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I. KA ACCUDODUKALMNA N OMNPEAEAEHUE CTAAUU

TNM knaccnemKaLms B OTHOLLEHUM NepBUUHbIX oryxoelt LIHC He npumeHsieTc.
OCHOBHbIM KAACCMUKALIMOHHBIM KPUTEPUEM, OMPEACASIOLLMM TaKTUKY ACUYEHUSA, ABASETCS
MOPPOAOTNUECKNI BAPMAHT. PEKOMEHAOBAHO MCMOAB30OBaHNE PEAAKLMM KAACCUUKALIMM
BO3 onyxoneit LIHC 2016 r. (cM. aanee «Mopdorornyeckuin AnarHos).

2. AMATHOCTUKA

2.1. O6caepoBaHUue

* C6o0p aHaMHe3a, OL,EHKAa HEBPOAOTUYECKOIO U COMATUYECKOTO
cTaTyca, a TakXXe PpyHKLLMOHAABHOIO cTaTyca no wkaAe KapHos-
CKOro;

* MPT roAroBHOro n/MAM CNMHHOro Mo3ra:

— MPT roAoBHOro mosra B Tpex NMpoOeKLMUAX B CTAHAAPTHbIX
pexumax (Tl, T2, FLAIR, Tl + koHTpacT);

— B CAy4asx, koraa MPT He MoXkeT 6biTb BbINOAHEHA (HanpuMmep,
NpM HAAMYUM KAPAUOCTUMYAATOPOB MAU PEpPPOMATrHUTHBIX
MMMAaHTOB), BbinoAHAeTcA KT t KoHTpacTHoe ycuaAeHue;

LLutupoBanme: Kobskos LA, beksawes A. X, foraros A.B., Korosaros A.H., HacxaeTawsman A.P,
MoTtanos A.A. 1 coasT. [NpakTUUeCKE PEKOMEHAALIMM MO AEKAPCTBEHHOMY AEYEHMIO MEPBUUHBIX OMyXOAEW LIEH-
TPaAbHOM HEPBHOM CHCTEMBI // 3A0KaYeCTBEHHbIE OMYyXOAM : [1pakTuyeckme pekomeHaaumm RUSSCO #3s2, 2017
(tom 7). C. 77-92.
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*  AHaAM3bI: KAMHMYECKHKH, BUOXMMHUYECKNI KPOBH, OGLLMI aHAAUS
MOUYM, aHAAU3 CBepThiBalolLei cucTembl Kposu, BUY, renatursi;
— npu Noka3aHuAX (ONyXOAb MMHEaAbHOM 06AacTu) — aHaAU3

KPOBM Ha onyxoAeBble MapKepbi: ADTI1, 3-XI'Y, AAT;

e Y3U BeH HMXKHUX KOHEUYHOCTEMN;

*  KoHcyAbTauua Helipoxupypra;

* OcMmoTp opTaabMoAora (Ha NpeAMeT rAa3oABUraTeAbHbIX, 3pU-
TEAbHbIX HapylIeHUH, a TaKXKe AASl OLLEHKU NPU3HAKOB BHYTpH-
YyepernHoM rMnNepTeH3nMu Ha rAa3HOM AHE);

* B npouecce Ae4eHHUA AOAXKEH PErYAAPHO NPOBOAMTbLCA KOHTPOAD
3¢ PeKTUBHOCTHU C ucnoAb3oBaHneM kputepues RANO:

— MPT (* KOHTpPacTHOE yCMAEHHUE) B TPEX NPOEKLUAX (MAU B OA-
HoM npoeKkuuun c pexkumoMm SPGR c nocAepylouei peKkoH-
CTPyKuMen) u B cTaHAapTHbIx pexxumax (Tl, T2, FLAIR, TI
+ KOHTpacT);

— 4acToTa BbINOAHEHMA 3aBUCUT OT FTMCTOAOrMYECKOro AMarHosa
M 3Tana AeYeHus;

*  ¢yHkumoHaAbHas MPT (dMPT aBuraTeAbHbiX 30H, peyesbix 30H) 1 MP-Tpak-
Torpadus; MP-aHrnorpadumsa, MP-cnekTpockonus, MP-nepey3us;

*  MPY NOAO3PEHUN Ha OMYXOAb C PUCKOM AUCCEMMHALIMM MO OBOAOUKAM FO-
AOBHOTO W CMMHHOIO MO3ra (MEAYAAODAACTOMA, NMMHEOBAACTOMA, NEPBUYHBIE
repMrHaTMBHO-KAeTOUHbIe onyxoan LIHC 1 np.) BeinoaHseTcs MPT Bcero
CMMHHOIO MO3ra C KOHTPACTHbIM YCUAEHUEM;

*  [12T/KT roAnoBHOro Mo3ra ¢ aMMHOKMCAOTaMU (METUOHNHOM, TUPO3UHOM);

* KT roAoBHOro mMo3ra BbIMOAHAETCA Takxke B AOMOAHeHMe k MPT B cAyyasx
KOCTHbIX OMyxoAel, Npu nokasaHnax — KT-nepeysusd, KT-aHrnorpadus;

LCCIF

*  KoHcyAbTaums Henpoxupypra (B CneunasnsvpoBaHHOM HENPOXWUPYPIU-
YECKOM LieHTPe MAU OTAEAEHUN) MPU HEOBXOAMMOCTH — B deAEPaAAbHOM
HeMpPOXMPYPrMYecKoM LIEHTPE;

e KOHCMAMYM C yYacTueM HepoxXmpypra, PEHTreHOAOra, PAAMOAOTa, OHKOAOTa.

2.2. Mopdoarormyeckmin AMarHos

Bo Bcex cayvasix cAeayeT CTPEMUTBCS K TMCTOAOTMUECKON BEPUGUKALIMK OMYXOAW;
AMArHo3 GOPMYAUPYETCA B COOTBETCTBUM C kKaaccudukaumert BO3 onyxonen LIHC 2016 T
B AomoAHeHMe kK OCHOBHOMY AMArHO3Y yKasblBaeTCs CTerMeHb 3A0Ka4eCTBEHHOCTM OMyXO-
A grade (oT | a0 IV cTenenun). V naLmMeHTOB C FAMAAbHBIMUK OMYXOASIMW OMNPEAEASIOTCS
Takxe MyTauma reHos IDH-1,2, meTnanposarmne rena MGMT, koaeneuns Ip/19q (npu
HEBO3MOXHOCTU OMPEACAEHUA AGHHbBIX My TalMii ncnoAb3yeTcs abbpesnaTypa «NOS»).
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3. AEMEHUE

CraHaapTHbIMM Ae4eBHbIMM MpoLieAYPaM Y BOABHBIX C MEPBUYHbBIMM OMYXOAAMM
LIHC B HacToswiee Bpems ABASIOTCS Xupyprideckoe BmewaTeAbcTso, AT, XT.

3.1. Xupypruueckoe AeueHune

Xupyprudeckoe yAaAEHUE NPOU3BOAUTCS AASI MAKCMMAABHO BO3MOXHOMO YMEHb-
LWweHus 06bema OMyXOAM C LIEALIO Pa3peLLEHIS BHY TPUMUEPENHON MMNEPTEH3NM, YMEHBLIEHNS
HEBPOAOMMUYECKOrO AeDUUMTA U MOAYUEHUA AOCTATOUHOMO KOAMYECTBA MOPGOAOTMYECKOTO
maTepuana. B nocaeonepalmoHHOM Neproae MOCAE YAGAEHUA OMyXOAM 06A3aTEABHO
BbinoAHeHue KT (+ koHTpacTupoBaHue), a Takxe MPT (£ KOHTpacTMpoOBaHue) B TeYeHMe
2472 vacos.

CrepeoTakcnyeckas 6Moncuna AOAKHA OblTb MCMOAB30BaHA B CAyYasx, KOraa
XWPYPruieckoe yAAAEHNE HEBO3MOXKHO MAW HELIEAECOOOPA3HO, @ TakXKe MPU NOAO3PEHMM
Ha nepBuYHyio Anmpomy LIHC.

B MCKAIOUMTEABHBIX CAYYasix, HANPWUMEP, Y NaLMEHTOB MNOXMAOMO BO3PACTa, Y Na-
LUMEHTOB C BblpaXKeHHbIMW HEBPOAOTUYECKUMU CUMMTOMAMM, MPK PACTIOAOKEHWUM OMYXOAK
B KM3HEHHO BaXHbIX CTPYKTYPax (B TOM UMCAE MPK ONyXOAsX cTBOAa Mo3ra) XT u/uan
AT MOryT NAGHUPOBATBLCS Ha OCHOBAHUM AGHHbIX HEMPOBMU3YAAM3ALUMM U KAMHUYECKON
KapTWHbI MO PELUEHUIO KOHCUAMYMA.

3.2. AyueBan Tepanms

AMCTaHUMOHHbIE MeToabl AT ABASIOTCS OCHOBHbBIM KOMMOHEHTOM A€YEHUS
OOAbLWIMHCTBA NaumeHToB ¢ onyxoAasmun LIHC. AyueBoe aeueHne ncnoabsyeTcs vy nep-
BMUHBIX BOABHBIX, Y MALMEHTOB MOCAE XMUPYPIrUYECKOTO YAAAEHUS/BUOMCUIM OMYXOAK, MPK
BO3HWKHOBEHWW PELIMAMBA/NPOAOAXEHHOTO POCTa ONYyX0AK. /AT MOXET NPOBOANTLCA Kak
Ha 06AACTb OMYXOAM (Ha OCTATOUHYIO OMYXOAb MAM Ha AOXKE OMYXOAM), Tak v Ha MyTu
BO3MOXHOIO METACTa3npoBaHus (HaNpUMEp — KpaHMOCMMHAABHOE OBAYUEHME B A€YEHMM
3neHAMMOMbI). CTaHAGPTOM AYUYEBOTO AEYEHWS ABASIETCS NMPUMEHEHNE CTEPEOTaKCUUECKOM
TEXHUKN 0OAYYeHMA. [TPUMEHSIOTCA CACAYIOME PEXUMbI GPAKLIUMOHUPOBAHUS:

* peXuMm cTtaHpapTHoro ¢pakumonnpoBaHus (I ceanc B oeHb c POA,
1,8-2,2 I'p Ao COA, 24-70 I'p); ncrnonb3yeTcs Npu KPYMHbIX U/ 1AM AN Py3-
HO-PaCTYLUMX OMYXOAAX PAa3AMUHOM MMCTOAOTMYECKON MPUPOAbI (B OCHOBHOM
ravomsl grade |—1V), a Takxe Npu 0bAyUEHUM Ny TEN BO3MOXHOIO MeTacTasn-
POBaHMA ONyXOAKN (KpaHMOCMUHAAbHOE ODAYyUYEHME);

* PaAMOXMPYPrUYecKkoe AeUeHNe — OAHOMOMEHTHOE NMOABEAEHME BbICOKOI AO3bI
(12 Tp v bonee) c MCNOAb30BAHMEM CTEPEOTAKCUYECKOM TEXHUKM; MPUMEHSAETCA
NpK HEBOABLINX OMYXOASX (A0 3 CM B MakKCUMaAbHOM M3MEPEHUM) C YETKUMMU
rpaHuLamMm (MMAOUMAHBIE aCTPOLIMTOMBI, SMEHAVMOMbI, MEHWUHTMOMbI, HEBPUHOMBI,
aAEHOMBI TMNodur3a, KpaHUOBAPUHIMOMBI U AP.);

* pexum runodpaumormposanms (POA 22,5 Tp, COA 215 p) ncnoabsyeTtcsa npu
OMYXOAAX C YETKUMU IFPaHnLaMn AMBO C MUHUMAABHOM (A0 3—5 MM) 30HOM
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BO3MOXHOM MHGUABTPALMM TKaHeN, a Takxe npu obpasoBaHusax boree 3 cMm

N/ VAN OMYXOAAX, PACNOAAraIOLLMXCSH BOAM3N KPUTUUECKUX CTPYKTYP MO3ra.

[pn AeYeHnn 3n0KadecTBEHHbIX onyxonen (grade IlI-IV) AT caeayeT HaumHaTb
B CPOKM OT 2 A0 6 HeA. MOCAE onepauum, B psiae cAydaes — B koMbuHaumm ¢ XT (pasaen 4).
Mocae AT BO3MOXHO BO3HWUKHOBEHME MOCTAYUEBbIX MOBPEXAEHWIA BELLECTBA FOAOBHOTO
MO3ra, B TOM UYMCAE AYYEBOTrO Hekpo3a. AAS AuddepeHLMaLIm NOCTAYYEBbBIX OCAOKHEHWN
1 PeLUrAMBa OMyXOAM LieAeCOOBPa3HO MCMOAb30BaHWe AOMOAHNTeAbHOrO MPT ¢ koHTpa-
cTupoBaHneM, [N3T roAoBHOro Mo3sra ¢ METUOHWHOM (THpO3nHOM), MP-cnekTpockonmu,
KT-nepdysun n ap. B aeueHnn AydeBoro Hekposa MOXET MCMOAb30BaTbCS HeBaLn3ymad
(pasaen 3.3).

3.3. AekapcTBeHHasa NpPOTUBOONYXOAeBas Tepanus
B KOMIMAEKCHOM A€4YE€HMU NepBUYHBbIX onyxoAen LIHC

[Moka3aHus 1 BbIOOP CXeMbl MPOTUBOOMYXOAEBOM AEKAPCTBEHHOM Tepanuu
33aBUCAT OT MMCTOAOTMYECKOTO AMarHo3a. PekomeHayemble pexnmbl XT nepeuuHbiX ony-
xonen LUIHC npueeaeHbl B pasaene 3.4. B HacTosweM pasaese NpeACTaBAEHb AATOPUTMbI
BbIOOPa TaKTHKM AEYEHUS MO PA3AUUHBIM HO30AOTMYECKMM TPYMMam.

3.3.1. TAnomnl

[oAXOA K AEYEHMIO 3aBUCUT OT CTEMEHN 3A0KaYECTBEHHOCTU OMYXOAW. BbiaeAsioT
FAMOMBI 3A0KavecTBeHHble grade |lI—IV (aHanAacTuyeckas acTpouMTOMa, aHanAacTMYeckan
OAUTOAEHAPOrAMOMA, aHanNAaCcTUYeCKasi OAMroacTPOLMTOMa, TAMOBAACTOMA, TAMOCAPKOMa)
M HU3KOWM CTemneHn 3nokadecTBeHHOCTH grade |—Il (acTpouMTOMa, OAUIOAEHAPOTAMOME,
OAUFOACTPOLMTOMA, @ TaKXKe PEAKME THMbl OMYXOAEN — MAeOMOpHas KCaHTOACTPOLM-
TOMa, CyH3NeHAMMapHas MTMraHTOKAETOUHAsA aCTPOLIMTOMA, MUAOUAHAS aCTPOLIMTOMA).

3.3.1.1. 3rokauecTBeHHbIe TAMOMBI (grade I11-1V)

MPT npu3Hakamm 3A0Kau4eCTBEHHOMN FAMOMbI ABASIOTCA: TUMOMHTEHCMBHAA B T |
pexmnmMe, rmnepuHTeHCKBHas B pexumax 12 n FLAIR, camBatowwascs ¢ 30Hom nepudokanb-
Horo oTeka onyxoAb. KAVHWYeCcKkne NpusHaku: KOPOTKMIA aHaMHe3, bbICTpoe HapacTaHue
CUMIMTOMOB, OTHOCUTEABHO PEAKO HABAIOARETCA CYAOPOXHbBIN CUHAPOM. ECAM NO AaHHbIM
MPT HeAb3a nckaiounTs AMdomy LIHC, naumneHTy Heob6XOAMMO CHavaAa BbIMOAHUTb
CTB. lNocae xupypruyeckoro BMelaTeAbCTBa C BepUdMKaLMEN AMarHO3a acTpounTap-
HoW ramrombl grade IlI-IV nokasaHo npoaoaxerue Aeveruns B Buae AT u XT (puc. |).
MOAEKYASIPHO-TEHETUYECKNE daKTOpbl, onpeaeAsiowme nporHo3 — IDH-1,2 MyTaums,
mMeTuampoBaHue reHa MGMT, koaereuns |p/19q (Bce — BaaronpuaTHble).

AAS NaUMEHTOB C TAMOBAACTOMOM PEXMMOM BblbOpa MOCAEOMNEPaLMOHHOMO
neveHus asaseTcs XAT ¢ exxeAHEBHbIM NpUeMoM TeMo3oAoMMuAaa (75 Mr/m?)
(B TeueHwne Bcero kypca AT — 30 ¢pakumii no 2 Ip Ha dpakumio), ¢ nocaeayowmmm 6—10
Kypcamu Temosoromuaa 5/23 (pasaen 3.4) (puc. 2). MNposeaerre AT (30 dpakumi no 2
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P Ha $paKLMIO) MOKa3aHO AASA MaLMEHTOB C aHANAACTUYECKOW aCTPOLIMTOMOWM, aHamnAa-
CTMYECKOM OAMTOAEHAPOTAMOMOWM, aHaNAACTUYECKON OANTOaCTPOLIMTOMON.

[pu nepsom koHTpoAe nocae koMbuHUpoBaHHOro XAT ranombl (Yepes | mec.)
MOXHO HabAIOAATL GEHOMEH MCEBAOMPOrPECCUM: YBEAUUEHWNE KOHTPACTUPYEMON YacTH
OMNYXOAW MPU OTCYTCTBUWM HapacTaHWs HEBPOAOTMYECKUX CUMMNTOMOB U CTabUABHbIX
ro3ax [KC. B Takom cayyae pekomeHaosaH MPT-koHTpoAb vepes | -3 mec. (cymMmapHo
2-3 mec. nocAe 3aseplierus AT) C LEeAbIO OKOHYaTEABHOM OLIEHKM AMHAMUKK OOAE3HM.

XumnoTepanus (pexum PCV 1A MoHOTepanms AOMyCTUHOM UAKM TEMO30AO-
MUAOM) AOAXHA OblTb Ha3zHadeHa nocae AT 6OAbHBIM C aHAMAACTUUYECKOW acTPOLIMTO-
MOW, aHaNAACTUYECKON OAUTOAEHAPOTAMOMOM, aHAMAACTUYECKON OAMIOACTPOLIMTOMOM
(pasaen 3.4).

— T
Her —>I [AvobracToma I—>| XAT |—>
(Temozonomuma)
A *
HeT myTauvm
IDHI,2
Q AHanacTiieckas
§ aCTpOLMTOMa,
S | anannactmdeckas > AT
= nAeomMopdHas
DakTopbi pycka: KcaHToacTpouMTOoMa
* BospacT >70 aeT; A
* CoCTosHMe Mo
MPT-npuzHaku
—p|  wkane KapHos- AHanAacTyueckas
raviombl G II-IV o XT (HuTposo-
cxoro <50%; L 5| OAVIFOACHAPOTAVOMA, Koaeneuns R
* 60AbLION Obbem aHanAacTuyeckas Ipl9q gl B AHEIE,
TEMO30AOMMA)
OMyXoA1 OAMrOaCTpOLMTOMA
Aa :I XT, namuatvisHas Tepanus

PucyHok 1. PekoMeHAyeMbIit aATOPUTM AeueHUs
3A0Ka4ecTBEeHHbIX rAMom grade IlI-1IV

[pu HaAnumm koaereummn Ipl9q BOABHBIM C aHAMAACTUYECKOM OAMIOACTPOLIMTO-
MOW 1 aHanAaCTUYECKON OAUTOAEHAPOTAMOMOW B MOCAEOMNEPALIMOHHOM NEPUOAE MOTYT
6biTb Ha3HaueHbl kak AT, Tak 1 XT (pexum PCV nan MmoHoTepanus TeMo30A0MKUAOM 5/23).
B cayuae noaHoro oTeeTa Ha xumuoTepanuio AT y NaUMEHTOB C TakMMMK OMyXOASIMU
MOXeT OblTb OTAOKEHA B KAYECTBE PE3EPBA ACUYEHUA NPU PELIMAMBE.

MPT ¢ koHTpacT1poBaH1em
_ DOpakuyormposarHas AT + yepes 2—4 Hepenmt I PeLve
TEMO3OAOMMA (3ABIOBAHTHO nocAe okoHyaHms AT,

3aTeM — Kaxable 2-3 mecaua

PucyHok 2. PekoMeHAyeMan cxeMa XMMUOAYYEBOM Tepanuu
€ TEMO30AOMMAOM
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MeToaaMU AeUeHUs HOABHBIX C PELIMAMBAMU TAMOM SBASIOTCS NMOBTOPHOE Ore-
paTUBHOE BMeELIATEABCTBO, cncTemHan XT, MOBTOPHOE OOAyUYEHME U NAAAMATMBHASA
Tepanus. [NokasaHus k onepaTuBHoMy AedeHmio, AT, XT AOAXKHBI 0OCYKAATbCA MYABTU-
AVCUMNAMHAPHO. B HEKOTOPBIX CAYYasiX MOXET OblTb MPEAAOKEHO MOBTOPHOE OOAYUEHME
(ecam c MomeHTa AT npowao He MeHee 8 Mec.). [pr HEBOABLIMX AOKAABHBIX PELIMAMBAX
MOTYT pPacCMaTpPMBaTbCS PAAMOXMPYPIUs MAK TMnogpakumMoHnposarHHas AT (puc. 3).

CumnToMaTieckas Tepanis

MHOXeCTBEHHbIE ovaru o (Npv1 TAXEAOM OBLLIEM COCTORHMM)
Mo AaHHbIM MPT U crctemHas XT WAKM nasmaTBHOe

XVPYPry{eckoe BMELATEALCTBO

\ /

OnTrMaAbHas
NoAAEPXVIBalOLIAs
Teparms

Peunavs Pesekums nan

CTepeoTaKkcyeckas
paavoTepania/

+ MNosTopHas AT "2

/\OKaAbHbI PaAVOXVPYprits Cuctemas XT* =g
peuvame

HepesekTabeabHan ) + [MosTopHan AT o

OrMyXonb WAM ccTemHas XT =

'Cm. paspen 3.2,

2Heobxoanma MP-cnexktpockornus, MP-KT nepoysus, M3T (¢ METUOHMHOM) AAS UCKAIOYEHUS AY4EBOTO
Hekpo3a, 0cobeHHO, ecAn MHTepBaA oT nepeoit AT 18 mec.

*Tpu aHaNAACTUHECKOM OANMOAEHAPOTAMOME 11 aHANAACTUMECKOM OAUTOACTPOLIMTOME MPEANoHTHTEAbHA XT.

*OTBET NOCAE ABYX MNOCAEAOBATEABHBIX HEIPDEKTUBHBIX PeXMMOB X T MarOBEPOSITEH.

PucyHok 3. PekoMeHAYeMbIi aATOPUTM AeveHUs
PEeuUMAUBOB 3A0OKaAYE€CTBEHHbIX TAMOM

[py peLmAMBaX aHaMAACTUHECKNX aCTPOLMTAPHBIX 1 OAUFOAEHAPOTAMAABHBIX OMy-
xonelt grade Il nokasaHo Ha3HaueHVe TEMO30AOMMAA (ECAM paHEE HE MCMOAL30OBAACS WAW,
€CAM UCMOAB30BAACS, TO OOECTEUUA AAUTEABHBIN, HE MeHee 6 MeC., KOHTPOAb HoAesHM). Hu-
TPO30MpPOW3BOAHBIE MOT'YT Takxe OblTb MPEAAOXKEHDI, ECAV OHU PaHbLLIE He MCNOAb30BAAMCH.
[Py OAUFOAEHAPOIAVOME W aHAMAACTUHECKUX OAMIOaCTPOLIMTOMAX CTPATErnsa 3aBUCHUT OT
MCNOAB30BaHHOW paHee CxeMbl AevdeHns. B cAyyae npuMeHeH1s paavoTepanim HasHa4aeTcs
XT (pexum PCV); ecant ucnonbsosaancs AT n XT (pexim PCV), To npeanovuTeHne oTaaeTcs
XT Temozonrommaom. B cayuae nepeuurHoro HasHavueHuns Toabko XT (pexum PCV) npexae
BCero, AoaxHa obcyxaaTbes AT. Ecan AT He NpoBOAMAACh, Y MaLIMEHTOB MOXMAOTO BO3PacTa,
C OBLUMPHBIMK OMYXOASIMIM MOXET BbITb Mpearoxera Il AanHnsa XT (Hanpumep, TeMo30AOMMA
nocae pexuma PCV).

3.3.1.2. FAMOMBI HU3KOM cTeneHu 3A0KayecTBeHHocTH (grade I-11)

3.3.1.2.1. ACTPOLIMTOMA, OAMTOAEHAPOTAMOMA, OAMTOACTPOUKMTOMA
GRADE I

[peaonepaunoHHbIft aAMarHos ranomsl grade |l ocHosaH Ha MPT-npusHakax
(rMnoaeHcmBHas B T1 pexume, runepaeHcnBHas B pexnmax T2 n FLAIR, He HakananBaeT
KOHTPACT) M KAMHUYECKMX MPOSBAEHNAX (AAMTEABHbBIN aHAMHE3, 4acTO — CYAOPOXHbIN
CMHAPOM, MEAAEHHOE HapacTaHWe CMMMTOMOB). AASl OAUTOAEHAPOIAMOMBI M OAMTOa-
CTPOLIMTOMBI XapakTEPHO HaAnuMe KaabLMHaTOB Ha KT.
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MocaeonepaunorHoe Aeverne (AT, XT) 3aBUCUT OT PaAMKAABHOCTU YAGAEHWS
n/van dakTopos pucka (puc. 4). Koaeaeumns I1p/19q v IDH-I-myTaums — nporHoctuyecku
6AaronpuATHbIE GakTopbl.

MakcimanbHas o | PakTopsl pricka: <1 I—>| Habaoaerne
pesexuma 7|+ eospact >40 reT;
* pasmepbl >6 cM;
MPT n * OflyXOAb MEPEXOANT 3a
KT-npuaraku CPEAHIOIO AVHUIO
oMbl G I * HEBPOAOTUYECKMIN ACPULINT
* OTCYTCTBME OAMFOACHAPO-
CTB vAv oTKpbITas FAMAABHOTO KOMIMOHEHTa >1 I—> AT
6uoncus 1an AT £XT

XT

\/

cybTOTaAbHas pesekuma

PucyHok 4. PekoMeHAYyeMbIi aATOPUTM AeUeHUA
rAvom grade Il

B cAyuae noAHOM pesekumm OnyXoAM 1 NMpK HaAMuMK He Boaee OAHOTO dakTopa
pucka nokasaHo HabaloaeHue (MPT | pa3 B 3—6 Mec. MAM NpK HapacTaHWW CUMMTOMOB;
pasaen 4). [1py HEMOAHOM YAaaAeHUIM/BUOMCUM OMYXOAU MAW MPU HaAKYMK BOAEE OAHOTO
dakTOpa pucka nokasaHo HasHadeHne AT u/uan XT. [NaumeHTamM NoxmAoro BospacTa
(cTapwe 70 AeT) c 0BWMPHBIMU OMNyXOoAdMU AT MOXET He NMPOBOAMTbLCS (Ha3HavaeTcA
MOHOTEpanua TeMo30AOMUMAOM 5/23). Bonpoc o Ha3sHaveHun AT n XT nauneHTam
C HU3KMM MHAEKCOM KapHOBCKOTO M/MAM C MPU3HaKaMMi BHY TPMUYEPENHOM rMnepTeH3um,
6OABLLON pacnpOCTPaHEHHOCTHIO OMYXOAM, PELIAETCA MHAMBUAYAABHO. [ToCAe OKOHYaHKS
kypca AT naumeHTam AOAXHbBI ObITb Ha3HaveHbl KOHTpoAbHble MPT (Yepe3 2—4 Hea. no
oKkoHYaHMK AT, a 3aTeM kaxable 2—3 MeC. — B TeueHue 2—3 AeT).

3.3.1.2.2. TINEOMOP®HAA KCAHTOACTPOLIMTOMA GRADE I

[reomopdHas kcaHToacTpoumToMa Ha MPT — kak MpaBKAO, KMCTO3HasA, XOPOLWO
OTrpaHuYeHHasn OT OKPYXKaloLLEero MO3roBOro BEWECTBA OMYXOAb, COAMAHAS YAaCTb KOTO-
POt UHTEHCMBHO HaKarnAMBAET KOHTPACT, PACMOAOXKEHA ACUMMETPUYHO OTHOCUTEABHO
kucTol. [lokasaHo yaaneHne onyxoan. AabloBaHTHas Tepanus He TpebyeTca. CaeayeT
yKa3aTb, YTO B kKAaccuukaumio 2016 r. BHECEHO NMOHATHE aHaNAACTUYECKan NAeoOMopdHas
kcaHToacTpounToma grade IlI». AeyeHne 3ToM ONYXOAN OCYLLECTBASETCS MO MPUHLMNAM
AEYEHUSA 3A0KAYECTBEHHBIX TAMOM. AOMOAHUTEABHO onpeaeAsieTcst BRAF myTaums (B cay-
Yasix BbIABAEHWsSI MOXeET OblTb Ha3HaueHa Tepanus BeMypabeHnOom nan pabpadeHndom).

3.3.1.2.3. CYBIMNEHAMMAPHAA TUTAHTOKAETOYHAA ACTPOLIMTOMA

Yallle BCero ABASIETCS OAHMM U3 MPOABAEHUI TYHEPO3HOTro ckAepo3a (boAe3HM
BypHesuans). Ha MPT npeacTaBAeHa COAMAHOM OMYXOAbIO, PACMOAOXEHHON Yallle Bce-
ro B NPOEKUMM OAHOTO MAK 0BOUX 0TBEPCTUIM MOHPO, rMNoAeHCUBHOM B T I-pexnme
M MHTEHCMBHO HakanAmsaiollern kKoHTpacT. Ha KT xapakTepHO HaAn4Me CUMMETPUYHBIX
KaAbLMHATOB B MPOEKLMM 3pUTEAbHBIX ByrpoB. CTaHAZPTOM AEUEHUS 3TUX OMYXOAEN SIB-
AAIETCS ONTUMaAbHOE (TOTaAbHOE) YAaAneHue. BoAbHbIM ¢ Anddy3HoM cybaneHAnMapHOM
TMraHTOKAETOUYHOM aCTPOLMTOMOM MOXET ObITb Ha3HaUYeHa Tepanus 3BEPOAUMYCOM.
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3.3.1.24. TIMAOMAHAA ACTPOUMTOMA GRADE |

OB6bIUHO BCTPeYaeTCA B AETCKOM BO3PaCTe U Y MOAOABIX B3pOCAbIX. OnTu-
MaAbHBIM METOAOM AEUEHUS ABASETCS XMPYPruyeckoe yaaneHue (Mpu onepabeAbHoCTH
onyxoam). Obs3aTeAbHbIM ABASIETCA BbiNoAHeHMe MPT B nocAeonepaLMoHHOM Neproae
AAA OLIEHKM PAAMKAABHOCTM onepaummn. B cayuae paaAMKaAbHOMO YAAAEHUA OMYXOAM MO-
KazaHo HabaloaeHwMe. B cayvae ocTaTouHOM onyxoAn nokasaHa AT.

3.3.1.3. T”AMoMaTO3 roAOBHOro Mo3ra

[AMOMaTO3 MO3ra — 370 AMPPY3HOE NoPaKEHNE TAMOMON CTPYKTYP FTOAOBHOMO
Mosra (boaee 3-x aHaTOMMUYECKMX OBAACTEN BOABLLINX MOAYLWAPUIA, OBBIYHO C MEPEXOAOM
Yepe3 MO30OAUCTOE TEAO U C MEPUBEHTPUKYAAPHBIM pacnpocTpaHeHueM). [TokasaHa
Bepudukauma aAmartosa nytem CTH, Tak Kak OT MMCTOAOTMYECKOrO AMAarHO3a MOXET 3a-
BUCETb BLIGOP Ae4eOHOM TakTUKM (HaNpUMEP, MPU OAMTOAEHAPOTAMAABHBIX OMYXOAAX, Kak
NMPaBMAO, NMOKa3aHO omnpeaeAeHme koaerelmn |p/19q, Npu ee BbIABAEHWM — HAa3HaYeHNe
XT Ha 0CHOBE HUTPO30MPON3BOAHbBIX). MOryT paccMaTpmBaTbCA TPU MOAXOAR: HAbAK-
AeHMe (eCAM Y BOABHOMO HET KAMHMYECKUX cuMNToMOoB 3aboAaeBaHus), XT (PCV/aromy-
CTUH/TEeMO30AOMMA) U AT FOAOBHOTO MO3ra, B 3aBUCMMOCTH OT KAMHUYECKOW CUTYaLmK,
AGHHbIX HEMPOBK3yaAM3aLmu, MopboAorn, MIMX n MOAEKYASPHO-TEHETUYECKUX MAPKEPOB
1 MHEHWSA CNELMAANCTOB.

3.3.1.4. TAMOMBDBI CTBOAAQ FOAOBHOI0O Mo3ra

[py y3A0BbIX HOPMax OMyXOAel CTBOAA MO3Ta, 3k30PUTHOM XapakTepe pocTa,
Boobue npu MP-npusHakax NOAHOM MAM YACTUYHOM OTIPAHUUYEHHOCTHU OT CTPYKTYP
cTBOAA (HanpuMep, NPU MUAOUAHONM aCTPOLIMTOME), MOKA3aHO YAAAEHWUE OMYXOAW (MAM
OTKpbITas buoncus). Aasee, B 3aBUCUMOCTH OT TMCTOAOTUUECKOTO AMArHO3a, Bo3pacTa
N PaAMKaAbHOCTU yaaAeHus HasHavyaeTcs AT u/vanm XT. [pu anddysHom xapakTepe
poCTa OnyXoAen cTBoAa (Hanpumep, Npun AMPPY3HOM rAMoMe MocTa — KAMPPY3HOM
MOHTKHHOM raMome) nokasaHbl AT 1 XT 6e3 obs3aTeAbHON Bepubukaumu. [pu rano-
Max YeTBEPOXOAMHOM MAACTUHKM MOCAE PaspelleHns rapoLedani OCyLLECTBASETCS
peryasipHoe kanHudeckoe 1 MPT-HabAaloaeHMe (B CAyYae NpOrpeccrpoBaHms OMyXOAU
paccMaTpuBaeTCa BOMPOC 06 yaaAeHUn ¢ nocaeaytowen AT).

3.3.2. DneHANMOMBI

Peakue onyxoAm, BO3HMKAIOWME U3 SMEHAVMbI TOAOBHOTO (Yalle pacroAaraoTcs
B MPEAEAAX KEAYAOUKOBOW CUCTEMBI, PEXE — IKCTPABEHTPUKYASPHO) UAM CMIUHHOTO MO3ra;
OAMHAKOBO YacTO BCTPEYAIOTCS Y AETEN U Y B3POCALIX. [ IPUMEPHO B MOAOBUHE CAyYaeB
Ha KT » MPT BbisiBASIOTCA NPU3HAKKM MEAKMX KaAbLMHATOB. XOPOLO HaKanAMBaloOT KOH-
TpacTHOE BELLECTBO, Yalle — HeromoreHHo. [1o kaaccuoukaumm BO3 2016 r. BbiaeasioT
aneHanmoMy (grade Il) u aHanAacTuyeckyio sneHamMmowmy (grade ll1).

BeAyLLYyIO POAb B ACUEHMM SMIEHAUMOMbI UTPAET XMPYPrUYECKOE YAAAEHME OMyXO-
AU, MO3TOMY MPU BbIMOAHEHUM OMEPALIMU CAEAYET CTPEMUTHCSA K MAKCMMAAbHOM Pe3eKLmm
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OTMYyXOAWN. |_|Pl/l YCTAaHOBAEHUN TMCTOAOTMYECKOrO AMarHo3a sneHAMMOMbI MAM aHANAACTU-
YeCKoW AMeHAMMOMbI MOKa3aHa MPT roAOBHOMO 1 CAMHHOIO MO3ra C KOHTpacTMpOBaHMEM
(C LEABIO OMNMPEeAEAEHNA PAANKAABHOCTHK onepaLnn 1 BbIABAEHNA BO3MOXHbIX CMNHAAbHbBIX
MeTaCTaBOB) M MCCAEAOBAHME CMMHHOMO3IOBOM XUAKOCTM Ha OMYyXOAEBbIE KAETKU.

e e -
HET MeTacCTa3oB

w MPT PaavikansHoe yaanervie,
< —| ) > @
= C raAOAVIHVEM €CTb MeTacTasbl KpaHvio- = + Onepauvs
w FOAOBHOTO CrvHaAbHoe < N

N | | £XT
< 1 CMIMHHOTO MO3ra: 0b6AyHeHe § TAT
< +
< SneHAUMOMa HepaavikarsHoe yaaseme, + 6ycT w

—> —> o

> G-Il eCTb MeTacTasbl

HepaavikarbHoe yaarerme,
> - brcr (oraruran AT |
HeT MeTacTasos

PucyHok 5. PekomeHayemasn cxema
A€Y€HUA SNEHAUMMOM

B cAyuae BbINOAHEHMA MaKCMMaAbHOM Pe3eKLIMU SMeHAUMOMbI PEKOMEHAOBAHO
HabAloAeHMe (MPU OTCYTCTBUM NPU3HAKOB METACTa3MPOBaHUA B BUAC HAAUUMA KACTOK
OMyXOAM B AMKBOPE AW CMIMHAABHBIX MeTacTa3os Ha MPT cnnHHOro Mo3ra ¢ KOHTPacToM).
Ecan xe paamkanbHas onepaums HEBBIMOAHMMA WAW MOCAE OMEPaLMi €CTb OCTaTOUHas
OMYyXOAb, aAbIOBAHTHBIM METOAOM AeueHUs aBasieTcA AT, 06bem KOTOpOW ornpeaseAseTcs
PaAMKaABHOCTbIO OMePaLMi U BBIABAEHHOW PacnpOCTPaHEHHOCTbIO OMyxXoAn (puc. 5, 6).
XuMHnoTepanua MoXKeT UCMOAb30BATbCA B CAyYasnX pellMAUBA 3NEeHAMMOMbI
(puc. 6, 7). Pexxumbl XT npu aneHarMOMax ykasaHbl B pasaeae 3.4.

Pesekuma
MPT rOAGBHOIO 1 CMHHOTO Onyxone | c nocreayioutein dpax-
MO3ra (ECAM M3HAYABHO NOAO- pesexTabenthia i
LmoHMpoBaHHoi AT
KUTeAbHa) Kaxaple 3—4 Mecsua PeLmavis
B Teuerme |-ro roa, —>| & ronosrom nan
3aTeM Kaxable 4-6 Mecslies CMUHHOM Mo3re
B TeueHMe 2-ro roaa, o
3aTeM Kaxable 6-12 mecsues nyxone —>| /\ydesas Tepanva |—>| +XT I
HepesekTabeAbHa

PucyHok 6. PekomeHayemas cxema AeyeHus
peumAMBa 3NEHAMMOMbI

KoHTpoabHble o6caepoBaHuna (MPT ¢ KOHTpacTMpOBaHUEM U KAMHWYECKOE
06CAeAOBaHIE) OCYLLECTBAAIOTCA He pexe | pasa B 3 MeC. Ha MPOTSKEHNM NMEPBOro roaad
HabAIOAEHMSA, 3aTEM, MPK OTCYTCTBUM AAHHbBIX O MPOrpeccHpoBaHmm, — He pexe | pasas 6
mec. B cAyuae nporpeccrpoBaHus B BMAE COAMTAPHOrO O4ara paccMaTpuBaeTCs BOMPOC
O NOBTOPHOW ONepaLmnn NAK, NMPU HEBOABLUMX pa3Mepax PeLMANBA, O PAAUOXMPYPTUN.
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3.3.3. MNepsuyHas aumopoma LIHC

OTHocnTenbHo peakas onyxoab LIHC (5-79% oT Bcex nepBUUHbIX OMyXOAeW
LIHC), oTHOCAWasCs, COrAaCHO OHKOreMaTOAOrMUYECKMM KAACCUDUKALMAM, K PEAKNM
bOpMaM HEXOAKKMHCKMX SKCTPAHOAAABHBIX AvMdom. Mopdonrormyecki 6oree vem B 90%
CAydaeB npeacTaBAeHa AnddysHon B-kaeTouHom anmdpomoit. Pasanuaiot aumeomsl LIHC
Y UMMYHOKOMMETEHTHbIX NauneHToB un BY-accounmnposanHbie Aumdbomsl. V 15-20%
HOABHBIX C NepBUUHBIMK AMPOoMami LIHC BbisBASETCS NopaxeHne OnyXoAblo CTEKAO-
BMAHOIO TeAa raasa.

/AvarHo3 nepsuruHo
Amomel LIHC
WccaepoBarivie Aviksopa (ecan noATBEPXKAEH
6€e30MacHo) 1/ nAn ccrepoBaHMe
He pekomeHayeTca rAa3 ¢ 3a6opom bronTaTa, ecAn
KT v MPT HasHayaTb MAIOKO- aHaAU3 LiepebpOCHaAbHOM
MPEANOAArAET  fdip|  KOPTUKOCTEPOUABI [ KUAKOCTY OTPULIATEAEH, Buoncns
AMPOMY AO BepridyKaLmmn n/vam CTB, ecan aHanns HE MOATBEPXAET
Aviartosa (6uoncum) LiepebPOCTIMHAABHOMN KMAKOCTH oy LIHC
oTpULIaTeAeH (MCKAIOUEHb! (v He nacnouaet
remo6AacTo3bl)

Apyras onyxons LIHC

PucyHok 7. PekoMeHAYeMbIl i AMArHOCTHUYECKHIA aATOPUTM
npu nepBuuHoi Ammpome LLHC

MeToaoM Bbibopa B ycTaHOBAEHUM AMarHo3a AnMdombl LIHC seaseTca CTB.
[Mpsmas onepawuma ¢ LeAbio BeEpUdUKaLMM AMArHO3a BbINOAHAETCS B CAyUasxX AOKaAM3aLmMm
OMYXOAW B OnacHbIX AAs BbinoAHeHKs CTh obaacTsax Mo3sra (Hanpumep, MOCTO-MO3XeY-
KOBbIM YTOA, HETBEPTbIN KEAYAOUEK, HEOOABLIASA OMYXOAb B MPOEKLIMU TPETHErO KEAYAOUKA
M 1P.) MAM C LEABIO Pa3peLLEHNS YTPOXAIOLLMX KM3HW COCTOSIHUM, OOYCAOBAEHHbIX OOABLINM
06bEMOM Oy x0oAK. [ocae YCTaHOBAEHMS AnarHo3a «nepsuyHas atvMmpoma LIHC» 6oabHoM
AOAXKEH ObITb HaMPaBAEH K reMaTOAOraM (OHKOAOTaM) AAA MPOAOAXKEHUS AevdeHus. [1pu
nraekce KapHosckoro >509%, coxpaHHOM GyHKLMM NMEYEHN 1 NOYeEK, BO3PACTe He CTapLie
65 AeT MeTOAOM BbIbOpa AeveHws ABAseTCsA X T Ha OCHOBE BbICOKOAO3HOIO MeTOTpeKkcaTa
(3-8 /M2, cM. pasaen 34). AaHHOE AeUEHME BO3MOXHO TOABKO B YCAOBMSX FEMATOAOT M-
4ECKOro AN XMMUOTEPANEeBTUYECKOrO CTaLUMOHapa ¢ 0653aTeAbHbIM KOHTPOAEM YPOBHS
MeTOoTpeKcaTa B KpOBM MOCAe ero BeeaeHus. (puc. 7). B cayyae aoctmxermsa nocae XT
MOAHOM perpeccun 3ab0AEBaHNA B TEYEHKE rOAA OT BepUdUKALMM AMArHO3a NauneHT
MOXET ObITb OCTaBAEH Mo HabAloAeHWeM. B cAyuae HEMOAHOrO OTBETa Ha AedeHue No-
kazaHa AT Bcero ronosHoro mosra B8 COA 36 [p (20 dpakumii no 1,8 [p) c nocaeayowmm
nposeaeHueM MPT roAoBbl ¢ KOHTPACcTMPOBaHWEM U MPU HEOBXOAMMOCTU — A0DaBAEHKEM
boost oo COA 45 Ip Ha coxXpaHsIOWMNCS oYar KOHTPacTMpoBaHus. [1pn AMMPOMe raasa
MoKa3aHO AOMOAHEHWE AEYEHUSA MHTPABUTPUAABHBEIM BBEAEHMEM MeTOoTpeKcaTa u/mnam
AT nopaxeHHoro raasHoro séaoka (20 ¢pakumii no 1,8 Ip) (puc. 8).
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* VccrepoBanme rmasHoro Bbicokuit uHaexc Kap- * MeToTpeKkcaT B BbICOKMX A03axX (Mpo-
AHA HOBCKOrO* 1 Mpuemae- BOAWTCH TOABKO B F€MaTOAOTMHECKOM
* AlombanbHas NyHKLNS, L 5| Mas peHaAbHas dyHKLMA "~ CTaLmoHape)
ecan 6esonacHo (KAVPeHC KpeaTHHIHa * + anddysHas AT Mosra® nocae
« MPT npumepHo 50 MA/MUH 3aseplueHna XT
. BMY WA BbiLLIE) * OnyxoneBble KAETKM B AMKBOPE 1AK
Avartios . PeHTre'H TPYAHOM KAETKM onyxoAb Ha MPT cnHHoro Mo3ra
niontst LIHC = * O6WMit aHaAM3 KpoBM, NOKa3aHMs AAS| MHTPaTEKaAbHOM
TPOMBOLTEI, MeveHO - XV1MUOTEpANin
NOATBEPKAEH
Hble pepMeHTbI * Ecant nccrepoBaHme raasa noaTeepxAaa-
« KT rpyaHor €T AMarHo3, To MHTpaokyAspHas XT nan
KAETKW/ BpIOLHOM Huskuim nHaexc AT Ha rAasHoe A6A0KO
noaocT/Tasa KapHosckoro® nau Hapy-
* Buoncua kpacHoro | werivie dyHKLMM Novex
KOCTHOrO MO3ra ' (kwiperic kpeatnrira |y | + Obuiee 06nyueHe roaoBHOrO Mo3ra
. 372 Menblue 50 MA/ MytH) * Ecan nccreposariie masa noaTeepxAa-
€T AMarHo3, To MHTpaokyAapHas XT 1an
AT Ha opbuTy
* OnyxoneBble KACTK B AMKBOPE MAV
3HauaAbHO 6biaa MpexpatiTh ropmoHansHyto onyxonb Ha MPT cnuHHoro mosra —
HasHaueHa Tepanus L 5 fg::gg;@ag:zg:j;b MOKa3aHMA AAS MHTPATEKaALHOM
TAIOKOKOPTMKO- X1MMOTEpanin
crepomaaMA NPy NPOrpeccMpoBaHi
3aboneBaHma
brioncua He
NOATBEPXAAET
Amomy LIHC [MNosTopHas broncus nan
TAIOKOKOPTMKO- AANBHENLINIA MOWCK APYTUX
CTepouAb! | onyxoneii/3abonesarmin LIHC,
He HasHaYaA1ch KaK TO AEMMAEHU3VIPYIOLLVE,
MHGEKLIMOHHbIE 11 M.

PucyHok 8. PekomeHAyemas cxema AeyeHus
nepsu4Hoi AMMdpombl LLHC

XT meToTpekcaTom
B BbICOKMX AO3aX
6e3 AT 1A BHy TpY—
apTepuabHas

XT ¢ BpeMeHHbIM
OTKpbiBaHeM Db

* Mpeanonaraetcs XT: MeToTpekcaT

6 mecALes)

MpeawecTeoBasLwas B BbICOKMX AO3aX (MPOBOAUTCH TOABKO
AT BCEro roAoBHOro > B F€MaTOAOTMHYECKOM CTaLMoHape)
Mo3ra ¢ + uHTpatekasbHas XT + AT crmHHOro
Mo3ra
IMporpeccnposaHiie
3ab0AeBaHsA * [NosTopHas XT MeToTpekcaTom
Paree 6biA oTBET Ha
< B BbICOKMX AO3aX (HDOBOAMTCR TOABKO
AEYEHME C AAUTEABHOM
emmccren (Gonee | B r€MaTOAOTMHECKOM CTaLMoHape)
MpeawecTeosaslwas P AAbTepHaTVBa;

* Temo30/0OMMA + PUTYKCHMAG

He 6bino oTBeTa MAn
KOpOTKasi pemuccusi
(Meree 6 MecsLeB)

« Obuliee 0bAyUeHIE TOAOBHOTO MO3ra
+XT

AnbTEpHaTYIBA:

 Temo30/0OMMA + PUTYKCHMAG

PucyHok 9. Cxema AeueHus peumamusa
nepBu4Hoi AMMpombl LLHC

["pu peumamsax Amdombl LIHC pelueHre o MeTOAE AeUEHMS MPUHUMAETCA NCXOAS 13
HECKOABKIX MapamMETPOB: BPEMEHM C MOMEHTA NEPBUYHON BEPUGHKALIMK, MPOAOAKUTEABHOCTM pe-
MICCU, OBLLErO COCTORAHMS BOABHOTO, PACTPOCTPAHEHHOCTH OMyXOAM Ha MOMEHT peLiviavea (puc. 9).
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3.3.4. lNepBUYHbIE repMUHOreHHble (repMUHATUBHO-KAETOUHbIE)
onyxoan LHC

Peakas rpynna nepsuynbix onyxoaei LIHC (cocTasaseT 0,9% Bcex nepeuuHbIX
onyxonen LUHC), BcTpevaeTcs B OCHOBHOM B AETCKOM M MOAOAOM BO3pacTe (Meana-
Ha BO3pacTa Ha MOMEHT YCTaHOBAEHUS AMarHo3a — npumepHo 20 AeT), npeobrasaeT
Y AMLL MYXCKOrO MoAa (B COOTHOLWeHUK M/x 7:1). TucToAOrnYeckn Bce pa3HOBMAHOCTU
3TUX OMYXOAEN UAEHTUUHBI @HAAOTUYHbBIM FTEPMUHOTEHHbBIM OMYXOAAM AMUKA 1 AUYHMKA.
CaMoit YacTon AOKaAM3aLMEN NEPBUUHBIX FEPMUHATMBHO-KAETOUHBIX onyxoen LIHC
ABASIETCA NMHEaAbHas 06AACTb, YTO OOYCAOBAMBAET ABE TUMUYHBIE TPYMMbl CUMNTOMOB!
OKKAIO3MOHHO-TMAPOLIEAABHBIN CUHAPOM U TAA30ABMIaTEAbHbIE HapyLeHUs. [TOCKOAbKY
repMUHATUBHO-KAETOUHbIE OnyxoAn LIHC xapakTepusyioTcs NosbileHWeM B NAa3Me KPOBU
onyxonesbix Mapkepos (ADI n/uan B-XI'Y), npu NoAo3peHnn Ha AaHHbIE OMYyXOAW 06s-
33aTEABHO OMPEAEAEHME B KPOBM 3TUX MapKepoB. boAee Toro, Npu BbISABAEHUM KAMHUYECKM
3HA4YMMOrO MOBbILLEHWS OAHOTO MAKM 060omx Mapkepos (XI'Y >5 HopMm, ADIT >2 Hopwm)
AeYEHME MOXET OblTb HauyaTo 6e3 rmcToAormyeckon Bepudunkaummn onyxoam ¢ XT. o
KAMHWUYECKOMY TEUYEHWIO, POPMUPYIOLLEMY MOAXOADI K AEYEHMIO, PA3AEAAIOT FEPMUHOMY
(ycTOosAACS TakkKe TEPMUH KUMCTas FTEPMUHOMAY) U HErEPMUHOTEHHbIE FePMUHATUBHO-KAE-
TOYHble OMNyXOAM. [1p1 HOPMaAbHbIX YPOBHAX MapkepoB rnoka3aHa MopdoAornyeckas
BepudmKaumsa aMarHosa. B cooTtseTcTBUM ¢ Mopdorormyeckon kaaccudukaumen BO3
onyxonen LIHC 2016 r., BblaAeASIOT cAeAyiOLiME MOPOAOTUYECKME TUTMbI MEPBUYHBIX
rePMMHATUBHO-KAETOUHbIX onyxoaen LIHC:

* repMMHOMS;

* 3MOpPUOHaAbHas KapLIMHOMa;
* OMYXOAb KEATOYHOIO MELLIKA;
* XOpPWOKapLMHOMS;

* TepaToMma:

— 3penas;

— He3peaas;

— TepaToMma CO 3AOKaYecTBEHHOW TpaHcpopMalmelt;

* CMeLWaHHblE FEPMUHATUBHO-KAETOUHBIE OMYXOAM.

[TOMMMO MapKepOB, AAS MOAHOLEHHOM AUarHOCTUKN AGHHOW TPYMMbl OMYXOAEW
HeobxoAMMO BbiNoAHeHWe MPT ¢ KoHTpacTMpoBaHMEM BCErO FOAOBHOIO U CMIMHHOIO
mo3ra. Kak n npu nepsuurHont asmmdpome LIHC, npu nepsnyHon repmmHome LIHC xu-
pypruyeckoe yaaneHue He yayylaeT nporHos, nostomy CTB nan oTkpbiTas buoncus
OMYXOAKN NMPEANOYTUTEABHEE YAAACHUA.

3.3.4.1. MNepBuuyHan («umucraa») repmmHoma LHC

CoBpeMeHHbIN MOAXOA K AeUEHMIO 3aKAlovaeTcs B nposeaeHnn XT B pexume
KUMCMAATUH + 3ToMno3una» (CM. pasaeA 3.4) C MOCAEAYIOLMM OOAYUEHNEM KEAYAOUKOBOW
cnctembl rorosHoro mosra COA 24 p (Mpu oTCyTCTBUM AaHHBIX 332 METacTa3nMpoBaHue
no 060A0UKaM CMMHHOTO MO3ra). [opaxeHue Xra3mMaAbHO-CeAsipPHOM 0bAaCTH TpebyeT
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BbINOAHEHMSA aHAAV30B KPOBW Ha FTOPMOHbI FTMNOdK3a Ha BCEX 3Tamax AeUeHUA 1 y4acTua
3HAOKPUHOAOTA (Aydlle — HEMPOIHAOKPUHOAOTA).

KpaTkuit aAropuTm AeueHusa 60AbHBIX C NepBUYHON repmuHomoit LLHC:

* AoonepauMoHHOe ob6caepoBaHue:
— MPT roAoBHOro M CMMHHOIO MO3ra C KOHTPACTUPOBaHUEM;
— KpOBb Ha onyxoAeBble MapKepbl (ADI, -XIY) — A0AXKHbI 6bITb
B NpeAeAax HOpMbl;
— ob6cAepoBaHMe y HEBpPOAOTa, 0pTaAbBMOAOra, SHAOKPUHOAOTA;
* CTbB uan npsaaman 6uoncusa AAra Bepudprkaumm amarHosa (npn Heo6xo-
AMMOCTH — pELLEHUE BONMPOCA O AMKBOPOLIYHTUPYIOLLLEN ONepaLmm);
* XMMUOTEpanusa B PeXXMMe KLUCNAATUH + 3TONO3MA» (CM. pa3aeA
3.4.) — kaxapblie 21 peHb;
— nocAe 2 KypcoB — KOHTpoAbHasA MPT roroBHOro u cnMHHOro mMosra
C KOHTPAaCTUPOBaHUEM;
— nocAe 4 KypcoB — NOBTOPHbIN KOHTPOAb: MPT roroBHoro u cnmHHoro
MO3ra € KOHTPaCTUPOBAHHUEM; NMPU MOAHOM UAU NMOYTH MOAHOM OTBETE
Ha AeyeHue — AT B 06beMe 06AyHEHUA BCEMN KEAYAOUKOBOW CUCTEMDI
(a0 ypoBHa C2 weiiHoro nossoHka): POA, 1,8-2,0 I'p, COA, 24 I'p;
B CAy4ae NMOAO3PEHMsl Ha OCTATOUHYIO OMYXOAb (BEpOATHee BCEro —
3peAyio TepaToMy) — A0 HayaAa AT pelweHue Bonpoca 06 yaareHuu;
* KOHTPOAbHasA MPT roAoBHOro u cnMHHOro Mo3ra — Kakable 3 mec.
B TEYeHME NepBOro ropa HabAlopeHus, 3aTeM — KaxAable 6 mec.
B TeuyeHue 2-ro u 3-ro ropnoB HabAloAeHUsA, 3aTeM — | pa3 B roa
MAU NpH BbISBAEHMU HEBPOAOTMYECKMX CUMNTOMOB.
D¢ deKkTUBHOCTL Takoro AeveHusa aocturaeT 90% B oTHoweHUK 5-AeT-
Hel n paxe |0-AeTHel 6e3peUnAMBHON BbIKMBAEMOCTU, MOSTOMY Y GEPTUAbHBIX
NaLMEHTOB MYXCKOrO MoAa AO HavaAa AeYeHUs LEeAECOO6PA3HO pelleHne BOnpoca
O KPWMOKOHCEPBALMK CMIEPMBI.

3.3.4.3.NepBHUYHbIE HEFr€pMUHOTEHHbIE FTEPMUHATUBHO-KAETOUYHbIE
onyxoau LLHC

Ewe 6onee pepkas, yem nepsuuHasn repmmHoma LIHC, rpynna onyxonei, Bkato-
Yalollas SMEPUOHAABHYIO KapLMHOMY, OMYXOAb XEATOYHOIO MELLKA, XOPUOKapLIMHOMY,
TepaToMy (HE3PeAYIo, TEPaTOMY CO 3A0Ka4YeCTBEHHOW TpaHCchOpMaLIMen); MPOrHo3 MeHee
OAAroNPUATHBIN MO CPABHEHMIO C YUCTOM FTEPMUHOMOW.

KpaTkuit aAropuTM AevyeHnA 60AbHbIX C NEPBUYHBIMU HEF€PMUHOrE€HHbIMM
repMMHaTUBHO-KAETOYHbIMU onyxoaamu LLHC:
* AoonepaunoHHoe o6cAaepOBaHMe:
~ MPT roAoBHOro M CMMHHOIO MO3ra C KOHTPacTUPOBaHHUEM;
— KpoBb Ha onyxoAeBble Mapkepbl (A®TI1, 3-XI'Y) — kak npaBuao,
MOBbILWEHbI;
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— obcaepoBaHue y HeBpoAOora, 0pTaAbMOAOra, SHAOKPUHOAOTA;

* XMMMHOTEpPANHUsA B peXXUMe KLUCNAATUH + upochamup + sTonosua»
— Kaxable 21 AeHb;

— nocAe 2 KypcoB — KOHTpoAbHass MPT roAoBHOro u cnMHHoOro Mo3sra
C KOHTPACTUPOBAHUEM, KOHTPOAb OMYXOA€BbIX MapKepOB;

— nocAe 4 KypcoB — NOBTOPHbIN KOHTPOAb: MPT roaoBHOro u cnuH-
HOro MO3ra C KOHTPAaCTMPOBAaHMEM, KOHTPOAb OMYXOAEBbIX Map-
KepOB; NMPU MOAHOM MAM MOYTHU MOAHOM OTBETE Ha AeyeHue — AT
B 06beMe KpaHMocnMHaAbHOro o6ayuyenms: POA, 1,8-2,0 'p, COA
36 I'p; B cAyuyae NOAO3pEHUSA HA OCTATOUYHYIO ONYXOAb (BEpOATHee
BCEro — oAHy U3 pa3HOBMAHOCTel TepaToMbl) — Ao AT pelneHune
Bonpoca 06 yaaAeHuu;

* KOHTpoAbHas MPT roAoBHOro u cnMHHoro mMosra Kaxkabie 3 mec.
(+ KOHTPOADb OMYXOAEBbIX MAPKEPOB) B TEYEHHUE NMEPBbIX 2 AET Ha-
6Al0A€EHMA, 3aTeM — KaXkable 6 Mec. B TeueHUe 3-ro u 4-ro ropos
Hab6AlOAEHUA, 3aTeM — | pa3 B roa MAM Npu BbIABAEHMU HEBPOAOTMU-
YeCcKMX CUMMMNTOMOB.

S¢ddekTMBHOCTb Takoro AedeHns pocturaet 60—70% B oTHowWeHUN 5-AeTHel
6e3peLMAMBHON BbIXMBaEMOCTU. AO HauyaAa AeYeHUA HEOBXOAMMO OBCYAUTL BOMPOC
O KPUOKOHCEPBaLIMK CNepMbI.

3.4. PeXXMMbl AeKapCTBEHHOM Teparnuu NepBUYHbIX
onyxoaei LIHC

PekoMeHAyeMble peXMMbl AEKAPCTBEHHOM TePanuu pasAMYHbIX BApUMAHTOB
nepsuuHbix onyxoaer LIHC npeacTaBaeHbl B TabA. 1, 2, 3.

Ta6amua |. PekomeHAyeMble peXXMMbI AeKapCTBEHHOM Tepanuu ramom grade lI-1V

PCV: aomyecmun 90 Mr/m? BHyTpb B |-t AeHb +BMHKpMEmuH | 5 Mr/m? B/B B |-i1 11 8-71 AHM + npokap6azun
70 Mr/M? BHYTPb B AHM 821 -1 AHU, KaXAbIE 6 HEA.

NomyemuH | 10 Mr/M? BHYTPb B | 11 AEHb, KaXKAblE 6 HEAEAb

Temozoaommg: | 50-200 mr/M? BHYTPb B |—5-11 AH, kaxKAble 4 Hea. (5/23)

Temozoromug (s coctase XAT) 75 mr/m? BHyTpb exearesHo 8 Teuerne AT (30 dpakumi no 2 Ip)

Temo3zorommg |50 mr/m? BHyTpb B |=5-11 AHM + mcnaamin 80 mr/m? (uan kapGonaamun AUC 3) 8/8 8 |-i1 AeHb,
Kaxable 4 HeA.

Temo3zorommg 100 mr/m? BHYTPb B [—8-1 11 | 5-22-11 AHu, kaxable 4 Hea. (7/7)

Vipnromexar 200 mr/m? B/ B |- 1 15-71 Avun + 6esaumsymab 5—10 mr/kr B/8 8 |- 1 | 5-71 AHU, KaxKAbIE 4 HEA.

Aomycmut 90 Mr/m? kaxaple 6 Hea. BHYTPb B |-11 aeHb + 6esaumsymab 5—10 mr/kr 8/B 8 1-71, 1 5-11 1 29-71 Arm

Aomycmur 40 Mr BHYTPb B |-14, 8-1, 1 5-11 11 22-11 Anm + besaumzymab 5—10 mr/kr /s 8 |- 1 15-1 AHm

besaumsymab 5—10 Mr/kr B/B B KaxAble 2 HEA.
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Ta6Anua 2. PekomeHAyeMble peXXMMbl A€KapCTBEHHOM Tepanuu NepBUUHON AMM¢OMBI
FOAOBHOrO Mo3ra

Memompexcam 3-8 r/m? 8/8 B |-i1 perb (+ kanbums cpoaram 0,5 Mr/kr B/8 kaxable 6 4acoB, HaumHas Yepes 24 vaca
MOCAE BBEAEHMS METOTPEKCATA 1 MOA KOHTPOAEM CHIKEHMS €ro KOHLEHTPaLMn B KpOBM) + AekcameTasoH 8 mr/cyT.
B/M B |=3-I1 AHI, KOKABIE 3 HEA.; TPOBOAUTCS TOABKO B CTALIMOHAPHBIX YCAOBMSX FEMATOAOTMHECKOrO OTACAEHHS AV
OTAGAEHWS XUMUOTEPAriK

Pumyxkcimab 375 mr/m? B/B kaxable 3 HeA.

Temozorommng 150-200 Mr/m? BHYTPb B |—5-1 AHM Kaxable 4 HeA. + pumykcumab 375 Mr/m? B/8 kaxable 3 Hea.

Ta6Auua 3. PekoMeHAyeMble PeXKMMbl AEKapCTBEHHOM TEpPanuM NEpPBUUHBIX FEPMUHOTMEHHbIX
onyxoaei LLHC, sneHAMMOMBI, MEAYAAOGAQCTOMbI, MTMHEOBGAACTOMDI

Uncnaamun 25 mr/m? 8/8 8 |1—4-i1 AHut + 3monosug 80 mr/m? B/B 8 |—4-i1 AHU, KaxAble 3 HEA.

Lncnaamumn 20 mr/m? 8/B 8 1-5-11 AHut + amonoamg 80 mr/m? 8/8 8 |-5-1 Avn + u¢poepammug 1500 mr/m?
(+mecHa) B/B B |11, 3-11, 5-11 AHW, kaxkable 3—4 He. (B 3aBUCUMOCTYM OT NEPEHOCUMOCTH)

Uncnaamun 20 mr/m? 8/8 8 | -4-i1 Annt + 3monozug 80 mr/m? B |—4-i1 Avn + umkaogpocpammg 600 mr/m?
B/B B 4-1 A€Hb, KaxAble 4—6 HeA., BCero 6 Kypcos AeHeHus

3.5. ConpoBoauTEAbHasA Tepanus

3.5.1. KopTukocTeponaHas u pAermapatalMoOHHas Tepanus

OCHOBHbBIMW NPOTMBOOTEYUHBIMM NpenapaTamm y 6OAbHbIX ¢ onyxoasmu LIHC
asasioTes [KC (aekcameTasoH, NpeaHn30A0H U Ap.). OHK NMokasaHbl NpU HapacTaloLWeM
HEBPOAOTMYECKOM AePULMTE U NpU3HaKkax oTeka Mo3ra (roAnoBHas OOAb, CMyTaHHOCTb
co3HaHus). B cayvae nopospeHus Ha AMMGOMY MCMOAb30BaHME KOPTUKOCTEPOUAOB He
KEAATEABHO AO MMCTOAOTMYECKOM BEPUBUKALIMM, 33 MCKAIOYEHNEM CUTYaLMI, KOraa oTek
M AMCAOKaLMA FTOAOBHOIO MO3ra yrpoxaioT XM3HW 6OAbHOrO. VIHTEHCMBHOCTL Tepanum
3aBUCUT OT BbIPAXXEHHOCTM CMMMNTOMOB; NOAOMPAETCSH MUHKMMAAbHAA HEOOXOAMMAsS AO3a.
[Nocae perpecca CMNTOMOB HEOOXOAMMO MOCTENEHHOE CHMXEHWE AO3bl, MPU OTCY TCTBUM
CYMMTOMOB — BMAOTb AO MOAHOM OTMeHbl. OAHOBPEMEHHO HEOOXOAMMO MCMOAB30BaTb
ractponpoTekTopbl (H2-rucTammHHble 6AOKaTOPLI MAM BAOKATOPbI MPOTOHHOWM MOMIbI).
CanypeTukn (dypocemma), OCMOTUYECKME AUYPETUKM (MAHHUTOA) MCMOAB3YIOTCS MpU
BbIPRXXEHHOM OTeKe U AUCAOKaLMK Mo3ra B kKoMnaekce ¢ [KC B yCAOBUSAX OTAGAEHWI WH-
TEHCWBHOM Tepanuu.

3.5.2. MNpoTnBOCYAOpPOXKHaS Tepanus

AHTUKOHBYAbCAHTbI Ha3HAYAIOTCSA MPU HAAUUMK CYAOPOXHOTO CHAPOMa (B T,
B aHaMHe3e) MAM MPU3HAKOB IMUAENTUGOPMHOM akTMBHOCTM Ha D3I, Y NaumeHTOoB, KOTO-
pbIM NpeanonaraeTcst nposeaeHue XT, eAaTeAbHO MUCMOAb30BaHWE aHTUKOHBYAbCAHTOB,
HE MHAYLMPYIOLLMX GEePMEHTBI MeveH (BaAbMPOaT HAaTpUs, AAMOTPUAXMA, A€BETUPALIETaM;
HEXeAaTEABHO MCMOAb30BaHKe kapbamasenuHa, andeHrHa, deHobapbuTana n ap.). [Tpodu-
AAKTUYECKOE MPUMEHEHNE aHTUKOBYABCAHTOB MPW OTCYTCTBUM SMUMPUCTYMNOB B aHAMHE3e
He ABASETCA 06A3aTEABHBIM.
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3.5.3. ObesboaunBatolLas Tepanus

foAnoBHan BOAb MU OMYXOASIX MO3ra KynupyeTcs npeumyuiecTeeHHo [KC, Ho
BaXHO, UTOObI NMpK NOAO3PEHUM Ha NepauiHYio Aumbomy LIHC aAo Beprdnkaumm anarHosa
['KC He Ha3zHavaAnch. [1pu HeponaTuyecknx 60AsX TpebyeTcsi KOHCYAbTaLMSA HEBPOAOTa
n/van ncuxmaTpa. B octaabHbix cayyanx ncnoassylotca HIMNBC, Tpamapon. PekomerayeTes
oTMeHa HIMBC 3a 5—7 cyTok A0 onepaumu AASi CHUXEHMS pUCKa NepPUOnepaLmoHHOro
KPOBOTEUEHMA MAU KOHTPOAL FeMOCTa3a C UCMOAb30BaHVEM TPOMOOIAACTOrPamMMbl. [1pu
H6OAEBOM CUHAPOME, OBYCAOBAEHHOM MOPAXEHWEM CMUHHOTO MO3ra M/UAM NMO3BOHOM-
HUMKa, NOKa3aHO NMPUMEHEHME HAPKOTUYECKMX NpenapaTos (TPOMEAOA, PEHTAHWA U AP.).

3.5.4. Koppekuus remocTtasa

B nepuonepauroHHoM nepunoae ars npeaynpexaenus TOAA, HaumHas ¢ Tpe-
TbUX CYTOK MOCAE ONEPALMM, HA3HAYAIOTCA HUBKOMOAEKYASPHbIE renapuHbl (HaApOnapuH
KaAbLIMS, IHOKCANapWH HATPMs, AATENAPUH HATPUS U AP.). [1py MOCTOSHHOM MCMOAB30Ba-
HUW NaLUMEHTaMM aHTHKOAr YASHTOB/aHTUarperaHToB (BapdapuH, KAOMMAOTPEA, aCTIUPUH,
bEHNMHAMOH, aLeHOKYMapOA 1 T.M.) MOKa3aH NepeBoA Ha HU3KOMOAEKYASIPAHbIE renapuHbi
(noa KOHTpOAEM TPOMBO3AACTOrPaMMBbl) HE MeHee YeM 3a 7/ CyTOK A0 onepaumu ¢ no-
CAEAYIOLLEN OTMEHOI renapuHoB 3a 12—24 yaca A0 onepaumm U BOCCTAHOBAEHWEM YepE3
=2 cyTok. [pw BbISBAEHMM B MPOLECCE AEKAPCTBEHHOM TEPANMM TPOMOO30B BEH HIKHMX
KOHEYHOCTEN OMNPEAEASIOT HEOOXOAMMOCTb YCTAHOBKM KaBa-dUALTPA, Ha3HavaeTCs
Tepanusa NPAMbIMU aHTUKOAryASIHTaMK, MPOTUBOOMYXOAEBAA AeKapCTBEHHAs Teparnus
npekpauiaetcs. [o 3aBepweHnn npueMa NpsMbIX aHTUKOArYASHTOB AEKaPCTBEHHYIO
Tepanuio OMnyxoAn MOXHO BO30OHOBMTb, Ha3HAYAIOTCS HEMPSAMbIE aHTUKOArYAAHTHI Ha
nepuoa 3—6 Mec. ¢ COBAIDAEHUEM OCTOPOXKHOCTH MPU Pa3BUTUM TPOMBOLIMTOMEHMM.

4. HABAIOAEHUME

[Noapa3symeBaeT peryaspHoe BbinoAHeHne MPT ronoBHOro mo3sra (8 Tpex npo-
eKUMAX B CTaHAAPTHbIX pexmmax — T1, T2, FLAIR, T + koHTpacT); AAS OTAEAbHbIX Ma-
TOoAOTMI — Takxe MPT Bcex OTAEAOB CMMHHOIMO Mo3ra C KOHTpacTuposaHuem. OueHka
MP-AaHHBIX AOAXKHA MPOM3BOAWTLCA B COOTBETCTBUM C KPUTEPUAMU 3P PEKTUBHOCTU
neverns RANO. Aas naumeHToB ¢ ramomamu grade |—II MPT BeinoaHseTcsa KaxAble
6 mec., npu ranomax grade IlI-IV — kaxable 3 Mec,; npu nepsuyrHon aumdome LIHC —
Kaxable 3—4 Mec. [1pu NEPBUUHBIX FTEPMUHATUBHO-KAETOUHbBIX OMYXOASX SMEHANMOME,
MeayAnobAaacToMe, MHeobaacTome MPT roAoBHOro Mo3ra ¢ KoHTpacTupoBaHuem n MPT
BCEX OTAEAOB CMUHHOMO MO3ra C KOHTPACTUPOBAHWEM BbINMOAHAETCS KaxAble 3 Mec. B Te-
YeHue NepBbiX 2 AT HABAIOAEHMS, 3aTEM — KaXAble 6 MeC. B TeUeHne 3-ro U 4-ro ropos
HabAIOAEHWS, 3aTeM — | pa3 B FOA MAWM MNP BbIABAEHWU HEBPOAOTUUYECKMX CUMMTOMOB.
V 60AbHBIX C NEPBUYHBIMW HEFEPMUHOTEHHBIMK FEPMUHATUBHO-KAETOUHbBIMI OMYXOASMM
PEryAAPHO NMPOBOAWTCS KOHTPOAb OMYXOAEBbIX MaPKEPOB.



