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CapKoMbl MATKNUX TKaHen u peakue
MSrKOTKaHHble onyXxonu (KpaTkas
nHdopmauua)

1.

YTo Takoe capKoMbl MArKMX TKaHen U peakue

OnyXosriu MArkKUX TKaHen?

MeauumHCcKkMn TEpMUH "ONyXonuM MSArkuxX TkaHen" obo3HayaeT Bonbluylo rpynny camMbiX pasHbiX
3110KaYeCTBEHHbIX onyxonen. Bce atn 6one3Hn o6beanHseT TO, YTO 3110Ka4eCTBEHHOE U3MEeHeHne
(MyTaums) Ha4YMHaeTCs B KneTkax-pogoHayanbHUKaxX MArKMX TKaHen [Msiekue mkaHu).

K MArkum TkaHsM OTHOCATCH Camble pasHble TWMbl TKaHEeW: XMpoBas TKaHb, COeQUHUTErNbHas,
TKaHW MbILLUL, a TaKKe KPOBEHOCHbIE COCYAbl U TKaHW nepudepnyecknx HepBoB [Tepugpepuyeckas
HepeHasi cucmema). [1o3aToMy CyLecTByeT O4eHb MHOMO pasHblX BUOOB paka MSATKMX TKaHew.
OHM OTNMYalOTCA He TOMbKO MO CBOEMY CTPOEHMI0 TKaHW (CneunanucTbl UCMOMb3yT B 3TOM
crny4Yae TePMUH 2ucmosio2uyecKkull aHanma) U TUNy KneTok [K/7emka), 3 KOTOpbIX OHU BbIPOCHN.
PasHble B1AbI onyxonen Takke NOSABMASIOTCSA C pasHOW YaCcTOTOW, M MHOTAa NOKa3blBaloT pasfnyHble
BapuaHTbl B WX Ouonorm4yeckom passutui. To eCTb pasHble Tunbl Onyxonen BedyT cebs
HeoanHakoBo. OHWM NO-pa3HOMY BbLIPACTAOT U PACMPOCTPAHAIOTCA MO OpraHu3My C pasHOn
CKOPOCTbIO (OatT MeTacTasbl). Wnm no-pasHoMmy pearvpyloT Ha nedyeHue, Hanpu-mep, Ha
XumMmoTepanuio [xumuomepanus].

Onyxonu MArkMx TkaHen MoryT 6bITb JOOpOKa4YeCTBEHHLIMM, 31TOKaYECTBEHHBLIMW, NN BOOOLLIE
CpefHen CTeneHn 3oKavyeCTBEHHOCTM (NMPOMEXYTOYHas CTENeHb 3MOKa4YeCTBEHHOCTH).
O6GbIYHO pak MArkUX TKaHel Ha3sblBaloT "capkoMaMu MSrkMx TkaHen". MeauuuHCKNin TepMnH

"OI'IyXOJ'Ib MArKNX TKaHen  ABnAaeTcd HeVITpaJ’IbeIM N MOXET OXBaTbiBaTb pa3Hble BUAbI
o Al

onyxoren. B noHaTue "onyxonu MArknx TkaHen" un "capkombl MSArkuxX TKaHen" BXOAUT HEe MeHee
150 pas3nnyHbIX TMCTONOMMYECKUX TUMOB OMYyXONEMN.

Camble pacnpoCTpaHEHHbIE CapKOMbl MSATKMX TKaHEM MMEHT O4YeHb BbICOKYIHD CTeneHb
3riokadyecTBeHHOCTU. OHM pacTyT U pacnpoCTPaHSATCSA MO BCEMY OpraHu3My odeHb BbicTpo. Ecnin
UX He NeYnTb, OHM MOTYT B CUYUTAHHbIE HEOENW UNN MecHALbl MPUBECTM K cMepTu. B otnnune ot
HUX BOMbLUMHCTBO pPeaKnx BUOOB OMyXONen MArkMX TKaHEW UMEKT CPedHIo (MPOMEXYTOUHYH0)
CTeneHb 3MOKAYEeCTBEHHOCTM UMM B HEKOTOPLIX Cry4vasx ABMSOTCA 0OpokavyecTBeHHbIMU. [pu
3TOM Y 3TUX OMNyxomnen cneunanmcTbl HabnaaT O4eHb MHOMO pasHbIX BapuaHToB X pocTa. OHu
MOTyT CamMOMpOU3BOSIbHO McYe3aTb. A MOMyT U O4YEHb arpecCcuBHO pacTu BHYTPU OnpedenéHHon
aHaTOMWYECKOW CTPYKTYpbl (B 3TOM Cry4vae cneumanucTbl MCNOMb3yoT TEPMUH "nokarnsHO").
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Kak yacTo y AeTei BCcTpe4yaloTcsi CaApKOMbI MAMKUX

TKaHen?

B [eTckom OHKOMormm n3 BCcex BUAOB paka OMyxosn MArKMX TKaHewm COCTaBrstoT YyTb MeHee 6 %. B
rpynne 6onesHen ,conuaHble onyxonu“y AeTen U NOAPOCTKOB [COUGHas Oryxorib] OHWN ABMSOTCS
OOHVMMUM M3 CaMbIX pacnpocTpaHEHHbIX (nocne onyxonen LJHC, ueHTpaneHOW HEPBHOWM CUCTEMBI).
B NepmaHunm no gaHHbIM Hemeukoro getckoro kaHuep-peructpa (Deutsches Kinderkrebsregister,
paboTtaeT B . MaiHU) gnarHo3 "onyxofnb MSrKMX TKaHeWn" exerogHo cTaBAT npumepHo 10 wm3
kaxxgoro 1.000.000 geten n nogpocTkoB B Bo3pacTe Ao 18 netT. To ecTb 3TO NpMBnNU3nTenbLHO
125 HoBbIx 3aboneBLunx kaxapin rod. MNMpu aTom y 6onee NonoBuHbI 3ab0nNeBLINX OETEN HAXO4AT
paboomuocapkomy [pabdomuocapkoma)l. ATO CaMbll pacnpOCTPAHEHHBIN BUL CapKOM MSITKUX
TKaHen y geter 1 NogpOCTKOB.

Onyxonn MArkux TKaHel 4Yalle BCEero MnosiBnsioTCA Yy AeTen B BO3pacTe A0 MATU-LIECTU NeT.
Mo crtatucTuke cpegHun Bo3pacT 6onbHbiX — 8,5 netr. Manb-4nkn 60MNeT HEMHOrO 4valle, Yem
[eBOYKM (COOTHOLLEHUE Mexay nonamm 1,3:1). Ho Hy)XHO ckasaTb, YTO U BO3pacT 3aboneBLumx, u
COOTHOLLIEHME MO-JTI0B O4YEeHb OTNINYAKOTCA B 3aBMCMMOCTUN OT KOHKPETHOrO BMAa ONyXOSn MSAr-Knx
TKaHeWn.

CambiMM pacnpocTpaHEHHLIMU CapkoOMaMKn MSTKMX TKaHel — TO eCTb 3r0KavyeCTBEHHbLIMM
OMyXONsIMW MSIKUX TKaHeW - y AeTei 1 NoApOCTKOB B Bo3pacTe Ao 18 neT sABnstoTes:

+ pabgomwnocapkoma (cokpawéHHo PMC): 61 %

*  OMyXxonu, poACTBeHHble capkomMe KOuHra - BHekocTHas capkoma HOuHra (Takke eé HasblBatoT
aKkcTpaoccarnbHasg capkoma KOuHra): 16 %

* CuHOBManbHas capkoma: 8 %

* bubpocapkombl: okoro 3 %

* nenomMmmocapkomMbl Leiomyosarkome: okono 2 %
* HeguddepeHUMpoBaHHbIe capkombl: 2 %

Bce ocTanbHble BUAblI CApKOM MSAMKUX TKAHEN MNOSBMSIOTCA Y AeTEN 1 NOAPOCTKOB KpalHe peako.

Kakne 6biBaloT BUAbI onyxonen?

B uenom cneunanncTbl HACHNTBIBAKOT OFPOMHOE KOSIMYECTBO pPasHbIX ONyXO-fen MArk1X TkaHen. B
NX YMcne cpeam capkombl MArKMX TKaHeln obbeamHaAT 6onee 20 pasHbIX BULOB OMyXONEN.

[1lo coBpeMeHHOM KIIMHMYECKOW KiiacCuguKaLumm Onyxofn MSArKMX TKaHeW OEensTCA Ha Tpwu
OCHOBHbI€E rpynnbl:

* pabgommocapkomsl (cokp.: PMC)
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* HepabgomMmocapkoMo-nogobHbIe CapKOMbl MATKMX TKaHewn (y cneumanun-cToB NPUHATO MX aHrm.
cokpalieHne NRSTS)

*  peakuve Oonyxonu MSrKMX TKaHewl (cneumanucTbl MOTyT UCMONb30BaTb TEPMUH HA aHrm. rare
tumours)

Heobxogmmoe 3amevaHve: nccrnegoBaTtenbckasd KoonepupoBaHHas rpynna no U3yyYeHuo Capkom
mMsArkux TkaHem CWS B O6uiectBe geTckow oHkororum u rematornorum (GPOH) BbigensieT B
CBOMX KIMMHMYECKMX pekoMeHaaumsix (no coctosiHuio Ha 2014 r.) ewé opHy rpynny. B ocHoBe
3TON rpynnbl ObINM 3anoXeHbl KIMMHUYECKMEe 0COOEHHOCTM NPOSIBIIEHNST U OCOOEHHOCTM NeYeHns
HEKOTOPbIX TUMOB OmMyxoren. OTO Tak Ha3biBaeMble "pabaomMmocapkoMo-nogobHbIE CapKOMb
MArKMX TkaHen" (cneumanncTbl Takke MCNonb3yloT aHrn. TepMmuH RMS-like). Onyxonu 13 aton
rpynnbl (CMHOBManbHbIE CapkoMbl M HeguddepeHLMpoBaHHbIE CapkoMbl) B HacTosee BpeMmsi
cunTaloTcst Bo Bcel EBpone, a Takke B uccnegosatensckon rpynne CWS HepabgommocapkomMo-
nogobHbIMM capkoMamn MArkux TkaHen (NRSTS).

BHekocTHble capkombl HOuHra, kotopble paHee Takke Bxoaunu B rpynny "RMS-like", T.e.
"pabgoommnocapkomo-nogobHble”, B HacToswee Bpems Mo knaccudumkaumm BO3 oTHocsaTcs
K OCHoBHOWM rpynne capkom HuHra. Wx neyatr no TepaneBTUYECKMM pekoMeHOauusm wu3s
nccregoBaTenbCkux NpoTokonoB capkoM tOwHra. Knaccndukaums onyxonewm u capkoM MSATKMX
TKaHeN HaxoauTCs B CTaauuM U3MeHeHWn. Tak Kak MOsIBNSATCH MHOrMe HOBble reHeTudeckue
mapkepbl. W Tenepb TepmmH "RMS-like", T.e. "pabgomuocapkomo-nogobHble", yxoauT U3
KNMUHUYECKUX pekoMeHaauunn uccnegosatenbckon rpynnbl CWS.

Hwxe mMbl faém JONONHUTENbHYIO HAOPMALMIO N0 TPEM rpynnam Onyxonen MArknx TKaHew.

3.1. Pabgomunocapkoma (PMC)

CpaBHMTENBHO 4acTO BCTpevatolmecs pabgomuocapkombl [pabdomuocapkoma]l (PMC)
crneumanucTbl  yxe f[aBHO JensT Ha [OBe OCHOBHble TIpynnbl B 3aBUCUMOCTM OT  MX
MMCTONOrMYecknx ocobeHHocTen. To ecTb B 3aBUCUMOCTU OT TOrO, Kak TKaHb OMyXONnu BbIrmMaanT
noa MukpockornoM. J3To "ambpuoHanbHble pabgomuocapkombl” (aPMC) u "anbBeonspHble
pabgomunocapkombl” (aPMC). OTn gea tTmna PMC valle Bcero Takke OTnvyatoTcsl Mo ApYrnm
0COBGEeHHOCTAM pocTa B opraHnamMe. CneumnanmcTbl OTMeYatoT pasHuLy B MeCTax B opraHuame, rae
OHW BbIPACTaloT, KaK OHY pacxogaTcs MO OpraHu3my, kKak AarT MeTactasbl. Bo3pacTt 3aboneBLumx
W LIAHCbl BbINEYUTLCHA TOXE OTnu4varoTcs. OmbpuoHaneHbin PMC HaxogsT B OCHOBHOM Yy AeTen
mnagwe 10 net n (0bblMHO) MMeeT Gonee GnaronpuATHBIA NPOrHO3, YeM anbBeonsipHbin PMC,
KOTOPbIN Yallle BcTpevaetca y aeten ot 10 neT u ctapLue.

CerogHs Mbl 3HaeM, YTO MONEKYNSAPHO-TEHETUYECKNE [MOMEKYIsipHO-2eHemu4ecKuli] 0COBEHHOCTH
paKkoBbIX KMETOK BAMSAIOT Kak pa3 Ha TO, Kak byaet npotekaTb 6onesHb. VI3BeCTHbI reHeTudeckme
N3MeHeHWUs1, Tak Ha3blBaeMble CIIMAHUSA FeHOB, UMW XMMEpPHbIe reHbl. Ecnn nx Haxogat y pebéHka, To
MPOrHO3 cYuTaeTca MeHee GnaronpuATHBIM. Hanpymep, TakuMm TUNWYHBIM CIIMSHUEM (XUMEPHbIM
reHom) siensietcs Tak HasblBaembii reH PAX-FOXO (1o ectb reH PAX coeguHuncs ¢ reHom FOXO
B O4MH). OTO coeamHeHne M3 OBYyX FeHOB HaxoasT y 6onbluMHCTBA 3ab0NeBLUMX arlbBEONSIPHON
PMC (a He B ambpuoHanbHon PMC). Takue anbBeonsipHble PMC cneuuanucTbl Takke HasbiBaloT
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"no3nTmBHBIMK K crnusiHuio PMC". PMC 6e3 atoro cneumdgudeckoro cnusaHmst reHos PAX-FOXO
crneunanucTbl HasbiBaloT "HeraTuBHbIMK K crisHuio PMC". B HacTosilee Bpemsi Takke Halumn
OpYyrue reHHble OTKIOHEHMS, KoTopble y pebéHka ¢ "oTpuuartenbHom K cnusaHuio PMC" unu ¢ sPMC
MOTYT MOBMUATb Ha BbICOKYHD CTEMEHb 35T0Ka4eCTBEHHOCTU OMYyXOSN.

lMone3Ho 3HaTb: cerogHsi cneumanncTbl OLeHNBatoT pa6ﬂ,OMI/IOC€lpKOMbI YXe He Nno pesyrnbratam
r’MCTonorn4yeckoro aHanumsa, a no Tomy, eCtb UM HET Yy Onyxonu OI'Ipe,EI.eJ'IéHHbIe reHetTn4yeckue
0cobeHHOCTMW. I'I03Tomy reHeTn4eckad guarH0oCTukKa onyxosri O4eHb BaXKHa 114 OLeHKU NepCneKkTue
Ha BbI3OOpOBIIeHNne N Ha Bbl60p onTuMarbHOro ne4vyeHuAa.

3.2. Hepabgomnocapkomo-noaooHbIe CapKOMbl MAFKUX
TkaHen (NRSTS)

HepaboomunocapkomMo-nogobHble CapkoMbl MSAMKMX TKaHew (y CheunannctoB MPUHATO  UX
cokpawieHve Ha anrn. NRSTS - ,non-rhabdomyosarcoma soft tissue sarcoma®) - aT0 oyeHb
MHOroobpasHasi M CMellaHHas rpynna capkoM Msrkmx TkaHen. OHu oTnuyalTca gpyr ot
apyra no MHOrMM napameTpaM, BKMoYas Takme OCOOEeHHOCTW, Kak 3TW OMnyxonu pacTyT U
pacnpoCTPaHAIOTCA MO OpPraHn3My, HackofbKO OHWM YyBCTBUTENbHbI K XMMMOTEPAnNun, U KakoBa
BEPOATHOCTb BbITEYNTLCH OT BOME3HMU.

K HepabgooMmocapkoMo-nogobHbIM — CcapkoMaM  MSATKMX  TKaHEW OTHOCATCS,  Hanpumep,
TakMe BuObl OMNyxonew, Kak anbBeonspHas capkoma MArkux TKaHen, anuTenvongHas
capkoma, 3MoKayecTBEeHHasi onyxonb obonoyek nepudepuyecknx HepsoB, dubpocapkoma
U nervioMmocapkoMa. 3JTU OMyxOonu MOryT Takke BCTpeyaTbCAa M BO B3pOCHOM BO3pacTe.
Moatomy cneumanucTel Mx Takke HasbiBaloT "adult type NRSTSY, 1o ectb "NRSTS onyxonu
B3pocnoro tuna". K aton rpynne NRSTS oTHocATCcA Takke TakMe OMyxonu, Kak CMHOBUarbHblE
capkombl U HeanddepeHUnpoBaHHble capkombl. Vccneposatenbckasa rpynna CWS HasbiBana
ux "pabgommocapkoMo-nogobHbIMK", Tak Kak Yy HWUX YYBCTBUTENBHOCTb K XMMUOTepanuu
CPaBHMUTENMbHO MOXOXa Ha YyBCTBUTENbHOCTb pabgomMuocapkoM. [MoaTomy ux nedveHune Obino
CXOXUM. (cM. pa3den "Kakue 6bigarom audbi onyxosneu").

3.3. Peakue onyxonu MArkux TkaHen (aHrn.: rare tumours)

B rpynny "pegkue onyxonu MsArKMX TKaHem" BXOAAT OMyXONnW, KOTOpble MOryT ObiTb U
3M0Ka4YeCTBEHHbIMW, W CO cpegHen (MPOMEXYTOYHOW) CTeneHblo 3MoKa4YeCTBEHHOCTU, U
nobpokayecTBeHHbIMU. CheumannucTtel OObEAMHUAN UX B OAHY rPYMMy TOMbKO MOTOMY, YTO OHU
BCTPEYaloTCs KparHe peako. XOTS Npu 3TOM OHM OTNMYaloTCs Mexay cobor u no 0cCobeHHOCTAM
pocTa W pacnpoCTpaHeHMs MO OpraHu3amy, M MO CTeneHu 3rokadyecTBeHHOCTU. K pedkum
ONyXomnsM MSrknx TKaHenW OTHOCATCS, Hanpumep, MmogubpomaTos, hubpomaros ECMOUAHOIo
TMna, BocnanuTtenbHas MMombpobnactmyeckas onyxorb U raCTPOMHTECTMHANbHAsA CTpOMarbHas
onyxornb. B 3aBMCMMOCTU OT KOHKPETHOrO Tuna OMyXonu cneumanucTbl npegnallarT ocobble
CXEMbI JleYEeHMS.
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'ne MoXxeT BbipacTu onyxosnb?

Onyxonn MArkux TKaHen B NpuHUMNE MOryT BblpacTu B MoboM MecTe opraHu3ma. Tak Kak
Msiekue mKaHU HaxoOsTCs Y Hac nosctofy. YacTo onyxonu HauMHakT pacTu BAOMb KOHKPETHOW
aHaTOMWUYECKON CTPYKTYpPbl, Hanpumep, No xoay MbILEeYHbIX 000M0YeK, CBA30K UM KPOBEHOCHbIX
cocynoB. B 310 BpeMsi onyxoneBble KNeTkU [kremka] MOryT OTAENsATbCA OT HayanbHOW OnyXomnu
[mepsuyHas onyxonb]. OcobeHHO 3TO KacaeTcs 3MOKayeCTBEHHbIX OMNyXxonew M onyxonen co
cpenHen CTENEHbI0 3NMOKAYECTBEHHOCTW, KOT4a PakoBble KNETKU MO KPOBEHOCHBLIM COCyAaM Wmnu
no J'IVIMCbaTI/I‘-IeCKI/IM cocyaam nonapakT B gpyrue 4actu tena. TaM, Kyda OHU nonanwu, Knetku
ocefanT U HadvMHalT pacTu. [MosiensoTca godepHue onyxonu [Memacmaseil]. Ecnu y pebéHka
capkoma MsIrkux TKaHel, TO Takasi Onyxosb, Kak npaBuno, 4aéT MetacTasbl B NErkme, B cocefHUe
numdaTnyeckme yanbl U B KOCTHYH cuctemy (ckeneT). Ho meTacTasbl MOryT NosiBUTLCS U B NI0GOM
OpYrom opraHe.

MecTo, rae nosisMnaco onyxXoJsib MATKNX TKaHEeN, N Kak UMEHHO onyxonb 6y,qu pacTun, HanpAamMmyro
3aBUCAT OT KOHKPETHOro Bnaa Oonyxoru.

Hanpumep, pabdomuocapkoma MOXET NOSIBUTLCS MOYTU B Kaxkaom opraHe. Ho ocobeHHO yacTo
OHW BblpacTalT B 06nacTy ronoebl U LWEW, B MOYEBLIBOASALLMX U B MOMOBbLIX OpraHax, Uin xe
B KOHEYHOCTSAX. [Mpy 3TOM "MO3NTUBHbLIE K CIMAHUIO" anbBeornsipHble pabaommnocapkombl (aPMC)
BeOyT cebst bonee arpeccuBHo, Yem aMmOpuoHanbHele padgommnocapkombl (3PMC). To ecTb OHM
4yacTo pacTyT ObicTpee M MOryT GbICTpee pasouTMCh MO OpPraHu3My MO KPOBEHOCHbIM W/Mnn
numdatmyeckum nyTsMm. BeposiTHOCTb peumamBa 00nesHn Takke Bblle Y MO3UTUBHBIX K CIINSHUIO
aPMC, yuem y sPMC.

OKcTpaoccanbHble (T.e. TakMe, KOTopble BbIpOCMY 3a Npegenamu KOCTew) onyxonu M3 rpynnbl
FOuHra nosBnsATCA B OCHOBHOM B KOHEYHOCTSX U B TyrosuLle. CuHoBMasbHble CapkoMbl 0ObIYHO
BblpacTalT B KOHEYHOCTSAX BONM3M CycTaBoOB, a Takke B 0OnacTtu rornosbl v Liewn. Bce 3Tu Buapl
onyxonew MMeKT CKMOHHOCTb ObICTpO AaBaTb MeTacTa3dbl. K MOMEHTY NOCTaHOBKM AuarHosa y
okono 20% feter n NOAPOCTKOB C CApPKOMOW MArKUX TKAHEW yXKe eCTb OTAanéHHbIe MeTacTasbl.

Mouyemy geTn 3aboneBalOT capkoOMaMU MAMKUX

TKaHen?

HukTO TOYHO He 3HaeT, noyemMy AeTu 3aboneBarT OMyxXonsMM MSArKMX TKkaHen. CneumanucTbl
npeanonaratoT, 4To 6oMne3Hb HAYMHAETCS B KNeTKax-pogoHadarnbHUKax Hallen coeauvHUTENbHON
TKaHU (Msirkue TKaHu). B mMeguuuHCKOM TEepMMHOMNOMMW OHU Ha3blBalTCA ,MEe3eHXUMarbHbIe
cmeoriosble kriemku*. MNpeanonararoT, YTO reHeTUYECKNE U/UINN XPOMOCOMHbIE UBMEHEHUST B 3TUX
KneTkax CTaHOBATCH NPUYUHOM MyTauun (aHOMarnbHOe pasBuTue).

B MyTMpoBaBLUMX KNneTkax Y4YEHble YXe Hawnu pasHble reHeTUYeckne U XPOMOCOMHbIE
nospexaeHusa. Ho 3Tu OTKIMOHEHMS O4YeHb pa3HoobpasHbl. OHM MEHSAITCS B 3aBMCMMOCTU OT
KOHKPETHOro BMAa OMnyXonu 1 He BCTpevalnTcs Bo Bcex onyxonax. CneumanucTel npegnonarator,
YTO OMNyXOfWM MSAMKUX TKaHenW MnosBNATCA W3-3a cpasdy HecKONbkuX uameHeHun B [OHK.
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COBpeMeHHbIe Hay4Hble AaHHble roBOpPAT O TOM, YTO HacnegCcTBeHHOCTb B MPAMOM CMbICI1€ 3TOro
cnoeay GonbluMHCcTBa 3aboneBLUnx npakTn4eCKkn OTCYyTCTBYET.

XOTs1 B HEKOTOPbIX CEMbAX MOXHO HabniogaTtb, Hanpumep, pabOooMMOCAPKOMY B HECKOMBbKUX
nokoneHusx. B Tex cembsix, rge valle BCTpeYaloTCs PakoBble OMyXOnu [KapuyuHoma), y AeTen
Takke Oonee nogBepXeHbl puUcKy 3abornetb paboomMmocapkomoin. OTO roBOpPUT O TOM, YTO B
TaKkMxX Criyyasix CyLleCTByeT reHeTudeckas npegpacnonoXeHHOCTb K MOSBMEHU0 3Ton 6onesHu.
Cneumnanuctel B 9TOM crlydae MCMonb3ylT TEPMUH Hac/1eo0CmeeHHbIe OryXxosiesble CUHOPOMbI,
30ecb peyb MOET O HEKOTOPbIX CHOXHbIX KOMMIEKCHbIX 3aboneBaHusiX, KOTOpble CBSA3aHbl
C pasHbiMW HapyLleHVsIMU B pasBuTUM pe-0€Hka. N oOHOBPEMEHHO 3TV OonesHn ABNATCA
Kak 6bl "CMyCcKOBbIMU MexaHu3mMamu" And nosiBneHus pasHbix onyxonen. K HacnegcTBEeHHbIM
OMNyXoreBbIM CMHAPOMAaM, KOTOpble MOFYT UMETb OTHOLUEHWE K MOSBMEHUIO OMYyXOrNen MsArkux
TKaHeNn, OTHOCATCS, Hanpumep, Helipogubpomamosbl, cuHOpom bexksuma-BudemaHa, cUHOPOM
Jlu-®paymeHu, cuHopom lNopnuHa-lonsmuya v cuHOpom BepHepa.

Takke HEKOTOPbIE CUrHarbl NO3BOMAKT CYUTATh, YTO BHELUHME BO30ENCTBUS MOTYT MPOBOLMPOBATH
NnosiIBNEeHNe Oonyxonn MArkux TkaHew. K Takum BO3OENCTBUSAM OTHOCSTCS Jslydeeas Hagpy3ka Ha
eLé He poaumBLLerocs pebéHka (Hanpumep, peHmeeH Unw syyeesas meparius, KOTopyto nornyyana
Mama pebéHka), anoynotpebneHme ankoronem uUnu HapkoTMkaMmm poguTensiMm 4O Unn BO BpeMst
bepemeHHOCTU, unn cam pebEHok paHee nonydan obnyyeHve. Kpome TOro, n3BectHa CBsi3b C
HeKkoTopbIMKU BUpycamu. Hanpumep, y geten ¢ nonoxuTeneHbiMm BUY, TO ecTb UXx nmmyHUTET
ocrnabneH, unu y geten ¢ Bupycom OnuwrtenHa-bappa [supyc SnwmetiHa bapp] NoBbILWEH pUCK
3aboneTb NenomMmocapkomon.

OpHako y OGonbwWHCTBa AdeTerd Tak M He ydaéTtcd HamTu hakTopbl pucka, KOTOpble
cnpoBouupoBanu nosieneHve 6onesHu.

Kakme ObIBarOT CMMNTOMbI O0One3Hn?

Ecnn y peb€Hka onyxonb MArknx TKaHen, To CUMNTOMbl BONE3HN HanpPsSMyo 3aBUCAT OT TOro, rae
MMEHHO BbIpOCMa OMyXOflb M HACKOMbKO pakoBble KMETKU ycrnenu pa3onTucb No opraHuamy. Mo
3TON NPUYNHE CUMNTOMbI MOTYT BbITb CambIMy pasHbiMy. Mbl NpuBedém 30eck A4S 03HaKOMIEHWS
HECKOMbKO 4acTO BCTPEYaloLWNXCA CUMMTOMOB:

*  Onyxonu MArKUX TKaHewn, KOTOpble BbIPOCN ONIM3KO K KOXHbLIM NMOKpoBaMm (T.e. 6511M3KO
K MOBEPXHOCTW Hallero opraHnM3ma), J4aloT Takme CUMMTOMbI, Korda y pebéHka meaneHHo
NosBMSIETCA OTEK/MPUNYXNOCTb W/MnNn BonesHeHHble owylleHns. Yacto oba aTtnux cumntoma
CBSI3bIBAIOT C KaKUM-TO CIly4alHbIM MNOBPEXOEHWEM, Hanpumep, C TpPaBMOW BO BpeMs
CMOPTMBHBLIX TPeHUpoBOK. Kpome TOro, TOT opraH, B KOTOPOM BbIpOCria OMyXofb, MOXET
noTepsiTb CBOIO CMOCOBOHOCTb K MoniHon pabote. Hampumep, onyxonb B 06nactu pyk M Hor
NPUBOAMUT K OFPaHUYEHNIO NOABMKHOCTMU.

+ Onyxonu MArKMx TKaHeW, KOTopble BbIPOCNM B 0OOnacTv rnasHuubl, BHayane pawot
BbIMNsiYMBaHWE rMa3Horo s6noka (ak3oghmarsibm) U NpUNyxnocTb/oTEK Ha Bekax. MNpu atom 6onum
He B6ecnokosT. bonk nosBnNsAeTCA No3xe, Korga BHyTPEHHee caaBnMBaHne CTaHOBUTCS bonbLue.
Takke MOXET MNOSABUTLCS HapyLLUEHWE 3PEHUSI.
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*  Onyxonu MArkMx TKaHen, KOTopble BbIPOCIIN B 06NacTU HOCa, eLLE 3a405r0 40 NOCTaHOBKU
NpaBUITbHOrO AMarHo3a 4acTo 4aloT 3ar0XXeHHOCTb Hoca UM HAaCMOPK.

« Ecnu 6one3Hb Takke 3aTpoOHyra OCHOBaHMe 4Yepena, TO MOTyT NOSBUTLCA HapyLleHUs B
paboTe YepenHo-Mo3roBbiX HEPBOB. B pesynbraTte y pebéHka MoXeT ObiTb ABOEHWE B rnasax
UnK Napanuy NMueBbIX HePBOB.

+ Onyxonu B MO4YeBbIX U B NOMOBbLIX OpraHax MOXHO 3aMeTUTb Mo obLEMY HEJOMOraHuio,
NOSIBMAIOTCA 3anopbl W/WUNU HapyLeHUst NPy MOYEUCNyCKaHUW, BarMHarnbHOE KpOBOTEYEHUE,
KpoBb B Mo4e [Moya]l n 6onu. Ho aTo npoucxoauT TONbKO TOrAa, KOrga OMyxXofb YXKe O4YeHb
oonbLlias.

Onyxonu MArkux TKaHen B ApYrnX MecTax opraHMama ObblYHO MOXHO 3aMEeTUTb TOMbKO TOraa,
Korga onyxoreBasi Macca CTaHOBMTCS BUAHA, UNn eé npollynan (nponanbnuposar) cneunanucr.
Hanpumep, Bo Bpemsi MmegocmoTpa y neguatpa. Mnu Bo Bpemsi AuarHoCTUYECKON BU3yanusaumm
[QuacHocmuueckas eusyanusauusi], Takom kak Y3W, [ynbmpa3sykoeoe] nccnegosaHve. 3Tu
OMYyXONW JONTO HE BbI3bIBAOT HUKAKOro AMCKoMdopTa, 1 3aboneBLume YyBCTBYHOT cebsi XOPOLLO.

Detn n NoOpPOCTKA, Y KOTOPbIX NOABMNAKOTCA OMUCaHHble 34eCb CUMIMOMbI, Heobs3aTenbHO
3abonenu Oonyxonbk MArkKMUx TKaHEn Unu Kakom-To p,pyr0|7| 3110Ka4yeCTBEHHOM OonyxonbHho. Tem He
MeHee Mbl peKoOMeHaYyeM Kak MOXHO CKopee O6paTI/ITbCF| K ONbITHOMY neaunartpy, YTOObI BLIACHUTb
MX TOYHYIO NPUYUHY.

Mone3HO 3HaTb: ecnu [AeTCKMW Bpay Mnodo3peBaeT Onyxoflb MSArKMX TKaHewW, TO OH
OOIMKEH HanpaBuTb pebEéHka B OOnbHWLY, KOTOpasi CneunanusanpyeTcs Ha JevyeHun
paka y geten M NOAPOCTKOB (KMMHMKA [OETCKOW OHKomnormm u rematornoruum). HavyanbHas
OnarHocTuka (guarHoctudeckasi Budyanuaauusa unmn buorcus), KOTOpyK AenakT He B TakoM
cneunanM3aMpoBaHHOM MEOWLIMHCKOM LIEHTPE, 3a4acTylo OblBaeT caenaHa He B MOMHOM
0OBbEME N 3TO MOXET OTPULLATENBHO NOBMUATL Ha fedeHne. Y Tem cambiM HEFraTUBHO CKa3aTbCs
Ha NporHo3e 6ones3Hu (T.e. Ha WaHcax Ha BbI3ZOPOBMNEHUE).

Kak ctaBsaT AnarHos?

Ecnn y pebéHka nogo3peBaloT Onyxofb MSATKMX TKaHew, TO nornHoe obcriegoBaHue NpoBOasT
crneumnanucTbl pasHoro npoduns. Bo-nepBbixX, OHW OOMKHbLI NOATBEPAUTL ANarHo3, AeNCTBUTENBHO
nn y pebéHka ata onyxonb. Bo-BTOpbIX, €CNV AnarHo3 NOATBEPXKAAETCS, OHWU OOMKHbI CKasaThb,
KaKOW KOHKPETHbIA TWUM onyxonu y pebéHka 1 Hackonbko 6ornesHb ycrnena pacnpocTpaHUTbCS No
opraHuamy. Takow anropuTm paboTbl siBnsieTcss obssatenbHbiM, YToObl Hanbonee adpdeKkTNBHO
nponeyntb pebéHka 1 oueHUTb npoeHo3 bonesHu. Bea cxema paboTbl cneumManucToB pacnucaHa
B €BPOMENCKMNX KIMHUYECKMX PpEeKoMeHAauusax, a Takke B MPOTOKOnax MCCnegoBaTenbCcKon
KOOMEepMpPOBaHHOM Tpynnbl MO  U3y4eHUo capkoM wmaArkux TkaHem CWS  (,Cooperativen
Weichteilsarkom Studiengruppe“) B Hemeukom OO6LiecTBe AETCKOW OHKOMOIMM U remaTororum
(GPOH) n accoumaumn eBponencknx uccrneqoBaTenbCkuX rpynn no U3y4eHuto capkoMbl MATKMX
TkaHen y geten EpSSG (,European pediatric Soft tissue Sarcoma Study Group®).



CapKoMbl MArKMX TKaHeil U peaKue MArKoTKaHHbIe ornyxonu (kpaTtkas MHdopmMaums) cTpaHuua 11

7.1. Kakas Heobxoauma anarHocTtu4yeckas BUsyanmsauus,
YyTOObI NOATBEPAUTL OMNYXOsb?

Mocne nonHoro cbopa MHGOpMauumM Mo UctTopum Oomnes3Hn (aHamHe3) M Hapy)XHOro ocMoTpa
Ans Toro, 4tobbl NOCTABUTb TOYHbLIA OMArHO3 ONyXONWN MSATKMX TKAHEN, CHadana genarT CHUMKK
(GuaesHocmuyeckasi susyanusauyusi). MNMpegnovtutenoHee genatb MPT (MagHUMHO-pe30oHaHCHas!
ToMorpadusi) c BBe4eHMEM KOHTPACTHOIO BELLECTBA [KOHmMpacmHoe sewecmeso], nnm 6e3 Hero. C
MOMOLLIbIO TaKoW CTaHA4apPTHOW ANArHOCTMKM MOXXHO TOYHO YBUAETL, €CTb SN ONyXOrb, r4e UMEHHO
OHa Bblpocna, Kakol y Heé pa3mep 1 06bEM, Kakmne y Heé rpaHnLibl C COCEAHUMU aHAaTOMUYECKUMM
CTPYKTYpamm (Hanpumep, BHYTPEHHNE OpraHbl, KPOBEHOCHbIE COCYAbl, HEPBbI), @ TaKXKe NOSIBUMMUCH
N 13-3a OMYyXOSN U3MEHEHWSI B CKENETHOW CucTeme.

7.2. AHann3 obpa3uoB TkaHeun (buorncus)

UTo6bl OKOHYaTeNbHO NOATBEPAMTL ANarHo3, crneuuanucTbl B NioGoM criydae GepyT Ans aHanvaa
obpaseL, TkaHu, Aaxe ecrnv onyxorb NpeaAnonoXnTerbHO AoGpoKavyecTBeHHas (Hanpmep, nurnoma
unu eemaHauoma). Mpoby TkaHw (6uoncusi) GepyT Te Bpayu, KOTOpble OAHOBPEMEHHO 3aHVMMAaKTCS
XVIPYPIUYECKUM NeYEHNEM CapKOM.

Mocne aToro B3sATble obpasubl TKAHEW yXOOAT aucmosioauvyeckuli, UMMYHO2UCMOXUMUYEeCKUU
N MorneKyrnsipHo-eeHemuyeckuli aHanu3. OcobeHHO 6onblloe BHUMaHWE cendac yaensioT
MOINEKYNsipHO-reHeTu4Yeckomy aHanudy. C MoMOLLb0 3TOM0 MCCMNEAOBaHUS MOXHO C BbICOKOM
TOYHOCTbIO CKasaTb, AEWCTBMTENbHO N 3TO ONyXofb MSrkMX TkaHeld. W ecnv ga, To Kakow
KOHKpPETHO BuA onyxonu. B Oyayuwiem 3TO MNO3BONMMT OYEHb TOYHO OMUCHLIBAaTb OCODEHHOCTU
onyxonen Msrkux TkaHen. To ecTb NOSIBUTCS BO3MOXHOCTb noAbupaTtb MHANBUAYanM3npoBaHHOe
neyeHne, KOTOpoe UHANBMAYanbLHO nogobpanu Ans KOHKPEeTHoro 3abonesLwero pedéxka. MmeHHo
MO3TOMY Hay4Hble NCCreAoBaHUs OMYXONEBbIX TKAHEW UMEKOT OFPOMHOE 3HaYeEHME.

MockonbKy 3TW OMYXONWU SABNSAKTCS AOBOMBHO PEAKMMM, TO OCOBEHHO BaXHO, YTOObl B3ATble
obpasubl TKaHen uccrnegoBanu He TONbKO r1amomMopghorioen rnevawen 60nbHUUbl, HO w”
cneumanucTbl B peepeHTHOM LeHTpe Mo AeTCKOW naTtomMopdonormu — HanpumMep, 3KcnepTbl-
natomopdonorn B UeHTpe KoonepaTvBHOW rpynnbl MO U3YYEHUIO CApPKOM MSArKMX TKaHeun
CWS B ropoge BoHH npu GPOH (O6wectso [Hetckux OHkororoB u [lemartonoroB). JT1oT
crneunanuManpoBaHHbIA LEHTP nonydaetr obpasubl Nnpob TkaHewn co Bcen MepmaHun. U noatomy
nveetr OoraTbli 9KCMEPTHbIN ONbIT B AuarHocTuke. Kpome TOro, AuarHo3 YTOYHSAT C
NMOMOLLBI0 MONEKYNAPHO-TEHETUYECKOrO aHanuaa. Ero pesynsratel MOryT AaBaTb OYEHb BaXKHYHO
nHopMaumio Ans panbHenwero nedeHns. Ho Bo MHorux crniydasx ans 6Gonee rnyGokoro
NMOHUMAaHNS NPUPOObI PaKkoBbIX OMyXOnen ewé Heobxoaumbl HayyHble WuccrefoBaHWs MNoka
HEeM3BEeCTHbIX HaM NpPUYMH. Tem cambiM AuMarHo3 noryyaet AOMOMHMTENbHOe NoaATBEPXAEHWe, a
ONyXxorb MOXHO OXapakTepn3oBaTb 6ornee NonHo, 1 3Ta MHOPMaLUS ABMSAETCH OYEHb BaXXHOW A1
neveHus.

Heobxogumoe 3amMeuaHue: [ONS  MOMEKYNAPHO-TEHETUYECKON OWarHocTUKM 06sA3aTenbHO
HeobXxoauM MaTepuan W3 CBEXe3aMOPOXEHHON onyxonu. MIMeHHO Mo3TOMy O4YeHb BakHO,
yToObI GUONCUIO Oenanu B CrNeuuanua3MpoBaHHOM LIEHTpe Mo [OETCKON OHKOMOIUM, KOTOpPbI
pacrnonaraeT U HeoGxoOMMbIMU ANA 3TOW Lenu crneuuanbHbIMKM 3HAHUSMWU, U 0GopydoBaHUEM
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ONs npegBapuUTenbHOM 3aMopo3ku obpasuoB onyxonu. OcTaTkm GuonTata COXpPaHSATCA B
cneumanbHoM GaHKe OMyxoneBbIX TKaHew. VX MoryT MCnomnb3oBaTb AN HayYHbIX Lenen, 4yTobbl
0obnTbCA HOBbLIX pe3ynbTaToB B fedeHum 3atux onyxonen. NMNogpobHee o GaHke OMyxoneBbiX
TKaHe MOXHO MpoYMTaTb B Hallen [OMOfHUTENbHOM MHGOpMauuM O rnedvebHbiX perMcTpax
M nccregoBaTenbCkuxX MPOTOKOMNax HayyHo-uccregosatenbckoro ueHtpa CWS (mo usyyeHuto
onyxoneun MArkux TKaHen).

7.3. AnarHocTuKa No NOMCKy MeTacTta3oB U onpeaeneHus
cTagum 6onesHun

Korma guarHo3 "capkoMa MsSArkux TkaHen" unm "3nokadeCTBEHHas OnyXxorb MSAKUX TKaHewn
CpefHen CTeneHn 3roka4eCcTBEHHOCTIN" NOATBEPKAEH, CMELMANMCTbl HAYMHAKOT AOMONTHUTENbHYHO
OWarHoCTUKy, KoTopasi AOMkKHa AaTb WH(OopMaLMio, Ha Kakon CTagum pacrnpocTpaHeHus no
opraHm3my HaxoguTcs 6onesHb. Ha aTom aTane [ Takke sIBNSIETCS OCHOBHbIM METOAOM. TakK Kak
CapKOMbl MSITKMX TKaHel OOblYHO Lalt0T MeTacTasbl B NErkue, TO PEHM2eH W KOMIbomepHasi
mowmoepacgpusi (KT) nérkmx saensoTca obsizaternbHbiMU. YTOObI HANTU BO3MOXHbIE MeTacTasbl B
OpOLLIHOM MOMOCTM M B Tady, a Takke B yepene genakwTt cHUMkM MPT (MarHUTHO-pe3oHaHcHast
Tomorpadus).

Y BCcex AeTen ¢ capkoOMamu BbICOKOM CTEMEHU 3110Ka4YEeCTBEHHOCTHM (3TO capkoMbl Ha ctagum G 3)
NpOBEpPSIOT, yLna Ny 6onesHb B KOCMHbIU Mo32. [103ToMy BCeM UM fenaeTcs rnyHKUUs KOCMHOo20
Mo32a. B kagoM KOHKPETHOM criyyae, 4ToObl 6onee TOUHO onpenennTb, eCTb MeTacTasbl, UMK HET,
crneumnanucTbl MOTyT AOMOMHUTENBHO AenaTh Takue BUAbl AMarHocTukn Kak Y3U (ynesrpassykoBoe
uccnenosaHue), sirombasibHasi nyHKYUs (TO eCTb ULLYT PaKoBbIE KINETKU B NIMKBOPE, ECMMW OMyXOosb
pacTéT y OCHOBaHWUS Yepena WnvM BAOMb MO3BOHOYHMKA), CHUMKM MPT Bcero opraHusama wn/vnm
cHumMKM MN3T (MO3UMPOHHO-3MUCCUOHHas momoepagusi).

CHumku MN3T ¢ BBegeHneM hnoopoaeoKCH-rnokosbl (cokpalwéHHo - O, To ecte OAOM-M3T
crneumnanucTbl MOryT KOMOMHUpoBaTb co cHumkamn MPT (M3T-MPT) unu co chumkamun KT (M3T-
KT). B nocnegHee Bpems nx BCE Yalle genatoT AeTAM U nogpocTkam, ecnu y pebéHka nogo3pesatoTt
meTacTtasbl. [TpeMMyLLecTBO TakMx CHUMKOB 3aKr4aeTcs B TOM, YTO Ha HUX BUAHO HE TOMbKO
MeTacTasbl B KOCTSIX, HO M MeTacTasbl B MArkux TkaHsx. OgHako noka gmarHoctuka MN3T ecTb He BO
BCEX KIMHMKaxX 1 CneunanmncTbl ewwé npoBepstoT e€ ahEKTUBHOCTb AN fTeYEHNSA CapKOM MSATKMX
TKaHew.

7.4. Kakne aHanu3bl n uccnegoBaHus AenaroT A0 HavYana
neyeHunna?

[o Hauyana neyeHus cneunanucTbl 4enatwT Apyrve SONonHUTENbHbIE aHanM3bl U UCCnegoBaHus,
4yTOOLI MPOBEPUTL, KaK y AeTel paboTatoT pasHble opraHbl. B 4acTHOCTM NpoBepsitoT, kak paboTaert
cepaue (anekmpokapduozpamma - K[ n axokapOuoepamma - OxoKIl), kak pabotaer mo3r
(anrekmposHuyeghanozpamma), Kak paboTaloT opraHbl criyxa (ayduomempusf), NMOYKW, a Takke
[JenatoT pasHble aHanuabl KpoBWU. Ecrin Bo BpeMsi nieYeHnst MPOUCXOAAT Kakne-To U3MEHEHUs1, TO
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C MOMOLLbIO 3TUX UCXOAHbIX AAHHBIX CMELManucTbl MOryT Jyylle OLeHWUTb CUTyauuio U caenatb
HeobXxoauMble KOPPEKTUPOBKM.

8. Kak cocTtaBnfaioT nnaH ne4vyeHuna?

Mocne OKOH4YaTenbHOro AuMarHo3a M OLEHKM pacnpoCTpPaHEHHOCTM OOnesHu no opraHu3my
cneumanucTbl COCTaBMAOT NiaH fedveHus. Ytobbl nedeHne Obino makcumanbHO MHAUBUAYaNbHBIM
N yYnTbiBaro OCOBGEHHOCTU CUTyauuM Y KOHKPETHOrO MaumeHTa (Tak Ha3blBAeMOE pPUCK-
afanTUpoOBaHHOE feYeHue), U OUEHUTb BO3MOXHblE pUCKM peumamBa 6onesHn (puck-
ajanTMpoBaHHas Tepanusi), KOMaH4a evalimMx Bpayen yyuTbiBaeT HekoTopble hakTopbl. ITn
dakTopbl (06CTOATENLCTBA) BNMSAIOT Ha [ OONE3HN Yy KOHKPETHOro pebéHka (B MeauunHe OHU
HasblBalOTCA [UNK hakTopbl pUcka).

BaxHble nporHocTnyeckme akTopbl'y AeTei C OnyXomnbl MArKUX TKaHeh — 3TO KOHKPETHbIN
TUM OMyXOJSW, FAe MMEHHO OHa BbIPOCNA, KakoW y He€ pa3mep M HACKOMbKO OHa Yyxe ycrena
pacnpocTpaHUTbCA No opraHuamy. OTBeTbl Ha 3TV BOMPOChl AAET Ta AMarHocTMKa, 0 KOTOpoWn
Mbl pacckasanu Boille. Kpome Toro, BaXkHbIM MOMEHTOM SIBNSIETCS BO3pacT pebeHka.

* OT TOrO, Kakom KOHKPETHbIA TUM OMyXOoNnn Hawmun y pebéHka (TO ecTb €€ IMCTOoNormyeckmne
[cucmornozuyeckulll] 0COBEHHOCTU M TEHETUYECKUE XapaKTEPUCTUKK), 3aBUCUT, Kak ObICTpo
ONnyxofnb PacTéT U KaK OHa OTBEYaEeT Ha XMMWMOTEpanuilo [xumuomeparius] WNn Ha Jpyroe
CUCTEMHOE neveHue (Hanpumep, neyeHne "HoBbIMU Npenapatamun"). Hanpumep, eCTb CapkOMbl
MSAMKUX TKaHEW, YyBCTBUTENbHbIE K XMMMOTEPANUM U HEYYyBCTBUTENbHbIE K XUMMUOTEpPaNuu.
Takke TN OMyXOnW rOBOPWUT O TOM, HACKOMbKO BbICOKOW SIBMISIETCA OMACHOCTb MOSIBNEHMS
MeTacTa3oB [Mecmacmasbi] N HACKOIbKO BEPOSITEH peumamB 6onesHun. Moatomy cneynanucTbl
OEnAT CapKOMbI/OMyXOonu MSTKMX TKaAHEW Ha onyxonu C OnaronpusiTHOM rUCTONornen u
reHeTUKOM [2eHemukal), n Ha oNyxonu ¢ HeBNaroNnPUATHOM TMCTONOTNEN U TEHETUKOW (CM. makxe
pa3sden «Kakue bbigatom 8uObl Oryxonei?»).

« OT MmecTa, rge Bblpocna OMyxofnb, €€ pa3Mepa W CTEeMNeHW PacxXoXOeHWs Mo OpraHuM3my
(3mech Takke y4nTbIBaOTCS BEPOATHOE NonafaHne pakoBblX KNETOK B NMmdaTnyeckme yanbl 1
MeTacTasbl) 3aBMCUT, Kakne BO3MOXHbI BAPMAHTLI yaaneHus Onyxonu XMpyprudeckum nyTém m
NCNoNb30BaHWA Ny4eBor Tepanuu (0bsiyyeHue).

« Bospact yunTbiBatoT, KOrda Hago NMpUHUMaTb pelleHne 0 HeoBXOAMMOCTU XMmuoTepanun u/
Unn ny4yesol Tepanun. Hanpumep, o6bi4HO Goree oHbIe NaUUeHTbl NEPEHOCAT XMMMOoTepanuio
HamHoro nyyle, YeM 6onee B3pocrble. JlyyeByto Tepanuio eTsm Mnaguue Tpéx net (0co6eHHo
MnagLle ogHoro roga) AenatoT peako. Ho B eAMHMYHbBIX 0COBbIX Crydasix U €€ MOryT HasHauuUTb.

Bce atun (*)aKTOpr Y4YUTbIBAKOTCA NpU COCTaBlIEHUN NiaHa nevyeHus, 4YTOObI B KaXKA0OM KOHKPETHOM
crniy4ae nonydymnTtb MakcumasnibHO SQ)d)eKTMBHbIVI pe3ynbraTt ne4yeHna ¢ MMHMMaribHO BEPOATHbLIMU
NOGOYHBLIMN OCNOXHEHUSIMU N OTAANEHHBLIMU MOCNEeACTBUSMUA.

MauneHTOB ¢ pabaOMMOCAPKOMOWN Ha 3Tane CoCTaBNeHus MnaHa NevyeHus AenaT Ha rpynnbl
pvcka - rpynna HW3KOro puUcKa, CTaHAAapTHOrO pUCKa U BbLICOKOTO puUcka — B 3aBMCUMOCTM OT
TOrO, CYMTAETCA NPOrHO3 GraronpUATHLIM UNU MeHee GraronpuATHLIM. Kaxxaas rpynna nevutcs
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no cBoemy nnaHy. [pynnbl pucka ¢ WX NnaHamu Tepanuu onpegenstoT B [epmaHuM u B
OPYrvX eBpOMencKnx CTpaHax Ha OCHOBE KITMHUYECKMX PeEKOMEHAALMM accoumaumm eBponenckux
nccnenoBaTenbCKUX rpynn no M3yYeHWto CapkoMbl MSTKMX TKaHewn y aeten EpSSG (,European
pediatric Soft tissue Sarcoma Study Group®) n uccnegosaTtensckon KOONepPUPOBaHHOW rpynmbl NO
N3y4YeHWIO CapkoM Msrkux TkaHen CWS.

Kak ne4yaTt onyxosnu MArkux TkaHemn?

JeTten ¢ onyxonblo MArkMX TKaHei OOIKHblI NeYUTb Bpayum M3 [OEeTCKMX OHKOMOrMYecKUx
GonbHUL. B 3TUX KNMHMKax paboTalT BbICOKOKBANMMULMPOBAHHbIE BpayuuM M MeanepcoHarn
CO creumanusauuein No AeTcKoi OHKOMOrMM, KOTopble BrafeloT COBPEMEHHbIMU MporpamMMamMm
Tepanuui. Takke B TakMx GonbHMUAX Bpayy pasHOro npoduns BXOAsT B pasHble pabouyve
rpynnbl. Bce Bpauu MOCTOSIHHO HaxogsdTcsl B TECHOM KOHTaKTe, OHU BMecTe OGCyXOalT M
BedyT CBOMX NaLUMEHTOB M COCTABNAT MNiaHbl feyeHns. Bce nporpammbl Tepanun perynsipHo
YCOBEPLUEHCTBYIOTCS.

Uenb neyeHns — [obuTbCA [ONTOCPOMHOrO pesynbTata Mo M3fevyeHuo oT GonesHu u
OOHOBPEMEHHO MaKCUMarbHO (HAcKOSbKO BO3MOXHO) CHU3WUTb PUCKM BO3MOXHbBIX MOGOYHbBIX
OCIOXHEHWI BO BpEMS NeYeHNs1 U OTAAnNEHHbIX NOCNeAcTBUIA NOCIE ero 3aBepLUEHNs!.

9.1. Kakne Bnabl rie4eHns1 NPUMEHSIOTCA

Ons peten n NnogpOCTKOB C OMyXOJibKO MArkKnx TKaHemn BapunaHTamMn nedvyeHna ABIAr0TCA
onepauua, nydeesaa Tepanud, CUCTEeMHad Tepanua (Hanpvu\nep, XxmMumortepanma unn Tak
Ha3blBaeMoe Jie4eHne «HOBbIMU npenapaTaMM»), U KOMBUHaUUSIX 3TUX BUAOB FIEYEHMS.

Kakoe WMMeHHO nedeHue sBMASIETCS ONTUMAlbHbIM B KaXXAOM KOHKPETHOM crnydae (To ecTb
Kakne MMEHHO MeToAbl nedyeHus OyayT MCNonb3oBaTbCA M B KakoOW MNOCHenoBaTeNlbHOCTH),
3aBWCWUT, B NEPBYIO odepeab, OT MCTOMOMMYECKOro U MOSNEKYNSIPHO-TEHETMYECKOTO TUMa OMyxornu,
rae onyxonb Bbipocna W OT Bo3pacta pebéHka. Kpome TOro, cneuwanuctbl y4uTbIBaAKOT
CTeneHb pacnpoCTpaHEHUs ONyXonu No opraHuamy, eé ornepabesribHOCMb N YyBCTBUTENBHOCTDL K
xuMmmoTepanum (cm. pasgen «Kak cocTtaBnsiloT nnaH nevyeHns?»). Tak Kak camo reyeHve paka
MSTKUX TKaHel MOXeT AaBaTb NMOOO4YHbIE OCMOXHEHMS, TO OETM BO BPEMS fle4eHUs Nosfy4varoT
OOMNONHUTENbBbHYO NoadepXKy, OOMONMHUTENbHble MeOULUUHCKME Mepbl, KOTOpble Ha3blBalOTCA r
ConpoBogutensHasa Tepanusa NomMoraeT NpPegoTBPaTUTb OCMOXHEHMS, MO0 NponeYnTb Ux, ecnm
OHW NOSABMIMCE. 306eCb MOXHO Nony4nTb 6onee nogpobHyo nHdopmMaumo o cornposodumeribHol
mepanuu, a Takke NO3HaKOMUTLCS C APYIMMW METOA4AMMW FIEYEHUS.

9.1.1. Xummnorepanus

Takon BuA neveHus Kak xumuomepanusi 6OpeTcs C pakoBbIMW KieTKamu BO BCEM OpraHu3me
(T.e. cuctemHo [cucmemHbid]). TTosToMy €€ HasblBalT CUCTEMHOW Teparven Unm cUCTEMHbIM
neveHvem. B xummoTtepanum ncnonb3yoTcs npenapatbl (T.H. LMTOCTATUKKN), KOTOPble BRokupytoT
POCT KIETOK 1 TakMM 06pa3oM OHU NOMOraloT YHUUTOXaTb KNeTK1 Onyxonu u nobble Mmemacmasel,
KOTOpble MOryT HaxoAUTbCs B opraHnsme. YTo6bl MO BO3MOXHOCTU yOUTb BCE 3rOKa4eCTBEHHbIE
KNeTKM (BKMoYas Te, KOTOPble He BMAUT Takas AMarHoCcTuyeckas BU3yanusauns, kak MagHUumHo-
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pe3oHaHcHasi Tomorpadus, MPT), getu nony4darT Kypcbl Tak Ha3biBAEMOW MONMXUMUOTEPANUN.
OTO 3Ha4WT, YTO B JIEYEHMU WCMONb3YT KOMOWHALMM M3 HECKONbKMX MpenapaTtoB, KOTopble
NOAAaBMSAT POCT KIETOK M TaknM 06pa3oM He AatoT OMyxXOonu pacTu Aanblue. OTU yumocmamukn
Jokasanu cBoto HanbornbLuyo 3dEKTUBHOCTL B 60pb0e C pakoM MSATKMX TKaHEeN.

OOblYHO B neyeHunM paboomMMOCapKOMbl MCMONb3YHT TakMe UWUTOCTaTMKW, Kak, Hanpumep,
aKTUHOMUUWMH [ (Takke Ha3bIBAKOT AAaKTUHOMULWH), BUHKPUCTUH, Lumknodocdamma, ndochammng
N OKCOPYOULIMH (= agpuamuumH). ECnv HET 4OCTaTOMHOIO OTBETA Ha NIeYeHME, UMK C NauMeHTaMm
rpynnbl BbICOKOrO p1cka, MOryT CNoNb3oBaTbCA Apyrie npenapatbl. KombrHaumm npenapartos, ux
[03MPOBKa N BPEMS NTIEYEHM OCTAaTOYHO CUSIbHO BapbMpYHOTCS — B 3aBMCMMOCTU OT BUAa NeYeHuns
Unu ot rpynnbl pucka. [eTtn nomnyyarT UMTOCTATUKM 3a HECKONMbKO KypcoB. Mexay kypcamwu
XMMnoTepanuu fenawT nepepbiBbl B fiedeHun. OHM MOMOratoT BOCCT@HOBUTBCS OpPraHn3My
pebéHka.

9.1.2. IlokanbHoOe neyeHue

YTtobbl aepxkaTb POCT OMyXOnu Mog KOHTPONeM, chneuuanuctbl KpoMe XUmuoTepanun Takke
BbIMOJTHSAIOT XMPYPr1uyeckoe BMeLLATENbCTBO (0rnepayusi) U Horaa fyyeByto Tepanuio (06r1y4eHue).
Onepauunio NoO yganeHuto onyxonu (pesekuust) MoryT genaTb Kak OO KYpCOB XMMMUoTepanuu,
Tak M nocne Hux. B Tex cnyuasix, korga Hy)xHa nydYeBasi Tepanusi, e€ MoryT genatb Kak go
onepauuu, Tak U nocrne Heé (B MeauLMHe 3TO Ha3blBaeTCcs npegonepauuoHHoe obnyyeHne, nmbo
rnocneonepaunoHHoe obnydeHune). Ecnv GonbHULA 3aperMcTpupoBarna nauveHta B rie4ebHom
pernctpe CWS, TO aKkcnepTHbIn mccnegoBatenbckui LeHTp CWS 1 npodunbHble 3KCnepThl,
KoTopble creuuanuampytoTcs no neverHmio CWS, rotoBbl MPOKOHCYNETUPOBATL flevallmx Bpaden,
Korga OHM B KakoOM-TO WHAMBMAYarlbHOM Ccllydae nNpMHUMMAlOT pelleHWe, B Kakom nopsiake
nydlle BbiCTpamBaTb nedveHune. [ns HEKOTOPbIX rPynn NauMeHToB ¢ pabaoMMOCapKoOMOWM HOBGI
nccnegosatenbckuin npotokon (FaR-RMS) nsyuaet ontumanbHyto nocneaoBaTenbHOCTb 3TanoB B
neYeHuun.

9.1.2.1. Onepauyusi

Llenb onepaumm — NOMHOCTbIO yAanuTb OMyxofb. VIMEHHO MO3TOMy 3TOT 3Tan B fle4eHuu
nnaHupyeTtca Ha 6onee No3gHWIA CPoK. TO ecTb Mocne TOro, Korga cneumanuctam ¢ NOMOLLBIO
KypCOB XMMMOTEpanuu yaanocb yMeHbLUMTb pasMep OMnyxomnu (B 3TOM Criydae Bpayu roBopsiT O
«no3gHen pesekunm»). OCOBEHHOCTb TakmMx OMyXOMnen, Kak CapkoMbl MSArKUX TKaHen, COCTOUT B
TOM, YTO OHWM OYEHb YYBCTBUTENbHbI K XMMUOTEpPanuu. 3TO NO3BOMSET Bpayam OXuaaTb cHavana
yMeHbLUeHne nx obbéma. K Takum onyxonsm oTHOCATCS pabaoMmocapkoMbl U HECKOMBbKO OPYrnX
onyxoneu, KoTopble BeayT cebsi Tak xe, kak PMC (noatomy paHee cneuuanucTbl HasbiBanm ux eLé
«PMC-nogobHble capkoMbl MATKUX TKAHEN ).

Onepaumio B caMOM Havane nedyeHus (Bpadym B 9TOM Cryyae roBopsT O NEepBUYHOM yAaneHuu
onyxonu) ob6blMHO AenalroT TOMbKO Torga, ecrnv MO CHUMKaMm CrneuvanuncTbl BUAAT, YTO OHU
MOTyT MOMHOCTBIO yAanuTb Onyxonb (T.e. pagukanbHo) 6e3 kaneyawux yBeunin u Tpasm Ans
nauueHTa. 3TO BO3MOXHO TONbKO TOr4a, €Criv Onyxoflb OYeHb ManeHbkas M BblpOCna B MecTe,
yoa4YHoM [Ans npoBegeHus onepaumu. [Ona Tex geten ¢ TUNOM OMyxOmnu, KOTOpbIA MeHee
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YyBCTBUTENEH K XUMUOTEpPanuu, Takke npeanoyTutenbHee aenatb onepaunto Ha nepsBoM atane,
€CNun cneunanuncTbl BUAAT BO3MOXHOCTM ANS €€ BbIMNOMHEHUS.

B nevawen knuHuke crneumanucTbl BCEX NPOMUIMbHBLIX HanpaBneHUi (OETCKME OHKOMOoru
[0emckuli oHkomoE], xnpypru, ny4esble TepanesTbl, PEHM2eHO0/10en) BMecTe nogpobHo obcyxaaroT
BCE acnekTbl onepauuMuM M BMecTe TLlaTelbHO €€ MOAroTaBnuBalT. JTO Tak Ha3blBaeMoe
«MYNbTUAMCUMNIMHAPHOE 3KCnepTHoe obcyxaeHne» ABnseTcs abCcomnTHO obs3atenbHbIM U
MOXET NPOBOAMNTLCS HECKOMbLKO pas. Tak Kak onyxonu MArkux TKaHew BCTpeYaroTcs KpaHe pesiko,
TO XenatenbHo, YTobObl onepauunio genanu B LEHTPe, Y KOTOPOro €CTb MHOTOMETHUA OnbIT B
XVPYPrM4E€CKOM NeYEHUN CapKOMBI.

9.1.2.2. Jlyyesasi mepanusi

Ha aTtane o6nyyeHuss (nyyeeass meparnus) UCMOMNb3yeTcsl  MOLHOE  BO3AEWCTBUE
BbICOKOIHEPreTUYECKUX FyYeli, KOTopble CHapyXXu 4Yepes KOXy HanpasnsiloTcAa Ha y4yacTok C
onyxonbto. 31 nyun nospexgatot [HK pakoBbix KNETOK 1 B pe3ynbraTte NpUBOAST K UX rmbenu.

Y peten 1 NoApOCTKOB C OMyXONsMU MATKUX TKaHeW nydeBas Tepanus aBnaetcs apdekTMBHbIM
METOAOM NeyeHus, YTobbl yaanuTb BO3MOXHbIE YacTu OMyxomnu, OCTaBLUMECs Nocne onepauuu.
B OCHOBHOM 3TOT BMAO f€YEeHUS MNPVMEHSIOT Torga, KOrga OMyxoflb HEBO3MOXHO yAanuTb
xupyprudeckn. Hanpumep, ecnn y peb€Hka pabgommocapkoma Bbipocria B 0611acTi ronosbl U LWe.
Takke 06nyyeHne oba3aTenpHO NONy4aloT BCe AETU, Y KOTOPbIX ONyXOflb BblpOCHa B TaKOM MecTe,
KOTOpOE MMEET OYEHb BbICOKME PUCKU PacnpoCTpaHEeHMsi MO OpraHM3My pPakoBbIX KMETOK. 37O,
Hanpumep, MOryT GbITb ONyXonun BEnun3m Mo3roBbix 06onoyek [Mo3eossie 060s104KU] N B obnactu
rnmasHuubl. fetam ¢ pabaommocapkomon (PMC) unm ¢ Hepabagommuocapkomo-nogobHon capkomon
MSATKUX TKaHen (Ha aHrn. npuHATo cokpaweHne NRSTS), y KOTopbix BO Bpemsi MepBUYHOMN
onepauun onyxonb Obina yganeHa MNOMHOCTbIO W MOCMEe WUCCNeaoBaHUs No4 MUKPOCKOMOM
cneumanucTbl He BUAAT Ha Kpasix pe3eKkummn PakoBbIX KIETOK, 06bIYHO JOMOMHUTENbHOe 0bnyyYeHne
He Jenator.

Kakyto nosy obnyuyeHus Gynet nonyyatb peGEHOK, 3aBMCUT OT KOHKPETHOro Tuna Onyxonw, rae
WMEHHO OHa BbIPOCIA, HACKOMbKO OHa ycrnena pasonTUChb MO OPraHn3My, Kak Onyxofb oTBeYana
Ha XMMUOTEpPanuI0O M HaCKOMNbKO pagMKanbHO €€ MOXHO Obino yaanuTb Xxupyprudecku. Takke
yuuTbiBaeTcs Bo3pacT pebéHka. CtaHgapTHas nyyeBas Tepanus npegycMaTpyBaeT CyMMapHyHo
(nonHyto) gosy obny4veHus npumepHo ot 40 go 50 eped (Ip). MNonHoe obnydyeHve AenatoT 3a
HECKONbKO CeaHCoB. 3a oauH ceaHc AeTu nonyyawTt oT 1,8 go 2 p. B HekoTopbIx cny4dasix
cneumanucTbl TakKKe paccMaTpuBaloT, MOXHO N pebEHKy AaBaTb TaKOW COBPEMEHHbI MEeToA
06ny4YeHusi, KOTOPbIN Ha3bIBAETCA «MHTEHCUBHO MOAYNMpOBaHHOe obnyyeHue» (y pagvonoros
NPUHATO ero cokpaweHne Ha aHrn. IMRT). [ns HeKOTopbIX y4acTKOB OpraHu3ma, B KOTOPbIX
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BblpOCria OMyXofb, MMV AN OnpefenéHHbIX BO3pacTHbIX FPynn Bpayu BCE valle NPUMEHSIOT
obny4yeHne NpoToHaMu (NPOTOHHasA Tepanus).

9.1.3. HoBble nogxoAabl B rfie4eHUU — Tepanmsa "HOBbIMMU
npotuBoonyxosneBbiMu areHTamu" (,,New agent®)

MNMon TEPMUHOM «HOBbIE MPOTUBOOMYXOMNEBbLIE areHTbl» Yy CMeLUManucToB NPUHATO 0BbeanHATL
HOBble BWAbl CUCTEMHOrO reyeHuss. K TakoMy CUCTEMHOMY FEYEeHMI0 OTHOCUTCS TapreTHas
Tepanusi (To ecTb «MpuLenbHas» Tepanus, Koraa y nevyeHns ecTb onpefenéHHas «MULLEeHb») C
UCMob30BaHMEM HOBLIX MpenapaToB, KOTopble AeNCTBYIOT UHadve, YeM xumuoTtepanus. CerogHs
CyLlecTByeT [0CTaTo4HO 6onbluoe KONM4yecTBO MHorooGellarowmx npenapatoB. Ho y peten
UX MoKa MOXHO WMCMOMb30BaTb B OCHOBHOM B paMKax 9KCMepMMEHTAaNbHOro MHAMBWUAYaNbHOMo
neyeHus.

Mone3Ho 3HaTb: B Oyaylwlem nNNaHWpYKOTCA UCCcreaoBaTenbCkMe MNPOTOKOMbl, B KOTOPbIX
OyoyT wcnonb3oBaTbCA aHarnornyHble NO AEWCTBMIO npenapatbl. B npuoputete y aTmx
nccnegoBaTenbCKMX MNPOTOKONOB — NedYeHne AeTeil, a He npoBedeHue WHOMBUAOYarbHOro
SKCNepuMeHTarnbHOro neyYeHus. 3T10 e,EI,I/IHCTBeHHbIVI cnocob nonyynTb Ha,lJ,é>KHbIe pesynberarthil,
KOTOpble MOXHO Hay4HO MpOaHanM3npoBaTb M OLEeHWUTb. M Torga Ha 3Ton ocHoBe MOXHO Oyaer
COBEpPLUEHCTBOBATL fledeHne B ByayLuem.

9.2. JleueHune peten ¢ pabgommocapkomon (PMC)

B l'epmaHuu 1 B Apyrmx eBponenckmMx CTpaHax AeTen 1 NogpoCTKOB ¢ pabaomMmnocapkomon revart no
KINMHUYECKUM PEKOMEHJALIMSAM accoLmaLMmn eBpOonencknxX NccneaoBaTenbCKUX rpynmn no nsy4eHunto
capKoMmbl MsArkux TkaHen y aeten EpSSG (,European pediatric Soft tissue Sarcoma Study Group*)
1 nccnegoBaTenbCckon KOONepPMpPOBaHHOW rPynbl MO U3YyYEeHNIO CapkoM Msrkmx TkaHen CWS.

Oetenn ¢ pabgommnocapkoMon AensaT Ha YeTbipe rpynnbl pucka B 3aBUCUMOCTU OT KOHKPETHbIX
MPOrHOCTUYECKNX (PaKTOPOB [fAposHOocmuyecKkue chakmopsbi]: Tpynna HWU3KOro pucka, rpynna
cpegHero pvcka u ABe rpynnbl BbICOKOrO pucka. B eBponenckoM KIMHMYECKOM pyKOBOACTBE MO
Tepanun (ERN-Guidance) gns geten 13 rpynn BbICOKOTO pycka B OyaylleM MnaHupyeTcsa ofHa
obLwas rpynna «o4eHb BbICOKOro puckay (no aHmn.: ,very high risk®, cokpawénHo VHR). To ecTb B
Heé ByayT BXOAUTb OETU C anbBeOonspHON pabaoMmMocapkoMon U C ONyXoMnbio, KOTopas nepeLuna
B numdatnyeckme yanel (aPMC ¢ no3ntMBHbIMU NUM@aTUHECKUMKN y3namu), a Takke OeTU C
mMeTacTtazamu pabgomMmnocapKkomel.

[na pasnuuHbIX rpynn pucka nevyeHne npoBoauTCs criedyrowmnm obpasom:

« [pynna HA3KOro pucka: onyxorb yAansioT NONHOCTL0, KYPC XMMUOTEPaNUM COCTOUT U3 ABYX
npenapaToB - BUHKPUCTUH 1 akTUHOMULMH [. JledeHne npogomkaeTcs NpuMepHo 22 Heaenu.

» [pynna cTtaHQapTHOro pUcKa: JleYeHne Takke COCTOMT M3 onepaumu U xummoTepanun. B
KYpCbl XMUMUOTEPANUN K BUHKPUCTUHY M akTUHOMUUMHY [1 fo6aensieTcs npenapat udocdammug,.
M 0Bbl4HO AeTn nony4vatoT obrnydeHne (nevyeHne nNpoaosmKaeTcsa NPUMEpPHo 25 Heaerb).
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+ [pynna BbiCOKOro pucka: B 06enx rpynnax BbICOKOTO pucka OMnyxofb ydanstoT nubo go
Hayana xuMuoTtepanuu, Nnbo nocne nosgHee. ATO 3aBUCUT OT TOrO, B KAKOM UMEHHO MecTe
BbIPOCMa OMyXOJib M HACKOMNbKO OHAa ycnena pacnpocTpaHuTbCs No opraHuamy. Bce naumneHTol
B 3TOM rpynne nony4atroT obnyyeHve. Xumuotepanusi COCTOUT U3 npenapatoB ndocdhammg,
BVMHKPUCTUH, aKTUHOMUUMH [ M B HEKOTOPbIX Cryyasx agpvamMuuuH (=4oKcopyobuumH), m
npoporkaercss npuMepHo 25 Hepenb. Kak yxe roBopunocb Bbiwe, B Oyaoywiem agetm ¢
metactazamm PMC no eBponenickomy KnuHudeckoMy pykoBoactBy ERN Oyayt BxoguTb B
06LLyI0 rpynny BbICOKOTO pucKa.

9.3. JleueHune geten c HepabagomMmMocapKoMo-nogoOHbLIMMU
capkomamu MAarknx tkaHenm (NRSTS)

B rpynne Hepabaommnocapkomo-nogobHbix capkom Msrkux TkaHen (NRSTS) cylecTByeT orpomMHoe
KONMMYEeCTBO BapMaHTOB OMyXxonewn. Y aTUX Onyxonewn ecTb pa3Hble 0COOGEHHOCTM UX pocTa, pasHasi
CTeneHb 3110Ka4eCTBEHHOCTH, onepabenbHOCTb M YYBCTBUTENBHOCTL K XMMUOTEPaNuK. OTo BUSIET
Ha BbIOOp BMAA NEYeHUs ANs KaX4oro KOHKPETHOro nauueHTa.

Ectb Takve onyxonn NRSTS, «koTopble Takke 4yBCTBUTEMbHbI K XUMMUOTEpaNuu, Kak
pabaoomMmocapKkombl, HanpuMep, CUHOBMAmNbHble CapKOMbl, wunu HeguddepeHuMpoBaHHbIE
capkombl. [loaTomy geten Cc 3TUM TUNOM onyxonewn (paHblue mx HasbiBanu «PMC-nogobHble
CapKOMbl MSAMKMX TKaHEW») neyar Takke, Kak NaumeHToB M3 rpynrbl BbICOKOrO pucka (cm. pasdern
«JledeHue demeli ¢ pablomuocapkomoli»). Bc& neveHne onurtcsa okono 25 Hefernb; 9TO 3aBUCUT,
B KaKylo TepaneBTUYECKYIO rpynny nonan pebeHok.

Bonbwas rpynna pegkux Bugos onyxonen NRSTS, koTtopble crneuwanuctbl HasbiBatoT "adult
type NRSTS*, 1o ectb "NRSTS onyxonu B3pocnoro tuna", o4eHb 4acTo He YyBCTBUTENbHbI K
xuMmmoTepanuu. NoaTomy Ans AeTen ¢ Takum BUOOM ONyXonn cenyac B HOBbIX MCCNEA0BaTENbCKNX
npoTokonax paspabaTbiBaloTCA HOBble NOAXOAb! K Nle4eHuto (cM. ebiwe pasden «Hosbie nodxolb!
8 fle4eHUU — mepanusi HoO8bIMU MPOMUBoOoNyxosesbiMu azeHmamuy). OcTanbHble peakve Buabl
onyxonent NRSTS 06bi4HO GbiBatoT 406pOKayecTBeHHbIMW. B 3TOM criyyae neyeHne B OCHOBHOM
COCTOUT B TaK Ha3blBaeMOW «Pe3eKL MU B LUMPOKMX Npegenax 340poBbiX TKaHeny. To eCTb yaansawoT
camy onyxofib B HEMOBPEXAEHHOM BUAE, 1 OHa CO BCeX CTOPOH OKPYXXeHa 340POBbIMU TKaHAMU. Y
HekoTopbIX AeTen ¢ onyxonbio NRSTS BMA nevyeHns 3aBMCUT OT TOFO, KAKOro pasmepa onyxosnb 1
HacCKOMbKO 3¢hheKTUBHO MOXHO cAenaTb onepaumio.

BaxHO 3HaTb: 3Ta pasHopodHas rpynna onyxonen oveHb Gonblias. MoaTomy AuanasoH
BapMaHTOB IeyeHus Toxe Gomnbluoi. B HekoTopbix cryyasx npoBepsitoT 3PdEeKTUBHOCTb
HOBbIX METOAOB fevyeHus. KomanZda Balivx nedvalimx Bpadeit NpovHOPMUPYET Bac, Kakue
noTeHUuanbHble MeToabl NIeYeHUsI MOXHO peKoMeHO0BaTh Ans Ballero peGéHka.

9.4. JleueHne geten ¢ peaKUMM ONyXONAMU MAFNKUX TKaHen
(rare tumours)

JleyeHune pgeTen ¢ pegkum BUOOM OMYXONN MSAMKMX TKaHen (OHM 0Bbl4HO ObiBatOT cpeqHen cTeneHn
3110Ka4eCTBEHHOCTU MM 0OpoKaYeCcTBEHHbLIE) 3aBUCUT B OCHOBHOM OT OcoBeHHOCTel pocTa
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onyxonu. [ns Tex onyxonew, KOTopble pacTyT B OonpeaenéHHOM MecTe OYeHb arpeccuBHO (3TO
GbiBaeT 1 Npu O0GPOKAYECTBEHHbLIX OMyXONaAX, W NPU cpedHei CTeneHn 3roKadecTBEHHOCTH),
onepauusi ¢ Lesblo yaaneHus onyxonv He sIBNSeTCs OnTMMaribHbIM MeTOAOoM reveHusi. Yauwe
BCEro y TaKMX OMyxomneWn xayT, NPoAo/KatoT M OHWM pacTu. MoToMy YTO B MpUHLMINE BO3MOXHA
CMOHTaHHas perpeccusi onyxonu (T.e. onyxorb CaMoNpPOM3BOSIbHO pacnagaetcs). Ecnv atoro He
MPOVCXOANT, @ ONyXorb Ha4YMHAET Co3AaBaTb ONAacHOCTb Al COCEAHMX OpraHoB, TO B 3aBUCUMOCTH
OT KOHKPETHOO TWMa OMyxXONv MOMyT HAa3Ha4YUTb XMMMUOTEPANuI0 C HU3KMMW [03aMu Npenaparos.
Bo MHOrMx cnyyasix BO3MOXHa Tak HasblBaemasi TapreTHas Tepanusl, B KOTOPOW Y4YMTbIBaOTCH
KOHKPETHbIE FeHETUYECKME N3MEHEHMS B KaXKAOM KOHKPETHOM Crly4ae.

9.5. JleueHune petenn c PMC c meTtactazamum unm c peumamuBom
GonesHun

Mo TpeboBaHMsIM NpeabigyLLero KnmHu4eckoro pykosoactea ,CWS-Guidance* n nnaHupyemoro
€BpOMNENCKOro KnmHuyeckoro pykosoactBa ERN Bce nmaumeHTbl, y KOTOpbIX €CTb MeTacTasbl
paboomMuocapkoMbl, NOMyYalT XMMUOTepanuio. Takke BaXKHYH pOSib UMEET foKanbHOe fevyeHne
(obny4eHue, onepaums).

Kypcbl XxvMunoTepanum cocTtosAT u3 AByx atanos. [ocne MHTEHCMBHOW XMMUOTEpanuu, B KOTOPOR
NCMNOMb3YITCA HECKOMbKO NpenapaTtoB, HAa4YMHAETCs NoAdepKUBaoLLas XumMuotepanus, kotopasi
BKNIOYAeT ABa yumocmamuka — uuknodochamma v BUHOPenbuH. 3T uMTOoCTaTMKM WMHOrAa
JalT B TabneTtkax, uHorga — 8HympueeHHo. Tak YTO MevYeHMe MOXHO NPoXoauTb BCE BpeMs
ambynamopHo. onHoe Bpems neyYeHnsi cocTaBnsAeT OKoMo ofgHoro roga. B 3annaHmpoBaHHOM
uccriegoBatensckom npotokone FaR-RMS nnaHupyeTcsa yonuHuTb Bpems nogdepxuBatoLlen
Tepanuun. M Torga obliee Bpems neyeHus coctaBuT Aga roga. 1o KNnMHUYeCKOMy pyKOBOACTBY
CWS-Guidance nopaepxusatoLlylo Tepanuio M3 npenapatoB Tpodocdamua, vaapyouumH wm
aTonosua (cokpaléHHo O-TIE) Takke BO3MOXHO nony4vatb nepopanbHo. B atom cnyyae neveHune
ONUTCS OOWH oA, B HEKOTOPbIX MHAUBMAYAnNbHbIX CriyyYasx — gonblue.

Oeten ¢ o0cobo HebnaronpusiTHbIM IPO2HO30M MOFYT Jle4YMTb MO TakK Ha3blBaeMbIM
3KCMEepUMEHTAalNbHbIM MUCCneaoBaTenbCckum npotokonaMm. Ecnv gna Bawero peGéHka nogxoguT
TakoW 3KCnepuvMeHTanbHbI NOAXO0A B fie4eHnn, TO KOMaH4a nevalwimx Bpaden npomHdopmupyeT
06 atom. [Ins Tex OeTew, y KOTOPbIX He ObINI0 OTBETA Ha NEYEeHWEe Kypcamu XumuoTtepanuw,
Unn y KOTOopbIX peunams GonesHu, HOBOe fevYeHue CTPOUTCH B 3aBUCUMOCTU OT TOrO, Kakum
Obino nNpegpiayLlee nedvexHve. Kak npasunio, B HOBOM JIeYEHUM CMeuuanncTbl UCNOMb3yT Apyrue
npenapaTtbl, @ MHOIdA U COBEPLUEHHO HOBblE, KOTOPbIE XOTS HE BXOASAT B CTaHAApPTHble MnaHbl
neyeHuns:, Ho pesynbTaTbl HOBENLLNX UCCIeq0BaHUIM NO3BOSISIOT HaAeATbCA Ha UX 3P EKTUBHOCTb.

10. Mo KakMmMm nNpoToKoriam U ne4YedHbLIM perucTpam
neyar geten?

B KpymnHbIX OHKOMOMMYECKUX LEHTpax AeTell U MOOPOCTKOB C OMYXOSbl0 MSATKUX TKaHeh U ¢
peunanMBoM GomnesHW nedyat No CTaHAAPTU3MPOBaHHLIM MpoTokonam. Llenb aTux NpoTokonos -
yry4LlaTb AONTOBPEMEHHYIO BbRKMBAaEMOCTb 3a00MEBLUNX U OLHOBPEMEHHO CHIKATh OCIIOXKHEHUS
1 oTAanéHHble NocneacTBMs Nocne nevyeHns Ha opraHuam pebéHka. B FepmaHnm Takme NpoToKorbI,
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nporpammbl feyeHusi, HasblBaloTcsa [ HeMeukuMe NpoOTOKOMbI, UMW UCCNeaoBaHUss ONTUMKU3ALIMM
Tepanuu, - 3T0 KIMHWYECKUE WCCNEAOBAHMUS, OHU CTPOrO KOHTPONMpPYKTCH. VX Lenb — neyntb
3aboneBLINX AeTen No caMbiM COBPEMEHHBIM pa3paboTkam. OQHOBPEMEHHO 3TU MCCeaoBaHus
JaloT BO3MOXHOCTb ynydllaTb NoaxoAbl K JIEYEHMIO U 3a CYET aToro AobuBaTtbcsl nporpecca B
nevyeHun. Hemeukune nccrnenoBaTenbckue NPOTOKOSbI, MU UCCREeA0BaHUst ONTUMU3aLUN Tepanuu,
pa3pabatbiBaeT npodeccroHanbHoe coobLecTBO CrneunanucToB Mno AETCKOW OHKOMoruu u
rematornoruun B lrepmanunm (GPOH). OHO X KOHTPONUPYET U perynsipHo OOHOBNSIET B 3aBMCUMOCTU
OT pe3yrkTaToB HOBEMLLNX HAY4YHbIX AaHHbIX.

Ona peten, KkoTopble He neyatcss MO  MUccregoBaTeNnbCkoMy MpPOTOKoNy (Kak, Hanpumep,
uccnegosaTtensckuin npotokon FaR-RMS, koTopbiin ckopo ctapTyeT), paboTaeT nevyebHbin pernctp
,90TiSaR" (c 2024 r. oH b6ymer HasbiBaTbcs ,SOTiSAR 2.0“). Tyga 3aHOCATCSA BCe BaXHble
JaHHble O naumeHTax. [eTu nomyyalT cenyac cTaHOapTHOE feyeHue MO pekoMeHAauMaMm
KnuHudeckoro pykosogctea CWS (oHo paspaboTaHo LieHTpanbHOW Hay4YHO-UCCNELOBAaTENbCKON
rpynnon CWS). B BygyLiem ux BygyT neumTb N0 eBponenckomuy knnmHmdeckomy pykosogactesy ERN
ans geten ¢ pabgommocapkomont. Kpome toro, go 30.06.2019 r. ons 4acTu nauneHToB paboTtarno
paHOoOMU3NpOBaHHOEe uccrnenosanue (npotokon ,CWS-2007 HR®). HoBbi nccnegoBaTenbCkuin
npotokon FaRRMS paspaboTtaH Ons naumeHToB C pabooMMOCapkoOMOWM WM C peuuavBOM
pabaomunocapkombl. OH gomkeH HavaTb paboTy B 2023/2024 .

HononHuteneHyto uHdoOpmaumio o nevyebHOM perncrpe, KIMHUYECKUX PYKOBOACTBAxX W
nccregoBaTenbCkoM NPOTOKore uccnegoBatensbckon rpynnel CWS MoXHO npounTaTh 34ech.
C Tekywmmn Gonee nogpobHbiMM MaTepuanamu uccnegosarternbckon rpynnbl CWS MoxHO
no3HakoMuTbCA Ha ux cante: www.klinikum-stuttgart.de/cws/home.

11. Kakue waHchbl BbIS1IeYNTLCS OT ONyxonu?

Y petelt M NoapoOCTKOB C OMYXOSbH MSAMKMX TKaHEW LUaHChI BbINeYNTbCS (Mpo2Ho3 6onesHn) 3aBucaT
OT HECKONbKUX NPUYUH. [MaBHbIMWU U3 HUX SBNSAOTCSA: KOHKPETHLIN TUM OMNYXOnu, rae UMEHHO OHa
BblpOCria, Kakol y He€ pasmep, Hackonbko 6onesHb ycnena pacnpocTpaHUTbCS Mo OpraHu3My K
MOMEHTY MOCTaAHOBKM AMarHo3a, MOXHO NN yaanuTb ONyxofb XUPYPruYecku, U Kakol BO3pacT Y
3aboneBLuero pebéHka.

Bnarogapsi Tomy, 4YTO B nocrieqHue Yetbipe OeCATUNETUSI OEeTEN C ONYyXOSbio MSATKMX TKAHEeW ctanm
neynTb NO CTaHAApPTHLIM NPOTOKONaM [uccredosaHusi onmumu3sayuu mepanuul, Mpo2Ho3 onesHu
cTan HamHoro ny4iwe. Ecnu ewé B koHUe 70-bix roaoB Bbbkueany nuwb 30-40% aeten, To cerogHs
10-neTHsIA BbPKMBAEMOCTb COCTaBMSET B cpeaHeM YyTb 6onee 70%. Mporpecca yaanocs 4obutbes
Onarogapst TOMy, 4TO NOAXOAbI K JIeYEHUI0 60Me3HN NOCTOAHHO KOPPEKTUPYIOTCH B 3aBUCUMOCTU OT
HOBbIX Pe3ynbTaToB NCCNef0BaHUN.

Ecnn TeyeHne 6GonesHu cknagbiBaeTca OnaronpusTHO, TO pe3ynbTaTbl [OONTOBPEMEHHOM
BbDKMBAeMOCTU MOryT npeBbiwatb M 80%. Ho ecnu k MOMeHTy avarHosa y pebGéHka onyxorb
oYeHb GonbLIoro pasmepa U eé HeBO3MOXHO yOanuTb, BEPOSATHOCTb YCMELLHOMO U3NeYeHus oT
GonesHu cHwkaetcs. Ewé B Gonbliei CTeneHn 3TO OTHOCUTCH K AETAM, Y KOTOPbIX Ha MOMEHT
NOCTaHOBKM OMarHo3a pakoBble KNETKU yxe YLK B uMgbamudeckue y3rbl WU onyxorb Yxe
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ycnena gatb Memacmasbl B OpYrue yyacTKM opraHusMa. Tak, Hanpumep, y OeTel C BUOOM
CapKOMbl MSITKMX TKaHEW, KOTOPYH ChneumanucTbl HasbiBaloT «pabommocapkomonogobHasy wu
KoTopas yxxe gana metactasbl, 5-neTHsAs BbbkmBaeMocTb coctaBnsiet oT 20 go 30%. CoBpemeHHble

nccnegoBaTenbCKe NPoTOKoNbl paboTatoT Haf TeM, YTOGbI YNyYLLUTL NPOrHO3 GONesHu 1 Ans aTux
naLueHTOoB.

HeobxoamMmoe 3amevaHue: Korga Mbl HasbiBaem LMApbl MO BbHKMBAEMOCTU AETel, 3TO 3HAYUT,
YTO Mbl JA@éM TOMNbKO TOYHYIO CTATUCTUKY MO 3Toi dhopme paka y Aeteid. OHU ABNSIOTCSH BaXXHbIM
N TOYHbIM MOATBEP)XAEHWEM [ANA BCEW rpynnbl NALMEHTOB C OMyXONMAMU MATKUX TKaHew. Ho
cTaTUCTKa He MOXEeT MpeackasaTb, Bbl3JOPOBEET KOHKPETHbIA peGéHok, unu Het. Ecnu y Bac
€CTb BOMPOChI, Kak crieunanucTbl OLEHUBAIOT NPOrHO3 KOHKPETHOro BapvaHTa 60nesHn y Ballero
pebGéHka, obpalluaniTechb, NoXanyicTa, K BallUM fevallm Bpadyam.
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moccapun

GPOH

ambynaTtopHo
ayaMomeTpus
ouoncus

BHYTPUBEHHO

rMCTONOrNMYECKNin

rpen

OETCKNIA OHKoMor

aunarHoctmn4yeckas
Bu3yanusaumsa

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.

T.€. MeguumnHckoe obenyxnBaHue 6e3 NomnHOM rocnuTanmaaumm.
B gouarHocTuyeckmx n neyebHbiX Lensx nauuMeHT He ocTaércsi
Ha HOYb B MEAULIMHCKOM YYpeXxaeHuU, a MOXET B TOT Xe AeHb
YXOANTb AOMOMN.

3TO W3MepeHne OCTPOTbl Cryxa C MOMOLLbIO CheunanbHbIX
reHepaTtopoB 3BYKOBOW YacTOTbl; OHM MPOM3BOAAT CUrHanbl
pPasnMYyHON YacTOTbl C ONPEeAENEHHON IPOMKOCThIO.

B3ATMEe obpasua TkaHW AnsS 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
NPOBOANTBLCS XMPYPrUYeCcKUM NyTEM (C MOMOLLBIO CKanbnens).

T.€. Yepes BeHy, HenocpeacTtBeHHO B CaMy BEHY

TO eCcTb CBsi3aH CO CTPOEHMEeM TKaHel opraHuama, KoTopble
n3yyarT nog MuKpockornom. [na 3storo ob6pasupl TKaHewn
NpoXopasaT  cneuuanbHyto obpaboTky (3T0  MoryT  ObiTb
cTeknonpenaparbl, 06paboTka pasHbIMK KpacuTensimm).

3TO eauHMua MOrMOLEHHOW [03bl UOHU3UPYIOLLEro U3nydYeHus
(Hanpumep, BO BpeMs Sly4eBOIN Tepanun) K onpeaenéHHon macce
(kunorpamm Tena).

Bpay, KOTOpPbIV CreumManuanpyeTcst Ha fIe4eHNN OHKONMOTUYECKMX
OonesHen y geten n NoapoCTKOB

3TO [AuarHoctuka, Kotopas [OaéT CHUMKM (n3obpaxkeHue)
BHYTPEHHMX yacrten Tena. K Takum mMeToaam
nuccnegoBaHUs opraHMaMa OTHOCATCs, Hanpumep, Y3 un
PEHTreH, KOMMbIOTEPHAs ToMorpadusi, MarHMTHO-pe3oHaHCHast
TOMOrpadusa u cunmHTUrpadus.

cTpaHuua 24
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VIMMyHOI'VICTOXVIMVI‘-IeCKVIVI

ncenenoBaHnA
onTuMmn3aunm Tepanum

KapunHoMa

KneTKka

KOMMbloTepHas Tomorpadus

KOHTpaCTHOE BeLWleCTBO

KOCTHBbI MO3r

n I/IM(baTVI‘-IeCKI/Ie Yy3nbl

UM UMMYHOTUCTONOMMYECKUIA, 3TO TaKoW BuA uccrnenosaHus/
aHanusa, kKorga C TMOMOLWIbH0 MapKUMPOBAaHHBLIX  aHTUTen
(Hanpumep, MX NOMEYalT KpacsAWwMMK BellecTBaMu) HaxoosaT
6enkn Unu apyrue KNeTodHble CTPYKTYPbI, U CTPYKTYPbI TKaHeN.

KOHTPONMpYyEeMbIE KITMHNYECKME UCCneqoBaHus. VIx uenb - nevmTb
nauneHToB MO nocrneaHuMm paspaboTkam W OAHOBPEMEHHO
noBbIWaTbh 3(pHEKTUBHOCTL TepaneBTUUECKUX BO3MOXHOCTEN.
Mpn 3TOM ONTMMM3aALUMA NEYEHUS 3aKSI4YaeTCa He TOMbKo B
ynyylWeHUn/yBeNMYEHUN LWAHCOB Ha BbI3AOPOBIIEHNE, HO U B
TOM, 4TOGbI OrpaHn4MBaTh NOHGOYHBIE OCNOXHEHUS U OTAANEHHbIE
nocrneacTBusl, BO3HMKaOLWMNe n3-3a NevYeHus.

3M10KaYeCTBEeHHas  OMNyXxorib, KoTopas BO3HMKaeT  u3
MYTMPOBaBLUEW 3MUTENManbHOW TKaHu (Hanpumep, B KOXe, B
CMM3NCTbIX 060M0YKax, B pa3nnyHbIX Xenesax)

camas mManeHbkasi eduHULa CTPOEHUSI U KU3HEe4eATEeNbHOCTU
XVBbIX OpPraHM3MOB, Yy KOTOPOW €CTb COOCTBEHHbI OOMeEH
BELLEeCTB, CNOCOBHOCTb OTBEYaTb Ha BHELUHME pa3gpaxkvTen,
CMOCOBHOCTE K HEMPOW3BOSIbHOMY  ABWXKEHUIO  MblWL W
pasMHOXeHuIo. Kaxkgasa kneTka COCTOMT U3 f4pa M KIeTo4HOro
Tena (LMTonnasmebl), a CHapyXu NOKpbITa KNETOYHON MeMOpaHON.

METOA AMarHoCTMKM MO CHMMKaM, B KOTOPOM WCMOSMb3ytoTcs
PEHTreHOBCKME My4un M KOMMNbOTEPbI A5 TOCMONHOIO Nomny4YeHnst
n3obpaxeHun yacterh Tera (TpPExmepHoe U3obpaxeHune,
nonepeyHbIA Uy NPOAOSbHbLIN cpes3 Tena)

npenapat, C MOMOLLbD KOTOPOrO Ha CHUMKE MOXHO fyudlle
yBUOETb, Kak opraHuM3am paboTaeT, B KakoM COCTOSIHAM €ro
CTPYKTYpbl. B OCHOBHOM KOHTpacTHOE BELLECTBO UCMONb3yeTcs
B PEHTTEHOBCKOW [MarHOCTUKE (PEHTreH, KOMMblOTEPHAst
TOMOrpacdus), B MarHuTHO-pe30HaHCHOM ToMmorpadum, a Takke B
Y3W.

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.

HeGornblUMe opraHbl OKPYITION UM oBanbHOW (POpPMbl, KOTOpblE
OTHOCATCA K UMMYHHOW cucTeme opraHnsma. OHM HaxoaAaTcs B
pasHbIX YacTax Tena v paboTalT OUNLTPOM ANS KUAKOCTU B
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nyyeBasd Harpyska

nyyeBas Tepanus

nombanbHas NYHKUNA

MarHMTHO-pe3oHaHCHasA

MeTacTas3bl

MUKpPOCKOT

MO3roBble 000M104KN

MOJ'IEKyﬂFIpHO-I'GHGTVIHECKVIVI

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

[03a WOHU3MPYOLWLEero usnyyeHus (paguvaumsi), KOTOPOMY
YyernoBek MoggBepraeTcs OT  MNPUMPOAHBIX  (€CTEeCTBEHHbIX)
WUCTOYHWKOB W3MYyYEeHWUs,, WM OT MWCTOYHUKOB U3MyYeHus,
CO30aHHbIX UmMBUNu3aumen (TEXHOreHHbIX)

KOHTpOnnpyemoe npuMeHeHmne NoHn3npyruwlero nsnyyeHna gna
neYeHns 3roKkavyecTBeHHbIX 3aboneBaHni

MPOKOST B MO3BOHOYHOM KaHane B HWXHEW 4YacTu CrvHbl Ans
B3ATUA CMMHHOMOS3IOBOW XWUAKOCTU (NMKBOPA), Hanpumep, Ans
uccriefloBaHusl, eCTb NI B HeW OMyxoneBble KreTku, Ans
BBOAA NeKapcTB HEMNocpeACTBEHHO B CMMHHOMO3TOBOWM KaHarn
(MHTpaTeKanbHoe feYeHne) Unu Ossi CHUKEHNUs AaBreHus.

MarHUTHO-pe3oHaHCcHas Tomorpadus - MeTos AMarHOCTUKU Mo
cHUMKaM. OYeHb TOYHbIN MeToh UCCreaoBaHNa ANs NonyyYeHus
N300paxeHnst BHYTPEHHWX TKaHEW W OpraHoB, B KOTOPOM
He ucnonb3yetcst uanyveHve. C MOMOLLbIO MarHUTHbIX Monen
CKaHMPYIOT Teno. MNonyyYeHHble CHUMKM O4E€Hb XOPOLLO NOMOratoT
OLEHUTb COCTOSIHUE OPraHOB M NMPOU3OLLEALLNE B HUX UBMEHEHMS.

B [JaHHOM KOHTEKCTE: BTOPUYHAsI OMyXOrlb, PacrnpocTpaHeHue
onyxonu. 3TO OMyxosib BO3HWKAET W3-3a pPacnpoCTpaHeHus
PaKOoBbIX KIETOK B ApYryt0 YacTb OpraHn3ma.

npubop, C ero NOMOLLbIO B YBETMYEHHOM BUAE MOXHO YBUOAETb
06BbEKTbl UNK onpeaenéHHble CTPYKTYPbl 06bEKTOB, HEBUAMMbIE
YerioBe4YecKoMy rnasy

CINON COeOUHUTENbHBIX TKaHeW, KOTOopble TOKPbLIBAT MO3r
n 3awmwarT ero. Ceepxy K Tpém o060noykam rofnoBHOMO
Mo3ra npuMbIKaloT KOCTU 4Yepena. CnNMHHOW MO3r MOKpbIBaeT
obornoyka CMUHHOrO MO3ra, Takke COCTOALLAA M3 TPEX CIOEeB.
OHa oxBaTbiBaeT ocTanbHble 06MacTu LUeHTpanbHOW HEepPBHOMW
CUCTEMBI.

T.e. CTPYyKTypa, BO3HWKHOBEHWE, pasBuTUe, QYHKUUMN ¢
B3aMMOAENCTBME KIETOK W 3MEMEHTOB KMETOK (Hanpumep,
HYKMEeUHOBbIX KUCMOT, NPOTEMHOB) paccMaTpuBaeTcs Ha
MONEKYNAPHOM  YpOBHE. AHanusmpyeTcs HacnencTBeHHasi
Hopmaums B HyknenHoBbix kucnotax (QHK n PHK); a Takxke,
Kak 3Ta HacrnegcTBeHHas WHdopmauns obpabaTbiBaeTca B
npouecce cuHTesa 6ernka v perynsaumm reHHoOn akTMBHOCTM.
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Mo4a

MArKMe TKkaHu

HacneacTtBeHHbIe
onyxonesble CMHOPOMbI

HenpocmbpomaTos

XMOKOCTb B OpraHu3mMe, KoTopasi MpoxoanT UnbTP Yepes NoYku
M Bbloensietca M3 opraHuMamMa no Mo4veBbiM NyTaAM. OHa, B
YaCTHOCTM, perynupyeT 6anaHc Bogbl, 3N1EKTPOSTUTOB U KUCIOTHO-
LenoyHoi 6anaHc. KpoMe 3aToro BMecTe ¢ MO4YoiA U3 opraHvamMa
BbIBOAUTCS N30bITOK pasHbIX BELLECTB, KaK, Hanpumep, NPOoAYKTbI
pacnaga npu obMeHe BeLLeCTB W MeaukameHTbl. B aHanuse
MOYM MOXHO YBUAETb NMPU3HAKN HapyLLIEeHWsl paboTbl BHYTPEHHMX
opraHos.

MSITKME TKaHW OXBaTbIBAOT BCE He3aNuTenuanbHble TKaHu
opraHusma 3a UCKIlo4YeHeM TKaHe ONopHOro annapara (KocTv u
xpsiwm). MoaToMy K MArKUM TKaHSIM OTHOCATCS COEAUHUTENbHbIE
TKaHW, XMPOBbIE, MYCKYSbl, a Takke TKaHW nepudepuyeckon
HEPBHOW CUCTEMbI (T.€. KPOME FOMIOBHOMO M CMWHHOIO MO3ra).
MoaTomy BCe YacTu Terna 1 opraHbl YeroBeka OKpy»KeHbl MArKUMU
TKaHsIMU, COEQUHSIOTCA MU UMW NOAAEPKMBAIOTCS.

3TO reHeTnyeckme 3aboneBaHud. OTu OGonesHM CcBsi3aHbl C
NOBLILLIEHHON NPEAPACMONOXEHHOCTbIO K 31TOKA4YeCTBEHHbIM
ONyxonsiM, a Takke C pasHbIMW aHOManusMu pas3BUTUsSt OPraHoB
W C 3adepXKoW B YMCTBEHHOM passButuu. 1o coBpeMeHHbIM
Hay4yHbIM JdaHHbIM 10% oOHKomorudecknx GonesHen y AeTen
N NOOPOCTKOB MOSABMIOTCS WU3-3a KAKUX-TO HACMNEeLCTBEHHbIX
N3MEHEHWUW, UNN TOYHEE TOBOPS M3-3a TOrO, YTO €CTb OAWH U3
HacneaCTBEHHbIX OnyxoneBblX cuHApomoB. K HacrnencTBeHHbIM
OMNyXoneBbIM CUHAPOMaM OTHOCATCH, HanpuMep, CUHOPOM
Jlyn-bapa (= aTakcusa-TeneaHruakrasms), cuHgpom beksuta-
BugemaHna, cumHgpom [ayHa, ©Oone3Hb [unnensa-fivHaay,
cnHgpom  Jln-®Opaymenn, cungpom MEN (MHOXecTBeHHas
9HAOOKPVMHHAsA Heonnasusl), HempodubpomaTod W  CUHOPOM
WAGR. Cioga Takke OTHOCUTCA HacrneacTBeHHasd (cemenHas)
dopma peTmHobrnacTomsl.

3TO HacneAacTBeHHoe 3aboneBaHue, KOTOpoe npuBOOUT K
ONyxonsiM HepBHbIX 0bonoyek, obonovyek Mo3ra, HepBHOW
TKkaHu. HenpogunbpomaTos BCTpeyaeTcs B ABYX Pa3HbIX hopmax
(nx pasnuyaldT No  MOMEKYNSAPHO-reHETUYECKOMK aHanmnsy
M MO KIMHUYECKMM nposiBreHusm). [puunHammn  GonesHu
ABNAIOTCA pasHble reHeTU4eckMe paccTporcTBa/gedekThbl.
Kaxablh HenpaBuSibHbIN TEeH BbI3blBA€T COOTBETCTBYHIOLLYIO
dopmy GonesHn. 1) Helpocmbpomatos | Tuna, Takke
M3BECTHLIN Kak Oone3Hb PeknuHrxayseHa, pasBuMBaeTCsl Ha
HepBax nepudepuyeckoon HEPBHOM cUCTEMbl. Y BOMNbHbLIX Ha
KOXe MOSIBNATCA POAUHKM B BMAE MATEH ,KOe C MOSTOKOM®.
Takke y HUX BCTPeEYalTCAa pasHble Onyxonu, Hanpumep,
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obnyyeHne

0I'Iepa6eJ'IbHOCTb

onepauus

natomopdosnor

nepBunYHasn onyxoJsib

nepudgepnyeckass HepBHas
cuctema

HenponbpomMbl, OMTUYECKME [MMOMbI (OMyXONu B panoHe
rnasHoro Hepsa), y3enku Jluwa (onyxonu pagyXHon o6onouku
rnasa), acTpouuMTOMbl (OMyXONW TOfMIOBHOMO MO3ra M CMUHHOMO
Mo3sra) u deoxpomountombl. 2) Hewnpodmbpomartos Il Tuna,
Takke W3BECTHbI MO HasBaHMEM [BYCTOPOHHErO CITyXOBOIO
HeripodmbpomaTtosa, BO3LENCTBYET Ha LEHTPAnbHYI HEPBHYHO
cuctemy. [IBYCTOPOHHSASI akycTudeckad HeBpuHOMa (OMyxorib
CNyXOBOr0 HepBa) MOXeT MpuMBOAUTL K MOTepe crnyxa, K
OHemMeHuI0 B obractu nuua, K OTKIMNOHEHWSIM YMCTBEHHOIO
pa3sutusa. Helpodunbpomatos — 3aboneBaHve w©3 rpynnbl
¢hakomaTo30B.

KOHTpOnnpyemoe npuMeHeHmne NoHmn3npyruwlero nsnyyeHna gna
neYeHns 3rokavyecTBeHHbIX 3aboneBaHnii

COCTOsIHME NaumeHTa n 3abonesaHusl, Korga MOXHO BbIMOSHUTL
onepauuto. byayT nu onepupoBaTb naumeHTa, 3aBUCUT OT TOrO,
B KakOM KITMHWMYECKOM COCTOSIHUM OH HaxoguTcd. A Takke oOT
TOro, ABNSETCA NM onepauusi B KOHKPETHOM CuTyauum Tem
afeKBaTHbIM METOAOM Jle4YEHUS, KOTOPbIA MNPMBEOET K uenwu
(nokasaHus k onepaummn). OnepabenbHOCTb OMyXonu 3aBUCUT B
TOM 4YMCre OT TOro, B KakOM KOHKPETHO MecTe B OpraHuame
OHa HaxoauTCa M Kak OHa pacTéT. PeweHne o ToMm, siBnaeTcs
nn onyxofnb onepabenbHON, OCTAéTCcs 3a XMPYProM, KOTOPbIN
nocre obcyxaeHusa ¢ opyrumu nevaiMMmm BpadaMmu B3BeLLMBaeT
N yumTbiBaeT MHorme dgaktopbl. CerogHsa ANsi BbI3AOPOBMEHUS
nauneHta He MpPOBOAAT onepauuy, KOTOpble MpPUMBOAAT K
WHBaNUOHOCTMW, ECNN €CTb ApyrMe opMbl NieYeHus.

Xmpyrmyeckoe BmMellaTenbCtTBO B Teno nauueHta wunm
nposBogmMmMmoe Ha Tene nauuneHTa, KOTOpPOE€ BbINOJIHAETCA B
uendax nevyeHud, nHorga BXxogauT B nporpaMmmy AnarHoCctn4eckoro
o6cnenoBaHus. XMpprI/I‘-IeCKaFl onepauuna BbIMOJIHAETCA
cneunanbHbIMU MHCTPYMEHTAMMU, KaK npaBuIo, Nog HapKo3oM.

3TO Bpay, KOTOPbIN BbIMOSTHAET rMCTONOrMYECKUA N MONEKYNAPHO-
rEHETUYECKNIA aHanmM3 KNeToK U TKaHel 1 No ero opesyrsratam
OaéT 3aknoveHne o 6GonesHm n 0 TOM, HaCKOMbKO
310Ka4YECTBEHHOW SABMSIETCS OMNyXOrb.

onyxornb, KOTOpad nodasuiachb HepBOVI. OHa MoXeT crTaTb
NWCTOYHMKOM MEeTacTa30B.

3TO YacTb HEpPBHOW cuctemMbl. PakTUYeCkn eé MOXHO HasBaTb
TakvuM OpraHoM, KOTOPbIA MPUHUMAET WU BbIMOMHAET KOMaHAbl
LueHTpansHon HepBHo cuctembl (LHC). T[Nepudepuyeckas
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NO3NTPOHHO-9MUCCUOHHaS
TomMorpadus

NnporHos

NporHocTnyeckme akTopbl

NYHKUNA KOCTHOINo Mo3ra

peHTreH

CUMITOM

cuHgpom lNopnuna-ronstua

HepBHasi cMCTemMa COCTOUT M3 HEepBOB, KOTOpPble MNpPOXogdAT
yepe3 BCE Teno. OTWM HepBbl NMOO nepearoT UMMYMbLCbl U3
nepucepumn (To €cTb OT OpraHoB) B LIEHTPasibHYO HEPBHYIO
cuctemMy  (4yBCTBUTENbHbIE HEpPBbI), UK HaobopoT - wu3
LleHTpanbHOM HEPBHOM CUCTEMBI B Nepudepmnyeckyto, K opraHam
(oBuratenbHble HepBbl). K nepudepnyeckon HEPBHOW cUCTEME
OTHOCATCH, HanpuMmep, YepenHble HepBbl, CMNMHHOMO3rOBblE
HepBbl U Nepudepryeckne HepPBbI.

OTHOCUTCS K MeTofaM WCCreooBaHUs MO CHUMKaM B siiepHOW
MeguumHe. Nocne BBeaeHUs paanoakTUBHOIO npenapaTta MoOXHO
nony4nMTb CHUMKM rfpouecca obMeHa BeELECTB B Tere, ero
OTAENbHbIX YacTsAX UMK opraHax.

oXuaaemoe TeyeHne GonesHu, npeackasaHue BEpPOATHOCTU eé
n3neyeHus/LaHchl Ha BbI34OPOBEHNE.

dakTopbl, MO KOTOPbIM MOXHO MPUMEPHO OLEHUTb AanbHENLnin
xof 6onesHu

3TO Takas npoueaypa, korga obpasel, TKaHW KOCTHOrO Mo3ra
BepyT Ans nccnegosBaHvs U CMOTPAT, €CTb NI Tam OMyxorneBble
knetku. lNMyHKUmMA (T.e. Mpokon) genaetca cneumanbHON TOHKOW
nonon urnon. XXnakum KOCTHbIA MO3r HabupaeTca B LNpuTL
nmbo u3 KOCTU Ta3a (Bpayu roBOpAT O MOAB3AOLLHOW KOCTW),
nnbéo wn3 rpygHon KocTu (Bpaun roBopsaT o rpyauHe). Letam
bonee craplero Bo3pacTa nepeq NyHKUMEN AenatT MeCTHYIo
aHecTesnto, TO ecTb 06e3bonmBaloT TO MecTo, oTkyda OyayT
OpaTb KOCTHbIA MO3F; WHOr4a [AOOMOMHUTENbHO AaloT NErkun
yCMOKOUTENMbHbIN npenapar (Bpayu roBopsAT B 3TOM criyyae o
cegaumn). [letam mnagLwero Bo3pacta B HEKOTOPbIX CUTyaLMsX
MOXeT NoTpeboBaTbCs KpaTKOBPEMEHHbLIN HAPKO3.

MEeTo4 [OWarHOCTUKM MO CHUMKaM, B KOTOPOM WCMONb3YHTCSH
PEeHTreHOBCKUe ydn ANs nony4yeHns nsobpaxeHunii opraHoB nnu
onpeaenéHHbIX YacTen OpraHos.

NPU3HaK ©onesHun, kak bonesHb NnpoABNAETCA

3TO HacneacTBeHHoe 3aboreBaHue, KOTOPOE TakkKe M3BECTHO
nog HasBaHWAMWM CUHAPOM HeBOWAHOW ©a3anbHOKIETOYHOM
KapuuMHOMbl, unuM cuHgpom [lopnuvHa. BonesHb cBaA3aHa ¢
pasHbIMW aHOMarnUsiM1 PasBUTUS U MNOBLILLEHHO CKITOHHOCTbLHO K
NosiBNEHUIO pasHbix hopm paka. Yale Bcero y 60MbHbIX C 3TUM
CUHOPOMOM BCTpevaeTcs Takas hopma paka Koxu kak 6asanbHo-
KNeTo4yHast kapumHoMa. Y AeTer M NogpoCcTKOB C CUHAPOMOM
lopnuHa-lonbTua BbiWe puck 3abonetb MedynnobrnactoMon
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cuHgpom Jln-dpaymenn

CUCTEMHbBIN

connaHasa onyxorsb

CTBOJI1OBbI€ KIEeTKU

yneTpasBykoBoe

XnMmnotepanuma

XPOMOCOMHblE

UIM CapKOMOWN MSrkMx TkaHen (pabaomwmocapkoma). MpuumnHom
NnosiBNEHMsA 3TOr0 CUHAOPOMA SBNAIOTCA MyTauum B 9-0i
XpPOMOCOME TaK Ha3blBa€MbIX FE€HOB CyNpecCOpOB OMyxonew
PTCH1 wnn SUFU. BonesHb Hacnegyetcs no ayTOCOMHO-
OOMVHAHTHOMY TUMy.

3TO CeMeVHbI  paKkoBbI  CUHAPOM,  KOTOPbIA  MOXET
nepegasatbcsa No Hacneactsy. OTNMYaeTcs TeM, YTO B CEMbSIX
C 9TMM CMHOPOMOM TMOBbLILWAETCA PUCK 3abonetb CONUOHON
onyxonbto. Y AeTen 1 NogpoCTKOB Yallle BCEro MOryT BO3HMKATb
pak HagNoO4Ye4YHNKOB N CapKOMbI MATKMX TKAHER, a TakKe Nenkosbl
1 OMyxornu Mo3ra. Y B3pOocCibiX NOBLILLAETCSA PUCK 3ab0neTb pakom
KOCTen (ocTeocapkoma), MOMOYHOM xenesbl U pakoM nérkux. Kak
npaBuno, y HUX MyTUPYyeT reH p53, KOTOPbIA Ha3blBalOT reHOM
CynpeccopoM Onyxonewn.

T.€. TAKOW, KOTOPbIN OXBAaTbIBAET MOMTHOCTLIO BECb OPraHM3m

YNNOTHEHHBIN (CONMAHBIN) POCT TKAHW COOCTBEHHOTO OpraHn3ma,
KOTOPbIV UMEET onpedenéHHyo nokanunsauumio (T.e. 3aTparnBaroT
oaHO MmecTo Tena). Conuaas onyxonb MOXeT pacTtu B ftobom
BHYTPEHHEM OpraHe, OHa MOXeT OblTb A0OpPOKa4YeCTBEHHOW
W 3r0oKa4eCTBEHHOW; HO TOMbKO 3MOKAYeCTBEHHble W3 HUX
OTHOCSATCH K OHKOMNOrMyeckum 3aboneBaHnsaMm.

He3pernble (HeanddepeHUNpPOBaHHbIE) KIMETKM, CMNOCOBHbIe
K HeorpaHuyeHHomy genenuto. [lpu pgeneHun ogHa w3
OOYEepHUX KNETOK OCTaéTCA CTBOSMIOBOW, a BTOpasi crnocobHa
cospeBatb  (anddepeHumpoBaTtbest). CTBOMOBbIE  KIETKU
ABNSATCS  MCXOOHbIM  MaTtepuanioMm Aanst  3MOpuoHarnbHOro
pa3BUTMSA OPraHOB, a Takke BCEX TKAHEW B3POCIIOro YerioBeka,
CMOCOGHbIX pereHepupoBaTbCs (HanpuMep, Koxa, CnusucTble,
KPOBETBOPHbIE KIETKM KOCTHOrO Moa3ra). B 3aBucumocTtn ot
cneumdurKn TKaHN OHM CO3PEBAIOT B KINETKU HYXXHOIO TUna.

uccnegosaHne. Metod AMarHOCTUKM MO CHUMKaM, MpU KOTOPOM
3BYKOBbl€ BOMHbI MPOHMKAKOT B OpraHnsM 4epe3 Koxy. Ha
rpaHuue TKaHeW M OpraHoB OHW OTpaxaroTcs, WHpopmaums
obpabaTbiBaeTCa KOMMbIOTEPOM U NEPEBOANTCH B U306pakeHme.

B [aHHOM  KOHTEKCTe:  MCMOfib30BaHWE  MeAMKaMeHTOB
(xvmuonpenapatbl, LUTOCTaTUKK), KOTopble cneundudeckn
NPEensATCTBYIOT POCTY OMYXOJSIEBbIX KNETOK B OpraHnsme.

T.€. CBdA3aHHble C XpomMocoMaMu. Xpomocoma - Hocutenb
HacneacrtBeHHoOro martepuana, T.e. reHeTn4ecKom VIH(bOpMaU,I/IVI
KNeTKn. XpOMOCOMbI ABNAKTCA YaCTblO AOpa KIeTKU, KOTopble
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LUNTOCTaATUK

LHC

3K3oTansm

ANEeKTpoKapanorpamMmma

aneKkTpo3HLUedanorpaMmMa

axokapguorpaMma

COCTOSAT Mpexae BCero u3 Ae30KCUPUBOHYKNENHOBOW KUCNOTbI
(OHK) n 6enkoB (Tak HasblBaeMble IMCTOHbI). VX cTpoeHune u
KONMYeCcTBO 3aBUCAT OT crneuudukm Braa >XMBOFO OpraHM3ma.
OpraHuam yenoseka coaepxuT 46 xpoMocoMm (23 napbl).

npenapart, KOTOpblii 3adepXuBaeT pocT KneTok. Moxer
YHUUYTOXaTb abCosOTHO pasHble KIeTKM, B 0CoBeHHocTU Te,
KoTopble GbICTPO AENSATCS, BUASA HA UX OOMEH BELLECTB; MOXET
NpensATCTBOBAaTb POCTY KMNETOK, UMW 3HAYMTENBHO ero 3ameanser.

CoKpalleHue TepMmuHa "UeHTpanbHas HepBHas cuctema™
COCTOMT W3 TFOMOBHOIMO M CMMHHOIO MO3ra, 3a WX npegenamu
pacnonaraercsa nepudepudeckasd HepsBHas cuctema. Kak
LeHTparnbHbIl  OpraH, BbIMOMHALWNIA (YHKLUMM  MHTErpauuu,
KOOpAMHALMK 1 perynupoBaHus, LleHTparbHas HepBHasi cuctema
obecneunBaeT 06paboTKy BHeLIHeN MHhopMaLum Yepes opraHbl
YYBCTB, @ Takke BHYTpPeHHen uHdopMauMm O pasgpaxeHun
(BO30YXOEHUM), KOTOpPas MOCTyNaeT nU3 opraHuama.

naToriormnyeckoe BbIMsYMBaAHUE MA3HOrO sibnoka M3 rmasHuLbl.
MoxeT ObITb OAHOCTOPOHHUM 1IN ABYCTOPOHHUM.

MeTod ANAarHOCTUKU 3NEeKTpuYeCKnx nMmnyrnbcoB cepgua.

rpaduyeckoe  ns3obpaxeHne  SMEKTPUYECKOW  aKTMBHOCTMU
ronoBHOroO  MO3ra, 3anncb  MpoBOAUTCA  BO  BpeMmd
3ANeKTpoaHuedanorpaguu.

MeTon AMarHoCTMKM [Ans u3ydeHus paboTbl cepaua, T.e.
pacronoXeHnss cepAeyHbIX KranaHos, TOMNWWHY cepaeyHou
MbILLLbI, MTAPAMETPOB ,BbITANKMBAaEMOro” MOTOKA KPOBM, U T.4.
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