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1. KNACCHOUKALIUA ¥ ONPEAENEHUE CTAJUN

TNM knaccnoumkaums B OTHOLEHUM NePBUYHbBIX ONYX0Nen LLleHTpPaabHOM HepB-
HOW cncTeMbl He NnpuMeHseTcss. OCHOBHbLIM KNacCUPUKALMOHHbBIM KpUTepunem,
onpejenaownmM TakTUKY N1eveHuns, aBasgeTca mopponornyeckas knaccnmkaums;
pekoMeHAyeTCa ncnonb3osaHume knaccnpumkauymm BO3 onyxoneit LUHC 2016 1. (cm.
pa3sgen 2.2. «kMopdonornyecknin gnarHo3s»).

2. ANATHOCTUKA

2.1. O6cnepoBanme

* cbop aHaMHe3a, OLleHKa HeBPOIOrMYECKOro N COMaTUYeCcKoro ctaTyca, a Takxe
dyHKUMOHaNbHOro cTatyca no wkane KapHoBCKOro;
* MPT ronosHoro n/uav CnMHHOro Mmo3ra:
- MPT ronoBHOro Mo3ra B TPEx Npoekunsax B CTaHAAPTHBIX pexunmax (T1, T2,
FLAIR, T1 + KOHTpacT);
- BcCayyasx, korga MPT He MOXeT 6bITb BbINONHEHA (HanpuMep, NPy Haan4ymum
KapANOCTUMYNATOPOB UM GeppPOMarHUTHbLIX UMMAAHTOB), BbIMOAHAGTCH
KT c KOHTpacTHBIM ycuneHnem n 6e3 Hero;
*  aHaNU3bl: KANHUYECKWA, BUOXNMUYECKNIA KPOBM, O6LLUI aHaNN3 MOYN, aHaNn3
CBEpThbIBatoLel cnctemsl Kposu, BUY, renatutel;
- MNpw nokasaHusax (0Nyxoib NUHeanbHOW 061acTN) — aHAaNN3 KPOBU Ha
onyxonesble Mapképbl A®M, B-XIY, NIAT;

LumupoeaHnue: Kobskos /1, bekdawes A.X., [onaHoe A.B., KoHoeanoe A.H., Hacxaemaweunu A.P., Mo-
manos A.A. u coaem. [lpakmuyeckue pekoMeHOayuu no 1eKapcmMeeHHOMy 1e4eHUr0 NepauYHbIX onyxonel
yeHmpaneHol HepeHoU cucmemsl. 310KaYecmeeHHble onyxoau : lpakmuyeckue pekomeHoayuu RUSSCO
#3s2, 2019 (mom 9). C. 95-112.
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Y3 BEH HUXHUX KOHEYHOCTEN;

KOHCYNbTaLLNA HelipoxXmnpypra;

KOHCynbTauusa odpTanbmoiora (oLeHka rnasojsuratenbHblX, 3pUTeNbHbIX Hapy-

LEeHW, a TakXe NMPU3HaKoB BHYTPUYEPENHOU rMnepTeH3nN Ha ra3HOoM jHe);

B MpoLecce le4eHNs PeryasipHo JO/XeH NPOBOANTLCSA KOHTPOb 3G deKTNBHO-

CcTV: MPT C KOHTPACTHbIM yCUIeHNEM 1 6e3 Hero B TPEX NpoeKumnsax (Miv B O4HOW

npoekuunm c pexuMmomM SPGR c nocnepytoLleil pekoHCTpyKLumen) n B cTaHAapT-

HbIX pexunmax (T1, T2, FLAIR, T1 + KkOHTpacT). HacToTa BbINOJAHEHUSA 3aBUCAT

OT FMCTONIOTNYECKOro ANArHO3a 1 3Tana nedyeHns (CM. ANropnTMbl leveHns).

OueHKa AVHAMWKW OMYXONN MPOBOAUTCA cornacHo kputepmsam RANO.

- ¢yHKuMmoHanbHaa MPT gBuraTenbHbIX 1 pedeBblX 30H; U MP-TpakTorpadus;
MP-aHrnorpa¢us, MP-cnekTpockonus, MP-nepdysuns;

- MNPWNOAO3PEHUN Ha OMYXOb C PUCKOM ANCCEMUHALMM MO 060104KaM rooB-
HOro 1 CNMHHOrO Mo3ra (Meagynnobnactoma, NMHeob1acToMa, NepBUYHbIE
repMmHaTMBHO-KJeToYHble onyxonn LLHC v np.) BeinonHaetca MPT Bcero
CMNHHOIO MO3ra C KOHTPACTHbLIM YCUIEHUEM;

- M3T/KTronoBHOro Mmosra c aMMHOKUCNOTaMN (METUOHUHOM, TUPO3UHOM);

- KT ronoBHOro Mo3sra BbIMOJIHAETCA TakXe B jononHeHne K MPT B cayyasx
KOCTHbIX onyxonen, npun nokasaHunax — KT-nepdysuns, KT-aHrnorpadus;

330

KOHCY/NbTaLMs Henpoxupypra (B cneunann3npoBaHHOM HENPOXMPYPruyeckom

LeHTpe Nan oTAeNeHNM), NP HeE0bX0ANMOCT — B pesepaibHOM Helipoxumpyp-

rMYecKoM LieHTpe;

- KOHCUAWYM C yyacTueM Helpoxupypra, peHTreHoaora, pagnonora, OHKO-
nora.

2.2. Mopdonornyeckuii puarios

Bo Bcex cnyyasix cnepyeT CTPEeMUTBLCS K TMCTONOTMYeCKon Bepudukaumm ony-
XONN; ANArHo3 GopMynnpyeTCcs B COOTBETCTBMMN C knaccuukaumein BO3 onyxo-
nen UHC 2016 . B gononHeHme K OCHOBHOMY AMarHoO3y yKasblBaeTcsa cTeneHb
310KavecTBeHHOCTM onyxonu G (ot | go IV cT.).

Y NauneHTOoB C rMnaibHbIMU ONYXONSMUN OMpPeensatoTCca Takxe MyTaLmnsa reHos
IDH-1,2, meTunupoBaHue reHa MGMT, kogeneuus 1p/19q. MNpwn oTCyTCTBUU TEX-
HNYEeCKOl BO3MOXHOCTY onpejeneHns AaHHbIX MyTaLuid, ncnonb3yeTtcs abbpe-
Bnatypa «NOS».

Mop¢onornueckan sepndunkaLs MOXeT He NPOBOAUTLCH, €CN NONYyYeHne
ANArHOCTMYECKOro MaTepurana ConpsXeHo C BbICOKMM PUCKOM OCAOXHEHWUNA,
Hanpumep, npu AndPy3HbIX ONYXONAX CTBOJA FOJIOBHOIO MO3ra.
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3. JIENEHUE

CTaHAapTHbIMW MeToAaMU NeyeHns NnepBUYHbLIX onyxosnel LLHC asnatoTca xu-
pypruyeckuii, Nny4eBOn 1 NeKapCTBEHHbIN.

3.1. Xupypruyeckoe neyenue

Xupypruyeckoe yganeHve nponsBoANTCA 419 MAKCMMaIbHO BO3MOXHOIO YMeHb-
WweHna ob6béma onyxoan C Le/bio paspelleHns BHYTPUYepenHoi runepTeHsnu,
YMeHbLLEeHNA HEBPONOTrNYecKkoro AeduLmnTa v nonyveHmns 4oCTaToOUHOro KoimnyecTsa
mMopdonornyeckoro matepurana. B nocneonepaunoHHom nepunoje nocne yaaneHuns
onyxonun o6a3atenbHO BbiNosHeHMe KT ¢ KOHTpacTMpoBaHMeM 1 6e3 Hero, a Takxe
BblMonHeHWe MPT c KOHTpPacTHbLIM yCUAeHNEeM 1 6e3 Hero B TeveHne 24-72 4acos.

CTb nan HaBuraymMoHHasa 6uoncus AOJIKHbI 6bITb MCMONBb30BAHbI B cnyyadax,
Korja Xxvpypruyeckoe yjaneHvne HeBO3MOXHO UM HellenecoobpasHo, a Takxe npu
NoA03peHnn Ha nepsuyHyto numeomy LIHC.

B nckntountenbHbIX caydasx, Hanpumep, y nauMeHToB NoxXuaoro so3pacTa,
naumeHToB C rpy6oi HEBPOIOTMYeCKON CUMATOMATUKOM, MPY PacloIoXeHW ony-
XOIN B XXN3HEHHO BaXXHbIX CTPYKTypax (B TOM yucne B ctBose Mo3ra) XT u/vaum NiT
MOTyT NPMeHATbLCA Ha OCHOBaHWN AAaHHbIX He|7|posm3yanv|3au,v|v| N KNNHWUYECKO
KapTWHbI MO PeLleHnIo KOHCUInyma.

3.2. JNlyyesas repanus

AncTaHynoHHble meToAabl JIT ABAAOTCA OCHOBHBIM KOMMOHEHTOM Jle4YeHUs
60NbLIMHCTBA NauneHToB ¢ onyxonamu LHC.

+ JlyyeBoOe neyeHme NCNONb3yeTCa Yy NepBUYHbBIX 60NbHbBIX MOCAE XUPYPruYecKoro
yAaneHna/6uoncum onyxonu, a Tak>xe Npm BO3HUKHOBEHUN peunamea/npo-
AOJIXXEHHOro pocta onyxonu. /IT MOXeT NPOBOANTLCS Kak Ha 061acTb ONyXonu
(Ha OCTAaTOUHYI ONYXOab UM Ha NOXe OMyX0Jn), Tak N Ha NYTU BO3MOXHOIO
MeTacTa3npoBaHUA (HanpuMep — KpaHMOCNNHAaNbHOe 06/1yHeHNe B 1eYeHnm
3NeHAVMMOMbI). 3010TbIM CTaHAAPTOM /Iy4EBOTO JlIeYeHUA ABASETCA MPUMEHeHne
CTepeoTakCcM4eckonm TeXHUKN 06ayUYeHns.

3.2.1. Pexxumbl ppaKuuoHnposanus

* Pexwum cTtaHgapTHoOro ¢ppakumoHmpoBaHus: 1 ceaHc B geHb PO/ 1,8-2,2 Tp o
CO/ 24-70 'p; ncnonb3yeTca y NauMeHToB C KpYnHbIMU N/ unn anddysHo-pa-
CTYLWMMM OMYXONSAM U Pa3IMYHON FTMCTONOTNYECKON NPUPoAbl (B OCHOBHOM —
ravnomsbl G I-1V), a Takxe Npu 061yUYeHNM NyTeil BO3MOXHOI0 MeTacTasnMpoBaHuns
onyxonu (KpaHMoCnuHanbHoe 0bayyveHume).

+  Pagunoxmpyprmyeckoe nevyeHvie — 0HOMOMEHTHOe NoABeeHne BbICOKON 403kl
(12 Tp n 6onee) c NCNoNb30BaHMEM CTEPEOTAKCUYECKON TEXHUKM. icnonb3yeTcs
y NauMeHTOB C He6OoNbLUINMYM ONYXOAAMU (40 3 CM B MaKCMMaNbHOM U3MepeHun),
NMeLWMMN YETKNE rpaHuLbl (MUAoONAHBbIE ACTPOLUTOMSbI, 3SMEeHAUMMOMbI, MEHWH-
rMOMbI, HEBPUHOMBI, aJeHOMbI Tnnodusa, KpaHMoPpapUHIrMoMbl U Mp.).
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+ PexumrunodpaumnoHuposanus (PO = 2,5 p, COA = 15 p) ncnonb3yetcay na-
LMEHTOB C ONYXONAMU, UMEeoLWNMN YETKME FrPpaHunLbl, IM60 C MUHUMANbHOM
30HOM BO3MOXHOW MHGUABTPaLNK TKaHen (40 3-5 MM), @ Takxe y nayneHToB
cobpasoBaHuAMY 6oniee 3 CM 1/ UK C ONYyXONSMU, pacnonaratoLnmMmncs B6amsm
KPUTUYECKUX CTPYKTYP MO3ra.

Mpwn nevyeHMn 3n10KkayecTBeHHbIX onyxonei (G II-1V) NIT cnegyeT HauYMHaTb
B CPOKWM OT 2 40 6 HeJ. Noc/ie onepayun, B page cayyaeB B KOMOUHauum ¢ XT (cMm.
pasgen «XuMuoTepanuna»).

Mocne JIT BO3MOXHO BO3HWKHOBEHME NOCTAYYeBbIX MOBPeXeHUN BeLllecTBa
rONOBHOrO MO3ra, B TOM YunC/ie ly4eBoro Hekposa. Ana gnddpepeHumaymm noct-
NyyeBbIX OCNOXHEHWI 1 pelynanBa ONyXoam LLenecoobpasHo ncnoab3oBaHue
JononHnTenbHoro MPT c KOHTpacTupoBaHunem, N3T rofIOBHOro Mo3ra c MeTUOHU-
HOM (TMpO3MHOM), MP-cnekTpockonuu, KT-nepdy3snn n ap. B nedyeHnn ny4esoro
HeKpo3a MOXeT NCNoNb30BaTbCA 6eBaLn3ymab.

3.3. JlexapcTBennas npotoonyxonesas Tepanus B KOMMAEKCHOM
neveHnn nepauyHbix onyxoneii LIHC

MokasaHus 1 BbIBOP CXeMbl MPOTMBOOMYX0NEBOM 1eKapCTBEHHOM Tepanunm 3aBu-
CAT OT TMCTONOTNYECKOro gnarHosa. OCHOBHble pexuMbl XT nepBUYHbBIX ONyXxosel
LUHC npuBeaeHbl BTab. 1,2, 3. B HacTosweM pasgene npeAcTaBaeHbl aAropnuTMsl
BblbOpa TakTUKN le4eHNS B 3aBUCMMOCTI OT HO30/10TMYECKOW Fpynnbl.

3.3.1. 3nokayecrBeHHble rAHOMDI

Moaxol K NeYyeHnto 3aBUCUT OT CTEMeHM 3/10Ka4YeCTBEHHOCTN OnyXoaun. Bel-
AensaoT 3nokavecTeeHHble (G II-1V) rainomMel (aHannacTuyeckaa actpoymToma,
aHaniacTnyeckasa oIMrofeHAporanoma, aHannacTtmyeckas onuroacTtpoyntoma,
rnno6nacTtoma, B TOM YMCae MMNOCAaPKOMa) U HU3KOM CTeNeHM 3/10Ka4eCTBEHHOCTM
(G I-11), BKNtOYaOLWMe B cebq acTPOLUTOMY, OJIUTOAEHAPOrINOMY, OIMFT0acTpPo-
LWUTOMY, @ TakXe pejKkue TUMbl ONyxonein — n1eoMopdHY KCaHTOaCTPOLUTOMY,
cy63neHANMAPHYO TMFTaHTOKIETOUHYIO aCTPOLUTOMY, MUAOUAHYIO aCTPOLIUTOMY.

MPT npu3Hakamu 310Ka4eCTBEHHOWN MVOMbl ABAAKOTCA TMNOMHTEHCUBHAA
B T1 pexXxunme, runepnHTeHCMBHasA B pexunmax T2 n FLAIR, chvBatoLwwasca ¢ 30HOM
nepupoKasbHOro oTéka onyxosb. KanHnyeckne npusHakm: KOpoTKUN aHamHes,
6bICTPOE HapacTaHWe CUMMNTOMOB, OTHOCUTEIbHO peAKOo HabnogaeTca Cy40poX-
HbI CMHAPOM. Ecnm no gaHHbIM MPT Henb3s nckaounte aumpomy LIHC, naymeHTy
HeobxoANMO cHa4vana BbinonHUTL CTH.

Mocne xmpypruyeckoro sMelLaTeNbLCTBa C Bepudpurkaumel gnarHo3a actpouym-
TapHoli ranomsl G III-1V nokasaHo npogonxeHune nedeHns s suge NiIT n XT (puc. 1).
MonekynspHo-reHeTnyeckne GakTopel, onpegenstowme nporHos — IDH-1,2 my-
Tauuu, meTunnpoBaHne reHa MGMT, kogeneumnsa 1p/19q (Bce — 6naronpusiTHbIE).

Ana naunmeHTOB C rNMO61aCTOMON pexXMMOM Bblbopa NocaeonepaymoHHOro
nedvenunsa apnsetcsa X/T c exegHeBHbIM NPUEMOM TeMo3oomMuga (75 mr/m?) (B Te-
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yeHune Bcero kypca IT — 30 ¢dpakynii no 2 Ip Ha dpakyuto), C NoCaeAyoLWNMN
6-10 Kypcamn Temo3onomunga 5/23 (cm. pasgen 4).

MpoBegeHwve NT (30 ¢pakymin no 2 'p Ha GppakL M) NOKA3aHO A5 MALMEHTOB
C aHannacTu4ecko acTpouMUTOMOM, aHanNaCcTUYeCKOM ONNTOAEeHAPOTNINOMON,
aHannacTn4eckom 0ANroacTpoLUTOMON.

Mpn nepBOM KOHTPOJIe Noc/e KOMOUHMpoBaHHON X/1T ranomel (B TeveHne 1 mec.
nocne okoH4aHus JIT) MOXHO HabntogaTb GeHOMEH NCeBA0NPOrpeccun: yBenmnyeHme
KOHTpacTMpyeMOoW YacTn OMyXOAn NPpU OTCYTCTBUMN HapacTaHWA HEBPONOrMYeCcKnx
CMMNTOMOB Ha ¢doHe cTabunbHbix 403 [KC. B TakoM cnyvae pekomeHgosaH MPT-
KOHTpOJb Yepe3 1-3 Mec. (To ecTb Yepe3 2-3 Mec. noc/e 3asepweHnda J1T) c uenbto
OKOHYaTeNIbHOW OLLeHKWN AUHaMUKN 60Ne3HN.

XT (pexum PCV nam moHoTepanusa IOMYCTUHOM NI TEMO30N0MUAOM) AOJIKHA
6bITb Ha3HaYeHa nocne JIT 60/bHbIM aHaNIaCcTNYeCKON aCTPOLIMTOMOM, aHannactTude-
CKOM 0OINTOAEHAPOrNMOMON, aHanNacTUYeCcKoM 0ONUroacTpoLMTOMON (CM. pasjen 4).

XT

A

Het myTa-
Z unn
3 AHannactnueckas IDH1, 2
W I P N
5 « Bo3pact > 70 neT; E
= + coCTOsHME MO v nneomopdHasi
s wkane Kapros- s KcaHToacTpoumToMa -
% ckoro < 50 %; > T >
& + 60/bLION 06BeM
3 onyxonu
=
= AHannacTuyeckas
o
= ONNTOAeHAPO- - [kopenem | o XT (HUTpO30-
—>>| rAvoma, > 1p19q P npousBoAHbIe,
aHannactnueckas TeM030/10MM1A)
0/IMroacTpoLmnTOMa
" S
la ] - XT, nannnatmeHas
o Tepanust

PUCyHOK 1. PekomMeHayeMblii anropuTM NeyYeHns 310KavecTseHHbIX rvom G Il-IV.

Mpwn kogeneunn 1p/19q y 60NbHbLIX aHaNIaCcTUYECKON ONUTroaCcTPOLUTOMON
M aHannacTU4ecKolr ONUroAeHAPOrINOMON B MOCeonepaLMoHHOM Nepuroge MoryT
6bITb Ha3HayveHbl Kak /1T, Tak n XT (pexum PCV nan MoHoTepanmsa TeMO3010MUNA0M
5/23). B cnyyae NoaHOro oTBeTa Ha XxMmuoTepanuto /1T MoXeT 6bITb OTI0XeHa 40
peunanBsa 3aboneBaHus.
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Inno6nactoma

PpakuyMoHpoBaHHas
NT + Temo3onomng,
(coBmecTHO
M afbIOBaHTHO)

MPT c KoHTpacTMpoBa-

3aTem - kaxgple 2-3

Huem yepes 2-4 Hea.
nocne okoH4YaHwus T, —>

mecsua

PUCYHOK 2. PekoMeHzyeMasi cxeMa XVMUOy4eBOl Tepanum ¢ TEMO3010MUAOM.

MeTofaMun nevyeHVss peyninBOB ININOM SBAAIOTCH NOBTOPHOE XNpypruyeckoe
BMeLlaTeNbCTBO, cucTemMHasa XT, noBTopHasa /1T nnannvatueHasa tepanus. NokasaHus
K Ha3Ha4YeHWo 11060ro N3 3TUX METOA0B IeYeHUS AOKHbI 06CYXAAaTbCA MYNbTU-
AVCLUUNAMHAPHO. B HEKOTOPLIX C1yyYasix MoxeT 6bITb NpejioxeHa nosBTopHas /1T
(ecnn c MOMeHTa NpeALecTBytoLein JIT npowno He MeHee 8 Mec.). MNpu HeboNbLLNX
NIOKa/IbHbIX peLngnBax MoryT pacCMaTpmeaTbCa pagnoxmpypruyeckme MeToaunkm
nan rmnoppakuymoHnposaHHas J1T.

CuMnTomaTMyeckas Tepanus
M (Npw TKeNoM obLLeM COCTOAHMM)
HoXecTBeHHble odarn | o | MMV CAcTeMuas XT wnm
no AaHHbIM MPT
nananaTuBHoe X1pypruyeckoe
BMeLLlaTenbCTBO
OntumaneHas
Peunave Pesekums nam + MosTopHast /T "2 NOAAGPX-
cTepeoTakcmueckas Barowlas
paavoTepanus / Tepanus
JlokanbHbIiA paanoxmpyprus CuctemHas XT 34
peunans
HepesekTabenbHast + MosTopHasa /T
onyxonb vnnn cuctemHas XT

'Cm. pasden 3.2.

2 Heobxoduma MP-cnekmpockonus, MP-KT nepgy3us, 13T (C MeMUOHUHOM) 0415 UCKAKOYEHUS y4e8020
Hekpo3a, 0CobeHHO, ecau uHmMepeaan om nepeoli JIT 18 mec.

*[lpu aHanaacmuyeckol 0au200eHOpo2AUOMe U aHanaacmu4eckol osuzoacmpoyumome npeono-
ymumensHa XT.

*Omeem nocsie d8yx nocsedo8amesibHbiX HeappekmueaHsix pexcumos XT MasoeeposmeH.

PVICyHOK 3. PeKOMeHAyeMbIVI A/ITOPUTM NeveHna peunanBoB 3/T0Ka4eCTBEHHbIX TTOM.

B kauecTBe XT peunanBOB aHaMIacTUYECKMX aCTPOLMTAPHbLIX U OJINTOAEHAPO-
ravanbHbiX onyxoneii G Il nokaszaHo Ha3HavYeHVe TeM030n0MMAa (eCIN paHee He
MNCNONb30BAaNCHA UK, €CAN UCMOJb30BaCA, HO 6bIN1 4OCTAaTOUHO ANNTENbHbIN — He
MeHee 6 MeC. — KOHTpPO/b 60ne3HN). HUTPO30NpPOM3BOAHbIE MOTYT TakXe 6biTb
Ha3Ha4yeHbl, eC/IM OHWN He UCNOoJb30BaNuChb paHee. Npu onnrogeHiporanome
1 aHaniacTUYyeckmMx oNuroacTpoumMTomMax ctpaternsa 3aBUCUT OT UCMNOJIb30BAHHOW
paHee cxembl leveHUsd. B cnyyae nprMeHeHnsa pagnotepannu HasHavaetca XT PCV;
eCcnn NCnonbL3oBananuchb paguoTtepannsa n xumnortepanua PCV, To npegnoyteHune
oTaaérca XT TemMo3010MUAOM. B cnyvae nepenyHom XT € MCNO/b30BaHNEM pexnma
PCV, npexge Bcero, fonXHa 0bcyxaaTbCs pagnoTtepanus. Ecnn pagnotepanus

MALIGNANT TUMOURS
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He NPOBOAWNACH, TO MaLMeHTaM NMNOXMUNOro BO3pacTa, C O6LLINPHBLIM OMYX0NeBbIM
nopaxeHnem MoxeT 6bITb NpegnoxeHa Il nuHna XT (Hanpumep, TEMO30/10MUA
nocne PCV).

3.3.2. Innomb! nuskoii crenenu 3nokayecrsennoctn (G 1-11)

3.3.2.1. Acrpouutoma, onurogenppornuoma, onuroacrpoyuroma G Il

MpeaonepaunoHHbIN gnarHo3 ranomsl G Il ocHoBaH Ha MPT-npusHakax (runo-
AeHcmBHaA B T1 pexume, runepgeHcrBHas B pexmnmax T2 v FLAIR, He HakaninsaeTt
KOHTPACT) N KJANHNYECKUX MPOABAEHUAX (ANUTENbHbIN aHaMHe3, 4acTo — Cy/A0-
POXHbIA CUHAPOM, MefIeHHOe HapacTaHve CUMNTOMOB). 115 ONINTO4eHPOrINOMBI
N ONNTOaCTPOLMUTOMbI XapakTepHOo Han4vme KanbumHatos Ha KT. [ocneonepauu-
OHHOe neyeHune (JIT, XT) 3aBUCUT OT paAnKaNbHOCTY yaaneHns n/mnum ¢akTopos
pucka (puc. 4). Kogeneuns 1p/19q n IDH-1,2-myTaumnm — nporHoctuyecku 6naaro-
npuATHble pakTopbl.

MakcnumansHas | dakTopbl pucKa: <1 |—>| Ha6nioaeHve I
pesekuus *+ BO3pacT >40 ner;
* pasmepsl > 6 c™m;
MPT-n * OMyXO0/lb MepexoauT 3a
KT-nprsHaku CPEeAHIOK NNHNIO
ravomsl G I * HeBposornyecknii
CTB nnun oTKpbITas . geq)mu,m
Groncns TCYTCTBUE O/INTOAEHAPO- 51 T
Cy6TOTaanaﬂ rNnanbHOro KOMMOHeHTa NT+XT
pesekums > XT

PurcyHoK 4. PekomMeHAyeMbl anroputm neyeHuns ravom G ll.

B cnyvae nonHowm pesekummn onyxonm v npu Hanuumm He 6onee ogHoro ¢akTopa
puvcka nokasaHo HabnwogeHve: MPT 1 pa3 B 3-6 MeC. Wi Npm HapacTaHUM CUMNTOMOB
(cM. pazgen 6 «<HabnwogeHme»). Mpy HEMNONHOM yganeHUn/6UONCUM ONYXONN NN
npu Hannyum 6onee ogHOro pakTopa pMcka nokasaHo HasHadeHue /1T n/mnam XT.

MauneHTaM Noxuaoro eospacTta (ctapwe 70 feT) C O6WUNPHBIMY ONMYXONAMU
NT MmoXeT He NPOBOAUTLCA (Ha3Ha4YaeTCqd MOHOTepanna TeMo3010MUAOM 5/23).
Bonpoc o HasHayveHue /IT n XT ocnabneHHbIM naymeHTaM (C HU3KMM UHAEKCOM
KapHOBCKOTro n/uan c npnusHakaMmm BHyTpuyepenHom runepTeH3nmn), 60nbLLON
pacnpocTpaHEHHOCTLIO ONYXONW, peLllaeTcs UHANBUAYANbHO.

Mocne okoH4YaHWA Kypca JIT 4ONXHbI 6bITb Ha3HauYeHbl KOHTPOAbHbIE MPT (4epes
2-4 Hep. nocne okOHYaHMa J1T, a 3aTeM Kaxable 2-3 MecsiLa B TeyeHue 2-3 neT).

3.3.2.2. Mneomopdnas kcanroacrpouyutoma G Il

MneomopdHas KcaHToacTpounToma Ha MPT — Kak NpaBmI0, KUCTO3HAsA, XOPOLLO
OoTrpaHMyeHHas OT OKpY>XatoLL,ero Mo3roBoro BeLecTBa onyxosb, cOnnaHas yacTb
KOTOPOM MHTEHCUBHO HakanaAMBaeT KOHTPACT 1 pacnosoxXeHa aCUMMETPUYHO
OTHOCUTENbHO KMCThI. [ToKasaHo yjaneHve onyxonn. AAblOBaHTHaa Tepanus He
TpebyeTcs. Cnegyet ykasaTb, HUTO B Kaccupumkaumnto 2016 r. BHeECEHO MOHATUE «aHa-
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nnactuyeckasa nneomopdHasa kcaHtoacTpoumtoma G lli». leyeHne 3ToM onyxonm
OCYLLLeCTBAISETCHA NO NPUHLMNAM NeYeHUs 3N10KaYeCTBEHHbIX IMOM. [lononHnTe N b-
Ho onpegenseTca BRAF myTaumns (B cnyyvanx BbigBAEHUA MOXET 6bITb Ha3HavyeHa
Tepanus BemypadeHnb6om nnun gabpadeHno60om).

3.3.2.3. Cy6anengumapHas rUraHTOKNETONHAA ACTPOLUTOMA

Yale BCero ABAAeTCs O4HUM U3 NPOSBIeHNI Ty6epO3HOro ckieposa (bones-
HW bypHeBuans). Ha MPT npeacTaBneHa CONNAHOM ONYXObI, PACMONOXEHHON
Yalle BCEro B Npoekunm og4HOro nam obonx oTsepcTuii MOHpoO, rMNoOAeHCUBHON
B T1-pexXxnme n MHTEHCUBHO HakanamBsatoLe KoHTpacT. Ha KT xapakTepHo Hanu-
yre CUMMeTPUYHbIX Ka/lbLLMHATOB B MPOeKLMN 3puUTenbHbix 6yrpos. CTaHAapToM
JledeHns 3TUX oNyxosiei ABNAeTCA ONTUMalibHoe (ToTanbHoe) yaaneHue. bonbHbIM
c Anddy3HBIM MOpaxeHNeM NOKa3aHo eveHne 3BepOINMYCOM.

3.3.2.4. Nunoupnas acrpoyutoma G |

O6bI4YHO BCTpeYaeTCa B 4€TCKOM BO3pacTe Uy MOMOAbIX B3pOCabIX. ONTu-
Ma/ibHbIM METO/0M JIeYEHUA ABNAETCA XMpypruyeckoe yganeHne (Npm ycnosumn
onepabenbHoCTM onyxonun). ObasaTenbHbIM ABNAETCS BbiNONHeHWe MPT B no-
cfieonepauyioHHOM nepuroje ANA OLeHKU pajMKanbHOCTK onepauun. B cnydae
paAnKanbHOro yaaneHusa onyxonn 601bHOMY NokasaHo HabnjeHve. B cnyyae
0CTaTO4YHOI onyxoaun nokasaHa JT.

3.3.2.5. Innomaro3 ronosHoro mosra

FMnomaTtos Mo3ra — 370 AudPy3Hoe NopaKeHne rMMomMoi CTPYKTYP roIOBHOTO
Mo3ra (bonee 3-x aHaTOMUYeCKNX obnacten 60NbLWINX NOAYLWAPWUIA, 06bIYHO C Ne-
pexooM Yepes MO30MNCTOE Te/10 U C MePUBEHTPUKYNAPHbLIM PacnpocTpaHeHnem).
MokasaHa Bepudukauma gnarHosa nytém CTh, Tak Kak OT FMCTONOrMYECKOro Ana-
rHO3a MOXeT 3aBMCeTb BbI6OP Ie4ebHOM TakTUKM (Hanpumep, NPy ONINTO4eHAPO-
rAvanbHbIX OMNYX0A58X, Kak 06bI4HO, MOKa3aHo onpejeneHne kogeneumn 1p/19q,
npw eé BoIIBNEHNN — Ha3HayveHMe XT Ha OCHOBE HUTPO30MpPOU3BOAHbLIX). MoryT
paccmaTpmBaTbCsa TPU NOAXOAa: HabntogeHne (ecnny 601bHOM0 HET KNIMHUYEeCKUX
cnmnToMoB 3abonesaHus), XT (PCV/nomycTrH/Temo3onomuna) v J1IT ronoBHOro Mo3ra
B 3aBUCVMMOCTU OT KIMHUYECKON CUTyaLnn, JaHHbIX HelipoBu3yanunsaumnmn, Mmop¢po-
noruun, UTX n monekynsapHo-reHeTnYeCckx Mapképos N MHEHNSA CNeLnanncTos.

3.3.2.6. [nnome! cTBONG ronosHoro mosra

Mpvy3nosbIx GopMax Onyxosein cTBona Mo3ra, 3Kk30pUTHOM XapakTepe pocTa, T.e.
npu MP-npm3Hakax NOAHOM AN YaCTUYHO OTFrPaHUYEHHOCTM OT CTPYKTYp CTBOAA (Ha-
npvmMep, Npy NMAOUAHON acTPOLMTOME) MOKa3aHo yAasieHne onyxonu (Mam oTKpbiTas
6unoncus). lanee, B 3aBMCUMOCTM OT MMCTONONMYECKOrO ANarHosa, Bo3pacTa v pagu-
KanbHOCTY yaaneHns HasHavawTca JIT n/vunum XT. Mpu gnddysHom xapakTepe pocTta
onyxonei cteona (Hanpumep, npy Andey3Hom rmmome MocTa — « AP Y3HON MOHTUHHOM
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rAvomMe») Moka3aHo ncnonb3sosaHue /1T 1 XT 6e3 ob6s3aTensHon Bepuumkauymn. Mpu
tOBEHW/IbHBIX [IMOMax YeTBEPOXOIMHOW NAACTMHKM MNOC/e paspeLleHuns rnapouedanmm
OCYLLLeCTBASETCS perynspHoe kanHuyeckoe n MPT-HabntogeHve (B cydae nporpec-
CMPOBAHMSA OMYXOAM paccMaTpMBaeTCs BONpPOC 06 yaaneHUn ¢ nocieaytollein /T).

3.3.3. dnengumombl

Peakne onyxonu, BO3HMKawLWMe 13 3neHAVIMbl FTOJIOBHOMO MO3ra (Yalle pacro-
nararoTcs B npejenax XenyjouKkoBON CUCTEMbI, peXe — 3KCTPaBEHTPUKYAAPHO) UK
CMUHHOIO MO3ra, MNPUMEepPHO OAMHAKOBO YaCcTO BCTPEYAKOTCA Y ieTell U Y B3POC/bIX.
Mpnbnn3snTensHO B NonoBMHe cnydaes Ha KT 1 MPT BbISBASIOTCA NPU3HAKM MENKNX
KanbuMHATOB. XOPOLIO Hakan/aMBalOT KOHTPACcTHOe BeLleCcTBO, Yalle — Heromo-
reHHo. Mo knaccndpmkauymm BO3 2016 r. BeigensatoT aneHgnumomy (G 1) n aHanna-
cTnyeckyto asneHgnmomy (G IlI).

BegyLyto ponb B Ie4eHUN 3MeHANMOMbl UTPAeT XUpypruveckoe yjaieHue ony-
xonu. [o3aToMy Npu BbIMOJIHEHUW OMepaLmnn cnesyet CTPEMUTLCS K MAaKCUManbHOM
pesekynm onyxonu. Npu ycTaHOBNEHNN TMCTOJIOTMYECKOrO ANarHo3a 3neHANMO-
Mbl MV @aHanNaacTU4eckon sneHANMOMbI Noka3aHo nposegeHne MPT rofoBHOro
1N CMWHHOIO MO3ra C KOHTPaCcTUPOBaHMeM (C Lenbto onpejeneHns pagnkanbHOCTH
onepauun 1 BbiABIEHNSA BO3MOXHbIX CMMHAIbHbIX METacTasos) U nccnejoBaHne
CMUHHOMO3TOBOM XUAKOCTU HA OMyX0oaeBble KeTKU.

it Y
! HabntopeHve
HeT MeTacTasoB A

MPT

w C rafoNnHnem > PagnkanbHoe yaaneHue, >
s I'O’j]'IOBHOI'O A ecTb Meraiﬂaabl KpaHuo- g
= 1 CAUHHOrO " = +Onepauys
w cnnHanbHoe

- | < || +xT
5 mo3ra: obnyueHne = 0T

3neHAnuMoMa HepaaunkansHoe yjaneHve, +6ycT w =

= A ! paal YA | Y/ o
> G-I eCTb MeTacTasbl

HepagukanbHoe yaaneHwue, BycT (nokanbHas
L paa YA: | BY (
HeT MeTacTasoB nT) _—

PrcyHOK 5. PekomeHyemas cxeMa le4eHns 3neHANMOM.

B cnyyae BbINOMHEHUSA MaKCUManbHOM pe3ekLnn SNeHAMMOMbI PEKOMEHA0BaHO
Ha6}'IIO,quI/Ie (I'IpVI OTCYTCTBUN NPU3HAKOB MeTacTasnpoBaHUA B BUAE HATMYNA KNETOK
OMyXxonu B INKBOPE UM CNUHAaJbHbIX MeTacTa3oB Ha MPT cNMMHHOro Mo3ra ¢ KOHTpa-
cTom). Mpn HEBO3MOXHOCTW pajMKanbHOM onepauum NAn Hanuuun pesngyanbHor
OMyXoau Nocae XMPYyprnyeckoro BMeLLaTe /ibCTBa, aA4bloBaHTHLIM METOA0M /IeYeH s
aBnsetcsa /1T, 06BEM KOTOpOUi onpeAenseTcs pajgnkaabHOCTbIO ONepaL v U BbISB/IEH-
HOW pacnpoCTPaHEHHOCTbIO onyxonu (puc. 5). XT MOXeT NCM0Nb30BaTbLCS B CIyYasx
peunansa sneHANMOMbI (pUC. 6). Pexxnmbl XT Npuvi aneHAMMOoMax yKa3aHbl B pasjene 4.
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Onyxonb +XT
pesekTa6enbHa —>| Pesekuus onyxonu |—> EXT

Peunave B ronoBHOM U/ 1nun
CMUHHOM MO3re

Onyxonb
He pe3ekTabenbHa

"06vém JIT 3a8ucum om o6véma npedwecmeayroujeli JIT, pacnpocmpaHEHHOCMU ONyX0au U 8peMeHU,
npowedwezo c MOMeHma npedwecmesosauwedl JIT.

PUcyHOK 6. PekoMeHzyeMblli anropuTM fedeHrst peuuavBea SneHAMMOMbI.

KoHTponbHble o6cnegoBaHmsa (MPT c KOHTpacTUpOBaHMeM U KAHUYeckoe obcne-
Zl0BaHMe) OCyLLLeCTBASATCA He pexe 1 pa3a B 3 MeC. Ha NPOTAXEeHUN NepBOro roaa
HabnAeHMs, 3aTeM NpY OTCYTCTBUM AaHHbIX 3a MporpeccMpoBaHmne — He pexe 1 pasa
B 6 Mec. B cnyuae nporpeccnpoBaHuns B BUAe CONNTAPHOro oyara paccMaTpuBaeTca
BOMPOC O MOBTOPHOM onepauunmn naun, npn HebonbLUNX pasmMepax peuunamnsea, o pagmo-
XNPYPrnuyeckom neveHunmn.

3.3.4. Nepeuynas numdoma LIHC

OTHoCUTeNbHO pegkas onyxonb LIHC (5-7% oT Bcex nepBuYHbIX onyxonei LIHC),
OTHOCALLAACH, COMAaCHO OHKOreMaToNOrMyYecknM Knaccnpurkaumsam, K peakmm ¢op-
MaM HeXOAXKUHCKUX 3KCTpaHoAanbHbIX nnMdomM. Mopdonormnyeckn 6onee, yem
B 90% cnydaes npejcTasfieHa Andpody3Hoin B-kneTouHo numbomoli. PasnnyaroT
nnméombl LLHC y MMMyHOKOMMeTeHTHbBIX NauneHToB n BUY-accounnpoBaHHble
nmméeombl. Y 15-20% 60nbHbIX € NepBUYHbIMU numbomamu LIHC BeigsBnseTcs no-
paxeHne onNyxonbto CTeKJI0BUAHOIO Tena rnasa.

AnarHos
NMMboMbI
NOATBEPXAEH
HE
KT v/ nnn PEKOMEH/YETCA CTB n/ v
MPT ~ HA3HAYATb |  viccreaosanie nvkeopa o Buoncus
npeanonara- rIFOKOKOPTUKO- (ecnm 6e3omnacHo), | HemndopmatveHa
10T IMMbOMyY cTepounabl nccnegoBaHue rnas
20 6roncun
[pyras onyxonb
LIHC

PUCYHOK 7. PekOMeHAyeMblIii anropuTM ANarHOCTUKM NepBrYHOl anMeombl LIHC.

MeToAoM Bbi6bOpa B ycTaHOBAeHUU AnarHosa numeombl LLHC sensietcs CTB.
Mpsmasn onepaumsa ¢ Lenbio Bepnudurkaumm jnarHo3a BoINOAHAETCS NPU JOKann-
3aUMUmM ONyXONKM B OMacHbIX A5 BbinonHeHUa CTb o6nactsax mo3ra (Hanpumep,
MOCTO-MO3XEeUKOBbIN Yro/, 4eTBEPThIN Xenyjouek, HeboAbLlas ONyXoab B Npoek-
LMW TPETLEro XenyAouka v T.M.) AN C LeNiblo paspeLlleHns yrpoxXatoLwmx XnU3sHm
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COCTOSAHWI, 06YCNOBNEHHbIX 6ONbWIMM 06BbEMOM onyxonu. Mocne yctaHoBe-
HUS AnarHosa «nepsuyHaa aumeoma LHC» 60nbHOM AONXKEH b6bITb Hanpas/ieH
B OHKOremMaToN0rnyeckni cTaumoHap 419 NpoAoIXXeHUS nedeHuns. Mpn obwem
cocToAHUM No wkane KapHoBckoro >50%, coxpaHHOW GyHKLMN MeYeHn 1 NoYek,
BO3pacTe He cTaplue 65 neT meTo40M Bbibopa ABnseTcsa XT Ha OCHOBE BbICOKOA03-
Horo metoTpekcaTa (3-8 r/m?, cM. pasgen 4). laHHOe fie4yeHne BO3MOXHO TONbKO
B YCNOBUAX reMaToNornyeckoro Uam XmMMmoTepaneBTUYeCcKoro ctauoHapa, pac-
nosiararoLLLero BO3MOXHOCTbI KOHTPOMPOBAaThL YpOBEHb MeTOTpeKkcaTa B KPOBU
(puc. 8). Y naumeHToB Monog0ro so3pacta (4o 50 neT) gosIXeH paccMaTpuBaTbCA
MeToJ BblCOKOAO3HOM XT (Ha oCHOBe MeToTpekcaTa) C nepecajkoi CTBONOBbLIX
KNIeTOK KpOoBW. B cnyyae nonHoi pemuccnm 3aboneBaHns, COXpaHstoLwelnics B Te-
YyeHMe roga oT MOMeHTa BepnudurKkaLmmn narH0o3a, naumeHT MOXeT 6blTb OCTaB/ieH
nog HabnwgeHnem. B cnyyae HemonHoro oteeTa nokasaHa JIT BCero ronoBHoro
mMo3ra B go3e 36 p (20 ¢pakuymii no 1,8 p) c nocneayrowmm nposegeHnem MPT
rofoBbl C B/B KOHTPAcTMPOBaHMEM 1 MPU HEOHBX0ANMOCTN — AobaBneHnem boost
40 CO/1 45 I'p Ha coxpaHALWMICA oyar HakoNAeHNA KOHTPAcTHOro BelecTBa. [Mpu
nnméome rnasa nokasaHo JOMNOJHeHNe leYeHUA NHTPaBUTPUabHbIM BBEAEeHNEM
meToTpekcaTa n/nnu 1T nopaxE&HHOro rnasHoro abnoka (20 ppakunii no 1,8 p).
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AnarHos

NMMGOMBI
LHC noa-
TBepXAeH

O6nepoBaHue:

* nCCnefoBaHve CNnH-
HOMO3roBOW XNAKO-
¢t (NnpubesonacHo-
CTV nNpoueaypbl)
nccnefoBaHme rnas
aHanus KpoBm Ha
B4

R-rpadus opraHos
rPYAHOW KNeTku
KNVNHUYeCKUA 1
6roxnMmyecknii
aHanusbl KPoBM

KT opraHos
6ptoLLIHOl NoNoCTH
+ OpraHoB rpyAHoi
KNneTku.

AnbTepHaTMBLI:

* M3T/KT Bcero Tena
* MPT c anddysHo-
B3BeLUeHHbIM N306pa-
XeHveMm Bcero Tena

* NpW NOAO3PEHNMN Ha
CUCTeMHBIN xapakTep
3a60n1eBaHNs — MyHK-
LSt KOCTHOrO MO3ra.

+ Obuee
cocTosiHve
no wkKane

KapHoBsckoro
| P

>60 %

* KnupeHc
KpeaTUHVHa
> 50 mn/ MyH

JNleueHue:

* XT Ha OCHOBE BbICOKMX A03
MeToTpekcaTa (B yc10BMAX
OHKOremaTonorn4eckoro
cTaunoHapa)

+ OueHka spdexTa:

— NONHbIN 3ddekT;

— pelueHune BONPOCa O BbICO-
KOA03HOW XT ¢ nepecagkoli
CTBO/IOBbIX KNETOK AN

- NoAAepXuBaroLLan Tepanus
(pUTyKCMab + TemMo30-
nomung)

— HenosnHbI 3ddeKT nnn
nporpeccuposaHue: JIT Bcero
ro/I0BHOMO MO3ra

O6bulee
cocTosiHve
no Lukane

> KapHoBckoro

<60 %
KnvpeHc
KpeaTUHWHa
<50 M/ MuH

J1T BCero ronoBHOro Mo3ra

JNlekapcTBeHHas Tepanuvs
(pUTyKCMab + Temo3010MUzA)

Buoncna
HenHdop-
MaTuBHa

[0 6uoncum ncnonb-

OTMEHUTL FNHOKOKOPTUKO-
cTepounAbl, Npy BO3HMKHO-

30Ba/ICh FIHOKOKOP- >
TUKoCTEPOUALI BEHUW HOBbIX 04YaKoB —
P nosToputb CTh
[ NOKOKOPTUKO- MosTopuTtb CTB 1/ NCKNOUNTL
cTeponabl | VHble onyxonesble U Heomnyxonesble

He NpMeHANncb

3aboneBaHust

PUCyHOK 8. PekoMeHayeMblIli anroput™ nedeHns nepBuyHoni numeomsl LIHC.

Mpwu peuynaneax numdomsbl LLHC peleHne o meToge neyeHNsA NpUHMMaeTCsa NC-
X045t U3 HeCKONbKMX MapaMeTpPOB: BpEMEHW C MOMEHTa NepBUYHOM Bepupurkaumnm,
NPOAOCIXNTENBHOCTN PEMUCCUN, O6LLLErO COCTOAHMS BONBHOrO, PacnNpPOCTPaHEH-
HOCTU OMYXO/aM Ha MOMEHT peuungnea (puc. 9).
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MonHbI 3pdexT “Bo3o6HoBneHne XT
> |
“PaHee NpoBoAU- < AOCTUTHYT Ha OCHOBe MeToTpekcaTta

nack XT Ha ocHoBe
BbICOKUX [l03 MeTO-

TpekcaTa n i
ONHbIN OTBET
Peunane | /1T Bcero ronoBHOro Mo3ra
MepBIYHOI He JOCTUTHYT
NMGOMBI
LHC

*PaHee npoBoAu-
nacb XT Ha ocHoBe

s
BbICOKMX 403 METO-
TpekcaTa

XT Ha ocHOBe MeToTpekcaTta UAn anb-
TepHaTUBHbIE PeXKMBbI, Hanprmep,
TEMO30/10MUZ + PUTYKCUMA6

PUCyHOK 9. PekomeHayeMblIli anroput™ neyeHns peumavisa nepsnuyHon aumeomst LIHC.

3.3.5. NepBuynbie repmunorennbie (repmuHaruBHo-knetounbie) onyxonu L{HC

Peskas rpynna nepBuyHbIX onyxosneii LLHC (0,9% oT Bcex NepBUYHbIX ONyXonel
LUHC), BcTpeyaeTcd B OCHOBHOM B 1eTCKOM 1 MOJ100M BO3pacTe (MejmnaHa Bo3pa-
CTa Ha MOMEeHT yCTaHOBNeHNA AnarHo3a — npumMmepHo 17 neT), npeobnajaety aun,
MY>CKOro rnosa (B cooTHoweHn M/X 7:1). TncToNornyeckn Bce pasHoBUAHOCTN 3TUX
onyxosiet AEHTUYHbI aHaNIOTNYHbBIM CEMUHOMHbLIM U HECEMUHOMHbBIM OMYXO0J1AM
Anyka n anuHmnka. Camor yacTor nokannsaymet NepBMUYHbIX FepPMUHATUBHO-K/Te-
TOYHbIX onyxonen LUIHC aBnaeTca nuHeanbHas o6aacTe, 4TO 06yCNOBANBAET f4Be
TUNWYHbIE FPYMMbl CUMNTOMOB: OKK/TIO3NOHHO-rnapouedanbHbIi CUHAPOM U F1a3o-
ABuUratesibHble HapyLleHs. NoCKoNbKY HerepMMHOreHHble repMUHATUBHO-K1eTOuU-
Hble onyxoan LIHC xapakTepu3yoTca NoBbIlWEeHWEM B M1a3Me KpOBUW ONyX0JieBblX
Mapképos (AP n/vnnm B-XTY), npn NoJo3peHnN Ha JaHHble OMyX0n 0653aTeNbHO
BbIMOJIHEHNE aHaNN30B KPOBW Ha AaHHble MapKépbl. bosiee TOro, Npu BbIABAEHUN
KNMHUYECKM 3HAYMMOrO MOBbILWEHNSA OA4HOTO UM 060nx Mapképos (XY — 6onee
5 x BI'H, A®MN — 6onee 2 x BI'H) neyeHne HaumHatoT 6€3 rmcTonornyeckom Bepu-
dukaunm onyxonu ¢ XT. Mo KANHNYECKOMY TeYeHU0, POPMUPYIOLLLEMY MOAXOAbI
K J1e4eHMto, pas3AeNatoT repMUHOMY (YCTOANCA TakKe TEPMUH «4NCTasd repMUHOMa»
LUHC) n HerepMmnHoreHHble repMMHATUBHO-K/IETOUYHbIE OMYXO0U. [Tpn HOpMabHbIX
YPOBHAX MapképoB nokasaHa Bepndukauma gnarHosa. B coorsetcteum c Mopdo-
noruvdveckoin knaccnpukauymein BO3 onyxonein UHC 2016 r. BoigenatoT cnegyouime
mMopdonornyeckmne TUNbl NePBUYHBIX TEPMUHATUBHO-KAETOYHbIX onyxonen LHC:
* repMmHOMa;

* 3MbpuoHanbHas KapumMHoOMa;
*  OMyXO0/b XeNTOYHOro MeLlKa;
*  XOpuoKapuMHOMa;

* TepaToma:

- 3penas;

- He3penas;

- TepaToMa CO 3/10Ka4eCcTBEHHO TpaHChopMaLneil;

*  CMellaHHble repMUHATUBHO-K/IETOYHbIE OMYXOJN.
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MomM1Mo MapképoBs, 41 MONHOLEHHOM ANAarHOCTUKN JAaHHOW rpynnbl ONyXonei
Heo6Xx0MMO BbiMoAHeHMe MPT c KOHTpacTMpOBaHNEM BCErO FOI0OBHOTO 1 CMMHHO-
ro mosra. Kak n npu nepsuyHoin anmpome LIHC, npu nepsrnyHoOm repmmHome LIHC
Xupypruyeckoe yjaneHue He yayyiiaeT nporHos, nostomy CTh, sHg0ckonmn4yeckas
AN OTKPbITad 6MOMNCUSA ONyXonu NpeAnoyTuTebHee yjaneHuns.

3.3.5.1. Nepeuynas («uncraa») repmunoma LIHC

CoBpeMeHHbIN NOAXOA K NeyeHunto 3akatoyaeTcs B XT B pexume EP (umcnnatuH
+3TON03Kng) (CM. pasgen 4) cnocnesyowmm obnyyeHnemM Xenya04KoBON CUCTEMBI
ronosHoro mosra COJ, 24 'p (Npu OTCYTCTBUWN AaHHbIX 38 MeTacTasnpoBaHue rno
o60on04KaM CMMHHOro Mo3ra). NMopaxeHne xrna3manbHO-CengpHON obnactn TpebyeTt
BbIMO/NIHEHUSA aHANN30B KPOBW Ha FTOPMOHbI rMNodur3a Ha BCex 3Tanax seyeHus
Cy4acTMeM SHAOKPMHONOra (1yylle — HelipO3HAOKPUHOAOra). KpaTKuii anropmuTm
neyeHns 60bHbIX C NepBUYHON repMmmnHomMoi LIHC:

+ joonepaunoHHoe obcnegoBaHue:
- MPT ronoBHOro n CNMHHOIO MO3ra C KOHTPacTUPOBaHNEM;
- KpOBb Ha onyxosneBble Mapképbl (ADM, B-XIY) — goskHbI 6bITE B Npegenax
HOPMBbI;
- obcnepoBaHne y HeBposiora, opTanbLMo0ra, SHAOKPUHONOra;
+ CTb nnu npsamas broncua Ansg sepnurkaLmm guarHosa (Npyv Heo6XoANMOCTN —
pelleHMe BONPOCa O IMKBOPOLUYHTUPYIOLLE onepaunm);
*+ XT no cxeme EP (uncnnatuH + 3ToNo3na) — Kaxable 21 AeHb;
- nocJie 2 KypcoB — KOHTpO/ibHass MPT ronoBHOTO 1 CMMHHOMO MO3ra C KOH-
TpacTupoBaHuewm;
- nocne4KypcoB — NOBTOPHBI KOHTPOAbL: MPT roJ0BHOIO 1 CMMHHOTO MO3ra
C KOHTpacTUpoBaHMEM; MPU NOJHOM UK «NOUYTU NOAHOM» 3bdekTe — JIT
B 06BEME 06/1yHeHNA BCen Xenya04KoBOMN ccTeMbl (40 ypoBHSA C2 WWeliHOro
nossoHka): PO 1,8-2,0 I'p, COA 24 Tp; B c/iy4ae NOAO3PEHNS Ha OCTAaTOUHYIO
onyxoJb (BepofTHee BCero — 3pesiyto Tepatomy) Ao JIT pelaetcs Bonpoc
06 yganeHunu;
*  KOHTpOJsibHas MPT roloBHOro 1 CMMHHOIO MO3ra KaX/ble 3 Mec. B Te4eHne NepBoro
roja HabnwAeHNs, 3aTeM — Kaxable 6 Mec. B Te4eHMne 2-ro n 3-ro rogos Habnto-
AeHuns, 3aTeM — 1 pas B ro A Npu BbiBEHUN HEBPOIOTUYECKUX CUMITOMOB.

S¢PeKkTMBHOCTL Takoro neveHns gocturaet 90% ansa 5-netHeli n 10-neTHel 6e3-
peLnAVBHOW BbIXXMBAEMOCTH, NO3TOMY y GepTUbHbLIX MaLMEHTOB MY>XXCKOro nona 40
Hayana neyeHus LLenecoobpasHo peLleHre BONPOCa 0 KPMOKOHCePBaLUM CNepMbl.

3.3.5.2. NepBuynbie HerepmuHOrenHbie repMHHATHBHO-KNeToYHble omyxonu LIHC

Ewé 6onee pegkasi, yem nepBryHas repmrHoma LIHC, rpynna onyxoneii, He-
OAHOPOZHAas Mo cnekTpy Moposornyecknx ¢opm (3M6proHanbHas KapumHoma,
OMyXO0Jb XeNTOYHOro Mellika, XopruoKkapLuMHoMa, Tepatoma (Hespenas, Tepatoma
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CO 3/10KaYeCTBEHHOW TpaHchopMaLmein)), c MeHee 61aronpUATHLIM MO CPABHEHUIO
C «4NCTON» FrepMUHOMON MPOrHO30M.

KpaTkuin anropnut™m neyeHmns 60nbHbIX C NEPBUYHBIMU HET€PMUHOTEeHHbIMY
repMUHaTUBHO-KNETOUYHbIMK onyxonamu LHC:

+ JoonepaunoHHoe obcnejoBaHue:
- MPT ronoBHOro 1 CNMMHHOINo MO3ra C KOHTPaCcTUPOBaHMEM,;
- KpoBb Ha onyxosesble Mapképbl (API, B-XI'Y) — Kak NpaBmnao, NOBbILIEHbI;
- obcnejoBaHue y HeBpoJsiora, opTanbMOI0ra, 3HAOKPUHONOTa;

+ XT no cxeme «ymcnnatuH + ndocdammg + atonosna» Kaxaslie 21 geHb;

- nocJie 2 KypcoB — KOHTpO/ibHass MPT ronoBHOro n CMMHHOr0 MO3ra € KOH-
TPacTMpoBaHMEM, KOHTPOJIb OMYXOJIEBbIX MapKEPOB;

- nocne4 KypcoB — NOBTOPHbIA KOHTPOAL: MPT rofIOBHOrO U CANHHOTO MO3-
ra c KOHTpPacTUPOBAHWEM, KOHTPOJIb ONYX0J1€BbIX MAPKEPOB; MNPV MOJIHOM
WAV NOYTN NOSIHOM oTBeTe- JIT B 06 bEMe KPaHNOCMNHANBLHOIO 061y4YeHNs:
POA 1,8-2,0Tp, COA 36 I'p; B cnyvae NOAO3PEHNSA HA OCTAaTOUYHYIO OMYyX0Jb
(BeposiTHee BCero — oAHy 13 pa3HOBUAHOCTel TepaToMbl) — 40 JIT Heob-
XOANMO 06CYANTL BONPOC 06 yaaneHnu;

* KOHTpo/abHaf MPT ronoBHOro 1 CNMMHHOTO MO3ra KaxXJble 3 Mec. (+ KOHTPO/b
onyxosieBblX MapKkEpOB) B TeUeHMe NepBbIX 2 IeT HabAoAeHNs, 3aTeM — Kax-
Able 6 MeC. B TedyeHue 3-ro 1 4-ro rofoB HabnwogeHns, 3atem — 1 pa3 B rog
VAW NPY BbIABAEHUN HEBPOJOTMYECKUX CUMITOMOB.

5-neTHAa 6e3pelUnAMBHAs BbIXXMBAEMOCTb NPY TaKOM pexunmMme neyeHns co-
ctasnset 60-70%.
[lo Hauana XT — pelueHne BONPOCa 0 KPMOKOHCEPBaL UK CepMbl.

3.4. Pexxumbl nexapcrsenHoil Tepanun nepsuyHbix onyxoneii LHC

PekoMeHAyeMble pexnMbl IeKapCTBEHHON Tepannun pa3snnyHbiX BapnaHToB
nepsuYHbIX onyxonei LUHC npeacTtasneHsl B Tab6n. 1, 2, 3.

Ta6nuua 1. PekoMeHayemMble pexyMbl NeKapCcTBeHHON Tepanuu ravom G lI-IV

PCV: nomyctuH 90 Mr/m? BHYTpb B 1-I1 AieHb +BUHKPUCTUH 1,5 Mr/m2 B/B B 1-i1 1 8-11 AHW + Nnpokap6a3uH
70 Mr/m? BHYTPb B AHV 8-21-1 AHN, Kax/ple 6 Hes,

JlomycTuH 110 Mr/m? BHYTpb B 1-11 AieHb, KaxAble 6 Hea.

Temo3onomug 150-200 mr/m? B 1-5-i1 aHW, Kaxable 4 Heg. (5/23)

Temo3o10Mu1A (B cocTaBe X/1T) 75 Mr/m? exeaHeBHO B TedeHue ST (30 dpakumii no 2 Ip)

Temozonomung 150 Mr/m? B 1-5-i1 gHK + umcnnatviH 80 mr/m? (nnn kap6onnatuH AUC 3) B/B B 1-11 AeHb, Kaxjble
4 Hep,

Temo3onomug 100 mMr/m? B 1-8-i1 1 15-22-i1 aHN, kaxaele 4 Heg,. (7/7)

WpwuHoTekaH 200 mr/m? B/B B 1-11 1 15-7 AHK + 6eBaumn3ymab 5-10 mr/kr /B B 1-1 1 15-4 gHW, Kaxable 4 Hej,.

JNlomycTuH 90 Mr/m? BHYTPb B 1-11 fleHb + 6eBaunsymab 5-10 mr/kr 8/8 B 1-A, 15-i 1 29-1 AHW, kaxble 6 Hea,
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JlomycTuH 40 Mr BHYTPb B 1-14, 8-, 15-11 1 22-i1 gHK + 6eBaL3ymab 5-10 Mr/kr B/B B 1-i1 1 15- AHW Kaxable
6 Hea.

BeBauu3ymab 5-10 Mr/kr B/B B Kaxable 2 Hef.

Ta6nuua 2. PekoMeHayeMble pexuMbl IeKapcTBEHHOM Tepanun NepBuYHoON IMMPOMbI
ro/I0BHOTO MO3ra

MeToTpekcat 3-8 r/m? B/B B 1-11 ieHb (+ kanbuua ¢onvHat 0,5 Mr/Kr B/B Kaxzple 6 4acoB, HauMHas Yepes

24 yaca noc/ie BBeAEHVSI METOTPeKCaTa U MO/ KOHTPOIEM CHUKEHWS ero KOHLIEHTpaLun B KpOBM) + JekcameTa-
30H 8 Mr/cyT. B 1-3-4 AHW, Kaxable 3 HeA.; NPOBOAMUTCA TONbKO B CTALMOHAPHBIX YCNOBUAX OHKOremaTtoiormye-
CKOro OTAENEHUA U OTAENEHUS XUMUoTepanum

PutyKcmmab 375 mr/m? B/ B Kaxable 3 Heg,

Temo3onomug 150-200 Mr/m? B 1-5-1 AHW Kaxxaple 4 Heg. + puTykcmMab 375 Mr/m? B/ B Kaxable 3 HeA.

Ta6nuua 3. PekoMeHayeMble pexuMbl 1eKapcTBEHHOM Tepanun NepBUYHbIX FepMUHOreHHbIX
onyxonei LIHC, aneHAMMOMBI, MeAyNn061acToMbl, MMHe061acToMBbI

UncnnaTtuH 25 mr/m? B/B B 1-4-i1 gHW + 3Tono3ung 80 mMr/m? B/B B 1-4-i1 AHW, Kaxable 3 Hea,.

LucnnatuH 20 Mr/m? B/B B 1-5-1 AHU + 3Tono3umg 80 mr/m? B/B B 1-5-i AHK + npocdammg 1500 mr/m? (+ MecHa)
B/B B 1-1, 3-14, 5-7 AHWN, Kax/ble 3-4 HeA,. (B 3aBUCMMOCTU OT NMepeHOCUMOCTI)

UncnnatuH 20 Mr/m? B/B B 1-4-i1 AHW + 3Tono3wng 80 Mr/m? B 1-4-ii AWK + umknopochammng 600 mr/m? B/B B 4-i
AeHb, Kaxxable 4-6 HeJ,., BCero 6 KypcoB neyeHns

4. CONPOBOAUTENbLHASA TEPAMUSA

4.1. KoptukocrepoupHas u ferupparalMoHHas Tepanus

OCHOBHbLIMW NPOTMBOOTEYHbLIMW NpenapaTamu y 60abHbIX ¢ onyxonamu LIHC
asnqatoTca NKC (gekcameTasoH, npeAHU3010H 1 4p.). OHU noka3aHbl Npy Hapa-
cTalolem HeBposiornyeckom gedunumnte n npmsHakax otéka Mosra (ronosHas
601b, CMYTaHHOCTb CO3HaHWA). Mpy NOA03peHNN Ha TMMOMY MCMONb30BaHMe
I'KC go ructonornyecko sepnudumkaLm He pekoMeHAYyeTCH 3a UCKI0YeHeM Cu-
Tyauui, Korga oTéK 1 ANCA0KaL WA FOJIOBHOMO MO3ra yrpoXarT XN3HM 60bHOTO.
WHTEHCMBHOCTb Tepannmn 3aBNUCUT OT BbIPaXeHHOCTU CUMATOMOB; NojbunpaeTcs
MWUHUManNbHaa HeobxoamMmas Ao3a. MNocne perpecca CUMNTOMOB HEOBXO4UMO
nocTeneHHoe CHUXeHne J03bl BMJI0Tb 40 MOJHON OTMEHbI MPU OTCYTCTBUN BO3-
06HOBNEHMS cumnToMOB. O4HOBPEMEHHO HeOBXO0ANMO UCMONb30BaTb FacTpo-
npotekTopbl (H2-rucTamuHHble 610KaTOPbl AW 610KaTOPbl MPOTOHHOW NOMMbI).
Canypetuku (pypoceMuns), ocmMoTnyeckmne gUypeTnknm (MaHHNUTO) MCNONb3YHOTCS
Nnpu BbIpaXeHHOM OTEKe U gucnokaunm mosra B komnnekce ¢ NKC B ycnosusx
OTAENEeHUNA NHTEHCUBHOW Tepanuu.
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4.2. NMpotueocygopoxHas Tepanus

AHTUKOHBYNbCaHTbl HA3HaYalTCA NPU HANUYNU CYJOPOXHOIO CUHAPOMa (B T.4.
B aHaMHe3e) UV NPU3HaKoB 3INUNeNnTUGOPMHOM aKTUBHOCTM MO AaHHbIM D3I Mpn
nnaHnpoBaHUK XT xenaTenbHO NCMOb30BaHe aHTUKOHBY/IbCAHTOB, He obnajato-
LWKNX rernaToTOKCMYHOCTLIO (BasibNpoaT HaTPUA, N1aMOTPUAXKWH, eBeTnpaLlertam;
HeXefaTeNbHO MCNONb30BaHWe kapbamasennHa, peHnTonHa, peHobapbuTana
n ap.). NpodnnakTnyeckoe NpUMeHeHne aHTUKOBY/1bCAHTOB B OTCYTCTBME 3MNK-
NPUCTYNOB HeObA3aTeNbHO.

4.3. 06e3bonuBatowan Tepanus

fonoBHasa 601b MPU ONYXOASX FOJIOBHOMO MO3ra KynupyeTcs npenmyLecTBeH-
Ho M'KC Tepanueli, HO BaXHO, YTO6bI NPV NOA03PEHNN Ha NEPBUUYHYI0 TUMPOMY
LHC KopTMKOCTEPOUALI He Ha3Ha4Yanucb Ao Bepudunkaunm gnarHosa. Mpuv Heli-
ponatnyecknx 6onax TpebyeTca KOHCyNbTauusa HeBpoora nu/mnam ncuxuaTpa.
B octanbHbIX cnydaax ncnonesytotca HMNBC, Tpamagon. PekoMeHAyeTCsa OTMEHa
HMBC 3a 5-7 cyTOK 0 onepaunmn ANsi CHUXEHNA pucka nepruornepaLmoHHoOro Kpo-
BOTEYEHUSA NN KOHTPO/Ib remMocTasa C UCMnoib30BaHNeM TPOM6031acTOrpamMmMel.
Mpn 601€BOM CMHAPOME, 06YC/I0OBIEHHOM NOpPaXXeHneM CNMHHOIo Mo3ra n/uan
MO3BOHOYHWNKAE, MOKa3aHO NMPUMEHeHMEe HapKOTNYEeCKNX NpenapaToBs (MpoMeAon,
beHTaHMN 1 4p.).

4.4. Koppexuyns remocrasa

B nepuonepauvoHHOM nepuoje AN npejynpexaeHnsd TIJ1A, HauMHaa c TpeTbux
CYTOK Moc/ne onepaunn, HazHavatoTCAa HU3KOMONEKYIsSPHbIe renapuHbl (Hagpona-
PVIH KanbLWS, SHOKCaNapuH HaTpus, JantenapuH HaTtpusa n 4p.). Npmn noCToOAHHOM
MCMNONb30BaHMM NaLMeHTaMN aHTUKOarynaHToB/aHTnarperaHTos (BapdapuH,
Knonugorpen, aueTuacanmumnosas kmcnota, GeHMHANOH, aLeHOKYMapoa v T.n.)
nokasaH nepeBoj Ha HM3KOMOEKYNAPHbIe renapuHel (Mog KOHTpoaem TpoM6bo-
3nacTorpamMmel) He MeHee, YeM 3a 7 CyTOK 40 onepauun c nocneAytoLien OTMEHOM
renapuHoBs 3a 12-24 vyaca 0 onepauuun 1 BOCCTaHOBJIeHNEM Yepes 1-2 CyTOK.
Mpwu BbIABAEHNM B MpoOLecCe NeKapCTBEHHOMW Tepanun TPOM6030B BEH HUXHUX
KOHeYHOoCTell onpejensatoT HEO6XOANMOCTb YCTAHOBKM KaBa-$uabTpa, HasHava-
eTcs Tepanusa NPSMbIMU aHTUKOArynsaHTaMm, NpoTUBOOMNYXoieBas IekapcTBeHHas
Tepanusa npekpalaeTcs. o 3asepieHnn Nprnéma NPAMbIX aHTUKOATYNAHTOB fie-
KapCTBEHHYIO Tepanunto 0MyXxoan MOXHO BO306HOBWTh, HA3Ha4alTCA HenpsaMble
aHTUKOAryNsAHTbl Ha Mepunoj 3-6 mec. C CobAeHNneM 0CTOPOXHOCTY MPY Pa3BUTUN
TpoMbounTONeHNN.
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5. HABJIIOAEHUE

Moapa3symesaeT perynsapHoe BbinonHeHe MPT ronosHoro mo3sra (B Tpé€x npo-
eKUuMax B CTaHAapTHbIX pexnmax — T1, T2, FLAIR, T1 + KOHTpacT); ANS OTAENbHbIX
natonorunin — takxe MPT Bcex oTAe0B CMNHHOIO MO3ra € KOHTPAaCTUPOBaHMEM.
OueHka MP-gaHHbIX A0/IXKHA NPOU3BOAUNTLCS B COOTBETCTBUMN C KpUTEpUSMn adppex-
TnBHOCTK neveHnsa RANO. Mpwu ranomax G I-11 MPT BbinonHseTca Kaxjble 6 Mec.,
npu ranomax G -1V — kaxasble 3 mec.; npun nepsnyHon numpome LLHC — kaxable
3-4 mec. MNpn NepBUYHBLIX TEPMUHATUBHO-KIETOYHbIX OMYXO0AX, 3MNeHANMOME,
Megynnoénactome, nnHeobnactome MPT roNoBHOro Mo3ra c KOHTPacTMPOBaHMEM
1 MPT Bcex oTA€N0B CMMHHOIO MO3ra C KOHTPaCTUPOBAHMEM BbIMOJIHAETCHA KaXJble
3 MecC. B TeyeHMe NepBbIX 2 IeT HabAoAeHNS, 3aTeM — KaXAble 6 MeC. B TeyeHue
3-ron4-roroAos HabnoaeHns, 3ateM — 1 pa3 B rog Uan Npuv BbISBAEHUN HEBPO-
NOTNYeCKMX CUMNTOMOB. Y 60/IbHbIX C NePBUYHLIMU HEFT€PMUHOTEHHbIMU FrepMU-
HaTUBHO-KE€TOYHbIMW OMYXONSAMU PErYAAPHO MPOBOAUTCHA KOHTPOJIb OMYX0NeBbIX
Mapképos.
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