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PabgouaHbie onyxonu LLHC
(aTMnn4yHble TepaTonaHoO-padbaongHbIe
onyxonu)

1. HUTo Takoe pabgonaHbie onyxonu LeHTparbHOMN
HEePBHOWU CUCTEMbI?

PabgovaHble onyxonu - 3To pefKue onyxonn [0nyxors], KOTopble pacTyT O4eHb arpeccuBHO. OHU
NOSIBNSAIOTCA B OCHOBHOM Y TPYOHWYKOB M Marbllen B NepBble ABa roga XXWU3HU. ITK OMyXonu
amMbpuoHanbHble [aMbpUOHasibHbIG], TO €CTb OHU BbIPACTalOT M3 COBEPLUEHHO HE3PEbIX KNETOK (B
MeauuMHe MX HasbiBaloT HeauddepeHumpoBaHHbIMKU [HedugpepeHyuposaHHbil)]). PaboovaHblie
Onyxomnu MoryT NosIBUTLCA B opraHnamMe B ntobom Mecte. Ho yawe Bcero (npumepHo B 65% Bcex
Cny4aeB) OHM BbIPaCTakoT B FOSTOBHOM MO3re [20/108HOU MO32] U B CMTMHHOM MO3re [CrTUHHOU M032]
(T.e. B LeHTpanbHOW HepBHOM cucteme, LJHC). Kpome aTtoro, pabgonaHblie onyxonn B OCHOBHOM
NOSIBNAIOTCA B MOYKAX M B MEYEHU, a TaKKe B MATKUX TKAHAX (Hanpumep, B obnacTtu wewu, 6éaep
W Ha rpyaHON CTEHKe).

PabgovaHble onyxonu ueHTpanbHom HepBHow cucTembl (LLHC) Takke HasbiBalT "aTUNMYHBIMU
TepatongHo-padbgonaHbiMu onyxonamu” (cokpawérHo ATPO). Mo coBpemeHHom knaccudukaumm
BcemupHoi opraHmsauum 3gpaBooxpaHenusa anga onyxonen LUHC (kmaccugpukayuss BO3 CNS5),
OHW OTHOCATCA K OMNyXonsiM YeTBEPTOM CTeneHW 3rokavyecTBEHHOCTUM (BCero cyulectsyeT 4
CTEeNeHU 3110Ka4eCTBEHHOCTH). TO €CTb OHM CHMTAOTCH OYEHb 3rI0KaYeCcTBEHHbIMU onyxonamu LIHC
[onyxonu LYHC], koTopble pacTyT 0COH6EHHO BbICTPO.

OTOT maTepuan pacckasblBaeT TOMNbKO O PaboouAHbLIX OMyXOmnsX LEeHTpanbHOW HepBHOM
cuctembl. C MHOpMaunen o paboouaHbIX OMyXOnsX B APYrMX MecTaxX OpraHvMaMa MOXHO
NO3HAKOMMUTLCA B pasfene 0 pabaouaHbIX ONyxXomnsax NoyYek U MArKUX TKaHeu.

2. Kak yacTto y geten BCcTpe4yaloTca pabgonaHblie

onyxonu LUHC?
PabgovaHble onyxonu UeHTpanbHOW HEPBHOW cUCTEMbl (aTUnuYHble TepaTomaHo-pabaougHbie
onyxonu, ATPO) B npuHUMne aBnstoTca pegkumun. B FepMaHnm n3 Bcex BMOOB ONyxonen mosra y
JeTen n noapocTkoB B Bo3pacTe A0 18 net oHn coctaenstoT Bcero 0,6 %. 3ta undpa rosoput o
TOM, 4YTO MO CTAaTUCTUKE 3ab0NeBAaEMOCTb COCTABNASET MPUMEPHO OOUH HOBbIV CIy4iA Ha 1 MUMAMMOH
Aeten. EBponerickuin pernctp no padbgovaHsim onyxonsam (EU-RHAB) exerogHo peructpupyet B
lepmaHum okomno 15-22 HOBbIX Cry4YyaeB C aTUMUYHLIMU TEPaTOMAHO-PabAOMAHBIMY OMYXONsAMU
(6onee nodpobHyto uHpopmayuro o espornetickom peaucmpe EU-RHAB cm. e pasdene "o kakum
rpomokonam u fie4ebHbIM peaucmpam fiedam demeu?").
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Onyxonun ATPO moryT nosiBuTbCs npaktudecku B nobom BospacTte. Ho vawe Bcero (B 80%
crny4yaeB) 3TUM BMAOM paka 3aboneBaloT rpygHUYKM M Marnbiliy B NepBble ABa roga »usHu. o
ctatuctuke Hemeukoro peructpa getckoro paka (Deutsches Kinderkrebsregister, pabotaet B .
ManHu) aTo paxe camble yacTble onyxonu LIHC y peten B Bo3pacte o 1 roga. Y geten B
BO3pacTe OT LIeCTU NeT 1 cTaplue bonesHb BCTpeyaeTcs kpanHe peako. CpegHun Bo3pacT geTen
Ha MOMEHT NOCTaHOBKW AuarHo3a coctaensiet okono 1,5 net. [leBoyku 3aboneBatoT HEMHOIO Yallle,
4YeM ManbYuKu.

3. [ae pacTyT U Kak pacnpocTpaHATcA padaonaHble
onyxonu?

Kak nokasbiBatoT umdpel pernctpa EU-RHAB (gaHHbie 3a nepuog 2005-2024 rr.), okono 50 %
onyxornen ATPO nosiBnAlTCs B Tak Ha3bIBaEMOM MOCTO-MO3XEYKOBOM Yy [MOCMO-MO3KeYKO8bIl
yeori], B obrnactm Mo3xedka [MO3kXe4ok] mnn B 00mactM CTBOMa rofloBHOMO Mo3sra [cmeon
20/108H020 MO32a] (B MefuuMHe AN 3TOro MCMonb3yeTcs TepMUH UHgbpameHmopuasisHo). A
yXKe OTTyda OnyxoSib HaYMHAET MHBA3MBHO MpopacTaTb B coceaHue CTpykTypsbl. MNpumepHo 34 %
onyxoren MNosiBNsieTCS Hag nanatkoh Mo3Xedka [maramka mMo3xedka] (B MeguuuHe Ans 3TOro
Ncnonb3yeTcs TEPMUH cyrpameHmopuarsbHbill), Hanpumep, B 6onbwom Mo3re [60/1bwol mMo32).
Bce octanbHble pabgounaHele onyxonu LIHC nogensioTtca B obnact LUMLLKOBUOHOW Xenesbl
[wuwkosudHOE Mmesio], NPOMEXYTOUYHOro MO3ra [[IPOMEXXYMOYHbIU M032], CIMHHOIO MO3ra [CrTUHHOU
Mo32]. nn xe BblpacTaloT cpa3dy B HECKONMbKMX MecTax B OpraHuMame, TO €CTb Ha A3blke
CreunannucToB OHU SBMASKOTCH MynbTUdoKanbHbIMKU (okoro 2 %). Kpome Toro, GbiBatoT u Takue
Onyxomnu, y KOTOpbIX M3-3a MX pa3mepa HEBO3MOXHO TOYHO CKa3aTb, B KAKOM MMEHHO MecTe
OHM CHayana nosBuNucb. Y geten Gonee crapliero Bo3pacTa HECKONbKO 4alle BCTpevarTcd
cynparteHTopuaneHble pabgougHsele onyxonu LIHC, yeM nHdpateHTopmnaneHble.

Y 20-30% 6onbHbix ¢ onyxonamu ATPO mertacTtasbl MOryT ObiTb YX€ HA MOMEHT MOCTaHOBKM
avarHosa. [lpy 9TOM MX HaxXOASAT B OCHOBHOM B LEHTpanbHOWM HepBHOM cucteme. A BOT
Memacmas3bl 3a npegenamu LHC BcTpevatoTcs KpaHe peKo M NOYTW UCKITHOYMTENBHO Y AETEN C
npegpacnonoXXeHHOCTBIO K 3TUM OMNyXonsM (Tak Ha3blBaeMbli CUHOPOM NPegpacnonoXEeHHOCTH K
paboonaHeiM onyxonsiM). Y naumMeHToB C 3TUM CUHAPOMOM pabaouaHble Onyxonu O4HOBPEMEHHO
pacTyT u B gpyrmx Jactax Tena, npumepHo B 10-15 % cnydvaeB (MynstudpokansHoe, CUHXPOHHOE
onyxoreBoe nopaxeHue). B atom cnyyae peyb He MOET O METACTa3MPOBAHNN.

4. NMNoyemy goeTn 3aboneBaroT padbgonaHbIMU
onyxonamm?

Moka OO KOHUA He MOHSITHO, ModeMy nosiBNsATCA pabgouaHble onyxonu. OgHako W3BECTHO,
YTO MOYTU Yy BCEX 3TUX OMyxornew, To ecTb y bonee, yem 90-95% pabgonaHbix onyxonewn
HEe3aBMCMMO OT TOrO, B KaKoW 4YacTu OopraHvM3ma OHW BbIPOCIN, €CTb ONpeaenéHHOe CTPYKTYpPHOe
anureHeTnyeckoe (anuaeHemuyeckul) N3MEHEHWE Ha OAHOM ONpPeEAEnéHHOM 2eHe Ha 22-01
Xpomocome [xpomocombl]. Peub naét o reHe SMARCB1 (gpyroe HasaHue [N/1), koTopbir
oTBeYaeT 3a Npoun3BoacTBo npomeuHa (6enka) SMARCB1/INI1. Cpenm npo4vero aToT 6enok urpaet
Ba)XHYIO poSib B paboTe TakuX KMETOYHbIX MEXaHW3MOB KakK POCT KIMETKM U CO3pEeBaHWE KIeTKU
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(B MeguumHe 31O HasbiBaeTcsl audydpepeHumpoBka). M3-3a nonomku reHa (Mymauyusi) BbipaboTka
Oenka Hapywaetcs. B pesynkrate knetka HadMHaeT MyTUPOBaTb W 3TO MOXET NPUBECTU K
MOSIBNEHMNIO OMYXOnW.

Yawe Bcero uameHéHHbln reH SMARCBT MOXHO HaWTM TOMbKO B TEX KIeTKax Omnyxorw,
KOTOpble MOSIBMITUCH M3-3a CMIOHTAHHOW MyTaLMM coMaTn4YecKom KneTkn. B 6onee peakux criyyasix
(npumepHo y 25-30% Bcex 3abonesBLlunXx AeTen) U3MEHEHNs eCTb TakkKe B KNeTKkax 3apoablLLeBom
nvHUKN (3apolbiwesast NUHUS, 3apoobiuiesble Kemku). A 3TO 3Ha4YuT, 4YTO TakMMm obpasom
N3MEHEHNss NMPOM3OLLNIM BO BCEX KIMEeTKax opraHumama (2epmuHanbHass Mymauusi). [puimHon
SIBMSIETCS CMOHTAHHOE TEeHEeTUYEecKoe [eeHemu4ecKul]l W3MEHeHMEe B FepMMHOTEHHOM MyTU Yy
3abonesLuero ewé Bo BpeMsi ero aMbprMoHanbHOro pasBuTus [amMbpuoHansHoe pasgumue]. Ninn
pebEHOK yHacnegoBan MOMOMKY OT OAHOIO U3 poautenen (6GbiBaeT kpaviHe pegko). B obomx
cny4dasix 60mnesHb CTaHOBUTCHA HaAcneacTBEHHOW. TO €CTb M3MEHEHHbBbIA FeH U BMECTE C HUM
NpenpacnonoXeHHOCTb K MOSIBNEHWO paboonaHo onyxony MOXET nepefaBaTbCa No HAcneacTBy
Oyoywmm getsam (B MeguumHe MNpUHAT TepMuH cuHapom RTPS, cokpalieHue OT aHrmmMncKoro
TepmuHa Rhabdoid Tumour Predisposition Syndrome). B atom cny4dae cneumanucTbl roBopsiT 0
CVHAPOME MPEeApPacnoNOXEHHOCTU K NosiBNeHUto pabaomnaHon onyxonun. Ho Hago ckasatb, YTO He
y BCeX OeTen, y KOTOpbIX ecTb MyTaumsa reHa SMARCB1, nosiBnsietca pabgovaHas onyxorneb.

Kpome myTtauumn reHa SMARCB1 6biBaeT ewé myTtaumsi B reHe SMARCA4 (opyroe HassaHue
BRG1) Ha 19-om xpomocome. OHa KpalHe peako CTAaHOBATCH MPUYUMHOW MOSIBIEHUS OMyXOnw.
OTa MyTaums 4acTo HacnegyeTcs OT O4HOro U3 poautenen. B 3aBMCMMOCTM OT KOHKPETHOIO BUaa
mMyTauum (myTtaums B reHe SMARCB1 vnu myTtaums B reHe SMARCA4) cneunanucTbl roBopsT O
CMHOPOME NpeapacnonoXeHHOCTM K nosiBneHnio pabgonaHon onyxonu 1 Tuna unu o cuHapome
npeapacnonoXeHHOCTUN K NOSBNEHUI0 pabaomaHon onyxonu 2 Tuna.

Mone3Ho 3HaTb: ecnyM y pebEHka HaWNM CUHOPOM NpPeapacrnofioXEHHOCTU K MOSIBIEHUIO
pabgonagHon onyxonu (1 unm 2 Tuna), To ecTb Y HEr0 eCTb 2epMUHaslbHasi Mymauusi, ¢ 6onbLUON
Joneln BEPOSATHOCTU y BpaTbeB uUnu cectép 3abonesLuero pebéHka Toxe eCTb NOBbILLEHHbIN PUCK
3abonetb. Ob0e opMbl CMHAPOMA HACNEAYOTCA MO ayTOCOMO-AOMUHAHTHOMY NyTW [@ymMOCOMHO-
OOMUHaHMHbIU]. ATO 3HA4UT, YTO ecTb 50-NpoueHTHast BEPOSITHOCTb TOrO, YTO OETM OOHOro
n3 pogutenen c cuHgpomom RTPS Takke MOryT ObITb HOCUTENSAMW CEMENHON repMMUHarIbHON
MyTauun. NoaToMy Npu NOAO3PEHUN Ha HACNeACTBEHHYO pabaonaHy onyxorb ceMbe 00NbHOro
peKkoMeHayeTcs Aenartb MarHOCTUKY, HanpaBIieHHYH Ha npodunakTuky 6onesHm (cm. pas3desn "Kak
cmagsm duazHo3 pabOoudHoU oryxonu yeHmparsnbHolU HepeHoU cucmembi?").

Kakue ObIBalOT CMMNTOMbI O0ONne3Hn?

Kak npaBuno, cumnmombl 6onesHun y AeTei n noapoCcTKOB ¢ pabaonaHoM onyxorbio U3-3a 6bICTPoro
pocTa onyxomnv NPOSIBASIOTCHA B TEYEHNE HECKONbKMX Hegenb. CMmMnToOMbl pabgonaHon onyxonum
LeHTpanbHon HepBHoW cuctemMbl (ATPO) (kak 1 npu apyrux Buaax onyxonen LJHC) 3aBucaT npexae
BCero OT Bo3pacTa pebéHka, a Takke OT TOro, B KAKOM MMEHHO MeCTe BbIpOCHa OMyXorib U Kak OHa
pacTét. Pasnuyatot obwue (Hecneuuduyeckme) n nokanbHble (cneunduyeckne) CUMNTOMbI.
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5.1. Obwume (Hecneunduyeckme) CAMNTOMbI

Hecneunduyeckne oblime CMMNTOMbI BO3HMKAKOT HE3aBUCUMO OT TOrO, A€ MMEHHO OMyXoflb
Bblpocna. Kak npaBuno, OHW Takke MOMABASIOTCA U Npu Apyrvx 3aboneBaHusiX, HE UMELLMX
oTHoweHusa k onyxonn LUHC. Y mnageHues u getein mnalwlero BospacTta, TO eCTb OCHOBHOW
rpynnbl BOMbHbLIX, OHW MNPOSIBASIOTCH, HanNpuMep, B TOM, YTO OETU HaYMHaKOT MPOH3UTENbHO
nnakatb, CTAHOBATCA 6ECMOKOVHbLIMW, yCTanbiMU, BANbIMA, HE XOTST NUTL/ECTb, HAa4YMHAOT pBaTh,
NOSIBNAIOTCA HapylleHus B pasButum pebéHka u/wnm otctaBaHue B pocte. O4yeHb 4acTo uM3-
3a Mapanuya 4YepernHbiXx HEPBOB Takke MOSBIISETCA KakK Obl 3anpOKUHYTOE MOSIOXEHME FOMOBbI
(HaknoH ronoesbl). [leTn nocTapLue MOryT, HaNpUMep, >anoBaTbCcs Ha 6onu B roniose U/unm B CNnHe
U Ha roroBOKpYXXeHue. Takke K obwum (Hecneuudmyeckum) cumntomam onyxonu LIHC moryT
OTHOCMUTbCS MPOBNEMbI C yCNEeBAaEeMOCTbIO, C KOHLEHTpaLuuen BHUMaHNS U U3MEHEHNS B XapakTepe
pebéHka.

MpuvynHOW 3TUX CMMMNTOMOB OObLIMHO SBMSETCA MEANEeHHO HapacTalllee AaBfneHne BHYTPU
yepena (MNM CMMHHOMO3rOBOro kaHana). Npu4nMHOM pocTa BHYTPUYEPEnHOro AaBfeHUs MOXET
ObITb Cama pacTylias onyxonb W/WNu HapylieHWe KpOoBOOOpalleHWs Wnu HapylueHwe OTToKa
CMUHHOMOS3rOBOM XWOKOCTU (/IUKBOP), KOTOpblEe MOANSAITCA M3-3a onyxonu. M3-3a atoro moxet
nosBuTbCA eudpouyeghanus. Y MrnageHUeB 1 ManeHbkUx AeTen, y KOTOPbIX eLlé OTKPbIT POOHUYOK,
yBenuYeHne OKPY>XHOCTW ronoBbl (Makpouegarsnus) MOXET yKasblBaTb Ha ONyxofb Mo3ra.

5.2. Cneundmyeckme CUMNTOMBDI

JlokanbHble (cneumduryeckne) CMMNTOMbI, HaNPOTMB, MOTYT YKa3blBaTb HA KOHKPETHOEe MECTO, rae
WMEHHO BblpoCria OMyxorib B LLEHTParbHON HEPBHOW CUCTEME M Ha TO, Kakne UMeHHO paboyne 30HbI
OHa Tam Hapywwuna. Hanpumep, ecnun pabaongHas onyxosb Bblpocna B MO3XeUKe [MO3XeyoK], oHa
MOXET MPMBECTM K HAPYLUEHUSIM B OBWKEHNSX, K HapyLUEHNSM 3peHUs, paBHOBECUST U MOXOOKM.
N3-3a onyxonu B 6onblioM mMo3re [601bwol Mo32] MOXET NOSIBUTHCA OQHOCTOPOHHMI napanuy,
cydopoau, HapyLleHUs peyn U NOBEeAEeHUS U YyBCTBUTENbHOCTU (CEHCOpHbLIE paccTpouncTea). A
onyxonb B 06nactn CNWHHOIO Mo3ra [CruHHOU M032] MOXEeT CTaTb MPUYMHOWN CUMbHBLIX Bonen n
pasnu4yHbIX BUOOB napanuya (Hanpumep, nepecralT HopManbHO pabotaTb MOYEBOMW My3blpb U
KULLEYHMIK).

NMone3Ho 3HaTb: ecnu MosBNSAETCA OOWH WIW HECKONbKO W3 3TUX CUMMMTOMOB, 3TO
aBTOMaTM4YEeCKM He O3HayaeT, 4To y pebéHka Bblpocna pabpougHas onyxonb LIHC wnm
Opyron Bug, paka mo3ra. MHorme 13 aTux cMMNTOMOB ObIBaOT MpU CPaBHUTENBHO 6e30MacHbIX
BonesHsaX, KOTOpble HE MMET HUKAKOTrO OTHOLLEHMSI K OMyXofsiM Mo3ra. Tem He MeHee npwu
onpenenéHHbIX cMMnToMax (Hanpumep, NOCTOSHHbIE FONOBHbLIE BONW, UNN Y ManNeHbKNX AETEN
HenponopumMoHanbHO ObICTPO PaCTET OKPY>XHOCTb FOSOBbI), Mbl PEKOMEHAYEM KaK MOXHO
ckopee 06paTuTbCst K Bpady, YTOObl BbLIACHUTb MX TOYHYK npuumHy. Ecnn cneumanuctbl
OEeNCTBUTENBbHO HaLLNKM pabaonaHyto onyxosb UK ApYryro Onyxofb Mo3ra, Tor He0OXoAMMO Kak
MOXHO CKOPEe€e Ha4nHaTb feveHune.
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Kak ctaBAT anarHo3 pabgouaHon onyxonu

LeHTpanbHON HEPBHOU CUCTEMbI?

Ecnn nctopusi 6onesHn pebéHka (aHamHe3) n pe3ynbraTbl HAPYXXHOMO OCMOTPa [HapyXXHbIU
ocmomp] patoT neguaTtpy nodo3peHue Ha 3roKaYeCcTBEHHYK OMyXOomb B LIEHTPanbHOW HEepBHOW
cuctemMe, TO Bpad HanpaenAeT ero B KIWHUKY, KOTopada chneuunanusnpyetca Ha p,eTCKOVI n
NMOAPOCTKOBOW OHKOMOIMUM (KIMHMKA LETCKOM OHKOMorMm u remaronorum). lotomy 4To, ecnu
nogo3peBalT TaKyl OMyxofb, TO nonHoe obcrnegoBaHMe MPOBOAAT CREUMAnUCTbl Pas3HOro
npocuns. Bo-nepBbix, OHWM [OSMKHbI MOATBEPAUTL OMArHo3, AEWCTBUTENbHO NN y pebEHka
3r10KavYeCTBEHHasi Onyxofb LEeHTparibHOW HEPBHOW CUCTEMBI [0ryXOsib 20/108HO20 Mo32a]. Bo-
BTOpPbLIX, ECINN ANarHo3 NoATBepPKAaeTCs, OHWN AOIMKHbI CKa3aTb, KAKOW KOHKPETHBIN TUM ONyXOonu Yy
pebéHka 1 Hackornbko 6onesHb ycnena pacnpocTpaHUTLCS MO OpraHM3My. TONMbKO OTBETMB Ha 3TU
BOMNPOCHI, MOXHO ONTMMArbHO CNIaHMPOBaTh TaKTUKY NEYEHUS U AaBaTh MPoeHO3 60onesHu.

6.1. Kakas Heobxoauma anarHoctu4yeckas Busyanmsauus,
YyTOObI NOATBEPAUTL OMNYXOsb?

Korma TwartenbHo cobpaH aHamHes3, MpOBENM HapyXHbIl OCMOTP W HEeBpOrornyeckoe
[Hesponoauyeckull] obcnepoBaHme pebGEHKA, TO MNPEANONOXUTENbHBIA AnarHo3 pabgongHon
onyxonn LHC (ATPO) nepBoHayanbHO AatoT Takue mMetoabl Bu3yanusauuun [QuazHocmudyeckast
su3yanusauyusi, kak cHuMkn Y3W [yribmpa3ssykosoe vccnenoBaHue] U MagHUMHO-pe30HaHCHast
Tomorpadust (MPT). [Ins OGbICTPOro yTOMHEHUst cneumanucTbl Takke MOryT caenatb CHUMKM KT
(komnibromepHasi momoepadghusi, akcTpeHHasi KT). C NOMOLLIbHO 3TUX CHUMKOB MOXXHO TOYHO CKa3artb,
€CTb 1 B LeHTpanbHon HepBHon cucteme [LJHC] onyxonb. A Takke, rie UMEHHO BbIpOCHa Onyxorib,
Kakoro oHa pasmepa U1 rge npoxogsaT rpaHuLbl C COCEAHUMU CTPYKTYypamu.

6.2. AHann3bl o6pasLoB TKaHu (buoncus)

[na okoH4aTenbHOro NOATBEPXAEHMS AMarHo3a Heobxoaumo B3ATb obpasel, TkaHu (buoricus).
OO6bivHO gna aToro TpebyeTcss XMpypruyeckoe BMeLlLaTenbCTBO (onepauuns). YOoanéHHble
TKaHW 3aTeM OTAalT Ha aucmosioeuyeckul aHanus, UMMYHO2UCMOXUMUYeCcKulaHanms,
UUTOrEHETUYECKU aHann3 W MOJIeKyrnspHo-eeHemuYeckull aHann3. Ecnn obHapyxusatoTt
n3meHEHHbIn reH SMARCB1 unun mytaumio B eceHe SMARCA4, To 3TO NOMOraeT nocTaBuUTb ANarHo3
pabgooungHon onyxonu (cm. pa3den "Mlovemy demu 3abonesaom pabdoudHbIMu oryxonsamu”). B
UMMYHOTMCTOXMMWUYECKOM aHanuse ¢ NOMOLLbIO CreumarnbHOro OKpallMBaHUS OMyXOneBon TKaHu
MOXHO ONnpeaenuTb, OTCYTCTBYET NN B KreTkax onyxonu rpomeuH reHa SMARCB1 unu rena
SMARCA4 n3-3a myTtaumm JHK. LinToreHeTuka n monekynspHasa reHeTuka no3sonsaoT Hanpsmyto
HanTK 3Ty nonomky AHK.

Ecrnn mymayusi SMARCB1 nnn SMARCA4 pencTBUTENBHO NMPUCYTCTBYET B OMYXOSIEBON TKaHW,
KpoBb (Mnn gpyrasi cBobogHas OT OMyxonn TKaHb) OObIMHO Takke WMCCreayeTcsl MONeKynspHo-
reHeTUYECKMM METOAOM, YTODObI UCKITHUYNTE FEPMUHANbHYIO MYTALMIO [2epMUHaibHass Mymauyusi),
TO eCTb CMHAPOM NpeLpacrnonoxeHHOCTH K pabgouaHon onyxonun (RTPS). OTo cBsizaHo C Tewm,
YTO B 3TOM Crlyvae KIeTKu KpoBW (M KNETKN OPYIMX TKAaHEN) Takke coaepXaT U3BMEHEHHbIN reH.
MyTaumsa reHa ocobeHHO nogo3puTenbHa y AeTel Mnaglle AByX NET, Y NauMeHTOB C ONyXonsiMu
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B pasHbIX YacTsX Tena (CMHXPOHHbIE OMyXOnM) UMM B CEMENHOrM aHamHese yXe Obinn MHorue
cryyau ¢ onyxornesbiMn 3a6orneBaHUSAMMU.

Ecnn ewé po B3sTMA 00pasLoB TKAHEW Ha aHanmM3 yXe M3BECTHO O Hannyum cuHapoma
npegpacnonoxxeHHocTn k pabgongHeim onyxonam (RTPS1 nnn RTPS2), To B oTAenbHbIX criyyasx
(Hanpumep, ecnu cocTossHMe pebEHKa crnuLLikom 6onesHeHHoe, YToObl MATU Ha onepaumio) AnarHo3
MOXET ObITb MOCTaBMEH TOMbKO MO aHanmM3y KpoBW. DTO CBA3AHO C TEM, YTO 3MoKa4YecTBEHHas
onyxorb, obHapyxeHHasa nNpu Bu3yanusaumm y MnageHua c mytauvein SMARCB1 nnu SMARCA4
B KNeTkax KpoBu, NovTK HaBepHsika sensetcs AT/RT. OgHako aHanm3 KpoBWU HE MOXET 3aMEHUTb
obpaseLl TKaHMu.

Kpome aHanmsa onyxoneBow TkaHW Ha Hanuume myTtaumm SMARCB1 unu SMARCA4, Bcé
BonbLllee 3HaveHne npuobpeTaet aHanua npodunsa metunuposanuns OHK [vemunuposaHue AHK].
C noMoLLbo 3TOr0 MOMNEKynspHoO-reHeTnyeckoro meroga onyxonu AT/RT MOXHO pas3genuTb Ha
TPU pasnnyHbIX MONEKYNAPHbIX [MOneKynsapHbIl] (SNUreHeTu4ecknx [anueeHemuyeckud]) nogTuna
unu cybtnna (ATRT-MYC, ATRT-SHH, ATRT-TYR), HekoTOpbI€ N3 KOTOPbIX TaKkKe OTNM4aroTCs no
0COBEeHHOCTAM pocTa onyxonu (cMm. makxe pasden "Kak cocmaernsaiom nnaH nedeHus").

Mone3Ho 3HaTbL: ecnn y pebGéHka ecTb repMuHanbHasi MyTauusi, 3TO BIUSIET HE TONbKO
Ha rpozHo3 6one3Hu, HO U, BO3MOXHO, 3Ta MyTauusi eCcTb Y UYNEHOB €ro CEeMbM.
MoatomMy HeoGXoaMMO NMPUHATH COOTBETCTBYHOLLME Mepbl NPedoCTOPOXHOCTU (CM. HUXe O
pekoMeHdayusix, ecriu ecmbs CUHOPOM ripedpacrionoxeHHocmu K pabOoudHoU oryxonu).

6.3. luarHocTtuka ana onpeaesrieHNs cTteneHun
pacnpocTpaHEHHOCTU 6one3Hun (cTaausi onyxosnm)

Ecnn nopo3speHne Ha pabgovaHylo OMyxonb MNOATBEpXAaeTcs, HeobxoauMo MpoBecTu
aononHutensHble obcnegosaHns, YTobbl onpeaennTb CTeneHb pacnpocTpaHeHns 3abonesaHns B
opraHuame (ctaguto 6onesHn). MNockoneky pabaovnaHble onyxony Yacto obpasyloT Memacmassi, a
TaKKe MOryT U3Ha4yanbHO BO3HMKATb B pasHbIX YacTsaX Tena, Hanpumep, B LeHTpanbHON HEPBHOW
cucteme (LUHC) n B no4ke ogHOBPEMEHHO (CUHXPOHHasi pabgongHas onyxonb), Npy obHapyXeHun
OMyxonwu Bceraa AenaroT KOMNMNEKCHYI0 AMarHOCTUYECKYO BU3yanusaLumio BCEro opraHnsma.

Kak npaBuno, npoBoautca MacHUMHO-pe3oHaHcHasi Tomorpadus (MPT) ronoBHOrO 1 CnMHHOMO
Mo3ra, 4Tobbl ucknunTb MeTacTtasbl B LIHC, u, no kpawHei wmepe, oguH pa3s - MPT
BCEro Tterna. JTO HEOKXOOMMO, YTOObl MCKMYUTE UMW HaWTW OTAanéHHble MeTacTtasbl W/
WM CUHXPOHHbIE pabgovaHble onyxonu. Kpome Toro, obbl4HO nocrne onepauuu MpoBOOUTCS
aHanu3 CNMHHOMO3rOBOWM XWUAKOCTU (SIUK8OP)a Ha Hanuune OonyxoneBbIX KreTok. Ana nonydyeHus
CMWHHOMOS3rOBOW XMAKOCTU HeobXxoamMMa NyHKUmMs B 06nacT NOSICHUYHOro oTaena No3BoHOYHMKA
(rombanbHas nyHKYUS).
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6.4. Kakme aHanu3bl 1 uccnegoBaHUs AenaroT 4O Havyana
Kypca ne4yeHua?

B xogme nogrotoBkM K neyeHuo MoryT OblTb MpOBeAeHbl AOMONHUTENbHbIE Ob6CcneaoBaHus,
Hanpumep, npoBepka paboTbl cepaua ¢ nomowpbto KM (anekmpokapduozpamma) ninnn IxoKr
(axokapduoepamma), vnu ANA U3yY4eHUS MO3roBbiXx BoOnH O3 (asrekmpoaHyeghanozpamma).
KomnnekcHble aHanm3bl KpOBM NMOMOratoT NPOBEPUTL 06LLIee COCTOAHME NauMeHTa u onpeaenuTb,
He HapyLleHbl N PYHKLUMM OTAENbHbIX OPraHoB (Hanpumep, novek 1 nevyeHn). Ecte nn kakne-To
nn meTabonuyeckne HapyLLEHUs], Ha KOTopble Hago obpaTuTe ocoboe BHMMaHE 4O UM BO BpeMS
neyeHus. 'ameHeHus1, KOTOpble MOTYT BO3HUKHYTb BO BPEMS feYEeHUs, MOXHO YBUAETb M Nydlle
OLEHWTb Ha paHHeM 3Tane Gnarogaps TakMMm COOpaHHbIM HadanbHbIM aHanuM3am U perynsipHbiM
KOHTPOrbHbIM 06CcneaoBaHUsAM.

Ecnn obwee cocTtosiHne pebeHka MNO3BOMSET, TO HeMponcuxonorndeckoe obcnegosaHve
(Hanpumep, C MOMOLLbI0O OMPOCHMKOB) TakkKe MOXET ObITb MPOBEAEHO B MOMEHT MOCTAHOBKU
AunarHo3sa [cM. pasgen "Hedporcuxonoaus"]. 3Ta ouarHocTuKa No3BonseT 3amMKCcMpoBaTh yPOBEHb
pasBUTUSA U KOTHUTUBHbBIE [KO2HUMUBHBbIL] CNOCOOHOCTM pebEHKa, a Takke Nobble OTKNOHEHUS OT
HOPMBbI, YTO, B YACTHOCTU, CITYXXMT OCHOBOW ANs nocneayowmnx obcnegoBaHuii. Takke ctoga MoryTt
ObITb BKIKOYEHbI NCCNEL0BaAHMS, KOTOPbIE HEMOCPEACTBEHHO KacakTCs Ka4yeCTBa XN3HMW.

lNMone3Ho 3HaTb: He BCE U3 Ha3BaHHbIX HAMW aHanu30B N UCCNEfoBaHUN HaJo 0bsas3aTenbLHO
Aenatb BceM geTaM. Tawke ObiBaeT, YTo MoryT notpeboBaTbCA Opyrve AOMOMHUTENbHbIE
ncernenoBaHuA, Kotopble Mbl 30eCb He Ha3bliBalu. J'Ique BCero YTO4YHUTb Yy Jievallero
Bpaya wnu y crneumanuctoB, KoTopble BeayT Bawero pebéHka, kakas MMEeHHO OMarHoCTuKa
3annaHvMpoBaHa 1 noyemy oHa Heobxoauma Ansi Baluen KOHKpEeTHOM cuTyaumm.

6.5. PekomeHagaumm npu noao3peHnn Ha CUHAPOM
npeAapacnosioXXeHHOCTU K pabgonaHon onyxonwu

Ecnu y naumeHta obHapyxeHa 2epMuHasibHasi Mymauusi W, cnefoBaTenbHO, HacreacTBEeHHas
NpeapacnonoXeHHOCTb K pa3BuTMo pabgongHon onyxonu (CMHOPOM MNpPeapacnoNiOKEHHOCTU
K pabgougHon onyxonu), BO3MOXHO, 4TO 3aboneBaHwe nepepanocb pebeHKy OT OAHOro w3
poautenen. OgHako B nogaendawwemM OOMbLIMHCTBE CryvyaeB 3TO M3MEHEHME BbI3BAaHO HOBOWM
MyTaumen.

Ecnn 3aboneBaHue yHacrnegoBaHO OT poAavTENen, y pogHbiXx 6paTbeB U CECTEP MaumeHTa Takke
€CTb MMEeTb MOBBLILEHHBIN PUCK NOABNEeHUs paboonaHow onyxonu (cM. makxe pasden "Modemy
Oemu 3abonesaom pabdoudHbimu oryxonsamu?"). No3ToMy YTOObI UCKIIOUUTL TaKOW PUCK UIK,
ecnu HeobXo4MMO, CBOEBPEMEHHO HavyaTb PaHHIOW ONArHOCTUKY y BpaTbeB M CecTép, nevaiyue
BpauM peKkoMeHaylT poauTtensMm 6GonbHOro pebeHka cgoenaTb aHanua kpoBu. Ecnn pesynerart
Oyoer noaTBepOEH, TO €CTb €CNW Yy OAHOro M3 poauTenen Takke HamayT repMuHarnbHyo
MyTauuo, HeobOXOAMMO MPOBECTU aHanuM3 KpoBuM y OpaTbeB M cecTép. AHanuabl OenawT B
nabopaTtopusax co crneunanusaumen Ha reHeTudecknx obenenosaHuax. Kpome Toro kenartenbHo
NPONTU cneLmnanbHOe KOHCYNBTMPOBaHNE.
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Ecnu yxe 13BecTHO, 4YTO B CeMbe eCTb CMHOPOM NPEeApacronOXeHHOCTU K pabagongHom onyxonu
W 1y paHee 340POBOrO YrieHa CeMbW HaLUNW repMUHanbHY0 MyTauuio, TO C CaMOro poXaeHus
PEKOMEHAYIOT PErynspHO AenaTb KOHTPONbHble obcrnefoBaHusi pebeHka/oeTen € MOMOLLbIO
peKoMeHO0BaHHbIX METOA0B ANarHOCTUKU (Hanpumep, usnkanbHbI/Heepomo2u4Yeckuli OCMoTp,
cHuMkn MPT [magHuUmHo-pe3oHaHcHasi Tomorpadumsl] u pasHble CHUMKM Y3WU, yrnbmpa3ssykogoe
nccnenoBaHve rofnoBbl, HPIOLLIHOM NONOCTM U FPYAHON KNETKM).

lMcuxonoauyeckas u coyuasnbHas MOMoWlb

Pak y pe6éHka - 3To cTpeccoBas cutyauus Ans Bcen cembmn. Komanaa cneunanmcToB No oKasaHuio
MCKXOMIOrMYECKON M couManbHON NMOMOLLUM B KIMHMKAX UMM MO3Xe B LeHTpax peabunutaumu
N BOCCTaHOBUTEIbHOINO JIEYEHUA KOHCYNLTMPYET UM NMoMoraeT naumMeHTam U NX POACTBEHHUKaM,
HauyMHas C MOMEHTa MOCTaHOBKW AMarHo3a 1 0O OKOHYaHWS NeYeHus], a Takke rnocrne rnevyeHus.
Moxanyncrta, He CTEeCHAWTECb MNOMb30BaTbCs 3TOWM Mnporpammon nogaepxkn. OHa aBnseTcs
HEOTbEMIIEMON YacTbi KOHLEMUUU JeYeHUss BO BCEX [ETCKMX OHKONMOrMYeckux LeHTpax B
HemeLKoA3bI4YHbIX CTpaHax. McyepnbiBaroLLyo MHOpMaLMIO No 3TOW TEMEe Bbl HaAeTe 3[1echb.

Kak cocTtaBnsaloT nnaH rneyeHna?

Mocne okoHYaTenbHOro guarHo3a COCTaBMSAT NnaH nedeHust. Ytobbl cocTaBUTb MakcMmarnbHO
WHOMBMAOYANM3NMPOBaHHYO MporpaMmy revyeHusi, cneumanbHO nogobpaHHy Ans KOHKPETHOro
nauveHTa, U OLUEHUTb BO3MOXHbIE pUCKM peumanBa bonesHu (puck-aganTupoBaHHasl Tepanus),
KOMaHZa nevalumx Bpayen A0omKHa yunTblBaTh onpedenéHHble gakTopbl. TN dakTopbl BAUSIOT
Ha Mpo2Ho3 60Ne3Hn y KOHKPETHOrO pebGEHKa (Tak HasbiBaeMble MPOrHOCTUYECKNE haKTOpbI Un
drakTopbl pucka).

OpHum mn3 Hambornee BaKHbIX NPOrHOCTUYECKUX (DAKTOPOB [fAposHOocmuYeckue hakmopbi) npu
ATPO sBnsieTcsa Bo3pacT nauueHTa Ha MOMEHT NOCTaHOBKM AnarHo3a. OT Hero 3aBUCUT, HACKOMNbKO
WHTEHCUBHbIM MOXET ObITb NeYeHne, To eCTb 3TO BIIUSAET, HACKONMBKO BbICOKMMU ABMSKOTCS LLAHCHI
Ha BbbKMBaHWe. Hanpumep, nyyeBas Tepanus - o4eHb 3pPEKTUBHBIN METO NeveHns pabaonaHbix
onyxonen. Ho nuwb B OrpaHUMYEHHON CTeneHu noaxoguT Ana geterd mnagwe 3 neT u, Kak
npaeuno, Booblle He noaxoAuT Ans geten mnagwe 12 mecsueB. Bo3amMoXHOCTU NpuMMeHeHUs
OpYrux CTaHAapTHbIX METOAOB fevYeHus (TaknuxX Kak XMpyprus, Xummotepanumsi) y AeTein MnagLiero
BO3pacTa TakKe OrpaHUYeHbI.

Eweé ogHMM BaXKHbIM MPOrHOCTUYECKUM (PaKkTOPOM SABMSETCA MOJSIEKY/ISPHbIU NOATUM OMyXOmnu
AT/RT, nockomnbky OH MOXeET OKa3blBaTb BNMAHME Ha TeyeHue 6onesHn (cm. enasy "Kak
cmaesm duazHo3 pabdoudHoU oryxonu yeHmparnbHol HepeHoU cucmeMbl? / AHanu3bl 06pa3uos
mkaHel (6uoncus)"). MauueHtbl ¢ noatunom ATRT-TYR 06blMHO uMeloT 6onblue LaHCcoB
Ha BbI3AOPOBMNEHNE, YEM MaLMeHTbl ¢ ogHUM M3 AByx apyrux noatunoB (ATRT-MYC, ATRT-
SHH). Takum o6Gpasom, MHOpMaUUa O KOHKPETHOM MOATMME MO3BONSET cAenaTb BbIBOAbl O
npegnonaraeMomM nporHose.

NHopmauuss o HacnegcTBeHHOCTM wnM 06 OTCYCTBMM  HAcneACTBEHHOCTM, a Takke
pacrornoXeHne 1 cTeneHb pacnpocTpaHeHusl paGaouaHON ONyxXonu SBMATCA AOMNONHUTENbHBIMU
hakTOpamu, KOTOpble BNUSIIOT Ha LWAHCHI NauueHTa Ha Bbl3gopoBreHue. HebnaronpusiTHbIM
MPOrHOCTUYECKUM (DAKTOPOM CUMTAETCA HanvMuue HacnefacTBeHHoro 3abornesaHus - cuHapoma
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npeapacnonoXeHHOCTY K paGaouaHo ONyxonu, a Takke MemacmasuposaHue Onyxonv Ha MOMeHT
NocTaHOBKM AuarHosa. B oboux cnydyasx nonHoe yaaneHue Bcex onyxornei (4To BNUAeT Ha
GnaronpuATHLIA NPOrHo3) ycrnoxHsaercs. Kak 6onesHb OTBEYaeT Ha Kypcbl XMMUOTEPaNUK, Takke
ABMNAETCA BaXKHbLIM MPOrHOCTUYECKUM (haKTOPOM.

Bce 3T chakTopbl y4nTbIBAOTCS NPU COCTaBNEHUM NiaHa feveHust, YTobbl B KaXX4OM KOHKPETHOM
crniyyae BblbpaTb Hambonee afekBaTHYlO Tepanuio U MOMyYUTb MaKCUMarbHO 3PdEKTUBHbLIN
pesynkTaT nevyeHust.

Kak nevat pabgoungHyto onyxonb LHC?

Hetenn ¢ ATPO gomkHbl NeuYnTb TONMbKO BpayM U3 OETCKMX OHKOMOrMyeckmx OonbHuu. B aTtmx
KIMHMKaxX paboTaloT BbICOKOKBANUMULIMPOBaHHbBIE Bpayn 1 MeANepcoHan co cneunanusaumen no
[ETCKOM OHKOMNOMMN, KOTOpble BrafetoT COBPEMEHHBbIMWU NMporpaMmamun Tepanmu. Takke B Takux
BonbHULAax Bpaun pasHoro nNpodwuns BXoAaT B pasHble pabouune rpynnbl. Bce Bpaun nocTtosHHO
HaxXo4ATCHA B TECHOM KOHTakTe, OHU BMecTe 00CyXaatoT 1 BeayT CBOMX MaUMEHTOB M COCTABMAT
nnaHbl nedeHus. Bce nporpammbl Tepanumn perynsapHO YCOBEPLLEHCTBYHOTCS.

Llens nwbon nporpammbl Tepanuu - BbiNeuntb pebGEHKa B MakCUManbHO Lagsuwem
pexume U OOHOBPEMEHHO MaKCMMarbHO (HACKOMbKO BO3MOXHO) CHU3WUTb PUCKM BO3MOXHbIX
NOBOYHLIX OCMOXHEHWIN BO BpPEMS NEYEHUs U MO3OHWUX OCINOXHEHWA MOCMe ero 3aBepLUeHUs.
OTo npeacTtaenseTr cobon cepbesHylo npobrnemy Ans obblMHO OYeHb MOMOAbIX MaUUEHTOB C
paboonaHeiMn onyxonamu. MnageHubl U ManeHbkue AeT OCOBEHHO YS3BMMbI; OHU CUIbHO
CTPagaloT OT OCTPbIX NOBOYHBLIX IPEEKTOB N 3a4aCTYHO OT TSAKEMbIX AONTOCPOYHBIX NOCNEACTBUA
arpeccvBHOM Tepanuu 1 NOSTOMY OBbIYHO MX TPYAHO NeYnTb. [103TOMy camblii BaXKHbIW LIar 4o unm
BO BPEMS fleYeHUs - MPUHATb peLleHne, Hago My Ha Hero AT unu ero npogorkate. M, ecnu aa,
TO Ha KaKyto KOHKPETHYO Lienb NeveHne JOMKHO BbiTb HanpaBneHo - Ha Bbl3gopoBneHne pebéHka
(kypaTvBHasa Tepanus) unu Ha obneryeHve 6onen (nannuamueHas meparus).

C 2007 roga n oo OTKpbITMS MeXayHapogHoro uccregopartensckoro npotokona SIOPE ATRTO1
B cepeavHe 2021 roga naumeHToB ¢ paboonaHoM OMyxorbio NeYnnu no eAMHoMy CTaH4apTHOMY
nnaHy Tepanun esponenckoro neyebHoro pernctpa EU-RHAB (Tak HasbiBaemass KOHCEHCyCHas
cTparterusi Tepanuu, cM. makxe pasdesn "[1o kakum npomokosnam u rie4ebHbiM peaucmpam fiedam
Oembel"). JleyeHne, O KOTOPOM Mbl pacCKa3blBaeM HMXE, OCHOBAHO Ha 3TOW KOHCEHCYCHOWN
cTpaTerum Tepanum 1 Ha TEKYLLMX KNMHMYecknx pekomeHgaumsx no ATPO MepmaHckoro o6uecTea
[ETCKMX OHKonoroB u remartorioroB (GPOH).
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8.1. Kakne metoabl ne4yeHUss NPUMEHSIIOTCSA

MauneHToB C paboouaHOM OMNyXOrbl MOXHO JeYnTb XMPYPruieckMuMm MyTéM (onepaums),
XuMuoTepanmen 1 ny4yeBOW Tepanuen. B HeKOTOpbIX cCryvyasix BO3MOXHO NPUMEHEHUE
BbICOKOLO3HOW XMMWUOTEpanMM C MOCIfeayloleli ayToONoOrMYHoM TpaHcnsaHTaumen
CTBOJIOBbLIX KITeTOK KPOBM (ayTONorMyHas TpaHcnnaHTaums KOCTHOro Mo3ra), Kotopble 6binm
cobpaHbl paHee. Kako MeTod NneyvyeHMs M B KakoW KOMOMHaumu Oyaoer MCrnonb3oBaTbCs,
3aBUCUT B MEPBYD o4epenb OT BO3pacTa U COCTOAHUSI 300poBbs pebEéHKa, a Takke OT TOro,
KaKOW KOHKPETHbIM TUM OMYXOSN Y HEFO HaLUMK, IAe UMEHHO BbipOCHia OMnyXosib U HACKOSbKO OHa
ycnena pacrnpocTpaHUTbLCA Mo OpraHM3My (To ecTb oriepabernbHOCMB).

B npuHuune, omepauyus w nydeeas mepanus SBASIOTCA Havwbonee nepcrneKkTMBHbIMU U,
cnepoBaTenbHO, Hanbonee BaXHbIMM BuAamMu neveHunst ons 6onbHbIX ¢ paboonaHonm onyxornbto.
OpHako uMX HeBO3MOXHO [fenaTb BceM JeTam. JlyyeBas Tepanus, Hanpvmep, BO3MOXHA
TONbKO C ONpedenéHHoro BospacTta. Xumuorepanus (a npy HeoBXOAMMOCTUM U 8bICOKOOO3Has!
Xumuomeparusi) NO3BOMSIOT MOBBLICUTb LUAHCbI Ha BblXMBaHWe. W, 4To OCOBEHHO BakHO ANis
OYeHb ManeHbKUX AeTen, C NOMOLLBI KYPCOB XMMUOTEPAnMU MOXHO pPacTaHYTb BPEMS NeveHus
[0 TOr0 MOMEHTa, KOrda MOXHO AaBaTb JTy4eBYH Tepanuio, UM 3amMeHUTb JTy4eBYHO Tepanuio
XumuoTtepanuen.

8.1.1. Onepauus

MepBbliA War B NeYeHnn - NonbiTaTbCa YOanuTb OMyXOMb HACTOMBKO MaKkcUMarbHO, HacKOmNbKo
3TO BO3MOXXHO, ECIN OMyXxoSib onepabernbHa. ViccneaoBaHusi HEOQHOKPATHO MOKa3bIBanu, YTo Yem
pagukanbHee MOXHO ObINo yaanuWTb ONyXofb, TEM Bbille ObINM LAHCHI Ha BbbkUBaHWe. Ecnu
OMyxofib floKanbHasl, TO ecTb He fdana Memacmasbl, TO XMPYpPrMyeckoe BMeLLaTeNnbCTBO MOXHO
NOBTOPUTb, YTOGLI €€ MOMHOCTLIO yaanuTb. OOHaKo, K CoXaneHuio, BO MHOMMX crnydasx (a aTo
MPOVCXOAUT NpUMepPHO Yy 70 % NaLMeHTOB) ONyxofb HEBO3MOXHO YOpaTb MOMHOCTLIO, HE yaanss
Npy 3TOM CIIULLKOM MHOTO 310POBbIX TKaHe! 1 Takum 06opa3om cTaBsa nog yrpo3y KauyecTBO XU3HU
yerioBeka. YacTo 3TO CBSI3aHO C TeM, YTO OMyXOrb Bblipocrna B HEGaronpuaTHbIM C aHaTOMUYECKOM
TOYKU 3PEHMSA MECTE, C MarneHbKUM BO3pacToM pebEHKa M oYeHb YacTo Ha MOMEHT MOCTaHOBKU
AnarHosa onyxosb y)xe fana meTtacTasbl.

Mpn HempoxmpyprmyeckoMm BMeLLATENbCTBE [Helpoxupypausi] co3maéTtcsl OOCTYMN K Xenygouky
Mo3ra [esy0oyku Mo32a) ONA NOArOTOBKM K MOcreaytolwen xvumuotepanuu. Yepes sToT
XKenyaoyKOBbIN 4OCTYM (3TO MOXET ObIThb, HAaNpumep, pesepsyap Ommalis unun pesepsyap Pukxema)
npenapaTtbl MOXHO BBOAWTb HEMOCPELACTBEHHO B CMMHHOMO3IOBYH XWAOKOCTb (/IUK8op) (Cm.
cnedyrowut paszdern).

8.1.2. Xumunortepanusa

3a onepauuen cnegyetr WHTEHCUBHAs Xxumuomepariusi, YToObl MOBLICUTbL LUAHCHI MNauMeHTa
Ha Bbl3O0OpOBreHNe. Bo Bpemsa xummotepanuu BBOAAT Mpenapartbl, KOTOpble MOAABMASOT POCT
KNEeToK (LMTOCTaTUKU), C Lienbl OCTAHOBWUTbL POCT PAaKOBbIX KIMETOK UMM YHUUTOXUTb UX. YTOGI
nony4mTb 6onee BbICOKYI0 3DPEKTUBHOCTL B NIEYEHNM, UCNOMb3YHOT HECKOMBKO 4UMOCMamuKoB B
pa3nuyHbIX KOMOUHaumsX. Vix BBoasT 6rokamu.



PabponaHblie onyxonu LUHC (aTunuyHble TepaTtonaHo-pabaonaHble onyxonu) cTpaHuua 13

Mo coBpeMEeHHbIM KNMHUYECKUM pEKOMEHAALMAM CTaH4apTHas XMMUOTEpanus COCTOUT U3 ABYX
aTanoB - aTan WHAYKUMOHHW M 3Tan KoHconupauuu. OHa MoXeT JoxoauTb A0 ABeHajuatu
KypcoB. Llenb MHOYKUMOHHOW XMMMOTEpPanuu - MonyYyMTb MakCMMaribHO BO3MOXHbIA KOHTPOIb
HaZ Onyxosblo U/MNK KONMYECTBOM ONYyXONEBbIX KNETOK. Lienb KoHconuaupyoLwen xuMmmuoTepanum
- 3aKkpenuTb pesynbTaTbl NedeHus npegplgywiero atana. B kavectBe npenapartoB MCMONb3yHOT
OOKCOPYOMLMH, a Takke KOMOMHALMKN U3 TakMx LUTOCTATMKOB Kak ndochamma, kapbonnatvH u
3Tono3ng (CoKpaLLEHHO 3TOT 6rnok HasbiBaoT ICE), nnm komGuHauum M3 Takux LUMTOTACTUKOB Kak
BUMHKPUCTUWH, uMkrnodochammg u akTMHOMUUMH (COKpaLLEHHO Takon 6rnok HasbieatoT VCA). O1u
BnoKM BBOAST 8HYMPUBEHHO U UX YepeayloT ApYr 3a ApYroMm.

MpenapaTbl pacxogsaTcd MO BCeMy OpraHmsMy 4epes KpOBOTOK, MO3TOMY 3Ta XMMUOTepanus
Ha3blBaeTcsl cuctemHass [cucmemHbil]. YTobbl ewé Oonee addekTMBHO [A0ETM A0
OMnyxomeBblX KMNETOK B LUeHTpanbHOMW HepBHoW cucteme (LHC), HenocpeacTBeHHO B
CMWHHOMOSIOBYIO XWOKOCTb [/1UKeop] 4epes3 [xernyOoyku MOo32a] BBOAAT TaKkKe LMTOCTaTUK
MeToTpekcaT. Takas XuMmMoTepanus HasblBaeTCa MHPABEHTPUKYNsipHasa [UHMpaseHmMpUKYsipHbIU]
WNn uHTpatekanbHas [uHmMpamekanbHo]l. OHa O04YeHb BaXkHa, MOCKOMbKY Yepe3 Halu
2emamosHueganuyeckuli bapbep nekapcrTea Morytb npoxoantb B LIHC nuwb B orpaHnyeHHOM
o6béEme.

8.1.3. JlyuyeBas Tepanus

B 3aBucuMOCTM OT Bo3pacTa NaLMeHTa Ha MOMEHT NIeYeHUs! Jiyyesasi mepariusi MOXET NPOBOAUTLCS
BO BpeMsi unu nocne xumuotepanuu. ObnyyeHne genarwT C NMOMOLLBbH BbICOKO3HEPreTUYECKOro
3MNEKTPOMAarHUTHOrO [asleKmpoMazHUMHbIG] U3NyyYeHusl, KOTOPOe MOOAETCS U3BHE 4epe3 KOXy
Ha KOHKPETHbIA y4acTok ¢ onyxonbto. Obnyyenne nospexgaetr [JHK onyxoneBbiX KNETOK U OHU
HauyuMHalT norndatsb.

JlyyeBas Tepanus, Kak M NOMHOE XWPYpruyeckoe ydaneHue OMyxOonW, Ha CEerogHAWHWA OeHb
SABNSAETCA OOHMM M3 Hambornee BaXHbIX METOOOB NevyeHus pabaouaHbix onyxonen. OHa paét
xopouuve pesynbraTtbl B iedeHnn ATPO u, Kak nokasblBaeT NpakTvka, 60mnbHbIe BbIMIPbIBAOT, €CNn
ny4YeByl0 Tepanuio HadYMHalT Ha paHHeM 3Tane neveHuns. OgHako eé NpUMEHeHWe OrpaHUYeHo
n3-3a no3gHux (OTAanéHHbIX) OCMOXHEHWUW, CBS3aHHbIX C neveHvem. OcobeHHO 3TO Kacaertcs
MrageHUeB 1 MarneHbkux aeTten, Yenm mMosr BCE elwé passuBaeTcd. JlyyeBas Tepanns Ha paHHUX
CTagusax pasBUTMA MOXET, B YaCTHOCTW, NPMBECTU K CEPbE3HbIM HapyLUEHUsSIM HOpMaribHOro
pasBUTUA MHTenmneKkTa (KOrHUTUBHOTO pa3BuTus). NoaTomy xuMmmoTepanus n, Npy HeOBXoaNMOCTMH,
8bICOKOOO3Hasi XumMuomeparusi UCMoMb3YyTCS B MOMbITKE OTCPOYUTL OBMyYeHMEe Ha KakK MOXHO
bonee onuTenbHbIN CPOK NN BoobLLEe n3bexaTtb ero.

Ecnu cneumanucTbl BUOST BO3MOXHOCTL 41151 MPOBEAEHMS ITyYEBOW Tepanuu, To BpeMsi 06ny4veHus,
00bEM 0obnacTu-muLleHn, KOoTopyo ByayT obny4vatb, Bug obnyvyeHus (QhomoHbl UNN MpomoHsbl)
N cymmapHas fosa obrny4YeHust 3aBUCAT OT Bo3pacTa NauueHTa, OT YyBCTBMTENMbLHOCTM TKaHEWN,
KOTOpble eLlé pas3BMBaOTCA M OT NPOrHOCTUYECKNX (DaKTOPOB.

Mo gencTyroLEMY KITMHUYECKOMY pyKoBOACTBY no neveHunto ATPO obnyyeHune paccmaTpuBaercd
ONna JeTel ¢ NoKanuaoBaHHbIMKM onyxonsiMM B Bo3pacTe 12-18 mecsaueB. O6nactb omnyxonu
nony4aeT CymMapHyt [o3y Ao 54 epel (NpyHATO cokpaweHue "Tp"). Y geTten, y KOTOpbIX
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OMyXOnb pPa3oLnack Mo LEHTPaNbHOW HEPBHOW CUCTEME Yepes3 JIUKBOP (NenTOMEHUHrnanbHble
MeTacTaTuyeckue onyxonu), OOMy4YeHME TOMOBHOMO M CNMHHOTO Mo3ra (KpaHWoCMuHarnbHast
nyyeBas Tepanusi) oatoT, Ha4YnHas ¢ TpEXNETHero Bo3pacTa. B aTom criyyae pekomeHayeTcs obas
no3a 35,2 [p Ha BCHO LIeHTparbHy0 HEPBHYIO CUCTEMY NIOC AOMNOMHUTENbHAsA Ao3a (CneumanucTbl
Has3sblBatoT €€ "bycT") Ha NepBUYHYIO ONYXOSb [TepeuYyHas oryxorss] (Bcero oo 55 p).

CoBpemeHHble MeTodbl OOnyyeHus, Takume Kak nydeBas Tepanus C  MOZYyNMPOBaHHOW
nHTeHcuBHoCTbO (IMRT), NO3BOMSAOT CBECTM K MUHMMYMY Jy4eBOE MOBPEXOEHWE 300pPOBbIX
TkaHen. MIHorga BMecTo obObl4HOM ny4veBow Tepanuu (POTOHaMM) HEKOTOPbLIM MauMeHTam AatoT
NPOTOHHYIO Tepanuio [IpomoHHass mepanus] (C WCNonb3oBaHWEM MPOTOHHOMO WU3MyYeHMUs).
Hanpumep, ana o4veHb ManeHbKUX AeTeN WnM €ecnu MpOoTOHHas Tepanust UMEET SBHble
npemmyLlecTBa. ATo CBA3AHO C TEM, YTO MPOTOHHAsA Tepanusi ocobeHHo Ge3onacHa Ana TKaHeW 1
achdekTmBHa.

Heobxoanmoe 3ameuyaHue no uccnepoBaTtenbckomy nportokony SIOPE ATRTO01: ogHa
M3 Lenen 3TOro MCcCrneaoBaTenbCKoro MPOTOKONA - BbIACHUTb, MOXHO N u3bexaTb No3gHuX
OCMOXHEHWUN Y MIageHUeB, BbI3BaHHbIX paguaumen, ecrnv MCNonb3oBaTb BbICOKOOO3HYHO
XxvMmnoTepanumio 6e3 06rny4YeHns 1 Npu 3TOM He CHDKaTbLUAHChI NauMeHTa Ha BbI34OPOBIEHME.
C aTOM uenbl cneunanncTbl UCCReayrT, He YCTynaeT N BbICOKOAO3Hasd XMMuoTepanus
COBpPEMEHHOW CTaHAapTHOW fydeBon Tepanum (12 KypcoB XMmmuoTepanumn nioc obnyyeHune).
B akcnepemeHTanbHyt0 rpynny NpoTOKOMa BKMAKYaTCsa AeTn B Bo3pacTte 12-35 mecdues, y
KOTOpbIX HET MeTacTas3oB [Memacma3sbki] U CUHOPOMa NpPeapacronoXeHHOCTN K pabaovaHou
onyxonu. bonee nogpobHyto MHopMaLmio 06 NCCneaoBaHUM U O TOM, Kak MPOXOAMUT NeveHune,
MOXHO HaWTW B OOMONHUTENBHOW MHAOPMaLMK Mo uccnegoBaTensckomy npoTtokony SIOPE
ATRT 01.

8.1.4. BbICOKOAO?»HaFl XumMumortepanuma n aytTosniorm4Has TpaHcnnaHTtauus

KOCTHOIo Mmoa3ra
Y HeKOTOpbIX MauMeHTOB BMECTO CTaHAAPTHOW XWMWUOTepanuu, O KOTOPOM Mbl pacckasanu
Bbllle, Ha 3Tane KOHCoNWaauuuM MOryT AaBaTb BbICOKOAO3HYH XMMWUOTEpanuio [8bICOKOO03Has!
Xxumuomeparnusi] U nocrne Heé cpasy genarT ayTONOorMYyHyr TPaHCMaHTaLuWI0 CTBOMOBLIX KNeToK
KpOBM [CM. aymoriocuyHasi mpaHcninaHmauyusi KocmHo20 Mo32a). B aTom cnyyae naumeHT nocne
LIEeCTN KypCOB CTaHOAaPTHOM xumwuoTepanuu (MHAYKUMOHHAs XMMuoTepanusi, CM. ebiwe pasoen
"Xumuomepanus") nony4aeTt neyeHne npenaparamu kapbonnatuH n Tvotena (CokpalwéHHO Takue
onokun HasbiBatorT CARBO/TT) . [losa yumocmamukoB, KOTOpbl€ BBOAST MPU TaKOM NeYeHuM,
HaCTONbKO BbICOKa, YTO YOMBAET faxe camble YCTOMYMBbIE (PE3UCTEHTHLIE) PAKOBbLIE KMETKU B
opraHusme.

HO nocKomnbKy WHTEHCUMBHOE NEYEeHWEe YHUYTOXAET He TONbKO PaKOBble KMETKW, HO W Hawy
KPOBETBOPHYK CUCTEMY B KOCTHOM MO3re [KOCMHbIU MO32], TO remMono3aTu4ecKkme CTBOMOBbIE
KNeTkn (cmeososble Kriemku KpoBu) BepyT M3 KOCTHOro mMosra WUnu u3 KpoBM naumeHTa Ao
Ha4ana BbICOKOOO3HON XMMMOTEpanun 1 NoTOM MX BBOAAT 06paTHO (TpaHCMNaHTUPYHOT) nocne
3aBeplueHns nedveHns. CneunanucTbl TakkKe HasblBalOT 3TO ayTONOMMYHOW TpaHchnaHTaumen
reMono3TUYECKNX CTBOSOBLIX KNETOK (MNWN aymoso2uyHas mpaHcniaHmayusi KOCMHO20 M032a).
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OpHako ans  Takoro Buaa JlevyeHus ecTb obssatenbHoe ycrnoeue. bonblasi 4acTtb
3110Ka4eCTBEHHbIX KNETOK AOMKHA ObITh Y)XXe YHUUTOXEHA CTaHOAPTHOW XMMUOTEpPanuein, TO eCcTb
OOCTUrHyTa TaKk HasbiBaemasi pemuccusi. Tak Kak 3TO JledeHne TSKENOoe M CBS3aHO C OYeHb
SonbLMK pUckamu, TO Takke MMELT OonbLUoe 3Ha4YeHne Bo3pacT 1 obLee COCTOSIHNE 300POBbS
pebéHka.

Ha cerogHsiLHM feHb HEACHO, ABMSIETCA N BbICOKOA03HAst XuMuoTepanus 6onee adeKTMBHON,
yeM CcTaHgapTHas XxumuoTepanusa (ona  geten mnagwe 12 mecsueB) unu  obblbHOE
KOMOMHUpPOBaHHOE NeyeHne XxumuoTepanus/nydyeBas Tepanus (ang getern ot 12 mecsueB u
ctapwe). ObLieeBponenckoe 30HTUYHOE UccregoBaHue/vccnegoBaTenbckmin npotokon SIOPE
ATRTO1, koTopoe nposoantca ¢ 1 uoHa 2021 roga, HanpaBneHoO Ha U3yYeHne 3TUX BONpocos (B
MeauuMHe B "30HTUYHBIX UCCNEAOBaHUAX" CPaBHMBAOTCS Pa3Hble METOAb! JIeYeHs).

DononHutenbHaa nHdopmauua o6 nccnegosarenbckom nportokone SIOPE ATRT01. B
3TOM MPOTOKOSNE CrneumnanncTbl aHanu3npylT 1M OLEHMBAIOT, ecnv OeTsMm B Bo3pacTe 12-35
MecsiLieB nocne atana MHAYKUMOHHON XMMMoTepanuu AaBaTb BbICOKOLO3HYH XMMUOTEpPanuio
(6e3 0bny4veHus) Kak aTan KOHCONMMAOMPYIOLLIEro NeYeHns, To AacT N 3TO TaKMe e XopoLuve
pe3ynbraThbl, Kak 1 KOMBMHUPOBAHHOE fNeYeHne (To eCTb NyvyeBas Tepanusa u xmmuotepanus),
KOTOpoe [0 CuX MOop cuyuTanocb craHgaptom. [na petern mnagwe 12 MecsiueB unu
[eTen, KOTOpbIM HENb3s AaBaTb NyYyeByto Tepanuio, B UCCrenoBaTensCkOM npotokone Gyaet
n3y4yaTbCs BOMPOC, AAET M BbICOKOAO3HAsA XMMMUOTEpANMsa Ha 3Tane KOHCONMUOVPYHLLEro
neyeHns ny4lime nokasarenu BblXXMBAaeMOCTM MO CPABHEHUIO CO CTaHOAPTHOM XMMUoTepanuen
(bonee nogpobHyto WHoOpMauuMo cMm. B pasgene 00 uvccnegoBaTenbCKMX MPOTOKoNax
"Uccneposatensckuii npotkon SIOPE ATRT 01").

JononHutenbHyo o6y MHGOPMAaUMIO O TpaHCMMaHTauuM CTBOMOBbIX KIETOK MOXHO HalTu
30€ech.

8.1.5. HoBble noaxoAbl K Ne4YeHuro

HecmoTpsi Ha MMeloWmecst B HacTosiLee BPEMS MHTEHCUBHbIE METOAbI JIEYEHUs!, NepPCrneKkTMBbI
naneyenns geten ¢ ATPO HeygoBneTBopuTenbHbl. OCOBEHHO 3TO KacaeTcs NauMeHTOB U3 rpynnbl
BbICOKOrO pucka (MOMNoAon Bo3pacT, HEONaronpuUATHbIA MOTEKYISPHbIU NOATUN, 2epMUHaribHas
Mymauyusi Wvnn meTtactasupoBaHHasa onyxosnb). Kpome Toro, MHTEHCUBHAS Tepanusa npuBoanT
He TONMbKO K OCTPbIM MOOOYHbIM 3achdekTam, HO U K AONTOCPOYHbIM MO34HUM MOCMNEACTBUSAM
(Hanpumep, noTepe cnyxa, KOTOpas COMPOBOXAAETCH COOTBETCTBYHOLUMMU HapPYyLUEHUSMU
pasBUTUSA, UMM CEHCOPHbIM HapyLUeHUAM, TakuM Kak HapylleHue criyxa U 3peHust). 3TO MOXeT
WUMETb AONTOCPOYHOE BIUSAHME Ha Ka4yeCTBO XKN3HU YernoBeka.

UtoObl HamTW HOBble nekapcTBa W METOAbl NeYeHUsl, yYE€Hble MNPOJOIMKAT WHTEHCUBHO
uccriegoBatb 3T onyxonn. OCHOBHOE BHUMaHWE YOENAETCA MOSEKYNApHbIM  MeXaHn3Mam,
KOTopble NPMBOASAT K pPasBUTMIO M pacnpocTpaHeHuo paboouaHbix onyxonen. W3ydveHue
CUTHamnbHbIX KackadoB, KOTOpblE W3MEHSAIOTCS B paboouaHbiX OMyXonsiX, MO3BOSMUIIO BbISIBUTb
pasnuyHble BeLLeCTBa, KOTOpble MOryT ObiTb NOME3Hbl B NevYeHUn pabaounaHbIX OnyXonen.
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MHoroobellatowme HoBble MOAXOAbl K nedyeHuio OyayT NpoBepsiTbCA B UCCregoBaTenbCKUX
npoTokonax.

[na naumeHToB ¢ peumaneoM ATPO B KayecTBe BapMaHTOB MHANBUOYAIbHOMO NIeYeHUs JOCTYMHbI
pasnuyHble Nogxodbl K NedeHuto. K HUM OTHOCATCA, Hanpumep, 3ru2eHemuyYeckU aKTUBHbIE
BELLECTBa, Takue Kak geumTtabuH unv npenapart pudoumnknmnbd, a Takke npenaparbl, OTHOCALMECS K
Knaccy uHaubumopbi KOHMPOsibHbIX modek. OgHUM 13 BO3MOXHbIX BapUAHTOB NE4eHNs SBNAeTCs
MempoHOMHas meparusi, Hanpumep, B pamkax npotokona MEMMAT.

K coxaneHuto, B HacTosiLlee BpeMs CyLIeCTBYET NWLUb HECKONbKO OTKPbITbIX WUCCNELoBaHWN
I/ll a3l gna GonbHbIX geTen. Hanpumep, B mnccnegosaHve NivEnt BkmoveHbl Tonbko Aetu
C onpegenéHHeiM MonekynspHeiM nogtunom ATPO (ATRT-MYC). Wccneposatenun nevebHoro
peructpa EU-RHAB BegyT kponotnveyto paboTy no MOUCKY M MPUMEHEHUIO HOBbIX fleKkapCTB.
OTO BCerga AOMKHO MPOMCXOAUTb B PaMKax KIMHWUYECKX KOHTPOMNMpYyeMbIX UCCreaoBaTenbCKux
NpoTOKONOB (CM. makxe crnedyrouwuti pasden).

Mo Kakum NPOTOKONIamM N perucTpam neyart geten?

B TlepmaHmm Bcex peted WM NOAPOCTKOB C MOAPOCTKOB C pabaouaHbiMM  OMyXonsmu
LEeHTpanbHOW HEPBHOW CUCTEMbI fledaT MO KMUHUYECKUM PEKOMEeHZaumam w/unm no eauvHbIM
(cTaH@apPTU3NPOBAHHBLIM) MPOTOKOSAM, KOTOpPble CTaBAT CBOEW LENbl YNyylnTb LWaHChl Ha
BbhkMBaHWe. To ecTb OeTeln nedvaT no UccreaoBaTenbCkMM MPOTOKOoNaMm, KoTopble B epmMaHum
HasblBalOTCS uccredoeaHusi onmuMusauyuu mepanuu, a Takke Mo NnedvyebHbIM perncrpam.
WcecnepgoBaTtenbckme NpOTOKOfbI - 3TO KIMMHUYECKUE UCCNeoBaHUs, OHU CTPOro KOHTPONUPYIOTCA.
Nx uenb — neuntb 3aboneBwMX AeTel MO CaMblM COBPEMEHHBIM Hay4HbIM paspaboTkam.
OaHOoBpeMEHHO 3TN UccneaoBaHUs Aal0T BO3MOXHOCTb YrydllaTb NOAXOAb! K NEYEHUIO U 3a CHET
3TOro [obmBaTbCa Nporpecca B JIe4YEHUN.

[eTtn, koTopble He nevaTcd No AevCTBYOLEeMY uccrnegoBaTenbCkoOMy MpoTokony (Hanpumep,
€Cnn Ha MOMEHT Gone3Hu Takoro MpoTokona He 6bino; unu ecnu 3abonesBlNA He MoAXoauT
Nno4 KpuUTepun, KoTopble SABMAOTCA 06a3aTenbHbIMW Ans Npuéma B AEeWCTBYIOLWMA NPOTOKON),
npoxoanaT yepes nevebHble perncTpbl. OCHOBHAsA Lenb TAKOro perucTpa - SOKYMEHTMpOBaTb
BCE KINWHUYECKME, MONEKYyNApHO-TeHETUYECKNE [MOMeKynsapHO-eeHemuyYyeckulil 1 CBs3aHHbIe C
Tepanven faHHble O MauWeHTax B Hagexae nonyyuntb Gonee nOnHoe MpeacTaBieHne o
ouonoruu onyxonu. Kpome Toro, LeHTp, oTBevalLmnn 3a BegeHne neyebHoro perncrpa, obbI4HO
npefocTaBnseT KomaHge Bpayen pekoMeHAauuMm No JfleveHuto (XOTS OHW U He SBNSATCA
ob6s3aTenbHbIMK). 3TU peKkoMeHAaunn KOHCYNbTaLMOHHOMO XapakTepa OCHOBLIBAKOTCS Ha AaHHbIX
Mo Ny4ywrM BO3MOXHbIM BapuaHTaMm feYeHUs, KOTOpble M3BECTHbl Ha AaHHbI MOMEHT. Takum
obpasom 3aboneswme AeTM MOryT MONyyaTb MakcumanbHO 3PEKTMBHOE NeyeHue, ecnn Het
nccnegoBaTenbCKOImo NPOTOKONa.

B HacTosiwee Bpemsa ansa naumeHToB ¢ ATPO pabotatot uccnegosatenbckuin npotokon SIOPE
ATRT 01 n neuebHbin permctp EU-RHAB. [pyrue nccnegoBaTtenbCckue npoTOKOSbl HAX0AsaTCs
B CTaguu NnaHMpoBaHus. [1ononHMTENbHY MH(OPMAaLIMIO O TEKYLLMX NPOTOKoNax/perncrpax
MOXHO NPOYNTATb HUXE.
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9.1. EBponenckuu ne4yebHbIN perncTp padbaonaHbIx
onyxorneu (EU-RHAB-Register)

MockonbKy pabaovaHble OMNyxonu SBMAKTCA OYEHb PeakMMW, Ha KOHMEepeHUMM C Lenbto
JocTmxkeHuss obuwero cornacus (koHceHcyca) B Wtanmm B 2007 rogy no  vHUUmMatuee
akcneptoB Hemeukoro Ob6uiecTBa AETCKMX OHKOrornoB v remartonoroe GPOH 6bino pelleHo
BCEX MaUMEHTOB C pabgouaHbiMM OnMyxonsMmu B OAHOM 4YacTtu EBponbl pervctpupoBaTtb B
EBponenckom neyebHom peructpe pabgouaHbix onyxonen (EU-RHAB Registry) n neuntb
MX MO €OVHOW CTaHOapTHOM cxeMe JeyeHusi (KOHceHcycHas Tepanus). Cxemy neveHusi
pa3paboTbiBany B pamMKax MexayHapogHon cetu akcrneptoB. C HEM MOXHO MO3HAKOMUTLCS B
pasgene "Kak nevat pabgovgHyto onyxonb LIHC?", Takke oHa nogpobHO opuChIBAaeTCS B TEKYLLEM
KnuHudeckom pykosoacTee no neveHunto ATPO. Ecnn pebéHok He MpoxoauT neveHne B pamkax
3KCMEPUMEHTANBHON IPyNMbl UCCIe40BaTENbCKOrO NPOTOKOMA, TO 3Ta CXeMa fevYeHus ABnseTcs
CTaHgapToM s Bcex pabaovaHbix onyxonen (He3aBUCMMO OT TOrO, B KAKOM MeECTe OpraHusma
Bblpocna onyxonb). V1 eé Hago vHOvBMAyanbHO aganTupoBaTb K KOHKPETHOMY 3abonesluemy
pebEHKy.

MHorue cTpaHbl Mupa permcTpypyroT CBOMX naumeHToB B aToMm nedvebHom pernctpe EU-RHAB.
BonbHuLbl fepmaHnm, B KOTOPbIX NledaTcs AeTU U NOAPOCTKM C OHKONOrMYECKNMn 3aboneBaHnsimu,
no 3akoHy obs3aHbl perncTpupoBaTtb BCeX OOMbHbLIX B COOTBETCTBYHOLUME UCCNeaoBaTenbckne
NpoTOKOMbl MMM B NleyebHble  perncTpbl, KoTopble pa3pabaTbiBalOTCA  3KCnepTamu
npodeccuoHarnbHbIMU coobLLecTBaMmn Bpaven. EBponenckun Hay4yHo-nccneqoBaTenbCkun LUEeHTP
ne4yeBHOro perncrpa HaxoauTcs B AETCKON BonbHULE YHUBEPCUTETCKON KINHMKN . AyrcOypr nog
pyKoBOoACTBOM npodeccopa, A-pa mead. Hayk Muxaans K. ®piosanbaa. NMpumevanue: ¢ 24.04.2023
neyebHbI perncTp BPEMEHHO NPUOCTAHOBMIT PErMcTpauuio HOBbIN nauneHToB! HoBbIn neyvebHbIn
pernctp (EU-RHAB 2.0) B HacTosLee BpeMsi HAX0OUTCA Ha paCCMOTPEHUN B KOMUCCUM MO 3TUKE.

9.2. UccnepoBatenbckun npotokon SIOPE ATRT 01

B uione 2021 r. ctapToBan MexayHapoaHblid MynsTULIEHTPOBLIN UCCNeaoBaTeNbLCKUA MPOTOKOS NO
neyeHno pgeten ¢ ATPO. OH paspabatbiBancsa B pamkax nedebHoro peructpa EU-RHAB. 3tot
nccnegosatenbckuin npotokon SIOPE ATRTO1 aensieTcst "30HTUYHBLIM" nccregoBaHueM. TepMuH
"30HTMYHOE" B JAHHOM KOHTEKCTE O3Ha4aeT, YTo UCCneaoBaHNe COCTOMT M3 HECKOMNbKUX YacTen u
pacnpegenseT nauMeHToB Mo rpynnam Tepanvm B 3aBUCMMOCTM OT UX NPOdUNS pucka.

B 3Tt0 "3oHTMYHOE" wuccnegoBaHue OepyT BCeX €BPOMENCKMX NauueHToB B Bo3pacte 0-17
net. B Hero uHTerpuMpoBaH paHOOMMU3MPOBAHHLIA UCCRENOBaTENbCKUA NPOTOKON MO NeYeHuto
nauneHtoB B Bo3pacTe 12-35 mecdaueB [cMoTpu paHOomusayusi]. B wnccnegoBaTenbcKom
npoTokone paboTatoT MHOMOYUCIEHHbIE KIMMHMKM B [epmaHuMM M NoYTM BO BCEX E€BPOMNENCKMX
cTpaHax (Bkntovas OPpaHumio, LUesenuaputo, AHrmuio, Wcnanuwo wn [loptyranuio). Hay4dHo-
nccregoBaTtenbckuin LieHTp npoTokona HaxoauTcs B YHUBEPCUTETCKOW KMUMHUKE T. AyrcOypr nog
PyKOBOACTBOM Npodpeccopa, AoKTopa MeanunHcknx Hayk Muxaans K. dproanbga. MNogpobHee o
neyeHMn B UccneaoBaTenbCKOM NPOTOKOMNE MOXHO NpodnUTaTh 30€eCh.
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9.3. HoBble uccnegoBaTesibCKue NPOTOKOSbI

Ha 6ase neyebHoro pernctpa EU-RHAB (Ha ocHoBe cobGpaHHbIX aHHbIX) TakKe pa3pabaTbiBatoTcs
HOBble WCCnegoBaTenbCkne MpoToKomnbl. B HacTosiwee BpeMs nnaHvMpyeTcs ucrnegoBaHue
I/ll ba3bl, B KoTOpOM OyAeT npoBepkATbCA 3PdEKTUBHOCTL HOBOIMO BELLECTBA, KOTOpoe
NpeanonoXuTensHO AO0MKHO BbiTb adheKTMBHBIM NpPoTMB pabgonaHbix onyxonen. Kpome Toro,
pa3pabaTbiBaeTCA HOBLIN MPOTOKOMN NeYeHNs 4118 NaLMeHTOB C peunanBom 60nesHu.

10. Kakme WwaHCbI BbINIeYUTLCA OT pabgounaHomn
onyxonu LUHC?

LLlaHchl Ha BbI3gOpOBNEHWE (MPo2HO3) Y AeTen ¢ paboonagHoOWM onyxomnbi LIEHTParbHON HEPBHON
CUCTEMbI 3HAYUTENbHO YNyywunmMcb OGnarogapsi CTaHAAPTU3UPOBAHHBIM  MYMBTMMOAANBHBIM
cTpaterMsim JnevyeHnss No eBponenckomy nedebHomy pernctpy EU-RHAB. B Hanbonee
fnaronpuaTHOW rpynne nedeHus 5-netHAs BbbKMBAeMOCTb cocTaenseT Gonee 71,5%. OgHako
ana geter ¢ HebnaronpusITHbIMKM MPOrHOCTUYECKMMM (hakTopamMu MEPCNEKTUBbLI BbIKMBAHMWSA
No-nNPexHeMy OCTalTCs HEBbICOKMMW, HECMOTPS Ha WMHTEHCMBHYHO Tepanuio. Kak nokasbiBatoT
pe3ynbraThl aHanusa faHHblx peructpa EU-RHAB, B cpegHem, T.e. BO Bcex rpynnax pucka, 5-
NEeTHSSA BbKMBAEeMOCTb cocTaBnsaeT okono 35-40%.

OCHOBHbIMU NPOrHOCTUYECKUMM (bakTopamMm ABASKOTCH, B YaCTHOCTU, BO3pacT pebéHka Ha MOMEHT
MOCTAHOBKM AMarHo3a, KOHKPETHbIA TUM OMnyxonu (HacnegcTBEHHbIN WINW HEHaCNeLCTBEHHbIN,
MOMeKynspHbIU NOATUM), a Takke pa3Mep Onyxonu, rae MMEHHO OHa BbIpOCa U HaCKOMbKO ycnena
pacnpoCTPaHUTBLCS MO OPraHM3my W, Kak CNEACTBUE, HACKOSbKO BO3MOXHO yAanuTb €€ NOfHOCTbI0
(cm. makxe pasden "Kak cocmaensitom rinaH nedeHus"). NoaToMy LWaHChl Ha BbIXXMBAHME Y KaXKOoro
pebéHka pasHble.

* Y peTen, y KoTopbiX pabgomaHas onyxonb JokanbHas (T.e. Bblpocria OrpaHWyeHo Ha
onpedenéHHoM y4yacTke), He Jana mMetacTasbl, Xopowo onepabenbHas U HeHacneacTBEHHas,
pebEHOK Ha MOMEHT MOCTaHOBKM AuarHo3a Obin ctapwe 3 net, obbl4HO MMET Xxopoluune
MepcrneKkTMBbl Ha BbI3[OPOBMeHMe. Ho npu ycnoBuu, YTO ONyxoflb MOXHO ObIfI0 MOMHOCTbLIO
yoanuTb BO BPEMS onepaunm 1 MOXHO BbIfnio paHO NPoBeAnTb fy4eByo Tepanuio..

* Y peten, Y KOTOpPbIX TakKaAa Xe cutyauuna cC OonesHblo, HO KX BO3pacT OT 1 oo 3 nert, umetot
bonee BbICOKUN pucKk peuungnea. A 3TO 3HauuT, 4TO nepcneKkTnBbl Bbl3OOPOBIIEHNA MeHee
6J'IaFOI'IpVIFITHbIe.

* Hawnbonee HebnaronpuaTHbIA NPOrHO3 ANs MnageHueB u aeten mnagwe 1 roga, oco6eHHo
€CNnN y HUX TakKe eCTb onpeaerneHHble MonekynspHble nogtuna ATPO.

*  OTO Xe OTHOCUTCH M KO BCEM OCTarnbHbIM NauMeHTam ¢ He6J'IaFOI'IpI/IF|THbIMVI NPOrHoCTNU4YEeCKNMIn
(paKTOpaMVI, TO €CTb C paG,qomp,Hon Onyxosnblo BbICOKOIo pucka. Cioga oTHocATcs Bce
nauneHTbl, y KOTOPbIX €CTb cepMUHOc2eHHasa Mymauusd, TO eCTb npegpacnorioXXeHHOCTb
K TMoABJIIEHUIO pa6/:|,0|/|/:|,H017| onyxonu, a Takke nauneHTbl, Yy KOro rnepeu4yHas or1yxosib
Heonepa6eana Unun e onyxornb gana Metactasbl.
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OpHako ecTb M Takue MauMeHTbl, KOTOPbIM fiedeHre (onepauusi, XMmmuoTepanusi, B HEKOTOPbIX
Cry4Yasix BbICOKO03Has XMMMoTepanus 1 nyyesasi Tepanusi) noMoraet, HECMOTPS Ha TO, YTO Y HUX
€CTb HebnaronpusiTHble NpPorHocTuyeckne akTopbl, M TOr4a BO3MOXHO M3riedeHne oT 6onesHu
Ha Jonroe Bpems. B nccnenoBaTenbCKux NPOTOKOMax U3y4aroTcsl HOBble Noaxoabl MONEKYNSAPHOW
Tepanuu. VX uenb - ynyywmnTb WaHChl Ha BbI3A0POBIEHNE Takke U AN TaKUX NauMeHToB M3 rpynnbl
BbICOKOTIO pu1cKa.

Heob6xoanmoe 3ameyaHume: Korga Mbl TOBOPYM O NOKa3aTenNsix BbIXXMBAEMOCTU, 3TO 3HAYUT, YTO
Mbl faéM TOMbKO CTaTUCTMKY. CTaTUCTMKA TOYHO OMUCHIBAET BaXKHblE AaHHbIE MO 3TON hopme
paka y Bcex getel. Ho Hukakasi cTaTUCTka He MOXET npeAckasaTh, BblI3OPOBEET KOHKPETHbIN
pebEHOK, UIn HeT.
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moccapun

GPOH

aHaMHe3

ayToJiorm4yHas
TpaHcnnaHTauma KOCTHOro
Mo3ra

6uoncus

6onbLLOW MO3r

BHYTPUBEHHO

BbICOKOOO3HasA
XnMumortepanuma

3TO HasBaHMe nNpodeccunoHanbHOro coodLecTra cneLmManmcToB
no OEeTcKom oHkonorum u remartonorun B lepmaHun. B GPOH
Bpayn OHKOIOrM-reMaTornorn, uccrenoBaTtenu, CcrneumnanucTbl
CECTPUMHCKOro fgena wu ncuxonorn BMecTe paboTaT Hapg
Hay4HbIMW WCCNEAOBaHMAMM, NOOXo4aMW K AMarHocTuke, K
neyYeHnto, K MegMLMHCKOMY yXxo4y Nnocre 3aBepLUeHUs rneyeHust
OHKOITOTMYECKNX U remMaTtoriormyeckux 3aboneBaHun y geTten u
NoapOCTKOB.

ncropua oonesHu

nepecagka CTBOMOBbIX KIETOK KpPOBW, Harnpumep, nocrne
XMMUoTEpPanun Uimn fy4eBoi Tepanun. NauueHT nonyyaeTt ceou
COOBCTBEHHbIE KNETKW, KOTOpble Yy Hero Ao NevyeHus B3anu 13
KOCTHOrO MO3ra, Ui 13 KpoBM.

B3ATMEe obpasua TkaHW Ansg uccrnegoBaHus (mpexae Bcero
nog MMKpPOCKOMNOM). MOXET BbIMOMHATBCA Kak MyHKUMS C
NMOMOLLIbIO cneunanbHOW NOMON UrMbl, UKW C NOMOLLBK APYruX
WHCTPYMEHTOB (Hanpumep, Wunupl, 30HA U T.A4.), Takke MOXeT
NPOBOAUTLCS XMPYPrUYecKUM NyTEM (C MOMOLLBIO CKanbnens).

3T0 camasa 6onblas 4acTb T[OMOBHOTO MO3ra U camas
BblcOKopaseutas. CoOCTOMT w3 [AByX MNonywapui, KoTopble
CBs3aHbl Mexay cobor BonbLUMM MYYKOM HEPBHbLIX BOMOKOH (ero
Ha3bIBalOT MO30IMCTOE Teno). Kaxxaoe 13 nonywapuii BoINOSHSAET
cBon cobcCTBeHHble 3agayn. BHewHun crnon 60nblIOro Mosra
Ha3blBAETCsl KOpa [FOJIOBHOrO MO3ra. Y4YacTKu, KOTopble OHa
NMOKPbIBAET, OTBEYAIOT 3a CNOCOBHOCTM K YYEHUI0, 3a pedveBble
CNOCOBHOCTKN, 3a MbICIIUTENbHLIE CMOCOOHOCTM, a Takke
3a CO3HaHMe U NamATb. 30eCb TakKe HaxoaaTCs LeHTPb
nepepaboTkn nHopMaumMm opraHoB YyBCTB (Hanpumep, rmas u
yLiewn)

T.€. Yepes BeHy, HenocpeacTtBeHHO B CaMy BEHY

npmém npenapatoB (LMTOCTATUKM) B OCODOO BbLICOKMX [03aX,
KoTopble 6nokMpylT pocT KneTok. [pu pake WX MCMONb3yHoT,
YTOObl YHUUTOXWTB BCE OMyXoneBble KeTku. T.K. OQHOBPEMEHHO
B KOCTHOM MO3re paspyllaercs KpoBeTBOpHas cucrtema, cpasy
3a BbICOKOAO3HOW XMMMOTEpanuen npoBOAUTCA Mepecagka
COBCTBEHHbIX UMW  OOHOPCKMX CTBOMOBLIX KIETOK KPOBWU

cTpaHuua 22
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remaToaHuedannuyeckun
bapbep

reH

reHeTUYeCcKumn

repMmunHanbHaa mytauua

rmgpouedanus

rMCTOMNOrNYEeCcKnin

rOrfIOBHOW MO3r

(ayTonorMyHass wnM annoreHHass TpaHCnnaHTaumsi KOCTHOro
Mo3ra).

310 Gapbep Mexay KpPOBEHOCHOW CUCTEMOW W LEHTpanbHoOW
HepBHoM  cuctemon (LUHC). OH nponyckaeT  TOMbKO
onpefenéHHble BeLLecTBa, KOTOpble MPOW3BOAMT Kak cam
OpraHuM3am, TaK W 4yxepogHble. OTO MO3BOMSET aKTUBHO
KOHTponupoBaTb obmeH BellectB ¢ LIHC. Schranke zwischen
Blut und Zentralnervensystem (ZNS), die nur fir bestimmte
korpereigene und -fremde Stoffe durchlassig ist und dadurch eine
aktive Kontrolle Uber den Stoffaustausch mit dem ZNS ermdglicht;
MpegnonoxutensHo 3ToT Oapbep COCTOMT U3 CchneumarnbHbIX
KINeToK B CTEHKaX COCYOB rOfI0OBHOrO Mo3ra U B obnactu BoKpyr
cocyaoB ronoBHoro moasra. (Sie besteht vermutlich aus speziellen
Zellen in den Wanden und der Umgebung der HirngefalRe.)

e0MHULA HacneacTBEHHOCTUM B XPOMOCOMax. JTO Yy4acTokK
MOINeKynbl ge30KcupnboHyknenHoson kncnotbl (OHK), koTopbin
COAEPXKUT MHCOPMALMIO O CTPOEHUW OOHOro OnpeaenéHHoro
Oenka.

T.e. CBSI3aHHbIN C reHaMu, C HacneaCcTBEHHOCTbIO; BPOXOEHHbIN

3TO MyTauusl, KOTopas BO3HUKAET B >XEHCKUX WU MYXCKUX
MomnoBbIX KrneTKkax (snuekneTkax wnu cnepmarto3oungax), W
Onarogaps aToMy OHa crnocobHa nepefaBaTbCs MO HacneacTey
cnegywowmm  nokoneHusiM.  epMyHanbHas  MyTauus,  Kak
npaBuno, BNUSAET Ha BCe KNeTkun opraHuama pebéHka (notomka).
B omnuuve ot oaTon MyTauuwu, Opyron BuA MyTauuum -
"comartudeckasi" - NOABMNSAETCA B KMeTKax opraHu3ma, KoTopble
He OTHOCATCHA K 3apOofbllLEBbLIM KreTkaM, U He nepegaétcs no
Hacneacrsy.

3TO MEAULMHCKUIA TepMUH BOOSHKX FOMOBHOMO MO3ra, Koraa B
FOfIOBHOM MO3re B MOJSIOCTSAX C XKMOKOCTbIO (Kenygodku mosra)
cKannueaeTcs W3BbITOYHOE KOMUYECTBO XKMOKOCTW. [pUYMHbI
rmapouedanum MoryT 6biTb CaMbIMK PasHbIMU.

TO eCTb CBSi3aH CO CTPOEHMEM TKaHel opraHuama, KoTopble
n3y4aloT nog  Mukpockonom. [Ons atoro obpasubl  TKaHewn
NPOXOpAAT  crneuuanbHyto o6pabotky (310  MoryT  ObiTb
cTeknonpenaparbl, 06paboTka pasHbIMX KpacuTensamm).

B [AHHOM KOHTEKCTE: YacTb LEeHTparnibHOW HEepPBHOW CUCTEMBI
(LUHC), pacnonoxeHHom B ronoBe. Mo3r HaxoguTcs BHYTpU
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rpen

anarHocTtn4yeckas

BuU3yanusauma

Xenyaodkn Mmoasra

3apoabileBasd NMMHUA

3apoablLlleBble KIeTKU

VIMMyHOI'VICTOXVIMVI‘-IeCKVIVI

I/IHFM6VITOpr KOHTPOJbHbIX
TOYeK

yepena n OKpy>XEH MO3roBon 0605104Kon. FONOBHOM MO3r COCTOUT
13 HEPBHOW TKaHW.

3TO eAMHMUA MNOIMOLEHHOW 003bl MOHU3MPYHOLLErO U3NydYeHust
(Hanpumep, BO BpeMs ny4yeBon Tepanun) kK onpegenéHHon macce
(kunorpamm Tena).

39TO [AMarHocTuka, KoTopas [AaéT CHUMKM (M3obpakeHue)
BHYTPEHHMUX yacten Tena. K Taknum mMetopgam
NUCCreaoBaHWsl OpraHuMama OTHOCATCs, Hanpumep, Y3UW u
PEHTreH, KOMMNblOTEPHAst ToMorpadus, MarHUTHO-pe3oHaHCcHast
TOMOrpadus u cunmHTUrpadus.

9TO MOMocTM B TOMOBHOM MO3re, KOTOpble 3aronHsier
CMMHHOMO3roBast XWAKOCTb (NMukBop). Bce ueTbipe xenynouka
Mo3ra npeacTasnsaloT coboit NPOdOIKEHUe CMMHHOMO3MOBOTO
kaHana. CnMHHOMO3roBOW KaHamn paclimpseTcs B FONMOBHOM
MO3re Ha YeTbIpe Xenyaouka.

3T0 0603HayeHne Habopa Tex KIeToK, KOTOpble HanpsiMmyto
OTBeYaloT 3a nepegayy reHeTM4yeckoro Matepuana. OTo 3HaYuT,
YTO M3 HUX B NpoLecce MHOUBMAYaNbLHOIO Pa3BUTUSA BbipacTaroT
MonoBble KNETKM (ANLEKNeTkn 1 cnepmaTo3onapl). 3apoabllleBas
NVHMSA HayuMHaeTCa C ONMOAOTBOPEHHOW KIETKn (3UroTbl) U
npoxoas 4vepe3 OPMMPOBAHME MEPBUYHBIX MOSIOBbIX KIETOK
3aKaH4MBaeTCA MOMOBbIMU Xernesamu, KOTOpble OTBeYaloT 3a
pasMHOXeHWe, W MOMOBbIMW KneTkamu. B oTnuume OT Hux,
Te KIeTKW, KOTopble OTAENSTCA OT 3apOAbleBON MMHUKN U
CTaHOBATCA KNeTKaMu opraHvM3ma, HasblBaloTCd COMaTUYeCKMMm
KneTkamu.

9TO 3penble KNeTKnu, KOTopble CcnyxXaTt AOnA pa3MHOXEeHUA
(FIVILI,eKJ'IeTKI/I Y XEeHLWMWHbI; cnepmarto3onibl y My)K‘-IVIH).

UMM MMMYHOTUCTONOMMYECKUIA, 3TO TakKoW BuUA uccrnenosaHus/
aHanusa, kKorga C TMOMOLWIbH0 MapKUMPOBAaHHBLIX aHTUTen
(Hanpumep, MX NOMeYalT KpacsAWwMMK BelecTBaMu) HaxoosaT
6enkn Unu apyrue KNeTodHble CTPYKTYPbI, UM CTPYKTYPbI TKaHEeN.

3TO0 npenapaTtbl (MOHOKINOHaNbHbIE aHTUTEna), KoTopble
aKTMBMPYIOT MMMYHHBI OTBET OpraHW3mMa Ha pakoBble KMETKW.
Wx ueneHanpaBneHHO MCNONb3yOT B Ka4ecTBe MMMyHOTEpanuu
npoTMB paka. [encTBue WHMMOUTOPOB KOHTPOSbHBLIX TOYEK
OCHOBaHO Ha MNOAABMEHWN BaXHbIX MEXaHW3MOB perynsumun
WUMMYHHOWM CUCTEMbI, TaK Ha3blBAEMbIX UMMYHHbIX KOHTPOSbHbIX
ToYyek. OTO MOBEPXHOCTHbIE Benky Ha MMMYHHbIX kneTkax (T-
numdoumnTax), KOTopble OTBEYAT 3a NpekpalleHne UMMYHHOW
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WHTpaTeKkalribHO

WH(PpaTeHTOpUansHo

ncenenosaHua
onTMuMmn3auunmn Tepanmn

knaccundmkauua BO3

KOMMbloTEpHas Tomorpadns

KOCTHBbI MO3r

NKBOP

peakumn, T. €. OorpaHu4MBaloT €€ no BpemMeHu. OObIYHO 3TOT
KOHTPOMb CRYXWUT ANsi TOro, 4tobbl MMMYyHHasi cucTema He
pearvpoBana CrULIKOM CWJIbHO WM He Hanpaensna CBO
paboTy NpoTMB COBCTBEHHbIX TKAHEN OpraHu3ama (ayToumMmmyHHasi
peakuusi). PakoBble KNeTKM Takke MOryT akTUBUpOBaTb 3TU
WMYHHbIE KOHTPOSbHbIE TOYKM W TEM CaMbiM TOPMO3UTb
UMMYHHYIO peakuuto opraHuama. MHrmbuTopbl KOHTPOSbHBLIX
TOYeK OMOKUPYIOT 3T MeXaHW3Mbl perynsuMm u Tem cambiM
peakTMBMPYIOT UMMYHHbIE KNeTku. B pesynbrate noBbilLaeTcst
WMYHHBbI OTBET OpraHn3mMa npoTvB PaKoBLIX KIETOK.

T.e. BOBHYTPb KaHama CO CNWHHOMOS3IOBOW KMOKOCTbIO/
NpPOCTPaHCTBa C NNKBOPOM

TO €CTb HaxoAMTCSA Nop nanaTtkon Mo3)e4yka, MHbIMK CnoBaMu B
3a4Hen YepenHom sMKe.

KOHTPOMMpyeMble KITMHNYECKMEe nccnegoBaHus. VIx uenb - neumTb
NnauMeHToOB MO NOCNegHUM pas3paboTkaM U OAHOBPEMEHHO
nosbIWaTbh 3PEPEKTUBHOCTL TepaneBTUYECKMX BO3MOXHOCTEWN.
Mpy 3TOM ONTMMM3ALMA NEYeHUs 3aKNi4YaeTCd He TOMbKo B
ynyyleHnn/yBennyeHmn LWaHCOB Ha BbI3AOPOBIIEHNE, HO U B
TOM, YTOObI OrpaHMyYMBaTb NOOOYHBLIE OCNOXHEHUS U OTAANEHHbIE
NOCNeACTBUS, BO3HMKAIOLLME U3-3a NEYEHUS.

3TO  MeXOyHapoAHbld  CTaHAapT, KoTopbii  paspaboTana
BcemunpHas Opranunsaums 3gpaBooxpaHeHusi. B Hero Bxogdar
napameTpbl 4ns knaccudmkaumm 3rokavyecTBeHHbIX OonesHen,
ANs OWarHoCTMKM KU cTeneHn  audpdpepeHuMpoBaHHOCTM
OHKONOrn4yeckomn 6onesHu.

mMeToa AMarHOCTUKM MO CHUMKaM, B KOTOPOM WUCNOSNb3YyHTCA
PEHTFEHOBCKUE NyYM U KOMMbIOTEPbI A1 TOCNOWHOMO NOMy4YeHust
n3obpaxeHnn yactem Tena (TpEXmepHoe un3obpaxeHue,
ronepeyHbI NN NPOAONbHbLIA cpes Tena)

MECTO KPOBETBOPEHMWS; MsArkas rybyatasi TkaHb C CWIIbHbIM
KPOBOCHabXeHWeM, 3anorfHSeT BHYTPEHHWE MOMOCTU MHOIMMX
KocTen (Hanpumep, B MO3BOHKaX, KOCTAX Tasa, OenpeHHbIX
KOCTsiX, p€bpax, rpyouHe, nonaTtkax u B knounue). B KocTHOM
MO3re U3 KINeTOoK-NpeaLlecTBEHHMKOB (CTBOMOBbLIE KIMETKU KPOBU)
BblpacTalT Bce (hOpMbl KNETOK KPOBMU.

310 Xmgkoctb. Kak npasuno, 3TMM TEpPMMHOM Ha3bIiBakOT
CMNHHOMOS3roByr XNOKOCTb, KoTopasa BblpaﬁaTblBaeTCﬂ
KNneTkamMmun xernyagoykos Mogra. ﬂMKBOp 3aroriHAeT nonocTn
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nyyeBasd Tepanua

nombanbHas NyHKUMs

MarHMTHO-pe3oHaHCHas

Makpouecdanus

mMeTacTta3npoBaHune

MeTacTasbl

METPOHOMHas Tepanus

CMMHHOTO M ronoBHoro Mo3ra. OH 3awuwaetr Mo3r oT
noape>|<,1:|,eHv||7| 1N AoCTaBndeT NuTaHne Anda MO3roBbiX KIeToOK.

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.

3TO coﬁmpaTeanoe Ha3BaHMe npouecca pacnpocTpaHeHnda
©onesHun, korga PaKoBbl€ KIETKN MO KPOBEHOCHbIM COCyadaM n/vnm
no J'IVIMd.)aTI/I‘-IeCKI/IM y3nam nonagakT B Apyrue, nepBoHavaribHO
300poBbl€ Yy4aCTKu Tena

B [aHHOM KOHTEKCTe: BTOpWYHAsi OMyxoSib, pacnpocTpaHeHue
onyxonu. 3TO OnNyxonb BO3HWKAET W3-3a pacnpoCTpaHeHus
paKoBbIX KIETOK B APYryH0 YacTb OpraHuamMa.

3TO Takoe fevyeHue, Korga UMTOCTaTUKM UCMNOMb3ylT B
OTHOCWUTENbHO HU3KUX [A03axX, YTO MPSAMO W KOCBEHHO BRMSAET
Ha pakoBble KMETKN N UX OKpy>keHue. Hanpumep, MeTpoHOMHast
XMMUHOTEpanusa MOXeT BO34ENCTBOBAaTb Ha KPOBEHOCHbIE COCYAbI,
KOTOpble nNWUTalT oOMyxonb (B MeguumHe 3TO HasblBaeTcs
OMyXOneBblA aHrMoreHes, T.e. OPMWPOBAHME OMyXONEBbIX
COCydOB), WNW OHa MOXeT aKkTMBMPOBaTb (CTUMYNMpOBaTb)
UMMYHHbIA OTBET Ha pak. B otnuune oT TpaguuUMOHHOMN
XMMuoTepanuu, npenapatbl B METPOHOMHOW XuMMOTepanuu
BBOAATCA 4aCTO U perynsapHo. AnutenbHble nepepbiBbl B IeYeHNN
He NpegycMoTpeHbl. Lienbio ABnseTca He YHUYTOXEHUE OnyXonw,
a crabunusaumsa oHKonormyeckoro 3abonesaHws, Hanpumep, ¢
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MO3XKEe4YO0K

MOMEKYNSIPHO-TEHETUYECKUI

MONEKYNSAPHbLIN

MOCTO-MO3XKEYKOBbIN yron

MyTauunaA

NMOMOLLIbKO MHIMOMpPOBaHKs (T.e. BNOKMPOBKK, 3amMeSieHnsl) pocTa
HOBbIX COCYZ0B OMNyXOru.

3To oTaen rofioBHoro moara. OH HaxoAuTCA B 3afHel Monoctu
yeperna wmexgy O6onMblUMM MO3rOM W CTBOSIOM T[OSIOBHOTO
Mo3ra. B OCHOBHOM MO3XeYOK perynupyeTr KoopauHauuio
ABKeHNA. Takke OH OTBeYaeT 3a yaepaHue paBHOBECUS Tena.

T.e. CTPYKTypa, BO3HMKHOBEHWE, pasButMe, QYHKUMUN U
B3aVMOOENCTBME KINETOK W 3NEMEHTOB KMeToK (Hanpumep,
HYKNEWHOBBLIX  KWUCMOT, MPOTEMHOB) paccMaTpuBaeTcs 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 akTUBHOCTH.

T.€. CBSA3aHHbIN C MoneKkynamu.

3TO HMWA B 3agHen obnacTM Mo3ra, OHa sBNSeTcs
4YacTblo MO3Xeyka. VIMeHHO 3ToT KpanHe ManeHbKun y4acTok
nepecekaroT LeHTpanbHble Yactn 10 n3 12 yepenHo-Mo3roBbIX
HepBOB. WM3MeHeHus, KOoTopble MOSABASKTCA M3-3a OOnesHu
B MOCTO-MO3XEYKOBOM YIMy, MOryT npuBOAUTbL, Hamnpumep, K
TOMy, 4YTO nepecTalT paboTaTb 4YepenHO-MO3roBble HEPBbI
unm cam moaxedok. OT4acT 3TO MOXKET MPOMCXOAUTb Toraa,
KOrZa NOBbILLAETCA JABMNEHME BHYTPU Yyepena (BHyTpU4epenHoe
OaBreHuve).

U3MEHEHNE  TEHETMYEeCKOro/HacneacTBEHHOro  martepuana.
MoxeT BO3HUKaTb 6€3 BUOUMbBIX BHELUHUX NPUYMH (CMOHTaHHasi
MyTauus), UM nog BO3OENCTBMEM BHELUHWX MPWYUH, TMaBHbIM
obpasoMm nog BO3AENCTBMEM MYyTareHoB (MHOyLUpOBaHHasA
MyTauus). Ecnm  mMyTaumsa BO3HMKAET B KneTkax Tena
(comaTtuyeckux Kknetkax), roBOPST O COMAaTUYECKOW MyTauuu.
A ecnu MyTauuMs BO3HMKaeT B MOMOBbIX KneTkax, eé
HasblBalOT reHepaTMBHOM MyTaumen. Comatmyeckue MyTaumm
He HacnegywTcs, B TO BpPeEMS Kak reHepaTuBHble MyTauuu
MOryT noBfneyb 3a coboW HapylleHust B HOcuTene reHa,
nepegatowmecsd no HacregcTtesy. B 3aBucumoctn ot macwraba
npounsoLlealwmx WU3MeHEeHUN (CKONMbKO TEHOB 3aTPOHYTO —
OOWH WNN HECKONbKO, KakoOW pa3Mep W3MEHEHHOro y4acTka
XPOMOCOMBI, UM XpOMOCOMa U3MEHEHa MOSTHOCTbLIO) pasnuyatoT
TOYEYHblE MyTauunm n BGrnodHble MyTaumu, Takke roBOpPAT O
KOMNMNYECTBEHHBIX U CTPYKTYPHbIX XPOMOCOMHbIX abeppauunsix.
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HapPY>XHbIA OCMOTP

HeBpOIIormMyecknii

HeanddepeHUNPOBaHHbIN

Henpoxmnpyprus

onepabenbHOCTb

onepauus

onyxonu LHC

5TO BaXHbIl 3NEeMEHT AMarHOCTUYECKOro MccrenoBaHusl. Bpay
NpOCnyLIMBaET OMpefdernéHHble OpraHbl U OWyMbIBAaeT MX
(nanbnauus), npoBepsieT onpeaenéHHble pednekcbl, 4TOObI
OueHUTb BMA 3aboneBaHUs WM MONYyYUTb MOKa3aHWsl, Kak
3aboneBaHne NpoTeKaerT.

T.€. CBsI3aH ¢ paboTon 1 PyHKUNSMM HEPBHOW CUCTEMBI / HEPBHON
TKaHU

B [aHHOM KOHTEKCTe: He3penbl, eweé He CrnocobHbIi K
camocTodATensHon pabote, HO, Kak npaBuNoO, CrnocobHbIN
OeckoHe4YHO genuTbCA  (HanpuMmep, CTBOSOBbIE  KIETKM).
PasButne Knetok W TKaHeW u3 HeauddepeHUMpOoBaHHbIX
B AvddepeHumpoBaHHble (auddepeHumpoBka) npoucxoanTt
nocteneHHo. NoaToMy CyLeCTBYeT HECKOMNBbKO pasHbIX CTeneHemn
andbdepeHLMpPOBKA.

3TO pasgen XvMpypruu, KOTOpbIi OXBaTbiBAET HEKOTOpble YacTu
ANAarHoCTUKN 1 ornepaLuoHHoe NneveHve 3aboneBaHWin HepBHOM
cUCTeMbl.

COCTOsIHME MauueHTa n 3aboneBaHusl, Korga MOXHO BbIMNOMHUTL
onepaumio. byayt nu onepupoBatb nauueHTa, 3aBUCUT OT TOrO,
B KakOM KITMHWYECKOM COCTOSIHUM OH HaxoguTcs. A Takke oOT
TOro, SIBMSIETCA N Onepauusi B KOHKPETHOW cuUTyauum Tem
afeKkBaTHbIM METOAOM Jle4YeHUsl, KOTOpbIA MNPUBEAET K uenu
(nokasanus k onepaumm). OnepabenbHOCTb ONYXONU 3aBUCUT B
TOM YMCre OT TOro, B KaKkOM KOHKPETHO MecTe B OpraHusme
OHa HaxoOMTCs W Kak oHa pacTéT. PelleHne o Tom, sBnsieTcs
nn onyxonb onepabenbHOW, OCTa&Tcs 3a XUPYProm, KOTOpbIn
nocne obcyxaeHus ¢ Apyrumu fnevalumy Bpadyamy B3BeLUMBaET
N yumTbiBaeT MHOrme aktopbl. CerogHs Ansi Bbl3A0POBMEHUsI
naumMeHTa He MpPOBOAAT oOnepauun, KoTopble MpuBOAAT K
WHBaNUAHOCTMW, ECNN eCTb ApYyrne PopMbl NedYeHus.

Xupyrmy4eckoe BMeLWlaTeNnbCTBO B Teno nauneHta wunu
nposogmMmMmoe Ha Tene nauuneHTa, KOTOpOE€ BbINOJIHAETCA B
uenax nevyeHud, nHorga BXxogmuTt B nporpaMmmy AnarHoCtn4eckoro
06Cﬂeﬂ,OBaHVIFI. XMpypqueCKaﬂ onepauuna BbIMOJTHAETCA
cneunanbHbIMU MHCTPYMEHTaMU, KaK npaBumo, nog Hapko3oMm.

3TO OMyxofb LEHTpanbHOW HepBHOW cucTeMbl. [lepBuUYHbIE
onyxonu LUHC — 310 cénnaHbie onyxonu, KOTopble BO3HUKIN B
TKaHsX MO3ra U CrnHHOro mosra. BropunyHele onyxonu LUHC — ato
MeTacTasbl, KOTOPbIE PACXOAATCS OT OMNyXOosiel B ApyrMx opraHax
N TKaHSX.
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OnyXxorib

OnyxorJsib royioBHOro Mogra

nanartka Mo3)Xe4Ka

nannuatnBHaa Tepanua

nepBunYHan onyxosb

NnporHos

NporHocTnyeckme akTopbl

I'IpOMe)KyTO‘-IHbIﬂ MO3r

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

ABMAETCA OMyXOmnbl LiEHTpanbHOW HepBHOW cuctembl (LJHC).
MepBuyHble onyxonu LUHC HasbiBalOT CONMMAHBIMK OMYyXOMNsIMMU.
OHW BO3HMKAIOT HEMOCPEACTBEHHO B CAMOM rOfTOBHOM MO3re Unu
B CMMHHOM Mo3re. BropuuHblie onyxonun LIHC — ato meTacrtassl,
KOTOpble pacxoAaTcs OT OMyxofen B ApYrnx opraHax Unm TKaHsx.

3TO CTPYyKTypa W3 COEOMHUTENBbHOW TKaHW, KoTopas Kak
NPOMEXYTOYHas neperopogka oOTAeNnsieT 3aTbifIOYHbIE  Aonu
nonywapuin 6onblworo Mo3ra OT Mo3Xeyka. B Hen ectb
BbleMKa/OTBEPCTME, 4Yepe3 KOTOpoe NpPOXOAMT TOMbKO CTBOIM
ronoBHoro mo3sra. [lanatky Mo3xeyka OkpyxaeT TBépaasi
Mo3roBas obornoyka, OHa Kak Kpbllla MOKPbIBAET 3aHI0
YepErHYo SIMKY.

Tepanusi, 3ameansiolas Xo OHKonormyeckuoro 3abonesaHus,
€€ uenb — MOAAEpPXMBaTb W YMyywaTb KayeCTBO JKU3HW.
MannuaTMBHas Tepanusi HauyMHaeTcs Torga, Korga GonbHoro
yernoBeka 6onblle Hemnb3s Bbineunts. E€ NpoTMBONOMNOXHOCTLIO
ABMNSETCA KypaTUBHas Tepanusi, OPUEHTUPOBaHHas B MepBYHO
odepenb Ha neyeHne 6onbLHOro.

onyxonb, KOTOpada nodasunachb HepBOVI. OHa MoXeT cTaTb
WCTOYHMKOM MEeTacTa30B.

oXumaaemoe TeyeHne GonesHu, npeackasaHue BEpPOATHOCTU eé
n3neyeHusi/LaHchl Ha BbI34OPOBEHNE.

dakTopbl, MO KOTOPbIM MOXHO MPUMEPHO OLEHUTb AanbHENLnin
xof 6onesHu

3TO >XXU3HEHHOBaXKHas 4acTb rONOBHOIO MO3ra, OHa perynupyet
OYeHb MHOIME >XWU3HEHHble npouecchl. [MPOMEXYTOYHBIN MO3r
pacronaraetcsi B BEpXHeln YacTu CTBOMa mMosra B HanpasneHuu
fonbworo Mosra M COCTOMT M3 pasnMyHbIX OTAENoB. 3Tu
OTAEeNbl OTBEYalT 3a MHOMMEe BaXKHble (PYHKLUUM B OpraHusme.
Hanpumep, Takas CTpykTypa MpPOMEXYTOYHOro Mo3ra Kak
,Janamyc’ oTBevaeT 3a TO, Kakue U3 Halmx YyBCTBEHHbIX,
CEHCOPHbIX BreyaTtneHni OOMKHbl MOCTYNUTb B CO3HaHuWe, a
NoTOM OTTyAa OHW HanpasndAlTCA B credylowme LeHTpb
006paboTkm uHpopmaumn. YacTb NPOMEXYTOYHOrO MO3ra,
KoTopas HasblBaeTcs ,runortanamyc’, ABnseTcs nocpegHUKoM
MeX[y ropMoHanbHOM W HEepBHOW CUCTEMOM oOpraHuama u
perynupyeTt B TOM 4MCrie BaKHble npoueccbl obMeHa BellecTB
(Hanpumep, Tepmoperynsaumns opraHMama, ero BoAHbI HanaHc,
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npoTeunH

MPOTOH

NMPOTOHHas Tepanus

paHaoMu3aumns

pesepByap Ommaris

0oOMeH yrneBoAoB, XUPOB 1 BEnkoB, apTepuanbHoe OaBreHne).
Mo3srosor npuaaTok, KOTOpbI HasblBaeTCsa runogus, perynupyet
paboTy MOOYMHEHHBLIX eMy xene3 opraHuama. [pyrue 4yactu
NPOMEXYTOYHOrO MO3ra OTBEYaloT, HanpuMmep, 3a MbIEeYHYHO
paboTy B opraHM3Me v 3a CyTOYHbIN pexnM paboTbl HaLLero Tena.

310 Genok. 3TO OAHO M3 OCHOBHbLIX MNUTATENbHbLIX BELLECTB
(BMecTe c yrneBogamu M Kupamu), KOTOPOE COCTOUT U3
HECKOSNbKUX CBA3aHHbLIX Mexay cobon amuHokmcnot. CTpykTypa
STUX aMUHOKWUCNOT HacregyeTcs no cTtporomy obpasuy. benku
BbIMOMHSAT MHOrMO pasnuyHblX (yHKUMA B s4pe KNeTku, B
KNETOYHbIX CTEHKax M B XWUIOKOCTAX OpraHuama, Hanpumep,
B cocTaBe remornobuHa npu TpaHCNOPTUPOBKE KUCIopoaa, B
cocTaBe MMMYHOIOBYNMHOB NpK 3aLLMTe OT MHGEKUMIA. AHanu3
OTAEenNbHbIX OEenkoB M Ha obLWKn GeNnok B opraHM3mMe AenartT B
nabopatopwuu, Kyaa caatoT KpoBb Ha aHanms.

3TO 3NEeKTPUYECKM MOMOXKMTENBbHO 3apshkeHHas YacTviua BHYTpU
atoma. [lpoTOH BMeCTe C 3MnEeKTPUYECKU HeNTpanbHbIMU
HelTpoHamu o6pasyeT agpo artoma. [lpoToHbl ABnSOTCH
NMPOTUBOMONOXHOCTHI0 OTPULLATENBHO 3apsKEHHbIX 3MEKTPOHOB
aTOMHOW 06OSI0YKM.

3TO coBpemeHHas oopma fy4yeBOn Tepanuu, Koraa Ans nedeHus
paka Mcnonb3ylT MPOTOHbI. 1o CpaBHEHMIO CO CTaHOApPTHOMW
nyyYyeBOW Tepanuen C MCNonb3oBaHMEM (OTOHOB MPOTOHHadA
Tepanus UMeeT psag NpeumyLlecTs, Hanpumep, 6onee Bbicokas
TOYHOCTb Lenu (MuwieHn) obnydeHus. M ato no3sonser caenartb
neveHue 6ornee 3apHEKTUBHLIM U MUHUMU3NPOBATb NOBOYHLIE

adhekTbl.

3TO (CTATUCTUYECKMIN) MPOLIECC Crly4arlHOro pacnpegeneHums
NauMEHTOB B 3KCMEPUMEHTANbHYIO U B KOHTPOIbHYO rpynny B
nuccnegoBaTenbCkOM MpoTokone rneveHud. bnarogapsa Takomy
NPOW3BOSILHOMY pacnpeferneHnto NaunueHToB B rPynmbl fNeveHnst
cneynanmucTbl  CTpeMATCA UCKIIOYUTb CUCTEMHbIE oLmnbKm
ONs nocriedyloLero aHanusa mccrnenoBaTernbCKMX MPOTOKOOB
neyeHus.

3TO ManeHbKMIN pe3epByap U3 CUITMKOHA, KOTOPbIA UMNNAaHTUPYIOT
nog koxy romoBbl. OH cCBsi3aH C OQHOM M3 norocTen B
rorfioBHOM MO3re, KOTOpasd 3anofiHeHa JIMKBOPOM  (CMWHHO-
MO3rOBOM XMAKOCTbO). 1o BHEWwHeMy Bugy 3TOT pesepByap
NoxoX Ha nogyweyky. C HWXHEN CTOPOHbl OT HEero oTxoauT
TpybKa (BEHTPUKYNsApHbIN KaTeTep). Yepes Heé pesepsyap
CBSA3aH C OOHMM W3 >XenyaovkoB mosra (0bblYHO 3TO MpaBbi
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pe3epByap Pukxema

pemMmuccuna

POAHNYOK

CUMIMTOM

CUHOPOM

CUCTEMHbBIN

CMUHHON MO3r

CTBOJ1 rOJyTIOBHOIO Mo3ra

©oKoBOW >xenyao4dek), Unu ¢ ApyrMM MO3roBbiM MPOCTPAHCTBOM,
3anoriHEHHbIM JIMKBOPOM (HanpvMep apaxHoupanbHasi Kucrta).
Pesepyap Ommans (unn pesepsyap Pukxema, apyras mogens,
noxoxee yCTPOWMCTBO, KOTOPOE NCMOMb3yeTcs ANs Tex Xe Lenen)
UMMIIAHTUPYIOT BO BPEMsS HeOOMbLUIOW HENPOXMPYPrMyYecKom
onepauun. K Takomy pesepByapy MOXHO MNPUCOEOUHNUTL
WYHTUPYIOLLYIO CUCTEMY AN feveHus rmgpouedanuun, wnm
BEHTPUKYISAPHLIN KaTeTep.

3TO ManeHbKUI pesepByap U3 CUITMKOHA, KOTOPbIA UMNNAaHTUPYIOT
nog koxy romoBbl. OH CBsi3aH C OOHOW W3 MONMOCTEN B
rofNoBHOM MO3re, KOTOpasi 3arofiHeHa fMKBOPOM  (CMMHHO-
MO3roBOM XMAKOCTbIO). [0 BHewHemy BuAy 3TOT pe3epByap
noxoX Ha nogyweyky. C HWXHEW CTOPOHbl OT HEro OoTXoauT
Tpybka (BEeHTpUKYyNsApHbI KaTeTep). Yepe3 Heé pesepByap
CBSi3aH C OAHUM W3 XenyaoykoB Mosra (0Obl4HO 3TO MpaBblf
OOKOBOW Xenygo4ek), unu ¢ Apyrmm Mo3roBbIM MPOCTPAHCTBOM,
3anofiHeHHbIM NMKBOPOM (Hanpumep apaxHoujanbHas KucTa).
PesepByap Pukxema (unu pesepsyap Ommans, apyras mogenb,
roxoXee yCTPOMCTBO, KOTOPOE MCNOMb3YETCH AN TEX XXe Lenen)
UMNNAHTUPYIOT BO Bpems HebonbLIoW HEeMpOXMpypruyeckomn
onepauun. K TakoMmy pesepByapy MOXHO MNPUCOEOUHUTL
WYHTUPYIOLWLYIO CUCTEMY OnA feveHus rmgpouedanuun, wnm
BEHTPUKYIAPHLIA KaTeTep.

BpeMeHHoe ocrnabneHue unm ncHe3HoBeHNe CUMNTOMOB 60ne3Hu
(3nokayecTBeHHOro 3aboneBaHust), HO ewWwé He MonHoe
BbI3JOPOBIEHME.

3TO HaTyparnbHOe NyCTOe NPOCTPAHCTBO MEXAY KOCTSIMU Yepena.
OHO NOKPLITO NPOYHON COEAMHUTENBHON TKaHbIO U, Kak MpaBuno,
3aKpbIBAETCS K KOHLY BTOPOro roga XusHu pebéHka.

npu3Hak 6onesHn, kak bonesHb NPosiBNseTCS

310 6onesHb, KOTOpasa cCKnagbiBaeTCca M3 coBnageHuA pasHbiX
XapaKTepHbIX CAMITOMOB.

T.€. TaKOW, KOTOPbIN OXBaTbIBAET NOSMIHOCTLIO BECb OPraHn3m

YacTb ULEHTpanbHOW HepBHOM cuctembl. C ero MnoMoLLbH
NPONCXOaUT CBA3b MEXAY MO3rOM 1 ApyrmMm opraHamn. CuHHOM
MO3r 3aLUMLLEH TPEMSsI 0060M0YKaMM U HAXOOMTCS B KOCTHOW YacTu
NO3BOHOYHOrO KaHana.

9TO 4YacCTb MOg3ra, KoTtopad o6paayeT nepexon mexay ronoBHbIM
MO3rOM WU CMUHHLIM MO3rom. OH KOHTpOnuMpyeT BCKO XWU3HEHHO
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CTBOJ10BbI€ KIETKN

cynpaTeHTopuanbHbIii

ynsTpasBykoBoOe

¢OTOH

XxnMumortepanma

XPOMOCOMBI

LUNTOCTaATUK

BaXHyl0 paboTy opraHusama, Kak AblxaHuWe, 4acTtoTy puTMa
cepgua, apTepuanbHoe [aBreHue, U OTBeYaeT 3a Bce
BaXKHble pedoriekcbl, HanpumMep, pednekTopHoe CMblKaHue BEK,
rnoTaTenbHbIn pedrekc, KalmneBon pednekc, CnesoTodyeHue,
CINIOHHBbIN pedinekc. B HEM Takke HaxoAsiTCA KOPHWU 4YepernHo-
MO3roBbIX HEPBOB.

He3penble (HeauddepeHUMpoBaHHbIE) KNeTKn, CnocobHble
K HeorpaHuyeHHomy pdenenuto. [lpu pgeneHum ogHa w3
AOYEepHMX KIEeTOK OCTaéTcs CTBOMOBOW, a BTopas CnocobHa
cospeBatb (anddepeHumpoBaTtbes). CTBOMOBbIE  KNETKU
ABNATCA WCXOOHbIM MartepuanoMm Ans  3MOpuoHanbHOro
pa3BUTUS OpPraHoB, a TaKke BCEX TKaHel B3POCMOro Yernoseka,
CMOCOOHbIX pereHepupoBaTbCs (HanpuMep, Koxa, CnmMsucTble,
KPOBETBOPHbIE KIETKM KOCTHOrO Mogsra). B 3aBucumoctn ot
cneumurKy TKaHN OHW CO3PEBaIOT B KIETKU HYXXHOro Tuna.

TO eCTb TaKkoW, KOTOPbIA HAaXOAMTCH Haf nanaTkon MO3Xeuka - B
cpegHen unu B nepeaHen YepenHoun siMKe.

uccrnepoBaHne. Metogd OMarHOCTUKM MO CHUMKaM, MpU KOTOPOM
3BYKOBbI€ BOfHbI MPOHMKAKOT B OpraHM3aM 4epe3 koxy. Ha
rpaHuue TKaHEW M OPraHOB OHW OTpaxarTcsl, MHopmaums
0obpabaTbiBaeTCs KOMMBLIOTEPOM M NEPEBOANTCH B N300paxKeHune.

cnoeo "(oTOH" B3ATO U3 [pPEBHErpPeYecKkoro s3blka, 4TO
3HauMT "cBeT". OTO HaMMeHbllas eauHULA 3NeKTPOMarHUTHOro
nanydenuns. Kaxagbii ¢OOTOH nepeHocuT 3aHepruno. PoToHHOEe
N3ny4veHune Ncnonb3yoT Ansi IeYeHNst ONyxoren B Kypce 00bl4HOM
ny4yeBon Tepanuu.

B [JaHHOM  KOHTEKCTe: WCMONb30BaHWE  MeOuKaMeHTOB
(xMmmonpenapartbl, LWTOCTaTWKK), KOTOpble cneunduyecku
NpPenaTCTBYIOT POCTY ONYyXONEBbIX KIMETOK B OPraHu3me.

HOCUTENW HacneACTBEHHOro Marepvana, T.e. FeHeTU4eckomn
MHGOpMaUUN  KNeTkn.  XpPOMOCOMbI  SBASAKOTCA  YacTblo
aOpa  KNeTkn, KOTopble  COCTOAT — npexae Bcero U3
ne3okcMpuboHyknenHoBon kucnotbl (OHK) wn GenkoB (Tak
Ha3blBaemble TUCTOHbI). VX CTpoeHuMe M KOonmuyecTBO 3aBUCHAT
OT cneundukM Buaa XuBoro opraHuama. OpraHnsm 4venoseka
coaepxunt 46 xpomocom (23 napsl).

npenapart, KOTOpblii 3adepXuBaeT pocT KneTok. Moxer
YHUUYTOXaTb abCosOTHO pasHble KIeTKM, B 0CcoBeHHocTu Te,
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LHC

LnwKoBmnaHoe teno

ANeKTpoKapagunorpamma

QNMEKTPOMarHnTH bl

aneKkTpo3HLUedanorpaMmMa

3MOBpUoHanbHoe pasBuTue

3MOPUOHaNbHbLIN

ANUrEHETUYECKNI

KOTOpble 6bICTpO [enarcs, Brnvsis Ha ux oOMeH BELLECTB; MOXET
npenAaTCcTBOBaATb POCTY KNETOK, UM 3HaYNTENbHO ero 3aMmeanser.

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

3TO SHAOOKPUHHAs Xernesa (kenesa BHYTpeHHen cekpeunmn). OHa
pacnonaraercs mexgy AByms GonbLIMMK NOnyLapusmMn Mo3ara
W NpUKpenneHa K NPoOMeXyTovyHoMmy mo3sry. [Npeanonaratot, 4To
€€ 3apava BblpabaTtbiBaTb MENATOHUH. MenaToOHMH - 3TO FOPMOH,
KOTOPbIA pearmpyet Ha U3MEHEHUE YCrOBMIN OCBELLEHHOCTM.

MeToa ANAarHOCTUKN 3NeKTpnu4eCKnx nMmnynbcoB cepgua.

3MEKTPOMarHUTHoe n3nyyYeHue (U 3NeKTPOMarHUTHbIE BOHbI)
COCTOUT U3 B3aUMOAENCTBYIOLMNX APYT C APYTOM 3NEKTPUYECKNX
N MarHUTHbIX nonew. Mpumepom anekTpoMarHMTHOro U3nyyYeHus
ABMNAIOTCS PEHTTEHOBCKOE MW3NydeHue W raMma-usnyyeHve, a
Takke paanoBOIHbI, MHpakpacHoe MU3ny4YeHne 1 CBET.

rpaduyeckoe  ns3obpaxeHne  SMEKTPUYECKOW  aKTMBHOCTMU
ronoBHOroO  MO3ra, 3anncb  MNpoBOAUTCA  BO  BpeMmd
3ANeKkTpoaHuedanorpaguu.

B CTPOrOM CMbICMe 3TOT TepMUH OOO3HavaeT aTan pasBuTUs
ambproHa Ha BpeMsi (POPMUPOBAHUSA €ro OpraHoB (3TO Nepuos
NPUMEPHO OT TPETbEW [0 OKOHYaHMS BOCbMOW Hepenu). B
LUMPOKOM CMbICIie noA STOT TepMUH MOXET nonajaTb Becb
ambpuoreHes, TO eCTb BeCb Nnepuop OT pasBUTWUS 3apogbia
C MOMEeHTa OnnoaOoTBOPEHUsA AWLIEKNeTKM OO0 (HPOPMUPOBaHUS
3a4aTKoOB OpraHoB Yy 3aMOpuoHa. HaunHasi ¢ geBaTon Hepenu
©epeMeHHOCTH, TO eCTb C MOMEHTA, Korda chOpMMPOBaHbI BCe
opraHbl, 3MOPMOH Ha3bIBaKOT NSIOAOM.

T.e. TaKoW, KOTOPbIN HaxoAWUTCH B paHHEeW CTaguu pas’Butus,
He3penbIn

anureHetMka — 3To obnactb 6uonormn. OHa 3aHMMaeTcs
U3y4yeHneM MOMeKynsApHbIX MEXaHM3MOB, KOTOpble NPMBOAAT K
yCUMNEHUIO unu ocrnabneHuto akcnpeccun (T.e. "cUnTbiBAHUS"
reHoB. llpn 3TOM MHoOpMauus, KOTopas XpaHWUTCA B reHax,
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axokapauorpamma

He MeHsieTcsl. BmecTto 3Toro onpegenéHHble Guonornyeckune
KaTtanusaTtopbl (PepMeHTbI) MapKUpPYIOT onpeaenéHHble y4acTKu
HacnepncTBeHHoro matepuana (OHK). B otnuyme oT reHeTu4eckmx
npoLeccoB, 3TOT npouecc He BnusgeT Ha cTpykTtypy [OHK,
a npoucxoauT Hag Hew, T. €. Ha Oonee BbICOKOM YpOBHE
("ann" B rpeyveckoM 43blke o3HadaeT "Hapn"). Ho npu genexHwn
KIETOK 3TOT npouecc nepepaétcs ganblie. C MOMOLWbI TaKuXx
3MNUreHeTUYECKNX NPOLLECCOB KMETKN KOHTPONUPYIOT, Hanpumep,
Kakune Oenkm oHu Npou3BoaAT, B KAKNX KONMYECTBaXxX v Korga.

MEeTo4 [OMarHocTUKM Ons u3ydeHus paboTbl cepaua, T.e.
pacrofioKeHUs1 CepAeYHbIX KranaHoB, TOMWMHY cepaevHoun
MbILLLbI, NAPaMeTPOB ,BblTalrlkKuBaeMoro" NoToka KpoBu, U T.4.
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