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Meaynnoobnacroma (0OCHOBHas
nHdopmauua)

1.

YTo Takoe meagynnoodbnacroma?

Megynnobnactoma — 3To conudOHasi Orfyxosib BbICOKOW CTEMNeHU 3rokavyecTBeHHOCTU. bonesHb
nosiIBNSETCs Toraa, Korga KheTkU [Kremka] mo3xedka (3TO 4aCTb Hallero rofioBHOrO Moa3ra)
HauYMHAaKT MyTMPOBaTb. Tak Kak OMyxorb C CaMOro Havara BblpacTaeT B LLEHTpanbHOW HEPBHOM
cucteme (LUHC, ueHmpanbHas HepeHasi cucmema), TO Bpadn roBopsAT B 3TOM Clyyae o rnepeuyHou
onyxonu LYJHC. To ecTb 3T0 He Memacma3sbl OT OPYrUX 3rOKAYEeCTBEHHbLIX OMyXofien, KoTopble
BbIPOCIM B APYINX OpraHax u Ux pakoBble KNEeTKN NPOHUKIU B LIEHTParnbHYy0 HEPBHYIO CUCTEMY.

Mepgynnobnactoma - 3TO Tak HasbiBaemasi aMbpuoHanbHasg [aMOpUOHasbHbIU] OnyXorb.
OTO 3HauuUT, YTO OHa MOSABNSAETCA M3 COBEPLUEHHO He3penbiXx U HeanddepeHUMPOBaHHbIX
[HeduppepeHyuposaHHbIl] KNETOK LUEeHTpanbHOW HepBHOM cuctembl. W noatomy
MenynnobnacTombl BbIpacTaloT O4eHb ObICTPO.

N3 mo3xeuka KneTknm meaynnobnactombl GECKOHTPONBbHO MNpOpacTaT B COCEAHME TKaHwu,
Hanpumep, B CTBOS FOMIOBHOMO Mo3ra. Takke OHU MOTYT YXOOUTb B XENyAoykM MOo3ra, a MMEHHO
B JKesly004YKU MO32a, @ TOYHEE B YETBEPTHIN XernyaodeK, KOTOPbIN HaXoaMTCa B 3agHEN YepernHon
sAMKe [3a0HsIs1 YeperHasi IMKal).

Korga pakoBble KNETKM pacxogaTcs yYepe3 CMMHHO-MO3rOBYH XKWOKOCTb (T.e. MO FIMKBOPHOMY
nytM [cniuHHOMo3208as1 XUOKOCMb]), TO B LEHTpanbHOMW HEpPBHOW CUCTEME MOSBMSITCS
mMeTacTtasbl onyxonu. loytn y Tpetn 3aboneBwux AeTer B TOT MOMEHT, Korga MM CTaBdAT
auarHos ,megynnobnactoma’“, Bpayn yxe BUAOAT Ha CHUMKax CONuAHble, TO €CTb MIOTHblE
0obpa3oBaHus, UHBIMU CNOBaMU Memacmasbl. Y 4eTBepTn DONbHbIX AeTel pakoBble KIETKU €CTb
B CMMHHOMOS3rOBOWN XXWAKOCTU, UX MOXHO HaWTK TONMbKO nog Mukpockonom. Meaynnobnactombl
KpanHe peako AalT MeTacTasbl 3a Npeenbl LeHTparnbHON HEPBHOWM CUCTEMBI, HAMpUMeEp, B KOCTH,
B KOCMHbIU MO32, B NErkMe nnv B uMghbamuyeckue y3sbl.

B 3aBMCMMOCTM OT TOrO, Kak OnyxoneBasi TKaHb BbIMMSANUT NOL MUKPOCKOMOM U KakoW y omnyxonu
MOeKynspHbIU Npounb, cneumManucTbl 4enaT MegynnobnacToMbl Ha pasHble opMbI (MOATUMbI).
O1un chopmbl MeaynnobnacTombl NOSBMASKOTCS C PA3HOW YAaCTOTOM U Y HUX pasHblli IPO2HO3, TO ECTb
LIAHCbI BbINeYnTbCsa OT 6onesHn (nogpobHee 06 aTom cmoTpu pasgen "Kak cocmaensirom rnaH
neveHusi?").

Kak yacto y geten Bctpevyaetca megynnobnacroma?

N3 Bcex cdopm paka y geTeirt M NogpOCTKOB MeaynnobnactoMbl cocTaBnsoT npumepHo 3%. U3
BCEX BMOOB paka Mo3ra y OeTel M nogpoCTKOB OHWM cocTaBnsoT 12% u ABnSATCA y HUX CaMoun
pacnpocTtpaHéHHon onyxornbio LIHC. B MepmaHun no ctatucTuke exerogHo BriepsBble HaxoaaT
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Menynnobnactomy y npumepHo 60 aeten n nogpocTKoB B BO3pacTe A0 nonHbix 18 net. Opyrmu
cnoBamu 13 1.000.000 peten 3aboneBaloT NPMMEPHO 5 YENOBEK.

Yawe Bcero aetu 3abonesatoT ator doopMon paka B Bo3pacTte Ao 9 nert. o cratuctuke cpegHuin
BO3pacT 3aboneBsLumnx, Korga UM CTaBsaT AMarHos ,Mmeaynnobnactoma“, cemb net. Mansunkm 6onerot
yaule, Yem JeBOYKM (COOTHOLLEHME nornoB 2 : 1).

3. Noyemy getn 3aboneBaroT meaynnoodrnactomon?

MegaynnobnacTtombl NOSBNAAKTCS TOraa, Korga KNneTkM HEPBHOW TKaHW [HepeHasi mKaHb] HaYNHaKT
3r10Ka4YeCTBEHHO N3MEHSATBLCA (TO €CTb MyTUPOBATh). MpMYMHBI TOro, No4YeMy BOOOLLE HaYNMHAETCSA
3TOT Mpouecc, No GonbLIoMY CHETY elé A0 KOHLUA He U3BECTHbI. VI3BECTHO NULb, YTO y AeTen
C onpefenéHHbIMM BPOXAEHHBIMW aHOManusMn M MOpoKaMu pas3BuUTUSA (K TakuMm OGonesHam
OTHOCATCHA, Hanpumep, cuHOpom [opnuHa-lfonsmua, cuHOpom Jlu-OpaymeHu, WnNn aHemus
®aHKoHU) puck 3aboneTb MeaynnobrnacToMon Bbille, YEM Y BCEX OCTaslbHbIX.

Kpome TOro, B Knetkax camol OmnyxoSnin 4acTO HaxogaT onpedenéHHble U3BMEHEHUSI B CTPYKTYpe
xpomocoM. Korga XpomMocombl HauMHaT U3MEHATbCS, TO MpoucxoauT cOon B OanbHenwem
pasBUTUN CaMOM KIETKM U MEXKITETOYHOM KOMMYHUKaLUun. No3aToMy 3TO MOXET cTaTb NPUYMHON
TOro, YTO 300poOBas KreTka npeBpallaeTcs B pakoByk. Puck 3abonete megynnobnactomon
NnoBbILLIAETCA Takke Toraa, Korga paHee NpuLLINoch NPOWTU Yepes obsiyyeHue rofoBHOro Mo3sra.
Hanpumep, korga pebéHka B paHHeEM OETCTBE JIeYUNIM OT OCTPOro Jielko3a, v OT paka rnasa
(pemuHobriacmoma).

4. Kakue 6bIBalOT CMMNTOMbI O0ONne3Hn?

O6bIyHO y geTen 1 NOAPOCTKOB C MeaynnobnactoMon cumnmombl 6ONE3HN NOSIBNAOTCS OYEHb
ObICTPO, Tak kKak cama Oonyxofb pacTéT ObICTPO M GECKOHTPONbHO. KakMe MMEHHO CUMMTOMBbI
MOryT NosBUTLCA Y 3abonesLlero meaynnobnactomon? Takxke, Kak 1 y ApyrMx BUOOB paka mMosra
(onyxonb 20/108HO020 M0O32a), 9TO 3aBUCUT NPEXAe BCEro OT Bo3pacta pebéHka. A Takke OT TOro,
Hackonbko megynnobnactoma, HayaB pacTy B MO3Xe4ke, ycrnena pasovWTUCb MO LEeHTpanbHOn
HepBHon cucteme (4JHC). B atom cnyyae y cneumanucToB MPUHATO pas3gensiTb CUMNTOMbI Ha
obwue (Bpauu roBopAT O Hecrneuuduyecknx CUMNTOMAax) U Ha nokarnbHble (Bpayu roBopsAT O
cneunuyecknx CUMNToMax).

4.1. Hecneuundunyeckne cumntombl (o6LLMe)

O6Lwme cuMNTOMbI NOSABMAKTCA HE3AaBUCMMO OT TOTO, A€ UMEHHO Bbipocna onyxonbs. OHu BooOLLe
NosIBNAIOTCA U Mpu ApPYrMx GonesHsx, KoTopble HEe MMEKT OTHoweHus K onyxonsm LIHC. 310
MOryT ObITb, HANPUMeEpP, rofnoBHbIe 60K U/unm 6onu B CNHE, rONIOBOKPYXXEHWE, NOTEPS anneTuTa,
TOLWHOTa U pBOTa (TUMMYHBIA CUMMATOM NPV pake Mo3ra, KOrga y YernoBeka pBoTa BOOOLLE He
3aBUCKUT OT NpMEMa NULLM [pBOTa HaTOLLaK]; O4EHb YAaCTO 3TO MPOMCXOANT MO YyTPaM B NOMOXKEHUMN
néxa), notepsi Beca, NOBbILLIEHHAs YTOMNAEMOCTb/YCTanoCTb, CHUKEHNE YCNEBAEMOCTH, NOTEPS
KOHLIEHTpaLuK, U3MEHEHVsI B XapakTepe YeroBeKa 1 B ero NoBeAeHUM, 3agepxka B pa3suTuun.
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Yawe Bcero aTm CMMMNTOMbI MOSIBASIFOTCA M3-3a TOro, YTO BHYTPW Yepena HauMHaeT MeaSieHHO
pactu gaenexHve. CaoaBnuBaHWe BHYTPEHHUX CTPYKTYP B Yepene MOXeT gaBaTb cama Onyxorsb.
A Takke, 4TO TUMMYHO ANs Medynnobnactombl, onyxonb GnokUpyeT CBOOOAHYH LIMPKYNSALMIO
N OTTOK CMMHHOMOS3IOBOW XWAOKOCTW (/1uKkeop). WN3-3a HapylleHUst OTToKa NMKBopa y pebGEHka
MOXET MOSIBUTLCS BOASIHKA ronoBHOro Mo3sra (2udpoueghbanusi). Ecnu BogsiHka rofoBHOrO Mo3sra
NnosiBNsIeTCA y MrafeHLEeB rpyaHOro U MnafLlero Bo3pacTta, Korda pOgHUYKN eLLE He 3aKpbINC,
TO Y HUX MOXHO YBUAETb, KaK CUITbHO Bblpocria B 06bEMe rornosa (Makpouegharnus).

4.2. Cneuncpunyeckne CUMNTOMbI (flOKarnbHbIE)

S.

Cneuunduryeckne (nokanbHble) CUMATOMbI FOBOPAT O TOM, Ha Kakue 4acTu LeHTpanbHOW HEPBHON
CUCTEMbI PacnpoCTpaHUacbk Onyxosib M paboTy KakMx LEHTPOB YMNpaBreHMs OHA HapyllaeT.
Te onyxonu, KOTOpble BbIpacTaldT B MO3XKeYke [MO3KeyoK] (a2 WMEHHO K HUM OTHOCUTCS
Megynnobnacrtoma) n 4acto OoTTyga npopacTaloT B YETBEPTLIN XKenyaodek Moara [xesry0o4yku
Mo32a] U B cmeos1 20/108HO20 MO32a, MOTYT jaBaTb, HAaNnpuMep, Takue CUMNTOMbI, KaK HapyLleHne
NMoXodKkM M paBHOBecusl, Yy pebEéHka yBenuuMBaETCsl HENOBKOCTb B MOTOPWKE, OH MepecTaéTr
YBEPEHHO MpbIraTb UMM XO04UTL NO NECTHULE, HapyLlaeTcs COBCTBEHHOE OLyLLEHME Tena.

Y peteri MOryT MOSIBNATbCA PasnUyHble HapylweHUs 3peHus (HanpuvMep, OHW  HavuHaloT
KOCUTb, Y HUX OBOUTCA B rrasax, NogépruBaroTca rrnasHole a6mnoku), ecnu 6onesHb 3aTpoHyna
4YepenHOMO3roBble HepBbl. Ecnn pakoBble KneTkn MedynnobnacTtoMbl ycrnenu ymtu B gpyrue
oTAenbl LEHTpanbHOMW HEPBHOW CUCTEMbI, TO MOSBMSIOTCA CUMMTOMbI, KOTOPblE SABNATCH
TUMWYHBIMW O KOHKPETHOW aHaTOMWYeCKOW CTPYKTypbl. Hanpumep, ecnv pakoBble KNneTku
nonanu B CAMHHOW MO3r, TO MOXeT BoneTb cnuHa, unn y pebéxHka mMoryT nosBMTbCS CUMMTOMbI
napanuya.

Mone3Ho 3HaTb: ecnu y pebéHka NoABMIICHA OAMH U3 3TUX CUMMNTOMOB, UMW CPasy HECKOMbKO,
3TO HE 3HauuT, 4YTO OH 3abonen megynnobrnacTtomMoh WNW OpyruM BUOOM paka Mo3ra.
MHorne 13 HasBaHHbIX CUMNTOMOB MOFYT MOSIBNSATLCHA NPWU OpYrMx O0nesHsx, CpaBHUTENBHO
MeHee KOBapHbIX, KOTOPble HE WUMEKT HUKAKOrO OTHOLLUEHMSI K OMyXxonam mo3sra. TeM He
MeHee Mbl peKkoMeHAyeM Mpu onpefenéHHbiX Xanobax kak MOXHO 6GbiCTpee 06paTUTbCS
K Bpayy (Hanpumep, ecnv pebéHka MOCTOAHHO GECnOKOST ronoBHble OOMnv, uUnNu y Oeten
MnagLwero Bo3pacta 06bEM ronosbl GLICTPO CTAHOBUTCS HEMPOMNOPLMOHANbHO BOMbLUMM),
4YTOObI BbISICHATb TOYHYIO MPUYUHY STUX CMMMOTOMOB. ECnv Bpaun OeNCTBUTENbHO HaxoasT Y
pebéHka megynnobnactomy unu Opyron BUA paka Mo3ra, TO HY>XHO MakcumanbHO ObICTPO
HayMHaTb NeYnTb 60MnesHb.

Kak ctaBaT gnarHo3 meaynnoonactombl?

Ecnn nctopusi 6onesHn pebéHka (aHamHe3) W pe3ynbTaTbl HAaPYXXHOMO OCMOTPa [HapyXXHbIU
ocmMomp] patoT neguaTpy nodo3peHue Ha 3roKaYeCcTBEHHYK OMyXomb B LIEHTpanbHOW HEepBHOW
cucTeMe, TO Bpad HampaensieT ero B KMMHWKY, KOTOpas chneuuanusmMpyetcsi Ha [OEeTCKON U
NOLPOCTKOBOW OHKOMOMMM (KIMHMKA OETCKOM OHKOMorMmM u remaronorum). [oTtomy 4To, ecnu
nogo3peBalT Takyl OMyxofb, TO nonHoe obcrnegoBaHMe MPOBOAAT CREUMAnUCTbl Pa3HOro
npocunsi. Bo-nepBbiX, OHWM [OSMKHbI MOATBEPAUTL OMArHo3, AEWCTBUTENBbHO NNy pebEHka
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3ri0Ka4yecTBEHHas OMyXoSib LiEeHTpasibHOW HEPBHOM CUCTEMbI [0rlyXOrib 20/108HO20 Mo32a). Bo-
BTOPbIX, €CNY AnarHo3 NOATBEPXKAAETCSH, OHU JOMKHbI CKa3aTb, KAKON KOHKPETHbIN TUM ONyXOonu y
pebéHka 1 Hackonbko 6onesHb ycrnerna pacnpoCcTPaHMTBCS NO OpraHM3mMy. TornbKO OTBETMB Ha 3Tu
BOMNPOCHI, MOXHO ONTMMArbHO CNSIaHMPOBaTh TaKTUKY NEYEHUS U AaBaThb PoeHO3 60nesHu.

5.1. Kakue genaroT aHanusbl n UCcnegoBaHUA, YTOObI
noaTBepAUTb ANarHo3?

Y106kl NpOBEPUTL NOAO3PEHMS, ECTb NN Y peOEHKa Takas onyxornb Mo3ra kak megynnobnactoma,
eLLé pa3 TLWaTeNbHO N3yyatoT MCTOPUIO BOME3HN 1 NPOBOASAT HAPY>KHbIN OCMOTP. YTOOLI NOCTaBNTL
TOYHbIA AMarHo3, Bpady CHadana [AOIMKHbl caenaTb Buayanu3aumio 60ones3HuM no CHUMKam —
Maz2HUMHo-pe3oHaHcHas Tomorpadus (MPT), nHoraa genatot Takke KT, To ecTb KoMribromepHasi
mowmoepacgpusi. C NOMOLLLIO 3TUX METOLOB MOXHO TOYHO CKasaTb, €CTb I OMyXOfib B FONIOBHOM
MO3re 1 ycnena nv oHa gatb Memacma3sbl B CMMHHOMO3roBOW KaHarn. Ha CHUMKax MOXHO yBUAETb,
rie MIMEHHO BbIpPOCHa OMyXxosb, KAKOro OHa pa3mepa, rae NpoxXoasT rpaHuLbl ONyXornu C COCeaHUMMU
CTPYKTYpamu. Takke No HUM MOXXHO TOUYHO YBUAETb, €CTb NN y pebEHKa 8005IHKa 20/108HO20 MO32a.

[na okoH4yaTenbHOro NOATBEPXKAEHUSA AMArHo3a HyXXHa 4YacTb OnyxoneBow TkaHu (6uorncus). Eé
OTMPaBMAOT Ha 2uCmosIo2uU4ecKUl VI MOMEKYspHO-2eHemu4Yeckuli aHanua. Kak npasuno, Bo
BpeMS onepauun no yganeHuro onyxonu 6epyT YyacTb OMyxonuM U UMEHHO OHa OTMNPaBMSETCS Ha
3Ty ANarHOCTHUKY.

OGBEM IMCTONOrMYECKUX WCCNEedoBaHWN W, B MEpBYyD oyepedb, MOMEKyNspHO-reHeTU4ecKnx
aHanusoB O4YeHb CUMbHO BbIPOC 3a nocrnegHue rogbl. CoBpeMeHHble nabopaTopHble MeToAbl
nccnegoBaHms CnocoBHbl HACTOMNBKO TOYHO OMNMCaTbh MOMEKYNSPHO-TEeHETUYECKMEe CBONCTBA TKaHW,
YTO 3TO MO3BONSET cAenaTtb AuarHo3 Hamboree ToYHbIM. B 3aBUCUMMOCTW OT pesynsTaToB 3TOW
AVarHOCTUKN CreLmnanmncTbl TaKkke noy4vatoT MHdopMaumio o ToM, kak ByaeT npotekaTe 6onesHb
(aMHamuka 6onesHu), Hanpumep, Kak onyxornb CNocobHa pacTu U HACKOMbKO BLICTPO. Yxe cerogHsi
no pesynbTataM MOMEKYNAPHO-TEHETUYECKMX WCCreqoBaHU Bpayu NPYHUMAIOT pelleHne, no
Kakomy nnaHy 6yayT neunTb pebéHka. B byayLiem LeHHOCTb 9TOM MHpopMauum Ans COBPEMEHHOM
AVarHOCTUKN CTaHET eLUé BbILle.

5.2. luarHocTuKa Ansa onpeaesrieHUs1 CteneHun
pacnpocTpaHEHHOCTN OONe3Hu

Ecnu gnarHos megynnobnactomMbl NoATBEPXKAAETCS, TO CNELManMCTbl MPOBOAST AOMNONHUTENbHbIE
aHanu3bl U UccneaoBaHUd, YTobbl MOHATb, HACKONMbKO PaKOBble KMETKM YCMenu pasonTuCb No
LEeHTpanbHOM HEPBHOW cucteme. HesaBMCMMO OT TOro, BMAHbI N (TO €CTb BU3yanmuavpyroTcst
nun) Ha cHumkax MPT Bcen LEHTpanbHOM HEpPBHOM CUCTEMbl (TO €CTb CHUMKW TOFIOBHOIO
MO3ra M CMMHHOIO Mo3ra) Memacma3sbl (Bpadu B 3TOM Criydae roBOpSAT O MaKpOCKOMUYECKMX
MeTacTasax), cneuyuanuctbl 06s3aTenbHO NPOBOAAT MUKPOCKONMUYECKOE UCcneaoBaHue nNukeopa
(cnuHHOMO3208as XUOKOCMb) B CMUHHOMO3rOBOM KaHarne. [loToMy 4To B HEM MoOryT ObiTb
OTAENbHbIE paKOBblE KIMETKW, KOTOPbIX HE BMAHO Ha cHuMmkax MPT. Yawe Bcero nukesop
OepyT nocne onepauuu, Korga genawT MyHKUMo B obractu MOSCHWULbI/MOSICHUYHOTO oTAena
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MO3BOHOYHMKA (/IlomMbanbHast nyHKUusi). TaM HaxoguTcsi MOSoCTb, M3 KOTOPOW MpoLle BCero
NONy4YnTb CMMHHOMOSIOBYIO XMUOKOCTb.

5.3. Kakme aHanu3bl n uccnenoBaHus AgenaroT A0 Havyana
Kypca neyeHua?

Mepen neyveHveM [EeTAM MOFYT HasHayaTb AOMNOMHWTENbHYK [MarHOCTUKY. Kakne umeHHo
obcnenoBaHna M B kKakoM obbéMe ux OygyT AenaTtb, 3aBUCUMT OT TOrO, Kakoe WMEHHO
rnie4YeHne NnaHupylT crneunannctel U ecTb N y pebéHka apyrne noboyHble GonesHu. Tak,
HanpuMMep, MOXET BbINOMHATLCS Takas auarHoctuka kak OKI/anmekmpokapduoepamma w/vnu
OxoKI/axokapduoezpamma (4TobblI NpoBeEpUTL paboTy cepaua), ayouoepamma, omoakycmuyeckas
amuccusi nivnn npoeepka rnopoza crbiwumocmu BERA ) (4Tobbl mpoBeputb cnyx), 33l
anekmposHyeghanozpamMma WM pasHble 3NeKTpoU3MONorMyeckme aHanmabl (Hanpumep,
COMaTOCEHCOpPHbIE 8bI38aHHbIE MOMeHyuasbi, To ectb C3l-TecT).

OBwwpHble aHanu3bl KPOBM WUCMOMb3YIOTCA ANS NpoBepku obLero COoCToAHMSA nauueHTa wu
onpegeneHus, He HapyLlleHbl fn YHKUMM OTAENbHbLIX OPraHoB (HanpvMep, MoYeK U MeyeHun) u
He MPUCYTCTBYIOT N MeTabonuyeckMe HapyLleHusl, Ha KoTopble Heobxogumo obpaTtutb ocoboe
BHUMaHWe OO0 WM BO BpeMs feveHus. Takke npoBepsieTcs (PYHKUMS SHAOKPUHHBIX Kenes
(2opmoOHanbHble xenesbl), 4ToObl OLEHUTb W, NP HEOBXOAMMOCTH, YCTPaHUTL N0ObIe HapyLLEeHNS,
BbI3BaHHbIE OMYXOrblo UMK fieveHrem. o 3Tol e NpuunHe nepes Havyanom fie4eHns MoryT 6biTb
npoBeAeHbl HeMponcMxonornyeckne obecnenoBanns [CM.Heliporicuxonoausi]. IameHeHusi, KoTopble
MOrYT BO3HWKHYTb B XOA4€e NMeYeHusl, MOXXHO pacnosHaTb Ha paHHew CTagun U nydlle OUeHWTb Ha
OCHOBaHWUM TakMx NEPBUYHBIX PE3YrbTAaTOB U PErynsipHbIX 06CrnesoBaHNUN.

MocKomnbKy MOXeT BO3HMKHYTb HEOOXOAMMOCTb B MepenvBaHuMU KpoBW [repesiugaHue Kposu],
JenatoT aHanus Ha rpynny KpoBw [epynna kposu). Anst AeBoYek, [OCTUILLMX NONOBOW 3penocTy (T.e.
HauYMHas C NepBON MEHCTpyauuu), Nepen Ha4varnom fiedeHuss genatT aHanma, YToObl UCKMYUTb
0epeMeHHOCTb.

MNMone3Ho 3HaTb: He Bce 06cneaoBaHns HeoOXoaMMbI Kaxxgomy naumeHTy. C Apyron CTOPOHH,
MOryT ObITb OOMNOMHUTENbHbIE OOCNeAoBaHNs, KOTOpble 34eCb He YMnomsHyThl. Cnpocute
CBOero Bpaya unu neyvyebHyo KOmMaHay, Kakume obcrnefoBaHUs 3anfaHMPOBaHbl AMS Ballero
pebeHka 1 NoYemMy Kaxxgoe M3 HUX Heobxoammo.

lNcuxonoeauyeckas u coyuasbHas MOMoWb

Pak y pe6éHka - 3To cTpeccoBas cutyauus Ans Bcen cembmn. Komanga cneunanmcToB no oKasaHuio
MCKXOMIOrMYECKON M coumanbHON MOMOLLUM B KIMHMKaX WNWM MO3Xe B LeHTpax peabunuraumu
N BOCCTaHOBUTEIbHOrO IIEYEHUA KOHCYNLTMPYET U NomMoraeT naumMeHTam U NX POACTBEHHUKaM,
HayMHas C MOMEHTa MOCTaHOBKW AMarHosa 1 0O OKOHYaHWUS NeYvYeHus], a Takke rnocre rnevyeHus.
Moxanyncra, He CTeCHAWTeCb MNOMb30BaTbCHA 3JTOWM nporpammon nogaepxkn. OHa sBnsieTcs
HEOTbEMIEMON YacTbi KOHLEMUUU JeYeHUss BO BCEX [ETCKUX OHKONMOrMYeckux LeHTpax B
HemeLKoA3bIYHbIX CTpaHax. McyepnbiBatoLlyo MHOpMaLMIO No 3TOW TEME Bbl HAaWAETe 3[1ech.
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Kak cocTaBnsaroT nnaH nedyeHuna?

MNMocne okoHYaTenbHOrO AMarHo3a COCTaBMNAT NfaH rneyveHuns. YTobbl COCTaBUTL MakcUMansbHO
VHOMBMAYarbHYO NporpaMMy NneveHusi, cneumanbHO NogodpaHHy A KOHKPETHOTO nauneHTa,
N OLEHWUTb BO3MOXHble PUCKU peuuanBa OonesHu (puck-aganTMpoBaHHas Tepanus), komaHaa
nevawmx Bpaven OOMKHa yuuTbiBaTb OMNpefaenéHHble (OakTopbl, KOTOpble BRAUSIIOT Ha IPO2HO3
BonesHn y KOHKpeTHOro pebéHka (Tak HasblBaeMble rpo2HocmuYyeckue ghakmopbl unn pakTopbl
pucka).

Takum BaxKHbIM NPOrHOCTUYECKUM haKTOpOM y AeTen ¢ MeaynnobnacToMon ABNSETCA KOHKPETHbIN
TMN/BUA onyxonu (cneumannuctel MOryT rOBOPUTL O nogTune onyxonu). Tak kak ata nHdopmaums
FOBOPUT O TOM, HacCKOSbKO 3/10KaYeCTBEHHOW SBNSETCA OMyxOflb M Kak OHa pacTéT. Opyrvmu
Ba&XXHbIMW MPOrHOCTMYECKUMKN haKkTopaMm SBMASETCS MHpopMaLUsa O TOM, r4e MMEHHO HaxoauTcs
OMyXonb, HACKOSMBbKO OHAa ycrena BblpacTu (pasMep onyxonu) u aatb Memacmassl. 1o pesynsratam
3TUX AaHHbIX Bpayu NpMHUMAIOT peLleHme, BO3MOXHO M NOMHOCTLIO yaanuTb Meaynnobnactomy.
To eCTb HAaCKOMbKO BbICOKW LIAHChl peB&HKa BbINeUnTbCH OT BonesHu.

Kpome aToro umeer 3HavyeHune, HAcCKONbKO XOpOLLO O0ne3Hb OTBEYaET Ha KypCbl XMMUOTepanuu.
Takke BaxeH Bo3pacT pebEHKa Ha TOT MOMEHT BPEMEHW, Korga emy MoCTaBWuiM [uarHos
mMegynnobnactombl. B 3aBUCMMOCTM OT 3TOro Bpayu NPUHMMAOT pelleHWe, MOXHO Nu genaTb
pebEHKy NnyyeByto Tepanuio. Takke y4nTbiBaeTcst MHOpPMaLms 0 TOM, eCTb NI Yy pebEHKa kakoe-To
HacrnencTBeHHoe 3aboneBaHue (Hanpumep, cuHopom Jlu-PpaymeHu, cuHOpom opnuHa-lonemua,
unn aHemusi @aHKoOHU) N Kakoe obLLiee COCTOsIHME ero 300poBbsi. B nnaH neyeHms BHOCATCH BCe
3TN PaKTopbl, YTOObLI NONYYNTb MaKCUMarbHO 3GMEKTUBHDBIA pe3ynbTaT NeYeHus Ons Kaxaoro
3abonesLuero.

6.1. Ha kakue BuAbI genat megynnoo6nacromy?
Knaccudukauumn

B knaccudwukaumm BcemunpHon opraHmsaumm sgpaBooxpaHeHus (BO3) Bce megynnobnactombl
OTHOCATCH K OMyXOJSisiM BbICOKOW CTEMeHW 3rnokavectBeHHocTu (IV cTeneHb 3nokad4ecTBEHHOCTU
B Knaccudpmkaumm no cucteme BO3; cpean Bpayen npuHATO aHrmn. cokpalleHme Grade V). Tem
He MeHee, NogYepKHEM, YTO CyLLECTBYIOT pas3nuyHble Buabl Megynnobnactom. OHM oTnuyaroTcst
Opyr oT gpyra no TOMYy, Kak BbIMMSAMT TKaHb OMyXONu Nogd MUKPOCKOMOM, TO €CTb Y HUX
pasHble TUCTONOTMYECKME XapaKTepPUCTUKU. Takke OHWM OTNUYaKTCs ApYyr OT Apyra Mo CBOUM
MONEeKYNsPHbIM [MoreKynapHbIt] ocobeHHOCTAM. Tak kak OT 3TUX OTNMYMIA YacTUYHO 3aBUCUT
NPorHo3 60me3Hn (To eCThb LLAHChI BbINIEYNTHCS OT BONesHn), To Nx 00a3aTenbHO YYNTLIBAIOT, Koraa
COCTaBMAIT NNaH nevyeHuns.

Mo knaccudpmkaumm BcemupHOW opraHmsaumm 3gpaBooxpaHeHus (knaccugbukayus BO3)

MeaynnobnacTtoMbl AenaTcs B 3aBUCMMOCTM OT MMCTONOrMYECKMX 0CoBeHHOCTEN/MPU3HaKoB
[zucmonoauyeckuli] Ha HECKONBbKO TUMOB:

* KInaccu4deckad Mep,ynno6naCToma
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« [JdecmonnacTtuyeckas/ysnosasi Mefynrnobnactoma (Takke MOXHO BCTPETUTb Has3BaHWe 3TOrO
TuNa onyxonu ,JecMonnacTuyeckas/HogynsipHas megynnoénacroma’)

*  KpYMHOKIETOYHasi Meaynnobnactoma/aHannacTnyeckas megynnobnacroma

* Megynnobnactoma c BblpaeHHOW HOAYNAPHOCTbIO (Takke MOXHO BCTPETUTL Ha3BaHWE 3TOrO
TMNa onyxonu ,Meaynnobnactoma ¢ 3KCTEHCUBHOW HOAYNAPHOCTLIO)

Kak nokasana npakTuka, onupasicb TOMbKO Ha TUCTOMOMMIO, TO €CTb Ha BUAO OMyxomnu
Nnog MMKPOCKOMOM, BO3MOXHO Wb YacTUYHO NPEdyCMOTPETb BO3MOXHbIE  pasnuuns
B MporHo3e ©OonesHn, TO eCcTb Kak onyxofnb OyaeT pactu. VIMEHHO NO3TOMY KpoMme
Knaccudukauum no rmctonormyeckum ocobeHHocTaM HaunHas ¢ 2016 roga cneumnanucTbl Takke
OenaT meaynnobnactombl MO MX MONEKYNSIPHO-TEHETUYECKUM ([MOIEKynsIpPHO-2eHemu4yecKud],
fBuonorndyeckum) xapaktepuctvkam. Korga [OMNOMHUTENBHO Yy4yuTbIBaeTcd WHopmauns o
MOSEKYNAPHBLIX 0COBEHHOCTSIX OMyXONeBOW TKaHU (O MOMEKYNspHOM npodhune onyxonu), 3T1o
MO3BOSISIET TOYHEE MOHSATb W OLUEHUTb BuonorMyeckme MpoLeccbl B OMYXONM M Ha OCHOBaHWUMU
3TOro cocTaBuTb 6onee aheKTMBHLIN NNaH nevyeHus. Ha cerogHsAWHWMIA geHb knaccudukaums
BO3 pasgensietr megynnobnacTtoMbl Ha YeTbipe MONeKynsapHo-reHeTndeckue rpynnol. 3to WNT
mMeaynnobnactoMmbl (TO ecTb Megynnobnactombl C akTuBauuen curHanbHoro nytu WNT),
SHH megynnobnactombl (To ecTb MeaynnobrnactoMbl C akTMBaumen curHanbHoro nytu SHH),
Megynnobnactomsl 3 rpynnbl U Megynnobnactomsl 4 rpynnbl.

Knaccudgpmkaums BO3 2021 roga BblgensieT cnegywolwme  Yetbipe  reHeTudeckue
(MonekynspHble) nogrpynnsl Meaynnobnactomsl (Ha3BaHUA NOATPYNN CBA3aHbI, NPEXAe BCETO,
C T€M, KaKoW 13 curHanbHbIx nyTen BoerneyéH - WNT n SHH):

* MepgynnobnacrtomMa c akTMBaumen curdansHoro nytm WNT

* Mepgynnobnactoma c aktuBaumen curHansHoro nytm SHH u ¢ reHom TP53 gukoro Tuna

* MepynnobnacrtomMa c ¢ akTMBaumen curHansHoro nytm SHH 1 n ¢ mytaumeii B reHe TP53
* Mepgynnobnactoma 6e3 aktuBauum curHansHoro nytv WNT nnn SHH

BaxHo 3HaTb: CyLLeCTBYIOT FMCTONOrMYECKne UnmM MomneKynspHble NoATuMbl Megynnobnactomel
CO CpaBHUTENbHO BnaronpuATHLIM MPOrHO30OM U ApYyrue - CO CPaBHUTENbHO HebrnaronpPUSATHLIM
nporHo3om. Hanpumep, aktmBaums curHanbHoro nytv WNT B megynnobnactome nmeet 6onee
BnaronpuaTHLIN NPOrHO3, B TO BpeMs kak MegynnobnacromMa c aktusaumnenn SHH 1 mytaunen reHa
TP53 unu megynnobnactoma 6e3 aktuBauum curHbix nyten WNT/SHH ¢ amnnudmkaunen reHa
MY CC [takxe amnnugpukayus eeHa MYCN] cBa3zaHa C BbICOKM PUCKOM peLmanBa OnyXonu.
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B 3aBMCMMOCTU OT KOHKPETHbIX MPOrHOCTUYECKMX (DAKTOPOB (3TO rMCTOMNOrMYECKUA BapuaHT
OMyXONN N MOMEKYNAPHO-TEeHETUYECKMI Npocunb Medynnobnactomel, ectb nn y pebéHka
MeTacTasbl/ocTaTouHasi onyxorib, Bo3pacT pebéHka B MOMEHT NOCTAHOBKM AnarHo3a) Kaxgoro
3aboneBLUero cneunanncTbl OTHOCAT K onpedenéHHon TepaneBTUYeckon rpynne (Hanpumep,
rpynna HWU3KOro pucka, rpymnna cTaHgapTHOro pucka, rpynna BbICOKOro pucka). [ns kaxgoro
pebGéHka B KaXXOoW U3 9TMX FPyMn yunmTbiBaeTCsl, HACKONbKO BOMbLUON ABMSETCS ONacHOCTb
peunamea. Kak npaBuno, 4eMm Bbille BEPOATHOCTb peunanea, Tem 6onee MHTEHCUBHBLIM ByaeT
neveHue.

Kak neuyat megynnobnacromy?

Heteii ¢ meaynnobnacTtoMoi [OSKHbI JIeYUTb TOMbKO BpayM W3 OETCKMX KIMHWUK  CO
cneumnanusaumer nNo AeTcKon oHkornoruv. MiMeHHo Tam paboTaloT BbICOKOKBANMMUUMPOBaHHbIE
cneumanucTbl (Bpauun, MeaceécTphbl) Co cneuuannsaumert no AeTCKo OHKOMOoruu, KoTopble BragetoT
COBPEMEHHbIMI NporpamMmMamun Tepanun. B aTux GonbHMUAX Bpayu pasHoro npoduns Bxoaat
B pasHble pabouyme rpynmnbl, KOTOpble MOCTOSIHHO HaXoAsTCS B TECHOM KOHTakTe. Bmecte oHu
COCTaBNAT NnaHbl NeyeHus, obcyxaaT M BedyT CBOMX nNauueHToB. lporpammbl Tepanvu
perynspHo ycoseplueHcTByloTca. VX uenb — Bbieuntb pebéHka B MaKcMMmarbHO Lagsilem
pexume, To eCTb C MUHUMAnbHbIMU NOBOYHBIMU OCITOXHEHUAMW 1 OTAANEHHBIMU NOCNEACTBUAMU.

JleyeHue coctont n3 onepauunn, KypcoB XxmMmmnortepanmnm n B 3aBUCUMMOCTU OT BO3pacTa pe6éHKa
O6J'IyLIeHMF| rONIOBHOMO W CMMHHOrO Moasra. [ns HEKOTOpPbIX neten MOXeT paccmMmaTpuBaTbCA
BO3MOXHOCTb BbICOKOAO3HOM XmMumortepanmnm n cpasy nocre Heé genaetcs TpaHcnnaHTauuna
KOCTHOIo Moasra.

7.1. Onepauusn

MpuHUMNuaneHOe 3HayYeHne onst geten ¢ MmegynnobnacTtomon SBnsieTca MakcumarnbHO ObicTpas
onepauyus No yganeHuio onyxonu. NoToMy 4TO valle BCero K TOMy BPEMEHW, Korga pebEéHKy
CTaBAT TOYHbIA AMarHo3 GonesHu, ero XmMsHb HaxoauTCs Nog yrpo3or. Tak Kak u3-3a onyxonu
HapyLlaeTcsa OTTOK NMKBOPA (CIUHHOMO3208as1 XUOKOCMb), Takke y peOEHKa MOXET MOSABUTBLCS
800siIHKa 205108H020 Mo32a (rmppouedanus). Llenblo onepauum SABMSieTCs MOMHOE yaaneHue
onyxonu 6e3 MMKPOCKOMNYECKN BUAMMBIX OCTaTKOB. OTO 3HAYMT, YTO MOCIE OnepaLun OCTaTKoB
ONyXOnu He BUOHO Mof, HEMPOXUPYPTUYECKUM MUKPOCKOMOM.

Bnarogaps coBpeMeHHOM onepauMOHHON TEXHUKE B HEeMpoxXupyprum [Helpoxupypausi] 3Toro
pesynbrata MOXHO O00UTbCs Gomblue Yem MoyTW y MOMOBUHBI AETEW ¢ medynnobnactomon (>
50%). Ecnu B Hayane neyeHns onyxorb HEBO3MOXHO yaanuTb NOMHOCTbIO 6e3 Bpeaa Ans BaXHbIX
CTPYKTYpP FOSTOBHOMO MO3ra, TO MO3Xe CneunanucTbl MOryT MOWTU Ha BTOPYIO onepaumio. [NokasaHus
Ons npoBeaeHnsa NOBTOPHOM onepauun nNo yaaneHmo 0CTaTovHON ONyXornu MoryT 6bITb, Hanpumep,
nocne atana fy4eBon Tepanuu n/unm atana ¢ Kypcamm XxmMmmoTepanumu.

Korga ypanstoT onyxonb, TO Yy GONbLUMHCTBA AeTel BOCCTAHaBNMBAETCS OTTOK CMIMHHOMO3rOBOM
XKMOKOCTU (/IUK8Op), ecnu OH Obin HapylweH. Ecnn y pebéHka Obina e60dsiHka 20/108HO20
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Mo32a (rvagpouedanus), Torga ewwée g0 onepaumm no yaaneHuo onyxorv MOXeT noTpedoBaTtbes
JononHuTenbHasl onepauusi, 4Ttobbl HOpManuMauMpoBaTb OTTOK JMKBOpa. HekoTopbiM geTam
YCTaHaBMMBAIOT NOCTOSIHHYIO OPEHaXXHYIO CUCTEMY.

7.2. 3Tan HEXUPYPru4eCcKoro nevyeHus

Tak kak Megynnobnactombl npopactalT B coceaHue TKaHu (CrneuuanucTbl roBOpsT B 3TOM
crnyyae ,MHUNBTPATMBHBIN POCT OMyxonu®), a Takke OHW 4acTo PacXoJdATCsi MO JIUKBOPHBIM
nyTaM (NIMKBOpHasa cuctema) B Apyrve otgenbl LEeHTpanbHOW HEPBHOW CUCTEMbl, TO OAHOMO
ne4YeHns BMAMMOW YacTy OMyXOnu HegocTaToyHo. [MoaToMy nocrie onepauun HadnHaeTcsl aTan
HEXUPYPrnMYecKkoro nedveHms. ITOT 3Tan COCTOUT U3 KYPCOB XUMMOTEpanuu [xumuomepanus] wu
WHorga ny4yeBov Tepanun [0brydYeHuel.

B kypcax xumuoTepanuuM JeTv nonyyalrT npenaparbl, KOTopble OMOKMPYKOT pPOCT KNETOK
(umtoctaTukm). Llenbto 3TOro neyeHus SBNAETCA OCTAHOBUTb POCT  PAaKOBbIX  KNETOK
UM YHUNTOXUTE UX. JlydyeBylo Tepanuio JenalT C MNOMOLLbI  BbICOKOSHEPreTUYECKOro
3NEeKTPOMarHUTHOro [ar1ekmpomacHUMHbIU] n3nydeHms. OHO NogaéTca CHapYKU Yepes KOXy Ha ToT
PErvoH, KOTOPLIN HYXXHO 06nyunTh. M3nyyeHme paspywwaet [JHK pakoBbIX KNETOK N OHWM HaYMHaT
normbatb. Takke BMECTO 3TOM0 pacnpoCTpaHEHHOTO BUAA Jy4eBOW Tepanun 4eTn MOryT nony4varb
n3ny4yeHne, KOTOPOe CreumanucTbl Ha3biBaloT KOPMYCKYNSAPHbIM. OTO NPOTOHHAsA Tepanus. Takon
MeTo NeYeHnst No3BonseT ewé bonee TOMEYHO BO3OENCTBOBATL HA OMYXOSb U OAHOBPEMEHHO
MWHUMaNbHO BO34ENCTBOBATb Ha 300pPOBble TKaHW. VMIMEHHO Mo 3TOM MpuyMHe Ana eTen u
NoApPOCTKOB BCE Yalle NpeMMyLLLeCTBO OTAAKT NPOTOHHOW Tepanuu.

Otan obnyyeHue NPOBOAMTCHA C MOMOLLbLIO BbICOKOIHEPreTUHECKMX ANEKTPOMArHUTHbIX fyyen,
KoTopble 0Bny4alT nopaxeHHylo obnacTtb n3BHe 4Yepe3 koxy. OHM BbI3bIBAKOT MOBpPEXAEHWNE
reHeTMYeCcKoro Martepuana OmMyxofieBblX KIETOK, YTO MpuBOAMT K ux rmnbenn. CoBpemeHHble
MeToabl paguoTepanuu, Takme Kak Jyyeeass meparus C MOZYNUPOBAHHON MHTEHCUMBHOCTLIO
(IMRT), no3BONSAOT CBECTM K MUHUMYMY MOBpEXAEHWE 300POBbIX TKaHeW. [ns HeKoTopbIX
naumeHToB BMECTO OObIYHOM Ny4eBOr Tepanun (C NCNonbL3oBaHNEM ¢hOMOHOB) MOXET BbITb Takke
paccMoTpeHa rpomoHHasi meparnus (C NCNoNb30BaHWEM MPOTOHHOIO U3MNy4YeHus). TO No3BonseT
ewle Gonblle CHM3NTL Ny4YeBOE MOBPEXAEeHWEe 340POBLIX TKaHeW M No3aToMy npuobpertaeTt Bce
fonbluee 3Ha4YeHWe B NeYeHnn onyxonen y AeTen n NogpoCTKOB.

PeweHne o Tom, Kak MMeHHO ByaoyT neuuTb pebéHka (Kakume MeToabl NneyeHus BbIGepyT
Bpayn, HacCKONMbKO MHTEHCMBHbLIMK ByayT KypCbl XMMUOTepanuu/ny4yeBov Tepanuu), 3aBucuT
OT Bo3pacTa 3abonesLlero, Kakon y OMyxOonu FMCTOMNOrMYECKUn BapuaHT U MOMEKynspHo-
reHeTnyeckun npocunb (To ecTb MO pesynsrataM MMCTOMOrMYECKOr0 U MOMEKYNsApHO-
reHeTU4eCcKoro aHanmsa), a Takke OT TOro, ecTb nn y pebéHka memacmasbi. Kpome aTOro
YUYMTBIBAIOT, MOXHO N GbINO BO BPEMSs onepauuy NonHOCTbI0 yAanuTb ONyXorb.

[anee Mbl NO3HAaKOMUM BaC C HECKOMNbKMMU BO3MOXHbLIMU BapuaHTaMu fiedeHus. Npocum NpuHATb
BO BHVMMaHue, 4YTO BbIOOp BapuaHTa JleYeHUss — 3TO KOMMJIeKCHasi U [OCTaTOYHO CrIoXKHas
Tema. 3[ecb Bpauu OOIKHbl YYUTLIBATb MHOXECTBO MMCTOMNOIMMYECKMX TUMOB OMYyXOnu U pasHble
MOJEKYIISIPHO-TEHETMYECKNE XapaKTePUCTMKK, a Takke Apyrve caktopbl pucka. Moatomy Mmbl
He MpeTeHayeM Ha MakcUMarnbHO MOorHyl MHdopMauuio. KonnekTne BaluMx nevalumx Bpadeit
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noapobHO OOBLACHWUT, KakoW BapuaHT nedeHus nogxoguT Bawemy pebéHky. MpuHuMnManbHO
MOXHO CKasaTb, YTO AETW C MeaynnobnacToMoli M3 BLICOKOW Tpynnbl pyUcka nonyyatoT Gonee
WHTEHCUBHYIO Tepanuio, Yem AeTH U3 rpynn HU3KOro UM CTaH4aPTHOrO puckKa.

7.2.1. Kak neyart geteun 13 rpynn HU3KOro U CTaHQapTHOro pucka (Bospact
ctapuwe 3-5 nert)?

Ecnn Hawnm wmepynnobnactomy 6e3 MeractasoB M Yy OMNyxonM €CTb Tak Ha3blBaemble
BnaronpuaTHble BUonorMyeckne xapakTepucTukn, To aeten ctapwe 3-5 net (guanas3oH Bo3pacTa
BapbupyeTcs, MOTOMY 4YTO BO3pacTHas rpaHuua 3aBWCUT OT KOHKPETHOro cybtmna onyxomw,
KOTOpbIN Hawmn y pebEéHka) OTHOCAT B rPyMny HW3KOrO puUCKa WM B rPynny CTaHAapTHOro
pucka. OBbIMHO OHM CHayana Mony4awT Ny4yeBYyH Tepanuio Ha BCHO LEHTParnbHyl HEPBHYIO
cuctemy (B 3TOM Criydae Bpayv UCMONb3YT TEPMUH KpaHUOCMNMHanbHoe obrnyyeHve). A noTom
JononHuTeneHo obnyyaloT pervoH onyxonu. lNMocne atana obnyyeHWss AeTU NOMy4arT Kypcebl
Tak HasblBaeMoW nogaepkuBaroLlen xummoTepanun. B HMX MCNOMb3yTCA HECKONbKO pasHbIX
yumocmamuxoB. [leTen 1 NogpoCTKOB C MeayrnnobrnacTtoMon u3 3Tux AByX Fpynn pucka nedar
no mccrenoBaTenbCkoMy nNpoTokony (uccredosaHusi onmumu3ayuu meparnuu) SIOP PNET 5MB
(BeTBM NpoToKONa Anga rpynnbl HU3Koro pucka LR v rpynnel cpeaHero pucka SR) (nogpobHee cwm.
pasgen ,[lo kakum npomokonam u peaucmpam fedam 0emel ¢ medynnobrnacmomol ?”).

7.2.2. Kak neyat geteun 13 rpynnbl BbICOKOro pucka (Bospact ctapuwe 3-5
ner)?

Oetu crtapwe 3-5 neT, y KOTOPbIX ONYyXOrb YyXe Aana mMetactasbl UW/Wnu OHW nonanu B BbICOKYHO
rpynny pucka us-3a HebnaronpusaTHbIX OMONOrMYECcKMX XapakTePUCTUK Y ONyxonu (3710, Hanpuvep,
OETU C KPYMHOKMETOYHOW/aHannacTMyeckon mMegynnobnactomon, unmM ¢ mytaumen [mymayus)
eeHa TP53, wnim ¢ amnnudukaumen reHa MYCN [amnnugpukayus eeHa MYCN]), nony4datoT
bonee WHTEHCUBHYO Tepanuioo. VIHTEHCMBHOCTbL NEYEeHUst COCTOMT M3 Oonee BbLICOKMX [03
ob6ny4yeHusi. HekoTopble geTn 40 Ha4Yana Ny4yeBow Tepanumn MOryT Nony4YaTb Kypc Tak Ha3biBaemow
WHOYKUWMOHHOW XuMuoTepanuu. I B TOM, U B ApyroMm criydae nocne artana nyyYyeBov Tepanuu
(Bkntoyasi obrnyyeHve BCeW LEHTpanbHOW HEPBHOW CUCTEMbI U LeneHanpaBneHHoe obny4yeHune
pernoHa onyxonuv) AeTy nonyyatoT Kypcbl NogaepKusatoLen xummoTepanuu.
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O6pawaem BHMMaHMe Ha OeUCTBYWOWUN uccrnegoBaTenbckuin nportokon SIOP HR-
Medulloblastom gnsa nauueHTOB B BO3pacTte 3 neT u craple: B HacTtosiee Bpems
B pamMKax mccnenoBaTenbCKOro npotokona [uccriedosaHuss onmumu3ayuu mepanuu] SIOP
HR-Medulloblastom (cm. pasgen " lNo kakMm npoTokonam M perucrtpam nedvar geten?")
n3y4yaetcs, NPMBOAMT NN Tak HasblBaemas runepdpakLMoHMpPOBaHHasi YCKOPEHHAs Ny4eBas
Tepanua (HART) nnu ebicokodosHass xumuomeparnusi NoC CTaHAapTHasa fyvyeBasi Tepanus
K Ny4ywmMm nokasaTensiM BbRKUBAaEMOCTU MO CPaBHEHWUIO C TEKYLUEW CTaHOApPTHOW fy4eBOK
Tepanuen. Npu rmnepdpakuMoOHNPOBAHHOW fy4YeBOn Tepanuu Gonee BbICOKME CyMMapHble
003bl 001y4YeHMs BBOAATCS 3a OonbLUee KONMYeCTBO CeaHCoB, 00My4YeHne NPOBOANTCSA OBaXAbI
B AdeHb, a Jo3a obnyyeHWss 3a CeaHC HECKONbKO Huxke. BbicokogosHasd xvmuoTepanus
COMNPOBOXAAETCHA MOCNeayoLLEN ayTONOrMYHON TpaHCNIaHTaumen cTBONOBLIX KneTok. Kpome
TOro, ABa Buga NogdepXuBaloLlend XummuoTepanuu CpaBHMBAOTCH mexgy cobon, B TOM
yucne no pesynbrataMm feYeHnst N, COOTBETCTBEHHO, MO BbRKMBaemocTu. PacnpeneneHve
MauMeHTOB NO COOTBETCTBYOLUMM rpynnam fevyeHns (CtaHgapTHas rpynna, TectoBas rpynna)
NPOBOAMTCS PaHAOMU3NPOBAHHO, TO €CTb B COOTBETCTBUM C MPUHLUUMNOM paHAOMM3auLum [CM.
paHdomu3ayusi).

7.2.3. Kak nevart geten mnaguwe 3-5 net?

Y 3aboneBwnx peten B Bo3pacte mnagwe 3-5 net pasBuMTME TKAHM MO3ra eLllé MONHOCTbH
He 3aBepwunocb. [o3aToMy Bpaun OTKas3bIBAlOTCA OT Jfy4eBOW Tepanuu [yyesass mepariusi]
UnNn CTPeMSTCS NepeHecTn e€ Ha Oonee MO3OHUIA CPOK, YTOObI MaKCMMAaNbHO CHU3WUTb PUCKM
CepbE3HbIX OTAANEHHbIX OCNOXHEHWIA. BMecTo obnyyYeHnst 4eTu nocre onepawmm nosy4yaroT Kypchl
XMMUoTEpPanun [xumuomepanusi] U3 HeCKONMbKUX npenapaTtoB. Hackonbko UHTEHCUMBHbIMK OyayT
KYpCbl XMMMOTEpPanuu, 3aBUCUT OT KOHKPETHOTO TUMa OMNyXOMnu U OT UHAMBUAYANbHOW CUTyaummn ¢
©ornesHblo (OTHOCUTCS N PEBEHOK K rpynne CTaH4apTHOrO PUCKa, UMK K rpynne BbICOKOro pucka).

Kak 6ygyT neuntb pebéHka aanblue, Takke 3aBUCUT OT TOrO, KAKOM MMEHHO Y HEro Tun onyxomnw,
eCTb N Memacmasbl, kak 6onesHb OTBETUMA Ha fle4eHre 1 Kako TOYHbIV BO3pacT y 3aboneBsLuero.
Ecnn pebéHok B rpynne cTtaHOapTHOro pucka U y Hero Obin Xopowwuii OTBET Ha neyeHue (3To
3HaAYMT, YTO ONyXOMb YLUMA MOMHOCTbLIO, UMM YACTUYHO), TO BpayM MOryT NPOAOIDKUTL NeyYeHne
Kypcamn xvmMmuoTepanuu. Ecnu onyxonb MOMHOCTbIO He ywina, unn eé€ pasMep XoTsa M cran
MeHbLLUe, HO HeJOCTaTOYHO AN XOpOLUEero oTBeTa Ha fledeHne, To Aetu ctaplue 18 mecsaues (T.e.
cTapLue nonytopa feT) MoryT nony4aTb Ny4eByto Tepanuio Ha cam pervoH onyxonu. Ecnn pe6éxok
MnagLle, To OH NpogoriKaeT nonyvyaTb XMMMoTepanuio 40 TOro BPEMEHW, MOKa eMy He MCMOMHUTCA
18 mecsueB. Bo Bpems 3TOro neyeHus takke MoxeT notpeboBaTbCs MOBTOPHas onepauus no
yAaneHuto OCTaTO4YHOW OMyXOnu.

HekoTopbiM A€TSM M3 Fpynbl BbICOKOTO pUCKa, YTOObI UX LUAHCHI BbINIEYUTLCS OT GONEesHN cTanm
BbilLe, JaloT KypCbl BLICOKOAO3HOWM XUMuoTepanun [8sicokodo3Hast xumuomepariusi]. N nocne Heé
UM [enarT ayToNorMyHyo TpaHCMaHTaUuil KOCTHOrO Mo3ra [aymorioeuyHasi mpaHcriaaHmayust
KOCMHO20 Mo32a). DTOT BapuaHT NeyYeHns yuMTblBAeTCA B HOBbIX Mporpammax Tepanuu unv B
HOBbIX TEPaNeBTUYECKUX PeKOMEHOALMSIX, Hanpumep, Ans AeTei Mraglle YeTbIpéx JeT, Y KOTOpbIX
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Halwnu megynnobnactomy ¢ MeTactasamu. Takke 3Ty DOpMY feYeHUst B OTAENbHbIX Cryvasix
MOryT BblOMpaTh AN AeTel ¢ peLumMansoM meaynnotnacTomei.

7.2.4. Kak nevyaT peteun ¢ peumamBom?

Kak 6yoyT neuntb pebéHka ¢ peunamBoM GonesHn, 3aBUCUT B NEPBYIO o4epedb OT TOro, Kakoe y
Hero obuiee COCTOsIHME, KaKoe NeYeHne OH morny4an 4o peunauBa M kak 0ores3Hb OTBEYaeT Ha
Kypcbl xumunoTtepanuun. Ecnu y pebéHka peyudus (To ecTb 6onesHb BeEpHynachk), TO Bpayin TOYHO
TaKkKe CTPEMATCA MaKCMMarbHO UCMOSMb30BaTb BCE BO3MOXHOCTU JTOKASIbHOIO JIeYeHUs (K HEMY
OTHOCATCH onepauus 1 nyvyesas Tepanud) u XuMmmoTepanuu.

Mo Kakum NpoToKonam U perucTpam rnedyar geten?

B Fepmaval noytTn BCeX AeTen K noapoCTKOB C Meﬂ,yJ'IJ'IO6J'IaCTOMOl7I mnn C peunagmeom
OonesHn nevar no CTaHOapTU3NPOBaHHbLIM MPOTOKOJ1aM, KOTOpble Ha3blBakTCA uccriedosaHusi
ornmumu3ayuu mepariuu, n no ne4yebHbIM perncrtpam. Hemeukue NPOTOKOJ1bI, U NccnegoBaHnA
onTuMmnsaunmn Tepanumn, - 3TO KIIMHUYECKMne unccriegoBaHunA, OHU CTPOro KOHTPOJIMPYHOTCA. nx
Luenb — ne4Yntb 3aboneBLINX OeTelr No cambiM COBpPEMEHHbIM pa3pa60T|<aM. OD,HOBpeMeHHO 3TN
nceneaoBaHnA OakT BO3SMOXXHOCTL yry4dllaTb nogxodbl K fie4eHUo U 3a CYET aToro fobmearbcs
nporpecca B Jlie4eHnn.

[eTtn, koTopble He nevaTca Mo AEeWCTBYKOLLEMY MCCNeqoBaTenbCKOMY MPOTOKOMy (Hanpumep,
€Cnn Ha MOMEHT DOone3Hn cTapbli MPOTOKON 3aKPbISICA, @ HOBbIWM NMOKa He OTKPLIICS; UM eCcnu
3ab0oneBlWINA HE MOAXOAMT MOA KPpUTEPUU, KOTOpblE SIBASIIOTCS 00s3aTenbHbIMKU Anst NpuémMa B
OEeNCTBYOLLMIA NPOTOKON), MPOX0ZAT Yyepes rneyvebHblie perncTpsol. JleuebHble perncTpbl co3garTca
1 paboTaloT Anst Toro, YToObl KOHCYNBTMPOBATL BCEX BOMBbHBIX C COBPEMEHHbIX HAYYHbIX MO3ULINNA.
Tarke 4ToObl 06eCcneUnTb BLICOKOE KayeCTBO NeYeHMs UccrnegoBaTenbckas rpynmna KOHKPETHOro
npoTokona, kak npaeuno, paspabaTbiBaeT NogpoOHble TepaneBTUYECKNE pekoMeHaaumn. U korga
K HUM obpallatoTcs nevawme Bpadn, OHM MX KOHCYNBTUPYHOT Npy BbiIOOpe onTUMarnbHOM Tepanuu
ONS KaXKO0ro KOHKPETHOro pebéeHka.

Cenyac B epmaHumn paboTtatoT No cneayroLLmm NpoToKonam 1 perucTpam:

*  WUccnepoBartenbckum npotokon SIOP HR-Medulloblastom: B Hosi6pe 2023 roga B l'epmaHum
ObINO OTKPLITO MeXAyHapoAHbI unccnegosatensckuii npotokon SIOP HR-Medulloblastom
(nccneporanue Il dhasbl) Anst NaUMEHTOB C MegynnobrnacToMon BbICOKOTO pucka (CM. makxe
pa3den "Oman Hexupypauyeckozo siedeHusi"). B Hero GepyT geTten, NogpoCTKOB U MONoAbIX
B3POCIbIX, KOTOPble Ha MOMEHT MOCTAHOBKM OuarHo3a Wnv npoBedeHust onepauuu Obinm
He mragwe 3 net u He ctapwe 21 roga. B nccnegoBatenbCcKoOM NPOTOKONE NPUHMMAKT
yyacTve MHOroYUCrieHHble rievyebHble LeHTpbl B fepmMaHum n apyrmx eBponenckmx cTpaHax.
HaumnoHanbHbIN Hay4YHO-MCCneqoBaTeNbCKMI LIEHTP NPOTOKOMA HAaXoaUTCst B YHUBEPCUTETCKOM
MEeOVLMHCKOM UeHTpe [ambypr-Onnengopd nog pykoBOACTBOM npodyeccopa, AoKTopa
LWtedana PyTkoBcku.

* WUccnepoBatenbcknn npotokon SIOP-PNET 5 MB pgnsa geten ¢ mMeaynno6nactomomu:
HaumHasa c anpens 2014 r. u go anpensa 2022 r. geten ¢ megynnobrnacToMon MoK NeYnTb
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no mnccrnepoBartenbckomy eBponerickomy npotokony SIOP-PNET 5 MB. B camom Hauane no
3TOMY MCCrenoBaTeNbCKOMY MPOTOKOMY NEeYUnu TONbKO Tex AeTel, KoTopble nonaganu B
rpynny ,HM3KOro pucka“ unu B rpynny ,,CtaHAapTHOro pucka“ ¢ peumamom 6onesHn. OgHako ¢
oceHn 2018 r. B NpoTOKON Takke Obinn BKIHOYEHbI CXEMbI NTEYEHUST AN HEKOTOPLIX OETEN 13
rpynnsl ,BbICOKOro pucka“. Obs3aTenbHbIM YCIOBUEM AN UX BKIIOYEHMWS B UCCrie40BaTeNbCKuil
NPOTOKON MK B NeYebHbIi pernctp Obin Bo3pacT ctapwe 3-5 net Ha MOMEHT MOCTaHOBKM
anarHosa (B 3aBMCMMOCTM OT KOHKPETHOro cybTuna/BapuaHta OnyXonu, KOTOPbIA HaLmn y
3abonesLuero). Hay4Ho-uccrnenoBaTenbCKUin LEHTP 3TOMO EBPOMENCKOro NPOTOKOMa HaxoanuTes
B YHMBEpPCUTETCKON KnuHuKe . Fambypra (Mambypr-Onnengopd). PykoBoguT nccrnegosaHmem
npod., g-op mea.H. ltedaH PytkoBckn. O6pawaeMm BHUMaHue: HAbop HOBbIX NAaLMEHTOB B
nccnegosaTenbCKUii NPOTOKON 3akpbIT ¢ 06.04.2022!

* Jleye6GHbin pernctp I-HIT-MED: nauneHTOB C¢ Megynnobnactomoi B Bo3pacte o 22 rer,
KOTOpbIX cenyac unu B Byayliem He MOryT B3ATb B MCCre4OBaTerbCKMN MPOTOKOM, UMK Xe
OHW CaMW He XOTAT NporievnmBaTbes No AeNCTBYOLWEMY NPOTOKOMY, MOryT perMcTpupoBaTb B
MexgyHapogHbii neyvebHein pernctp I-HIT-MED (HasBaHune pernctpa SBnsieTcsl COKpaLleHUEM
¢ aHrnuickoro International HIT-MED Registry, T0 ectb MexayHapoaHbinn pernctp HIT-
MED). 3Tn naumeHTbl nonyyawT MHAMBMAYASIbHOE JIeYEeHUE C YYETOM KOHKPETHOW (POpMbI
bonesHn. [Ons Toro, 4TOObI pebGEHKka BKMOUYMNM B TepaneBTudeckuin permuctp I-HIT-
MED, He wumeeT 3Ha4yeHWsl, KakOM WMMEHHO BMA IeveHus Oyger npoBoguTbcsa. OueHka
3(PEKTUBHOCTN OMNpPenEnEHHONO BuAa JeYeHUs1 He sBNsieTcA uenbo paboTbl nevYebHoro
permctpa. Jle4ebHbIM perncTpom pykoBOAUT KOMaHAa MCCneaoBaTenbCcKoro nportokona |-
HIT-MED B YHuBepcuTeTckon knuHuke r. Mambypra (Fambypr-Onnenpopd) (pykoBoauTenb
ncecneaoBaTernbCKon rpynnbl Npod., A-op Mea.H. LTedaH PyTkoBckn).

* Jleuye6HbIn peructp HIT-REZ: c aHBapsa 2015 r. no anpenb 2023 . B ne4eOHbIN perncTp
HIT-REZ mornu BkrntodaTtb Tex AeTen, y KOTopbix 6onesHb He oTBevana Ha nepBoHavanbHoOe
nedyeHue (To ecTb GonesHb He MogdaBanacb NIEYEHMIO M OMyXofb MpoAdorkana pactv; B
3TOM Criyyae creumanucTbl roBopsAT O pedpakTepHoOr Meaynnobnactome), Unn y KoOTopbIX
npou3oweén peunams. B cxeMax neyeHnst B 3TOM permcTpe He NpoBEPSASIUCH KaKMe-TO HOBble
MEeTOAbI TEpanun, N MeankaMmeHTbl (PyKoBOgMTENb NevebHoro peructpa — npod. 4-op Meg.H.
lNyopyH ®nanwxak B LleHTpe OeTckoM M NOApPOCTKOBOW MeaUUUHbI Npu YHUBEPCUTETCKOWM
KnuHuke r. 3cceH). ObpaltaemM BHMMaHue: Habop NauMeHTOB B PErMcTp 3aBepLUéH 24 anpens
2023 roga. C 2024 roga no nauMeHTaMm ¢ peunanBom GonesHn Takke BEOET OOKYMEHTaLMIO
ne4vebHbIn pernctp I-HIT-MED (cm. abiwe).

9. Kakue WaHCbI BbINeYUTbLCS OT MeaynnobnacTtombi?

3a nocnegHue gecaTuneTus y AeTen u nogpocTKoB ¢ MeaynnobrnactomMon 3Ha4MTENbHO BbIPOCN
LLIAHCbI BbINeunTbCsa oT 6one3Hn. CoBpeMeHHble METOAbI AMarHOCTUKN U NeYeHne, KOTopoe CTarno
KOMOVMHUPOBAHHLIM U MHTEHCUBHBIM, U €ro Havyanu NpoBoAnTb MO CTaHgapTam, NPUBENN K TOMY,
YTO Yepes NATb NeT Nocfe NOCTaHOBKW AnarHosa XuBYT okono 75% 3abonesLnx (B MEANLIMHCKON
CTaTUCTUKE MNPUHATBI UUdpbl S-neTHen BbbkmBaemocTw). Lndpbl 10-neTHen BbbkMBaemMocTu
COCTaBnsAlT YyTb MeHee 70% oT obLiero konvyecTsa 3abonesLUMX AeTeN U MOAPOCTKOB.
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Ho wHamBugyanbHbI IPO2HO3 AN1S KaXAoro nauueHTa 3aBUCUT OT TOrO, Kakow MMeHHO cyoTun/
BapuaHT Meynnobnactombl Hawmnm y pebéHka, ecTb N y Hero Memacmasbsi Wunu octaTtovHasi
onyxofb MOCMe onepauun, CKOMbKO ObiNo pebEéHky neT B TOT MOMEHT BpPeMeHM, Korga emy
nocTaBuiM AnMarHos, a Takke Kak 6onesHb pearmpyet/oTBevaeT Ha neveHune. Ecnvu monekynspHo-
reHeTmdeckun npodunb onyxonu 6naronpusiTHeIA, TO pesyrnbTal COBPEMEHHOIO FevYeHust
coctaenseT Bbilwe 80% BbinedYeHHbIX AeTer. Hambonee GnaronpuaTHbLIM CHYMTAETCS MPOTHO3 Y
neten ¢ SHH megynnobnactomon (T.e. Mmegynnobnactoma ¢ akTuBaumen curHanbHoro nytn SHH)
6e3 myTtauum reHa TP53, unn y pgetei ¢ WNT megynnobnactomon (T.e. Megynnobnactoma
c aktmBaumen curHanobHoro nytu WNT). Ecnn mMonekynsapHO-reHETUYECKUIA NMpodusib OnyXxosnu
HebnaronpuaTHLIN (HanpuMep, y aHannacTUY4eckoW MIM KPYMHOKMETOYHON meaynnobrnactomsl,
U ecnn B KNneTkax mMeaynnobnactomMbl Hawnm amnnmdpukauuio reHa MYCC / unm reHa MYCN
[amMnnugpukayus eeHa MYCN]), To wWwaHCbl Ha Bbl3gopoBneHne Hwxke. Ecnu y pebGéHka ecTb
MeTacTasbl, 3T0 MOXET UMETb BNUSHME Ha HeBnaronpusiTHbIN NPOrHO3, HO HeobsidaTenbHo. 34eck
TakKe BaXHO, KakOW MMEHHO BapuaHT OMyxomnu Hawnu y pebéHka, kak 6one3Hb OTBEYaeT Ha
ne4vyeHue, a TaKke NMET 3HaYeHNe HeKoTopble Apyrue akTopsl.

o koHua 80-biIx IT. y geTen mnagLwero Bo3pacta (MnagLie 4 neT) WaHCbl BbINe4YnTbCs OT B0OnesHn
ObINM 3HAYMTENBHO XyXe, YeM AEeTeln cTapluero Bo3pacTta. Ho cuTyaumst HAQMHOrO ynydLimniach,
Korga BBENW NPOTOKOIbI C 6onee MHTEHCUBHBIMU KypcaMn XxumuoTepanuun. Y aeten ¢ peyudusom
OonesHn, kak MpaBumo, LWAHCbl HE O4YeHb Xopowwue. XOTS B HEKOTOpbIX CcriyyYaeTcs yaaércs
cnpaButbcsl ¢ GonesHblo Ha Oonroe Bpemsi, Korga pebGEHOK nosnyyaeT Kypebl BbICOKOAO3HOM
XMMOTEpanun 1 cpasy nocrie 3Toro eMy AenarT nepecagky KOCTHOrO Mo3ra.

Heobxoanmoe 3amevaHue: Korga Mbl HasblBaeM MPOLEHTbI BbI3JOPOBEBLUMX OETEN, 3TO
3HAYUT, YTO Mbl JAEM TOMBKO TOYHYK CTAaTUCTUKY Mo 3Ton dhopme paka y aeten. Ho Hukakas
CTaTMUCTMKaA HE MOXET NpeacKkasaTh, BbI3A0OPOBEET KOHKPETHbIN PEOEHOK, NN HET.

Koraa mbl roBopum, 4Yto pebEHOK BbINeYusncsl, 3T0 Hago MOHMMaTb Kak ,O0TCYTCTBME OMyxonu“.
nOTOMy YTO COBpPEeMEeHHbIEe MEeTO bl NIe4eHNA XOTA U AakoT Takomn pes3ynbrarT, Korga onyxonmum bonblue
HET, HO U caMa Onyxoflb MOXET nocne cebst ocTaBUTb onpeaenéHHbIe NOBPEXEHUS B OpraHu3Me,
M camMo nevyeHne MOXeT NpuBecTn K OﬂpeﬂeﬂéHHblM nocnencTtBndM U OCINOXHEHUAM Ha gonroe
Bpemsi. [TosToMy AeTu nocre NneveHns ewé AoNro AOMKHbI NonyvyaTb MEQULMHCKYO NMOMOLLb W,
ecnn TpebyeTcs, MHTEHCUBHYIO peabunutaumio [peabunumayus).
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moccapun

amnnundukaumnsa reHa MYCN

aHaMHe3

aHemMns PaHKOHM

aygmorpamma

ayToJsiorm4yHas
TpaHcnnaHTauuna
Moa3ra

KOCTHOIo

3TO yBENUYeHne konmnyecTtBa Konuin oHkoreHa MYCN, To ecTb
TaKoro reHa, KOTopbIi Bbi3biBaeT pak. MHOrokpaTtHoe KonmyecTBo
KONWIA 9TOTO OHKOreHa MOXHO HanTW, Hanpumep, y HEeKOTOPbIX
nauMeHToB C TakuMu opmamy paka Kak Henpobnactoma
wnn Mmegynnobnactoma. [loatomy amnnudukaums (To ecTb
yBenuMyeHne) onpeaenéHHoro OHKOreHa, Hanpumep, OHKOoreHa
MYCN, cBsisaHO C nosiBlieHWeM W/vnn AanbHEeNWMM POCTOM
HekoTopbIX dopM paka. PakoBble KkneTkM, B  KOTOPbIX
ectb oHkoreH MYCN AaBRstTCA O4YeHb YCTOMYMBBIMK (B
MeONLMHCKON TEPMUHOMNOMMM 3TO Ha3blBAETCH PE3NCTEHTHBIMM) K
X“MmoTepanum 1 ny4yeBomn Tepanuu.

nctopus 6onesHu

HacneacTBeHHoe  3aboneBaHuMe  KpoBW,  Anst  KOTOPOro
XapaKkTepHbl Mporpeccupylollas  HedoCTaTOMHOCTb  KOCTHOrO
MO3ra, XpoHM4ecKas aHemMmmsi 1 NMOBbILLEHHBIA pUck 3abonesaHusi
pakom (npexzae BCEro OCTPbIM MWUernobnacTHbIM FEeNKo3oMm).
Onsa 6onbHbIX TakkKe XapakTepHbl AedeKkTbl B pasBUTUK
ckeneta (Hanpumep, ManeHbKUn poCT, HeNpaBuiibHOe pasBUTUE
OonbLloro nanbua n kucten pyk). AHemmns ®aHKOHM OTHOCUTCS
K CMHApOMaM paka, KoTopble MOXHO yHacnenoBaTb. Ha ypoBHe
KneTkn HabniogaeTcs CKINOHHOCTb XPOMOCOM K MOMOMKaM,
KOTopble BEAYT K UBMEHEHUsIM XPOMOCOM. T.e. C HUX Ha4YnHaeTcs
MONOMKa KOHTPOJsi KNETOYHOrO LiMKna.

3TO TeCT Ha cnyx. B aygmorpamme rpacdudeckn nsobpaxaercs
dakTnyeckas cnocobHOCTb CrblwaTtb 3BYKW. AyAauorpamma
perucTpupyetr CryxoBYl0 YyBCTBMTENbHOCTb 4YeroBeka B
PasnNMuHbIX YacTOTHbIX AuanasoHax. OJTO TecTUpoBaHue
NPOXOAMT MpU aKTUBHOM y4yacTuM camoro nauueHTta. [lo
ayavorpamme MOXHO onpeaenuTb CTENeHb TSXKECTU HapyLleHns
Cnyxa, KOHKPETHbIA BWA MNOTEPU OCTPOTbl Cryxa M MPUYUHDI
notepn cnyxa. [Ong Kaxgoro yxa AenawT  OTAENbHYO
ayguorpammy, obbiyHO aT0 genaet JIOP. Ecnu ayamorpamma
OTKITOHAETCA OT HOPMbI, TO 3TO roBOpUT O 3abonesaHne yxa.
Ayguorpamma - 3T0 OAMH U3 MHOMMX METOAOB MPOBEPKU cryxa
(ayomometpus).

nepecagka CTBOMOBbIX KIETOK KpPOBW, Harpumep, nocrne
XMMUOTEpanuu unu ny4esoi Tepanuu. MaumeHT nony4yaeTt ceom
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6uoncus

BOAAHKA roJioBHOINro mosra

BO3

BbI3BaHHbIE NOTEHLMAIbI

BbICOKOOO3HaA
XnuMmumortepanud

rmapouedanus

rMCTONOrMYECKNi
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COBCTBEHHbIE KITETKM, KOTOpble Yy Hero Ao Jne4yeHua B3dnn us
KOCTHOIro mo3ra, uin n3 KpoBw.

B3ATME oOpasua TkaHW AN uccrnegoBaHus (mpexae Bcero
nog MuKpockonom). MOXET BbINOMHATBCA KaK MyHKUUS C
NMOMOLLIbIO cneunansHOW NOMon UMb, AW C MOMOLBLID APYrUX
WHCTPYMEHTOB (HanpuMmep, Wunubl, 30HA U T.4.), TaKKe MOXET
NPOBOANTBLCS XMPYPrUYECKMM NyTEM (C MOMOLLIO cKanbnens).

M30bITOK JKWMOKOCTW B >Kenygoykax [OMoBHOTO Mo3ra U B
NpoOCTpaHCTBE Mexay MO3roBbiMM obonodkamu. HapylweHune
MOXXET NPOUCXOAMTb MO PasHbIM NPUYMHAM.

3TO cokpaweHne BcemumpHon Opranmnsaumm 34paBooxpaHeHus.
OTO  MexayHapogHbld  opraH,  KOTOpbIA  Hanpaensiet
M KOOPAWHMPYET  COBMEeCTHyto  paboty B  obnactm
30paBOOXPaHEHMsI.

3TO TakOW METOof AWarHOCTMKWU, KOTOPbLIM MOXET MNPOBEPUTb
NpoBOAMMOCTb  (NPOBOASALWYO  CNOCOBHOCTL) 1 paboty
HEPBHbIX TPaKTOB (HepBHbLIX nNyTen). MNpuHUMN paboTbl 3TOM
OVNarHoCTuKM OCHOBaH Ha TOM, 4YTO Ha oOpraHbl YyBCTB
unu nepudepuydeckne Hepebl (Hanpumep, rnasa, oOpraHbl
cnyxa wunn TakTuibHaa 4yBCTBUTEJIbHOCTb KO)KVI) nocrtynaet
KOHTpOnMpyemoe pasapaxeHue. VI B pesynbrate npoBepstoT
OTBET Ha pasgpaxeHue (SMnekTpudecknid noteHuuwan) B
yyacTKax LieHTpanbHON HEPBHOW CUCTEMbI, KOTOPbIE 3TOT OTBET
nepepabaTbiBatoT.

npvém npenapaTtoB (UMTOCTaTMKM) B 0COBO BbLICOKMX [03aX,
KoTopble OrokmpytloT pocT KkneTok. [pu pake uX MCMNOMb3yHoT,
YTOObI YHUUYTOXUTE BCE ONYyXONneBble KNeTku. T.K. OQHOBPEMEHHO
B KOCTHOM MO3re paspyllaercs KpoBeTBOpHas cucrema, cpasy
3a BbICOKOOO3HOM XMMUOTEpanuen npoBoAUTCA nepecagka
COBCTBEHHbIX WM  [OHOPCKMX CTBOMIOBbIX KIETOK KPOBU
(ayTonormyHas wnM annoreHHas TpaHCcnnaHTaumss KOCTHOro
Mo3ra).

3TO MeOWLMHCKMIA TepMWUH BOASHKM TONOBHOMO MO3ra, Korga B
FONIOBHOM MO3re B MOMOCTAX C XKMOKOCTbI (Kenyaodku mMoasra)
cKannuBaeTcs M30bITOYHOE KONMMYECTBO XUAKOCTU. [MpuynHbI
rmapouedanum MoryT 6biTb CaMbIMM Pa3HbIMUA.

TO eCcTb CBSi3aH CO CTPOEHMEM TKaHeW opraHuama, KoTopble
n3yyaroT nog MuKpockornom. [na 3toro ob6pasubl TKaHewn
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rOPMOH

rpynna Kposu

ApeHax
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3a4HAA YepenHasa AMKa
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NPOXOpAAT  crneuuanbHyto o6paboTtky (310  MoryT  ObiTb
cTeknonpenaparbl, 06paboTka pasHbIMK KpacuTensamm).

3TO XMMUYeckoe curHanbHoe BellecTBo (6enok). FopMOHbI
BbipabaTbiBAlOTCA B pPasHbIX JXenesax opraHusma W OHu
BbIMOMHSAIOT pasHylo paGoTy (Hanpumep, FOPMOH LLMTOBUOHOW
)Xenesbl, TOPMOH POCTa, NOMoBbIe FOPMOHbI).

BaXHble XapaKTepucTuku CTPYKTYpbI (aHTureHHble
XapaKTEPUCTUKN KPOBM) KOMIMOHEHTOB KPOBU (Hanpumep, rpynmbl
kpoBu no cucreme ABQ); oOHuM, Kak npaBuno, cTtabunbHbl U
HaxXoOATCHA Ha NOBEPXHOCTHOM MeMOpaHe KNETOK KPOBU 1 ApYIrvX
KneTok TkaHen. [Nepen kaxablM nepenvBaHWeM KOMMOHEHTOB
KpPOBW, Hampumep, y NauMeHTOB C JEWKO30M WM aHeMUEWN,
HeobxoOAMMO KOHTPONMPOBaTb COBMECTUMOCTb FPYNMbl KPOBU
OOHOpa, 4TOObl He MPOU30LWO peakuun OTTopxeHus. [pu
HECOBMECTUMOCTW KPOBU NPOUCXOAMUT CKNenBaHne 3puTpoLMTOB,
Korga Mx CMELUMBAKT C CbIBOPOTKOM KPOBW OPYroro 4erioBeka
(peakums ,aHTUreH-aHTUTENo").

3TOT TEPMUH BO paHLYy3CKOM $3blke, OTKyga OH Obin
3aMMCTBOBaH, O3HayaeT o006e3BOXMBaHMEe, cnyck Boabl. B
MeauLMHe - 3TO BbiBEAEHUE HapyXy NaTornornyeckon XnakocTu
WM TIMWIHENA CKOMMBLUENCS OObIMHOW XMOKOCTWM OpraHu3ma.
Hanpumep, BbiBeoeHue nukBopa (T.e. MO3roBOW XWOKOCTW)
M3 KEeNMygovukoB MO3ra, WM ydaneHue Bosgyxa  wunnm
CKOMMBLLENCA NaTONOrM4YeCcKom >KMAKOCTU U3 nreBpanbHOn
nosfocTu (nneBpanbHbIN gpeHax).

S3TO NOMOCTM B TOMIOBHOM MO3re, KOTOpble 3anornHsaeTt
CMUHHOMO3roBasl XWAKOCTb (nMkBop). Bce ueTbipe xenygoyka
Mo3ra npeacTaBnsloT coboW NpPoAOIKEHUE CMMHHOMO3IOBOrO
kaHana. CnMHHOMO3rOBOW KaHan pacluMpsieTcsl B FOSIOBHOM
MO3re Ha YeTbIpe Kenyaouka.

3TO YacTb KOCTHOW CTPYKTYpbl Yepena. B Hen Haxogdatcsa B TOM
Yncne MOIKEYOK, YacTb CTBOMA FOfIOBHOIO Mo3ra (3agHui otaen
MOCTa), YETBEPTLIA Xenyaodek M MeCTO CIUSAHMSA BEHO3HbIX
nasyx (Bpa4v Ha3bIBalT UX CUHYCaMmn, a CaMO MECTO CIIMSAHUS -
CUHYCHbBIM CTOKOM).

KOHTpONUpyeMble KNMHUYecKne uccrnenqosaHus. Mx uenb - neunts
nauueHToB No rfocrneaHuMm paspaboTkaM W OAHOBPEMEHHO
noebilaTh 3MMEKTUBHOCTL TepaneBTUYECKUX BO3MOXHOCTEN.
Mpu 3TOM ONTUMU3ALUS FNEYEHUs 3aKM4YaeTcs He TOmNMbKo B
yNyJlleHUN/YBENMYEeHA LLIAHCOB Ha Bbl34OPOBIIEHNE, HO U B
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knaccndukauns BO3

KneTka

KOMMblOTepHas ToMorpadus

KOCTHbIN MO3r

JIenkos

IMKBOP

numdaTmnyeckme yanbl

TOM, 4TODbI OrpaHnyYMBaTh NOHGOYHBIE OCNIOXHEHUS U OTAANEHHbIE
NocneacTBmA, BO3HUKAIOLLME U3-3a NeYeHUs.

3TO MeXAayHapogHbli  CcTaHAapT, KOTopbli  pa3paboTana
BcemupHaa OpraHusaumsa 3gpaBooxpaHeHus. B Hero BxogsT
napameTpbl Ans Knaccudurkaumm 3nokavyecTBeHHbIX BonesHew,
ANns  AMarHoCTMKM K cTeneHn  auddepeHLmMpoBaHHOCTU
OHKorornyeckon 6onesHu.

camas marieHbkas eguHuua CTPOEHWS U KU3HEeAesATEeNbHOCTU
XMBbIX OpraHu3MOB, Y KOTOPOW €CTb COOCTBEHHbIi OBMeH
BeLLeCTB, CMOCOOHOCTb OTBEYaTb Ha BHELUHWE pasgpaxuTeny,
CMNOCOOHOCTb K HEMPOM3BOMBbHOMY  [ABWXKEHWUIO MbIWL U
pasmHoxeHuo. Kaxxgasi knetka COCTOMT U3 sapa M KNETOYHOro
Tena (uMTonnasmebl), a CHapyXu NOKpbITa KNeTO4YHON MeMbpaHon.

MEeTo4 OWarHoCTUKM MO CHMMKaM, B KOTOPOM WCMOSb3YHTCS
PEHTIEHOBCKME JTy4M 1 KOMMNbIOTEPDI 41151 MOCIONHOIO MOy4YeHus
n3obpaxeHun vacte Tera (TpPEXmMepHoe un3obpaxeHue,
nonepeYHbIN UNn NPOAOIbLHbBIN cpe3 Tena)

MECTO KpOBETBOPEHMUS; MsArkas rybyatas TkaHb C CUMbHbIM
KPOBOCHabXeHueM, 3anofiHAeT BHYTPEHHME MOMOCTU MHOMMX
KOCTen (Hanpumep, B MO3BOHKaX, KOCTAX Tasa, OegpeHHbIX
KoCTsX, pébpax, rpyanHe, nonatkax v B knounue). B kocTHOM
MO3re 13 KNneToK-MpeaLwecTBEHHUKOB (CTBOMOBbIE KINETKM KPOBW)
BblpacTaroT Bce (hOPMbI KNETOK KPOBM.

3rl0Ka4yecTBeHHoOe 3aboneBaHMe KpPOBETBOPHOW CUCTEMbI W
camas pacnpocTtpaHéHHas bonesHb paka y AeTel 1 NnogpoCTKOB
(mpumepHo  33%). B 3aBMCMMOCTM OT  MPOUCXOXAEHUS
ONyXOneBbIX KMETOK pasnuyalT NuM@obnacTHbIi NEenKkos wu
MuenobnacTHbIi Nenkos. Y pneted M NOAPOCTKOB J1EMKO3bl
NpOTeKatoT, Kak NpaBuo, 0CTPo (MO3TOMY MX Ha3bIiBalOT OCTPLIMU
nerikozamm).

310 Xmakoctb. Kak npasuno, 3TMM TEepMWUHOM Ha3bIBalOT
CMNMHHOMOS3roByr XWNOKOCTb, KOoTopasa Bpra6aTbIBaeTCF|
KrneTkamMmun xernyaoykos Mogra. ﬂVIKBOp 3anonHAaeT nonoctn
CAMHHOrO W” ronosHoro Mo3ra. OH 3awuuwaer Mo3r oT
nospe>|<,qum7| 1 gocTtaBndeT nuTaHne Onsa Mo3roBbliX KreTok.

HebonblUMe opraHbl OKPYrNoW W OBanbHOW (POpMbI, KOTOPbIE
OTHOCHATCH K UMMYHHOW cucTeme opraHuama. OHuM HaxogaTcs B
pasHbIX YacTax Tena u pabotaloT PUNBTPOM ANS XKWAKOCTU B
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nyyeBasd Tepanua

nombanbHas NyHKUMs

MarHMTHO-pe3oHaHCHas

Makpouecdanus

mMeTacTasbl

MUKpPOCKON

MO3XKEe4O0K

MOMEKYNSIPHO-reHETUYECKUI

MONEKYNSPHbLIN

TKaHsAX (MMMdbI) B ONPEeAENEHHON YacTh opraHnama. B Hux xmeyT
KNETKN MMMYHHOW CUCTEMBI.

KOHTpOInnpyemoe npuMeHeHne NoHn3npyruwlero nanyyeHnd onad
neyeHns 3roKkavyecTBeHHbIX 3abonesaHni

MPOKON B MO3BOHOYHOM KaHare B HWXKHEW 4acTW ChnuHbl ANns
B3STUS CMMHHOMOS3TOBOW XWAKOCTU (NMMKBOPA), Hanpumep, Ans
UCCnenoBaHns, ecTb N B HeW OnyxoneBble KNeTku, Ans
BBOAA NeKapCTB HEMOCPEACTBEHHO B CMMHHOMO3TOBOW KaHarn
(MHTpaTekanbHoe feYeHne) Unu ONsa CHUXKEHNS AaBrneHus.

MarHUMTHO-pe3oHaHCHadA TOMOFpa(bI/Iﬂ - MeToa AMarHOCTUKM no
cHMMKam. O4YeHb TOYHbIN METoA UCCreLOoBaHNs OIS nony4yeHusa
|/|306pa>|<eH|/|;| BHYTPEHHUX TKaHen un opraHoB, B KOTOpOM
HEe WCNnonb3yeTca usnyyeHue. C nomoLbio MarHUTHbLIX Monewn
CKaHUPYKT TENO. I'IonyquHble CHUMKWM O4eHb XOpOoLUOo nomorarT
OLIEHUTb COCTOAHME OpraHoB M npousowiealine B HUX USBMEHEHUA.

3TO yBenuyeHne pasMepa ronosbl. Pa3mep ronosbl MOXeT
BblpaCTh y pebGéHka wu3-3a BOASHKM TOMOBHOMO  MO3ra
(rvapouedanus), korga POAHUYKK eLwé He 3akpbinmcb. Ho Takke
ObiBaeT, UTO BOASHKM Mo3ra y peGéHka HeT, a pasMep ronoBbl
BbIPOC 13-3a BONbLUOW ONYXOMMW.

B [JAHHOM KOHTEKCTE: BTOPUYHAs OMyXofb, pacrnpocTpaHeHue
onyxonu. 3TO OMyxonb BO3HMKAET M3-3a pacnpocTpaHeHusi
pakoBbIX KNETOK B APYry0 YacTb OpraHnu3mMa.

npubop, C ero NOMOLLbIO B YBENMWYEHHOM BMAE MOXHO YBUOETb
0ObEKTbI UK onpefenéHHble CTPYKTYpbl OObEKTOB, HEBUAMMbBIE
YenoBeyeckoMy rnasy

3To oTaen ronioBHoro moara. OH HaxoAuTCA B 3afHel Monoctu
yepena wmexgy O6oOnMblUMM MO3rOM W CTBOSIOM T[OSIOBHOTO
Mo3ra. B OCHOBHOM MO3XeYOK perynupyeTr KoopauHauuio
ABKXeHUA. Takke OH OTBeYaeT 3a yaep)kaHue paBHOBECUS Tena.

T.e. CTPYKTypa, BO3HMKHOBEHWE, pasButMe, QYHKUMUN U
B3aVMOOENCTBME KINETOK W 3NEMEHTOB KNeToK (Hanpumep,
HYKNEWHOBBLIX KWUCMOT, MpPOTEMHOB) paccMaTpmBaeTcs Ha
MOMEKYNsApHOM  ypoBHE. AHanu3upyeTcs HacrnegcTBeHHas
UHopmaums B HyknenHosblx kucnotax (QHK n PHK); a takxke,
KaKk aTa HacnegcTBeHHas uWHdopmauns obpabaTbiBaeTca B
npouecce cMHTe3a 6enka n perynsauum reHHON akTUBHOCTW.

T.€. CBSA3aHHbIN C MoneKkynamu.
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MyTauus

Hapy>XHbI OCMOTP

HeanddepeHUNPOBaHHbIN

Heunponcmnxonorus

Henpoxupyprus

HepBHaA TKaHb
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M3MEHEeHWEe  TeHeTMYecKoro/HacrneACTBEeHHOrO  MaTtepuana.
MoxeT Bo3HMKaTb 6€3 BUAMMbIX BHELLUHUX MPUYMH (CMOHTaHHas
MyTauusl), Unu Nof BO3AENCTBMEM BHELUHWUX MPWUYMH, FMaBHbIM
obpa3om noa BO3OECTBMEM MyTareHoB (MHOYLMpPOBaHHas
myTaums). Ecnu  mMyTauusi BO3HMKaeT B KreTkax Tena
(comaTtunyeckux Knetkax), roBOpPSAT O COMaTUYECKOM MyTaLuu.
A ecnu MyTauusi BO3HMKAeT B MOMOBbIX KneTkax, eé
Ha3blBalOT reHepaTuBHOM MyTaumei. ComaTuyeckue MyTauuu
He HacregylTcs, B TO Bpemsl Kak reHepaTuBHble MyTauuu
MOryT MoBfedyb 3a coOON HapylleHuss B HocuTene reHa,
nepenatoimecss no Hacreactsy. B 3aBucumMocTu oT macluTaba
Npou3oLIeaX W3MEHEHUA (CKOMbKO TEeHOB 3aTPoOHYTO —
OOVH WM HECKOSbKO, KaKoW pa3mep W3MEHEHHOro y4yacTka
XPOMOCOMBI, UM XPOMOCOMa M3MEHEHA MOMHOCTbIO) pasnuyaroT
TOYEeYHble MyTauuum W OroYHble MyTauuu, TakkKe rOBOPSAT O
KONMYECTBEHHBIX U CTPYKTYPHbIX XPOMOCOMHbBIX abeppaLusix.

3TO BaXKHbI 3MEMEHT AMarHoCTUYECKOro uccregosBaHus. Bpau
NMpOCnylWMBaeT ONpedenéHHble opraHbl W OLWYMNbiBAaeT UX
(nanbnauus), npoBepsieT onpeaenéHHble pedunekcbl, YToObI
OUEeHUTbL BUA 3aboneBaHWs WM TMOMYYUTb TMOKa3aHWs, Kak
3aboneBaHune NpoTeKaer.

B [AHHOM KOHTEKCTE: He3penbi, ewé He CnoCoOHbI K
camocTodATensHon pabote, HO, Kak npaBuNo, CrocobHbIN
OeckoHeyHO pgenutbca  (Hanpumep, CTBOSOBLIE  KIETKM).
PasBuTne Kknetok W TKaHeW u3 HeauddepeHUMpPOoBaHHbLIX
B AvddepeHumpoBaHHble (auddepeHumpoBka) npoucxoant
nocTteneHHo. Mo3aToMy cyLLecTBYyET HECKONBKO pasHbIX CTENEHEN
andbdepeHLMpPOBKA.

3TO  cheunanusMpoBaHHasi AMCUMNIMHA B MCUXOMNOruu,
KoTopasi 3aHMMaeTCsl OUArHOCTUKOM U NEYEHMEM KOTHUTUBHBIX
pPacCTPONCTB MOCre NepeHeCcEHHbIX noBpexaeHun moara. OHa
3aHMMaeTCsl U3y4YeHneM Takmx @YHKUMA Mo3ra, Takmx Kak
CNOCOBHOCTb MbICITUTL (MHTENNEKT), BHUMaHWe, NamsTh, A3bIK U
MOTOPHbIE HaBbIKW/CNOCOBHOCTH.

3TO pasfden XMpypruum, KOTOpbIi OXBaTbIBAET HEKOTOPbIE YacTu
ONarHOCTMKM 1 onepaumnoHHoe feveHne 3aboneBaHnin HEPBHOM
CUCTEMBI.

3TO TKaHb HepBHOW cucTeMbl. OHa COCTOMT M3 HEPBHbLIX KNETOK
(HeripoHOB) M ocobon coeanHUTENbHOW TKaHW (rmuanbHble
KNeTKNn).
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obnyyeHne

onepauuna

onyxonu LUHC

onyxornb royfioBHOro Mo3ara

OTOaKycTun4yeckasa aMmmccua

nepenneaHne Kposu

NpOrHo3

nporHocTnyeckme akTopbl

Mepnynno6nactoma (ocHoBHas MHgopmaLms)

KOHTPONUpyeMoe NpUMeHeHVE UOHWU3UPYIOLLIEro U3NyYeHus ans
neYeHns 3rnokavecTBeHHbIX 3aboneBaHuin

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.

SABMNSAETCA ONyXONiblo LEeHTpanbHOn HepBHon cuctembl (LIHC).
MepBuyHble onyxonu LUHC HasbiBaloT CONMMAHBIMU ONYyXOMNsIMMU.
OHM BO3HMKAOT HENOCPEACTBEHHO B CAMOM FOSTIOBHOM MO3re Ui
B CNWHHOM Mo3re. BropuyHbelie onyxonu LUIHC — aTo meTacTassbl,
KOTOpPbIE PACXOASTCSA OT OMyXOosen B APYrMX OpraHax Unm TKaHsiX.

3TO O4eHb Tuxme 3BYKM (NErkun Lym), KOTOPbIA UCXoanuT
M3 BHYTPEHHEro yxa, KOrga OHO CrblWWT 3BykM (TO eCTb
3BYKOBbI€ BOJTHbI, KOTOpbIE MOMNaAalnT B yX0). ATWN 3BYKN MOryT
YNOBUTb BbICOKOYYBCTBUTENbHbIE MUKPOdOHBI. Lienb Tecta OAD
(oToakycTudeckasa ammccus) - NpoBepuTb paboTy BHYTPEHHEro
yxa. [1pn 3ToM NOMOLLb CO CTOPOHbI NauneHTa He TpebyeTcs (3To
0ObEKTMBHOE TeCTMpOBaHMeE cnyxa). [oaToMy aTOT BMA NPOBEPKU
cnyxa Takke noaxoauT AN MnafeHUeB W MarneHbKuX AeTen.
Bo Bpems gnMarHOCTUKM B HapY>KHbIN CyXOBOW MpPOXod BBOAST
MWHW-MUKPOOHBI. [oa AecTBrEM 3BYKOBbIX BOMH BOMOCKOBbIE
KNETKM BHYTPEHHErO yxa HauynHaloT konebatbcmsa/BubpnposaTsb,
TO eCTb NPUXOAAT B MexaHuW4eckoe ABWXeHue. B pesynerarte
NosIBMNSETCH TUxasi, HO XOPOLLO u3Mmepsiemasi oToakycTuyeckasi
amMucems.

BBeAeHWe  OOnbHOMY  UenbHOW  KpOBM  AOHOpa  wunu
€€ KOMMOHEHTOB (Hampumep, 3pPUTPOLUTApPHOW  Macchl,
TpomBounNTapHO Macchl).

oXngaemoe TeyeHune GonesHu, npeackasaHue BEpPOSTHOCTU eé
n3neYyeHust/LLaHChl Ha BbI3AOPOBIEHNE.

akTopbl, MO KOTOPbIM MOXHO NMPUMEPHO OLEHUTb AanNbHENLniA
xop, 6onesHun
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paHgoMmsaums

peabunutauus

petn HobnacTtoma

peunans

CUMIMTOM

cnHgpom lNopnunHa-lonstua

cuHapom Jin-®paymerm

Mepnynno6nactoma (ocHoBHas MHgopmaLms)

3TO (CTATUCTUYECKMI) MpPOLIECC CrlyYaHOro pacnpegeneHus
NauMEHTOB B 3KCMEPUMEHTANbHYIO U B KOHTPOIbHYO rpynny B
nuccnenoBaTenibCkoM NpoTokone nedveHus. bnarogapsi Takomy
NPOW3BOSILHOMY pacnpefeneHnto NaunueHToB B rpynmbl NevYeHnst
cneumanncTbl  CTPEMATCS  WUCKMHOUYUTb  CUCTEMHbIE  OLUMOKM
ONs nocriedyloLwero aHannsa MccrnenoBaTernbCKMX MPOTOKOOB
neveHus.

3TO uenbin komnnekc Mmep. Cioga BKIKOYEHbI MeauLMHCKas,
coumanbHas, ncuMxocouuanbHasi MOMOLWb, a Takke MOMOLb
no peagantauun B npodeccuto. Becb 3TOT KOMMMNekc Mmep
AOIKEH NoMoraTe BHOBb MHTErPUPOBAaTLCH B NMPUBbLIYHYIO XKU3Hb
obuwecTtBa, B Npodeccuio, 3aHOBO afanTUpPOBaTbLCA B JIMYHYHO
*mn3Hb. Cloga Takke OTHOCUTCS BOCCTaHOBMEHWEe ABUraTenbHbIX
CcnocobHocTen opraHuama (nevebHas umskynerypa, npotesbl u/
Uny BcnomoratenbHble annaparbl (CpeacTsa NoOMOoLLN).

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

BO3Bpar 6onesHu, NOBTOPHOE 3aboneBaHve nocne
Bbl300POBMEHNA.

npu3Hak 6onesHn, kak bonesHb NPosiBNSeTCS

3TO HacnencTBeHHoe 3aborneBaHue, KOTOPOe TakkKe M3BECTHO
nog HasBaHUSAMW CUHOPOM HEBOWAHOW 6a3anbHOKNETOYHON
KapuuMHOMbI, unnM cuHgpom [opnuHa. bBonesHb cBa3aHa C
pa3sHbIMW aHOManNUAMW PasBUTUS N NMOBbILLEHHOW CKITOHHOCTbBIO K
NoSABMEHNIO pasHbiX hopm paka. Yalue Bcero y 60MnbHbIX C 3TUM
CMHOPOMOM BCTpeYaeTcH Takas hopma paka Koxu Kak 6asanbHo-
KnetoyHas kapumHomMma. Y geTtel u nogpocTKoB € CUMHOAPOMOM
lopnuHa-TonbTua Bbilwe puck 3aboneTb MedynnobnacTomon
UNn capkomon MSArkmx TkaHewn (pabgomwmocapkoma). MNpuyunHon
NnosiBNEHMsA 3TOr0 CUHAPOMAa SABNAITCA MyTauum B 9-0M
XPOMOCOME TaK Ha3blBaeMblX EHOB CYMNpeCccopoB OMyxoren
PTCH1 wnn SUFU. BonesHb Hacnegyetcsi Mo ayTOCOMHO-
AOMVHAHTHOMY TUMy.

3TO CEeMeVHbIl  pakoBbIi  CUHAPOM,  KOTOpPbIA  MOXET
nepegaBatbcs No Hacneactey. OTnMYaeTcs Tem, YTO B CEMbSIX
C 3TMM CUHOPOMOM MOBbILIAETCS puUCK 3abonetb conuaHowm
onyxonbeto. Y geten n nogpoCTKOB Yallle BCEro MOryT BO3HMKATb
pak Hagno4Ye4YHUKOB N CapKOMbI MSITKMX TKaHEN, a Takke Nnenkosbl
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connaHasa onyxorsb

Mepnynno6nactoma (ocHoBHas MHgopmaLms)

CMMHHOMO3roBas XXMAKoCTb

CTBOJ1 FOJIOBHOIO MO3ra

XnMmmortepanumda

XPOMOCOMBI

LeHTpalbHaa
cucrema

HepBHasi

1 oMyxonuv Mo3ra. Y B3pOCiibiX NOBLILLAETCS PUCK 3aboneTb pakom
KoCTeW (ocTeocapkoma), MOMOYHOM xernesbl U pakoM nérkux. Kak
npaBumo, y HNUX MyTUpYeT reH p53, KOTOPbIN Ha3blBalOT reHOM
CynpeccopoM Onyxornemn.

YMIOTHEHHBIN (CONUAHBIN) POCT TKAaHN COBCTBEHHOIO OpraHu3ma,
KOTOPbIN MMEET onpedenéxHHyto nokanusauumio (T.e. 3aTparnBaroT
opHO MecTo Temna). Conuaas onyxonb MOXET pactu B Nobom
BHYTPEHHEM OpraHe, OHa MOXeT OblTb A0OpOKa4YeCTBEHHOM
M 3110KAYECTBEHHOW; HO TOMbKO 3/IOKA4YECTBEHHbIE W3 HUX
OTHOCSATCH K OHKOMNOrMyeckum 3abonesaHnsaM.

9TO XMNOKOCTb, KOTOpad Bblpa6aTbIBaeTCﬂ KNneTkamMu Xenygo4koB
mMo3sra. OHa 3anosHsieT MNOMOCTM CMMHHOMO M FOfIOBHOMO Mo3ra u
3awmuiaeT Mmo3ar ot noapem,qumﬁ, a TakKkxke OoCTaBndeT nuTaHne
AOnsa MO3roBblX KJ1€TOK.

3TO YacTb MO3ra, KoTopas obpasyeT nepexos Mexay ronoBHbIM
MO3rOM W CMWHHBIM MO3roM. OH KOHTPOMUPYET BCH XWU3HEHHO
BaXHyl0 paboTy opraHusama, Kak AblxaHuWe, 4acTtoTy puTMa
cepgua, apTepuanbHoe [aBreHue, U OTBeYaeT 3a Bce
BaXKHble pedoriekcbl, Hanpumep, pednekTopHoe CMblKaHue BEK,
rnotaTenbHbIn pedrekc, KalmneBon pedekc, Cnes3oTodyeHue,
CINIOHHBbIN pedinekc. B HEM Takke HaxoAsiTCA KOPHWU 4YepernHo-
MO3roBbIX HEPBOB.

B [OaHHOM  KOHTEKCTe: WCMONb30BaHWe  MeOuKaMeHTOB
(xvmuonpenapatbl, UUTOCTATUKWM), KOTOPble crneumdunyeckm
NpPenaTCTBYIOT POCTY ONYyXONeBbIX KIETOK B OPraHu3me.

HOCUTENW HacneacTBEHHOro Marepuana, T.e. FeHeTU4eckomn
WHOpMaLMM  KNETKN.  XPOMOCOMbI  SBASIIOTCS  4acTbio
agpa  KNeTkn, KOTopble  COCTOAT — Mpexae Bcero  u3
AesokcupuboHyknemHoson kucrnotbl (OHK) u 6GenkoB (Tak
HasblBaemble TUCTOHbI). VX CTpoeHne M KOnu4yecTBO 3aBUCHAT
OT cneundukm Buaa xmBoro opraHusama. OpraHnsm 4venoseka
copepxut 46 xpomocom (23 napsl).

COCTOUT W3 TOMOBHOMO WM CMMHHOMO MoO3ra, 3a WX npegenamw
pacnonaraetcs nepudgpepudeckass HepBHast cuctema. Kak
LeHTpanbHbI  OpraH, BbIMOMHALWMA  (OYHKLUMK  UHTErpauuu,
KOOpOUHALMKN 1N perynnpoBaHus, LLeHTpanbHas HepBHasi cucTeMa
obecneymBaeT 06paboTKy BHELUHEN MHGOPMALMKN Yepes opraHbl
YYBCTB, @ TaKke BHYTPEHHeN WHdOpMaUMM O pasgpaxeHuu
(BO3GY>XEHMK), KOTOpasi NOCTyMaeT U3 opraHM3mMa.
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LUUTOCTaTUK

LHC

anekTpokapguorpamma

ANEKTPOMarHnTH biiA

anekTpoaHuedanorpaMmMa

3MOpPUOHaNbHbLIN

axokapauorpaMma

Mepnynno6nactoma (ocHoBHas MHgopmaLms)

npenapaTt, KOTOPbIN 3aJepXuBaeT pPoOCT KneTtok. Moxet
YHUYTOXaTb abCOMOTHO pasHble KNETKW, B OCODEHHOCTU Te,
KOTOpble ObICTPO AeNndATCs, BNMAs Ha nx obMeH BeLecTB; MOXET
NPensITCTBOBAaTb POCTY KMNETOK, UMW 3HAYMTENBHO €ro 3aMensier.

COKpallleHne TepMuHa "UeHTpanbHas HepBHas cuctema":
COCTOUT W3 TOMOBHOMO WM CMMHHOMO MoO3ra, 3a uX npegenamwu
pacnonaraetca nepudgepudeckas HepBHast cuctema. Kak
LEeHTpanbHbIA OpraH, BbIMOMHSAWWA  YHKLUMN  MHTErpaumm,
KOOpAUHAaLMKN 1 perynnpoBaHus, LLeHTpanbHas HepBHasi cucTema
obecne4vmBaeT 06paboTky BHeLIHEN NHOPMaLMK Yepes OpraHbl
YYBCTB, @ TaKkKe BHYTPEHHeN WHdOpMaUMM O pasgpakeHuu
(BO3GY>}X4EeHMK), KOTOpasi NOCTYMaeT U3 opraHM3mMa.

MeTod ANAarHOCTUKU SNeKTpu4eCKnx nMmnynbcoB cepgua.

3NEeKTPOMarHMTHoe ManydeHue (MNn aNeKTPOMarHUTHbIe BOSHbI)
COCTOUT U3 B3aUMOZENCTBYIOLLMX APYT C APYTOM 3MEeKTPUYECKUX
M MarHUTHbIX nonen. MpruMepom aNeKTPOMarHUTHOrO U3NyYyeHus
ABNSIOTCA PEHTIEHOBCKOE W3fyyeHue W ramma-uanyyeHve, a
TaKkKe paanoBOrHbl, UHPPaKpacHOE U3NyYeHne 1 CBeT.

rpacdudeckoe  n3obpaxeHMe  SMNEKTPUYECKON  aKTUBHOCTMU
rorioBHOrO  MO3ra,  3anncb  MpoBOAUTCA  BO  BpeMA
AnNeKkTpoaHuedanorpaguu.

T.e. Takow, KOTOPbI HaxoOWTCS B PaHHEW CTaauu pasBUTKUSA,
Hes3penbIn

MeTod AMarHoCTMKM [AnA  u3ydeHus paboTbl cepaua, T.e.
pacriofnOXXeHUsi CepAeYHbIX KranaHoB, TOMWWHY CepaeyHou
MbILLILI, MAPaMeTpPOoB ,BbITanNKMBaeMoro” NoToka KpoBsu, U T.4.
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