX, NCMONBb3YHOTCA
Te Xe pexuMbl 1eYeHns, YTO U Npu peLninBax 3/10Ka4eCTBEHHbIX MIMIOM.

4.1.2. Huskoguddepenuuposannbie rnuombi (rHOMbI BbICOKOIH
crenenn 3nokayecreennocty, G l11-1V)

Mocne Xxnpyprnyeckoro BMeLLlaTeNbCTBa U BepnuduKaLmm guarHo3a actpoumrap-
How ravombl grade I11-1V nokasaHo npogonxeHne neveHns B Buge 1T n XT (puc. 2).
MonekynsipHO-reHeTu4eckMmn pakTopamu, onpesenstowMn NPorHos, ABAAOTCS
IDH-1,2 myTauunu, meTunnpoBaHue reHa MGMT, kogeneuns 1p/19q (Bce — 6naro-
npuATHbIE). ANA NauMeHTOB C IN061acTOMON pexnMom Belbopa nocneonepaum-
OHHOro neveHunsa ansetcs XJ1T c exxegHeBHbIM NPMEMOM TemMo300MuKAa (75 Mr/m?)
(B TeyeHune Bcero kypca JIT — 30 dpakuymin no 2 M'p Ha pakLnto), C NoCAeAYOLNMN
6-10 kypcamu Temo3onomuga 5/23 (cm. pasgen 4).

Mpv NepBOM KOHTPOJe Nocae KOMBUHMpoBaHHOM XJ1T ranomel (B TedeHume 1 mec.
nocsae okoH4YaHUA JIT) MOXHO HabnroAaTb PeHOMEH MCeBAONPOrpeccum: yBenmyeHme
KOHTPaCTUPYyeMOW YaCTy OMYyXOAN NPU OTCYTCTBUM HapacTaHUs HEBPOIOTMYecKnX
CMMNTOMOB Ha doHe cTabunbHbIX f03 TKC. B Takom cnydae pekomeHgoBaH MPT-
KOHTpO/b Yepes 1-3 Mec. (To ecTb Yepes 2-3 mec. nocsie 3asepieHns /1T) c uensio
OKOHYaTeNIbHOWN OLeHKN ANHAMUKUN 60Ne3HN.

Ans nauneHToB C aHan1acTUYeCcKon acTPOLMTOMOM, aHan1acTUYeckom oaunro-
AEHAPOrINOMON BO3MOXHbI BapuMaHTbl nedeHuns: X/1T ¢ Temosonommugom nam NT
(30 dpakymin no 2 Mp Ha dpakunto, 6€3 TeMO30/10MMNAA) C MOCAEAYIOLLNMN Kypcamu
XT (pexxuum PCV nan MoHOoTEpanmusa NOMYyCTUHOM UM TEMO3010MUNAOM) (CM. pasgen
4). MocneaHN NOAX0A peKOMeHAOBaH B ciyvae BbiaBneHns IDH-1,2 myTaunii.
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XT
—>| nnobnactoma —>
Her | _rovosracrowa | (remoonomna)
A
— A
Het myTa-
> unm
E AHannactmueckas IDHT, 2
2| | Parops pucea: || anannactnaeccas
3 + BO3pacr > 70 feT; 3 cTnec
= + cocTosHMe no 2 nneomopHas
S|  wkane KapHos- s KcaHToacTpouuTomMa R
% cKkoro < 50 %; > T >
& + 60/1bLLON 06beM
3 onyxonu
C
e AHannactmyeckas
- XT (H1TpO30-
s 0NIUroAeHApo | kogenewns _ (HUTP!
—> rnmoma, > 1p19q P> Npon3soAHbIe,
aHannacTmyeckas TemM030/10MM1A)
0/MroacTpoumMTOMa
" e ——
| g XT, nananatmsHas
fa >
Tepanus

PUCYHOK 2. ANrOpUTM leYeHINs 3/10KauecTBeHHbIX ravom G lII-IV.

Mpwu BbIABAEHUN KOAeneumn 1p/19q y 601bHbBIX aHaNAaCTUYeCKOW ONNTOAEH-
APOrAMOMOV B MOoCAeonepaunoHHOM Neproje MoryT 6biTb HazHaveHbl kak J1T, Tak
n XT (pexum PCV nnnm moHoTepanua temosonommngom 5/23). B cnyyae nosHoro
oTBeTa Ha xumumoTepanuio JIT MmoxeT 6bITb OTNOXeHa A0 peunamnBa 3aboneBaHus.

MPT c koHTpacTnposa-
®paKUMOHMPOBaHHasA

HueMm Yepes 2-4 Hea.
NT + Temo3010MU4 o
nuo6nactoma rnocne okoH4aHwus T, Peunans
(coBmecTHO
3aTeM - Kaxgble 2-3
M aZblOBaHTHO)
Mecsaua

PucyHok 3. CxeMa XMMNONy4eBOi Tepanum ¢ TeMO30/10MUAOM.

4.1.2.1. Peunpueni 3nokavecrsennbix ruom (G lI-1V)

MeTogamu nedeHns peunanBoB MMNOM ABASIOTCA MOBTOPHOE XMpypruyeckoe
BMeLLaTeNbCTBO, cnctemHas XT, nosTopHasa /1T v nanavatneHasa Tepanus. lNokasaHus
K Ha3HayYeHuto 11060ro N3 3TUX MeTOA0B JIeYeHNS AO/IKHbI 06CYXAaTbCA MYNbTU-
AVCUUNANHAPHO. B HeKOTOpbIX CNydasax MoXeT 6bITb NpeAnoxeHa nosTopHasa 1T
(ecnn c MOMeHTa NpeALwecTBytoLwein JIT npowno He meHee 8 mec.). MNpu HeboNbLLNX
JIOKaNbHbIX peungneax MoryT paccMaTpmeaTbCa pagnoxmpyprmyeckmne MeToankm
nan rmnoppakymoHnposaHHas /T.
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CuMnToMaThyeckas Tepanus
(Npw TAKeNOM 06LLeM COCTOSAHNI)
vnn cuctemHas XT nnam
nannnaTMBHoe XMpypruyeckoe
BMeLLaTeNbCTBO

MHOXecTBEHHbIE oYaru
_>
no AaHHeiM MPT

OntumanbHas
Peunans Pesekuus U + MosTopHas /T -2 MOAAEPXI-
cTepeoTakcmyeckast Barowas
paavoTtepanus / Tepanua
JloKanbHbIN paAnoxmpyprus CncrtemHas XT34
peunans
HepesekTabenbHas + MosTopHasa /1T
onyxonb vnn cuctemHas XT

" Cm. pazden 3.2.

2 Heobxoduma MP-cnekmpockonus, MP-KT nepgy3us, 13T (c MemuoHUHOM) 815 UCKAKYeHUS /Iy4e8020 HeKpo3a,
0c06eHHo, ecaiu uHmMepeas om nepsoli JIT 18 mec.

3 [pu aHanaacmuyeckoli onu200eHOpo2auoMe U aHanaacmuyeckoli onuzoacmpoyumome npednoymumensHa XT.

4 Omeem nocse dgyx nocsedo08amenbHbIX HeapPekmueHsix pexcumos XT ManogeposimeH.

PUCYHOK 4. PekOMeHayeMblIli anropuT™ NeyeHns peLnanBoB 310KaYecTBeHHbIX MNOM.

B kavectBe XT peynanBoB aHaniaCTUYeCKNX acTPOLNTAPHbIX M ONNTOAeHAPO-
ravanbHblx onyxonen G Il nokazaHo HasHa4vyeHVe TeM0O30/ioMUAa (ECAM paHee He
NCNONb30BaACA UK, €C/TN UCMOJIb30BANCS, HO Obl/1 JOCTAaTOYHO ANNTENbHbI — He
MeHee 6 MeC.— KOHTpPOJib 60n1e3HK). HNTpO30Npomn3BoOAHble MOTYT TakXe bbITb
Ha3HayeHbl, €C/IN OHW He MCMONIb30BaNNCb paHee. Mpn onnrogeHiporaome
N aHannacTu4yeCcknx ONUroacTpoLMTOMax CTpaTernsa 3aBUCUT OT UCMONb30BaH-
HOW paHee cxeMbl ledeHNs. B cnyyae npumeHeHns /1T HazHadvaeTca XT PCV; ecnn
ncnone3sosanuck ST n XT PCV, To npegnoydteHne otaaértca XT TeMO3010MUAOM.
B cnyuae nepBuuHon XT c ucnonb3oBaHuem pexuma PCV, npexae Bcero, 40XHa
obcyxgaatbces JIT. Ecnn T He npoBoAnAack, TO NauMeHTaM NoXmnnoro Bo3pacTa,
C OBWNPHBLIM OMYyX0EeBbIM NMOpPaxXeHNeM MOXeT 6bITb NpegnoxeHa Il anHnsa XT
(Hanpumep, Temo3sonomug nocne PCV) (puc. 4).

4.1.3. Tnnomb! cTBONG rONOBHOrO MO3ra

Mpwn y310BbIX pOPMax onyxonei CTBOAA MO3ra, 3K30PUTHOM XapakTepe pocTa,
T. e. npy MP-npr3Hakax NOAHOM NAW YaCTUYHOM OTrPaHUYEHHOCTM OT CTPYKTYpP
CTBONA (Hanpumep, NPy NMNAOUAHON acTPOLIMTOME) MOKa3aHo yAaaneHune onyxoau
(unn oTkpbITaa 6uoncus). [lanee, B 3aBUCMMOCTLN OT TMCTONOTMYECKOrO AMArHo3a,
BO3pacTa v pagnkanbHOCTU yganeHus HaszHadatoTca 1T n/van XT. Npu anddysHom
XapakTepe pocTa onyxoJiei cTeona (Hanpumep, npu AndPy3Hon rmmome mocta —
«ANPDY3HOM MOHTUHHOWM FMOMe») Moka3aHo ncnonb3oBaHue 1T n XT 6e3 o643a-
TenbHoW Bepnudukaymn. NMpm toBEHNAbHbBIX FVIOMaX YeTBEPOXOJAMHOM NAAaCTUHKM
nocne paspeweHns rmgpouedannm ocyLecTBAAETCA perynapHoe KanHu4eckoe
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n MPT-HabntogeHne (B cCiydae NporpeccMpoBaHns onyxonm paccmatpuBaeTcs
Bonpoc 06 yaaneHnn c nocnegytoweii JT).

4.2. dnengumombl

Pesakuve onyxonn, BO3HMKaKLWMeE U3 3NeHANMbI TOIOBHOTO MO3ra (Yalle pacno-
naratoTcs B npeAenax xXenyf0ukoBOn CUCTEMbI, peXe — 3KCTPAaBEHTPUKYNAPHO) UAKn
CMUHHOIO MO3ra, NPMMepPHO OAMHAaKOBO YacTo BCTpeYatoTca y AeTell U B3POC/bIX.
Mpubnn3nTensHO B NoNoBUHe ciydaeB Ha KT 1 MPT BbIABASOTCA NPU3HAKM MEKNX
KanbLMHATOB. XOPOLLO HaKanJnBarwT KOHTPacTHOe BeLecTBo, Yalle — HeroMmo-
reHHo. Mo knaccndpumkauymm BO3 2016 r. BoigenstoT aneHagumomy (G Il) n aHanna-
cTnyeckyto asneHgnumomy (G IlI).

BegyLyto ponb B 1e4eHUN 3NeHAMMOMbI UTPaeT Xupypruyeckoe yganeHue ony-
XONIX, MO3TOMY MPU BbINOAHEHUN ONepaunmn cejyeTt CTPeMUTLCA K MakCMManbHOM
pesekuun onyxonu. Npu ycTaHOBAEHNN TMCTONOrMYECKOro AMarHo3a sneHAnmMo-
Mbl WX @aHanaacTU4eCcKon aneHANMOMbI MokasaHo nposejeHne MPT ronosHoro
M CMUHHOTO MO3ra C KOHTPACTMPOBaHMEM (C Lesibio onpejeneHns pagnkanbHoCTn
onepauun 1 BbiIABAEHNS BO3MOXHbIX CybapaxHouAanbHbIX MeTacTa3oB) U nccne-
AOBaHMe CMUHHOMO3rOBOM XUAKOCTN Ha ONyX0oaeBble KAeTKN.

PaavkansH HN
— AANKANBHOE yAANEHNE, Ha6noaeHve
HeT MeTacTasoB
MPT
§ C rafioNIHVem > PaavikansHoe yaaneHwue, > o
I roN0BHOrO eCTb MeTacTasbl KpaHuo- = + Onepauys
b 1 CIUHHOrO cnHanbHoe = N
> | < ] +XT
S( mos3ra: obnyyeHve = 0T
= aneHAMMOMa > HepagukaneHoe yaaneHue, > + 6ycT w
> G-I eCTb MeTacTasbl &
> HepaavikanbHoe yaaneHve, > BycT (nokanbHas >
HeT MeTacTas3oB nm _—

PucyHok 5. PekomeHayemasi cxema sieueHns sreHAnMom.

B cnyyae BbINONHEHWS MaKCMManbHOM pe3ekLnm 3NeHAMOMbl peKOMeH0BaHO
HabngeHVe (MpY OTCYTCTBUW NMPU3HAKOB MeTacTa3vpoBaHUA B BUAE HAaNNYUS
KJ1€TOK OMyXO0Nn B IMKBOPE UAN CMNHaNbHbIX MeTacTa3oB Ha MPT cnMHHOTO MO3-
ra c KOHTpacToMm). MpM HEBO3MOXHOCTWN pajunKanbHOW onepauun Nau Hann4ymum
pe3nayanbHOM OMyXoAn Nocae XUPYPruyeckoro BMellaTebCTBa afbloBaHTHbIM
MeToA0M neveHns anseTca JIT, 06 bEM KOTOpOM onpeaenaeTcs pagnkanbHOCTbIO
onepauun 1 BbISBIEHHOM PAacNpPOCTPAHEHHOCTLIO Onyxoaun. XT MOXeT NCNoNb30-
BaTbCHA B C/lydasax peunamsa sneHANMoMbl (puc. 5).
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Onyxonb +XT
pesekTa6enbHa —>| Pesekuws onyxonu |—> £XT!

A

PeunanBs B ronoBHOM 1/ nnu
CMVHHOM Mo3re

Onyxonb
He pe3sekTabenbHa

T 06vém JIT 3asucum om 06véma npedwecmeyroweli JIT, pacnpocmMpaHEHHOCMU ONyX0AU U 8peMeHU, hpoweo-
wezo ¢ MOMeHma npedwiecmeosaswieli JIT.

PI/ICyHOK 6. PeKOMeHAyeMbII?I a/irfopUTM neveHna peungmea sneH4MMOMbl.

KoHTponbHble o6cnegosaHnsa (MPT c KOHTpacTUpOBaHMEM U KIMHNYeCKoe 06-
ciejoBaHMe) OCyLLEeCTBAAOTCSA He pexe 1 pa3a B 3 MeC. Ha NPOTAXEeHNN NepBoro
roga HabnogeHns, 3aTeM, MpU OTCYTCTBUU AaHHbIX 3@ MpOrpeccMpoBaHne,— He
pexe 1 pa3a B 6 mec. B ciiyyae nporpeccnpoBaHus B BUAE CONUTAPHOro ovara
paccMaTprMBaeTCa BOMPOC O MOBTOPHOM onepauunmn nauv, npu HeboabLlX pasmepax
peuninBea, o pajnoxXnpyprnyeckomMm nevyeHun (punc. 6).

4.3. Nepeuynas numdoma LIHC

OTHOoCUTenbHO pegkasa onyxonb LUIHC (5-7 % Bcex nepBuyHbIX onyxonen LHC),
OTHOCALLAACH, COrTaCHO OHKOremMaToNorM4yeckMm Knaccudmukaumnam, K pegkmm
bopMaM HEXOAXKKNHCKNX SKCTPaHOAaNbHbIX TnmpoM. Mopdonornyeckn 6onee yem
B 90% cnyyaeB npeacTaBneHa gndPysHon B-knetouHoli naMMdoMo, HO BCTpeYa-
IOTCS MPaKTMNYeCcKy BCe ONMUCaHHble GOPMbl HEXOAXKKUHCKUX TnMpom (T-kneTou-
Has, BHYTPMCOCYAMCTaa KpynHokaeTtouHasa, MALT-nmmdpoma TBepAO MO3roBoi
060/104KM 1 4p.).

AnarHos
NMMPOMbI
NOATBEPXAEH
HE
KT n/ v PEKOMEHZYETCS CTB v/ vaun
MPT N HA3HAYATb | | vccnesosanme nukeopa o Brioncus
npeanonara- rIIOKOKOPTUKO- (ecnmn 6e3onacHo), 7| HeuHdpopmaTvBHa
0T IMMbomy cTepounabl nccnefoBaHuve rnas
A0 6uoncmun
[Jpyras onyxosb
LHC

PrcyHoOK 7. PekomMeHAyeMblil anroputMm AMarHoCTUKN NepBuYHON anmeomsl LIHC.

Pasznnuatot aMmpomel LUHC y MMMYHOKOMMeTeHTHbIX nauneHTos 1 BUY-acco-
UMnMpoBaHHbie NMMPOMbI. Y 15-20% 60bHbBIX C NepBUYHbIMU NMPomMamu LIHC
BbISIB/IAETCA MOPaXeHne OMyXxonbto CTEKNOBUAHOrO Tena rnasa. Metogom Belbopa
BYCTaHoBeHUU gnarHosa anmeomsl LUHC ansetca CTh. MpsMas onepauyms C Lienbio
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BepudumKaLmnmn fnarH0o3a BbIMOJHAETCA MPU N0KaNN3aLMM OMYXOAN B ONAaCHbIX ANS
BbiNnoNHeHNA CTh obnacTsix Mo3ra (HanprMep, MOCTO-MO3XeYKOBbIM Yyron, YeTBép-
ThI XXenyao4yek, He60oNbLIas ONyX0oAb B MPOEKLNN TPeTbero Xenygouka u 1. n.) uan
C Lenblo paspeLleHns yrpoxatroLmX XN3Hm COCTOAHMN, 06yCNOBNEHHbIX 601bLINM
06BEMOM onyxonu (puc. 7). Mocne ycTaHOBNEHNSA AnarHosa «nepsuyHas ammooma
LUHC» 60n1bHO f0XEH 6bITb HAaNPaB/ieH B OHKOreMaTo10rMYecknii ctaumoHap Ans
npoAoAXeHNsa neveHns. Mpu obLemM cOCTOAHUM Mo Wkane KapHoeckoro > 50%, co-
XpaHHOM QYyHKLMN NeveHn 1 noYvek, BO3pacTe He cTaplue 65 neT MeTo40M Bbibopa
agnsertcsa XT Ha OCHOBe BbICOKOAO3HOro MmetoTpekcarta (3-8 r/m?, cm. pasgen 3.3).
[laHHOe neyeHVie BO3MOXHO TONbKO B yCNOBUAX FreMaTONOrM4eCcKoro nim xmMmoTe-
paneBTUYECKOro CTauoHapa, pacnojiaratoliero BO3MOXHOCTbIO KOHTPOIMPOBaTh
ypOBeHb MeTOTpeKkcaTa B KpoBu (puc. 8). BapnaHToM NpoBeeHNSA BbICOKOAO03HOM
XT cMeTOTpeKkcaToM ABAAeTCA BHyTpMuaptepmrasbHasa XT Cc BpeMeHHbIM OTKPpbITUEM
remaTosHuedpanmyeckoro bapbepa. Y naumMeHTOB MONOAOro Bo3pacTta (4o 50 ner)
AOJIXeH paccMaTpmMBaTbCA MeTOA BbICOKOA03HOM XT (Ha OCHOBe MeTOTpekcaTa)
C nepecasikoi CTBONOBbLIX KJIeTOK KPOBW. B cnyyae nonHol pemuccum 3abone-
BaHWSA, COXpPaHsAOLWelca B TedyeHNe roga oT MOMeHTa Bepudmnkaumm narHosa,
nauMeHT MOXeT 6bITb OCTaB/IeH No4 HabatogeHeM. B cnyyae HemoaHOro oTeeTa
nokasaHa J1T Bcero ronoBHOro mo3sra B go3e 36 'p (20 ¢pakyunin no 1,8 I'p) c nocne-
Ayowmm nposegeHneM MPT ronosbl € B/B KOHTPacTUPOBaHUEM M NpU HeEObXoau-
MocTn — fobaBneHnem 6ycta Ao CO/J 45 Ip Ha COXpaHALWMNIACA o4ar HakonaeHns
KOHTpacTHOro BewecTsa. MNpn nnMmpome rna3a Noka3aHoO AOMOJMHEHNE NeYeHNs
WHTPaBUTpUanbHbIM BBejeHem MeToTpekcata n/van JIT nopaxEHHOro rnasHoro
a6noka (20 ¢pakunii no 1,8 Ip).

Mpw peynpmnBax numpomsl LIHC peleHre o meToze neyeHNs NpUHMMaeTCsa NC-
XOAA N3 HECKONbKNX MapaMeTpOB: BpeMeHN C MOMEHTa NepBUYHON BepudukaLmnu,
NPOAO/IKNTENBHOCTN PEMUCCUN, 06LLEero COCTOAHNA 60IbHOI0, PacNPOCTPaHEH-
HOCTU OMYXO/IM Ha MOMEHT peuunamsa (puc. 9).
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O6nepoBaHue: NeueHwue:
* nccneaoBaHvie CnnH- * XT Ha OCHOBe BbICOKMX /103
HOMO3roBOVi X1AKO- MeToTpekcaTa (B yC/10BUsX
cTv (NpnbesonacHo- OHKOremartosiorn4eckoro
CTV Npoueaypbl) + Obuiee CTaunoHapa)
* nccnesoBaHvie rnas cocTosiHue + OueHka 3¢pdekTa:
* aHanu3 KpoBW Ha no wkane — MONHbIA 3$deKT;
B4 L > | KapHoBsckoro "~ — peLueHre Bonpoca o BbICO-
* R-rpadus opraHos >60 % KoA03Ho XT ¢ nepecaakoi
rpyAHOW KneTku * KnupeHc CTBO/IOBbIX KNETOK UK
* KAVHWUYECKUIA 1 KpeaTuHWHa - NoAAepXuBaroLLas Tepanus
JvarHos 6roXMMMYecKunia >50 M/ MUH (pUTyKCMab + Temo30-
AUMbOMBI 5 aHanusbl Kposu nomm,u,)v
LIHC nog- + KT opraHoB — HenosHbI 3¢pdexT nm
TBEPXKAEH 6ptoLLHOl nonocty nporpeccuposaHue: 1T Bcero
+ OpraHoB rpyaHon ro/10BHOro Mo3ra
KNneTKu.
AnbTepHaTMBbI:
« M3T/KT Bcero Tena + ObLee
* MPT c anddysHo- cocroaHne T BCero roNoBHOro Mo3ra
B3BelleHHbIM |/|306pa- no wkane
XeHuem Bcero Tena L 5| KapHosckoro
* NPV NOAO3PEHUN Ha <60 %
CUCTEMHBIV xapakTep * KnupeHc JlekapcTBeHHas Tepanus
3aboneBaHys — nyHK- KpeaTtnHvHa (PUTYKCUMA6 + TeM030/10MMA)
LMA KOCTHOrO MO3ra. <50 mn/mMuH
OTMEHUTb FTFOKOKOPTUKO-
Jo 6roncun ncnone-
CTepovAbl, NPV BO3HNKHO-
30Ba/ICb MOKOKOP- >
THKoCTEpOASI BEHWW HOBbIX 0YaKOB —
nostoputk CTb
Bvioncusa
HenHdop-
MaTVBHa
[ NOKOKOPTUKO- MosTopuUTb CTB 1/ NCKNOUNTL
crepoujpl —-| VHble onyxonesble 1 Heonyxonesble
He NpyMeHANncb 3aboneBaHus

PucyHok 8. PekomeHayeMblli anroputm neyeHns nepsuyHoi numeomsl LIHC.

MonHbIn 3¢pdexT > “Bo3o6HoBneHne XT

*PaHee npoBoau- AOCTUTHYT Ha 0OCHOBE MeToTpeKkcaTa
nack XT Ha ocHoBe
BbICOKUX 403 METO-

TpekcaTa o
Peunans P MosHbiit oTeeT 1T Bcero ronoBHOro Mo3sra
nepBMYHON He AOCTUTHYT

NMMbOMBI

LIHC

*PaHee npoBoau-
nack XT Ha ocHoBe

> |
BbICOKUX 403 METO-
TpekcaTa

XT Ha ocHOBe MeToTpeKkcaTta UNn anb-
TepHaTUBHbIE PEXUMbI, Hanpumep,
TEMO30/10MUA + PUTYKCUMa6

PUcyHOK 9. PekoMeHayeMblli anropuT™m nedeHns peumavea nepsn4Hon numeomsl LIHC.
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4.4. TNepsuyHble repmuHorentbie (repMHHATHBHO-KNETOYHbIE)
onyxonu L|HC

Peakas rpynna nepBuyHbIx onyxonein LLHC (0,9% Bcex mepBUYHbBIX OMyXonei
LHC), BcTpeyaeTca B OCHOBHOM B JeTCKOM 1 MOJIOA0OM BO3pacTe (MeAnaHa Bo3pa-
CTa Ha MOMEHT yCTaHOB/IeHUA AnarHo3a — npumepHo 17 neT), npeobnagaeTy nuy,
MY>CKOro noJia (B COOTHOLWEeHUN M/X 7:1). TcTonornyeckn Bce pasHOBUAHOCTHN
3TUX onyxonen NAEHTUYHbI aHANOrMYHbIM CEMUHOMHBLIM 1 HECEMWUHOMHBIM Ory-
XOJIIM AAYKa U ANYHMKA.

B cooTBeTcTBUM ¢ Mopdonornyeckont knaccnpukaumnen BO3 onyxonennt LHC
2016 . BbIAENAIOT Cnejyowme Moppoaornyeckmne TUMnbl NepBUYHbLIX FepMUHATUB-
HO-KNeToUHbIX onyxonen LIHC:

*  repMuUHOMa;
*  3MbpuoHanbHas KapuuHoMma;
*  OMYyXOJb XeNTOYHOro MelLlKa;
*  XOpUOKapLMUHOMA;
+ TepaToma:

- 3penas;

- Hespenas;

- TepaToMa CO 3n10Ka4YecTBeHHON TpaHchopmaLymeld;
*  CMelaHHble FepMUHATUBHO-K/IeTOYHbIe OMYyXON.

Camoli yacTo nokanmsaumen NnepBUYHbLIX FePMUHATUBHO-K/IETOYHbLIX ONYyXo/en
LHC aBnseTcs nnHeanbHas 061acTh, YTO 06yC/IOBNMBAET ABE TUMUYHbIE TPYNIbI
CYMNTOMOB: OKKJ/IIO3VOHHO-TUApoLedanbHbIli CUHAPOM W FasojBuUratenbHoele
HapylweHus. Mo KANHNYeCcKoMy TedeHunto, opmupytoLLeMy NOAXOAbI K NeYeHUIo,
pa3fensrT repMUHOMY (MCMONb3yeTCsa TakxXe TePMUH «4nctas repmmHoma» LIHC)
N HerepMnUHOreHHble repMNUHaTUBHO-KETOUYHbIe ONyXoau. [T0CKONbKY HerepMmnHo-
reHHble repMMHaATUBHO-KAeTOYHbIe onyxoan LIHC xapakTepu3ytoTcsa NoBbILEeHNneM
B MJiazMe KPOBUM OMyxoneBblix Mapképos (APM n/unnmn B-Xr4), npn nogospeHnm Ha
AaHHble OMyxonun o6s3aTeNbHO BbIMOMIHEHNE aHANN30B KPOBW Ha faHHble Mapkeé-
pbl. Bonee Toro, Npu BbIABAEHUN KNUHUYECKN 3HAYMMOT0 NOBbILLEHWA OA4HOTO NN
06ounx mapképos (XI'Y — 6onee 5 Hepm, APT — 60nee 2 HOPM) 1eYeHMe HaunHaT
6e3 rucronornyeckor sepmupukaumnm onyxonm ¢ XT. Mpn HOpManbHbIX YPOBHAX
MapKEépoB rnokasaHa sepudumkaums gmarHosa.

4.4.1. Nepeuynas («yucrasn») repmunoma LIHC

CoBpeMeHHbI MoAX0A K leveHunto 3akntovaetca B XT € UCNONb30BaHWeM pe-
XunMa EP (umncnnaTuH + 3Tonosmg) (cm. pasgen 3.3) c nocaeAyoLWmmM obayyeHem
XeNyjo4KOBOW CMCTeMbI FTOI0BHOMO Mo3ra CO/Jl 24 p (Mpw OTCYTCTBUM AaHHbIX 3@
MeTacTasvMpoBaHue No 060104YKaM CMMHHOTO Mo3ra). MNopaxeHne xnasManbHo-
ceNsipHON 06nacTn TpebyeT BbIMOIHEHNSA aHaIM30B KPOBM Ha FOPMOHbI rMnodursa
Ha BCex 3Tarnax Jle4eHuns € yyacTveM 3HAOKPMHOOra (Nyylle — Helpo3HAOKPU-
Honora). KpaTtkuii anropnTm nevyeHuns 60bHbIX C NepBUYHON repMmmnHomMol LIHC:
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* pAoonepaunoHHOe obcnejoBaHMe:
- MPT ronoBHOro 1 CMMHHONO MO3ra C KOHTpacTUpoOBaHMeEM;
- KpOBb Ha onyxonesble Mapképbl (AP, B-XIY) — A40NXKHbI 6bITE B Npegenax
HOPMbI;
- obcnepoBaHue y HeBponora, odTanbMonora, SHAOKPUHONOTa;

+  CTBwuannpamasa buoncms ana sepudumkaumm guarHosa (Npm Heo6xXoAMMOCTN —
pelleHVe BONPOCa O INKBOPOLUYHTUPYOLLEe onepaumnnm);

*  XT nocxeme EP (uncnnatuH + 3To0N0314) — Kaxable 21 AeHb;

- rocnae 2 uMKA0B — KOHTpoJibHas MPT ronoBHOro M CMMHHOMO MO3ra € KOH-
TpacTupoBaHuewm;

- nocne 4 ynkNoB — NOBTOPHbIV KOHTPOAbL: MPT roN0BHOIO M CMWHHOTO MO3Ta
C KOHTpPacTMpOBaHMEM; MPU MOJHOM UAWN «MOYTK NOAHOM» 3bdekTe — NIT
B 0OH6BEME 06/1yUeHNs BCeN XeNys0UKOBOM cucTeMbl (40 ypoBHS C2 LWeliHOro
nossoHka): PO 1,8-2,0 p, CO/l 24 Ip; B cnyvae NOAO3PEHNA Ha OCTAaTOUHYIO
0MNyXxoNb (BeposiTHee BCero — 3penyto tepaTtomy) 4o JIT pelaeTcs BONpocC
06 yaaneHuu;

*  KOHTponbHas MPT ronoBHOro 1 CMHHOIO MO3ra KaxJble 3 Mec. B Te4eHune
nepBoro roga HabntoaeHNsa, 3aTeM — KaxAable 6 Mec. B Te4eHue 2-ro n 3-ro
rogoB HabnwAeHWs, 3aTeM — 1 pa3 B roj AW Npu BeISBAEHUW HEBPOOTrnye-
CKMX CUMMATOMOB.

SddeKkTMBHOCTb Takoro neveHuns gocturaet 90% ana 5-neTHeit u 10-neTHel
6e3peunANBHON BbIXXKMBAEMOCTH, MO3TOMY Yy epTUAbHbBIX NaLMeHTOB MYXCKOro
nosa A0 Havana NeyeHns LenecoobpasHo peLleHre BONpoca 0 KpMOKOHCepBaLmm
criepMmel.

4.4.2. NepBuyHbie HerepMUHOTeHHbIE FepMUHATHBHO-KNeTouHble onyxonu L{HC

370 ewé 6onee peakasn, yem nepsmyHas repmmHoma LUHC, rpynna onyxonei,
HeoAHOpOAHas No cnekTpy Mopdonornyeckmnx popm (3Mb6pmMoHanbHas KapumHoma,
OMyXO0Jib XeNTOYHOro MeLlKa, XopnokapumHomMma, TepatomMa (Hespenas, TepaTomMa
CO 3/10KaYeCTBEeHHON TpaHchopmaLmeit)), c MeHee 61aronpUSTHBIM NO CPaBHEHNIO
C «4NCTON» FrEPMUHOMON MPOrHO30M.

KpaTkuii anroputm nedeHmnsa 60abHbIX C NePBUYHLIMUA HETEPMUHOTEHHbLIMN
repMMHaATUBHO-KAETOYHbIMKY onyxonamu LLIHC:

+ pAoonepaunoHHoe obcnejoBaHMe:
- MPT ronoBHOro v CNMMHHOro MO3ra C KOHTPacTUpoBaHueM;
- KpOBb Ha onyxonesble Mapképbl (ADM, B-XIY) — Kak NpaBuao, MOBbILIEHbI;
- obcnegoBaHme y HeBponora, odTanbmMonora, sSHA0KPUHONOTa;
+  XT no cxeme «ymcnnatuH + nbochamumg + aTonosna» kaxaole 21 geHb;
- rnocnae 2 uMKI0oB — KOHTpoJibHad MPT ronoBHOro M CMMHHOIO MO3ra € KOH-
TpacTMpoBaHMeEM, KOHTPONb ONYX0/eBbIX MapKépPoB;
- nocsae4 unkaoB — NOBTOPHbLINA KOHTPOAL: MPT roN0OBHOIO 1 CMMHHOMO MO3-
ra c KOHTpacTUpPOBaHMEM, KOHTPO/Ib ONYX0NeBbIX MAPKEPOB; NPU MOJTHOM
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WAV MOYTU NONHOM oTBeTe- /1T BObbEME KPaHNOCMNHANBLHOIO 061yYeHNs:
POA 1,8-2,0 p, COA 36 'p; B cnyyae NOAO3PEHNS HA OCTAaTOUHYHO ONYXO0Jib
(BepoATHee BCero — oAHy U3 pa3HOBUAHOCTel TepaToMbl) — A0 /1T Heo6-
XOANMO 06CYyANTL BONPOC 06 yaaneHuu;

*  KOHTposbHass MPT roloBHOro 1 CNMHHOIO MO3ra KaXJble 3 Mec. (+ KOHTPOJb
0oMyxoneBblX MAapKEPOB) B TeHeHMe NepBbiX 2 NeT HabAeHNA, 3aTeM — KaX-
Able 6 Mec. B TedeHMe 3-ro n 4-ro rogoB HabntogeHns, 3aTeM — 1 pa3 Brog nnu
npw BbIABAEHUW HEBPONOTNYECKNX CUMNTOMOB.

5-neTHAs 6e3peynANBHaN BbIXXMBAaeMOCTb MPU TakoOM pexmnmMme neyeHuns co-
cTaBnset 60-70%.

4.5. Megynnobnacroma

DTO 3n10KaYecTBEHHAsA OMYyXOJ/b MO3Xeuka, Yalle BCTpeyaloLwasnca y geTel
(camaq yacTas 3n0kayecTBeHHasa onyxonb LUIHC y geTei), n peako — y B3poC/iblX
(06bI4HO B MONOAOM BO3pacTe, HO OMMCaHbl ClydYan MeAynno6a1acTombl y AnL, cTap-
we 60 net). CyyeToMm loKaNIM3aLLMM ONYXOAUN B Pa3/INUHBLIX CTPYKTYpax MO3XeukKa,
HepejKko c BoBaeyeHueMm IV-ro xenygouka n nHGMAbTpaLnel cTBoAa FOIOBHOIO
MO3ra, TUNMUYHbIMU NPOSABAEHNAMU 6ONE3HU ABNAKOTCA TMNEePTEH3NOHHO-TUAPO-
uedanbHbIi CUHAPOM, HapyLLEHNSA BECTUBYNAPHbBIX GYHKLMIA 1 KoOpAnHaLun. Bo
BCEX CUTyaLMsax NokKasaHo yaaneHne onyxonun. PagnkanbHoe yjaneHmne onyxonm
COMPSAXEHO C yayylleHnem nporHosa zabonesaHns. lanbHelillee neveHrie Meayn-
no6nacTombl 3aBMCUT OT BO3pacTa NauymeHTa (AeTn MaagLue 3-x neT, jeTu cTaplle
3-x net, B3pocnble — cTapwe 16 neT), pacnpoCcTPaHEHHOCTN ONYXONn, NPU3HaKOB
AMcCCceMUHALNM NO 060104KaM FrO1I0BHOMO U/ UAK CMMHHOTO MO3ra, 0cobeHHoCTeln
MOJIeKYNSAPHO-TeHeTU4YeckKoro npoduasa. Mbl paccMOTPUM CTpaTeruio ieyeHuns
B3POC/bIX MaLMeHTOB C MeAyn1061acTOMON.

Mpn nogo3peHnn Ha MeAyNnnob6aacToMy NO KANMHUKO-PEHTIeHONOrMYeCKnM
npu3Hakam 60/bHOMY NOKa3aHo BbliMoAHeHe MPT BCero ronoBHOIO Y CAUHHOIO
MO3ra C KOHTPacToM eLle Ha JoonepaymMoHHoM 3Tane (puc. 9). Ecam fo onepayun
MPT cnnMHHOro Mo3ra He BbIMONHANOCL, TO ero 0653aTelbHO CnejyeT BbINOAHUTb
B ocsieonepaLMoHHOM nepunoje npun noarotoske K /1T, Takxxe BbINONHAETCA aHaNn3
NIVKBOpa Ha onyxonesble kneTku. JIT nposogntcs B pexume KCO ¢ POA 1,8-2,0 I'p
n COJA 35 Ip c gononHUTeNbHbI BYCTOM Ha noxe onyxoan go 55 p. Bo Bpema /1T
HeobXoAMM KOHTPO/Ib 06LLero aHaan3a KpoBM M3-3a pUCKa reMaTo1orn4yeckom
TOKCMYHOCTU. C LeN1blo BOCCTAHOBJIEHWS KOCTHOMO MO3ra Mo oKoHYaHum JIT HyXeH
nepepbiB B e4eHNn B 4-6 Hegenb 40 Havana XT. B 3ToT nepepbiB BbINOIHAETCSA
KOHTpoabHaa MPT ronoBHOro (1 MO NOKa3aHUAM — CIIMHHOMO MO3ra nNpwu BbifiBIe-
HWN o4aroBs B CMMHHOM Mo3re nepeg J1T).
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KnuHunueckne n MP-npusHakun
MeZynnobnacTombl
(MK NHeo6nacToMbI

XUMUNOTEPAMNA
LivctnnatuH, 3Tonosuna,
umknopocpaH — 4-6 LyKnoB

v

A

MPT ronosHoro n cnMHHOro
MO3ra C KOHTpacToM

MPT ronoBHoro v cNMHHOro
MO3ra C KOHTPacToM

v

*

YaaneHue onyxonu

JTYYEBAS TEPAMUS
KCO 35Tp + 6ycT o 55 p

HABNHOAEHUE
MPT ronosHoro v cnMHHOro
MO3ra C KOHTPacToM:

Mpu NO — kaxable 4 mec.
1--2-11 roabl, 3aTeM Kaxaple
6 Mec. 3--4-ii rogbl,
3aTeM eXeroAHo.

Mpu ocTaTo4HoR onyxonm —
Kaxable 3-4 mecaya + MN3T /KT

+Bnw C MeTVOHUHOM (1 pa3 B 6 mMec.)

* * Ha GpOoHe Npojo/KatoLLerocs
nevyeHumsa

MPT ronoBHOro (1 CNMHHOIO, €C/IN He CAeNaHo paHee) Mo3ra
C KOHTpacToM. JINKBOP Ha OMyxoJieBble KNeTKn

BILL — eeHmpuKynonepumoHeaneHslli wyHm, KCO — kpaHuocnuHansHoe 0bay4eHue, [10 — nosHeIlG omeem

PucyHok 9. PekoMeHzyeMblIli anropyrTM 06cie0BaHUs 1 IedeHnst Medynno61acToMbl
1 NMHe061acTOMbI Y B3POC/bIX.

XT NpoBOANTCHA MO CXeMe «UNCANaTUH + 3Tono3na + umknopochammg» (cm.
Tabn. 3 pasgena 3), kaxable 4-6 Hegenb (B 3aBUCMMOCTU OT reMaToNOrM4YeCckomn
TOKCUYHOCTU), BCETO 4-6 LUNKIOB C KOHTPOSbHBIMU MPT rofioBHOTo 1 CMMHHOTO
Mo3ra nocne 3-x U 6-T1 KypcoB ie4eHuns. B cnyyae NonHOro KOHTpons 60ne3Hu,
pekomMeHA0BaHO HabtogeHMe C KOHTPOAbLHOK MPT rofoBHOIO Mo3ra € KOHTPacToOM
Kaxgble 3 mecsaua (+CMMHHOIO MO3ra Kax/ble 6 MecsLeB) B Te4eHMe NepBbIX 2 1eT,
3aTeM Kaxable 6 mecsiLeB 3-i 1 4-11 roAbl, 3aTeM exerogHo. B cnyyae octatouHom
onyxonu BelnonHaeTtca M3T/KT ¢ METUOHNHOM (MU C TUPO3UHOM) N MPOAOXAETCSH
neyeHne Cc U3MeHeHneM cxembl XT nan c ncnonbsoBaHvem /1T B pexnmax pagmno-
XUPYPTrUn NAN TUNOPPaKLNOHNPOBAHUS.

4.6. 3nokavecrBeHHble onyxoinu NUHEanbHOM JKenesbl

Onyxonun nuHeanbHoM xenesbl (OMX) — pegkme onyxonm, BO3HUKaKLWMe N3
napeHxuMbl WNWKOBUAHOro Tena. CornacHo knaccudukauymm BO3 2016 r., Boige-
nawTca cneayrowme OMX:

*  nuHeouutoma (G )

*  apeHXMMaTo3Has ONyXOo/b LUMLIKOBUAHOM Xefe3bl NPOMexXyTouHol andde-
peHuuposkn (G I1-111)

*  nuHeobnactoma (G V)

*  nanuAnapHas onyxonab NuHeanbHoW obnacTu (G II-111).

OCHOBHbLIMU KMHUYECKUMU NposBaeHUsaMN OMXK SBNSETCH OKKNH3NOHHO-TA-
pouedanbHbI CUHAPOM M FNa3oABuraTenbHble HapyLleHus. NMinHeounTomMa — A06po-
KauyeCTBEHHas OMyxo/b, TpebyeT TONbKO XMPYPrvyeckoro yaaneHus. NMuHeoyntoma
C MPOMEeXYTO4YHON AnddepeHUNPOBKON N NMHeo6aacTOMa — 3/10KayecTBEeHHbIe
OMyXO0/u, CKJOHHbIE K AUCCeMUHAUMK Mo cybapaxHOUAANbHBIM NMPOCTPAHCTBAM
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N MO3TOMY, Kak U Npu megynnobnactome, TpebyroLme BolINMONHEHNA KOHTPACTHOM
MPT BCcero ronoBHoro v Bcero CMMHHOrro Mo3ra.

TakTUKa nevyeHUs CXoxXa C TaKOBOW ANS Megynnobnactomsbl (CM. pasgen 4.5).
Y naymeHTOB C MMHEOLMTOMOM C MPOMEXYTOUHON AndPepeHLNPOBKON A0NYCTUN-
MO He MPOBOANTb 061yYeHNs BCEro ANMHHMKA CMMHHOTO MO3ra Npu OTCYyTCTBUM
NPU3HAKOB ANCCEMUHALMM ONMYXOaAM NO cybapaxHOUAaabHbIM MPOCTPAHCTBaM.
Y ocnabneHHbIX NaLMeHTOB CO 3/10KkadyecTBeHHbIMU OMNX neveHne MOXeT BbITb
HauaTo € 2-4 kypcoB XT c nocnegytoLlen KOHTPOAbLHOM MPT ronoBHOMO 1 CMUHHOTO
MoO3ra v nnaHnposaHuem JT.

5. CONMPOBOAUTENBHASA TEPANUA

C nepBbIX NPOSIBNEHN 3a60N1eBaHNS 1 HA MPOTAXEHWM NPaKTUYECKN BCErO
Kypca neveHus naymeHTsl ¢ onyxonsmu LLHC HyxaatoTca B Toli MAn MHOI conpo-
BOAVTENbHOI Tepanuu, B 3aBUCUMOCTU OT CUMMTOMOB NpPOSB/eHNsA 60/1e3HN —
CUHAPOM BHYTPUYEpPEenHOW rmnepTeH3nm, Haanyme NPU3HaKkoB yrpo3bl BKANHEHNS
rONIOBHOMO MO3ra, CYyJ0POXHBbI CUHAPOM, Liepanrus, SHAOKPUHHbBIE U INEKTPOANT-
Hble HapyLUeHWsa 1 T. 4.

5.1. Koprukoctepouphas n perngparayuonsas repanus

OCHOBHbIMW NPOTUBOOTEYHbIMYM NpenapaTaMn y 60bHbIX ¢ onyxonamu LHC
anatoTca NKC (AekcaMmeTasoH, NpeAHN30/10H, coNtoMeApo 1 Ap.). OHM Noka3aHsbl
npu HapacTatoLemMm HeBpoaorndeckomM geduumte n npnsHakax oTéka Mosra (ronos-
Has 601b, CNYTAaHHOCTb CO3HaHWA). FTKC MOTyT 6bITb NPUUYMHOK AeKOMMEeHCcaLnm
caxapHoro gnabéeta, nostomy npumeHaTb KC y 601bHbIX CaxapHbIM gnabeTtom
cneAyeT C OCTOPOXHOCTLIO U CTPOro MOA KOHTPOJIEM MH0KO3bl KPOBU, MPU HEO6XO0-
AVMOCTU — C Koppekuuein Tepanun. MNpu nogo3peHnmn Ha AMMGOMy UCMOb30BaHMe
I'KC go rmcronormyeckon sepudmukaLnm He pekoMeHAyeTCs 3a UCKIIOYEHMNEM CU-
Tyauuin, Korga oTéK 1 ANCAOKALLNA FTONOBHOIMO MO3ra yrpoxatoT XU3HW 601bHOrO.
WHTEHCMBHOCTb Tepanuun 3aBUCUT OT BbIPaXXeHHOCTU CMMMTOMOB; NoAbupaeTcs
MUHUMaNbHas HeobxoanmMas go3a. Nocne perpecca CMMNTOMOB HEOBX0AMMO NoCTe-
NeHHOoe CHNXeHMe J03bl BNAOTb 40 MOAHOW OTMeHbI (MpY OTCYTCTBMN BO306HOBE-
HMS cMMNTOMOB). OfHOBPEMEHHO HEOBXOAMMO NCMONb30BaTb raCTPOMNPOTEKTOPbI
(H2-rnctaMuHHbIE 610KaTOPbI AW 610KaTOPbl MPOTOHHOM NoMMbl). CanypeTnku
(bypocemuma), ocMoTmYeckmne AMypeTnkn (MaHHUTON) NCMOAbL3YIOTCA NPY Bblpa-
XEeHHOM 0TéKke 1 Ancaokaunm mo3ra B komnaekce ¢ N'KC B ycnoBuUsxX oTAeNneHnn
WHTEHCUBHOWM Tepanum Noj KOHTPOIEM 31eKTPOUTHOIO COCTaBa KPOBU.

5.2. MpotuBocypopoxHas Tepanus

AHTVUKOHBYNbCAHTbI HA3HAYaOTCA NPU HAaUYNU CYA0POXHOI0 CMHAPOMa (B T. Y.
B aHaMHe3e) UV NpU3HaKoB 3INUAeNTUPOPMHON aKTUBHOCTM NO AaHHbIM 3T Mpwn
nJaHMpoBaHUK 1 NposeAeHUn XT XeNnaTe/IbHO NCM0JIb30BaHNe aHTUKOHBY/1IbCAHTOB,

3/IOKAYECTBEHHbBIE ONYXO/N o MALIGNANT TUMOURS
Poccuiickoe 061ecTBO KIMHUYECKO OHKOMOr K Tou/vol. 10 Ne3s2 - 2020 Russian Society of Clinical Oncology



Bepcus 2020 onyxonu e 1371

He MHAYLUMpYWnX GepMeHTbl NeveHn (1aMOoTPUAXWH, NeBeTupaLietam); Hexena-
TeNIbHO MCNONb30BaHMe KapbamasenuHa, peHnTonHa, eHobapbuTana, a Takxe
BasbnpoaTta HaTpus (13-3a ero BO3MOXHOU remMaToIorM4eckoin TOKCUYHOCTK).
MpodunnakTnyeckoe NpUMeHEHNEe aHTUKOBY/IbCAHTOB B OTCYTCTBME 3NUNPUNAaAKOB
B aHaMHe3e Heob653aTeNIbHO.

5.3. O6esbonuBaionyas Tepanus

lonoBHasa 60/1b NPU ONYXOAAX FOJIOBHOIO MO3ra KynMpyeTcs npenmMyLecTBeH-
Ho TKC Tepanueii, HO BaXHO, UTO6bI NPV MOAO3PEHUN Ha MePBUYHYIO TUMOMY
LUHC INKC He Ha3Hayanuncb fo Bepudukaumm gnarHosa. Npm HeliponaTuyecknx
6onsax TpebyeTcA KOHCyAbTauusa HeBpoiora U/ nam ncnxmaTtpa. B octanbHbIx
cnyyvaax ncnonbsyrtca HMNBC, Tpamagon. PekomeHayeTcs oTMmeHa HIMBC 3a 5-7 cy-
TOK A0 onepauunn AN CHUXEHNA PUCKa NeprnonepaLroHHOro KposoTeyeHuns
N KOHTPOJb reMocTasa € NCNonb3oBaHMeM Tpombosnactorpammel. MNpu Beipa-
XeHHOM 601eBOM CMHAPOME, 06YCNOBEHHOM NOpPaxXeHWeM CIMHHOIo Mo3ra
N/ NN NO3BOHOYHMNKAE, NOKA3aHO NPYMeHeHNe HapKOTUYECKUX aHaIbreTUKOB
(npomegon, deHTaHWA U 4p.).

5.4. Koppekuus remocrasa

Y nauveHToB c onyxonsamu LLHC HabntogatoTca pasinyHble OTKJIOHEHUS B MO-
KasaTenax remoctasa c npeobnasaHnem CKAOHHOCTU K rmnepkoaryasumn. B nepu-
onepauvoHHOM nepuoge Ana npeaynpexaeHus TIJ1A, HaUMHasA € TPeTbUX CYTOK
nocsne onepaymm, Ha3HavyaTCA HN3KOMOIEKYNAPHbIe renapuHbl (HagponapuH
KanbLuWd, 3HOKCaNnapuH HaTpua, gantenapuH HaTpusa 1 4p.). Mpn NOCTOAHHOM
NCNONb30BaHUM NaLMeHTaMu aHTUKOArynsaHTOB/aHTuarperaHTos (BapdapuH,
Knonugorpen, aueTmacanmumnaoBas kncaoTta, PeHNHANOH, aLeHoOKyMapoa 1 T. n.)
nokasaH nepeBoj Ha HM3KOMOJIeKYNAPHbIE renapuHbl (No4 KOHTponem Tpombo-
3nacTorpaMMmbl) He MeHee YeMm 3a 7 CYTOK 40 onepaLun Cc nocieayoLell OTMEHON
renapuvHoB 3a 12-24 yaca 4o onepauun 1 BO306HOBAEHVEM X BBeAEHNA Yepes3
1-2 cyTok. MNpw BbIABNEHUN B MpoLecce IeKapCTBEHHOW Tepannu TpoM6030B BeH
HUXHUX KOHEYHOCTelh onpejenstoT He0b6X0AMMOCTb YCTaHOBKM KaBa-¢unbTpa,
Ha3Ha4vaeTcHa Tepannsa NPAMbIMU aHTUKOAryaaHTaMu, NPOTUBOOMNYyXoeBas Nekap-
CTBEHHas Tepanusa npekpawjaetcd. o 3aBeplleHNN Npréma NpAMbIX aHTUKoary-
NISHTOB NeKAapPCTBEHHYI Tepanuto 0nyxoam MOXHO BO30OHOBUTb, Ha3HavatoTcA
HenpsMble aHTUKOArynsiHTbl Ha Nepunoj 3-6 Mec. C CoObnoAeHneM OCTOPOXHOCTH
npw pasBuUTUM TPOMbBOLMTOMEHUN.

5.5. Koppekuyns romeocrasa

Y 601bHbIX C MOPaXeHNEM XMa3MaNbHO-CENAPHOM 061acTh (FMOMbI X1a3Mbl,
repMVHOreHHbIe OMYX0V 1 Mp.), CIeAyeT KOHTPOINPOBATb BOAHO-3/1€KTPONTHbIE
HapylweHus. Mpu NposBAEHUN HecaxapHoro gnabeta — Ha3Ha4yaeTcs aHTUAN-
ypeTnyeckuii ropMoH, Npu APYruX NPOsSiBAEHUSX TMMNONNTYUTapu3ma — CooTBeT-
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CTBYIOLLLAA 3aMeCcTUTeIbHAA Tepanua. B cBA3M C 3TUM NpU NeyeHunun onyxone|7|,
pacnonararowmxca B xma3Maano-cenﬂpH0|7| obnactu, HeobxoanMMO ydyactumne
SHAOKPWHOIOra, Xenate/ibHO C ONbITOM pa6OTbI B 061aCTUN KANHNYECKOWN Hel-
PO3HAOKPpWMHONOTNN.

6. HABJIFOAEHUE

Mpu AOCTUXEHNN PEMUCCUN (C MONHBIM OTBETOM Ha JIeYeHne AW NPU Hanyum
OCTATOYHOI OMyXO0JiN) NOKa3aHo perynsapHoe BbinosHeHe MPT ronoBHOro Mos-
ra (B TPéx Npoekumax B CTaHAAPTHBIX pexnmax — T1, T2, FLAIR, T1 + KoHTpacT);
ANS OTAENbHbIX MAaTONOrNiN — Takxe MPT Bcex OTAEN0B CMUHHOTO MO3ra C KOH-
TpactuposaHuem. OueHka MP-AaHHbIX JO/I)XKHA NPOU3BOAUTLCSA B COOTBETCTBUN
c kputepuamun s¢dexktTnsHocTN NeveHna RANO. Mpu ranomax G [ MPT BbinonHs-
eTcsa Kaxable 6 mec., npu ranomax G -1V — kaxgble 3-4 Mec.; Npy NepBUYHON
nmmeome LUHC — kaxable 3-4 mec. MNpn NnepBUYHbBIX FTEPMUHATUBHO-KNETOYHbIX
onyxonsx, sneHAMMoOMe, Megynnobnactome, nnHeo6nactome MPT ronoBHOro
MoO3ra Cc KOHTpacTnpoBaHmnem n MPT Bcex OoTAe/10B CMMHHOTO MO3ra C KOHTpacTu-
poBaHMeM BbIMONHAGTCHA KaxAble 3-4 MeC. B Te4eHMe NepBbIX 2 NeT HabaoaeHns,
3aTeM — KaXJable 6 mec. B TedeHne 3-ro 1 4-ro rogos HabngeHns, 3atem — 1 pa3s
B roj, Uin rnpu BbIBJAEHUN HEBPONOTNYECKUX CUMMTOMOB. Y 60/IbHbIX C MepBuNY-
HbIMW HErepMUHOTeHHbLIMU FrePMUHATUBHO-KJ@TOUYHbLIMW ONYXONAMN PerynspHo
NPOBOANTCHA KOHTPOb ONyXoneBblX Mapképos (AP n XIY).
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