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Husko3nokayecTBeHHblIe NMUoMbl
(kpaTkas nHdopmauyus)

1.

2,

Y10 Takoe HU3KOo3NoKayeCcTBeHHbIe NMUuomMbl?

Hun3ko3nokadecTBeHHble 2/1uoMbl  (OHWM  TaKke HasbiBAlOTCA  [MUOMbl  HU3KOM  CTEMeHu
3M0OKa4YeCTBEHHOCTU) —3TO OMNyXOnu [0fyXxosib] LeHTpanbHOW HepBHOW cuctembl (4HC). 310
conudHasi oryxorib, KOTOpas BO3HMKAEeT U3 MyTMPOBABLUMX KIETOK [K/1emka] ronoBHOro Mo3ra
[2zori08HOU MO32] N CNUHHOIO MO3ra [crUHHOU Mo32]. Tak Kak OHW HauYMHAKOT pacTy NPSIMO B CaMoWn
LEeHTpanbHOW HEPBHOMN CUCTEME, TO UX TakXKe HasbliBatoT rnepsuyHbie onyxonu LJHC. To ecTb 910
He Memacma3sbiB LeHTparnbHYyt0 HEPBHYIO CUCTEMY OT KaKOW-TO APYrol 3noKayeCcTBEHHOW OMyXxonu,
KOTOpas BbIpoCna B ApYroM OpraHe.

Hun3ko3nokadyecTBeHble MMOMbI MOTYT MOSABUTBECA B NIOBOM MecTe B LEHTpanbHOW HEpPBHON
cucTeme. Ho yalle Bcero nx HaxoasiT B MO3XeuKke [MO3XeyoK] 1 B LLeHTparnbHbIX oTaenax 6onbLioro
Moasra [6orbwol Mo3e).

OO6bIYHO HM3KO3MOKaYeCTBEHbIE MNOMbI PACcTyT OYeHb MeasnieHHo. Tak Kak KoCcTu Yepena He AatoT
onyxonu paspacrtatbcsl, a 6onesHb YaCTUYHO MOXET 3aTparMBaTb XXM3HEHHO-BaXkHble obnacTu
MO3ra, TO HM3KO3/IOKaYeCTBEHHAs MMoMa MOXET CTaTb CMepTeNnbHOWN ANs XW3HW pebéHka.

Kak yacto BCTpe4YarTCA HU3KO3JIOKa4YeCTBeHHbIe

rMUoMmbl y aeten?

3.

M3 Bcex dopm paka ronosHoro mosra [onyxonu LHC] y neteri u NoApOCTKOB FMUOMbI HU3KOW
CTENEHN 3II0KAYECTBEHHOCTU COCTaBMAOT caMyto Oonbliyto rpynny, novtn 50%. B epmaHum
3TUM BMAOM paka exerogHo 3aboneBaeT okono 250 geten n nogpocTkoB B Bo3pacTe Ao 18 net
(HoBble criyyam). MHbimu cnoBamu no ctatuctuke us 100.000 geten exxerogHo 3aboneBaeT ABa-Tpu
peb&Hka. [MMombl HU3KOW CTEMNEHU 31TI0KA4YECTBEHHOCTU BCTpeYatoTca B tobom Bo3pacTe. Y aeTen
CpefHuWI BO3pacT, korgda UM CTaBsAT 3TOT AMarHoO3, COCTaBNsET OT NATM OO cemu NneT. HekoTopkle
POpPMbI FMIMOM HU3KOW CTEMNEHMU 310Ka4eCTBEHHOCTUN BCTpeYaloTc Hamboree 4acto 0COBEHHO Y
[eTen mnagluiero Bo3pacta. Tak nuk 3aboneBaeMocTu cneumnanncTel BUOAT y OETEN B Bo3pacTe
Mexay OBYMsi U NATbio rogamu. Mane4nkn 60netoT HEMHOIO Yalle, YeM OEBOYKMU (COOTHOLLEHNE
cocrtaenset npumepHo 1,1-1,3 : 1).

Kakne 6biBaloT pOpMbl HU3KO3TOKa4eCTBEHHbIX

rmmom?

Hu3ko3noka4yecTBeHHbIE MNOMbI — 3TO Bonbluas rpynna onyxonew pasHbiXx TunoB. Pasnununs
MOXHO YBWOETb NOA4 MMKPOCKOMOM (T.e. Yy OMyXxOonen pasHasi rmcrtorornyeckasl CTpyKTypa
TKaHW), TaKKe OHN OTIINYAKTCA MO MOSEKYNAPHO-6nonornyecknm [MonekynspHo-buooaudeckud]
xapaktepuctnkam. Kpome T0oro y rmmom 6bIBaeT pasHasi CTENEHb 3110Ka4eCTBEHHOCTU. DTO 3HAYUT,
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YTO OHWU MOTYT PacTu C Pa3HON CKOPOCTLIO M MOTYT BECTU Ccebs C pa3HOW CTeNeHbI0 arrpeCCUBHOCTY.
Mo knaccudukauum BeemmpHon OpraHusaumm 3apasooxpaHerus (BO3) (krmaccugpukayus BOS3)
HW3KO3MNOKaYeCTBEHHbIE MMOMbI OTHOCAT NGO K | nnm ko |l cTeneHn 3moKa4ecTBEHHOCTU (CM.
mabnuyy Huxe). O rmMoMax BbICOKOW CTEMNEHU 3noKa4ecTBEHHOCTH ( B knaccudukauumn BO3 ato
Il n IV cTeneHn 3nokayecTBEHHOCTM) Mbl pacckasbiBaeM B OTAENbHOM MaTtepuarne.

[mMuombl | cTeneHn 3nMokadeCcTBEHHOCTU (MO CBOMM OMONOrMYecknM xapakTpucTuKam) ABMSTCA
nobpokadyecTBeHHbIMU onyxonsiMu. Kak npaBuno, oHW pacTyT MeOJfieHHO BOOMb OnpeaenéHHon
aHaTPOMMYECKOW CTPYKTYpbl M MMEKT 4YéTkme rpaHuubl. Onyxonb, Korga oHa pacTeT, MOXeT
CAaBNMBaTb TKaHW, KOTOpble €€ OKPYXaloT, HO OHa He npopacTaeT yepe3 Hux (T.e. He OaéT
uHpuneTpaTtoB). B otnnune ot HMX y rmmom Il cTeneHn 3mokavyecTBEHHOCTUM eCTb TeHAeHUUs
HEOQHOPOOHO NpopacTaTb B OKpyXawwme TKaHu (B STOM Cry4Yae crneumanuctbl roBOPSIT O
anddysHom pocte). OHM cnocobHbl BbiCTpee nokMgaTb TO MECTO, B KOTOPOM OHM BbIpOCIU
n3HavanbHO, U YXO4uTb B ApYrue 4YacTu LEeHTpanbHOW HEepBHOW cucTeMmbl. [epexod rmuombl B
Dornee 3nokayecTBEHHyK cTaguio (To ecTb Bbiwe || cTeneHn 3nokavyecTBEHHOCTM), Kak 3TO Mbl
BMAMM Y B3pOCHbIX, ¥ AeTeln bbiBaeT kpaiHe pegko.

Knaccudmkaumsn BO3 rn1mom HMU3KOW CTeNeHU 3N10Ka4YeCTBEHHOCTH

McTonorus onyxonu CTeneHb 3N10Ka4eCTBEHHOCTU MO
knaccudukauymm BO3

MunountapHas actpounToma * |
NMNOMMKCOMAHAs acTpuuToma

Cy63neH,u,MmapHaﬂ rTMraHToKneTo4YHasa I
acTpouuToma

Opyrue rmuanbHble U HEMPOHaNbLHO- I
rmuanbHble OMyXONnu ¢ raHrmmornMoma

» an3ambpuronnacTmnyeckas
HenpoanuTenuanbHas Onyxorb ¢
AecmonnacTtuyeckas actpouutoma/
raHrnvornuoma y aetem ¢
po3eTkoobpasytoLas rmmoHeripoHanbHas
Onyxorb * NanunnsipHasa rMMoHenpoHansHas
OnyXxorib * aHrMoLeHTpuYeckas rmmoma

* audbpysHas nenToMmeHnHrmanbHas
rM1MOHeNpoHanbHasi onyxorsb

lNneomopdHasa kcaHToacTpounToma Il

OnddysHble rmromsl » guddysHas I
acTpouuToma, ¢ myTtaumen B reHe IDH -
remMmcTounTapHas actpoumToma, ¢ Mytaumen

B reHe IDH « anddysHasa actpountoma,

6e3 myTauun B reHe IDH « gudbpysHas
actpoumToma (6e3 LONONHUTENbHbIX

YTOYHEHWI) * onurogeHapornmoma, ¢

myTaumen B reHe IDH un ko-geneumen 1p/19q

* onurogeHgpornmoma (6e3 4ONOMHUTENbHbIX
YTOYHEHWI) * onuroacTpoumToma

PasHble ructonornyeckune CbOprI rIMOM HWU3KOW CTEMNeHn 3noKavyeCTBEHHOCTU BCTpe4alTca
Cc pa3H0|7| yactoton. Cambimu paCI'IpOCTpaHéHHbIMM ABNAKTCA NUNOUNTapHbIE aCTPOLUUTOMBbI,
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okorno 50-70%. MMpumepHo 10% npuxoguTca Ha rMUOHeNpoHanbHble onyxonun (I cTteneHb
3rnokadecTtBeHHocTu), apyrme 10% npuxoadatrca Ha AudpdysHble actpoumtombl (Il cteneHb
3IT0Ka4Ye€CTBEHHOCTN).

4. NMNoyemy goeTn 3aboneBalOT HU3KO3NTOKa4eCTBEHHOMN
rmmomon?

Hun3ko3noka4yeCcTBEHHbIE MMUOMbl BO3HUKAOT U3 MYTUPOBaBLLUUX KIETOK HepBHOI7I cucTembl. OTn
BCNoMoOraTenbHble 3alUNTHbIE KNETKM Ha3blBalOTCA rMuanbHble KNeTkn. HUKTO TOYHO He 3HaerT,
novyemMy Ha4ynmHaeTca MyTauna 3TUX KreTok.

MN3BecTHO, 4TO puck 3aborneTb HWU3KO3MOKaYeCTBEHHON IMMOMON Bbile Y AeTerd M NOApOCTKOB
C HEKOTOPbIMW BPOXAEHHBIMM AedeKkTamu pas3BuTUSa (Hanpumep, Helipogpubpomamos 1 Tuna
(NF 1) wnun myb6eposHbili cknepos). Tak, Hanpumep, 20 % geten ¢ Hempodmbpomatosom 1
Tuna 3aboneBaloT HU3KO3NOKa4YeCTBEHHOM MMMOMOW (Yalle Bcero 6onesHb nosBnseTcs B o6nactu
3pUTENbHbBIX NyTEN).

Kpome atoro, puck 3aboneTb Onyxonbio Mo3ra NOBbILLAETCH, ecrnv paHee peGéHKy obmnydanu
roroBHOM MO3r. Hanpumep, Korga ero feyunu oT OCTPOro Jsielikosa, WM OT 3MOoKavyeCTBEHHOMN
onyxonwu mas (pemuHobsiacmoma).

5. Kakue ObIBalOT CUMNTOMbI OONIe3HN?

Tak Kak HM3KO3IoKa4yeCTBEHHAs MMomMa pacTET MeAneHHo, TO CMMNTOMbl 6one3Hn y aeTen u
NOAPOCTKOB MOSABRAKTCA Kak-Obl ncnoasonb. OHU NOSABMAKOTCA TOrga, Korda onyxoflb HadnHaeT
cAaBnMBaTh CHa4ana cocegHue TkaHu. Ha 6onee no3gHMx cTagnsix oHa HauMHaeT AaBUTb Ha BECb
rONIOBHOM MO3T UMM Ha CMIMHHOMO3roBOW kaHan Kpome Toro, AaBneHne Takke NosiBNAETCs ns3-3a
oméka, KOTophbI AaET cama OMyxorb B COCEAHME HOPMarbHbIE TKaHW MO3ra.

B 3aBucCMMOCTM OT TOrO, FA€ KOHKPETHO BbIPOCIA OMyXOfb U CKOMbKO NET PeGEHKY, MOXET
CUIMbHO BbIPacTU pa3Mep rofioBbl (Makpouedanvs), ObiBatoT 3aepXXK1 B pasBUTUM, MOXET GoneTb
ronoBa Wnu CrnvHa, no yTpam pebEHka MOXET TOLWHWUTbL (XOTS OH elUé He 3aBTpakarn), y Hero
MOXET KPYXWTbCS ronoBa. Takke GbiBaloT NpoGrnembl C MOXOAKOWA, CO 3peHWeM, [AeTU He MOryT
CKOHLIEHTPMPOBATLCS, TEPSIOT CO3HAHWE, Y HUX PacCTPanBaETCs COH U anneTut. MiHoraa y aeten
NOSIBNSIOTCA CYA0POXKHbIE NPUCTYMbI UMW OHU TEPSIIOT ABUraTenbHy CNocoBHOCTL (Mapanuy).

6. Kak guarHocTupyeTcs HU3KO3Jl0OKa4eCcTBeHHas
rmmoma?

Ecnu nocne HapyxHoro ocmotpa pebéHka [HapyxHbIl ocmMomp] U B uctopumn 6onesHn [aHamHes)
y neguartpa ecTb NoA03peHME Ha 3NoKavYeCcTBEHHYI onyxonb LJHC, Bpay BblGaéT HanpasneHve B
KIUHWUKY JETCKOM OHKOMOrnn U reMaTonoruu.

MoToMy YTO ecnv Noao3peBaloT TaKyko OMyxosib, TO NofnHoe obcreaoBaHWe NPOBOAAT CrieLUanucTbl
pasHoro npoduns. Bo-nepBbix, OHWM [OOMKHbI MOATBEPAUTb AOMArHO3, AENCTBUTENbHO N Y
pebEHka 3noka4yecTBeHHasi OMnyxosib LeHTparnbHOW HePBHOW cUCTeMbl. Bo-BTOpLIX, ecrn anarHos
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NOATBEPKAAETCS, OHW AOMKHbI CKa3aTb, KAKoW KOHKPETHbIM TN onyxonu y pebéHka 1 HacKomnbKo
GonesHb ycrena pacnpocTpaHUTbCA MO opraHu3My. TONbKO OTBETUB Ha 3TWM BOMPOCHI, MOXHO
ONTMMAasibHO CMNAaHUPOBATL TAKTUKY JIEYEHUs U AaBaTb MIPOSHO3.

UtoObl MOCTaBUTL TOYHBIA AMarHo3, ectb nm y pebéHka onyxonb LIHC (B w4acTHoCTw,
HM3KO3MOKaYeCTBEHHAsA Mnoma), elée pas TwaTenbHO M3y4alT UcTopuio Gonesnn [aHamHes),
NPOBOAAT HaPYXHbIA OCMOTP M Has3HayaloT Takne memoOdbi uccriedo8aHusi Mo CHUMKaM, Kak
MaecHUmHo-pe3oHaHcHas Tomorpadums (MPT) u komnsromepHas momoepacghus. ATa guarHocTuka
[AéT TOYHbIN OTBET, BbIpOCNa NN OMyxofb B LEHTpanbHOW HepBHOM cucteme. Ecnu ga, 10 roe
WMEHHO OHa BbIPOCMa, Kakoro oHa pa3Mepa MW rae NpPOXOAAT rpaHulbl OMyxonm ¢ CocegHUMMU
CTPYKTYpaMu. €€ pacrofioXeHne 1 pasMepbl, a Takke e€ rpaHuubl C psaoM pacnonoXeHHbIMU
CTpykTypamn. [Ina Tex AeTen, y KOTOpbIX NOOO03peBaloT OMnyXofnb Ha 3puUTErbHOM Hepse, Ans
obcnenoBanna Takke NpurnaLlatoT onbITHOMO rnasHoro Bpaya. B 3aBncumocTt ot ctagum 6onesHu
1 eé BMaa MOryT Ha3HayaTbCs AOMOMHUTENbHbIE UCCNeaoBaHMS.

[ns okoHuYaTenbHOro MOATBEPXAeHVs AumarHo3a OepyT npoby onyxorneBon TkaHw [buorcusi).
Bvoncuto He genarT TOMbKO TEM HEMHOMMM AETAM, Y KOTOPbIX [MMOMbI 3pUTENbHBLIX NyTen nUnu
NMPOMEXYTOYHOro Mo3ra. [Ins aTux BMOOB IMIMOM He HYXEeH 2ucmosioauyecKull aHanus, Tak Kak no
CHMMKaM MOXHO TOYHO YBUAETb XapakTep Onyxonun n eé obbLém.

Kak cocTtaBnsloT nnaH neyeHna?

Mocne okoHYyaTenbHOro AuarHo3a COCTaBNAT NNaH nedeHus. Ytobbl cocTaBUTb MakCcMmarnbHO
WHAMBMAYasbHbBIN NpOrpaMMy fNeveHns, cneunanbHo nogobpaHHyo Ans KOHKPETHOro nauueHTa
(puck-aganTupoBaHHas Tepanus), KONNeKkTUB feYallmx Bpadven A0MMKEH yYnTbIBaTb ONpeaenéHHble
dakTopbl, KOTOPbIE BAMSIOT HA MPO2HO3 NaumeHTa (Tak Ha3blBaeMble MPOrHoCTUYeCKne hakTopsl
unun akTopbl pucka).

BaxHble npoeHocmudeckue chbakmopbl Yy OeTel C HU3KO3MNOKaYyeCTBEHHOW [MMOMOW 3TO —
KOHKPETHLIN BUA, OMyXOnu, r4e OHa HaxOAMTCS M HACKOMbKO ycrena pacnpocTpaHutbcsi. Kpome
3TOro MMeeT 3HayeHue Bo3pacT pebéHka n obllee cocTosiHve ero 3gopoBbs. [Npu cocTaBneHum
MHOVBMAOYaNbHOIO NaHa feyveHnst yYmTbIBaroTCA BCe 3T DaKTophbl, YTOObI NOMYy4YMTb MakCUMarbHO
3h(PEeKTUBHBIN pe3ynbTaT NneyeHus.

Kak ne4yat HU3KO3110Ka4eCTBEHHYI0 rMuomy?

JleyeHne coctouT M3 onepaumu [orepayus] No yoaneHuo onyxonu (Hempoxupyprus) w/mnu
XumuoTtepanuu [xumuomepanusi] nivnn nyvyeBon Tepanun [nyyegast mepanusi]. OCHOBHOW MeTOf,
nevyeHuns - Hermpoxmpyprudeckoe yaaneHume onyxonu. Cpo4yHoCTb onepawummn 3aBUCUT Npexae BCEero
OT TSDKECTU NPOsIBIEeHNI 60ne3Hn n pacnonoxeHus onyxonuv. bnarogapsi HaKONEHHOMY OMbITY Mbl
3HaeM, 4To 06bEM onepaLmmn Urpaet HambormbLLYIO0 POfb B MOCNeAyoLLeM TedeHUn 6onesHu.

N3BecTHO, 4TO HEKOTOpble OnyXxonn M3-3a UxX nokann3auummn B Ll,eHTpaJ'IbHOIZ HepBHOIZ cucreme
NONHOCTbIO yOaannTb 0e3 TshKEnbIX HEeBPOJTorn4ecknx OCMNOXHEHUN HEBO3MOXHO; B TaKnX cny4vaax
HY>XXHO MniaHMpoBaTb HEeNnoJiHOoe yaaneHwue, pe3ynbratoM 4ero 6y/:|,eT OCTaTo4HaA onyxoJsib, nnbo
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nMwb 3abop npobbl TKaHW (nocregHee BO3MOXHO NUWb Yy AETel C Omnyxosfbi B obnactu
3pUTENbHbIX NyTEN NGO B MPOMEXYTOYHOM MO3re).

Ecnm y peteir onyxonb Henb3s yaanuTb MOMHOCTBIO, TO paccMaTpuBaloT CTpaTervio
HEXUPYPrNYECKoro fieyeHnsi. B atom cnydae peyvb ngét o xmmmuotepanum n/mnm ny4eBon Tepanuu.
Bce cneumanucTbl eaMHOAYLWHbI B TOM, YTO HauYMHaTb HEXWPYPrUYecKoe fieYeHne C MOMEHTa
AmnarHo3a MOXHO NuLb Toraa, koraa y pebéHka ecTb onpegenéHHble TSHKENbIE CUMITMOMBI.

Ecnn B Hauyane Gbina m3bpaHa HabniogatenbHas TakTuka (Hanpumep, Nocre XUpypruyeckoro
yOaneHus onyxonu HeT TSKENbIX CMMMTOMOB), TO HEXWPYPrUYECKOoe JieYeHne NpoBOAAT Toraa,
Korga coctosiHue pebéHka yxyawaetcs. N/nnu Ha KOHTPOMbHBIX CHUMKax MOXHO YBUAETb, YTO
OCTaBLUASACS YacTb OMyXONM Ha4YMHAEeT pacTu. Y GONbLUMHCTBA OETEN BEPOATHOCTb MO MEHbLUEWN
Mepe NATU- U OeCATUNETHEW BbIXMBAEMOCTU BbICOKas, Aaxe €CnvM Onyxonb MOMHOCTbI0 He
yaanunu.

Y peter Cc TyOepo3HbIM CKNeo30M [mybepo3Hbili CK1epo3] W C MNporpeccupytoLlen
cybaneHgMManbHOM  TUraHTOKMNETOYHOM acTpouuMToMon (y  CneuManucToB MNpUHATO  NMbo
COKpalleHne 3Toro Buga onyxonu Ha pycckom C3lA, nmbo Ha adrnuiickom SEGA, 10 ecTb
subependymal giant cell astrocytoma) xopowo 3apekomeHgoBano cebsi nedyeHve npenapaTom
3BEPONMMYC. JBEPONMMYC - 3TO TaK Ha3biBaeMbli OENOK-UHIMOUTOP KMHa3bl (TaKkKe MOXHO
BCTPETUTb Ha3BaHWE WHIMOUTOP NpOTeMHKMHAa3bl [siehe npomeuHkuHasal). Y cneumnanucToB
npuHsTO 6onee TouyHOE onpefeneHne, a UMEHHO Tak HasbiBaeMbli uHaubumop mTOR. MexaHn3m
OEVCTBUS 3BEPONMMYyca 3aKr4aeTcsi B TOM, YTO OH MpepbiBaeT POCT OMyXONEBbIX KIETOK,
BbIKIOYast y HUX CUrHarbl (CUrHanbHbIe Kackadbl) YCKOPeHUs pocTa. ATOT npenapat 4ONyLeH Ans
nevyeHus feTen B Bo3pacTe OT TPEX NET U cTapLue.

Mo Kakum npoTokonam neyar geten?

Bo Bcex KpymHbIX neqyebHbIX LEeHTpax [geTel M MNOAPOCTKOB C  HU3KO3MOKa4YeCTBEHHLIMMU
rmMoMamMm fneyat no CTaH4apTU3MPOBaHHbLIM NPOTOKOMaM. 3TW NPOTOKOSbI PacnNUCLIBAKOT eAunHY0
CXeMy IneyeHusi Oons BCeX naumeHToB (C Heldpogubpomamo3om n 6e3 Herpodmbpomartosa) ¢
pekoMeHaauns M1 Mo HEXUPYPrMYEeCKOMY NIEYEHMIO B 3aBUCMMOCTM OT Bo3acTa pebéHka.

Lienb neveHus — oobutbcst HaMBonbLUEN BERKMBAEMOCTM NALMEHTa, KOrga OnyxosSib He HauMHaeT
cHoBa BblpacTaTb. OJHOBPEMEHHO CTPEMSITCS CHU3UTb OTAaNEéHHblE HeraTuBHbIE MOCrencTBUs
OMyXOmnKn Ha 300pOoBbe PeGEHKA (HanpMMep, BRVsIHNE ONyXOMNn 3pUTerbHbIX NyTeW Ha 3pUTENbHYIO
cnocobHocTb pebéHka). B lepmaHuv OeTeit neyaT Mo MpPOTOKOMaM, KOTOpble Ha3sblBaloTcs
uccrnedosaHusi onmumMu3ayuu mepanuu.

B HacToswee Bpems B [epMaHny U MHOTMX €BPONENCKMX CTpaHax NpoBOAUTCH MexXOyHapogHoe
nccnegoBaHve Mo feYvYeHuio AeTe M NOAPOCTKOB C HWM3KO3/10KaYeCTBEHHbIMKU rnMuoMamn. OToT
npoTokon HasbiBaeTcs SIOP-LGG 2004. B nccnenosBaHum y4acTBYOT MHOTOYUCIIEHHbBIE KIMHUKA
lepmanun, a Takke ABcTpun, Bennkobputanum, Janum, Utanum, Vicnannm, Hopeernn, ®paHumn,
Weeruapun, Leeuun n Asctpanuu. LleHTpanbHabin oduc nccnegoBaTenbCKon rpynnel pabotaeT
B A€TCKOM KNWHWKe I. Ayrcoypr (pykoBoguTenb NpOTOKona — KaHd. med. H. Actpua THekos).
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9.1. Kak npoTeKkaeT 60ne3Hb?

Y geten n NoApOCTKOB C HM3KO3IOKa4eCTBEHHOW MMMOMON 6onesHb MOXET NpoTekaTb abConoTHO
no-pasHoOMy M e€ NporHo3 He Bcerga ObiBaeT GnaronpusATHbIM. VIMeeT 3Ha4YeHne KOHKPETHBLIN Tum
OMNyXOJv, rae OHa pPacrnorioXKeHa, B KakOM 00bEMe €€ MOXXHO MpoonepupoBaTh, Kakor BO3pacT y
pebE&Hka 1 ecTb Nn y Hero Helipochmbpomarosa 1 Tuna.

Pesynbratbl pasHbix MeXAyHapoAHbIX MPOTOKONOB [uccrnedoeaHuss onmumu3auyuu mepanuu)
noKasanu, cTparterua nevyeHnd, pekomeHgoBaHHada B NMpOTOKOMax, BO MHOIMMX cny4dadax cnocobHa
cTabunmnsmpoBaTtb 6onesHb. To ecTb Onarogapst en 6onesHb NepecTaéT NporpeccupoBatb. Takke
Obina gokasaHa 3EKTMBHOCTb XMMMOTEPaNuUK [xumuomepanusi], kKoTopasi NPOBOAMMNAaCk CTPOro
no npoTokony. brnarogapsi e yaanock OTCPOYUTL Ha4Yano NPOBEAEHUS ITyYeBOW Tepanum [J1yyesast
mepanu,q]. A aTo 3Ha4YNT, YTO MOXHO BbIUrpPaTb BpeMA C HexenatesllbHbIMU OT,D,aJ'IéHHbIMI/I
nocneacTBUsIMU, KoTopble AaéT obny4yeHune.

10. Kakme waHCbl BbINIeYUTHLCH OT
HU3KO310Ka4yeCTBEeHHOMU rMUuomMblI?

C T1ex nop, kak BBenun obsa3aTenbHyt OOyl cTpaTernito nedyeHusi, TO 3a nocnegHve aea
OEeCcATUNEeTMS nedeHne aeTer U NOOPOCTKOB C HU3KO3OKa4YEeCTBEHHOW [MTMOMOW OYEHb CUITbHO
NU3MeHunocb. Takke Ha 3(PHEKTUBHOCTM NEYEHMS CKa3bIBaOTCA AOCTWXKEHUST COBPEMEHHOMN
OMarHoCTUKN M HaKOMMEHHbIN XUPYPrUYECKUA ONbIT.

Y GonblUMHCTBA AeTel C HU3KO3ITOKAa4YeCTBEHHOW MMOMOM OYEHb XOPOLUME LLAHChI BbINIEYNTHCS
(cpepHsia BeposiTHOCTb 10-neTHer BbbKMBaeMocTn cocTtasnsgeT okono 80%). LaHcel Ha
BbI3JOPOBMNEHNE W [IPO2HO3 ©OOne3Hn 3aBUCAT nNpexae BCero OT TOro, I4e KOHKPETHO
HaxXo4MTCS ONyXofb U HAackonbKo OHa onepabenbHa. Kpome Toro HeBponoruyeckun gecouuut (8
0COBEHHOCTM OPTaNbMONOrMYECKUI, MHTEMNMNEKTYarnbHbIN, TOPMOHASbHBLIN U NMCUXOCOLManbHbIN)
MOXET 3HaYUTENbHO CHU3UTL Ka4eCTBO XM3HN pebEHKa.
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moccapun

aHaMHe3

6uoncus

6onbLUOon MO3r

rMCTONOrMYecKumn
rMNOMBbI
rOrfIOBHOW MO3r

nMHrnéutop mTOR

nctopus 6onesHu

B3sTME obpasua TkaHuM Ans uccregoBaHus (Mpexge Bcero
nog MUKpockornoM). MoXeT BbINOMHATECA KakK MNyHKUMSA C
NMOMOLLIbIO CneunanbHOW NOMON UIMbl, AN C MOMOLLBK APYrvX
WHCTPYMEHTOB (Hanpumep, WuMubl, 30HA U T.04.), TakkKe MOXEeT
NPOBOANTBLCS XMPYPrUYECKMM NMyTEM (C MOMOLLIO CKanbnens).

3TO0 camas 6onbwas 4YacTb [rOMOBHOIO MO3ra W camas
BblcOKOpa3BuTas. CocTouT w3 AByX MOnywapumn, KoTopble
CBsA3aHbl Mexay cobon 60MbLLIMM NMYYKOM HEPBHBLIX BOSTOKOH (€ro
Ha3bIBalOT MO30NMNCTOE TeNo). Kaxxaoe u3 nonyLiapuii BelNMONHSeT
CcBOWM COBCTBEHHble 3adayn. BHewHwuin cnow Gonblioro mosra
Ha3blBaeTCA Kopa [rOfIOBHOMO MO3ra. Y4YacTku, KOTOpble OHa
MOKPbIBAET, OTBEYAIOT 3@ CMOCOBHOCTM K YYEHMIO, 3a peyeBble
CNoCOOHOCTM, 3a MbICMTENbHbIE CMNOCOOHOCTM, a Takke
3a CO3HaHMe W naMmsaTb. 34eCb TakkKe HaxodsaTcs LEeHTPbI
nepepaboTkm MHOpPMaLMM opraHoB YyBCTB (Hanpuwmep, rmas u
yLiewn)

TO eCTb CBf3aH CO CTPOeHWeM TKaHel opraHu3ma, KOTopble
M3yyaroT Mo MuKpockornom. [na astoro ob6pasubl TKaHewn
npoxopasaTt  crneumanbHyto  obpabotky (310 MoryT  ObiTb
cTeknonpenaparbl, 06paboTka pasHbIMK KpacuTensimm).

3TO HasBaHue Trpynnbl ONyxonew UeHTpanbHOW HepBHOW
cuctembl. OHM BbIpacTalT B KNEeTKax MuM W, Kak npasBuno,
pacnonaralTcs B rofloBHOM Mo3re (Hanpumep, acTpouMTOMbl,
ONUroAeHApPOornMoMbl, rMobnacTombl; ANEHANMOMbI)

B [AaHHOM KOHTEKCTe: 4acCTb LIeHTparbHOW HEpPBHOW CUCTEMbI
(LUHC), pacnonoxeHHom B ronoBe. Mo3r HaxoguTcs BHyTpU
yepena u OKpy>XéH MO3roBowv 060/104Kon. FONOBHOM MO3r COCTOUT
13 HEPBHOWN TKaHW.

3TO [AENCTBYIOLLEE BELLECTBO, KOTOPOE ONMOKMPYET CUrHAmNbHbIN
nyTb, cBsA3aHHbIM ¢ MTOR. IMEHHO OH UrpaeT KMNo4YeByto porb B
knetouHom uumkne. Wirkstoff, der den mTOR-Signalweg hemmt,
welcher eine maRgebliche Rolle im Zellzyklus spielt. mTOR -
3TO KMHa3a, KoTopasi eCTb Y BCEX MITEKONMUTAIOLLNX, TO ECTb 3TOT
EPMEHT, 3H3MM, ABNAETCA SHAOTEHHbIM, TO €CTb MPUCYLLUUM
camoMy opraHuamy. OH Ha LeHTpanbHOM YPOBHE perynumpyet
pasHble MpOLEecCbl M ynpaBnsieT KNETOYHbIM MEeTabonMamMom,
a TaKkKe OTBeYaeT 3a pOCT, CO3pEBaHME U pPa3MHOXEHUE

cTpaHuua 11
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ncenenosaHus
onTMMU3aLUKM Tepanum

knaccudpmkaumns BO3

KneTka

KOMMbloTepHas Tomorpaduns

JIenkos

nyyeBasi Tepanus

MarHMTHO-pe3oHaHCHadA

(B mMeguuuHe HasbiBaeTcs "nponudpepaums”) knetok. mTOR
ist eine bei allen Saugetieren vorkommene Kinase, d. h.
ein korpereigenes Enzym. Es reguliert auf zentraler Ebene
verschiedene Prozesse und steuert den Zellstoffwechsel sowie
Wachstum, Reifung und Vermehrung von Zellen.

KOHTpOMpyeMble KIMHUYEecKne uccrnenoBaHus. MIx uenb - neunTb
nauveHToB nNo nocnegHum paspaboTkaM W O4HOBPEMEHHO
noBbiwaTtb 3MdEKTUBHOCTL TepaneBTUYECKUX BO3MOXHOCTEN.
Mpu 3aTOM ONTMMU3ALMS FEYEHUS 3aKMHOYaeTCsl He TOMNbKO B
ynyylweHnn/yBennyeHnmn LWaHCcoB Ha BbI3AOPOBIEHNE, HO U B
TOM, 4TOGbI OrpaHNYMBaTL NOGOYHBLIE OCIOXHEHWS M OTAANEHHbIE
nocneacTBusi, BO3HUKAKOLME M3-3a NeYEHUS.

3TO  MexXOyHapoAHbld  CTaHdapT, KoTopbii  paspaboTana
BcemupHaa OpraHusaums 3gpaBooxpaHeHnusi. B Hero BxogsT
napameTpbl Ans knaccudmkaumm 3rokavyecTBeHHbIX BonesHen,
AN OMarHOCTMKM U cTeneHn  auddepeHLMpoBaHHOCTU
OHKOMNOrn4yeckon 6onesHu.

camasi mManeHbkasi eguHULA CTPOEHUSI U KU3HELEesATENbHOCTH
XMBbLIX OPraHM3MOB, Y KOTOPOM €CTb COOCTBEHHLIN OOMEH
BELLECTB, CNOCOOHOCTb OTBEYaTb Ha BHELUHWE pasgpaxuTenu,
CMoCOBOHOCTb K  HEMPOM3BOSILHOMY  [ABWXKEHWIO  MbIlWL U
pasMHOXeHUIo. Kaxxgas kneTka COCTOMT U3 siapa M KINeTOYHOro
Tena (uuTonnasmbl), a CHapyXu NoKpbITa KNETOYHON MeMOpPaHOMN.

mMeToa AMarHOCTUKM Mo CHUMKaM, B KOTOPOM WCNOJb3YyHTCA
PEHTFEHOBCKUE NyYM U KOMMbIOTEPbI A1 TOCNOWHOMO NONy4YeHust
n3obpaxeHnn yactem Tena (TpEXmepHoe un30bpaxeHue,
ronepeyHbI NN NPOAONbHbIA cpes Tena)

3rl0Ka4yecTBeHHoOe 3aboneBaHMe KpPOBETBOPHOW CUCTEMbI W
camas pacnpocTtpaHéHHas bonesHb paka y AeTel 1 NogpoCTKOB
(mpumepHo  33%). B 3aBMCMMOCTM OT  MPOUCXOXAEHUS
ONyXOneBbIX KMETOK pasnuyalT NuM@obnacTHbIn NEenKkos wu
MUenobnacTHbIi Nenkos. Y pgeted M NOAPOCTKOB J1EMKO3bl
NpOTeKatoT, Kak NpaBuo, 0CTPo (MO3TOMY MX Ha3biBalOT OCTPbIMU
nerikozamm).

KOHTPONUpyeMoe NpUMeHeHVE UOHU3UPYIOLLIEro U3NyYeHus ans
neYeHns 3rnokavecTBeHHbIX 3aboneBaHuin

MarHWTHO-pe3oHaHcHast ToMorpadus - MeTof AWarHoCTUKM No
cHUMKaM. OYeHb TOYHbIN METoA UCCreAoBaHNA Ans NonyyYeHust
n300paxeHUss BHYTPEHHUX TKaHeW W OpraHoB, B KOTOPOM
He ucnonb3yetcst nanyveHve. C NMOMOLLLIO MarHUTHbIX Monen

cTpaHuua 12
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MeTacTasbl

MEeToAbl wuccrnegosaHmA Mo

CHUMKaMm

MO3Xe4OK

Hapy>XHbIA OCMOTP

Henpocmbpomaros

ckaHupytoT Teno. MonyyYeHHbIe CHUMKM O4EHb XOPOLLIO NMOMOraroT
OLIEHWUTb COCTOSIHME OPraHoOB Y NPOU3OLLEALLINE B HUX U3MEHEHNS.

B [JaHHOM KOHTEKCTE: BTOPUYHAsi OMyXOrlb, PacrnpocTpaHeHue
onyxonu. 3OTO OMyxorb BO3HUKAET M3-3a PacnpoCTpaHeHWs
paKOoBbIX KIETOK B ApYryto YacTb OpraHn3ma.

MEeToObl OUAarHOCTUKM, MPWU KOTOPbIX MOMyyalT M306paxeHust
BHYTPEHHMX YacTen Tena. K Takum meTogam OTHOCATCH,
Hanpumep, Y3W U1 peHTreH, KoMmnbloTepHas Tomorpadus,
MarHUTHO-pe3oHaHcHas Tomorpadusa n cumHTurpadus.

3TO oTAen ronoBHoro mosra. OH HaxoAWUTCHA B 3aHel NomnocTu
yepena wexagy O6onbWKMM MO3IOM W CTBOSIOM [OFIOBHOIO
Mo3ra. B OCHOBHOM MO3Xe4yok perynupyet KoopauHaLmio
aBwxkeHun. Takke OH OTBeYaeT 3a yaepKaHue paBHoBecUs Tena.

3TO BaXKHbIW dNEMEHT OMarHOCTUYECKOro uccregosaHus. Bpad
NpoCcnywmnBaeT onpeaenéHHble opraHbl W OLWynbiBaeT UX
(nanbnaums), npoBepsieT onpegenéHHole pednekcobl, YTobbl
oueHUTb BuA 3aboneBaHVWs WM MOMYYUTb MNOKa3aHWs, Kak
3aboneBaHne NpoTeKaeT.

3TO HacneacTBeHHoe 3abonesaHue, KOTOpoe MNpUBOAMT K
ONyXxonsiM HepBHbIX obonoyek, obornovyek Mo3ra, HepBHOW
TkaHW. HeripodmnbpomaTtos BCTpeyaeTcs B ABYX pa3Hbix hopmax
(Mx pasnuualoT No  MOMEKYNAPHO-TEHETUYECKOMK  aHanmsy
W MO KIAMHWYECKUM nposiBreHusam). [lpuynHamm 6onesHu
ABMAIOTCA pas3Hble T[EeHETUYEeCKMe paccTponcTBa/AedeKTbI.
Kaxgbli HenpaBunbHbIN TEH BbI3bIBAET COOTBETCTBYHOLLYHO
dopmy OGonesnn. 1) Henpodubpomatos | Tuna, Takke
M3BECTHbIN Kak 6onesHb PeknuHrxayseHa, pasBuMBaeTcs Ha
HepBax nepudepuyecKkoon HEPBHOM CUCTEMBI. Y BOMbHLIX Ha
KOXe MOSBNATCA POAUHKM B BMAE MATEH ,KOohe C MOMOKOM®.
Takke y HMX BCTpPEYalTCA pasHble Onyxonu, Hanpumep,
Herpodnbpombl, onTUYeckne rMuombl (OMyxonu B panoHe
rmasHoro Hepsa), y3enku Jlvwa (onyxonu pagyXHon 06O0MnoYKkM
rnasa), acTpouuMToMbl (ONyXONW rofioBHOrO MoO3ra M CMUHHOMO
Mo3sra) u deoxpomountombl. 2) Hewnpodmbpomartos Il Tuna,
Takke W3BECTHbI MO HasBaHMEM [ABYCTOPOHHEro CIyXOBOro
HerpodmbpomaTosa, BO3LENCTBYET Ha LEHTPAnbHYIO HEPBHYHO
cuctemy. [IBYCTOPOHHAS akycTudeckas HeBpuHOMa (Onyxorib
CINyXOBOTO HEpBa) MOXET MpuMBOAUTb K MOTepe cnyxa, K
OHemeHui0 B obractu nuua, K OTKMNOHEHWSM YMCTBEHHOro

cTpaHuua 13
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onepauuna

onyxonu LUHC

OnyXxorib

OTEK

NPOrHo3

nporHocTnyeckme akTopbl

NpoTeNHKMHa3a

petn HobnacTtoma

CUMITOM

connaHasa onyxorsb

CMUHHOWN MO3r

pa3BuTusa. Henpodgumbpomatos — 3aboneBaHue w3 Tpynnbl
dakomaTosoB.

XUpYyrMyeckoe BMELLATENbCTBO B TENO  MauuMeHTa  unu
NpoBOAMMOE Ha Tere nauueHTa, KOTOPOe BbIMOMHSAETCS B
Lensix rievyeHnsl, UHoraa BXoauT B NporpaMmy AuarHOCTUYECKOro
obcnenoBaHns.  Xupyprudeckast — onepauusi  BbIMNOSHSeTCs
cneumanbHbIMU MHCTPYMEHTaMM, Kak NpaBuIio, Nnog HapKo3oM.

3TO ONyxomnb UEeHTparibHONW HepBHOW cuCTeMbl. [lepBuyHbIe
onyxonn LHC — ato cénugHblie onyxonu, KOTopble BO3HWUKNWN B
TKaHAX MO3ra 1 CMHHOro Mo3ra. BropuyHele onyxonum LUHC — ato
MeTacTasbl, KOTOPbIE PACXOAATCH OT ONyXonewn B Apyrnx opraHax
N TKaHSX.

noboe HoBooOpasoBaHMe (pas3pacTaHue TkaHu). MoxeT ObITb
AobpokayecTBEHHON NN 3NoKa4YeCTBEHHOM.

3TO MeOuLUMHCKUA TEPMUH AN HabyyxaHus, Koraa XUOKOCTb U3
KPOBM HauyMHAeT CKannuBaTbCA B KaKOW-TO 4acTu opraHusma.
Yalle Bcero oTék He Bbi3biBaeT 60MNu U He KpacHeerT.

OXMOaemoe TeuyeHne GonesHwu, npeanckasaHne BepoATHOCTU eé
n3rnedYeHuns/laHcbl Ha BbI3OpPOBIIEHNE.

daKkTophbl, MO KOTOPbIM MOXHO MPUMEPHO OLIEHUTb AanbHENLLWUIA
xop 6onesHun

3TO 3H3WMbl, (PEPMEHTbI, KOTOpble XUMWYECKN M3MEHSIOT (B
MeauumHe HasbiBaeTcs bocdopunmpoBaHne) 6enok (MpoTemnH),
WUNN KaKkylo-TO OPYryl0 opraHuyeckyto morekyny. MHorga oxum
Takke NPUBOANAT K MHAKTUBALMK caMoro 6enka (npoTenHa).

3TO pefkasl 3nokayecTBEHHasi OMnyxosfib, KOTopasi B OCHOBHOM
BCTpeYaeTcs B AeTckoM Bo3pacTe. Onyxonb BelpacTaeT U3 KNeTok
ceTyaTku masa (peTuHa - cetdaTka). PeTnHobnactoma ObiBaeTt
HacneacTBEHHOM U HEHACNeOCTBEHHON.

NPU3HaK ©onesHun, kak bonesHb NnpoABNAETCA

YMIOTHEHHBIN (CONUAHBIN) POCT TKAaHN COBCTBEHHOIO OpraHu3ma,
KOTOPbIN MMEET onpedenéxHHyo nokanusauumio (T.e. 3aTparnBaroT
opHo MecTo Terna). Conuaas onyxonb MOXET pactu B Nobom
BHYTPEHHEM OpraHe, OHa MOXeT OblTb A0OpOKa4YeCTBEHHOW
M 3110KAYECTBEHHOW; HO TOSMbKO 3/IOKA4YEeCTBEHHbIE W3 HUX
OTHOCSATCH K OHKOMNOrMyeckum 3abonesaHnsaMm.

YacTb UEHTpanbHOM HepBHOW cuctembl. C ero MnoMOoLLbHo
NPOMCXOQUT CBA3b MEXAY MO3roM M Apyrumu opraHamu. CnMHHOM
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MO3r 3alULLEH TPEeMst 060MoYKaMmM M HaXoOUTCSA B KOCTHOM YacTu
MO3BOHOYHOrO KaHana.

3TO HacnefcTBeHHas 6onesHb. EE€ OoTHOCAT K Tak Ha3biBaeMbIM
HEVPOKOXHbIM cuHApomMam wnu akomato3am. [ns Heé
XapaKTepHbl pa3Hble HapylleHusi B pasBuTMn. DaKkTU4ecku 3To
MynbTMCUCTEMHOE 3aboneBaHune. B 3aBMCMMOCTM OT TOro, Kak
OHO KOHKPETHO nposiBnsieTcs, y 3aboneBllero Moryt ObiTb
M3MEHEHUS Ha KOXe, 3MUNENCUs, OMNyxorneBble W3MEHEeHUs!
MoYTM BO BCEX OpraHax, MOCTOSIHHOE CHWXEHWE WHTEnnekra.
BonesHb nosBnsieTcss M3-3a MyTauuM OMpPeaenéHHbIX TEHOB.
MpegnonaratoT, YTO 3TO reHbl CyNpeccopbl ONyXonen.

B [JaHHOM  KOHTEKCTe: WCMONb30BaHWEe  MeOuKaMeHTOB
(xvmuonpenapatbl, UUTOCTATUKWM), KOTOPble crneundunyeckm
NpPenaTCTBYIOT POCTY ONYyXONEeBbIX KIETOK B OPraHn3me.

COKpallleHne TepMuHa “"UeHTpanbHas HepBHas cuctema":
COCTOWUT M3 TFOMOBHOMO M CMMHHOIO MO3ra, 3a UX npegenamu
pacnonaraetcsa nepudepunyeckad HepBHas cuctema. Kak
LeHTpasnbHbIi OpraH, BbIMOMHSAWUA  QYHKLUMN  MHTErpaumm,
KOOpOUHaLMKN 1 perynnpoBaHus, LeHTpanbHas HepBHas cuctema
obecneymBaeT 00paboTKy BHELUHEN MHGOPMALIMK YEPE3 OpraHbl
YYBCTB, @ Takke BHYTpPEHHEW WH(opmaumMm O pasgpaxeHun
(BO30YXOEHUM), KOTOpPas MOCTYNaeT U3 opraHuama.
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