HEUPOBJACTOMA

Ho3o/ioruueckasi rpymnia: omnyxoiu 13 KJICTOK CHMITATHYECKOM HEPBHON CHCTEMBI
Ho3osornueckune eTMHANBI: HeiipobdiacToma

raHTJIMoHenpodIacToMa
raHIJIMOHENpoMa

ONPEJEJEHUE

HeiipoGiiactroma — 5MOpHOHaNbHAs 3JI0KAYECTBEHHAs OIyXOjb, MPOUCXOASIIAs U3
CHMITaTOTOHUEB (HE3PEIbIX KIETOK-TPEANIECTBEHHIKOB CHMIIATHYECKONH HEPBHOW CUCTEMBI),
camas 4acrtas JKCTpaKpaHUaJIbHas COJIMJIHAS OIYXOJb y JeTel. SIBisisick SMOpPHMOHATBHON
OIlyXOJblO, HeHpoOiiacToMa B OCHOBHOM BCTPEYAeTCsl B pPaHHEM JIETCKOM BO3pacTe.
[Tpumepno 40% crnydaeB 3a00JeBaHMUsI BCTPEUYACTCS HA MEPBOM TOJY KU3HH, C BO3PACTOM
KOJIMYECTBO cirydaeB yMeHbmaercsa. 90% OonpHBIX Miaame 6 net. HelipoOmacToma MoxeT
BO3HUKATh B JIIOOOM aHaTOMHUYECKOH 00JacTH, TJie pacloyiaraeTcsi CUMIIaTuyeckasi HepBHas
CUCTEMa: HaJNOYEYHUKH, UIEHHbINA, TIpyJAHONM U OpIOIIHON CHUMIATHYECKUH OTAENbI,
naparanriuu. OKoJIO TOJIOBHHBI CIy4daeB 3a00J€BaHUS HA MOMEHT I[IOCTAaHOBKH JIHarHosa
UMeeT IMpHU3HaKu MeractasupoBaHus. Haumbonee uacto MeracTaspl BCTpEYAlOTCS B
PETHOHAPHBIX U OTIAICHHBIX JIMM(POY3JIaX, KOCTHOM MO3Te, KOCTSX, IEYeHU U KOXKE, PexKe —
B IIHC, kpaiine peako — B JIETKUX.

OCHOBHASI THOOPMA LIS

1.

Otuosnorus HelpobIacToM 10 CUX Nop HesicHa. BHemrHue (axkTopsl NOBUAMMOMY HIPAIOT
HE3HAYUTEIbHYIO POJIb.

Onyxonu CUMIATHYECKOW HEPBHOW CHUCTEMBl XapaKTEpU3YIOTCA UIMPOKUM CIEKTPOM
muddepennrpoBkr. Ha oqHOM KOHIIE 3TOTO CIEKTpa HAXOIATCS SMOPHOHAIBHBIC OMyXOJIH
U3 HE3peJbIX KIETOK IpEeAlIeCTBEHHUKOB, KOTOPhIE BO3HHMKIM IpeHaraiabHO. Ha npyrom
KOHIIE — 3peJIble TAHTJIMOHENPOMBI.

OTH  OMyXOJM MMEIT YHUKAJIbHBIE MOJEKYJISIPHO-T€HETUYECKUE XapaKTEPUCTUKH.
[Ipumepuo B  40% cioyuyaeB HaOmomaercs  ammudukauus N-Myc — oHkoreHa
(UMTOreHeTUYEeCKH MPOSBIAETCS B BUJIE JOIMOJHUTEIBHOIO T€HETHYECKOro Marepualia B
(¢hopMe ABOWHON MHUHYTBI WM 3aIATOM, 1100 TOMOT€HHO OKpAIIeHHbIX 00JIacTeil) U moTeps
TETEPO3UTOTHOCTH B BUJE AesielNH 1p (KOPOTKOTO 1jieda 1-0if XpoMOCOMBI). DTH U3MEHEHHS
KOppEeIUPYIOT € IUIOXMM IIPOrHO30M M, KakK I[paBWIO, C HPOABHUHYTHIMH CTaJAUSIMHU
3a0osieBanusa. OHU SIBISIOTCA BAKHBIMHM MPOTHOCTHMYECKUMHU (DaKTOpamMHu M HCIOIb3YHOTCS
JUISL ONpPENENICHUs] TPy pUCKA./pyroil Ba)kKHOW IUTOTCHETUYECKOW HAXOJKOW SIBISETCS
m3menenne monaHocty JIHK B omyxoneBblx kieTkax. Pa3ivyaroT TUNEPITIOUIUIO C
IPEUMYIIECTBEHHO TpuIuiouaHbiM uHAekcoM JIHK, xoppenupyrouryio ¢ OnaronpusiTHbIM
IPOrHO30M U JUIJIOUJHBIE JINOO TeTparuionaHble (POPMBbI, CBA3aHHbIE ¢ HEOIArONpPUATHBIMU

UCXO0JlaMH 3a00ieBaHus. bosbIloe KIMHUYECKOE 3HAaYE€HUE B MIOCIIEIHEE BpeMs IpUoOpeTaeT
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oIpeziesieHUue SKCIPECCUH PELENTOpoB K HelpoTpoduHaM ((paxTopam pocra BereTaTUBHOM
HepBHOHU cucteMsbl). [Ipu 3ToM skcnpeccus perentopa trk A cBUIETENBCTBYET O BBICOKOM

BEPOATHOCTH OJIArONpPHUATHOIO MCXO0/a, B TO BpeMs, Kak Bblcokas skcmpeccus trk B

OTUYETJINBO KOPPEIUPYET C HEOTATONPUATHBIM POTHO3OM.

3nayenne TRK-A u B npu Heiipo0acTomax

TRK-A TRK-B
Knununueckas rpymnmna OnaronpusTHas ~ HeOJaronpusITHAs
Jlurang NGF BDNF
Dkcnpeccus JInraiia HET na
BrrxrBaHHE KIIETOK [a a
Huddepenumnponka a Her
AHrmorenes Wurubupyer Ycunnusaer
JlekapcTBeHHast pe3UCTEHTHOCTh Wurubupyer Ycunnusaer
3nokayecTBeHHas TpaHcpopmanuss ~ MHrubupyer YCUJIMBAET

4. Bcé 91O ompenenser yHUKaJIbHOE  OMOJIOTMYECKOE  IOBEJEHHE  HelpoliacToM

IMPOSABIAIOIICECA B PC3KOM pPa3JIMYMH B BBDKUBACMOCTH Pa3HbIX I'PYIIIT 00JbHBIX. I3BeCTHEBIN

aMEepUKaHCKUIN HCClleJoBaTeb HEHpoOJacTOMBbI CBEN BCE 3TU XapaKTEPUCTHUKU B €IUHYIO

TabuIy, pa301B OOJNBbHBIX HAa KIMHUYECKHUE MTOATPYIIIBL.

KiInHuKoO-TeHeTHYeCKue NoArpynnsbl HeiipodaacToMsl (Brodeur 2002)
XapakTepucTHKa Tun 1 Tun 2A Tun 2B
NMYC Hopma Hopma aMIIM(pUKALUSA
JHK-mjionaHoCTH IN'unepaunonaus Jdunonaust Jdunaouaust
Tpumiaonaus Terpamionaus Terpamiongus
Heseuus 1p OrcyrcTBYyeT Bapuabenbna NPUCYTCTBYET
17q - gain Peaxo Yacro Yacro
Trk-A s3xcnpeccust Bricokast Paziuynas Huskast wiim oTcyTcTBYeT
Bospacr <1roaa >1roma 1-5aer
Cragus 1,2,4S 3,4 3,4
3-x aetusisa EFS 95% 25-50% <20%

V nereit no 15 ner 3ab6omesaemocts 9 : 1 000 000

KIIMHUYECKASI KAPTUHA U IU®PEPEHIIUAJILHBIN IUATHO3




CuUMITOMBI OTIPENEISIOTCS PACIIOIOKEHUEM TEPBUYHON OIyXOJIM WIIH €€ METacTa3oB.
BHyTpurpyaHast OomyXxoJib MOXET BBI3BIBATH JIBIXaTEIFHYIO HEIOCTATOYHOCTh, OMYyXOJIb B
OpIOIIHOI TOJOCTH — HapyIICHWE MOYCHCITYCKaHHS, B TSDKENBIX CIy4asxX MPHUBOAS K
runpoHedpo3y. [Ipu pacmonokeHnu B CHMIATUYECKUX CTBOJIAX OIyXOJIb YacTO MPOpacTaeT
yepe3 MEKIO3BOHOYHBIE OTBEPCTHSI B TO3BOHOYHBIM KaHAT M BCJEICTBHE KOMIIPECCHU
CIIMHHOTO MO3Ta BBI3BIBAECT HEBPOJIOTUYECKYIO CUMIITOMATHKY BILUIOTH JI0 maparuieruu. B 15-
20% cnydaeB HEHWpOOJIACTOMBI, PACIOIOKEHHOH B 00JIACTH IIEH, OTMEYAETCS CHUHIPOM
I'opuepa.

VYV manmMeHTsl ¢ MeTacTaTUYeCKOW HeHpoOIaCTOMOM YacTO oTMedaeTcst 00JIEBOM CHHAPOM,
YXYIIICHUE OOIIETO COCTOSHUS, JINXOpajKa, 0eqHOCTh. PeTpoOynpbapHas nHPUIBTpAIHs
CIIy’)KUT TIPUYMHON XapaKTEPHBIX MEPUOPOUTATBHBIX YKXUMO30B (TEMaTOMBI B BHJ/IE OUYKOB).
JuddepeHnnanbHblii TUarHo3 MPOBOAUTCS TPEXKIE BCETO € APYTUMH SMOPHOHAIBHBIMU
OITyXOJISIMU JIETCKOTO Bo3pacTa (mpobiema auddepeHnnanbHoi IHarHOCTHKH OIYXOJIeH,
COCTOSIIMX M3 "MENKHX TOJIyObIX KpYIVIbIX KJIETOK"), a HMMEHHO C NPUMUTHUBHBIMU
pabromuocapkomamu, capkomoir HOwunra, numdoOsacTHBIMH JIUMQPOMaMU, C OCTPBHIMU
JeKeMHussMH (B CITydasiX METacTaTUYEeCKOrO TIOPaKEHUsI KOCTHOTO MO3ra), TakkKe B

3aBUCHMOCTH OT JIOKaiu3amnuu ¢ Hepoodimacromamu u omyxossimu [THC.

HeoOb1uHble npe3eHTalMU Helpo01acTOMBI

XPOHUYECKAsI Thappest
OIICOMHUOKJIOHYC (CUMITOM TaHIIYIOLIUX IJ1a3)

3a/IepKKa poCcTa U pa3BUTHUSA

cunapoM Kymmnara

MICEBJIOMBIIIIEYHAs AUCTpOoduUs

cunzpom ['opHepa

CHUHJIPOM BEpPXHEW MOJION BEHBI

ruzpouedanus (BoBJI€4EHHE MO3TOBBIX 000104€K,KaBEPHO3HBIX CHHYCOB)
ClIenoTa

MIOJIKOYKHBIE Y3JIbI

JIEUKEMUYECKNE PEaKLINH

A A

reTepoXpoMust



JINATHOCTHUKA

Jlabopamopnas ouazocmuka:
OmyxoJeBbIMH  MapKkepaMd  HEUpPOOJACTOMBI  SIBJSIOTCS  METAOOJIUTHI  KAaTEXOJAMHUHOB

(romMoBaHMJIPHAS W BaHWJIMHUHAAJIbHAs KHUCIOTHI) B CHIBOPOTKE KpOoBU U Mode (Ooiee
yyBcTBUTENbHBIA MeTo) U NSE (Heliponcneuunpuyeckas sHonasa). [loseimenue yposneit JIII,
(beppuTHHa a TaKKe TPOMOOLUTOINEHHUS - HECTIELM(PHUUHBI, HO UCHOJIb3YIOTCS KaK MmapameTp AJs

OIICHKU PHUCKA.

Hceneoosanue kocmnozo mosza:

JIJIT KCKJTFOUEHUST METaCTa3UPOBAHMS B KOCTHBIM MO3T IMPOM3BOJIUTCS KOCTHOMO3TOBAS ITyHKITUS
3 4 Touek ¢ MOP(OJIOTHIECKHM M HMMMYHOTHCTOXHMHUYECKUM HccienoBanusmu wiu 1P B
peaslbHOM BpeMeHHW. [[Isi TyHKIUH HCIONB3YIOTCS TepeaHUEe W 3aJHHe TPEeOHW KPBLUIHEB
MOAB3AONIHBIX KocTed. CTepHajbHas IyHKIHS BCJICJACTBHE BBICOKOTO PHCKA TOBPEKICHUS
OpPraHoB TpYyJHOM KIJIETKH, B YaCTHOCTH CepJua ¢ NOCIEAYIOUEH €ro TaMIOHaA0M,
3AIIPEIIEHA! Heob6xomuMo mpurotoBisth HE MeHee 7-10-TM Ma3koB KOCTHOTO Mo3ra (u3
KOKIOW TOYKH) M HE MEHEE 3 W3 HHUX OCTaBIIATh HEOKPAIICHHBIMH B apxXuBe. B HEKOTOPBIX
CIy4yasix BCJIEACTBHE BBIPAKEHHOW OJACTHON THUMNEPIUIa3UH TOJYyYCeHHE KOCTHOTO MO3ra
3aTpyJHEHO, JIMOO OuYeHb OBICTPO 00pasyroTcs CrycTku. B Takux ciydasx nenecooOpasHa
MpeIBapUTEIIbHAS TPOMBIBKA ITYHKIIMOHHON WTIJIBI PAcTBOPOM AHTHUKOATYJISIHTA, HAIPUMED,
renapuHa. HeoOxomumo cieauTh 3a TeM, 4YTOOBI Ma3KH HE TMOJYYaIHCh M3 CTYCTKOB.
Heob6xomuMo Taxke clIeIuTh 3a TeM, 4ToObl Ma3ku KM He OBLIM CIIMIIKOM TOHKHMH, TaK Kak
0O0JIbINIast YacTh OIMYyXOJIEBBIX KJIETOK OYJET HAXOIUTCS B XBOCTE M TOYHAS MX KOJMYCCTBECHHAsS
orieHKa OyzeT 3atpyaHeHa. [Ipu mopakeHMM KOCTHOTO MO3ra TakKe MPOBOIUTCS MOJIEKYJISIPHO-

TCHECTUYCCKOC UCCIICAOBAHUC.

Tucmonocuueckas ouaznocmuka:

I'ucronmornueckas kiaaccuukaius TPOBOJUTCS COTIACHO cucTeme craaupoBanus Hughes [2] u
KpuTepusaM MexayHapoaHoi kiaccuduxanuu INPC [3]. Jlns noaTBepkaeHUs IuMarHosa u
yHU(UKALUU CTaIMPOBAHUS HEOOXO0IMMO 3aKIF0YEHHE HECKOJIBKUX MAaTOJIOTr0B-pedepeHTOB.

Pe3ynbTarel MoJneKkyispHO-reHeTUYeCKUX uccienaoBanuil (Hanpumep, MYCN, usmenenus lp

XpOMOCOMBI) UCTIOJIB3YIOTCS JIsl OLIEHKH NPOTHo3a [4].

Monexynapunozenemuueckue ucciedosanuna wmetadas B JCHKEMHUECKUX KIETKAaX SBISIOTCS

TaKXE 00s13aTeIbHEIMU METOJaMU HUCCJICIOBaHUA, HGO6XO}II/IMI)IMI/I JJIA BBISIBJICHUA
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amuukanuu N-myc oHKOreHa, nenenuu lp u Bapuanta miouaHoctd JIHK, HO momxHBI
o0si3aTtenbHO comnpoBoxaaTbest aHanu3oMm JIHK nelikeMuueckux KIeTOK Kak B HMHTEp(a3zHbIX
apax, Tak U B Metadasze Meronom rubpunuzauun JIHK c ¢aroopecueHTHON MeTKOH in situ

(FISH).

Busyanuzupyrouwiue memoowi:

JUia  BuU3yanu3aluu TEpBUYHOM ONYXOJM M IOPAKEHUS PETHOHAPHBIX JIMM(OY3I10B
npumenstoTces Y3U, KT u MPT (1mo-Bo3MOXHOCTH B 3 MPOEKIUAX, 6€3 KOHTPACTHPOBAHUS U C
KoHTpacTtoMm). [lpu »TOM Uil HEpBUYHON BU3yalM3allMM PErHOHA OIYXOJH U ONpeiesieHus
Tonorpauyeckoil cTaaiuu MPUHUMNHUAILHBIM sBisgeTcs uMeHHO MPT ¢ kxoHTpacTHpoBaHHEM.
[Tpu omyxosisix, pacnoyioKEHHBIX BOJIU3U MMO3BOHOYHOTO CT0JI0A, HeoOXxoaumo npoBeaeHne MPT
COOTBETCTBYIOILIETO OTJENa JJsi MCKIIIOUEHHUS MHTPACHHHAIBHOrO mpopactanus. llpuunensHoe
V3U Takxe UCHOIb3YeTCs sl TMarOCTUKN METacTa30B B I1€YECHb.

Mera-iionOen3unryanuaua  (MIBG) otHOcuTcs K cneuu@uueckuM CHUHTUTpadUUECKUM
MapkepaMm omyxoiu. B ornenbHbix ciydasx (Hampumep, npu MIBG-HeraTuBHBIX OIyXOJIsX)
MOTYT HUCIIOJIb30BAaThCSl COMAaTOCTATHUH UM MapKUPOBaHHbIE MOHOKJIOHAJIbHbIE aHTHUTEA.

[Ipy mnonmo3peHHM Ha MeTacTa3bl II0KAa3aHO IPOBEJCHHUE CUHMHTUTPAadUU C TEXHELHEM.
[Tono3putenbHble OYaru HaKOIUIEHHS B KOCTSIX WJIM JIHOObIE 04ard B KOCTSAX, HECYIIMX OOJIBIIYIO
MEXaHMYECKYI0 HAarpy3Ky, JOJDKHBI TIIATEIbHO HMCCIEA0BAaThCA C IOMOIIbIO  JIPYIHX
BU3yalIu3upyromux Meto10B. [Ipun Meractatruueckoit HelipoOiacToMe 00s13aTENIbHO MPOBEIECHNE

MPT uepena Juist HCKJIIOUEHUS/TIOATBEPKACHNS BHYTPUUYEPEITHBIX METACTa30B.

/lpyzue neodxo0umovie memoowvl uccie008anus:

Oxokapauorpadus, aymauorpamma, Y3W u wuccienoBanue (QyHKIMH TMOYEK MPOBOAITCS Y
MalUCHTOB, KOTOPBIM MNPCAyCMaTpHUBaACTCA BBCIACHUC KapAHWO-, OTO- H He(prTOKCI/I‘IHI)IX
IpernapaToB.



Ocnoenvle meponpuamus 6 OUAZHOCMUYECKUI NEPUOO:

*  Busyamuzauus: Y3U, KT, MPT (meton Bei6opa)
¢ [lyHKuMst KOCTHOr0O MO3ra u3 3-x — 4-X ToueK
* OmnpeneneHue KOHIEHTpAIMM METAa0OJUTOB KAaT€XOJaMUHOB B pa30BOM Mode W/WUIU
KpOBH
* buoncusa onyxonu
* Ompenenenue 3Kcrpeccun N-myc OHKOreHa, trk reHoOB, aenenuu 1-oif XpOMOCOMBEL,
mrougHocty JIHK B kietkax onmyxomnu
. C g 131
Cummturpadus ¢ J-metajodobenzylguanidin (°'MIBG)
*  CuuHTUrpadus KOCcTen ckenera (TeXHEeIni)
*  VYposens peppuruna, LDH, NSE B ceiBopoTke
* Ompexaenenne TPOMOOIIUTOB
CormacHo MexayHapoaHeiM KpuTepusiMm INSS, nuarHo3 HeHpoOIacTOMBI MOXKET OBITh
MIOCTaBJIEH 2-Msl CLIOCOOaMHU
= He BbI3BIBAIOMIMI HHKAKUX COMHEHUW THUCTOJOTMYECKHI JUArHo3, MOJYYEHHbIN
BCJIE/ICTBUE OMOIICUU OIYyXOJIH
WK
=> O0Hapy’>X€HHE TUIIUYHBIX OITyXOJIEBBIX arJOMepaToB B acnupaTe Win OHonTaTte KOCTHOIO
MoO3ra + MOBBIILIEHHOE CO/IEP)KAHNE KAaTEX0JaMUHOB B MOY€ MJIH CHIBOPOTKE

Bo BTOpoMm citydae 6uoricus onyxoiu A BepuuKaluy JUarHo3a He Hy>KHa U XUMUOTepanus B

ci1ydac T aKoll MeTacTaTH4YeCKOM 00JIe3HN MOKET OBITh HauaTa HE3aMCJIMTCIIBHO.

1. CTAAUPOBAHUE

CragupoBanue HelpoOiacToMbl ocyuiecTBisercs B 2 stana. Ha mepBom atame ompezensercs
tonorpaduueckas craaus ocyiecTBisercss corjgacHo kpurepusim  INSS  (International
Neuroblastoma Staging System). Ha BTopom sTare pe3yiabTaThl ONPEACIICHHs TOOTPaPUIeCcKOi
CTaguu AHAJIU3SUPYIOTCA COBMCCTHO C JAHHBIMH MOJICKYJIAPHO-TCHECTUUCCKHUX U J'Ia60paT0pHI)IX
METOIOB UCCIIEIOBAHHS U OIPEEIISIETCS TPYIIIa PUCKA.

Onpenenenue Tonorpaduyeckoit craauu HelpoOiacTomsl corinacHo Kpurepusim INSS:

* Cragus 1: 10KanIM30BaHHAS OIIyXOJIb, IOJHOCTBIO YIANEHHAA, C UM 0€3
MUKPOCKOIIUYECKOI OCTaTOYHON 0O0JI€3HU, perpe3eHTaTUBHbBIE UIICH U
KOHTpajaTepaibHble JI/y TUCTOJIOTUYECKH 0€3 Mpu3HaKoB nopaxeHus. [Ipunexamnue u
yAanéHHbIe BMECTE C OIYXOJIbIO J1/y MOTYT OBITh [TOPayKEHbI

* Craausa 2A: 1oKanu30BaHHAs OIYX0JIb, HEMIOJIHOCTBIO yIaJd€HHAsI, pelpe3eHTaTUBHBIC
UIICU M KOHTpaJlaTepajbHbIe HEMPUIIEKAIME K OIYXOJIH JI/y - MUKPOCKOIIUYECKHU HE
ITOPAKEHBI

* Craaud 2B: 10Kanu30BaHHAas, MOJIHOCTHIO WM HEMIOJIHOCTBIO YAlIEHHAS OIYXOJIb.
WncunarepaiibHble HENIpUIIEkKAIIKe J1/y3 PU THCTOJIOTUYECKOM UCCIIeI0BAaHUU
IMOPaKCHBEI. VBeanueHHbIC KOHTpaJ1aTCPaJIbHBIC i/ Y HCraTUBHBI.



* Cragus 3: Hepe3eLMpOBaHHAas YHIIATEPaAJIbHAs OIIyXO0Jb, IEPECEKAIOIIasl CPETHIOK
JIMHHUIO ¢ Wiy 03 NopakeHUsl J1/y WIN JIOKAJIN30BaHHAsl YHUIIATEPAIbHAsI OILyXO0JIb C
MOpaXEHUEM KOHTpaJlaTepaIbHbIX JI/y WM HEpe3eLUPOBaHHASI OIIyXO0JIb, PACIOJI0KEHHAs
10 CPEeIHEN JIMHUHU C ABYCTOPOHHUM PACIpOCTPAHEHUEM BCIIEICTBUE MHPUIBTPALIUY WU
nopaxenus 11/y. CpeHeil TMHUEN SBIISeTCS TO3BOHOYHBIN CTOJO.

* Craaud 4: nucceMuHaIUs OIyXOJIM B KOCTHBIA MO3T, KOCTH, YAAJIEHHBIE TUM(OY3JIIbL,
N€YEHb, KOXKY U/WIH B IPYTHe OpraHbl.

* Craausd 4S: nokanu3oBaHHas NepBUYHAs OIyXoub (cTaauu 1, 2a umm 2b) u
JIVICCEMUHAIINS TOJBKO B TIEUEHb, KOXKY H/HIIM KOCTHBIN MO3T. Tosibko aetu 1-ro roma
xu3Hu. [lopaxkenue KM - He Bripaxeno (< 10% omyxonesbix kiietok, mIBG mist KM -
HETaTUBHO)

AJITOPUTM ompeejieHHs1 TPyNN PHCKAa B COOTBETCTBHH € TePMAHCKHUM MPOTOKOJIOM
NB2004 npeacrasjieH Ha puc.

CTAOUPOBAHUE
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Oo01mue noJIoKeHus

Jleuenne  HelpoOIACTOMBI  JOKHO — OCYIIECTBISATHCS B CHELHAIU3UPYEMOM
OHKOJIOTUYECKOM IIEHTPE B paMKax KOHTPOJMPYEMbIX HCCIeAOBaHUN. TepaneBTuyeckue
MEpOIPUATHS BapbUpPYIOT OT HaOimoneHuss 0e3 UCMHOJIb30BaHUS XUMHOIIPENapaToB 0
BBICOKOJI03HOM ITUTOCTAaTHYECKOM Tepanuu [5], [6]. CTpatudukanms MpoBOAUTCS HA OCHOBAHUU
MPOrHOCTUYECKUX (PAaKTOpOB (HAampumep, CTaaus, BO3PACT). [TonyueHnne omyxo0JyeBOrO
cyOcTpara siBisieTcs: 00s3aTeIbHbIM JUIsl HCCIIEA0BAaHUS MOJIEKYJIISIPHO-OUOJIOTMUECKUX MapKepOB



(ammu¢ukanuu N-MY C onkoreHa u aeneuuu 1p), KOTopoe IpoBOAUTCS JUIsl CTpaTU(GUKALIUN U
mupdepeHInaabHOM  AMATHOCTUKM € JI0OpOKAYeCTBEHHBIMH  TaHIJIMOHEHpOMaMu  Mpu
JIOKQJIW30BAHHBIX CTAaIUAX Jake IpH OJHO3HAYHOM KIMHUYECKOM KapTHUHE (IOBBILICHHE
ypoBHEH MeTabOJIMTOB KaTeXOJaMHHOB, THUIMYHAs KapTHHA MpU BU3yaIM3allUH, YETKOE
Hakorienue MIBG).

Jlokann30BaHHbIE OMYXOJIM WIHM OMYXOJH 4S CTaAuU y MIIAJCHIIEB MOTYT MOJBEPraThCs
perpeccun. B 3THX cily4asX QOCTaTOYHO JIMIIb HAOJMIOJEHUE WM IPOBEJIEHUE YMEPEHHO
MHTEHCUBHOW  XMMHUOTEpANuu IpU HAPYLIIEHUH (QYHKIHMHA OpraHoB (Hampumep, cHaBIICHUE
MOYEBBIBOSIIUX ITyTEH) WIK IPU YPE3MEPHO OOJIBIIOM 00bEME OIYXOJIH.

JleueHre mNaMUMEHTOB TPyl BBICOKOTO PpHUCKA IPEAyCMATPUBAET HCIOJb30BaHUE
MaKCHUMaJIbHO arpeCCUBHOM TaKTUKH, BKJIIOYAIOIIEH ONepaluio, XUMHOTEPAIINIO, ayTOJIOTUUHYIO
TpaHCIUIAaHTAIIMI0 KOCTHOIO Mo3ra u/minu obmydenue. Ha ceroassiuHuil aAeHb CTaHAApTHBIM
CUMTAETCs TMPOBEIACHHE KOHCOJUIUpYIOUIeH Tepanuu (HaOpUMep, C HCIOJb30BaHUEM
PETHUHOEBOI KUCIIOTHI).

KOHHGHHI/ISI JICUCHUA JOJIKHaA 633Hp0BaTBC$I Ha OJHOM M3 MCKAYHAPOAHBIX IIPOTOKOJIOB,
MIOCKOJIBKY B CHJIy PEIKOCTH 3a00JIeBaHHUS JIMILIb B HUX MPOAHAIM3UPOBAH U AKKYMYJIUPOBaH
OIIBIT THICSY OOJIBHBIX 32 MHOTIO JIET. B JAaHHBIX CTaHAapTax AJid Poccum MBI HCTTOB30BAIN OIBIT
JIeYeHUsT HEUpoOJIaCTOM IO M3BECTHOMY TepMaHckomy mporokorny NB2004. CormacHo emy
CYLIECTBYIOT pPa3/IMYHbIe KOHLENIUHU Tepanuu Ui OOJIbHBIX BBICOKOTO M CPEIHEro pHucka, a
TAKXKE I 6OJIBHI>IX, Haxoasamuxcs 1o H36HIO}IGHI/I€M.

Benenue 00bHBIX, HAXOAAMUXCA Mo HaOoaeHueM (''Oservation Group')

Kpurepusmu oTHeceHHs JaHHOTO OOJIBHOIO B IPYIILY HAOJIOIEHUS SBISIOTCS:

* Cragus 1: Bce BozpacTHble rpyIisl ipu otcytctBur MY CN amruindukanum

* Craaus 2:Bce Bo3pacTHble Ipynnbl npu oTcyTcTBUM MY CN ammnudukanuu u aenenuu 1p
*  Craaus 3: 6onpHble <2 sieT ¢ orcyrctBUeM MY CN amruindukanuu u neneuuu 1p

*  Cranus 4S: 6onbHble <1 roga (o onpenenenuro) npu orcyrctsud MY CN ammundukanum

B cnyuae nporpeccun 3a0oneBaHusi 60JIbHOW MOXKET OBITH MEPEBEAEH B IPYIITY CPEAHETO WU
BBICOKOr0 prcka. OnHaKko He JI'000e U3MEHEHUE pa3MepOB OIYXOJIH JOJKHO TPAKTOBAThCS Kak
nporpeccus. [Iporpeccus 3a0oneBanus onpeaenseTcs cleayonuM o0pa3oM:

*  Craguu 1-3: nosBieHue J00bIX OTAANEHHBIX METACTA30B
*  Craaus 4S: yBelnHUeHHUE OMMyXOJIEBBIX KJIETOK B KOCTHOM Mo3re 6onee 10% nubo mosiBieHne
METAacTa30B MHBIX JOKAJIN3alUN (HE B KOXKE U HE B [I€YEHHU), T.€.IIEPEXO0]I B CTaAUIO 4
* JlroOo# JOKaNbHBIM POCT MEPBUYHON OINMYXOJHM WM NPOTrpecCHpyolias OpraHoMeraius,
BEYyIIUE K MOSBIICHUIO YTPOXKAIOUIUX KIMHUYECKHX CUMITOMOB, & UIMEHHO:
o Cepbé3Hoe yXyameHue o0IIero COCTOSTHUS
o Cepb€3Hble 3aTpyJHEHUS MUTAHUs, BEAYLINE K IOTEpE Beca
o JlpIxaTenbHas HEOCTaTOUYHOCTb, ONpe/eiseMas 10 HEOOXOAUMOCTH B JOMOJHUTEIBHON
MOAICPKKE KUCIOpo1oM wiH 110 3aaepxkke CO, B kpoBu 6o1ee 60 mmHg
o Cocyaucras HEIOCTaTOYHOCTh, OINpejesisseMas [0 TUINOTEH3MHM WIW TUIEPTEH3UH B
COOTBETCTBUU C BO3PACTHBIMU HOPMaMU apTEPHAILHOTO J1aBJICHUS
o IleuéHouHas HEOCTATOUHOCTD, ONpeeIsieMas 0 KPUTEPUSIM MEYEHOYHON TOKCUYHOCTH
3 cTeneHu MO YPOBHSIM OuiupyOuHa, (puOpUHOreHa WM TPOMOMHOBOIO BPEMEHHU B
cootBeTcTBUU ¢ NCI-CTC Mex1yHapoIHBIMU KPUTEPUSIMH TOKCUYHOCTH.
o IloyeuHass HeOCTATOYHOCTb, ONpeeNsieMasl 0 HAapacTaHWIO YPOBHEW MOYEBUHBI WUIIU
KpeaTHHHHA, a TaKXKe 10 MOSBJIECHUIO THIpOypeTepa Uil ruApoHePppo3a.



<‘,> HabniopeHne —p

o HoBoe BOBjedYeHHE B MPOIECC CIMHHOMO3NOBOIO KaHAJIA MO JAHHBIM KOHTPOJBHOIO
MPT, HE3aBUCHUMO OT HAJIMYUS WJIM OTCYTCTBUS CUMIITOMOB.

o HenmoctatroyHOCTh IpyruxX OPraHOB UM CUCTEM.

TepaneBruueckuil 1iaH s Tpynnbl OOJBHBIX HAXOJAIMIMXCS MO/ HAOIIOAEHUEM MPECTABIICH
Ha PUCYHKE

bes nporpeccuu
6e3 cumnTtomos: —»
bes neueHun

nporpeccus /
yrpoxaiowme
CMMNTOMBI

[

Ha6niogeHue 12 mec. (getn21 roga)
MK A0 KoHua 2-ro roga (getm <1
roga)

CR: HabnwoaeHue

el
T

No CR: onepauua

CrabunbHoe 3a60neBaHMe/perpeccun: OTKa3 OT Xumunortepanum

i : : Makc. 4xN4,
PROG —» M M M ecnv nporpeccums,

Tepanua no MRG

Nporpeccua po 4-ovi ct. —» Jleuenue no HRG ans 6-x 21 roaa (M no MRG ans 6-x< 1 roaa)

Benenne 00/1bHBIX CpeIHEro puCKa

B rpynmy G0ibHBIX CpeIHEro pHcka, BKIIOYAIOTCS MAlUEHTbl ¢ HEHpOOIacTOMOW, €ClIM OHU
OTBEYAIOT CJIETYIOIIUM KPUTEPUSIM:
Cramus 2: Bce Bo3pactHbie rpymmbl ¢ oTcyrctBueM MYCN ammiudukanmm, HO ¢
nenenuent 1p
Cragus 3: 6onbHbIe <2 jieT ¢ otcyTcTBUeM MY CN ammuuduxanum, Ho ¢ neneuueit 1p

Cragus 3: GosbHble >2 ser c¢ orcyrctBUeM MYCN ammm@ukanuy HE3aBHUCHUMO OT

craryca 1p
Cragus 4: 6onbHble < 1 rona ¢ orcyrerBueM MY CN ammundukanum

BonbHble 3 rpynnbl HAOIIOAEHUS € Iporpeccrueit 3a00aeBaHus

TepaneBTudeckuii 1aaH A1 OOJIBHBIX CPETHET0 PUCKA MPECTABICH HA PUCYHKE

N4 Bmecto N5/N6 ana neten<6 mec.

&

N5

N6

N5

N6

N

N5

S?

Benenue 001bHBIX BHICOKOTO0 PUCKA

N6| |N7| |N7

N7

N7

13-cis-RA

13-cis-RA

B rpynmy Oo0JIbHBIX BBICOKOTO PHCKa, BKJIIOYAIOTCS MAIMEHTHI C HEMpoOIacToOMOil, eciau OHu
OTBEYAIOT CJIETYIOIIUM KPUTEPUSIM:

Cranus 4: Bce 6osbHBIE cTapie roja HezaBucuMo oT MYCN craTtyca

Craguu 1-3/4S: Bce Bo3pacTHble rpyiisl npu Hanuuuu MY CN ammnndukanuu

TepaneBTudecKuii 1aaH A1 OOJIBHBIX BEICOKOTO PUCKA MPE/ICTABIICH HA PUCYHKE



N4 Bmecto N5/N6 ansi peten<6 mec.

EBRT

L,

N6

N5
R é? $?

<:> s
m Ns| Ine| |ns| [ne] [ns

¥ .
N5] [N6] [N5| |[N6| | ASCT 11 13-cis-RA 13-cis-RA
EBRT
/
N6| | ASCT [i?ﬁ-cis—RA 13-cis-RA

TepaneBaneCKHe IJIEMEHTBI

TepaneBTtuuecknii 3jement N4 (NB2004)
Kpurepun i1 npoBeaeHuss JaHHOTO TEPANEBTUYECKOTO JIEMEHTA:

e Tlporpeccus 3aboneBanus y O0IbHBIX, HAXOIAIMIMXCS 0] HAOIIOCHUEM WU

MIPUCYTCTBUE YIPOKAIOIIUX CUMIITOMOB B MOMEHT JIMarHo3a y O0JIbHOTO U3 IPyHIIbI

HaOIOIEHUSA

* Jletu <6 MecsLeB, OTHECEHHBIE B IPYIILY CPEIHETO WIIK BHICOKOI'O PHCKa

o Jleiikomutsl >2000/MM°, rpaHymonuThl >500/MM°, TpoMGOIHTEL >50 000/MM’

1 2 3 4 5 6 7

CYTKM

Vincristine

MESNA

Doxorubicine

Cyclophosphamide

15 mg/m3xd d1,3,and 5 30 min
0.75 mg/m3xd d1,3,and 5 push
300 mg/m2xd d1to?7 30 min
3x60mg/m*xd d1to?7 push

0, 4, and 8 hrs after cyclophosphamide

[03bl AN geteii 21 roga, ANA MAapeHUEB — CM. Tabanyy
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/lo3upoBKa NMpenapaToB B 3aBUCUMOCTH OT Bo3pacTta B 0Jioke N4

aetm <1 ropau
60nbHble <10 Kr

aetn >1 ropa

doxorubicine

vincristine

cyclophosphamide 10 mg/kgxd

0.5 mg/kgxd

0.025 mg/kgxd

15 mg/m3xd

0.75 mg/m3xd
maximum 2 mg

300 mg/m2xd

day 1,3 and 5 infusion 30 min

day 1, 3, and 5 iv. push

day 1-7 infusion 30 min

MESNA®®

3x2 mg/kg

3x60 mg/m?

day 1-7 iv. push 0, 4, 8 hrs after CYC

hydration

50 ml/kgxd
plus orally ad lib.

2000 ml/m?xd

day 1-7

TepaneBTtuuecknii 3jement N5 (NB2004)

Kputepuu 11 npoBeieHUs JTaHHOTO TEPANIeBTUUECKOIO AJIEMEHTA!

JIeHKOInTEI >2000/MM3, TUMOITATHI >1000/MM3, TpoMOOIIUTHI >50 000/Mm° (3a

HCKIIFOUCHHEM OOJIBHBIX C IIOpa’XCHUEM KOCTHOI'O MOSF&)

Crenenb oToTokcuyHOCTH <2 (T.€. moTeps <2 dB na 2 kHz, Heo0xoaquma aynuomerpus!!!)

VYBenuueHnue KpearuHuHa He Oosiee, ueM Ha 150% oT BepxHeil rpaHuilbl HOPMBbI, KIIUPEHC 10

kpeatHHuHy >70 Mr/MuH x 1,73 M°
OTcyTCcTBHE PU3HAKOB HH(DEKINN
Bo3zpact >6 mecsies

Cisplatin
Etoposide
Vindesine

I G-CSF

Hydration

-

9 CYTKM

40 mg/m*xd d1tod 96 hrs
100 mg/m*xd d1to4 96 hrs
3 mg/m*xd d1 1hr

(maximum 6 mg)

>d 9 until WBC >10/nl

10 pg/kg Ans mobunmusauum CTBOMOBbLIX KIETOK

5 pg/kgxd s.c.

3000 mi/m*xd day 1to 6

0o3bl Ans geten 21 roga, 4ns MnageHueB — cM. Tabnuuy
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/lo3upoBKa npenapaToB B 3aBUCUMOCTH OT Bo3pacta B 0Jioke N5

aetm <l ropau

6onbHble <10 Kr

petn >1ropa

Cisplatinum 1.3 mg/kgxd

I
Etoposide 4.2 mg/kgxd
Vindesine 0.1 mg/kgxd

40 mg/m2xd

100 mg/m3xd

3 mg/m2xd
maximum 6 mg

day 1 infusion 1 hr

Hydration containing

2
Mg, Ca, and K 3000 ml/m?xd

3000 mi/m?xd day 1-6

TepaneBTuuecknii 3jement N6 (NB2004)

Kpurepun 11 ipoBeIeHUS TAaHHOTO TePaNeBTUIECCKOTO DJIIEMEHTA!
e Jleitkouutst >2000/Mm°, mumdormrer >1000/MM°, TpomGoruTer >50 000/MM° (3a
UCKITIOYCHHEM OOJIbHBIX C TIOPaKEHUEM KOCTHOT'O MO3Ta)

* VBenuueHue KpeaTuHuHa He Oosiee, ueM Ha 150% oT BepxHeil rpaHuLIbl HOPMBbI, KIIUPEHC 110

KpeaTuHuHy >70 mu/muH x 1,73 M

* OrcyTcTBHE IPU3HAKOB UHPEKIUU

* OrtcytcrBre npu3HaKoB Kapauomuonatuu (Heodxoaumsl IKI' u 3xoxkapauorpagpus!!!)

* Bo3spact >6 mecsieB

1 2 3 4 5 6 7 8 9 10 CyTKM

Vincristine

Dacarbacine

Ifosfamide

Doxorubicine

G-CSF

Hydration

1.5 mg/m?xd d1and8 1hr
(maximum 2mg)

200 mg/m?xd dito5 1hr

1500 mg/m?xd d1to5 120 hrs
npepbiBaTh BO BpeMs MHAY3nmn gakapbasuHa

30 mg/m?xd d6and7 4 hrs

5 pg/kgxd s.c. >d 10 until WBC >10/nl

10 pg/kg ons mobunmsaumum CTBONOBbIX KNETOK

3000 ml/m2xd day1to7
with MESNA 900 mg/m2xd

[o3bl Ans aete 21 roga, AnNs MnageHuUeB — cM. Tabnuuy
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day 1-4 continuous infusion 96 hrs

day 1-4 continuous infusion 96 hrs



/lo3upoBKa npenapaToB B 3aBUCHMOCTH OT Bo3pacta B 0Jioke N6

aetm <1 rogamn

>
6onbHble <10 Kr Aetn >1 ropa

2
Vincristine 0.05 mg/kgxd 1,5 r!‘g*"“ xd day 1 and 8 infusion 1 hr
maximum 2 mg
|
Dacarbacin 6.7 mg/kgxd 200 mg/m3xd days 1-5 infusion 1 hr
Ifosfamide 50 mg/kgxd 1500 mg/m3xd days 1-5 continuous infusion 120 hrs
Doxorubicine 1 mg/kgxd 30 mg/m?xd day 6 and 7 infusion 4 hrs
MESNA®® 30 mg/kgxd 900 mg/m2xd days 1-7 continuous infusion 120 hrs

TepaneBTuuyeckui 3jaement N7
Kpurepun 11 ipoBeIeHUS TAHHOTO TePaNeBTUICCKOTO DIIEMEHTA!
e JleMKOIUTEI >2000/MM3, TUMOITATHI >1000/MM3, TpoMOOIIUTHI >50 000/Mm°

*  OrcyTcTBHE NIPU3HAKOB TSHKENON MH(DEKINU

I I I | I | | | Cyclophosphamide 150 mg/m*xd d1to8

MESNA 3 x 30 mg/m*xd d1to8
0, 4, and 8 hrs after cyclophosphamide

1 2 3 4 5 6 7 8 days

Ho3npoBKa npenapaTtoB B 3aBUCUMOCTU OT Bo3pacTa

aetu <1 roga mn

etn >1 roga
6onbHble <10 kr A A

Cyclophosphamide 5 mg/kgxd 150 mg/m2xd days 1-8 orally (or 1hr infusion)

MESNA® 3x1 mg/kgxd 3 x 30 mg/m? days 1-8 orally 0, 4, 8 hours after CYC

PerunoeBas kucjaora
* Tepanusg peTHHOEBOM KHUCIOTOM HauuHaercs poBHO uyepe3d 30 gued mnocie gHA 0
aytosiornyHoit TKM
e Jlna ymeHblIeHUS MOOOYHBIX 3()(PEKTOB JeueHUE PETUHOEBOM KHUCIOTOW HE JOJIKHO
IIPOBOAMTHCS MapajljiesibHO ¢ 00iydeHrneM. Tak Kak Majo BEpOSITHO, UTO JIyuyeBas Teparus
HayHETCS B TeUeHHWE Ommkaiimero mecsna mocie aytTolTKM, To pekoMmeHmyercs, TO
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pexomMeHayeTcst mpoBecTd 1-blii  14-7HEBHBIM LMK C PETUHOEBOM KHUCIOTOM, 3aTeM
IIPOBECTH JIYYEBYIO TEPAIMIO U CIEAYIOINNA IUKIJI C PETUHOEBOM KHUCIOTOM HAa4aTh HE paHee,
yeM yepe3 7 JHEW Mociie OKOHYAHUS JTy4eBOM TEpaIuu.

o Jleiixorutsl >2000/MM°, MeYEHOUHAS TOKCHYHOCTH He OoJee 2-0i CTeNeHH, HOPMAJIBHBIN
YPOBEHB KaJbLUs B CBIBOPOTKE.

*  OrtcyTcTBHE NPU3HAKOB TSHKENON MH(PEKINU, MyKO3UTa U AepMaTtuTa nocie ayto TKM.

*  MonHuTopuHr OOIIEr0 aHaiW3a KpPOBU, IMEUEHOYHBIX MPOO, DIEKTPOIUTOB (OCOOEHHO
KaJIbLUsl ), KpeaTUHUHA U TPUIIIMLIEPUAOB Ha 1-blif, 8-0i1 1 15-1 AHU Ka)K0ro LUKJIA.

RA S RA B RA I RA B RA Il RA o O 0
N I e e e T v e e e e e v v

0 2 4 6 8 10 12 14 16 18 20 22 24 26 28 30 32 34 36 38 40 42 44 46 48
Heaenu

PeTMHOEBaA KMCNOTa Ha3HavaeTca B Ao3e 160 mr/m? B cyTKM B 2-3 Npuéma B TeyeHme 14 gHei ¢
nocnegyowmm 14-gHeBHbIM NepepbiBOM. Bcero nposoantca 6 LMKAOB, @ Nocsie 3-X MecAYHOro
nepepbiBa NPOBOAAT AOMOJHUTENBHO ewé 3 Takux UMKna. [JonyckaeTca BCKPbITUE KaMncyn
PETUHOEBOW KMCNOTbI U CMELUMBAHWE NpenapaTa C MOJIOKOM UM MOPOXKEHbIM.

TepaneBTtuuecknii 3jemeHt N8 (NB2004)
Kputepuu 114 npoBeieHUs JTaHHOTO TEPANIeBTUUYECKOIO AJIEMEHTA!

* [lanments! crapiie 1 roga u3 rpyImmsl BBICOKOTO pUCKa

¢ JlelKOLUTEI >2000/MM3, TUMOITATHI >1000/MM3, TpoMOOIIUTHI >50 000/Mm° (3a
UCKJIIOYEHHEM OOJIbHBIX C MOPaKEHNEM KOCTHOI'O MO3ra)

* VBenuueHue KpeaTuHuHa He Oosiee, ueM Ha 150% oT BepxHeil rpaHuLIbl HOPMBbI, KIIUPEHC 110
kpeatHuHy >70 Mr/MuH x 1,73 M°

* ne4y€HOYHAasi TOKCUYHOCTh He Oosiee 2-0if cTeneHn

*  OrcyTcTBHE IPU3HAKOB UHPEKIUU

starts 6 hrs after CYC day 1

| | | | | | | Cyclophosphamide 100 mg/m*xd d1-7 1hr
starts 6 hrs prior to Topotecan day 1

A

0, 4, and 8 hrs after cyclophosphamide
I | | Etoposide 100 ma/m*xd, d 810 1hr
I G-CSF 5 pg'kgxd s.c. =d 12 until WBC >10/nl
Hydration 2000 mlimxd d1-7

1 2 i 4 5 6 T 8 9 10 11 12 cytku

Jlo3upoBKa NpenapaToB B 3aBUCUMOCTH OT Bo3pacTta 0Jioke N§
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Aetn £1 ropga

aetu >1 roga, ansa 6onbHbLIX <10 Kr Ucnonb3oBaTh
Ao3upoBaHue Ha kr Tena (1m2~30 kr)

Topotecan not applicable

Cyclophosphamide not applicable

Etoposide not applicable

1.0 mg/m*xd

100 mg/m?xd

100 mg/m?xd

days 1-7 continuous infusion 168 hrs
starts 6 hrs after cyclophosphamide

days 1-7 infusion 1 hr, starts 6 hrs prior to
topotecan

infusion 1 hr

MESNA®® not applicable

3 X 20 mg/m?

days 1-7 iv.-push at 0,4, and 8 hrs after CYC

XHUpypruyecKuu 3ran

HNuaunnuanbHoe XHPYPIru4Y€CKo€¢ BMEIIATC/ILCTBO

XUpypruyeckoe BMEIIATEIbCTBO HEOOXOIUMO TMpexJae BCero [yl BepudUKaluu

THCTOJIOTMYCCKOI'0O AMardo3a 1 MnmoJiydCHusa MaTepuajia (C HCIIOJIb30BAHUEM TEXHUKH «IITOKOBOID»

3aMOPO3KH) I MOJIEKYJISIPHO-OMOJIOTHYECKOTO MCCIICIOBAHMS, W JIMIIb B OTIEIBHBIX CIydasix

A yAaJICHUA HCpBH‘IHOﬁ OITYyXOJIH. Taxxxe BO BpeMs OIlcpalvii HNPOBOJAUTCA YTOYHCHUC

CTa/IMPOBAHUS HA OCHOBAHHM MPOTSHKEHHOCTH OMyXOJM (IEPeXo]l Yepe3 CPeAUHHYIO JIMHUIO,

nopaxkenne JTUMQpoy3soB). NHUIIMATEHO TTOJIHOE UCCEUEHUE OIMyXOJIM MOXKET OBITh BBITTOJTHEHO

JJIA OTACIBHBIX 0OJIBHBIX TOJIBKO IIpru YCJIOBHU HHU3KOI'O pHUCKa XUPYPIrUUCCKHUX OCJIO0KHEHHU.

Crnenyer u30erarh Kajeudamux orepanuid (pe3eKiusl MBI Ha 3HAYUTEITLHOM MPOTSKEHUH,

NepBUYHas HEQPIKTOMUS, pe3eKIHUs OOJBUIMX YYaCTKOB KHUIIEYHUKA, MPUBOASAIIAS K

BO3HHMKHOBEHHIO CHHJIpPOMa KOpPOTKOM Kumiku). CroxkHbple OosblliMe ONEepaluu C LEJbIo

YAAJICHUA OIIYXOJIM MOIyT OBITH OommpaBAaHbl TOJIBKO B CiIy4ac HAJIUYHUA KU3HCYTIPOXKAIOMINX

CHUMIITOMOB JJId 0O0JILHOTO BCJIICACTBHUEC CHABJICHHUA HCPBOB, AbIXATCJIIBHBIX HYTefI, KPYIIHBIX

COCYOB IIOCJIC CIICHUAJIbHOI'O KOHCHUJIINYMa. B CJIyd4ac BOBJICUCHHA CIIMHHOMO3IOBOI'0 KaHajla U

HaJIMYNS KIMHAYECKOM CHMIITOMATHKH CAAaBJICHUA CIIMHHOI'O MO3ra XHUMHOTCpAIIUA SABJIACTCA

Ooiee OpeANnOYTUTCIIBHBIM METOA0M, YEM XUPYPTHUICCKOC UCCCUCHUC OITYyXOJIH.

"Second-look" onepaumus.

[Tocne xumuoTepanuu pe3ekius cBsizana ¢ 0ojiee HU3KMM PUCKOM pa3pbiBa KaICyJIbl OIYXO0JU U

JOJDKHA OBITh HpenrnpuHsTa mnociae 4-ro win 6-ro 6inoka xumuorepanuu. Ilpu stom puck

OTepalMy JIOJDKEH OBITh COQJAHCHPOBAH C BBITOJAMH XHPYPTHYECKOTO YIAICHHS OITYXOJIH.

[ToaTomy pagukaibHOE MUKPOCKOIMYECKH MOJIHOE UCCEYEHHE OMyXoiu He Tpedyercs. Hanuuune

MUKPOCKOITMYECKOTO M JaK€ MAaKPOCKOMMYECKOTO OCTaTKa OMyXodHW jaomyckaercs. [lpu

HCO6XO)II/IMOCTI/I U HH3KOM PHCKE XHPYPrud€CKOro BMCEIIATCIILCTBA BO3MOKHA IIOBTOPHAA

"Second-Look" onepanus nocine 6-ro 6;10ka XUMUOTEPAIIUU 10 Hayaia 00JydeHusl.

[Tocne ny4eBoil Tepamuu XHUPYPTUYECKOE HCCEUEHHUE OMYXOIH MOXKET OBITh 3aTpyAHEHO

BcueacTBue (pubpo3a B 00JaCTH OIMyX0JM, HHAYIUPOBAHHOTO 00MydeHreM. C Ipyroi CTOPOHBI

YCIICIIHOC XHUPYPTUUYCCKOC HCCCUCHHUEC OIYXOJIM MOXKET IO3BOJIMTH 3HAYUTCIIBHO YMCHBLIIWTD

10JIA O6J'Iy‘I€HI/I$I nin Jgaxe II0OJHOCTBIO OTKa3aTbCA OT J'IyLIGBOI\/II TCpaIrinu. HOSTOMy BCC

XUPYPTUICCKUC BMECIIATCIBCTBA JOJIKHBI ITPOBOAUTECA 10 nyquoi/'I TCpaIriunu.
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Heo6xomumo nomuepkHyTh, uTo Aake OonbHbIE ¢ [V cragueit 1 MY CN ammmndukanuein uMeroT
MIPEUMYIIECTBA B BEDKMBAEMOCTH B CIIy4asX MOJTHBIX U CyOTOTAIBHBIX PE3CKIIUN 10 CPaBHEHHUIO
¢ mpocto ouornicueit omyxonu (S-nmetusast EFS — 20%+6%, 18%+8% u 10%+9%) cooTBEeTCTBEHHO

JlyyeBasl Tepanus

HeiipoGiiacroma OTHOCUTCS K PalnOUyBCTBUTENIBHBIM OITyXOJIIM, TEM HE MEHEE POJib 00JyueHuUs
emie He ompeneneHa a0 KoHna. HemaBame myOnukanum ucciepoBanuss CCG-3891 cmornum
TOJIBKO ITOKa3aTh npeumyiiectsa ayToTKM mo cpaBHEHMIO ¢ NOJAECPKUBAKOLICH Tepanuei,
OJIHAKO HE OOHAPYXKWJIO pa3IUYMUid MO YPOBHIO JIOKAJIbHBIX PELMJIMBOB, KaK Cpelu OOJbHBIX
nozseprumxcst ayToTKM (22%+12% y 6oabHbIX, nonyunBmux 10-20 GR nokanbHOMN J1yueBoit
tepanuu 1 10 GR TBI mpotus 35%+10% y 601pHBIX 63 TOKaIBHOM JIy4eBoi Tepanuu, p=0,36),
Tak M Cpeld MNalMeHTOB, IOJYy4YaBLIMX TOJIBKO MOAJepkuBarolyo Ttepanuio (52%+8% vy
601bHbIX, noayuuBmKuX 10-20 GR nokaneHO snydeBoit Tepanuu npoTuB 50%+7% y GoIbHBIX
6e3 TakoBou, p=0,55). B repmanckom wuccienoBanuun NB90 Taxke HE yaanoch IMoOKa3aTh
IIPEUMYILECTB JIOKAJIbHOM JydyeBOoW Tepanuu. [103ToMy JIOKambHas dydeBasl Tepanus MOKa3aHa
TOJIBKO JJIs1 OOJIbHBIX C aKTUBHOM OCTATOYHOI OMYyXOJIbI0 Hocjiie 6 KypCcOB XMMHUOTEpANHUH 0
ayrosiornyHoit TKM. OcTarouHasi onyxoJib onpeaenseTcsi Kak akTUBHAsL:
* Ecnu ona HakammBaer MIBG (nns onyxoneit nnunuansno MIBG no3utruBHbIX
* Ecnu ona nakarumBaeT Octreotide (g onmyxoneit nnunuansHo MIBG HeraTuBHBIX, HO
Octreotide MO3UTHUBHBIX)
* Ecnu npoucxoIuT HesCHOE HakoIieHHe KoHTpacta npu MPT tomorpaduu (Toabko Jist
OIlyXO0JI€H, KOTOpPBIE OBLIN MOJTHOCTHIO HETATUBHBI PU MHUIMAJIBHON CLUUHTUTpadun)

JlokasbHYIO0 JIy4yeBYyIO TEpamui0 PEKOMEHIYEeTCsl HauyuHaTh Kak MOXHO ObIcTpee Iocie
crabunm3anuu coctosgHus nociae ayToTKM. OpHoBpemMeHHOE MpoBeAeHHE OOIydeHHUs] U
PETUHOEBOI KHCIIOTHl JIOJDKHO OBITh 3alpElIEHO HU3-32 CEphE3HBIX MOOOYHBIX 3(PPEKTOB U
Tepanusi peTUHOEBON KUCIOTOW JOJKHA OBITh IpepBaHa BO BpeMs oOiayuyeHus. B Hacrosiiee
BpEMSl PEKOMEHJIyeTCsl HapyKHO€ OOJIydeHHE OCTAaTOYHOW OIyXOJIM IIOClie IPOBEIEHUs
XUMHOTEPAIUH.

JlyueBas Tepamus MpOBOJUTCS HAa JMHEMHBIX YCKOPHUTENAX ¢ dHeprueit or 4 MeV mo 8 MeV.
Ob6nacTh 00y4YeHHs] — 3TO aKTUBHAsI OCTaTO4YHas omyxousb + rpanuna 1-2 cm. ToranbHas nosa
coctaBisieT 36-40 I'p B Bune exxenneBHbIX (Ppakmuit 1,6-2,0 I'p. OGiayuaeMbiii 00bEM JOIKEH
ObITh KaK MOXKHO MEHbBIIE, M XOTS BO MHOTUX CIIy4asX JOIlyCKaeTcsi oOiyueHue ¢ 2-x
OIIO3ULIMOHHBIX MOJIEH, HEOOXOAUMO CTPeMUTHCA K 3D KOHPOPMHOMY OOIYyUEHHUIO MUILIEHH.

Moandukanus repanuu

[Ipu pa3BuUTHMM pPEUUAMBOB BO3MOXHO IPHUMEHEHHUE JPYTHMX TEparieBTUYECKUX OIMIIMM,
HarpuMep, HCIOJIb30BaHUE TepaneBTuuecknx 103 MIBG B komMOMHamuum ¢ HapyXHBIM
o0y4yeHHeM, HOBBIX IIUTOCTAaTUKOB B paMkax I/II ¢a3bl uccnenoBanus u ip.)
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TpaHncuIaHTaAllUA KOCTHOIO MO3ra Ipu HelpodJiacToMe y JIeTei.

Kpurepuu 1i1g npoBeeHUs JaHHOTO ayTOJOTHYHON TPAaHCIUIAHTALMU KOCTHOI'O MO3ra:
* [lauueHTH BBICOKOM TPyl PUCKA
o Jleiixorutsr >2000/Mm’, mamdormtsr >1000/Mm’, TpoMGowmTs >50 000/Mm
* neyéHOYHas TOKCUYHOCTh He 0oJiee 2-0l CTEeNeHH
*  OTOTOKCHUYHOCTBH <2 (T.¢. moTeps <2 dB na 2 kHz, neo0xoquma ayauomerpusi!!!)
* VBenuueHue KpeaTuHuHa He Oosiee, ueM Ha 150% oT BepxHeil rpaHu1Ibl HOPMbI, KIIUPEHC 110
kpeatHuHy >70 Mmr/MuH x 1,73 M°
* OrtcytcrBre npu3HaKoB Kapauomuonatuu (Heodxoaumsl IKI' u 3xoxkapauorpagpus!!!)
* OrtcyTcTBUE IPU3HAKOB UHPEKIUU

I I I I Melphalan 45 mg/m2xd d-8to-5 30 min
I Etoposide 40 mg/kgxd d-4 4 hrs
I | | Carboplatin 500 mg/m2xd d-4to-2 1hr
I CD34+ stem cells >2 x 10%/kg do
| G-CSF 10 pg/kgxd s.c. 2d 2 until >10/nl WBC
Hydration 3000 ml/m?xd day -8 to -1

. . . . . . . . . . N no3bl ana aeten 21 roga, ANA MnageHUeB — cM. Tabnuuy
-8 -7 &6 5 -4 3 -2 | 0 1 2 CyTKu

Jlo3b1 y 1eTedd B 3aBUCUMOCTH OT BO3pacTa

Aetn <1 ropga v 6onbHble <10 Kr

c MYCN amnandukaumen Retu >1 ropa

melphalan 1.5 mg/kgxd 45 mg/m2xd days —8 to -5 infusion 30 min
etoposide 40 mg/kgxd 40 mg/kgxd day —4 infusion 4 hrs
carboplatin 16.6 mg/kg 500 mg/m?xd day —4 to -2 infusion 1 hr
stem cells >2 x 10° cD34 cells/kg >2 x 10° CD34 cells/kg day 0

Oco0eHHOCTH CONPOBOIMTEIBHOM Tepanuu

ConpoBoautenbHas Tepanus g NPOPUIAKTUKU IMOOOYHBIX 3(P(EKTOB SBISIETCA
o0si3aTebHBIM KOMIIOHEHTOM B MHTeHCHBHOM (aze IIXT. Ilpu yruereHMHM KOCTHOMO3IOBOI'O
KPOBETBOPEHUS HCIOJIb3YIOTCS pOCTOBbIe (pakTophl. Tak Kak B Tepanuu MPUMEHSIOTCS HEPPO-,
0TO- U KapJUOTOKCUYHBIE IIPEnapaTsl, HEOOXOAMMO PETYJIIPHOE UcciaeioBaHue QYHKIUI MOYeK,
cepaua M ciayxa.
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KonTpoas 3p(pekTHBHOCTH Tepanum U KATaMHe3

OrneHka OTBEeTa OIyXOJIM Ha TEPANI0 OCYLIECTBIIETCS ITyTEM OBTOPHOM BU3YyalH3aluU
U HCCIIEIOBaHMS OIyXOJIEBBIX MAapKEPOB BKYIIE C KIMHUYECKON KapTHHOM 3a0oseBanus. s
YTOYHEHHMSI COCTOSTHUS PEMUCCUU UCTIONB3YIoTCs kputepun INSS [1].

JlJis MOHUTOpPUHTA PEMHUCCUU Y TAIIUEHTOB C HEHPOOIacCTOMON MPOBOJATCS PErYJISIPHbBIE
oOcieoBaHUSl C KOHTPOJIEM H3HAYAIbHO IOJIOKUTEIbHBIX MapKepOB, BU3yAIH3allMU U
UCIOJIb30BaHUs APYTUX METOJO0B UCCIEI0BAaHUS IPU MOJ03PEHUH Ha penuauB. B karamues
TaKxe OCJIO)KHEHUN  (HEeQpOJIIOrMyecKux,
KapAHOJIOTMYECKUX, HApYILIEHUs POCTa, CIyXa).

OO6m1ast MPOIOJDKUTEITFHOCTh KaTaAMHECTHYECKOTO HabmoeHus aocturaet 10 et uz-3a

BKIIOYACTCA MOHUTOPHHT INO3JHUX

BO3MOXHOCTH BO3HUKHOBCHHUSA MO3AHHUX PECLHUAMWBOB U OTAAJICHHBIX HOCHGI[CTBI/Iﬁ TCpaImnu.
Oco0eHHO MHTCHCHBHO OCYIIECTBIISICTCS HAOIOJCHUEC B TEUCHUE HECKOJBKUX TEPBBIX JIET
MOCJIC TIOCTAaHOBKH JMArHo3a.

[Ipodunaktuka 10 HaCTOSIIETO BpEMEHHU OTCYTCTBYET. PaHHSISI 1MarHOCTUKA ¢ TOMOIIbIO
O6H3py>I(GHI/I$[ MeTa6OJ'II/ITOB KaT€XO0JIaMHMHOB B MOYC TCOPCTHYCCKHU BO3MOXHA, OJHAKO BO
BCErePMaHCKOM SITUICMHOIOTHYSCKOM HCCIICIOBAaHUH €€ TI0JIh3a JUISl OTACIIBHBIX MMallieHTOB
1 0011eCTBa B II€JIOM He ObLIa moaTBepxacHa [§].

BouabHbIe, HAXOASAIMECS O HAOII0AeHueM 0e3 0CTATOYHOM OIYX0JIH

1-ii rox

2-0¥ — 5-1 roabl

ITocie 5-ro roga

Kinununueckasi oneHka
KAaTeX0JIaMUHBI B MOYe
Y3U/P-rpacdus rp. KjIeTkn

Kaxabie 6 Hegean

Kaxkaplie 3 mecqaa

Kaxablie 6-12 mecseB

LDH u NSE

C ka:xxabiM 3a00poM BeHO3HOH KpoBH BO Bpemsi MPT niu

CUMHTHUIpPapuu

MPT

Yepes 3 mecsia nocJjie onepamum, B JajbHelleM T0JIbKO B
cjayydae NMoAo3puTeabHbIX pe3yabTatoB Y3U u P-rpadgun

CuuHTHrpadus

TOJILKO B CJIy4ae NO03PUTeNbHbIX pe3yjbTaToB Y3U n

P-rpaguu

BOJ’IBHLIe, HaXoJsIIuecs Mo HA0JII0eHHEM ¢ 0CTaTOYHOM OIMyX0J1b10

1-ii rox

2-0¥ — 5-1 roanl

ITociae 5-ro roga

Kinununyeckasi oneHka
KAaTeX0JIaMUHBI B MOYe
Y3U/P-rpacdus rp. KJIeTKH

Kaxabie 6 Hegean

Kaxkaplie 3 mecqaa

Kaxabie 6 mecseB

LDH u NSE

C kaxxabIM 3a00poM BeHO3HOH KPOBM BO

CUMHTHIpPapuu

Bpemst MPT nin

MPT

1p. B 6 mec., ecan
nepBUYHAs
OIYX0J1b Y¢TKO
BuaHAa Ha Y3U, B
COMHMT. CJIy4asix
1p. B 3 mec.

Kaxabie 12
MecAaleB

PyTuHHO HeT, eciu
Bcé OK

CumHTHrpadus

Kaxabie 6 mecsinieB 10 HOpMAJTU3ALUU
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boabHbIe CPE€AHET0 MU BBICOKOI'0 pPUCKaA

1-ii rox

2-0¥ — 5-1 roanl

ITocie 5-ro roga

Kinununyeckast oueHka
KAaTeX0JIaAMUHBI B MOYe
Y3U/P-rpacdus rp. KJIeTKH

Kaxnabie 6 Henean | Kaxxabie 3 Mmecsina

Kaxnabie 6 mecsieB

LDH u NSE

C ka:xxabiM 3a00poM BeHO3HOH KpoBH BO Bpemsi MPT niu

CUMHTHIpPapuu

Kasxknabie 6 MecsilieB, HO TOJILKO €CJIM NPH

MPT Ka:xknapie 3 mecsina NnpeAlecTBYOIEeM 00CIeJ0BAHNM elé
HMEJHUCh OTKJIOHEHHS] OT HOPMbI
Cuunrurpadus Ka:kaple 6 mecsinieB 10 HOpMaJIU3ALUKT

HccaenoBanye KOCTHOIO
Mo3ra u3 4-X ToYeK

Kaxabie 6 MecsineB 10 HOpMATU3aALHUHU

IKI'/axoxkapauorpagus,
ay1MoMeTpHsl, KOHTPOJIb
¢pynkuuun nouek, TSH, fT3,
fT4, kpussblie pocra,
10JI0BOE pa3BHTHE

B ko

HIE¢ KAXKAO0I0 rojga

Kaxkapiid 2-0ii roja

JAucnancepHoe Ha0J/0IeHUE
YcaoBus nepeaayn nanueHTa neauaTpy (0HKOJIOry/reMaToJsiory) mo MecTy *KUTeJIbCTBA.

[TanmeHT mMepemaercst meauarpy (€ciau ecTh JOIKHOCTh — OHKOJIOTY/TEMAToNIoTy) IO MECTY
KUTEIHCTBA TPU HAIWYUU TONHOW pemuccud. llegmatp (OHKOJIOT/T€MaToyior) MO MECTY
KHUTEIbCTBA PYKOBOJCTBYETCS PEKOMEHIANMSMH, ITaHHBIMH CIICHUAINCTAMU YUYPEKICHHUS,

IMPOBOAMBLICTO JICUCHUC.

Baknunanus.

* B mnepuon nedeHus BakIMHAIUA HE MPOBOAUTCS (MCKIIOUEHHWE COCTABISACT BaKIIMHAIUS
MPOTHB renatuta B, KOTOPYIO MOKHO MPOBOAWTH HA (hOHE TEpaIluU IO CICIUATBHON CXeMe
JUTSI AMMYHOKOMIIPOMETHPOBAHHBIX MAIIUEHTOB).

* Ilocne okoHYaHMS Tepanvu MPU YCIOBUM HAJIUYMS MOJTHOM PEMUCCHHM BAaKIUHALIMIO MOYKHO
MIPOBOJIUTH B MOJTHOM 00BEME, UCKITIOUNB KUBHIC BAaKIIUHBI.

OcHoBHbBIE 110J10KeHHUS IPH PA3BUTHH APYTUX 3a00J1eBaHMUIA.
* HWHdexnum — ToiaTeNbHbII MOHUTOPUHI JIEHKOIMTOB KPOBH, KaK MOKHO Oojiee paHHEe
aHTHOAaKTepUAIbHON  Tepamnuu,
IIPOTUBOBUPYCHOM U IPOTUBOTPHUOKOBOM TepaIuy.

HavaIo KOMILIEKCHOM

Counaanaﬂ H IIcuxoJorniyecras peaﬁmmTauml

Bo03Mo:KHOCTH NPeObIBAHNSI B OPTAHM30BAHHOM KOJIJIEKTHBE.

* He xenarenpHa HA IEPHO]] IPOBEICHNUSI HHTCHCUBHOM TEpaITiH.

* OrpaHuyeHa OSMHUIEMHOJIOTHYECKON CHTyallued ¥ KIWHHUKO-TA0OPATOPHBIM CTaTyCOM
MAlMEHTa B MIEPUOJ MMPOBEACHUS MOIICPKUBAIOIICH TepaIny.

* He orpanundena mocje OKOHYAHUS MMOICPKUBAIOIICH Teparuu.

B03MOKHOCTH HAIPY30K U 3aHATHI CIIOPTOM.

*  @usnyeckue Harpy3KH He KeaTelIbHbI B IEPUOJT TPOBEACHUS NHTEHCUBHON TEPAIUH.

* OrpaHuyeHbl KIMHUKO-JIA0OPAaTOPHBIM CTaTyCOM MaleHTa B IEpPHOJ IPOBEICHUS
MTO/ICPKUBAIOIEH TepaUu.

pu HE00X0JUMOCTHU
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» Ilocie OKOHUaHMS NOAJEPKUBAOIIEH TEPAIIMKM OTPAHUYEHBI TOJBKO PA3BUBILEHUCS B IEPUOLT
JIeYeHUsI NAaTOJOTHEHW OIPHO-ABUIATENIBHOIO allliapaTa WIA TSKEIBIMH COIYTCTBYIOIIMMH
3a0osieBaHusAMU. [1py uX OTCYTCTBUU HE OrpaHUYEHBI.

Br100op npodeccun.
Hukaknx orpaHnyeHuil Her.

OTHolIeHHE K POKACHHUIO 1eTeH.
Hukakux orpanuuenuit HeT. Puck pa3Butus HeipoOIacTOMBI Y TOTOMCTBA MUHUMAJIEH.

YcaoBus, He00X0AMMBIE 1JIA POBEIeHUS ONTHUMAJBHOM Tepanun

TpeOGoBanusi K XMMHOTepPANIUH

Jlo3a, CpOKM M JUIMTEIbHOCTh BBEJIEHHUS XMMHOIPENApaToB [OJKHBI OBITh B CTPOrOM
COOTBETCTBUM C BBIOpaHHBIM TEPANEBTUYECKUM IPOTOKOJIOM. 3aMeHa IpernapaToB, MPOIYCKU
BBEJCHUS, W3MEHEHHME J03bl, JUINTEIBHOCTH WIM OYEPENHOCTH BBEACHHUS IIPENapaTroB HE
nomyckatores. [Ipurorosienne npenapaTos A BBEACHUS TOJKHO ITPOU3BOIUTHCS B BBITSHKHOM
mkady MpoUeTypHON MEIUIUHCKONM cecTpo W KOHTPOJMPOBATHCA JI€YAIIMM BpPAYOM.
[Ipenapatel, TpeOyrolue IUTENBHOTO KamelbHOTO BBEACHUS U HH(Y3HOHHBIE PACTBOPHI
JOJKHBI JI03UPOBAThCS aBTOMaTHYECKUMHU HarHeTaTeNIbHBIMU yCTpoicTBaMu (MH(py30MaTaMu U
nepdys3opamu). Beenenue Bcex XUMHUOINpPENapaToB OCYIIECTBISETCS B IIEHTPAIbHBIN BEHO3HBIN
karerep (LIBK). [lepen BBeaeHneM XuMuonpenapaTroB HEOOX0AUMO yOeIUThCS B MPAaBUILHOCTU
crosuusa LIBK, npoBepuB Hanuuue obpaTHoro toka KpoBu. Ilpu oTrcyTcTBHMM 0OpaTHOro TOKa
KpoBu BBeneHue xumuonpenaparoB B I[[BK Henmonmyctumo. Ilpyn BBIHYXIEHHOM BBEICHHUH
XUMHOIIPENapaToB B nepudepruueckre BeHbl, MPEANOYTUTEILHO BBEICHUE B BEHbI Thljla KUCTH, a
B CJIyyae BBEJICHUS! BUHKPUCTUHA 3TO yCJIOBUE SBIsETCS 00s3arenbHbIM. [Ipu teuenun nereit 1o
1 roga u jgereil co 3HAUUTEIBHBIM ACPUIMTOM Macchl TeJa, /1032 XUMHUOMPENapaToB JO0KHA
OBITh peyLIUPOBaHA B MIPOINOPILIUHU, OTIPEAECIECHHON TEPAIEBTUYECKUM IIPOTOKOIIOM.

TpebGoBanus K MaJIbIM MaHUILYJISIUAM

[ToctanoBka IIBK, myHKIMST KOCTHOTO MO3ra U JIIOMOanbHAash MYHKIUS JIOJDKHBI OBITh

BBINIOJIHEHBI 110/ 00Iel aHecTe3uedl. BO3MOXKHO BBINOJIHEHHE MYyHKLUHWHW KOCTHOTO MO3ra u

JOMOaIbHOM MyHKUMK Oe3 oOmiell aHecTe3suu y JeTeil cTapliuX BO3PACTHBIX TPYMI IO

MEJIULMHCKUM ITOKA3aHUAM U IIPU UX COTJIACUU.

* lenrpanbubiii BeHo3HbIM Karerep. Ilamumentam c OJIJI mpennouyTuTenbHa YyCTaHOBKA
teuionoBeix [IBK mmmrensHOTrO CTOSHUS.

* Ilpu ucnonp3oBaHuu nepupepUYECKUX BEH MPEANOYTUTENbHA KaTeTepu3alus BEH ThlIa
KHUCTH.

+ JlromMOasibHbIE TYHKUOUHM JUIS BBEICHHUS XHMHOIIPENapaTOB HEOOXOJMMO MPOBOJIUTH B
YCJIOBMSX YACTON MaHUITYJSIMOHHOM. [locie BBejeHus IpenaparoB MalMeHT TOJDKEH 2 yaca
HaxOJIWUTbCS B TIOJOKEHUM JI€Ka HA JKABOTE C NPUIOJHATHIM KayJalbHBIM KOHIIOM
[TI03BOHOYHHUKA JUIsI aJE€KBAaTHOIO JOCTyNa XUMHOIPENApaToB B JIMKBOPHYK) CHCTEMY
TOJIOBHOTO MO3ra.

TpeOGoBaHusl K CONPOBOANTEILHON Tepanuun

JUis aneKkBaTHOrO BBIMIOJIHEHUS TEpaleBTHUECKOr0 IPOTOKOJIAa HEOOXOAUMO CTPOroe
co0JII0ICHUE TPUHIIUIIOB COTIPOBOIUTENILHOM TepanuH.

* CBOEBpEMEHHOE 3aMellleHue MpenaparaMu KpoBH.

* [Ipodunaktrka nHOEKIHIA.

* AJekBaTHas MHTEHCUBHAs Tepanus pa3BUBLICHCS HHEKIIH.

* AJekBaTHOE MHUTaHUE, IPU HEOOXOAUMOCTH — NapEHTEPATIbHOE.

* TmarensHoe coOmoaeHNEe OaTaHca KUIKOCTH (BBEICHHON-BBIBEICHHOM ).

* AHTUAMeTHYECKas MPO(PUIAKTUKA U TepaIusl.

*  KonTpons u TmarensHbii yxon 3a LIBK.
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TpeGoBanus K YCJIOBHSIM COJIEPKAHUS U YXOAY

* ¥YXoj 3a poTOBOH MOJIOCTHIO: 4 pa3a B A€Hb MOJOCKAHHUE MOJOCTU pTa AC3UHPUIUPYIOLIIMU
pacTBopamu (Hampumep, BOAHBIM pacTBopoM xioprekcuauna 0,05%, pactBopom Braunol
ni Betaisodon), 1-2 pa3a B geHp o0OpaOoTKa MOJOCTH pPTa BSKYIIMMHU CpEACTBAMHU
(Kamillosan).

*  TINATENbHBIA, HO IMIAJAIIUN YXOJ 32 3y0aMH M JECHaMH; HCIIOJIb30BaHUE TOJIKO MSTKHX
3yOHBIX IETOK WM POTOBOTO JYyIIa; NP TPOMOOUMUTONCHHH WM PAHUMBIX CIH3UCTHIX
WCIIOJIb30BaHUE 3YOHBIX MIETOK JODKHO OBITH MCKIIOYEHO, BMECTO 3TOTO 00paboTka pra
PacTBOPOM XJIOprekcaMea U BSKYIIMMHU CPEICTBAMHU.

* 1pH aedeKTax CIU3UCTON MOJIOCTU PTa: UCKIIOYUTh UCIIOJIb30BAHUE 3YOHBIX IIETOK

* [Ipodunakruka 3anopoB u napesa kumeynuka: [Ipu 3anopax nakrynésa per os (Win Ipyrue
ciiabuTeNbHbIE IMpenapaThl), €CIU BO3MOKHO - OUUCTUTENIbHAS KIIU3Ma.

» JlesuH(peKuus KOXH: €KEAHEBHOEC MBIThE IO AYIIEM WIA OOTHpaHWE BOIHBIM PAaCTBOPOM
XJIOpreKCcuanuHa, 00paboTka Malepaluuid W HOBPEXACHUH pacTBOPOM OpUIUIMAHTOBOM
3eJICHHU.

* HeobOxonuma exenHeBHas Je3UH(EKIUs MecTa MNpeObIBaHUA OOJBHOTO C TMOMOIIBIO
JIe3pacTBOPOB, OAaKTEPULIMIHBIX JIaMII, IPU HAJUYMUU arpaHyJOIMTO3a — €KEJHEBHAs CMEHA
MIOCTEJILHOTO U HATEJIILHOTO OEJIbs.

* 00s13aTesibHA JIMYHAS] TUTHEHA POAUTENEH U MOCeTUTENeH, MbIThe PYK NEpCOHaNa IpU BXOJE
B majnaty (0oKc).

* JKenarenpHo HanMuue B ajatax BO31yXOOUYUCTUTENEH

TpeGoBanusi K MHTEHCMBHOM Tepanuu

[Ipu nedeHnn OGOJBHOTO C OHKOJOTHYECKUM 3a00J€BaHMEM HEOOXOIUMO OBITh TOTOBBIMHU K
Pa3BUTHIO TSDKENBIX OCIOKHEHUN TpeOyrommx Oe30TiaraTeibHOd HWHTCHCHUBHON Teparuu.
Heob6xomgumo nammuue B crpykrype JIIIY, mpoBoasimiero XuMHOTEpamuio, OTACIICHHS WIH
najaTehl WMHTCHCHBHOM Tepanuu, OCHAIICHHOTO BCEMHU HEOOXOIUMBIMH TIpermapataMu W
o0opysoBaHuEM JUIsl BeACHHsI OOJBHOIO C TSDKEIOW JbIXaTeNbHOM U CEpAEYHO-COCYIUCTOMN
HEJIOCTAaTOYHOCTHIO, CENTUYECKHMM U JAp. BHAAMH IIIOKAa, T€MOPPArdu4eCKUM CHHIPOMOM,
MMOYEYHOM HEIOCTAaTOYHOCThI0O H Jp. HeoOXxogumMo wuMeTh BO3MOXXHOCTH TPOBEICHUS
AKCTPAKOPIOPATLHOM JETOKCUKaUK (TemMoauanus), anmnapatHoit MBJI.

TpeGoBanuss K HAJIMYUIO CHEUHMAJMCTOB U Jie4eOHO-IMATHOCTHYECKHX ILIOIIAJ0K
CMEKHBIX CIelHAJIbHOCTEM.

JIITY, mpoBojsiee J€UYCHHE IMAlMeHTa C HEUpoOJIacTOMON JOHKHO HMETh B CTPYKTYpE
oTheneHue (manaTy) aHECTEe3HOJOTHMU-peaHUuMallM, OTJEJIeHHE XHUPYpPrHH, CIOCOOHOE
BBITIOJIHSITh TOpaKajdbHbIE M a0JOMHHAJIBHBIC OIEpallid JTFOOOM CTENeHu CIOKHOCTH. Kpome
TOro, HEOOXOJAMMO HMMETh B IITaTe SHAOKPHHOJOTra, HeBpomarojora, okymucta, JIOP-Bpaua,
OO0s13aTesIbHO ~ HaJMuMe  [MTOJIOTMYECKOH, HMMYHOJOTHYECKOH,  OaKTepHOJIOrHYeCcKOH,
OMOXMMUYECKOU U HKCIIpecc-1abopaTopuu.

IIpornos

[IporHO3 3aBHCHUT OT CTaauu 3a00JIEBaHUS; S-TIETHSS BBDKUBACMOCTH JISi BCEX CTaJHA
coctaBisier 65%. Ilpu rnokanm3oBaHHOW omyxomu oHa coctaBisieT 95% (cramum 1, 1) m
npumepHo 75% (cranus 11I), B To Bpems kak npu yerBepToi craguu — 30-40%. MonekynsipHo-
reiernyeckue (Gaxktoppl (MYCN, wusmeHeHuss lp XpoMOCOMBI) SBISIOTCS 3HAYUMBIMU
(axTopamMu POTHO3a U UCTIONB3YIOTCS ISl TEPANIEBTHUECKON CTPAaTU(PHKAIIIH.

21



OcCHOBHBIE Pe3VJLTATEI IPH ONTHMAJLHON Tepanuu
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Puc. Ucxonst 214 60npHBIX cO cTanusmu 2-3 HelipobiacTombl B uccienoBanusx NB90 u NB97,
PETPOCIIEKTUBHO  KJIACCU(DHUIIMPOBAHHBIX  COTJIACHO HOBBIM  ONpPEACIECHUSM B TPYyMIy
naomoenus (3-x netrsst EFS 84%+3%, 3-x netuss OS 98%+1%)
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Puc. Ucxonpt 496 OonbHbIX co ctaausamu 1/4S HeilpobimacTtoMbl B uccienoBaHusx NB90 u

NBO97, perpocnekTuBHO KiIacCH(UUIHUPOBAHHBIX COTJIACHO HOBBIM OIPEAEICHUSIM B TPYIITY
Ha0monenus (3-x netnsist EFS 88%+1%, 3-x netnsst OS 97%+1%)
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Puc. EFS u OS y 746 GonbHbIX ¢ 4-0l cTajguel B 3aBUCUMOCTH OT uccienoBanus. NB79 n=72,
NB82 n=79, NB85 n=141, NB90 n=228 u NB97 n=226.

Bynymmue HanpaBienus
L{enbto HACTOSIIMX UCCIIEOBAaHUM HEHPOOIIaCTOMBI SIBJISIETCS BHIICHEHHUE MEXaHU3MOB
CIIOHTAHHOM perpeccuu U AUPHEepeHLUPOBKHU OMyXOJIH, YTOUYHEHHE TPOrHOCTUUECKHUX (PaKTOPOB

C MIOMOILBIO MOJIEKYJIIPHO-TE€HETUYECKOTO aHaIM3a (MUKPOUMIIBI U JIp.) ¥ pa3paboTKa HOBBIX
TepaneBTUUYECKUX MOIX00B.

Opranuzanus Ka4ecTBeHHOI J1eye0Hoii moMouu 00/1bHBIM HelipoOJiacTomoii B Poccun
TpeOyeT BHITIOJIHCHHS CJICIYIONINX YCIOBUM:

—  JKéctkoe CO6J'IIOI[€HI/IC MHWHHUMAJIBHOI'0 JUAarHOCTUYCCKOI'O aJIrOpUTMa

— CraHgapThl OepaTUBHBIX BMEIIATENbCTB, BBICOKOA03HON XUMHUOTEPAIInH,
Jy4E€BOW Tepanuu

— TouHoe onpeneneHre rpynibl pucka

Onpenenenre HanboIee ONTUMAIBHOTO JICYEHUS B 3aBUCUMOCTH OT TPYTIIIbI
pucka B ycnoBusix Poccuun

BrinosiHeHUE UX BO3MOKHO TOJBKO MPH YCIOBHHU OPraHU3alUH OTKPBHITOrO MPOCHEKTUBHOIO
KOHTPOJUPYEMOTO MYJbTHIIEHTPOBOTO UCCIICIOBAHUS
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