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BBenenue
AKTYaJILHOCTb MCCJIEIOBAHUS

Heiipobnactoma (HB) — sMOproHanpHas Ommyxosib CUMIATHYECKOW HEPBHOU
CUCTEMBl, BO3HHUKAIOIIAas B TNPOLECCE BHYTPUYTPOOHOIO WM PAHHETO
MOCTHATAJIBHOT'O 3TAINIOB Pa3BUTHUS peOCHKA U3 CTBOJIOBBIX KJIETOK HEPBHOT'O IPEOHS.
OTo caMas 4YacTasi SKCTpaKkpaHHUal bHas COJMJHAS OIyXOJib, KOTOpasi B CTPYKType
BCEU 3JI0KAYECTBEHHOM NMATOJOTHM COCTABISIET 8%. VCKIIOUMTEIBHBIMU YE€pTaMHU
HEHUPOTeHHBIX OMYyXOJeH SABIAIOTCS KaK CIHOCOOHOCTh K CIIOHTAHHOM perpeccuu
oOpa3oBanusi (0OBIYHO y JeTel B Bo3pacte 10 18 MecsieB) WM K CO3PEBaHUIO
(nuddepennpoBke) B J10OpPOKAYECTBEHHBIM BapMaHT — TaHIIMOHEBPOMY,
WHyITUPOBAHHOMY JICUCHHEM, TaK U arpECCUBHBIN HEYNPABISIEMbIN POCT, U OypHOE
MeracTtazupoBaHue [1].

buonorunveckoe mnoBefeHUE U KIMHUYECKas Pa3HOPOIHOCTh YHUKAJIBHOTO
3a0osieBaHus «HEWpoOIacTomMay JeJaloT ero JICYeHUE KpailHe CIIOKHOM 3ajadei.
[TpuOAM3UTENHEHO MOJIOBUHA TAIMEHTOB C OMPEICICHHBIM BapUAHTOM TEUECHHS
nporecca u3neunBaloTcs mnpakruuecku B 100% ciayyaeB € HMCIOIb30BaHHEM
Je3CKaIUpoBaHHON Tepanuu. OcTaBiascsi TMOJIOBUHA, K COXKAJEHHUIO, HMEET
HEONMAroNpUATHBIA TMPOTHO3; TMOKA3aTeld BBDKMBAEMOCTH OTOW TPYyNIbI €lBa
nocturator 50% paxke mpu UHTEHCU(PUKALUU TPOTPaMMbl M HCIIOIB30BAHUH
JIOTIONIHUTENbHBIX OMNIMA WMMYHHOTO W TapreTHoro JedeHusi. CoBpeMeHHas
cuctemMa CTpaTru(UKAMU TAIMeHTOB Ha TPYNIbl PUCKA YYUTHIBAET TIOMUMO
KIIMHUYECKUX MapaMeTpoB  (BO3pacT, JIOKalu3alus, pacnpoCTPaHEHHOCTb
mporiecca), Takxke ructonorumdeckue (knaccudukamus INPC-Shimada system
([T]nternational [N]euroblastoma [P]athology [C]lassification), KOMTH4YECTBO KIETOK
C MHUTO30M M aronTO30M) U F€HETUYECKHUE (XPOMOCOMHBIE adeppalnu, CTaTyc reHa
MYCN, neneuus nokycoB 1p36 u 11q, yBenuueHue AJIMHHOTO IJie4a XPOMOCOMBI
17 m nap.) AeTepMUHAHTHI, MIOWAHOCTH [7, 8]. B rpymmy ¢ OmarompusTHBIM
MPOTrHO30M BKJIIOYAKOTCS IETH B Bo3pacte mitadme 1,5 net, umeromue craauto 1, 2
nwmn 4S5, 0e3 ammuupukanuu renHa MYCN u cermeHTapHbiXx abeppauuid, ¢

noynrcoMuent kiaetok. Cpeau NpoMeXyTOUHbIX (PaKTOPOB MPOTHO3a Y JeTel cTapiie
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1,5 ;mer MOXHO BBIIEIUTH HAJIMYME JIOKAJIW30BAHHOW OIYXOJIH C MOPAXKEHHUEM
TuM(paTUUYECKUX Y3JI0B, y aeTel miuaaue 1,5 ner — MeTracTaTu4eckoe MopakeHue
KOCTEM M KOCTHOro Mo3ra, orcyrctBue amrumndukanuu MYCN u cerMeHTapHbIX
XpoMocoMHBIX abeppanuii. K ¢akropam HeOIaronpusTHOrO MPOTHO3a OTHOCSATCS
BO3pacT IMamveHTa crapuie 1,5 JeT, MeTacTaTM4ecKoe NOPAKEHHE KOCTEN M
KOCTHOTO MO3ra, HajJu4he CErMEHTapHbIX XPOMOCOMHBIX abeppaiuil (aenenus
cyorenomepHoit obnactu (del 11p36), nenenust KOPOTKOTO Iiedya XpoMOCcoMbl 11
(del 11q), yBenuuenune KopoTkoro rieda xpomocomel 17 (17q+), ammiudukamus
MYCN), nenuddepeniupoBannbiii Bapuant Heipodsactombl mo INPC-Shimada
system, BBICOKMH MHUTOTHYECKMH UWHAEKC. B rpynme HHM3KOro pucka
peLUANBA/TPOrPECCUPOBAHUS MOKHO OFPAHMYUTHCS TOJIBKO HAONIOAEHUEM, TOTIA
KaK B TPYIINE BBICOKOTO pPHUCKA HCMOJb3YETCd MAaKCUMAabHbIE HWHTECHCHUBHBIC
MYJIETUMOJIAJIbHBIE TPOTPAMMBI.

OnHuM W3 AUCKYTaOEIBHBIX BOMPOCOB HA CErOAHSIIHUNA JIEHb OCTaeTCs
PEXUM KOHIUITMOHUPOBAHHS, 0COOCHHO €ro YCUJIEHHUE C MOMOIIBIO IBYX3BEHbEBOM
(wm TaHAEeMHOMN) BhICOKOMO03HOM monmmxumuorepanuu (BIAITXT) ¢ ayTomoruunoi
TpPaHCIJIAHTAIIMEH TeMOIOATUYECKUX CTBOJIOBBIX KieTok (ayroTI'CK). B
JIOTIONIHEHWE K TEKYIIeH Tepamuu HEHpoOIacTOMBbI TPYMIbl BBICOKOTO pHUCKA B
HACTOSIIIIEE BPEMSI M3YUAETCs PAJl CTPATETUi, B KOTOPBIX MTPOBOAUTCS KIIMHUYECKAs
onleHka Ha Oonee 500 wucciemoBaHUSAX, TMPEICTABICHHBIX Ha MOpTaie
www.clinicaltrials.gov, cpeau KoTOpbIX OKono S50 HCCIIeIOBaHUA ITOCBSIICHO
pazpaboTke UMMyHoOTepanmuu Yy neredd. OqHako, Ja)ke HECMOTPsT Ha TaKHe
KOJIOCCAJIbHBIC JOTIOTHEHUS K JICUCHUIO HEUPOOIACTOMBI TPYIIIBI BHICOKOTO PUCKA
pEIUANBA/IPOTPECCUPOBAHUSI, JIOJTOCPOUYHAS BBDKUBAEMOCTh JE€TEH paHHETO
BO3pacTa yApydYaeT ¥ TpeOyeT HOBBIX M YITYUIICHHBIX TEPAMEBTHUECCKUX CXEM. 3a
MOCJIeTHEE NIECATHIICTHE JIeYCHHE OOJMBHBIX HEHPOOIACTOMOUN TPYIIBI BHICOKOTO
pUCKa peIUInBa/TIPOTPECCUPOBAHNS IBOIOIMOHUPOBATIO C BKIIOUYECHUEM IS
JIeYeHUsI MUHUMAJIbHOTO OCTaTOYHOTO 3a00s1eBaHus OMOIOTUYECKON Teparuu.

Crenenn pazpadorannocTu TeMbl. B nuccinegosanuu LMCE2, npoBegeHHOM

BO CDpaHI_IYSCKOM HalMOHAJIbBHOM  HHCTHUTYTC 3APaBOOXpPAaHCHHA, BIICPBBIC
5



COoOOIIIEHO O ©€30MacHOCTH U TONEepabeNbHOCTH JIBOMHOM BBICOKOJO3HOMU
nomuxumuorepanuu ¢ aytolT'CK [66]. B kauecTBe nepBoi KOHCOMUAAIMUA OBLIN
UCIIOJIb30BaHbl TEHUIIO3U[, KAPMYCTHMH M ILHUCIUIATUH (WM KapOOIUIaTUH), B
Ka4yeCTBE BTOPOM — BUHKPHUCTHH, MeJdaliaH u TotajgbHoe 0bmyuenue tena (TOT). K
COXKaJICHUIO, B JIaHHBIA NWIOTHBIA TPOEKT OBUIM BKIIOUEHBI NAIUEHTHl C
pedpakTepHbIM TEUEHHEM 3a00J1€BaHUS; TOKA3aTENH 2- U S-JI€THEN BBIXKUBAEMOCTHU
coctaBmin 36% u 32% coorBercTBeHHO. B 3To0if paboTe akueHT cienaH Ha
00CYyXJIEHUU BOIMPOCOB HEOOXOAMMOCTH MCIIOJIb30BAHMS IBOMHOM TpaHCIUIaHTALIMH
y TAalKUEeHTOB C TMO3JIHUM OTBETOM Ha HHAYKIHMOHHYIO TEparuio, aJJAuTUBHOU
TOKCUYHOCTH TaHAEMHOTO0 pPEXHUMa C BO3MOXHOCTBIO NPHUMEHEHHS B CXeMax
KOHJIUIIMOHUPOBAHUS MEHEEe TOKCUYHBIX MIPEenaparTosB.

HecMoTps Ha onyOnMKOBaHHBIE TaHHBIE, OCTAETCS PsAJl CHOPHBIX BOMPOCOB,
KacaloIUXCsl BO3MOKHOCTHM W HEOOXOAUMOCTH TPUMEHEHHS JBYX3BEHBHEBOIA
BAIIXT ¢ ayroTT'CK y marnueHToB, MEPBUYHO CTPATUDHUITUPOBAHHBIX B TPYIITY
BBICOKOTO puCcKa peIUANBa/IPOrPECCUPOBAHUS, HCIIOJIb30BaHUS B
KOHCOJIUJIALIMOHHBIX PEeXHMax IMpenaparoB ¢ COXPAHHEHHOW CIIOCOOHOCTHIO K
MUEN0a0IaTUBHOCTH, HO C MEHbBIIIEH cyMMalre Tokcudeckoro s dexra, a Takxke
BIUSIHUA UMMYHOTepanuu aHTUGD2 MOHOKIOHAJIbHBIMU aHTUTEIaMU Ha
MOKa3aTesId BbKUBAEMOCTH MallMEHTOB.

eab uccaenoBanus

L]envio Hacmoswe2o uccnedosanus cTaiaa peTpo — U MPOCIIEKTUBHAS OLEHKA
PUCK-aJanTUPOBAHHOM TEpaNuy y AeTeH ¢ HEHPOOIACTOMOM, a TaKKe MOAUPUKAIIHS
JICYeHUS C WHTCHCU(UKAIMEW KOHCOMUAAIMU M TOCTKOHCOJIUAAIMK B TPYIIE
BBICOKOTO PHCKa PELUINBA/TIPOTPECCUPOBAHUSI.

3agaum ucciae10BaHus
1. IlpoBecT aHanmu3 OTHAJIEHHBIX PE3YyJIbTATOB JICUCHHS] MAI[UEHTOB C

HENpPOoOIacTOMOM, TEPBUYHO CTPATHU(HUIIMPOBAHHBIX B TPYIIBI HU3KOTO,

IIPOMEKYTOUYHOT'O ¥ BBICOKOT'O pHCKa PEeLUIMBA/IPOTPECCUPOBAHUS.

2. OUeHUTHh WCXONBI B TEPANEBTHUECKUX TPyNIax ¢ W 0e3 MpUMEHEHUs

BBICOKOI[O3HOI>1 IMOJIMXUMHOTCpAIINN C TpaHCHHaHTaHHeﬁ TEMOITIO3THYCCKUX
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CTBOJIOBBIX  KJETOK Yy  MAaUUMEHTOB  TPyHIbl  BBICOKOIO  PHCKa
peuuanBa/IPOrPeECCUPOBAHHS.

3. Ilpoananu3upoBarh 3pPEKTUBHOCTD JIEUEHUS MALIUEHTOB C HEWPOOIACTOMOM
Ipynnbl  BBICOKOIO  pHUCKA  PElUAMBA/TIPOTPECCUpOBaHMs ¢ U 0e3
UCIIOJIb30BaHUs MACCUBHOW MMMYHOTepanuu aHTUGDZ2 MOHOKIOHAIbHBIMU
AHTUTEJIAMHU.

4. OueHuThb 0e301acHOCTb UHTEHCU(UKATUU KOHCOJIUAALUN U
NOCTKOHCOJUAAIMK Yy TAalMEeHTOB, MEPBUYHO CTPATU(ULHUPOBAHHBIX B
IpyNHIy BICOKOTO PUCKa PEeIUANBa/IPOrpeCCUPOBAHUS.

Hayuynast HoBU3HAa

BrepBbie Ha 10CTaTO4HO OOJBIIOM KIMHHYECKOM MaTepualie IMpOBElICH
aHallu3 HEMNOCPEICTBEHHBIX M OTHAJEHHBIX pE3YJbTAaTOB JEUYCHHUS JHETe C
HENUpOoOIacTOMOM C TNPUMEHEHHEM HMHTEHCUBHBIX PEXKUMOB KOHCOIHMIALUM U
MNOCTKOHCOJIUIAlINA PEMHUCCHHU.

VY manMeHToB TPYNIbl BHICOKOTO PHUCKA PELUIWBA/TIPOTPECCUPOBAHUS B
peKUMe  KOHCOJNUJALMKW PEMUCCUU  pa3paboTaHbl  BAapUaHThl  TaHAEMHOU
BBICOKOJIO3HOU MOJIMXUMHUOTEPATTUH (ITXT) c ayTOTPAHCILUIAHTAUE T
reMOMNO3THYECKUX CTBOJIOBBIX KJIETOK.

B kayecTBe NMOCTKOHCOIMIALUMU y MNAUMEHTOB TPYMIbl BBICOKOTO PHCKA
peruanBa/mporpecCupoBanus  ucnoib3oBanbl  aHTUGD2  MoOHOKIIOHANBHBIE
aHTturena. Jlokazana BOCIIpOU3BOIUMOCTb M TOJIEPaOETbHOCTh UX IPUMEHEHMSL.

TeopeTnyeckasi M NpaKTHYECKAs 3HAYMMOCTH PadOThI

YcoBepIieHCTBOBAaHUE TEpaluM MAIMEHTOB C HEHUpOOIacCTOMON TpyMIIbI
BBICOKOTO pHCKa pPELMIMBA/IPOTPECCUPOBAHUS TyTeM J0OaBICHHUS Ha 3Tare
KOHCOJIMJJALIUY PEMHUCCUH TAHAEMHOTO PEKUMA BBICOKOIO3HON NOJIMXUMHOTEPANINN
C TpaHCIUIAaHTAUMEHd ayTOJIOTMYHBIX CTBOJOBBIX KJIETOK KpOBH W Ha 3Tare
ITOCTKOHCOJIMALIUN MOHOKJIOHAJIbHBIX AHTUTEN B COYETaHUU C
mudpepeHuupoBOYHON Tepanue  13-1uc-peTUHOEBON  KUCIOTOM  MO3BOJISET

MOBBICUTH ITOKa3areau oomiei BpkuBaeMoct ¢ 30 10 80%.



B mnacrosimelt paboTe JokazaHa BOCHPOU3BOJUMOCTb, MEPEHOCUMOCTD
METO/IOB JICYEHMs], NPUMEHSEMBbIX Yy JAeTel C HelpoOsacToMoil; H3y4YeHbI
HEIOCPEACTBEHHBIE U OTHAJICHHBIC Pe3yIbTaThl IpuMeHeHus TanaeMuon BJAIIXT ¢
TPAHCIUIAHTALIMEN AYTOJOIMYHBIX TI'E€MOMNO3TUYECKUX CTBOJIOBBIX KIETOK W
MOCJIEAYIONIMM  YCUJIEHHEM [OCTKOHCONMUAAluu ¢ jaobaBiaeHueM aHtuGD?2
MOHOKJIOHAQJIbHBIX AaHTUTEII.

IlonydyeHHBIE Marepuas MOXET CIY)XUTb OCHOBOM JUIL  CO3JAHHS
METOAMYECKUX PEKOMEHAAINM, Y1eOHO-METOIUYECKUX TTOCOOUH.

Pe3ynbpTaThl pabOThl HCIIONIB3YIOTCS B IPAKTUYECKOM IE€SITEIbHOCTH JETCKOTO
OHKOJIOTMYECKOI0 OTJEICHUS U BHEAPEHBI B JIEKIIMOHHBIN LMK y4eOHOT O Mpolecca
OTJieJa MHHOBAIIMOHHBIX METOJIOB TEPANEBTUYECKON OHKOJOTUM U PEadMIUTALINU
OI'bY «<HMMUL] oukonoruu uMm. H. H. IlerpoBa» Munsapasa Poccun.

Metononorus ¥ MeToAbI HCCJIEIOBAHUA

MeTtononoruyeckass 0a3a HCCIEIOBAaHMS BKJIIOYAJa HECKOJBKO ATAIoB:
oTpeziesIeHHe ENH U 3a/1a4, 0030p JIMTEPATypPHBIX JaHHBIX [0 U3y4YaeMoil podieme
U pa3paboTKy IIaHa HaydHOU paboTel. MccnenoBanuem ObUIM OXBaYeHBI TaHHBIE O
80 manuenTax. OCHOBHOM 3Tan pabOThI 3aKIIOYAJICS B CTATUCTUYECKON 00paboTKe
JAHHBIX C OLICHKOM MH(OpMalMK M Co3aaHueM 0JI000rpaMM MOICITH «IIPUYWHA —
cnenctBue». «CrencTsueM» B JaHHOW paboTe sBIsIach 3aBUCHMasl MEPEMEHHAs
«BBDKUBAEMOCTD.

JIOTIOJIHUTENIBHO B JAHHOM  MCCIEAOBAaHMM  OBUIM  HCIIOJIB30BaHBI
oOIIeHayYyHble  METOJbl,  BKJIIOYAIOUIUME  JIOTMKO-UHTYUTHBHBIA  aHaJu3,
WHIYKTUBHBIE M JEAYyKTUBHBIE METONABI, a TAaKX€ NPHHLMIBI OOBEKTHBU3MA,
HaOJI01aeMOCTH U COOTBETCTBHSI.

ITos105keHHs, BBIHOCHMMBbIE HA 3ALIUTY
1. Wcnonp30BaHuEe NPHUHIMUIIOB PUCK-aJIaITUPOBAHHOMN Tepalvy MalueHTOB C

HepoOIacTOMOM TO3BOJSET ONTUMHU3MPOBATH MPOTpaMMy JIEUEHHS C €€

Je3CcKajgalel B rpynne HHU3KOrO pHUCKa pEelrIMBa/IPOrPECCUPOBAHMS U

MHTEHCU(HUKAMEN 3TallOB KOHCONMAALMK U MOCTKOHCOJUIALUU B TPYIINE

BBICOKOT'O PHCKA PELMINBA/TIPOTPECCUPOBAHMS.



2. YCOBEpILIEHCTBOBAHUE METOJIOB COMPOBOJIUTEIILHOM Teparuu, MPUBEAIIEE K
YIYUIIEHUIO HETMOCPEACTBEHHBIX  PE3YJIbTaTOB co CHUYKEHUEM
MOCTTPAHCIIAHTAIIMOHHOW CMEPTHOCTH, JJa€T BO3MOKHOCTh paccMaTpHUBaTh
UCIIOJIb30BaHUE COBOKYMHOTO 3 (peKTa TaHAEMHOTO PeXIUMa BHICOKOI03HOM
MOJIMXUMHOTEPANUK C ayTOJOTUYHOM TPaHCIUIAHTAMEW TeMOIMOATUYECKUX
CTBOJIOBBIX KJIETOK, MPU 3TOM B PEKUMaX KOHIUIIMOHUPOBAHUS MOTYT OBITh
IPUMEHEHBI MEHEE TOKCUYHBIE IIUTOCTATUYECKHUE TTPenapaThl.

3. JloGaBneHne B MOCTKOHCOJMJALMIO PEMHUCCUU K IUDPEepeHInpOBOUHON
Tepanuu 13 — IIUC — PETUHOEBOW KHUCIOTOW MACCUBHOW MMMYHOTEparuu
aHTuGD2 MOHOKJIOHANBHBIX AQHTUTEN TO3BOJISIET JOOUTHCA CHUHEpPru3Ma
IPOTUBOOIMYX0JIEBOT0 3(PPekTa Ha MUHUMAIIBHYIO OCTATOYHYIO OITYXOJIb.

CreneHb 10CTOBEPHOCTH pe3yJIbTATOB

JluccepranioHHoe uccieoBaHre BKiIodaeT nHpopmanuio o 80 mamueHTax
JIETCKOTO Bo3pacTa ¢ Heipobmactomoi. [lokazarenbHast 0a3a W pEeKOMEHIALUU
OCHOBAaHbI HA WCIIOJIb30BAHUN COBPEMEHHBIX METOIOB CTATUCTUYECKOTO aHAJIN3a,
MCIIOJb30BaHHBIX B HAy4HOU pabore. /[aHHbIE 0 Ka)K0M MalleHTe ObLITU BHECEHBI
B 0a3y ganmHbiXx Microsoft Excel, d4ro mo3Bommio yHnopsAOYUTh U
CUCTEMATU3UpOBaTh  HMHGPOPMAIIMIO, a TaKXKe BBHIOJIHATH  HEOOXOJUMBIE
penaktupoBanus W ¢uiapTparuioo. C momompio nporpaMm Microsoft Excel u
Statistica, Bepcus 10 6puTH co31aHbl TpadUKK, TAOIHIIBI, AUATPAMMBI U BBHITIOTHEHBI
BCE HEOOXOIMMBIC PACUETHI.

Anpodanus uccjie10BaHuA

OCHOBHBIE TIOJIOKEHUS AUCCEPTANMOHHON PabOTHI JOJIOKEHBI M 0OCYKICHBI
Ha EBExeromnoit xoHdepeHnmu c MexayHapoaHsiM ydactueM V Ilkome mo
JUATHOCTUKE W JIeYCHHIO SMOpuOHANbHBIX omyxoned u [ Illkome mo merckoi
onkoxupypruu (I — 3 okra0ps 2020 ronma, r. Mocksa), PoccuiickoM KoHrpecce
«/JleTckass OHKOJIOTHMS, TeMAaToJoruss M HUMMyHonoruss XXI Beka: OT Hayku K
npaktuke» (27 — 29 mas 2021 roma, . Mocksa), VI MexayHaponHoil Hay4HO-
MPaKTUYECKOW KOH(EPEHIINHU MPUKACTTUUCKUX TOCYIapCTB «AKTyalbHbIE BOIPOCHI

coBpemMeHHOM wmeauiuub»y (7 — 8 okTa0ps 2021 roma, r. Actpaxansp), Il
9



O6benunennom konrpecce HOIAI'O u POJO AxtyanbHble mpoOnemMbl H
IIEPCIEKTUBLl PAa3BUTUA JETCKOM OHKOJOIMM M TIeMarojorud B Poccuiickou
Oeneparuu (25 — 27 nos6ps 2021 roma, r. Mocksa), Kondepenn — mapadone
«IlepuHaranbHasi MEIULMHA: OT TMPErpaBUIHON MOJATOTOBKH K 3I0POBOMY
MaTepuHCcTBY U AeTcTBY» (10 — 12 deBpans 2022 rona, r. Cankt — IlerepOypr), V
KO6uneitnom mexayHnaponaom popyme onkosioruu u paauorepanuu FOR LIFE (20
— 22 cents0ps 2022 roga, 1. Mocksa), Il Hayuno-npaktuueckoid KoHpepeHInu
«Ilenqunarpust XXI Beka: HOBbIE MapaJurMbl B COBPEMEHHBIX peanusx» (16 — 18
deBpans 2023 ronma, . Cankt-Iletepoypr), XI O6mepoccuiickoit kKoH()EpeHIINN
«FLORES VITAE. Ilenuarpusi u Heonaronorus» (7 — 8 anpens 2023 roga, T.
Mockga).

[lo Teme nuccepranuu omyoJuKoBaHO 12 Hay4dHBIX paboT, B TOM uucie 4
CTarbM, Hare4yaraHHole B onpeneiaeHHbIXx BAK P® Benymmx peneH3upyeMbIx
HAyYHBIX U3IaHUSIX, 8 — OMYOJIMKOBAaHbBI B Marepraiax KOHIpeccoB U KOHGEpEHITUH.

BHeapenue pe3yibTaToB B IPAKTHYECKYIO AESITEJIbHOCTD

OCHOBHbBIE TIOJIOKEHUSI JUCCEPTAlMA U NPAKTUYECKUE PEKOMEHJIAlNU
BHEAPEHBI B 00pa30BaTelIbHYI0 U KIMHUYECKYIO pabory DenepaibHOrO
TOCYJIapCTBEHHOTO OOHKETHOTO yupexkaeHus «HarmoHambHBIH MEIUITMHCKUN
yccienoBaresbckud 1eHtp oHkosiornu mmenu H. H. IlerpoBa» Munucrtepcrsa
3npaBooxpaHeHus  Poccuiickoit ~ @expepanuu.  3HAUMMOCTh  pE3YyNIbTAaTOB
JMCCEPTALMOHHON pPabOThl MOATBEP)KIACHA AaKTaMHU O BHEIPEHHM PE3YyJIbTaToOB
HAy4YHOTO HCCJeNOoBaHMS B 00pa3oBaTeibHYI0 MpOrpaMMy oOTIeda ydeOHO-
Metogudeckoir paboTsl (akt o BHeapeHuu 20.10.2023) u B MpakTUKY AETCKOTO
OHKOJIOTMYECKOTO OTJEJEHUS BBINIEYKA3aHHOTO LEHTpa (AKT O BHEIPEHUU
20.10.2023).

JInuHbIN BKJIAJ aBTOpPA

ABTOp aKTMBHO YYacTBOBaJ B JICYEHHHM BCEX IALIMEHTOB, CTPAJArOINX
Helipobnactomoil. OH mpoBen 0030p MUPOBOM M OTEUECTBEHHOU JIUTEpaTyphl Ha
TeMY AUCCEPTALMOHHOIO UCCIEA0BaHus, co3/al 0a3y JaHHBIX, IPOBEN 00pabOTKy

U MHTCPHPCTALMIO ITOJYUYCHHBIX PC3YIIBTATOB, a4 TAKKC IMPCAJIONKUII IIPAKTHICCKHC
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pekoMeHaanuu. ABTOp MOJHOCTBbIO OTBETCTBEHEH 3a cOop mHpopmanuu, Ha 80%
3aHUMAJICS MAaTeMAaTUKO-CTaTUCTUUYEeCKOW 00paboTkoi maHHbIX U Ha 100% mposen
o0o0mieHre W aHanu3 Marepuaia. JIMUHBIA BKJIAJ aBTOpa TaKXKEe COCTOUT B
MOJITOTOBKE OCHOBHBIX HAYyYHBIX MYOJHMKAlUA TIO BBIIOJIHEHHOW pabore u
anpoOanuy  Pe3yJdbTaTOB  HWCCIEAOBaHUS  JUCCEPTAlMOHHOM  paloThl  Ha
MEXKTyHAPOJIHBIX U BCEPOCCUUCKUX HAYYHO — MPAKTUYECKUX KOH(PEPEHIIUSIX.

CooTBeTCcTBHE IUCCEPTANUM MACTOPTY HAYYHOH CNENHATbHOCTH

Hucceprannonnasi pabora «Pe3ynbsrarbl puck — aganTUPOBAHHOW Tepanuu
HelpoOIacToMbl y JeTei», MNpPEACTaBICHHAsT Ha COUCKAHUE YYEHOW CTENEeHU
KaHAuJaTa MEIUIIMHCKUX HAyK, COOTBETCTBYET crienuaibHoCcTu 3.1.6. OHKonorus,
JydyeBas Tepanuu (MEIUUMHCKHE Hayku), nyHkry 6. CormacHo ¢dopmyre
CIIEIUAJIBHOCTH, PE3YJIBTaThl MPOBEACHHOTO MCCIICIOBAHUS CBUJICTECIBCTBYIOT O
TOM, YTO pa3pabOTaHHBIC MOAXOALI CIOCOOCTBYIOT COBEPIIICHCTBOBAHUIO METO/IOB
JTUArHOCTUKH, JICYSHHS ¥ MPOPUIAKTUKH B 00JIACTH MEANATPUIECKON OHKOJIOTUH.

CrpykTypa u 00b€M qUCCEPTAIIHA

Juccepranusi HamucaHa IO TPAJUIMOHHOW CXeMe, BKJIIOYAeT BBEICHHE,
0030p nuTeparyphl, maBy «MaTepuaibl U METOABI», PE3YyJIbTaThl COOCTBEHHBIX
UCCIIEIOBaHU, 3aKTIOUEHHE, BBIBOBI, MPAKTUYECKUE PEKOMEHIAIINH, TEPCIIEKTUBbI
pa3pabOTKU TEMBI M CIHMCOK JuTeparypbl. Pabora m3noxkena Ha 151 crpanwuie
MaITMHOIMCHOTO TeKCTa, WumocTpupoBaHa 30 tabmumamu u 61 pucynkom. B

CIIUCOK JINTEPATYPhl BKIIIOUCHBI 5 OTE€UECTBEHHBIX U 77 3apyOeKHbIC MyOIUKAIIAH.
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I'ntaBa 1. O030p JuTEpaTypbI

HeiipoGnactoma — 310 Haubosee 4acTo BCTpeyaroasicsl SKCTpakpaHUuaabHas
CONUAHas OMyXOJdb AETCKOro Bo3pacta. Hactora BCTpeyaeMOCTH 3a00JI€BaHUS —
OKOJIO JECATH 4YeJOBEK Ha OJWH MWUIMOH JETCKOrO HaceleHUs B TOf, 4YTO
cocTapisieT npuOnu3utenbHo 8% B CTPYKType Bced  meauaTpu4ecKoi
35okayecTBeHHoM narosioruu [1]. Ilpumepno 37% Hb nuarnoctupyercs y nerei 1o
I roga u oxono 90% — y nereit 1o 5 netr. CpenHUil BO3pacT MalMeHTOB Ha JTarle
JIWAarHOCTUKU cocTaBimsier 19 — 22 wmecsue [2, 3, 4]. B 3aBUCMMOCTH OT
pacnionoxenus B 32% ciyyaeB nepBuuHbIi ouar Hb jokann3oBaH B HaJIOYEUHUKE,
B 28% — B mapaBepTeOpaibHOM 3a0pIOIIMHHOM MPOCTpaHCTBE, B 15% — B 3agHeM
cpenocteHuu, B 5,6% — B Ta30Boil obsactk U B 2% — Ha miee [3 — 6]. B 17%
cinyyaeB Hb oOHapyxuBaeTcsi ¢ HeONpeAeICHHOW MEPBUYHON JIOKAIU3AIIUCH U yKe
C OTJaJICHHBIMU METAacTa3aMHu.

Kak mpaBuio, HeiipobiacToMa MeTacTazupyeT dYalle B TaKHe 30HBI, Kak
KOCTHBIA MO3I, KOCTH CKeJeTa M JuMmdarnuueckue y3ibl. B penkux cmydasx
OITYXOJIbIO TIOpa)KaloTcs Me4YeHb, KOKa U, KaK MCKIIOUEHHE, CalThl 00pa3oBaHUs
MOTYT OBITh OOHAPYKEHBI B TOJIOBHOM Mo3re [1].

Oco6ennoctrio Hb, Bo3HuKarome y nerei miaamero Bo3pacta (10 1 roma),
SBIISICTCS ~ CIIOCOOHOCTH K CIIOHTAaHHOMY  CO3DEBAHUIO/PEBEPCHUH B
T00pOKAYECTBEHHYI0  OMyXoiib  (raHmmoHeBpomy) [8]. Ommcansl  ciaydau
oOHapyXeHUs HEHPOTEHHOW OIyXOJW y MIIAJICHIIEB B pe3ylbTaTe ayTOINCHUU TPH
CMEpPTH OT HEONYyXOJIEBBIX 3a00JIEBaHUM, YTO MOAYEPKUBAET BO3MOXKHBII
n00pokadecTBeHHBIM ToTeHIMal [9]. ¥V OonbHBIX ¢ 4S cragueil Takke OTMEUYEH
(eHOMEH CIOHTAHHOTO CO3PEBaHMs, OJHAKO, HEOOXOIUMBIMU  YCIOBUSIMH
nociennero seisitores Tpurwtonans JIHK, orcyrctBue ammmmdukanun NMYC u
neneuuu 1p36 [10, 11].

B pamkax uccnenoBanuil J[€TCKOW OHKOJIOTHUYECKOM TPYIIBI M0 U3YUYEHHIO
onyxoneit y pereit (COG — Children's Oncology Group) Obuia oTMEu€Ha
CIIOHTAHHasl perpeccusi HelpobacTomMbl y 67 U3 83 manueHToB Miaauie 6 MecsIen
[4, 13].
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3a mocnegHue TPU NECATUIIETUS JOCTUTHYTHl HECOMHEHHBIE YCIIEXU B
neyeHuu nerei ¢ Hb, HO, K coxkalleHu1o, 10 CUX II0P OCTAOTCs HEPELICHHBIE 3a1a4H,
KOTOpbI€ B OCOOEHHOCTH 3aTparuBalOT TEPANUIo MAlMEHTOB CTaplilie OJJHOTO roja U
C HaJIMYHUEM OTHAJICHHBIX MeTacTazoB [14, 15].

VinyumieHue  crnocoOOB  CBOCBPEMEHHOM  UAarHOCTUKU U JICUCHUS
HEWpoOJACTOMBI y JACTEH 10 CETOMHSIIHETO JHS OCTaeTCs OJHOM M3 IJIaBHBIX
npo0JieM COBPEMEHHOM 1eTCKOM OHKooruu [16].

Jlo HemaBHEro BpeMeHH S-JIeTHsisl o01iasi BebKkuBaeMocTh (OB) marueHTos,
BKJIFOUEHHBIX B TPYIITY BRICOKOTO PUCKA PELUINBA/TIPOTPECCUPOBAHUS, COCTABIISIA
Bcero okoio 20%, a 11-netusia He npessimana 15% [4, 17]. 3a nocneguue 30 net
OB nanuenrtoB ¢ Hb Bo3pocia Ha 20 mpo1ieHTOB, OAHAKO TAHHBIN POCT IOCTUTHYT,
B OCHOBHOM, 3a CYET IMAI[MEHTOB, MEPBUYHO CTPATU(PUIIUPOBAHHBIX B TPYIIIIHI
HU3KOTO W CPEIHEro pucka pernuauBa/mporpeccupoBanus [18, 19]. Ilanuents
Ipynmbl  BBICOKOTO pucka, cocrapimsomue 50-60% ot obmieil Koroptel, K
COKaJICHUIO, MO-TIPEKHEMY XapaKTepU3yITCA BBICOKUM PUCKOM
nporpeccupoBaHuss © peuuauBa 3a0oneBaHus. COMIACHO MEXIyHAPOIHOMN
KiaccuuKkauy Tpynmn pucka HerpooOmactomsl ([I]nternational [N]euroblastoma
[R]isk [G]roup — INRG) cpennnii 6e3peluaMBHBIA HHTEPBAJI B ATOW TpYIIIe
cocraniset 13,2 mec, 73% nanueHToB HaXoAsATCs B Bo3pacte ctapuie 18 mec [4, 20].

l'ucronornueckass knaccudukamus Hepoobmactombr INPC — Shimada
[[International [N]euroblastoma [P]athology [C]lassification — MexmyHapoaHas
Mopdororudeckass kiaccuukanus HEHpoOIacTOMBbI) OCHOBaHAa Ha CTENEHU
3penoctu (AuddepeHIMpOBKY) OIYX0JIEBOM TKaHU W BbiaenseT 4 kareropuu (OT
HeanddepeHITMPOBaHHBIX 10 3penbIx Gopm) [21]:

1) neitpobnacToma, OeHas MBAHHOBCKOW CTPOMOIA:

—  HemupdepeHnupoBaHHas  (HEHPOOIACTBI,  OTCYTCTBHE  3PEIbIX

TaHTJIMO3HBIX KIIETOK) (puc. 1);

— HuszkoauddepeHupoBanHas (IIPEUMYIIECTBEHHO HeHpobiacTel, <5%

CO3PEBAIOIINX WM 3PEJIbIX TaHTJIMO3HBIX KIIETOK) (puc. 2, 3);
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— nuddepeniupoBanHas (> 5% co3peBaONIUX WIH 3pEIbIX TAHTJIMO3HBIX

kJeToK) (puc. 4);
2) HomynspHas TaHIIMOHEpoOiacToMa  (CO3peBalOLIME WM 3peJible
TaHIIMO3HbIE KIETKH, OJWH YYacTOK OCTAaTOYHBIX HeWpobiacToB, Oorara
IIBAHHOBCKOW CTPOMOH);
3) ranmmoHeipobi1acToMa (CO3pEBaOIINE WM 3PEJible TaHTJIMO3HBIX KIIETOK;
OTPaHWYCHHBIE YYaCTKHM OCTATOYHBIX HEHPOONACTOB, CMEIIaHHBIE C
TaHIIHO3HBIMUA  KJIETKaMU  (M30JIMPOBAHHBIE  YYacTKH  HepoOracToB
OTCYTCTBYIOT); Oorara mIBaHHOBCKOM cTpoMoit (puc. 5) [22];
4) raHrJIMOHEBpOMA

— co3peBaroiasi (Co3peBarolIMe WM 3peible TaHMIHO3HbIE KJIETKH;
OTCYTCTBYIOT OCTaTOYHbIE HEUPOOIACTHI);

— 3pciiadgd (SPCHBIG TAaHITIMO3HBIC KJICTKH, OTCYTCTBYIOT OCTATOYHLIC

HelpobacTel) (puc. 6) [22].

Pucynoxk 1. Pucynoxk 2. Pucynok 3.
Henuddepenuuporanuas HuskonuddepenunpoBanHas HuszkonuddepenurpoBanHast
HelpobnacToma HelipoOnacToma, rpymmna HeipoOnacToma, rpynmna
HeOJIaronpUsTHOrO MPOTHO3a 61aronpusTHOTO NPOTHO3a

14



RS

Pucynok 4. Pucynox 5.

Pucynok 6.
51 CpCHIMPYIOLIasaCs n CpCHIHPYIOIIAACA
A ib (epermmpyiom A fb (epernuupyomt HuskomnddepenunpoBanHas
HelpoOacToma, OeHas HelpoOiactoma, OeHast o
. . . . HelpoOiacToma ¢
[IIBAHHOBCKO# CTPOMO#i [IIBAHHOBCKO# CTPOMO#
o BBIPAXKCHHBIM JIe4eOHBIM
MOCJIe HEOaIbIOBAHTHOM o
naromopdo3zom, 10%
Tepanuu

JKA3HECIIO COOHBIX KJIETOK

OOpa3zoBaHusi, KOTOpble OOrarbl CTPOMOW, CMeEIIaHHbIE M  XOpOIIO
b depeHpoBaHHbBIE OTHOCATCS K OJAronpusTHOW TMCTOJIOTMYECKOM TpyIme, a
OIYXOJU C HOAYPSAPHBIM MpeodiananueM, HeaudphepeHIUPOBAaHHBIM THUIIOM C
MOBBIIIEHHBIM MHUTO3 — KapUOPEKCUC MHAEKCOM HMEIOT HeOIaronpusTHbINA

rECTOJIOTHYeCKui BapuauT (puc. 7) [23].

15



"I:'l“lr:}'l."l:l Het ManrnnoneiipofnacToma +

Her Hel pl&ﬁﬂﬂﬂl‘!ﬂﬂ COSPE HRHNE S
Ectw
- =500 MHEpOCKOMHYSCKHE laarnneweiipebracToma +
Hl!l,!l.}'_'l 211 CMEI AN NN
Ecth > [anrmmenciiperbnacToma -+

D IVAAFHaE

sansopckas

ManrnneneiipebnacToma -+
CTPOkA [c/Ges yienkan)
MEH Bospoem
Mevivoii MEKH Jwbof sospact -
. 0-50% Henniupepennupopasnan

sy > 4% Twofoli Bospact

Hefipobtnactoma —=  Huskomudupepenunpopadnan . = Todoil MEH = 1.5 net .

4% < 1.5 net +

_ HndupepenuuporanHad TMwiroil MEH = 3 et -

= 4% < 1.5 net +

= = 4% < 1,5 ner -

< 2% 1.5-5 ner +

| > 2% 1.5-5 mer -

[Mpumeuanne: MKW — MHUTO3 — KapHOpEKCHC HWHIEKC, «+» - OJarompusiTHash THCTOJOTHYECKAas TPYMIbI, «-» —

HeOJIaronpusTHasi TUCTOJIOTHYECKas Tpymna

Pucynok 7. INPC — Shimada knaccudukarus
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B TedyeHne MHOTMX JIeT CTaJAMpPOBAaHUE MAIMEHTOB C HEWpPOOIACTOMOM
[IPOBOAUIIOCH B COOTBETCTBUM ¢ MEXIyHapOOHOW CHUCTEMOM CTaJIUpPOBAHUS
HEHpOOJACTOMBI TIPU €€ AMarHOCTHpPOBaHWM M BO Bpems Jyieuenus ([I]nternational
[N]euroblastoma [S]taging [S]ystem — INSS). Beigensier 4 craauu 3a0oiieBaHHUS
(tabm. 1) [4, 24].

B mpakrtuueckyro wmeaunmHy B 2009 rony Obula BBeAeHa HOBas
npefonepanuonHas MeXayHapoaHas CHCTeMa CTaJupOBaHHs TPYII pPHCKA
Heripobnactombl  ([I]nternational [N]euroblastoma [R]isk [G]roup [S]taging
[S]lystem — INRGSS) (tabn. 2). Orta cucrtema crana OOBEIWHEHHOU C
KjIaccuuKalme, Kotopas OCHOBaHa Ha pajuonoruyeckux Qakropax — IDRF
([IJmage [D]efined [R]isk [FJactors — (hakTopsl pricka mpu Buzyanuzaruu) (tabdi. 3)
[25].
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Tabnuua 1. CragupoBanue HeiipoOmacTtoMbl o cucteme INSS [25]

Cragua PacnpocTpaHeHHOCTE ONMYXOISEOT0 MPOIEcca
I JlokanHzoBaHHAA OMVXOIh ¢ BO3MOMKHOCTBID IOJHOTO VIATEHHA ) € HIH 083 MHEPOCKOMHYECKHX DPEe3HIVAIBHEIX
09arcE ONyXOIH; B THMGATHISCKHX Valax TOH K& CTOPOHEI IPH MHEPOCKONHYSCKOM HCCISTOBAHHH OMYXOISERIE
KJIeTKH He ODHApPVHHEAIOTCH, THM(pATHISCKHE VIIEL, OPHISHKAINHE K IEPEHIHOH OMYXOIH H VIAICHHEIE EMECTE C

HEH MOLVT COOEPAATE OMVXONEEEIE KISTKH).

A JlokanHzoBaHHAA ONMYXOIE, MHKPOCKOIHYECKH NOIHOCTRIO He YIATIeMAd, B THMGBATHIECKHX VaTax TOH JKe 30HEI, He
MPHMEEAFIIHY K OMyXOIH, MPH MEKPOCKOMHIECKOM HCCIICA0BAHHH OITYX0ISERIE KISTKH He 00HAPYKHEAIOTCA.

IIB JlokanHzoBaHHAA ONYXONE C BOSMOEHOCTBED MAaKpPOCKOIHYECKH IOMHOTO HIH YacTHIHOTO VIAICHHA, B
mMpaTHIeCKHX Valax TOH & CTOPOHEL, HE NPHMBIKARINEH K ONVEONN, ONPeIe/LAKTCH ONYXOISBBIE EIISTKEH.
JImmdatHaeckHe V3IEl Ha IPOTHEOMOIOAHOR CTOPOHE HE COISPKHT OMyXOICERIX KISTOK.

III Heypamaesmad ogHOCTOPOHHAA OIYXOIb, HHQHIETPATHEHO PACIpOCTPAHAIOINAACA 33 CPEIHION JTHHEID, C HIH Des
MOPAECHAA PErHOHAPHBIX MHMGATHISCKHX V3I0B; JI0KANH3IOBAHHAA OJHOCTOPOHHAA ONVXOIE C NOpPaEEHHEM
PETHOHAPHEBIX THM(ATHIECKHX V3I0E MPOTHEOMOIOKHOH CTOPOHEI; OIIYX0Ib ¢ JBVCTOPOHHHM PAcIpOCTPaHEHHEM II0
OTHOIICHHID K CpedHeH IHHHH ¢ HHDHIETpaTHEHEIM pocTOM (VIandeMmad) HIH paclpOCTpaHaiOlaicd II0
MG aTHTIECKHEM VaIaM.

IV JIroDad mepEHYHAA ONVXONE C HOPRHEHHEM OTAATCHHED THM(aTHISCKHX V3I0E, KOCTeH CKEIeTa, KOCTHOIO MO3Tra,
NetUcHH, KOXH H/HIH JPYyTHX OPraHoE (3a HCKIIOTeHHEM OpTraHoE EO3pacTa, 0D0ZHadeHHEX B cTaguHa [VS).

IVS (tomero | JIroDas mepeHtHAT OMyEOMEs (Kak npu cragmax I, IIA, IIIB) ¢ gaucceMuEamie B KOXKY, MedeHEL H'HIH KOCTHEIH MO3T
v meteii o 1 | (ope Hamumums He oomee 10% omyXoneBRIX KISTOK).
roga)
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Tabnuna 2. CranupoBanue HeipodaacToMbl o cucteme INRGSS [25]

Cragua

PacnpoctpaneHHOCTE

L1

JloKaTH3OBaHHEIE OMVXOJIH, He
ZaTparHEarOIIHE EHIHEHHO BAKHELX
CTPVKTYP, OrPaHHYEHHEIE B Npefelax OJgHOro
OTIeda (Imed, rpvak. KHEOT, Taz)

L2

JloKoperHoHATEHEIE OMYXOIH C BOBISYSHHEM
OJHOT0 HIH HECKOIBKHX pagHorpadHYecKHX
tdaxTopor pHcKa (med, IMeHEHO-TPYIHOH
Oepexos, rpyaHad KIISTKA,
TOpaKoadJOMHHATEHAT O0JACTh, OpHOMHAA
MOIOCTE T3, pacmpocTpaHeHHe B
COHHHOMO3IOBOH  KaHam, HHOHIBTpamHa
OEPVEAIIINY OPraHoE CTPVETVD)

Hanmume oToaneHHEIX MeTacTa30B (HCKIKOYAT
cTagueo MS)

MS

Mertactatigeckas ©OoOmesHE V [ALHEHTOB
mmaagme 18 mec ¢ MeracTazaMH B KOEY,
MedeHE H/HIH KOCTHEIH MO3T

I[aHHyIO KJ'IaCCI/I(l)I/IKaIII/IIO B ITIOJTHOM €€ BApUAHTC MOKXHO IMPCIJIOKUTH B

BHUJIE TaOIUIIBI 4.
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Tabnuma 3. Paguonormyeckue ¢akropsl pucka (mo ganHeiM KT u MPT) y mnaumentoB ¢ HeiipoOiactomon [2

3]

JlokanHzanna

XapaKTepHCTHEA

['omonarepanesa® omyXons, pacIpocTPAHAIOMIALCA Ha 2 0DIACTH Tera

lllea - rpyaHas KIeTKA, TPyAHAd KISTKA - OPIOINHAA [IOIOCTE, OpHOIIHAAL
MIONIOCTE - Tas

Illea

Onyxome. EKMIOYalomad E ce0A COHHEIE apTepHH H/HIH NOIEOHOYHEIS
APTepPHH HW/HIH BHYTPEHHIOK APeMHYIO BEHY. pPacHpocTpaHAOMIAdci Ha
OCHOEAHHE HepeNa; COAETHEAKINAT TPAXEHD

Tefino — rpyaHoH nepexos

Omyxons, EKmOYaOImad B cebd IUIEYEEOS CIUIETEHHE MOTKIFOTHYHEIE
COCYAEl HW/HTH TOSBEOHOYHEIE H/HIH COHHEI® apTepHH; CJABTHEAIOIIAT
Tpaxew

I'pyanas kneten

Omyxons, BROYa0IIad B ce0a a0pTY H/HIH KEPYIIHEIE COCYIHCTEIE CTEOMEI;
COABTHBAXOINAT TPAXER H/HAH I[JIABHEIE OpOHXH pACIOIOXEHHAT B
CPEJOCTEHHH, HHPHIBTPHPVIOIAA pe0epHO-TIOEOHOYHEIE IIEPEX0d Ha
vpoeHe ThY u Thl2.

ToparkoadbIoMHHATEHAT

Onyxons, EKTIOYAKIAT E ceDI a0PTV H/HIH HESEHIOK IOTVIO BeHY

BIJID]:IIHE.H IIOIOCTE, Tas

Omy=oe, HHDHIETPHPVIOMAT EOPOTHYIO EEHY H/HIH
renaTogyOJeHANEHYVID CEA2KY; BEIOYAOINAd B Ce0d BETEH EBepXHeH
DpECEZceYHOH ApTEpHMH KOPHA OpELEEHKH, UPEBHEIN CTEOI W/HIH CTEOI
BepxHeH OpeoxeedHoH aprepus; HHGHIBTPHPVIOMAY OJHY WIH ObDe
MOYSTHEIX HOEKH, aopTV H/HIH HIKHIOW NOTVIO BeHV, NOJB3J0IIHEIS
COCYIEL

Tazoras onvxons B 00IaCTH CeJATHINHOH EEIpEzEH

Omyxomns, ¢ pacnpocTPaHeHHEM B CIIHHHOMOSTOBOH KaHaT

pacmpocTpaHeHHe Ha bDomee wem 1/3 CHHMHHOMOIrOBOTO KaHATA B
AKCHATEHOH NPOSKIHH H/HIH HE NPOCISHKHEACTCA JIeNTOMEHHHTEATEHOE
NpPOCTPAHCTEO H/HIH CHTHAT OT CIHHHOTO MO3ra MAaTOJOTHIECKH HIMeHe

HedHrsTpamua B OKpY:EAIONIHE OPTaHEl H CTPVETYPEI

mepHEAapa, guadparMa, moUEA. IedeHb, HAHKPED — AVOISHANRHAT 20HA,
OpECEeiiEa
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Tabnuua 4. Knaccudukanus naiueHToB ¢ Helipobiactomoit o rpynnam pucka ([I]nternational [N]euroblastoma [R]isk [G]roup

Classification System, INRG) [25]

Cramsa Boszpact Mopdomoras Crenenr qubdeperEporEH MYCN Ip/llg IlnonaHOCTE Ipynma prcka
{mec)
L112 I anrmHoHEEpOMA, Ouens HIzKaA
TaHTTHOHEHpoDIACTOMA
L1 Jrobad, kpome - Ouens HIzKaA
TAHITHOHEBPOMEL 1 n Bricoxag
raHCIHOHEHPOOIAC TOMEL
L2 <18 Jroban, kpome - - Huzran
TaHIITOHEEPOMEL H n TIpomexcyToumas
raHCIHOHEHPOOIAC TOMEL
=18 I'aurmionefipobmacToma HubbeperuEpoEaHHaA - - Huzgan
HP,:I,’}-’I.:IHPHE.'H: + [MTpomexyTouHad
HeifipobmacToMa
Hemuddeperunporannan. - [MpomexyTouHan
HHzEoTHDDepeHITHPORAHHAT
M =18 - 'unepmnongas Huzgaa
=18 - Jummongua | IpomesyTounas
=18 + Bricokas
=18 Bricokas
MS <18 - - Ouens muzkas
+ Bricokas
+ Bricokas
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Anonckue wuccnenoparenn B 2018 romy wu3yyanu KIMHUYECKYIO
3HayuMocTh amiuiiukanuu MYCN. B pabore ObuiM npoaHadu3upOBAHbI
JaHHBIE O MAalMeHTaX, y KOTOPBIX Oblia JAMArHOCTUPOBaHa HeWpoOimacToma
rpynnbl BbICOKOTO pucka ¢ ammuidpukanuen MYCN u 0e3 amruindukanuu.
Pe3ynbTaTbl peTpOCHEKTUBHOIO aHaiu3a IOKa3alu, 4YTO Tepamnus JeTed ¢
BbisiBIeHHOM ammuinukanneit MYCN Tpebyer Haubosnee arpecCUBHOTO
MoJX0Aa, TaK Kak JaHHBIM BapuUaHT UMeEET O0o0Jiee BBICOKYIO CKOPOCTh
IPOTPECCUPOBAHUSI BO  BpPeMs HHIYKIIMOHHOTO JICYCHUS UM XYIIIYIO
BBIKMBAEMOCTH IOCIIE€ PELUAMBA U IIporpeccupoBanus [26, 27, 29, 30].

Oxono 40% mnanuMeHToB ¢ HEHPOOIACTOMOM HE MMEIOT CrenupuyecKoi
KIIMHUYECKOW CUMIITOMAaTMKA Ha MOMEHT IOCTaHOBKHM jJuarfHosa. JlaHHbie
HeMelkoro uccienoBanus NB97 mokaszanu, uro y 26% O0NMbHBIX OTMEUYaeTcs
yXyAlIeHue ooiero coctostHus, 28% sxanyrorcs Ha 00ieBoit cunapom, y 22%
HabmomaeTcs nuxopaaka, y 11% manuentoB noreps Beca, y 5% aereit Auarsos
CTaBHUTCSl HA OCHOBAaHUHU HAJIMYUSI CHMIITOMOB CAABJIEHUSI CIMHHOTO MO3ra, y 4%
— YBEIMYEHHBIX TUMPATHIECKUX y3JI0B, Y 3% OTMEeUaroTcs *ajao0bl Ha AUAPELO,
y 3% — cunnpom ['opHepa, y 2% BbIBIsIETCA rUnepToHus u'y 2% — arakcus [15,
28].

[IpeBanupyromen JOKaIu3auuerd MEPBUYHOrO oO4yara y JETEd SIBIAETCS
3a0pIOIIMHHOE  TMPOCTPAHCTBO  (HAAMOYECYHUKH U TapaBepTeOpalibHbIC
3a0pIoIMHHBIE TaHIUH), Y 15% mnanueHToB HeipoOiacToMa JIOKaTU3yeTcsl B
3QTHEM CPEIOCTeHHUH, Y 6% OITyXob BO3HUKAET B 00JacTH Taza wiM mmeu [31,
32].

Pannue cragum 3a0oneBaHusA, KaK MNPABUIIO, HE HUMEIOT XapaKTEPHOU
KIIMHUYECKOW KapTUHBI, OMYyXOJdh MOXKET OBITh OOHApy)KEHA MPU TUIAHOBOM
nycrnaHcepHoM obcnenoBanuu [15, 16].

Knunudeckue mposiBieHuss 3a0o0lieBaHUs, a TakKXke CTENeHb UX
BBIPAXKEHHOCTH 3aBUCST OT PACIIONIOKEHUS EPBUYHOTO OYara, €ro B3auMOCBsI3H

C OKpyXKarmomuMn OpraHaMu M TKaHSAMH, a TAKXKC OT HaJIWYMA OTAAJICHHBIX
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METACTa30B M MX JIOKaJn3auuu. Tak, y JAeTed B BO3pacTe A0 2-X JIET IpH
3a0pIOLIMHHON JIOKAJM3alMK OMYXOJIM HaOMI0AAeTCsl YBEJIMYEHUE pa3MepoB
KUBOTA, MOTEPS Macchl Tena, auxopanka [33]. BHe3anmHOe KPOBOM3IUSHHE B
OITYXOJIb MOXET BbI3BaTh CHJIbHYIO OOJIb B KUBOTE M3-3a PACTSKEHUS KarCyJbl
omyxond. Onyxonap 3a0pIOMIMHHOIO NPOCTPAHCTBA MalbIHMPYETCS uepes
MEePeHIO OPIOIIHYI0 CTEHKY B BUIE OyrpHUCTOro, IJIOTHOTO, HE CMEIaeMOro
y3J1a, IPU MAaCCMBHOM OOpa30BaHMU BO3MOXKHA Pa3BUTasl CETh MOAKOXKHBIX BEH
nepenHel OpIONIHOW CTEHKH, Pa3BEpHYThbIE Kpas TPYyIHON KIeTKu. Y nerei
CTapllero Bo3pacTa 3a0o0jieBaHUE MOXKET MaHU(PECTUPOBATh YBEIMYEHHEM
pa3MepoB KHUBOTA, 3aTPyJHEHHEM MOYEHCIYCKaHHs / akToB JjAedeKalnu,
pECIIUpaTOpHBIMU ~ HApyLICHUSIMH, a  Takke  OOJIeBBIM  CHUHAPOMOM,
00yCJIOBJIGHHBIM METaCTaTUYECKUM MOpakeHueM koctei [16, 33].

I[Ipu nokanuzamuu  HEHpOOJACTOMBI B IICHHO-TPYAHOM  OTAENE
CUMIIATUYECKOIO OTAea II03BOHOYHHMKA Yy IAIUMEHTA BO3MOXXHO pa3BUTHE

cunapoma lopHepa, XapakTepU3YIOIIErocsi MTO30M, MHO30M U 3HO(TaIbMOM

(puc. 8) [34].

Pucynok 8. Cunapom ['opHepa: o3, Muo3, SHOPTaIbM
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JpyrumMu U3MEHEHUSIMU B OOJIACTH I1a3 MOTYT ObITh KPOBOU3JIHUSHUS B
KOXKY WJIM CITU3UCTYIO O00JIOUKY, «CUHAKW» Ha BeKax U noJ riaamu. Ha no3zgneil
cTaauy  3a0o0JeBaHUS  BO3MOXKEH  CHUMITOM  «OYKOB»  BCJEICTBHE

METAaCTaTUUECKOTo MOopaKeHUsI mapaopOouTanbHol Kietdatku (puc. 9) [15, 34].

| =

Pucynok 9. CuMnrom «04KoB»

[TopaskeHue 3aIHETO CPEIOCTCHHS MOXKET CTaTh MPUUMHOMN CYyXOro KaIuis,
IBIXaTebHBIX ~ PacCTPOWCTB, JedopMmalii TPYIHOW  KJIETKH, HYacTOro
cpbiruBanus. [Ipu nokanu3zanuu onyxoiu B MOJIOCTH Ta3a OTMEYAIOT HAPYIIEHUS
(GyHKIIMH Ta30BBIX OPTraHOB (MEpUOAMYECKOE HeNep)KaHHe MOYU, HApYIIeHHE
akTa nedekarum), oTEKH HIDKHUX KOHeuHocTel [15, 16].

IIpu pacnpocTpaHeHUU OMYXOJIM B MO3BOHOYHBIN KaHAJ U CIABICHUU €HO
CIIMHHOTO MO3ra MOTYT pa3BUBaThCs ClNabOCTh B HOTaX, HEYCTOWYHBOCTH
MOXO/IKW, Tapaliidil HIKHUX KOHEUYHOCTEW, a Takke TUC(YHKIHUU OpraHoB
MaJIoro Tasa (3a/ep’KKa WM HENpPOU3BOJIBHOE MOYEHCIYCKaHHE, 3amophl) [15,
16].

Penxo, mpumepno B 2-4% Bcex ciy4yaeB, y JI€T€H BCTpedaeTcs
ACCOIIMMPOBAHHBIN ¢ HEUPOOIACTOMOM 1epeOSIIAPHBIN CHHIPOM («OTICOKIIOHYC
— MHOKJIOHYC» 178105 sHIIehamonaTus KuncOypna),
XapaKTEPU3YIOLIUICSI HEKOOPAUHUPOBAHHBIMH, HEPETYJISIPHBIMU JIBHXKCHUSIMU
TYJIOBHUIIIA U KOHEUYHOCTEW, MUOKIIOHYCOM M XaOTUYHBIMU JABUKEHUSIMU ITIa3HBIX
610K [35].

Helipo6iactoma MeTacTa3upyeT yaille BCETO B KOCTHBIM MO3I, KOCTH, B
OTJaJICHHbIE TUM(}ATUYECKUE Y3TIbl, IEYCHb WIH KOXKY, PEAKO — B TOJJOBHOW MO3T
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win Jerkue. [Ipu3Haku OTAaNIEHHBIX METAcTa30B MOXKHO OOHapyXUTh B BUJE
sK30(pTaIbMa, KPOBOMBIUSAHUN B OPOUTHI, OIyXOJIEBBIX Y3JIOB Ha roynose [36].
OpuuMm u3 Hambonee HWHMPOPMATUBHBIX CHEUUDUUECKUX METOAOB
TONMWYECKOM JMArHOCTUKH HEUpOOJACTOMBI  SIBISETCA CUUHTUTpAQUs C
Meraitonbensmnryanunuaom (MUBD), meuennsiM 1'2. MUBI mo cBoeii
XUMHUYECKON CTPYKTYpPE CXOIEH C KarexojlaMMHamu B opranusme [37]. Oto
BEIIECTBO KOHLIGHTPUPYETCS B TEX OMNYXOJsAX, KOTOpble BbIpaOaThIBAIOT
karexonaMuHbl. MBI MeTAT paanoakTHBHBIM U30TOIIOM Koza (Hanpumep, 112)
B 0e30macHOM ISl JKM3HU J103€, TOTOBBIM Ipenapar BHYTPUBEHHO BBOIAT B
KpoBOTOK. HakarimBasich B KI€TKaxX OMYXOJH, OH JIa€T U3TyYeHUE. DTH CUTHAJIBI
pEruCTpUpyeT CIielualbHas KaMepa U MEepPeBOIUT UX B u300paxkeHue. Takum
o0pa3oM, METOJl MO3BOJIIET BBISIBUTh HE TOJBKO IMEPBUYHYIO OIYXOJlb, HO H

HaJMYUe PETMOHAPHBIX M OTAaJIeHHBIX MeTacTas3oB (puc. 10) [38].

PucyHnok 10. CupHTHTpadus ¢ MeTalionoen3uaryannmaoM (MHBI),

meueHHBIM 123 Hiomom (I'2%)

Nutepnperauns aBuaHocth MUDBI  BemonHsSE€TCS € MOMOIIBIO
MTOJTYKOJIMYECTBEHHON OIICHKHM CKEJIETHBIX CErMEHTOB. MoauduiupoBaHHAS
mkana Kropu m MexayHapogHoe oOIIECTBO JETCKOW OHKOJOTHU EBporbl

(SIOPEN — [l]nternational [S]ociety of [P]aediatric [O]ncology [E]urope
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[N]euroblastoma — EBsporelickas Tpymma [0 H3YYEHHIO HEHWPOoOIacTOMBI)
SBIIAIOTCSA JBYMsl HamOoJiee dYacTo WCIoNb3yeMbiMu cuctemamu [39]. B
CeBepHOli AMEpUKE U B JIETCKHX OHKOJIOTHUECKHX YUYPEKICHUSX PE3yJIbTaThl
CKAaHUPOBAHUS MUBI oOpabaTbIBatoTCs c HCIIOJIb30BaHUEM
MoAU(pUIMPOBAaHHON MIKaidbl Kiopu. DTOT moka3zareiab UMEET MPOrHOCTUYECKOE
3HA4YCHHE Y MAlIMEHTOB ¢ HeHpoOIacToMOM BbICOKOTo prcka [4, 40].

HIxana Kropu pa3zpadorana ans nanueHToB ¢ Hb rpymnmbl BEICOKOTO prcKa
Ha OCHOBe OlleHKH HakoruieHus B POII B 9 obmactsax tena u compepxut ot 0 1o 4
oamtoB (puc. 11) [40]. Kaxmomy cermenty mnpucBamBaercsi oreHka 0-3 B
3aBHCHMOCTH OT CTEIICHHU TIOpaKeHUs 3a00JIeBaHNEM

— 3a0oJieBaHUE HE BBISBICHO, CETMEHTY MpUCBanUBaeTCs oleHka 0,

— WMEETCs CIMHCTBEHHBIH oYar 3a00JIeBaHMsI, CETMEHTY NPHCBAUBACTCS
olleHKa 1;

— [IpY HAJIMYUU IBYX WK OoJiee ouaroB 3a00JI€BaHUs, HO MPU MOPAKEHUU
cermeHTa MeHee ueM Ha 50%, eMy nprcBauBaeTCs OlEHKa 2;

— nopaxkeno 6omnee 50% cermeHTa, eMy NMPUCBAUBAETCS OLIEHKA 3;

— MakcuMasIbHBIN 6amt paBeH 30.

Curie scoring SIOPEN scoring

Pucynok 11. Anaromuueckue obnactu mkansl Kiopu u mkanst SIOPEN
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JI1s1 mepBUYHOM JUArHOCTUKU HENUPOOIACTOMBI SIBISIETCS HEOOXOIUMBIM
HCIIOJIB30BaTh WMHCTPYMEHTAJIBHBIE METOABl JTHATHOCTUKM — KOMIIBIOTEpHAs
tomorpadust (KT) w/unu marautHo-pe3oHaHcHas tomorpadus (MPT). [ns
OLICHKH PacCIpOCTPAHEHHOCTH OITyXOJEBOTO ITPOLIECCA B CIIMHHOMO3TOBOM KaHAJ
Y CTEIIEHU KOMIIPECCUM CIMHHOrO Mo3ra npu Hb nmapacnuHanbsHOM JI0Kanu3anuu
(B ToM uymcie Tuma '"MecoyHbIX yacoB") pekoMeHnoBaHO mnpoBeneHue MPT c
BHYTPUBEHHBIM KOHTpacTUpoBaHueM [28, 41, 42].

KT mno3BomsieT mnoMy4uTh MHOXKECTBEHHBIE PEHTTEHOBCKHE CHHUMKH,
KOTOpbIE MPeoOpa3yroTCs C MOMOIIbI0 KOMITbIOTEPA B TPEXMEPHOE N300pakeHne
BCEro Teja WU ero oTnenbHoi obciemyemoii yactu (puc. 12). Cxanep KT
BpalaeTcsa BOKPYI Tella YeJIOBEKa, B OJHOM YacTH €ro KoJblla PacCHOJIOKEHa
UCIyCKaloasi PEeHTICHOBCKOE H3JydyeHue TpyOKa, a HalpoTUB — CHUCTeMa
JETEKTOPOB (MPUHUMAIOIIMX JaT4yukoB). M3imydeHue, mpoxoass 4epe3 Temo
NAlEeHTa, B PA3HOM CTENEHU IIOIVIOLIAECTCSA Pa3JIMYHBIMA TKaHSAMM, 3STH

U3MEHEHUS (UKCHUPYIOTCS JarTddKaMH U TIOCJIe CIOXKHOW  00paboTKu

peoOpa3yroTcs B M300paKeHUS UCCIIelyeMOro OpraHa u 4yacTtu tena [41].

Pucynok 12. KomnbrorepHasi Tomorpadusi rojoBbl, OPraHOB I'PYAHON U

OPIOIIHOM TOJIOCTH C BHYTPUBEHHBIM KOHTPACTUPOBAHUEM

MarauTHoO-pe30HaHCHAs ToMmorpadust — 0e30macHbIN 151

BBICOKOMH()OPMATUBHBIA METOJ UCCIEAOBAHUS, KOTOPHIA MO3BOJISET HE TOJBKO
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YTOUYHUTL JIOKAJIM3allUI0 OITYyXOJHM, TOYHBIC pPasMEpPhI HOBOO6p&30BaHI/IH u

COOTHOIICHHUC €ro € OKPYKaloIMKUMHU TKaHAMHU, HO U BBIABUTH MCTACTATUICCKHC

ouar (puc. 13) [42].

Pucynok 13. MarautHo-pe30oHaHCHast TOMOTpadus ¢ BHYyTPUBEHHBIM
KoHTpacTupoBanueM: a) MPT nosicauyHoro otnena no3BOHOYHUKA —
MeTractarnueckoe nopaxenue L2, S1 mo3BoHounuka; 6) MPT OpromrHoro

oTaciia — 00BbEMHOE OITYXOJICBOC O6pa3OBaHHC 3&6p}0HIPIHHOPO IMPOCTpAaHCTBA

Vnbrpa3BykoBoe uccienoBanue (Y3M) — Meton BU3yalid3aluyd Ha OCHOBE
WCII0JIb30BaHUS BBICOKOYACTOTHBIX 3BYKOBBIX BOJIH JJISl ITOJIYYEHUS MTONIEPEUHBIX
M300paKEHUH Teja C TMOMOIIBIO JAaTyuKa, KOTOPBIA IMO3BOJISIET OOHAPYKHUTh
oOpa3oBaHuE, OIICHUTHh €r0 PACIOJIOKEHHE IO OTHONICHUI0O K BHYTPEHHHUM
opraHaMm, BBISIBUTH METACTATHYECKOE MOPaKEHHWE TMEYCHH, ITUM(ATHIECKUX
y3ioB [41, 43].

OcteocruaTurpaduss uinu  cuuHTHUrpadust  ckelmera —  METO.
PAIMOHYKIUAHON THAarHOCTUKU, KOTOPbI OCHOBAaH Ha BHYTPUBEHHOM BBEJICHUU
paanodapmipenapara s CKaHHUPOBaHUS KocTe ckemera. Ha pucynke 14
BUJIHO, YTO paauodapMmmipenapar HaKalIUBACTCS YYaCTKaAMH, MOPAKCHHBIMH
OMyXOJIEBHIMH KJIETKaMU B KOCTSIX. Takum oOpa3om, JaHHBIA METOA

HCCJIeI0OBaHUS TTO3BOJISIET BBISIBUTh BO3MOKHBIE ME€TacTa3bl KOCTEH ckeiera [43].
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Pucynok 14. Octeocuiunturpadus

OO0s3aTeTbHBIM METOJIOM JUArHOCTUKU TP TEPBUYHOM OOCTIEIOBAHUU
HEHpOoOIaCTOMBI ABJISIETCS MCCIIEI0OBAHNE KOCTHOTO MO3ra. BeImonHseTcs Tpenan
U aclMUpaIMOHHAasi OMOTICUSI KOCTHOTO MO3Ta MOJB3/AO0IIHBIX KOCTeH (4 Touku). Y
nanueHToB ¢ 1 cragueidl 3a0oiieBaHUS MOXKHO OTPAaHUYMUTHCA  TOJIBKO
acMMpAIMHHON MyHKIIMENW KOCTHOTO Mo3ra [44, 45, 46].

J1ist MoTy4eHUs! TUCTOJIOTMYECKOro MaTrepraia, OUEeHKH OUOIIOTHYECKUX U
TeHETUYECKUX  MapKepOB  MPOBOJUTCSA  OHMOICHS/OTMEpaTUBHOE  JIEYCHUE
HEWpPOTreHHOM onyxomu [4].

[Tpu o6Hapyxkenun 6onee 30 — 40% omyxoneBbIX KIETOK HEHPOOIaCTOMBI
B KOCTHOM MO3re Yy THaIlMeHTOB ¢ 3 — 4 cTaauweil 3a0oJjeBaHUs TPOBEICHUE
TCHETUYECKUX UCCIIEIOBAaHWNA BO3MOXKHO U 0e3 OWONCHUU TEePBUYHOTO
oOpazoBanus. [4]. Takxke BO3MOXKHO BO3IEPKAThCsl OT MPOBEIACHUS IYHKITUU
MEPBUYHON OIMYXOJNH Y TMAIMEHTOB, y KOTOPBIX OOHAPYXWIN HEHPOTCHHYIO
OMyXOJb B UHTPA-NIEPUHATAIIBHOM MEPHUOJE, B CBSI3U C BHICOKOW BEPOSITHOCTHIO
perpeccun/co3peannst Hb [4, 47].

Herckoit onkonormyeckor rpynmnoit (COG) ObpUIO MMOKAa3aHO, 4YTO
XUpYyprudeckoe mocooue yaaiaoch uzdexarb y 81% nereil paHHEro JEeTCKOro

BO3pacra [28, 48].
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B MexynapoaHoii auTepaType npoI0KatoTCs 1e0aThl 0 XUPYPruuecKom
PE3EKIINHU U €€ BIMSHUH Ha 00IIYI0 BhDKHBaeMocTh [49]. Ha maHHBI MOMEHT HET
€AMHOTO0 MHEHHUS HU O HaWIy4llIed XUPYPrUYECKOHW TEXHUKE W PaCIIMpPCHUU
XHPYPTUYECKON PE3CKIIMU, HU O TIPABWIBHBIX CPOKAxX OIMEpallud TPHU ITOM
3a00J1eBaHUH, TaK KaK 3TO 3aBUCHUT OT JIOKAJIM3ALMK U XapaKTepa 00pa3oBaHUs
[50].

OCHOBHOM TIeJIBI0 XUPYPIUYECKOr0 BMeNIaTeabcTBa y nanueHToB ¢ Hb
SIBIIICTCSL HAanOOJIee TIOHAsT PE3eKIUs OnyXon (JocTmkeHue pesekiuun> 90%),
coOJII0/IeHUE €€ LIETOCTHOCTHU U MPEeA0TBpaIlEHNE YpE3MEPHOIl THBa3UBHOCTH U
MOBPEKJCHUS OKPYIKAIOIIUX OpraHoB W TkaHed. OleHKa OIEpPaTHBHOTO
BMEIIATEIBCTBA JIOJDKHA YIYUTBIBATH OCYIIECTBUMOCTb ITOJTHOM PE3CKIIUU U PUCK
HOBPEIKICHUS OKPYKAIOIINX OPraHoB U TKaHew [51].

B ciyuae Hb rpymnimbsl BEICOKOTO pUCKa 3apyOCSKHBIC KOJUICTH MOIBITAINCH
OLICHUTh KOPPEJIALMIO MEXKIAY CTENEHBIO PE3EKIIMH U UCXOJIOM C TOYKU 3PEHUs
oO11el BBKUBAEMOCTH C TOMOIIBIO TAKMX MEPEMEHHBIX, KaK METaCTaTUYeCKUN
OTBET, BIIUSIHAE U3BECTHBIX OMOJIOTMUECKUX (DAKTOPOB prcKa (HAIIpUMeEp, CTaTyC
MYCN) u omeHKH ONIpeaeNICHHBIX MO0 H300pakeHuio ¢GakTopoB pucka. B
pe3ynbrate He OBUI0 OOHAPYXKEHO KOPPENSIMH MEXIy XUPYpPrudecKoit
pE3eKIMell 1 METacTaTUYECKUM OTBETOM MIIM OCTAaTOYHBIM METACTaTHYECKUM
3aboneBanuem [51].

B mocnennee necstuieTie HaKamMBaeTCs OOJBIIONW OMBIT MUHUMAIBHO
VHBA3UBHBIX  MaHunyasiuui y  nmagueHtoB ¢ Hb.  IIpumenenwue
JANapOCKOMMYECKOT0 BMEIIATEIBCTBA 1a€T BO3MOYKHOCTH IOOUTHCS OBICTPOTO U
0€300JIe3HEHHOTO BOCCTAHOBIICHHUS JACTEH B IOCJICOMEPAIMOHHOM TIEPHOJIE,
OYEHBb XOPOIIIEr0 KOCMETHUECKOTro 3(pdeKTa u He TOMyCKAET HAPYIIEHUSI CPOKOB
nedeOHol porpaMmel [52].

K coxanenuto, HET 4YETKMX PEKOMEHJAMH O  IPOBEICHUU

Janapockonuueckoro BmemarensctBa y aered ¢ Hb. Ho, HecmoTps Ha ux
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OTCYTCTBHE, Hallld 3apyO€KHbIC KOJUIETH BBIABUHYIM CBOU KPUTEPUU IS
MPOBEICHNS MUHUMHBA3UBHBIX OTMEPaIUii:

— OTCYTCTBHE KPYMHBIX COCYAUCTHIX CTPYKTYD;

— JoKalnM30BaHHas onmyxoub (ctaaus 1 wiu 2 mo INSS) [53];

— pa3Mepbl OIyXO0JIEBOT0 Iporecca MeHee 4 cm [54].

B cinyyasx oO0beMHOro o0pa3zoBaHusi M JUCCEMUHHUPOBAHHOM OMYyXOJIU
WIM HaJIW4us, 10 KpailHeW mepe, OJHOro mnpeaomnepanuonHoro ¢akropa IDFR
PEKOMEHIyeTCs TPAAUIIMOHHAS €OTKpbITas» Xupyprus [51].

B wuccnenoBanusix COG ObUIO COOOIIEHO, YTO «BBDKUAATEIBLHOE)
HaOmonenne aereit ¢ Hb mnamame 6 mecsnes ¢ nebonbmmumu (L1) omyxomsmu
HAJMTOYEYHUKOB TIPUBEIIO K OYEHb XOPOIIUM pe3yiabTaTaM oOImer u
0eCcCOOBITUIMHON BBIKMBAEMOCTH, M30€ras XUPYPruyeCcKoro BMeEIIATEIhCTBA Y
OonpimuHCcTBa nanueHtoB. g mauuwentoB ¢ Hb 4S cragum rpynmoit COG
PEKOMEHIOBAHO  BO3JEpPKAaTbCd  OT  MHUUMUAIBHOIO  XHPYPrHYECKOTrO
BMENIATeIbCTBA U OCTABUTH OOJIbHBIX MO/ TMHAMUYECKUM HabtofaeHuem [55].

[Tatmentam ¢ Hb L1 cTtaguu xupyprudeckoe jJe4eHUe MpOBOJUTCS B TOM
ClIy4ae, €CJIM OIyXOJb sBIsgeTcs pe3ekradbenbHor. bompapiM ¢ Hb L2 cramum
UHULHAAIBHO TMPOBOJSAT CHUCTEMHOE HPOTUBOOITYXOJIEBOE JIEUEHHE, IIOCIIE
KOTOPOTO MOBBIIIAIOTCS HIAHCHI paauKaIbHOTO OMEPATUBHOIO
nedyenus. Hemerikumu ucciienoBaTeisiMu ObUTM  CHEJIAHBI BBIBOJABI, UYTO IS
nanueHToB ¢ Hb mumamme 6 MecsueB ¢ oOpazoBanmem L1 m L2 craguit
6e3 ammmupukarmn MYCN  moctatodHo mpoBefeHUss OMOINCHUU OMyXOJIU H
JUHAMUYECKOT0 HaOoaeHus [56].

Heckonbko pecartwnetuit Hazan JydeBas Tepanus (JIT) mmpoko
HCMOJIB30BAJIACH KaK JIOKAJbHBIM METOJ JiedeHUs y mnamueHtoB ¢ Hb, HO ¢
pa3BUTHEM OTJAJIEHHBIX ocliokHEeHU nposeaeHue JIT cauzunocs Ha 25%. Tak,
K TIpuMepy, eciu yactora ucnoib3oBanus JIT B 1973 — 1976 romax 6sima 60%,

to B 2005 — 2008 romax ona cocraBuia 25% [57].
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3apyOekHble HCCIEIOBaHMS TOKazanu, yTo nposeneHue JIT Ha noxe
YAQICHHOM OIyXOJK TIOCJE€ XUPYPrUYeCKOW PE3eKIMU U TpPU  HAIUYUU
MEPCUCTUPYIOIIUX METACTATUUECKUX Y3JIOB BHOCHUT 3HAYUTEIBHBIN BKIJIAl B
MECTHBIM KOHTpOJIb 3a0oieBaHusl M MNPOYUIAKTUKY MECTHOTO pPElUIuBa,
noaTBepkaas orpoMuyto posb JIT B Takux cutyarusx [58].

B onHOM paHIOMU3MPOBAHHOM MCCIIEIOBAHMM Ha HEOONBIIONH BBIOOpKE
NalMEeHTOB C HelpoOiacToMoi IpyNIbI BBICOKOTO pucka
peLUANBa/TPOrPECCUPOBAHUS YIAJIOCh MPOBECTH TUCTAHIMOHHYIO JIOKAJIbHYIO
Jy4eBYI0 Tepanuio Ha joxe ynanenHou onyxonu B COJ 18 I'p (pa3zoBast ouaroBas
noxa (POJ) 1,5 I'p). Camxennas no3a JIT mo 18 I'p He craBwia mop yrposy
«MECTHBIA KOHTPOJIb» WU «BBDKHMBAEMOCTH» B KOTOPTE MALMEHTOB TMOCIE
pPaJNKaIBLHOTO ONEPATUBHOTO JICYCHUS. DTU PE3YbTAaThl MOATBEPKIAIOT OLEHKY
nanbpHeiero cHwkenus A03bl JIT w ee Banmupmanuio B Oosee KpymHOM
MYJIBTUAHCTHTYIIMOHAJILHOM HccienoBanuu [58].

B nocnennue rogsl HEKOTOPBIE UCCIENOBAHUS ITOKA3AJIU, YTO 1032 JTy4€BOU
TEpanmuu TpH HehWpoOiacToMe JODKHA 3aBUCETh OT CTENEeHH PE3EKIUU
onyxoiu. B 2018 rogy N. K. Cheung u M. A. Dyer npoaeMOHCTpHUPOBAIH, YTO
JIT ¢ NMOHWKEHHOW 1030l Ha NEPBUYHYIO OIYXOJIb HE CTAaBUT IO YIPO3Yy
NOKA3aTelid BbBDKUBAEMOCTH WJIM MECTHOTO KOHTpPOJIIb Yy TMAlMEHTOB C
HENPOOIIaCTOMON TPYIIBI BHICOKOTO PUCKA, MEPEHECIINX TpyOyIi0 TOTAIbHYIO
peseknmto, 1 103a JIT B 18 I'p MoxkeT ObITH TocTarouHoi [58].

Panee cxembl jeueHUsT HEHPOOIACTOMBI TPYNIBI BBICOKOTO pHCKa
BKJIIOUAJIM O0ydeHHe Bcero Tena (TortanbHoe obimydenue tena, TOT). Omxnako
CEepBhE3HbIC TO3HUE TOKCHYECKHE HDPQPEKThl OTrPaHUYMBAIOT MPUMCHECHHE
OOJy4eHHUsS] B TaKOM peXuMe. PeTpOCTIeKTUBHOE HCCIEIOBAHHUE TMOKA3aJI0, YTO
PUCK pelUMIMBa 3HAYUTENBHO CHU3WIICA B pPAaHEE IMOPAXKEHHOM YYaCTKE Yy
MAIMeHTOB, TOMyYaBIUX oOiydeHue Bcero tena [58]. TOT B coueranmm ¢

ayTOJIOTUYHOW TPAHCIUIAHTALMEW KOCTHOTO MO3ra YIy4dllWIA MECTHBIN
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KOHTPOJIb 10 CPABHEHUIO C IPOJIOJIKEHUEM XUMHOTEpaIuu 06€3 JIydeBOU Teparnuu
[58].

buonoruueckas  reTeporeHHOCTH  HEMpOOIaCTOMBI  MpHUBEIA K
JTUXOTOMHU3ALMU TEPANEBTUYECKUX CTpareru. [l omyxonen, HMErOIINX
OyaronpusiTHbIE OMOJOTHYECKUE OCOOCHHOCTH, SIBHOM TEHACHIUU SIBISETCS
CHIDKEHHUE TEPANEeBTUYECKON MHTEHCUBHOCTU. HampoTuB, MOAXO K OMyXOJIAM K
HEOJIAroNpPUSATHBIMU TPOTHOCTUYECKUMH OCOOCHHOCTSIMU 3a TOCJIETHUE JBa
JECSITUIICTUS] CMECTHIICSI B CTOPOHY MHTEHCU(UKAIIMU XUMHUOIYYEBON Tepanuu
[59].

B nocnennee Bpemst ucciaenoBarenbCKue TPYIIbI MBITAIOTCS pa3padoTaTh
METOJIbI JICUCHMS, KOTOpbIE€ OYIyT UCIIONB30BaTh KIIOYEBbIE OHKOTCHHBIC
0COOCHHOCTH, OOHApY)KEHHBIE B OIYXOJEBBIX KJIETKaX, B MHKPOOKPYXEHUU
OTTYXOJIU WJIM B 000UX CydasX.

Exeronno B Poccutickoit denepanuu peructpupyercs: okoio 300 HOBBIX
ciydaeB Hb. Okono 150 neteit mpu nepBUYHON cTpaTh(UKAIIMKU BKIOYAIOTCS B
rpynmny BBICOKOTO pHCKa peuuauBa/mporpeccupoBanus. CoBpemMeHHas
IporpaMMa JICYEHHUs JJIs TAKUX MMallMEHTOB BO MHOTUX CTPAHAaX MHUPA BKJIIOYAET
UHIYKUIAOHHYIO Tepanuio (JICKApCTBEHHBIH M XUPYPTHUYECKUM  ATarbl),
KOHCOJUIUPYIOIIEE JICUEHHE, COCTOSLIEE U3 BBICOKOJO3HOM MOJIMXUMHUOTEPAIIUN
C TIOCIEAYIONIEM  ayTOJIOTUYHOM  TPAHCIUIAHTALMEW  TeMOIIOA3THYECKUX
CTBOJIOBBIX KJIETOK M IOCTKOHCOJIMIALMIO PEMUCCUM C HCIIOJIb30BAHUEM
UMMyHoTepanuu c/6e3 auddepeHIMpPOBOYHON Tepanuy, HaIpaBICHHbIE Ha
AIMUMHHAIINI0 MHHUMAJIBHON ocTaTrouHoi 6oe3Hu [60].

CranpaptHeie cxeMbl HHAYKIUMOHHON Tepanmuu COG  BKIIOYAIOT
pasnuYHbIe KOMOWHAIIMKA  aJKaJOWJIOB, AHTPAIMKIMHOB, HWHTHOUTOPOB
tonouzomepasbel | wm II, coenuHeHwe I1UIATHHBI, BBOAUMBIX ULHUKIAMH C
MHTEpBajaMu B 21 neHb B TeueHue 5—6 MuKIoB. bbulio MokazaHo, 4TO ycnenHas
UHIAYKIMS, OpuBojsmias K nonHod pemuccuu (IIP) wnm ouenb xopoiieit

yactuyHoil pemuccun (OXYP), koppenupyeT ¢ yaydilleHUeM MoKa3aTeieil 0TBeTa
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1 0o01Iel BDKMBaeMOCThIO [61, 62]. Oneparus nmpoBoauTces mocie 4—6 IUKIOB
WHIYKIIMOHHOW XumuoTtepanuu. [loyiHas pe3ekuus OmyXoju, IO-BHUIMUMOMY,
KOppeIupyeT ¢ YIy4dllIEeHHEM MECTHOTO KOHTPOJIS, a TaKXE CO 3HAYUTEIbHBIM
yIy4IIEHUEM BbDKHBAEMOCTH 0e3 coObITHI [61].

COG ANBLO0532 npoaeMOHCTpHpOBaia, 4TO UCMOIb30BAHUE TAHIEMHBIX
IIUKJIOB BBICOKOJIO3HOM XUMUOTEpaATuu c ayTOTpaHCIUIaHTaIuen
TeMOMOAITHYECKUX CTBOJIOBBIX KJIETOK TI0O CPaBHEHHIO C  OJMHOYHOU
TpaHCIIAHTAIMEH TPHUBEJIO K  YAYYIICHUIO 3-TIeTHeW Oe3peluIuBHOM
BbIKMBaeMOCTH Ha 14%; pexkumbl Bbicokog03HOM [IXT B 3TOM HccieqoBaHuu
BKJTIOYAITH KapOoruIaTuH/3Tono3u/ Mendanan (CEM) u
tuoteny/mukinodochamun (TC) [63].

[TpuMeHsieMblil peKrUM KOHJIUIIMOHUPOBAHUS OOBIYHO BBIXOJIUT 33 PaMKHU
TOJIEPAHTHOCTU KOCTHOTO MO3ra MarueHTa (MUEI0a0IaTUBHBIN), YTO O3HAYACT
HEBO3MOXKHOCTh ~ BOCCTAHOBJIGHHUS ~ KpPOBETBOPEHMsSI  0€3  COXpaHEHHBIX
reMOMO3THYECKHUX CTBOJIOBBIX KJIETOK. Onnako CYILLIECTBYIOT
cyomuenoabiaruBabie cxembl BJIITXT, B KOTOPBIX BOCCTAHOBIEHUE CTBOJIOBBIX
KJIETOK HE sBIsSeTcs aOCONIOTHO HEOOXOAMMBIM IS TPHKUBICHUS
TPAHCIJIAHTATa, OHU MCIOJIb3YIOTCA JJI1 YCKOPEHUSI BBI3IOPOBIICHHUS], CHUKEHHUS
TOKCUYHOCTH M HHTEpBaJa MEXAY KypcaMu XHUMHOTEpanuu. Beigenstor
ONpEJIETICHHbIE KPUTEPUHU, KOTOPbIE MOTYT YKa3bIBaTh Ha MOAXOIAIINE YCIOBUS
JUIS1 MUCTIIOJIb30BAHUS ayTOJIOTUYHBIX TEMOMO3TUYECKUX CTBOJIOBBIX KJIETOK [64].
K HuM oTHOCSTCA

1) xuMUOUyBCTBUTEIbHAS ONMYXOJb C XOPOLIMM HAdyaJIbHbIM OTBETOM Ha
WHIYKIMOHHYIO XUMHUOTEPANUIO, HO MJIOXOW 3- Wi 5-1eTHeH 0eccoOBITHITHOM
BBIKMBAEMOCTBIO,

2) ucnonw3zoBanue pexuma BJIIXT, mo3za xoTtoporo mMoxkeT 06e30macHo

IMOBBIMIATBCA 3a IPCACIIbI TOJICPAHTHOCTH KOCTHOI'O MO3ra,
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3) pexum BJIIIXT, B KOTOpOM UCIOJB3YETCS HECKOIBKO arcHTOB,
AKTUBHBIX IPOTUB 3a00J1€BaHus, BKJIIOUas, B U€aje, areHThbl, OTJIMYHbIE OT TEX,
KOTOPBI€ UCTIOJB3YIOTCS B PEKUME UHAYKIUU,

4) UCTIOJIb30BaHUE ONTUMAJIBHON MOAACP>KUBAIOIIEH TepaIuu.

Taxum oOpa3zom, Hb TPYIIIBI BBICOKOTO pHUcCKa
peLUANBA/IPOrPECCUPOBAHUS  TPEACTABISET  COOOM  3JI0Ka4eCTBEHHOE
HOBOOOpa30BaHHE, B MPOrpaMMy KOTOPOM HEOOXOAMMO BKJIIOYATH OMIUIO
BAIIXT c aytoTT'CK, mockosibKy OHa COOTBETCTBYET IEPBBIM TPEM KPUTEPUSIM,
NEPEYUCIICHHBIM BbIIE [65].

OpHuM U3 JUCKYyTaOeNbHBIX BOMPOCOB HAa CETOMHSLIHUMN JIEHb OCTAETCS
PEXKUM  KOHAUIMOHHPOBAHUS, OCOOEGHHO €ro YCWJIEHHE C IOMOIIbIO
nByx3BeHbeBoM (miu Tangaemuoi) BAIIXT ¢ aytoTI'CK.

J. R. Park u coasr. (2019) B cBoeli myOnMKaluu Jajld CyMMapHYIO
XapaKTEPUCTUKY MPEABIIYIIUX MCCIENOBAHUN JETCKOM OHKOJOTHMYECKOM
IpyIIbl, TOCBSUIEHHBIX KOHcoiupanuuu pemuccun HbB ¢ momonisio
BBICOKOJJO3HOM  MOJUXUMHUOTEPANIMM C  AyTOJOTMYHOW  TpaHCIUIaHTaLMEH
FEMOIOATUYECKUX KIETOK [61]. DTO MHOIrOIIEHTPOBOE HCCIIEIOBAHUE HMETIO
YETKUE KPUTEPUU BKIIOUCHUSI U BEJICHUS MAIIUEHTOB C COOTIONEHUEM TPUHIIUIIOB
IIPOTOKOJIa JICYEHUS U TOJHOUEHHON OIIeHKOW 3(P(EKTUBHOCTH Tepamuu ¢
UCIIOJB30BaHUEM BCEX COBPEMEHHBIX METONOB oOciemoBaHus. JlaHHas omims
MO3BOJIMJIA YBEJIMUUTD IMOKa3aTeau 0eCCOOBITHITHOM B KUBaeMocTu neteit ¢ Hb
IpyHIbl BBICOKOTO PUCKA PEIUAnBa/IporpeccupoBanus. B 3Tom uccienoBanuu
MOCJIe WHAYKIIMOHHOTO JICYCHHS TMAalMEeHThl OBLTM PaHIOMHU3UPOBAHBI B JIBE
Tpynnsl: B rpymmy «single-rpancmantanun» (n = 179) u B rpynmy «tandem-
TpaHcmantauun» (n = 176). Tpexnetnsis BCB B mepBoii rpynmne cocraBuia
48,4% [95% noBeputenbubiii uutepsan ([1N), 41-55,7%], Bo Bropoit — 61,6%
[95% JIU, 54,3-68,9%]; log-rank test — 0,006. JloGaBneHne K TaHIAESMHOMN
TPAaHCIUIAHTAIMM Ha JTale IOCTKOHCOIWAAUMA HUMMYHOoTepanuu aHtuGD2

MOHOKJIOHAJIbHBIMU aHTUTEJIAMH O3BOJIMJIO MOBLICUTH MMoKa3arenb bCB e 10
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73,3% [95% U, 65,2-81,3%]; B rpymnme «single — TpaHCIaHTauum» C
ummyHotepanueir bCB coctaBuna 54,7% [95% AU, 46,1-63,3%]; log-rank test
— 0,004. OcHoBbIBasicb Ha JaHHBIX pesynbrarax, rpymnmna COG Bkirounia
TaHJIEMHYI0 BBICOKOIO3HYI mnojuxumuorepanuto ¢ ayroITCK B crangapr
neuenus nereil ¢ Hb, mepBuuHO cTpatuuUUMUpOBAaHHBIX B TPYIIY BBICOKOTO
pHUCKa peluanBa/mporpeccupoBanus [72].

VYke Ha TPOTSKEHUU 3 IECATUIICTUH B JIUTEpAType 00CYKIaeTCsl BOMPOC
ACKAJIAIMM  WHIYKIMOHHOM W  KOHCONMAMPYIOLIEW TEpanmuu JeTed C
HENpoOIacTOMOM IPyIIIbl BBICOKOTO PUCKA PELUANBA/TPOrPECCUPOBAHMS.

B Ttabnume 5 mnpeacraBiieHbl pe3yiabTaTbl MCIMOJIB30BAHMUS TAaHIEMHOU
BBICOKOJJO3HOM TOJMXMMHOTEpPANIMA C TPAHCIUIAHTAUMENH TI'€MOMO3THYECKHUX
CTBOJIOBBIX KJIETOK Pa3JIMYHBIMH KIMHMUYECKHUMU rpynnamu, HaduumHas ¢ 1993

roza.

36



Tabnuma 5. Pesynprarsl ucnonp3oBanus TanaeMHol BAIIXT ¢ ayroTI'CK B pa3nu4HbIX KIMHUYECKUX UCCIETOBAHUSIX

(c antuGD?2)

Ko9ecTEo Her orBera | Tokcuuecka
I'pynma (aBTOp) HALICHTOR Tun KU Ha s BCB (OB) PesxuMBbI KOHCOTH AT
! WH]IYKIIMIO | CMEPTHOCTb
Philip T. et al., 0 0 (2-nernsist — 36%) (1) BCNU + VM-26 + CDDP
1993 33 | Qasall 24% 24% | (5 nernss — 32%) (2) VCR + Mel + TBI
Ladenstein R. et 110 Perpocniexrus Her 10% 5-nernsist — 33% Paznuunbie pexxumsl ¢ Mel
al., 1998 HOE JTAHHBIX
Grupp S. A. et 0 0 i 0 (1) Eto + Carbo + Cy
al.. 2000 39 daza ll 3% 9% 3-netnsist — 58% (2) Mel + TBI
George R. E., 0 0 5-nerusist — 47% (1) CE +Cy
2006 o7 Paza | 6% 6% 7-nietss — 45% (2) Mel + TBI
(1) CE+Cy
Qayed M, 2012 | 56 | IPOCTENTIE | gy, 4% | demernss - 59% 8 Vel + T8
(2) CEM
Saarinen- (1) Mel
Pihkala U. M., 15 dasza 0% - 5-nernsist — 73% (2) Eto+ Carbo + TT nim PEM +
2012 TBI
Sung K. W., 0 0 i  Eq a0 (1) CEM
2013 50 daza Il 2% 0% 5-netnsst — 58,3% (2) TC+TBI
0 0 i B 0 (1) CEM
Lee J. W., 2017 54 dasza 3,7% 9,6% 5-netnsist — 67,5% (2) TC + 1311-MIBG
3-nerHsas — 61,6% (1) TC
- _ 0
Park J. R., 2019 176 dasa ll 3-netass — 73,3% (2) CEM

BCNU + VM — 26 + CDDP — N,N’-Bis(2-chloroethyl)-N-nitrosourea + VM — 26 + cis-Diamminedichloroplatinum(Il) — N,N'-6uc(2-
XJI0p3THA )-N-HUTPO30MOUYEBUHA (KapMYCTHH) + TeHUNo3ua + uuc-auammuaauxioporuiaruta(ll) (mucnnarun)

VCR + Mel + TBI — vincristine + melphalan + total body irradiation — Bunkpuctus + mendanan + TOT

Eto + Carbo + Cy — etoposide + carboplatin + cyclophosphamide — stono3un + kapboruiatis + nuknodochamug
Mel + TBI — melphalan + total body irradiation — mendanan + TOT
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CE + Cy — carboplatin + etoposide + cyclophosphamide — xapOorutatus + 3Tono3ua + nukiIopochamu
Eto + Carbo + TT — etoposide + carboplatin + thiotepa — 3Tono3ua + kapOoIIaTHH + THOTENA
PEM — cisplatin + etoposide + melphalan — mucruratus + 3tono3un + Mendaian
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B nccnenosannn LMCE2, nposeneHHOM BO @PpaHIy3CKOM HAlMOHAJIBHOM
WHCTUTYTE 3paBOOXpAHEHHUs, BIEPBbIE COOOLIEHO O 0€30MacHOCTH U
TOJIepabeIbHOCTH JBOMHOM BbICOKOMO03HOM monuxumuorepanuu ¢ TI'CK [66]. B
Ka4eCTBE MEPBOM KOHCONMAAIMU OBbLUIA HCMIOJIB30BaHBI TEHUIO3U], KAPMYCTUH U
[UCIUIaTUH (MU KapOOIUIaTHH), B KAU€CTBE BTOPOM — BUHKPUCTHUH, MedalaH U
TOT. K coxanenuto, B JaHHBIM MUJIOTHBIA MPOEKT ObUIA BKIJIIOYEHBI MAIMEHTHI C
pedpakTepHbIM TeueHHEM 3a00JIeBaHUS; TTIOKA3aTEIH 2- U S-JIETHEW BBDKUBAEMOCTH
cocraBmwin 36% u 32% coorBercTBeHHO. B 3T0if paboTe caenaH akIEHT Ha
oOcykIeHrne BOMPOCOB HEOOXOJUMOCTH UCTIOIB30BaHMUS JBOMHON TpaHCIUIAHTALINH
y MAIMEeHTOB C TO3JHUM OTBETOM Ha WHAYKIMOHHYIO TEpanuio, aJJIUTHUBHOMN
TOKCUYHOCTH  TaHAEMa C  BO3MOXXHOCTBIO TNPUMEHEHHUS B  peXKUMaAX
KOHAUIIMOHUPOBAHUSI MEHEE TOKCUYHBIX IIpenaparoB [66].

R. Ladenstein ¢ coart. (1998) B cBoeM ucCCiIeT0BaHUY MOTYUMIIN TIOKa3aTelb
BCB B 33% (B rpynmne «single» sta mudpa Obuta 26%). OcHOBHOM uaeel faHHON
paboThl OBUIO HCIOJNB30BAHUE B KAXKIOM PEXKUME KOHAUIIMOHUPOBAHUS BBICOKHX
no3 Mendanana. ABToOpamMHu JlIOKa3aHa ToJepaOeTbHOCTh COYETAHHS STOTO
AJKWIUPYIOIIETO areHTa ¢ JAPYrUMHU IUTOCTAaTUKAMH B 2-X M 3-KOMITOHEHTHBIX
cxemax [67].

Hauano XXI Beka cBA3aHO ¢ HAKOTIJICHUEM OMBITA SCKAJIUPOBAHHOTO JICUEHUS
HEHUpOOIacTOMBl TPYNIBI  BBICOKOTO PHUCKA PELUIUBA/TIPOTPECCUPOBAHUS |
YCOBEPIIECHCTBOBAHHEM METOJI0OB COMPOBOJUTEIBLHON TEpaluu, 4TO HPUBEIO K
VAYYILIEHUIO HEMOCPEACTBEHHBIX pE3ylIbTaTOB CO CHMXEHHUEM CMEPTHOCTH OT
Tokcu4yeckoro Jedenus. Ilpu wucnons3oBanum pexumoB (1) stomo3ma +
kapOormnatud + mukiaopochamun u (2) mendanan + TOT nmokaszarens 3-neTHei
0eCCOOBITHITHOW BBIKUBAEMOCTH YBEIHUMIICA yke 10 58% [68].

JlanpHelive ucciaeaoBaHUs B 00JacCTU TaHAEMHOI'O KOHJUIIMOHHPOBAHUS
npy  HEHpoOIacTOME TPYIIBI BBICOKOTO PHUCKA PEIUANBA/TIPOTPECCUPOBAHUS
OTJINYAJINCh HU3KOW TOKCHYECKOM CMEPTHOCTBIO, HE mpeBbimatomeit 6 — 10%. B

uccnenoBanusix R. E. George u coast. (2006) moxazarenu bCB uepe3 5 ner
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coctaBuwiu 47%, uepe3 7 ner — 45%. Ho, x coxanenuto, 6onee 50% OOIbHBIX
HEBO3MOXKHO OBUIO M3JIE€YUTh. ABTOpaMU MPEIINOIO0KEHO, YTO OAHUM H3 METOAOB
JATbHEUIIET0 YITYUYIlIEHUsS] BBIKMBAEMOCTH MOXET ObITh ajanTaius JICUCHUS B
COOTBETCTBUM C OTBETOM Ha HMHIYKIMOHHYIO Tepamnuto. OOCYXIaauch U CXEMbl
KOHJUITMOHUPOBAHUSL C BKJIIOYCHUEM TOIMOTEKaHa U IuKiIodochaMuia, a TakxKe
BO3MOXKHOCTb JICUEHUS MHUHHUMAJIBHOM OCTaTO4YHOM OOJE€3HH C HUCIHOJIb30BaHHEM
MOCTKOHCOJIUJIAIIMOHHON Tepanuu Ju(GepeHIUpyIONUMHA areHTaMu, TapreTHOM
Tepanuen aHTUTeNaMu U MoaudukaTopamu Ouonoruyeckoro orsera [69]. Hakoner,
0oOHapyXeHUE MOJICKYIISIPHBIX abeppaliuii JOJKHO OBITh MPUOPUTETHBIM B TOTIBITKE
OTPEIETUTh HOBBIE TEPANIEBTUUECKUE MUIIICHHU.

B nybnmukammsax K. W. Sung u coart. (2013) u B nocnenyromem J. W. Lee u
coanT. (2017) obcyxnaercst TanaeMHbii pexuM Bbicokogo3Hol [IXT TC/CEM wu
TOT wan MUBI -teparus coorsercreento [70, 71]. IlepBoe uccienoBaHue mpu
BBICOKHMX IOKa3aTelsiX BbDKUBAEMOCTH (S-JeTHssl 001ias BbIKUBAEMOCTh 58,3%)
o0nasano Cepbe3HOM  KpPAaTKOCPOYHOM U JIOJTOCPOYHOM  TOKCUYHOCTHIO.
O} PexTUBHOCTH TOTAIILHOTO OOTYYEHUSI OpraHU3Ma B Teparnui HeMpoOIaCTOMBI He
OblJIa JI0Ka3aHa HU B OJHOM uccienoBaHuu. B cBsa3u ¢ atum TOT B mocnennem
WCCIICIOBAaHMN OBUIO 3aMEHEHO Ha MﬁEF-TepanHm [71]. Oxomo 90%
HENPOOIaCTOM IKCIPECCUPYIOT TPAHCIIOPTEP HOpaJApEHanHa, KOTOPhIM o0eryaer
MOTJIOIICHUE PATUOAKTUBHO MEUYEHHOIO METAaHOAOO0CH3UITYaHUIMHA, YTO JaeT
OCHOBaHME HCIIONb30BaTh PAJNOAKTHBHO MedeHbli MUBI' B kadecTBe TapreTHOIl
nydeBoit Teparuy. TakiuM 06pa3oM, BKIIFOUEHHE BBICOKO03HOTO JeueHns > MUBT
B TaHIEeM ObUJIO OCYHIECTBUMBIM U TIOMOIJIO CHHU3UTh KPAaTKOCPOUHYIO U
JONTOCPOYHYIO TOKCUYHOCTH 0€3 yrpo3bl ISl TOKa3aTesie BbhkuBaeMoCcTH. OHAKO
B 3TO HUCCJIE/IOBaHNE OBbUIM BKJIFOUEHBI TOJNBKO 54 MalMeHTa, a il MOATBEPKICHUS
yAy4dllleHHBIX pe3yiasratoB (S-netHssi BCB 67,5%) uccienoBanuss HEOOXOaUM

PaHIOMU3UPOBAHHBIN MPOCIIEKTUBHBIN aHAIN3 C OONBITUM YUCIOM OOJTHHBIX.
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3a mocienHee NECATUIIETHE JIeYeHUE OOJBbHBIX HEWpPOOJACTOMOW TPYIIIBI
BBICOKOT'0 PUCKa PELMIMBA/IPOrPECCUPOBAHUS IBOIIOLMOHUPOBAIIO C BKIIOYEHHEM
JUISL JIEYEHUS MUHUMAJIbHOTO OCTaTOYHOI'O 3a00J1€BaHUs OMOJIOTHYECKOM TepaIuu.

CpaBHUMBIE pe3ynbTaThl, HO 0€3 UCIOIb30BaHNS UMMYHOTEPAIIUU MOJTYUYEHbI
U. M. Saarinen-Pihkala u coast. (2012). Ucnons3ys (1) Mendanan B MOHOpEXKUME
u (2) sromo3ux + KapOOmJIaTMH + THOTENY, YAAJOCh TMOBBICUTh LU
6eccoObITHItHON BbIKkUBaeMocTH 10 73% [70]. [Ipu naHHOM pekuMe He OTMEYEHO
TOKCHUeCKuX cMepTeil. MHTeHcupukamus ke KOHCONUJAUUU TPETbUM IUKIOM
BBICOKOJJO3HOM MOJIMXMUMHUOTEPANINN HE YAy4dlIWIAa pe3yiabrarbl. [JOCTUrHYB nuka
BBDKMBA€MOCTH, HE MMEET CMBICJIA YBEJIMYMBATh YWCIO LHKJIOB KOHCOJIMJIALNH,
CJIeIyeT JieJaTh aKIeHT Ha OUOJIOrMYECKON Teparuu 3JI0KaYeCTBEHHBIX OMyXOJeH.

[TonoXUTEAPHBIM MOMEHTOM BCEX BBILIEIIEPEUYUCIEHHBIX HCCIEA0BaHUMN
CTaidu BbICOKas 3()PEKTUBHOCTh W MpHeMiIeMas TOKCUYHOCTh AIKUIMPYIOIIUX
areHToB (Kak B MOHOpPEXHMMax, TaKk M B KOMOMHAIMsIX) MelndaliaHa U THOTEIbI;
OTPUIIATENIBHBIM — HEJAOCTaTo4Hass dS(PQPEKTUBHOCTb U BBICOKUNA TPOPUIH
TOKCUYHOCTHU TOTAJILHOTO OOJTYYEeHHS Tela.

B Hacrosiiiee BpeMsi IpUCYTCTBYIOT HEKOTOPBIE CIIOPHBIE MOMEHTHI B TEPATUU
nereit ¢ Hb, mepBuuHO cTpaTU(UIIMPOBAHHBIX B TPYIITY BBICOKOTO PHCKa
pEeIUANBA/IPOrPECCUPOBAHMS, B TOM YHCIE OIlEHKAa OOIIel BBIKMBAEMOCTH B
rpylmax CpaBHEHUS, PEKHUMbl KOHJIWLIHMOHHPOBAHMS, TE€TEPOT€HHOCTh TIPYIIIbI
BBICOKOTO DPHCKa, B KOTOPYIO MOIYT OBITh BKIIOYEHBl KaK IALHUEHTHl C
METaCTaTUYECKUM pACIPOCTPAaHEHUEM, TaK MW JI€TH C HEpe3eKTadeIbHOM
nokanu3oBaHHOM MUBI™ — nonoXutenbHOM ONMyXoJibl0 M Ja)e MIIaJeHIbl 10 18
MecsLeB, HoO ¢ MUDBI' — nonoXHUTeNbHON OIyXOIbI0 M OTIAJIEHHBIMA METACTA3aMH.

I'pynnoit uccnenoareneit nox pykosoactsom Z. L. Wu B 1986 rogy metonom
TOHKOCJIOWHOW xpomaTtorpaduu Ha KiIeToyHor MemOpane kimerok HbB Obin
oOHapyXeH JTUCHAATIOTaHTIIUO3U ] GD2. Konnenrpanus TaHTJIMO3KU 1A
KOppenupoBajga CO CTEINEHBbI 3JIOKQUECTBEHHOCTH OIYXOJW: YEM  BBIIIE

muddepenumpoBka HB, Tem Menbiie Obuia BbipaxeHa skcrpeccuss GD2 Ha ee
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MOBEPXHOCTU. DTH PE3YNIbTAThl MO3BOJUIU MPEANON0XKUTh, uyTo GD2 sBngercs
cnenuduyeckum Mmapkepom misi Hb u MoxeT craTh MHILEHBIO JJIsi TapreTHOU
Tepanuu. JlaHHBIN aHTUTEH SKCIpeccupyeTcst Ha MeMmOpaHne kietok Hb, menanomsl,
HEUPOIHIOKPUHHBIX ONYXOJIEH, AECMOIUIACTUYECKOW KPYITIOKIETOYHOM OITyXOJIH,
capkoMbl FOwnra. B Hopme nucumanoranmmo3un GD2 mnpexacrtabieH B
OTPAHUYEHHOM KOJIMYECTBE Ha KJIETOYHBIX CTPYKTYpax, CpeId KOTOPBIX HEWPOHBI
[IEHTPaJbHONW HEPBHOW CHUCTEMbl (OTpaHMYCHHBIC TeMaTOdHIIC(HATNUCCKUM
O0apbepoM), MEJAHOIUTHI U TMEepUPEPUIECKUE CEHCOPHBIC KIETKU. OTH (PaKTh
YKa3bIBaIOT Ha BO3MOXKHOCTh UCTIOJIb30BaHUs aHTUreHa GD2 11 UMMYyHHOM aTaku
Ha knetku HbB [73].

[To nmaHHBIM 3apyOeKHBIX HMCCJIEIOBAaHUN, TNPUMEHEHHE TACCHUBHOMN
UMMYHOTEPAUH TO03BOJISET MOBBICUTH 0€CCOOBITUIHYIO BEKUBAEMOCTh 10 60%.

B wuccnenoBanun A. L. Yu u coasr. (2010) omyOnukoBaHBI YCHEUIHbIC
pe3yJbTaTtbhl  NMPUMEHEHHWS  XUMEpPHOTO  MOHOKJIOHAJIBHOTO  aHTUTENa K
nucuanoranrmo3uay y aereit ¢ Hb rpynmsl Beicokoro pucka [74].

[IpuMeHeHne MOHOKIOHAJNBHBIX aHTUTEN K GD2 Ha cerogHsAIIHHUI JEHb
ABIISIETCS CTaHIApTOM TnonaepxuBatonieii tepanuun HB  BeicOkOro pucka B
IPOTOKOJIaX JICUEHUS, MPEJIOKEHHBIX HccienoBareabckumu rpynnamMu COG u
SIOP Europe. Tepanuss aHTUTENaMu NOPUMEHSETCS MOCIE MPOBEACHUS
ayTOJIOTUYHOM  TpaHCIUIAHTAUMM  TEMONOA3THYECKHX  CTBOJIOBBIX  KJIETOK
napauie’abHo ¢ AuddepeHIupPOBOYHON Tepanuei 13 — 1uc — peTHHOEBOM KHCIIOTOM.
be3ycnoBHO, naHHAs TaKTHMKA IO3BOJMIA JTOOWTHCS 3HAUYMTEIBHBIX YCIIEXOB B
JICYCHUU TIEPBUYHBIX OOJIBHBIX TPYMIBI HEOIATOMPUATHOTO TIpOrHo3a [75, 76].

HecmoTpss Ha 3HaumTenbHBIM nporpecc B JieueHuW nerel ¢ Hb Beicokoro
pUCKa, MHOTHE JI€TM HE BBI3JIOPABIMBAIOT C TOMOUIIPIO HMHTEHCHUBHOWU
MYJIbTUMOJAIbHOM Tepanuu, onrcaHHo Beiie. Kak B CeBepHoil AMepuHKe, TaK U B
EBporie u Poccum Oymymime wucnbiTaHusi OyayT COCPEIOTOYEHBI HA YIYYIIEHUU

I/IH,HYKLIPIOHHOﬁ TCpaIln U OIITUMHU3AllU PCIKHMOB BbICOKOI[OSHOﬁ XUMHUOTCpPAIINH.
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B Cesepuoii Amepuke ANBL1531 wusyuaer Baemenue BU-MIBG u
KpU30THHUOA B CXEMbl MHAYKIHMH, U MOCIEAHNE JaHHbIE U3 HcciieqoBanus St. Jude
Children's Cancer Research Hospital NB2012 noka3biBatoT, 4T0O UMMYHOTEpaIHs
MOJKET O€30MMaCHO COYETAThCS ¢ MHAYKIIMOHHOW XUMHOTepanuei [77]. ToT moaxon
B HACTOSIIIEE BpeMs H3Yy4yaeTcsi B MHOTOIIEHTPOBOM MHJIOTHOM HCCIIE€I0BaHUU
COG.

EBponeiickoe uccnegosanue SIOPEN HR-NBL2 Oyaer HampaBieHo Ha
ONpeAEeICHUE HauOosee s pexTuBHOTO pexxuma WHYKIIUU
xumuotepanuu. Ycunus ¢ momonipio COG u SIOPEN Takske OyayT HampaBJieHbI Ha
NOHMMAaHWEC KOHKPETHBIX MPUMEHEHUW TaHJIEMHBIX M OJWHOYHBIX IIMKJIOB
BBICOKOJIO3HON TOJUXUMHUOTEPAINIUUA C UCIOJIb30BAaHUEM PA3IMYHBIX areHTOB U B
YCTAaHOBJICHUH KOHKPETHBIX PEXHMOB KoHconujauuu. bynymue paGotsl Moryr
OBITh HANpaBJICHBI HA JAIBHEHITYIO HHIMBHIyalTU3allii0 HHIYKIIMOHHOHN Teparuu,
NOTEHIIUAJIHO C BKIIOUEHHWEM LIEJIEBbIX AHTUTEI C HUMMYHOMOAYJIUPYIOIIUMHU
IIUTOKUHAMU U 0€3 HUuX.

Bce Oonpinee uncno 1eleBBIX MallbIX MOJIEKYN paspabaTbiBaeTcs U
TECTUPYETCS B MOKIMHUYECKUX U KIMHUYECKHX YCIOBHSX, @ TAKKE€ MOXKET OBITh
BKJIFOUEHO B OyayIliue MWIOTHBIE uccieaoBanus. HoBble W moTeHIMaibHO Ooliee
s pekTuBHBIC UHTHOUTOPHI TIepeaun curHaioB ALK oreHuBaroTCs B yCIOBUIX
penuauBUpyomero 3aboneBanust [78], u Bckope MOTyT OBITH BKIIIOYEHBI B
nepenoBbie ucbITanus. [10CKONBKY MCCIenoBaHUsS TOKa3aidd, 4TO a0eppanuud B
KOMIIOHEHTax curHaibHOoro mnytd MAPK wame BcTpeuaroTcss B OMyXOJsX,
OTOOpPAHHBIX MPHU PEIHUANBE, 0 CPABHEHUIO C MAPHBIMH OMYXOJISIMHU OT OAHOTO H
TOTO K€ MaI[MeHTa, OTYyYEeHHBIMU BO BpeMs nuarHocTuku [ 79, 80], 3HaunTenbHBIN
WHTEPEC MPEJCTABISIET pa3pad0oTKa MHTUMOUTOPOB ITUX MOJIeKYH Juisa Tepanuu Hb.

HecMmoTpst Ha moCTHXKEHUS B Tepanuy, OTAAJIEHHBIC PE3yIbTaThl, y TAIUEHTOB
C HEeWpoOIacCTOMOW TPYIIbl BBHICOKOTO PHCKA PEIUANBA U MPOTPECCUPOBAHUS
SBJITFOTCSL  O0CCKYPaKUBAIOIIMMU W HEOOXOIUMBI JOMOJHHUTEILHBIE BapUaHTHI

JICUCHMUS.
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B 1942 rony Hemeukuii Ouoxumuk DpHCT KieHK BBIIEIWI HOBYIO TPYIITY
OorarbIX YIJIEBOJAMM IJIMKOJIUIKUAOB W3 TAaHINIMO3HBIX KIETOK M Ha3Bajl HUX
«raHmuo3uAamMmu». [aHMIMO3UIbl MPEACTABIAIOT COOOM  YINIEBOACOAEpIKAIINE
c(UHTONMUOUABI, KOTOPHIE MIUPOKO IKCIPECCUPYIOTCS B HOPMAJIbHBIX TKaHSX, YTO
nenaeT OOJIBIIMHCTBO MOATUIIOB HEMIPUTOAHBIMU B KAYECTBE MUIIICHEH /I Tepanuu
paka. ['aHMIMO3UIIBI COCTOAT M3 TIMKOC(HUHIOJUIUAOB M CHAJIOBBIX KUCHOT (N-
aneTwiHelpamuHoBas kuciora, NeuSAc win NANA), KoTopbie NpeACTaBIsSIIOT
co0ol1 IeBATUYTIIepOIHbIE MOHOCaxapuabl. HOMeHKIaTypa ranrmo3ua0B OCHOBaHa
Ha KoJIM4ecTBe M nojioxkeHuu ocTtaTkoB NANA. GD2 anturen umeet nsa NANA
(cBi3p a-2,8 cHUANIOBOM KHUCIOTHI M a-2,3-CBSI3aHHOW CHAJIOBOM KHCJIOTHI) U
nonydyaloT u3 mnpenmectBeHHuka GD3 myrtem no6aBnenuss Gal — NAc dyepes
dbepmentr  GM2/GD2-cunrazy  (bl,4-N-anetunramrakrozaMuHUITpaHChepasa.
KonreBoii nenTaonurocaxapu npeacTapisier cooou cnerupuueckuii anuton GD2,
K KOTOPOMY HAIlpaBjIeHO OOJIBIIUHCTBO CHEU(UYECKIX aHTUTEN.

[Montun gucuanoranmmo3n GD2 uMmeeT OrpaHUYEHHYIO JKCIPECCHIO B
HOPMAJIBHBIX TKAHSIX, HO CBEPXIKCIIPECCUPYETCSA B IIMPOKOM JUANIa30HE OIMYXOJIEH.
HNucunanoranrmuo3ug GD2 MOXHO paccMaTpuBaTh KaK aHTUTEH, ACCOLMUPOBAHHbBIN
C OIIyXOJIbIO, U OH XOPOIIO MOAXOAUT B KAaue€CTBE MUIIEHHU. JlucHamoraHrimo3u
GD2 yuactByeT B pa3BUTUM ONYXOJIM U 3JIOKAYECTBEHHBIX (PeHOTHIAX
npoaudepaTuBHBIX ~ 3a00JICBAaHUKA  TOCPEACTBOM  YCHJICHHOHW  KJIETOYHOM
nponudepariu, MOABMKHOCTH, MUTPAIIMH, ar€3Ud U UHBA3UU B 3aBHCHUMOCTH OT
TUNIa OmyXoidu. MOHOKIOHaNIbHBIE aHTuTena npotuB GD2 HameneHsl Ha
OITyXOJIEBBIC KIETKH, OHKcmpeccupyomue GD2, npuBoas k daronuroly u
pa3pylIeHUI0 332  CYET  AHTUTEI03aBUCUMOW  KJIETOYHO-OIOCPEIOBAHHOM
UTOTOKCUYHOCTH, JU3HUCY 32 CUET KOMIUJIEMEHT3aBUCHUMOW LUTOTOKCUYHOCTH, a
TaKKe K aromnTo3y M HEKpo3y 3a CYeT MNpsIMOM HHIAYKUUU THOENU KIIETOK.
MonoknoHanbHble aHTUTENna npotuB GD2 Moryr Takxke mpenoTBpamarh
BO3BpAlllCHUE U aJre3Ui0 UUPKYIUPYIOUIUX 3J0KAYECTBEHHBIX KIETOK K

BHCKJICTOYHOMY MATPHKCY.
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KoMOunHanusgs uMMyHOTEpanuu C MBIIMHBIMU U XUMEPHBIMH COCTaBaMH
aHTUGD2-MOHOKJIOHANIBHBIX AHTUTEN YJIYYIIWJIa PE3yJbTaThl IO CPABHEHUIO CO
CTaHJApTHOM Tepanuel y NalMeHTOB ¢ HeMpoOI1acTOMOM rpyMIbl BEICOKOTO pUCKA.

Hakcutamab (Danyelza), mnpencraBiseT co0oil TyMaHU3UPOBAHHOE
MoHOoKJIOHankHOE aHTUTeNo (MAT) npotuB GD2, koTopoe mokazaHo 1Jisl JeYeHUs
MAalMEeHTOB C HeWpoOIacTOMON Ipynmbl Bbicokoro pucka. Hakcurama6 (Danyelza)
nonyuun ogobpenrie or FDA B codeTaHuu C rpaHylonUTapHO-MakpodaraabHbIM
KOJIOHUECTUMYIHPYIOIUM (aKTOpOM, JJis JieueHus JieTed B Bo3pacte™> 1 roja u
cTapiue ¢ peuuauBupyromeid wim pedpakrepuoir Hb rpynmsl BeICOKOro pucka ¢
NOPAKEHUEM KOCTEN CKEJIETa WIM KOCTHOTO MO3ra, KOTOPBIE MPOAEMOHCTPUPOBAIIH
YaCTUYHBIA OTBET, HE3HAYUTENIbHBIA OTBET WM CTa0WIbHOE 3a0o0JieBaHHUE Ha
npeIecTByomyto tepanuio [81, 82].

Konconuaupyroniee JieyeHHE W XUMHUOMMMYHOTEpANHUS C BKIIOUYEHUEM
MOHOKJIOHAJILHOTO aHTUTEJIa HAaKCUTaMal SBIISIFOTCS 3HAUUMbBIM U TIEPCTIEKTUBHBIM
JIOTIOJTHEHUEM K TepaIuy MalueHTOB ¢ HeMpoOIacTOMO rpyIIbl BBICOKOTO PUCKA.

CuctemMHas TpPOTUBOOMYXOJIEBAsA TEpAaNus MNPOJNOJDKAET CTPEMUTEIbHOE
pasButHe. TakTuka BeJileHus MAIllMEHTOB C HelpobiacTomMoii mpuodpeTaet Bce Ooliee
WHIVBUIYaJbHbIA BEKTOp, MOABEPraeTcsi MOCTOSHHOM OLIEHKE M KOPPEKUUU C
[EJIbI0 TI0/1I00pa ONTUMATBHOTO PHUCK-3aNTUPOBAHHOTO MOAXO0/a U JIaJbHEHIIIEeTo

pocTa o01el 1 6ecCOOBITHITHON BEIKHBAEMOCTH.
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I'maBa 2. MarepuaJibl 1 MeTOIbI

JluccepTalluOHHOE  KCCJIEIOBAaHME  BBIMOJIHEHO B HAy4yHOM  OTHEle
MHHOBAIIMOHHBIX METO/IOB TEPANEBTHYECKON OHKOJIOTUU U peaduiiuTainuu Ha 6a3e
neTckoro oHkojiorndeckoro oraenenus OI'bBY «HMMUIL] onkomormm wum. H. H.
[lerpoBa» Munszapasa Poccuu. Pabora Obuta onobpeHa Ha 3aceqaHuM JOKaIbHOTO
THYECKOro komurera (Beimucka Ne 42 u3 npotokona 3aceganust Komurera mo aTuke
nmpu OI'bY «HMUILL onkomoruu mm. H. H. IlerpoBa» Mun3zgpaBa Poccum ot
28.10.2020). HobpoBonbHOE MHGOPMUPOBAHHOE COIIACHME HA TMPOBEJCHUE BCEX
HEOOXOAUMBIX JIeYeOHO-TUATHOCTUYECKUX MEPOINPUITHI OBLJIO TOJY4YeHO B
MUCbMEHHOM BUJIE OT BCEX MAIIUEHTOB W/WJIM UX 3aKOHHBIX MIPEICTaBUTEIICH.

2.1. O0mas xapakTepuCTUKA MaTepuaJia

B uccnenosanue BritoueHsl JaHHbe 0 80 mamueHTax ¢ BepuUIMPOBAHHON
HEHpOoOIACTOMOM PA3TUYHBIX JIOKATW3AIMK, TOJYyYaBIIMX JICUCHHE B YCJIOBHUSIX
JIeTCKoro oHkosorudeckoro otraencHus PI'bY «HMMUIL] onkonorum um. H. H.
ITerpoBa» MunsnpaBa Poccun ¢ 1997 mo 2022 roapl. Ju3ailH ucciaeqoBaHUs
npencrapieH Ha puc. 15. [Ipu nepBuuHoOlM cTpaTudUKaIMK B TPYIITy HU3KOTO PUCKa
BKJIFOUEHBI 11 GonbHBIX, cpenHero — 21 u Beicokoro — 48 nereil. MakcuManbHON
OLICHKE MOJIBEpIIach IPYINAa BBICOKOTO PHCKAa PELUANBA, HNPOrPECCUPOBAHUS, B
KOTOpPOH B Kaue€CTBE KOHCOJUIAMKU Mbl Hcnionb3oBain BAIIXT (y 25 nauueHToB),
Ipu ATOM single-TpaHCIIaHTanus mpoBeaeHa y 19 manueHToB, TaHaemMHas — y 0,
TpPaHCIUIAHTalMsl OT TalUIOWJACHTUYHOrO JOoHOpa — y 6, a B KadyecTBe
nocTkoHconunammu 'y 13 OonpHbIM mpuMeHeHbl aHTUGD2 MOHOKIOHAIBHBIE

antutena (puc. 15).
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s c6opa uHbOpManMM MAIMEHTOB OblIa HKCMONIb30BaHA MEIUIIMHCKAs
JOKyMeHTalusi (UcTopusi OoJe3HH, amMOylnaTopHas KapTra) W DJIEKTpOHHas Oa3a
nanubix OI'bY «HMUL[ onkonorum mm. H. H. Ilerposa» Munsgpasa Poccum.
Jlanee, cBeleHUs MAlMEHTOB PETUCTPUPOBAIUCH B CIELHUAIBHO pa3paOOTaHHOU
HccleoBaTeNIbcKoii 6a3ze faHHbIX B mporpamme Microsoft Excel 2010, conepkareit
420 perucTpaliOHHBIX MOJIEH.

Huarno3  HeiipoOnactomMa  ObUT ~ JAMArHOCTUPOBAH HA  OCHOBaHUU
MEXTyHAPOIHBIX KPUTCPUEB:

- Mop(onoruyeckass BepupUKalusg OIMYXOJIEBOW TKaHU c/0e3 BBIMOIHEHUS
UMMYHOTUCTOXUMHUYECKOTO MCCIICI0BAHMUS;

- HaJIM4YMe KJIETOK HeWpoOIaCTOMBI B KOCTHOM MO3TE€.

2.2. CtpaTuukanms Ha TPYNIbI PUCKA

K rpynme ¢ 6maronpusTHeIM MPOTHO30M OTHOCATCS JETH B BO3PACTE MIIAJIIIE

1 roma, umeromue craguto 1, 2 wm 4S, 6e3 ammudpuxaiuu rena MYCN u

CerMEeHTapHbIX abeppalinii, moaucomus (Tad:i. 6).

48



Tabnuma 6. Ctparuduxaius OOJBHBIX IO TPYIINAM PUCKA COITACHO PEKOMEHIALUIM

COQG, coznannbiM Ha 6a3e kputepueB INSS, INPS, mnougnoctu u MYCN-A

Craaua Il;g;ucreme Bospacr, net MYCN-A INPC nnoﬁ:HHocw Mpynna pucka
1 noboii nobas nwobas nobasn HW3Kas
<1 nwobas nwoban nobasn HU3Kan
21 HeT noban noban HW3KaA
2A-2B
=1 na 6naronpusaTHas nobasn HU3KanA
>1 ha HeBnaronpuaTHaa nobas BbICOKan
<1 HeT noban noban cpeaHsan
<1 aa nwoban nobasn BblCOKanA
3 >1 HeT BnaronpuaTHan noban cpeaHAan
21 HeT HeBnaronpuaTHan noban BblCOKan
=1 aa nroban noban BbICOKan
<1 HeT nwoban nobasn cpeaHAa
4 <1 na nwobasn noban BblCOKasA
21 nobas nwobas nobasn BblCOKan
<1 HeT BnaronpuaTHaa >1 HW3KaA
<1 HeT nwobasn 1 cpeaHAas
s <1 HeT HeBnaronpuaTHan noban cpeaHAan
<1 aa nroban noban BbICOKanA

B03paCT IMMagUECHTOB CTApHIIC 1 roaa, JIOKaJIi30BaHHAasA OITYXOJIb C ITIOPAKCHUCM

nuMdarndeckux y3noB, oTcyrcTBue amiutmukarma MYCN u cerMeHTapHBIX
XPOMOCOMHBIX abepparuii OTHOCITCS K (DakTopam MPOMEKYTOYHOTO MPOTHO3a
(Tabm. 6).

K dakropam HeOIarompusTHOrO MPOTHO3a OTHOCATCS BO3PACT IMAIMEHTA
ctapie 1 roma, MeTacTasbl B KOCTH U KOCTHBIA MO3T, CETMEHTApHBIE XPOMOCOMHbBIE
abeppanuu (aenerus cyotenoMmepHoi oodiactu dell 1p36, nenenus KOPOTKOro Iieya
xpomocoMbl 11 delllq, yBenmdenme KOpOTKOro Tuieda Xpomocombr 17 17q+,
ammmudukanus MYCN), vemuddepenmmpoBanHas Heipoomactoma mo INPC-
Shimada system, BEICOKHI MUTOTHYECKHIA HHACKC (Tab. 6).

B pamkax Hactosimiero ucciemoBaHUS IS CTpaTh(UKAIMU MAlMeHTOB Ha
TpyNIbl PUCKA WMCHOIB30BAIMCh KPUTEPUHU TPOTOKoJa Hewmerkoil Tpymmbl 1Mo
n3yueHuto Heitpobiactombl — NB 2004 [83]. [lns oueHKH pacnupoCTpaHEHHOCTH
onyxojeBoro mnpomecca npu Hb wucnonbs3oBamace MexayHapogHas cHCTEMa
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cTtagupoBaHusi HeiipoOnactombl INSS, a Takke HOBas cHCTEMa OIECHKHU
pacnpoctpanenHoctu npouecca INRGSS.

[TanieHTHI B 3aBUCUMOCTH OT COUYETAHUS MPOTHOCTUYECKUX (DAKTOPOB ObLIU
cTpaTu(UUUPOBAHBl Ha 3 TPYIIBI: HU3KOTO, CPEIHET0 M BBICOKOIO pHCKa

nporpeccupoBanus (puc. 16).
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CragmpoBaHue

Bo3pacrt<1

Crapym 2 n 3 [ MYCN - ]

)| oo ) (R e

Pucynoxk 16. Crparudukanus naifeHToB ¢ HeHpoOIaCTOMON Ha TPYIIIBI pUCKa
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2.3. Kpurepuu BK/INOYCHUSA MALMEHTOB B HCCIC0OBAHUE
B HacTosiniee uccienoBaHHWE BKIIIOYEHBI MAIlMEHTHl C HEHpOOIacTOMOM,
KOTOpbIE€ OBUTM MEPBUYHO CTPATU(UIMPOBAHBI B TPYHIy HHU3KOTO, CPEIHEro MU
BBICOKOTO pucKa (Tabi. 7).

Tabnuua 7. Kpurepun BKIIOYEHUS MAITUEHTOB

I'pynma Hu3koro | - ctagus 1, 2: orcyrcrBue reHa NMYC u abepparn 1;

pucka - ctagus 3: OonpHBIE O 2-X JIeT, oTcyTcTBHE reHa NMYC,
abeppamuu 1p;
- cragua 4S: <I8 wmecsmeB, orcyrctBue reHa NMYC,
abeppamun 1p.

I'pynna - ctagusa 2, 3, orcyrctBue reHa NMYC, nanmuune adbepparuii
CpeaHero pucka | 1p;
-ctazus 3, Bo3pact = 2—18 mer, orcyrcTBue rena NMYC;
- cranus 4, Bo3pact miamie 18 mecsieB, OTCyTCTBHE T€HA
NMYC.

I'pynma - cragusa 4: crapme 18 wmecsmeB HezaBucnmo or NMYC
BBEICOKOI'O PHCKA | CTaTyca,;
- ammmdukarmuu reHa NMYC He3aBHCHMO OT CTaJuu
3a00JIeBaHNS U BO3PACTA;
- 4S 1pu Hammunn NMY C ammmndukanun.

Kpome Toro, npu BKIIIOYEHUH B HAy4YHOE MCCIIEIOBAHUE MAIIMEHTHI JTOJKHbBI
OB COOTBETCTBOBATh BCEM U3 MEPEUUCICHHBIX HIKE KPUTEPHUEB:

1. [Nonmucannas nmuckMeHHas Gpopma HHGOPMUPOBAHHOTO COTIIACHS;

2. Bo3zpacTt 1o 18 ner;

3. OO6mee yIOBIECTBOPUTEILHOE COCTOSSHHE OOJBHOTO (aKTHBHOCTH IIO
mkane Jlancku 80 — 100% (metu mo 16 met), mo mxkane Kapuosckoro 80 — 100%
(metu crapure 16 ner); ECOG - 0-1);

4, JlocTaTouHble KapAUOMYyIbMOHAIBHBIE PE3EPBBI OpPraHu3Ma MarueHTa
(manubie OKI B ipenenax Hopmbl, ODB1> 75% BepxHeii rpanuisl HopMbl (BI'H));

d. AnexBaTHast QYHKIMS KPAaCHOTO KOCTHOTO MO3Ta (JIeWKomuThl > 2,0 X
10%n, mumormter> 1,0 x 10%1, TpomboumTer> 150 x 10%1), neuenn (AJIT < 2,5 x
BI'H, ACT < 2,5 x B'H), nouek (kpeatunun <1,5 x B['H),.

2.4. Kputepyu HeBKJIKYECHUS B HCCJICOBAHHE

HaI_II/IeHT HC ITOAJICKAJI BKIIIOUCHUIO B UCCIICAOBAHUC, CCJIM OH YOIOBJICTBOPAJI
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J000MY U3 MPEACTABICHHBIX HI)KE KPUTEPUEB:
1. OTka3 poauTeneil Wiu ONeKyHOB peOeHKa Ha JICUEHUE;
2. TspKenmple HEKOHTPOJIMPYEMBIE COIYTCTBYIOIIME XPOHUYECKUE WU

OCTpbI€ 3a00JIEBaHMUS;

3. Hanuuue octporo nHpeknoHHOro 3a001eBaHMUS;
4, OcTpple ICUXUYECKUE PACCTPONCTBA;
5. HeynoBneTBopuTeNbHbIE TOKAa3aTeId KIMHUYECKOTO aHajn3a KpOBH,

ONIPCACIIACMBIC KaK HAJIMINC JH000ro u3 (G2 (SP174:0)111%D.¢ OTKJIOHCHUM (KpOMe CJIy4acsB,

KOraa 3TO OTKIIOHCHHUC CBA3AHO C IMOPAXCHUCM KOCTHOTO MO3ra Iipu OCHOBHOM

npoiiecce):
a. ypoBeHb remornioonna <8,0 v/t (5,6 MMoIb/1);
0. abcomrotaoe uncio Herpodunos (AYH) <1,0 x 10%/1 (1000/mxn);
B. KoiuuectBo TpombormToB <100 x 10°/1 (100 000/MKI); DOMYCTUMO

CHWKEHHE KOJIMYeCTBa TpoMOonuToB (He Hike 50 x 10%/1), ecnm oHO 00yCIIOBIEHO
TOKCUYHOCTBIO paHee MPOBOAMBIICHCS XUMHOTEpAnuu, U HE COMPOBOXKIACTCS
KPOBOTEUEHUSIMHU.

6. [larmentsl ¢ TsKenbIMUA (TIO OIIGHKE Bpada) ayTOMMMYHHBIMU
IIUTOTICHUSIMH.

[IpumeuaHue: MaMEeHThl ¢ MOJOKUTEIBHBIM pe3yabraToM peakiuu KymOca,
HE UMEIONIUE KIMHUYECKUX MPU3HAKOB ayTOMMMYHHOUN reMOJIMTUYECKON aHeMUH,
MOXOSAT JUIsl BKIIFOUEHUS B UCCIIEIOBAHUE.

1. HeynosnerBoputenbHas QyHKIMS MedeHH, omnpeeseMas Kak Jiro0oe
U3 CIENYIONUX OTKIOHEHUN:

a. YpoBeHb 00111eT0 OMIupyouHa 6osee yeM B 1,5 pasa npepsimaer BI'H.

[IpuMeyanue: manUEHTbl C JIOKYMEHTAJIbHO MOJATBEPKIECHHON O0JIe3HbIO
XKunsbepa Moryr OBITH BKIIOYEHBI B HCCIECNOBAaHUE, €CIIM YPOBEHb OOIIETO
omnmupyouHa cocrapiser < 3,0 x BI'H;

0. ypoBenb AJIT u/unu ACT Gonee yem B 2,5 pasa npesbinaet BI'H;

B. YPOBEHb IenouHoi ¢ocdarazer> 2,5 x BI'H;

8. HeynosneTtBoputenbHas PyHKIMS NOYEK, ONpeaesieMas Kak KIUPEHC
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kpeatuHuHa (Clgp) <30 MuI/MHUH WM YPOBEHb KPEATUHHHA B CHIBOPOTKE

Q. HecnocoOHOCTh peiocTaBuTh UHPOPMUPOBAHHOE COTIIACHE.

B nmponecce rocnuranuzanuu Bce €TU ObUIM MOJHOCTHIO 00CIEAOBAHbI Ha
OpeaIMeT COOTBETCTBUS KPUTEPHUSIM BKIIOYCHHS U OTCYTCTBUSL KPHUTEPHCB
uckiroueHus. Pogurenn u getu crapmie 15 et moanuckiBanu WHGOPMUPOBAHHOE
corjlacue Ha MPOBEJICHUE JIEUEHUs B 3asIBJICHHOM 00BbEME.

2.5. XapakTepuCTHKA MANUEHTOB, BKJIIOYEHHbIX B HCCJIEIOBAHUE

B wuccnenoBanue BritoueHsl 80 ManMEHTOB C  BepU(ULIHUPOBAHHOM
Helipobsactomoii. CpenHuii Bo3pacT O0IBHBIX COCTAaBIII 2,8 JIeT (IMarna3oH OT 2 Mec
1o 13 ner). Myxckoii oy mpeo0iiagan: MabuukoB Obu1o 46 (56%), nesouek — 34

(44%). Cootnomenue no nony — 1,3: 1 (puc. 17).

= [1eBOYKM

= Manb4nku

PI/ICYHOK 17. PacnpezxeﬂeHHe IMAaTUCHTOB 110 ITIOJIOBOMY IIPU3HAKY

[Tpu pacmpenenenuu Mo Bo3pacTy mpeodiiananu AeTH B Bo3pacte oT 1 go 4
net — 39 (48,75%). B Bo3pacte 5o 1 roga uucio manueHToB coctaBuiio 22 (27,5%),

ot 5 10 9 net — 16 (20%), ot 10 no 14 ner — 3 (3,75%) 60abHBIX (pHcC. 18).
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3.75%

= nolropa
= 071 004 net
ot 5409 net

m o1 10 go 14 net

Pucynox 18. Pacnipenenenue 00IbHBIX B 3aBUCUMOCTH OT BO3pacTa

Haubonee uactoil nokanuzanuei 3JI0KaYECTBEHHOTO OOpa3oBaHUS CTaJo
3a0pIOIMHHOE TPOCTPAaHCTBO — 67 nmanueHToB (83,8%). B 37,5% (n = 30) cnyuasx
MHUIMATBFHO OBLI MOpa)XXeH HaAMOYEeYHUK, B ocTalbHbIX 46% (n = 37) cioyyasx —
CUMIIATHYECKUE TaHIIINK 3a0pIOMMHHOTO npocTpaHcTBa. Y 14% (n = 11) 60nbHBIX
BBISIBJICHO MOPaKEHHUE TaHTJIMEB 3aJHEr0 cpenocTeHusi, u B 2,5% (n = 2) ciayyaes

OITYXOJIb JIOKaJIM30Baj1ach B MajoM Tazy (puc. 19).
2.50%
= 3asHee cpepocTeHne

= HagnoyeyHuK

46% 3abptownHHoe

NPOCTPAHCTBO

= Manbiii Tas

Pucynok 19. Pacnipenenenue O0JbHBIX B 3aBUCHMOCTH OT JIOKAJIA3aIlUN

OIIYXOJICBOI'O IIponeccca

VY GobIneii yacT ManyeHTOB OblIa IMarHOCTHPOBaHa 4 cTaaus 3a00IeBaHUS
—64% (n=151), B 12% (n = 10) cnydasx BeIsiBIeHa 3 cTanus 3aboneBanus, y 9% (n
= 7) 6ompHBIX — 2 cTaams, y 10% (n = 8) mere#t - 1 cranus u b B 5% (n = 4)

HaOMroneHui quarHoctupoBana 4S cragus (puc. 20).
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M | ctagma
M |l ctagna
Il ctagna
B |V ctagua
W 4S cTagua

Pucynok 20. Pacnipenenenue naimueHToB M0 CTaausIM 3a00JIeBaHUS

BonbmmHCTBO GONMBHBIX B paMKax MCIOIB3YEeMOUM CHCTEMbl CTpaTudukaium
OBLIIM BKIIIOYEHBI B TPYIITY BBICOKOTO prcka — 60% mamueHToB (n = 48). B Hu3kyo
rpynny nanuenToB Bonuin 14% (n = 11), B cpeauioro — 26% (n = 21) (puc. 21).

70%
60%
50%
40%
30%
20%

10%

0%
Hu3Kas rpynna pucka CpefHss rpynna pucka BbICOKas rpynna pucka

Pucynok 21. Crparudukaiiys naiueHToB Ha TPYMITbI PUCKA

B Tabnune 8 npencraBieHbl CBeIEHUS O KOJIWYECTBE MAalMEHTOB, UMEIOIINX
o0I1IeyCTaHOBJICHHbIE (DAKTOPhl PUCKA PA3BUTUS PE3UCTEHTHOCTH M IUIOXOTO
mporHo3a 3abosneBanusi. Hammune nebmaronpusTHOH MOPGOIOTHIECKON KapTHHBI
ob110 BBIsIBIIEHO B 43 (53%) ciydasix, 4 craauro 3aboneBanus umenu 51 (64%)
OONBHBIX, HaJUYWE XPOMOCOMHBIX abOepanuii, B YaCTHOCTH, aMIUIM(UKALNIO
MYCN-onkorena — 12 (15%) mnauueHToB, MOJNEKYISIPHO-OMOXUMUYECKUE
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0COOEHHOCTH B BUJE aucmionanu u runomionauu — 10 (12,5%), Bo3pact crapiie

18 mecsiuieB Ob11 3adukcupoBan y 56 (70%) nerei.

Tabnuna 8. @akTopsl pucka

®dakrop ITatmeHThI

I'ucronorus

- bnarompusitHas 33 (42 %)

- HeOnaronpusitHas 44 (53 %)
Cragus mo INSS

- 1,2,3/4S 29 (36 %)

- 4 51 (64 %)
Cratyc MYCN

- Her ammmdukanun 68 (85 %)

- Ectb ammudukarus 12 (15 %)
Bo3spacr

- <18 wmec 24 (30 %)

- >18wmec 56 (70 %)

2.6. ManuuajabHoe 00c/1e10BaHNEe IAIIMEHTOB

1. ®u3uKaibHBI OCMOTpP OOJIBHOTO C OLIEHKOW HATU4HsI OOIIMX U MECTHBIX
CHUMIITOMOB, HAJIMYUS WU OTCYTCTBHS KU3HEYrpoxkaromx cuMminromoB (OKYC).

2. Orenka ypoBHsI OHKOMapkepoB (HelipoHcnenuduueckas enonasa (NSE),
dbepputun, makrataeruaporenasa (JIJT).

3. [IpoBenenne HHCTPYMEHTAIBHBIX METOIOB 00ce0BaHus (KOMITBIOTEpHAs
tomorpaduss W/WIM MAarHUTHO — PE30HAHCHAas ToMorpadus TOpaKeHHOU
anatomuuecko obGiactu, KT T0mOBBI, OpraHoB TpyAHOH KIETKH, OpPIOIIHON
MOJIOCTH, MaJoro Ta3a C KOHTPACTHBIM ycuieHueM, Y3U opraHoB OpromHou
MOJIOCTH, Iepudepudeckux TuME(OaTHIECKUX y3JI0B).

4. PannonsoronHas guardoctuka ¢ MUBI ¢ 1'%, Cuuarurpadus ¢ MUBD
MO3BOJISTIA OIICHUTh META0O0IMYECKYI0 aKTUBHOCTh W JIOKAJIHM3AIUIO MEPBUYHOU
OITYXOJIH, a TAaK)Ke OIICHUTH PACTIPOCTPAHEHHOCTH OITYXOJIEBOTO MPOIIecca.

5. OcteocumnTurpadgus BceM maluMeHTaM ¢ uHUUansHo MBI -
HEraTHBHBIMHU OITyXOJSMH M TIAIIUCHTAM, KOTOPHIM cimHTHTpadus ¢ MUBI mo

Hadajla TCpalliyM HC IIPOBOAMIIACH, a BIOCICACTBHH IIPH BBIIIOJIHCHHH OAHHOI'O
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uccnenoBanuss Ha (¢Goue mnpoBoaumoit I[IXT mnaronornyeckoro HaKOIUICHUS
panuodapmipenapara (POII) He oTMedanocs.

6. OlieHKa TOPa’KEHUSI KOCTHOTO MO3Ta, BKJIIOYABIIIAs IIUTOJIOTMYECKOE U/UIN
TUCTOJIOTMYECKOE HCCleoBaHue. 3a0op Marepuana U3 4 TOUEK OCYIIECTBISUIM
MyTEM acCMUPALMOHHOW U TPENaH-OMONCUM KOCTHOTO MO3ra MEPEeIHMX U 3aJHUX
rpeOHel MOAB3I0IIHBIX KOCTEeH (Y HOBOPOXKJIEHHBIX — MSTOYHYIO KOCTb).

7. T'mcTonoruueckoe uccienoBanue. B ciiyuae npoBegeHus Ouorcuu u/uinu
ylajieHus 0O0pa30BaHMs OINEpalMOHHBIA MaTepuall TOABEPrajics CIeUUalIbHOM
00paboTKe MJisI BBIMOJHEHUS THUCTOJIOTHYECKOTO W HMMYHOTHCTOXHMHUYECKOTO
UCCIICIOBAHMS, & TAKXKE OLICHKH MOJIEKYJIAPHO-TEHETUYECKUX MAPKEPOB.

8. OueHka MOJEKYISIPHO-TEHETHYECKUX MapKepoB. [IpoBogwics ananus
clenywmux MapkepoB: craryc amiuupukanuu reHa MYCN, abeppauun 1p,
abepparmn  11q. Anamu3 craryca TeHa MYCN  1mpoBoauiaum  MeToAaMu
dyopecnienTHol rudbpunnzanuu in situ (FISH) u monmuMepasHoit 1ienHoi peakiuu.
Craryc nokycoB lp u 11q onenuancs metogom FISH.

2.7. JleueOHasi mporpaMmma

VY nereit ¢ Hb mpumeHnsercs koMmIuleKCcHasl Teparnus. Bwsibop crpareruu
JICYCHUS 3aBUCUT OT TPYMIBI PUCKA, B KOTOPYIO MAllUEHT CTPATU(PUIIUPOBAH, U OT
«OTBETa» OIMYXOJIM Ha JICYEHUE.

[larueHTHl TPYIIBI HU3KOTO PHUCKA PEIUAMBA/TPOTPECCHPOBAHUS HUMEIOT
OJaronpusTHBIE MOJEKYISIPHO-TEHETUYECKHIE XapAKTEPUCTUKH OITYXOJIH, BEICOKYIO
94acTOTY CIIOHTAHHOM pPerpeccuu, peBepcHio B Oosee 100poKaueCTBEHHBI BapUAHT
— TaHIJIMOHEBPOMY, BBICOKYH) YYBCTBUTEIBHOCTH K JICYEHUIO, U COOTBETCTBEHHO
BBICOKHME ITOKA3aTeNIM BBDKMBAEMOCTH. B Tepanuu 310N IPOrHOCTUYECKOM TPYIIIIbI
SABJISICTCS. MUHHUMM3AUUs TEPANCBTUYECKUX BO3JACUCTBUM C ILEIBIO CHHKCHUSA
YaCTOTHI OTIAJICHHBIX MOCEACTBUI CHIEIM(UIECKOTO JICUCHHUS.

Tepanus, npuMmeHsiemas JIsl TAIUEHTOB ¢ HEUPOOIACTOMOM TPYIIITBI HU3KOTO

pHUCKa peluInBa/IpOrpecCUPoBaHus, MPEACTABICHA HA PUCYHKE 22.

58



OTtcytctBme KYC

OTcyTcTBME NpOrpeccun

Hannume KYC nnun

Onepauyma
JIOKanbHaA nporpeccua

TpaHcdopmauus B 4
cTaguto

PI/ICYHOK 22. CTaHI[apTHaSI CXCMa TCpalluu IIalucHTOB, IICPBUYIHO CTpaTI/I(l)I/II_II/IPOBaHHBIX B I'PYIIITY HU3KOI'O PHCKa

MonHbIN OTBET:
HabnoaeHue

HabnopgeHve B Te4eHUn
12 mec.

OTCVTCTBVIe NnoaHOro
OTBETa: onepauuna

Crabunumsaumsa

PerpeccupoBaHue

MporpeccupoBaHune

Fpynna BbICOKOro p1CKa
(ctapwe 1 roga)

[pynna
NPOMEKYTOUYHOIO PUCKA
(mnagwe 1 roga)

penuanBa/IPOrPECCUPOBAHMUS

OKOH4YaHWe Tepanumu

MXT N4
(max: 4xN4)




K XVYC otHOcAT crnenyronye COCTOSHHS, OOYCIOBIEHHBIE JOKAJIbHBIM
POCTOM TMEepBUYHON onyxoiu (Tpu ctaausax 1-3) unu opranomeranueit (mpu cTaiuu
4S) [83]:
> TshKelloe o0l1ee COCTOSTHHE;

» TSDKENIbIE HapyIICHWS TUTAHUSA, BEAyNIME K CHIDKCHHIO Pa3oBOTO O0beMa
KOPMJICHHS U/UIIK TTOTEPE BECa,

» IbIXaTellbHas HEJO0CTaTOYHOCTh, OMpPEEICHHAs 10 MOTPEOHOCTH B KHCIOPOJIe
i 3anepxke CO2, nmpespimatomieid 60 MM pT. CT.;

» COCyAMCTasi HeJOCTATOYHOCTD, ONpeesieMas Kak TUITOTCH3US WIIA TUTISPTCH3MUS
B COOTBETCTBHUH C BO3PACTHHIMH HOPMaMH apTEPUATILHOTO JIaBJICHUS;

» TICUYCHOYHAs] HEJOCTaTOYHOCTh, OMNpeieiseMas Kak 3 CT. TOKCHYHOCTH TIO
Ounupyouny, GuOpUHOTEHY WIM TPOMOMHOBOMY BPEMEHH B COOTBETCTBHU C
KpuTepusiMu TokcuuHoctu HarnmonanesHoro mHcrtutyta paka CIHIA (National
Cancer Institute Common Toxicity Criteria);

» TodYeyHas: HEIO0CTaTOYHOCTh, OMpeiAeiisieMas M0 HAPYIICHUIO BBIICICHUS
MOYEBMHBl WJIM KpEaTMHUHA, BHOBb Pa3BUBLIMKCS THUIPOYpETEp WIU
ruipoHedpo3 WK yXyAIIeHHE UMEBILErocs THAPoHehPo3a;

» WHTpACcIHHAJIBLHOE pACIpPOCTPAHCHWE ONYXOJW WJIA BHOBb TOSBHBIICECS
MHTPACIIMHAJIBHOE TOpa)XeHHUe, JOKyMeHTupoBaHHOe o MPT He3zaBucMMO OT
HAJIUYUS CUMIITOMOB;

» HEI0CTaTOYHOCTH IPYTHX OPTAHOB WA CUCTEM.

B rpynmne namuenToB ¢ 1 — 3 cragusmu 3a6oneBanus 6e3 XKXYC HezaBucUMO
oT 00beMa BHITIOTHEHHOM OTMepaliy U pa3MepOB OCTATOUYHOMN OIYXOJIHM MPOBEACHHE
anproBanTHOM [IXT He mokazano. Bcem manueHTam TaHHOW TPYIIbI IPOBOIUTCS
IUHAMHUYECKO€E HAOJIIOIEHHE.

B cnydae BbIsIBI€HHUS JTOKAJbHOTO MPOTPECCUPOBAHUS OCTATOUHON OMYXOJIU
u/wmn nosienns JKYC Obuto moxkazano mposenenue I[IXT mo cxeme N4,
BKJIFOYAIONIEH BUHKPUCTUH, TOKCOPYOULIMH U Hukiopocamun (tadmn. 9). Onenka
OTBETAa Ha TEpamui0 NPOBOJAMIACH IIOCIE KaXJAoro Kypca JedeHus. llpu

kynupoBanuu JKYC u crabunuzanuu onyxosneBoro npoiecca [IXT 3aBepmanaces. B
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ciydae coxpaHeHusa JKYC winm nanpHEWINEro IpOorpecCUpOBaHUs OILyXOJIEBOTO

nporecca nponomkanocs gedenne [IXT no cxeme N4.

Tab6auia 9. biox N4

Hozuposka st | Jlo3upoBKa miid nerei Hun
Hpenapar nereit > 1roga | < lroma w/wmm < 10 Kr | BBeeHHS Pexum BBe/IeHus

Hoxcopyounus |15 mr/m2/cytku 0,5 mr/kr/cyTku 1,35 30 muH B/B
KareJibHO

Bunkpuctun 0,75 mr/m2/cytkn {0,025 Mr/kr/cyTku 1,35 B/B CTPYIHO

Huknogochamun 300 mr/m2/cytkn |10 Mr/kr/cyTku 1-7 30 muH B/B
KareJibHO

MecHa 3x60 mr/mM2/cyTku | 3X2 MI/Kr/CyTKH 1-7 B/B CTpYHHO

WNutepBan mexnay Kypcamu coctaBisul 21 neHb. MakcuManbHOE 4YHCIIO
KypcoB Tepanuu — 4. B ciaydae OTCyTCTBHSI KOHTPOJISI HaJl OITyXOJIEBBIM MPOLIECCOM
nociie mpoBeneHus 4 KypcoB mo cxeme N4 manuMeHT mnepeBoawics Ha Oolee
MHTEHCUBHYIO MIporpamMmy JedeHus. J{s nanueHToB ¢ HelipobOiacTomoit 4S cranuu
npu pa3BUTUU KInHUYecku 3HauuMoro JXYC taxxke ObUIO MOKa3aHO MPOBEICHUE
IIXT nmo cxeme N4. JleueHue npooibKaioCch A0 MOMEHTA KOHCTaTallMu UHIYKIIUU
perpecca omyxonu u KynupoBaHus JKYC. OueHka oTBeTa Ha IPOBOAUMYIO TEPAMUIO
ocymiecTBisuiach mnocie kaxaoro kypca I[IXT. MakcumanibHOE YHMCIO KypCOB
tepanuu 4. OCIOoXXKHEHUS MOJIMUMHUOTEPANNN OLEHUBAINUCH COMIACHO KPUTEPUSIM
CTCAE ([Clommon [T]erminology [C]riteria for [A]dverse [E]vents, v5.0 —
KPUTEPUH OLIEHKHU CTEMEHU TSHXKECTH HEXKENaTeNIbHbIX SIBICHUM ).

[IpyHIMIIMATBPHBIM B JICUEHUM TNALMEHTOB TPYNIbl CPENHErO pHUCKA
PEIUANBA/IPOTPECCUPOBAHUS  SIBISIOCH  JTOCTMDKEHHWE BBICOKHX — IOKa3aTelnen
BBDKMBAEMOCTH IIPU OTCYTCTBUHM IPUMEHEHHS BBICOKOMHTCHCUBHOM Tepanuu Ha
srane KoHcomupanuu. IlporpamMma JieueHUs [JaHHOM KaTeropuu OOJIbHBIX

MPEJCTABIEHA HA PUCYHKE 23.
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npoao/KUTb
BO3pacT < 6 BO3pacT > 6 N5/N6

mecaues mecaues (cymmapHo 6
KypcoB)

Onepauua

9 Kypcos 13 - uuc
4 kypca N7 - peTMHOEBO
KMCNOTOM

HeT npu3HakoB
nporpeccMpoBaHmA

BO3pacT > 6 6 Kypcos
N5/N6

MecALEeB

OnepatrBHoe
NleyeHve nocne 4-

AncrtaHuroHHas
N7

ro, 5-ro nam 6-ro
kypca MNXT

Pucynoxk 23. CranaapTHasi cxema Teparuy NaueHTOB TPYIIbI CPEAHETO PUCKa PELUANBa/ TIPOTPECCUPOBAHUS
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Bcem nanuenTam ¢ HelpoOiaacToMoil, cTpaTU(UUHUPOBAHHBIX B TPYIILY
CPETHETO U BBICOKOIO PHUCKa pELUAMBA/IPOrpecCUpOBaHUs, B Bo3pacTe > 6
Mecs1eB OblIa MHUIIMMPOBaHA UHTEHCUBHAs MHAyKIIMOHHAs! [IX T, BKitogatomast
6 xkypcoB mo cxemam N5 u N6 B ansrepHupytomieM pexume (tadmn. 10, 11).
Crnenyronmii Kypc HauyMHaics Ha 21-il A€Hb OT NEPBOrO JHS NPEABIIYLIETO
Kypca.

Jletsim B Bo3pacte < 6 MeCsALEB MPOBOAUIACH TEPANUs C UCIIOJIB30BAHUEM
KypcoB N4. Kak TOJIBKO MallMEHTy UCTIOIHAIOCH 6 MECSLEB, OCTABIINECS LIUKJIIbI
3aBepianuck no cxeMaMm N5 u N6 10 6 HMKIIOB MHTEHCUBHOM XUMUOTEPAITUH.

[locne »Tama WHAYKOUMHA PEMUCCHHM OCYIIECTBISJIOCH KOMILIEKCHOE
oOce10BaHKE MAIMEHTOB JJIsl OLIEHKH OTBETA Ha TEParuio.

[Ipu oTcyTCTBUMU MpOrpeccUpOBaHUs 3a00JEBaHUS CIEAYIOMIUM ITArioM
OO0JBHBIM MPOBOAMIACH KOHCOJIMIAIIUA PEMUCCHUHU.

Konconuaupyroniee yedeHune s MalMEHTOB TPYMNIbl CPEJHEr0 pHUCKa
penuanBa/mporpeccupoBanus Bkirovan nposenenue 4 kypcoB IIXT mo cxeme
N7 (tabm. 12). MaTepBan Mexay KypcaMu COCTaBisia 21 eHb OT MEPBOTO JHS
IpeAbIIYIIETO Kypca.

JlucTaHIIMOHHAs JydeBasi Tepamnus Ha JIOXKE TMEPBUYHON OIMyXojiu Oblia
MOKa3aHa MalMeHTaM TPYIIbl CPEHEr0 PUCKA MPU HAIUYMK METa0OIUYECKU
AKTUBHOMW OIMYXOJIM MOCJIE 3Talla UHAYKIUOHHOW TEpaIHHu.

[TocTKOHCOMMAUPYIOLIEE JIEYEHUE MALMEHTOB I'PYIIBI IPOMEKYTOYHOTO
pucka cocrosuio U3 9 kypcoB muddepeHnupoBouHoit Tepamuu 13 — muc —
PETUHOEBOM KHCIIOTOM, KOTOpas HauvHaeTcsa yepe3 21 JeHb OT Hayania
MOCJIETHETO Kypca cxeMbl N7.

Tepanus 13 — 1iuc — peTHHOEBOM KUCIOTOM HazHaYamach B o3¢ 160 mr/m2
B 2-3 mpuemMa B TeueHue 14 nHeil ¢ mocienyromuM 14-THEBHBIM MEPEPHIBOM,
3aTeM HauyuHajica clenytomuii nukia. [locine 6 1UMKIOB Tepanuu ObLI
MIPELYCMOTPEH TPEXMECSUHBIN MEPEPBIB C MOCIEAYIOLUM MTPOBEICHUEM elle 3

KYpCOB Tepanuu 13 — IuC — peTUHOEBOW KHCIIOTOM B PEKHEM PEKUME.
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Ta6auia 10. Cxema N5

Jo3upoBka s nereid | Jlo3upoBka i nerei Jun

Hpenapar >1rona < lrona n/wmm < 10 Kr |BBEICHUS Pexum BBe/IcHuS
Hucnnatun 40 mr/™mM2/cyTKH 1,3 mr/kr/cyTku 1-4 96 4 B/B KameNbHO
Orono3un 100 mMr/m2/cyTkn 4,2 mMr/Kkr/cyTKI 1-4 96 4 B/B KaneNbHO
Bunkpuctun | 1,5 mr/m2/cyTku 0,05 mr/kr/cyTku 1 B/B CTPYHHO
Tabnuma 11. Cxema N6

HozupoBka st | Jo3upoBka uist aeren < Jun

Tpenapar nereit > 1 roma lroma n/mumn < 10 xr | BBeaEeHUS Pexum BBeACHHA
HNakap6aszun (200 mr/mM2/cytku | 6,7 MI/KT/CyTKH 1-5 1 4 B/B KaneabpHO
Udochamun [ 1500 mr/m2/cytkn |50 Mr/Kr/CyTKH 1-5 120 4 B/B KamenxbHO
Bunkpuctun | 1,5 mr/m2/cytku 0,05 mr/kr/cyTku 1,8 B/B CTpYHHO
Hoxcopyourus |30 Mr/mM2/cyTKn 1 mMr/kr/cyTkmn 6-7 4 4 B/B KaneixbHO
MecHa 900 mr/M2/n 30 Mr/Kr/cyTKH 1-7 B/B KaIlleJIbHO
Tabmuma 12. Cxema N7

Jo3upoBka st
[Ipenapar HOSHP OBKa A nerer < lroma n/mmm Jun Pexxum BBeneHUA
nereit > 1 rona BBEJICHUS
<10 kr

Huxnodochamua | 150 mr/m2/cyTku 5 Mr/Kr/cyTKH 1-8 14 B/B KamenbHO
MecHa 3x30 mr/mM2/cytkn  |3x1 Mr/Kr/cyTku 1-8 B/B CTPYHHO

Tepanus, mpumeHsemasl JUisl TAlMEHTOB C HEHPOOIACTOMOW TPYIIIHI

BBICOKOTO PHCKa PELUIMBA/TIPOTPECCUPOBAHNS, MIPEICTABICHA HA PUCYHKE 24.
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BO3pacT < 6
mecAaLles

Onepauua

BO3pacT > 6
mecALes

BO3pacT > 6
mecALes

6 Kypcos HeT npusHakos
N5/N6 nporpeccrpoBaHms

OnepatrBHOe
NeyeHune nocne
4-ro, 5-ro nan
6-ro kvoca MXT

Ipumeuanne: MIBG - 1311 — MUBT - Tepanus

NPOAOIKUTL
N5/N6
(cymmapHo 6
Kypcos)

9 Kypcos 13 - uuc
- peTuHoeBoM
KMCNOTOM

BAMXT c
ayToTICK

AnctaHumoHHas

aT

Pucynoxk 24. CrangapTHasi cxema Tepanuu MaieHTOB IPYIIbI BBICOKOTO PUCKA PEeIUINBa/IPOrPECCUPOBAHNUS
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HeTsim ¢ HelipoOnacToMoi, CTpaTu(UIIMPOBAHHBIM B TPYIITY BHICOKOTO pUCKa
peLUANBA/IPOrPECCUPOBAHNUS B MHAYKIHMIO  PEMHCCHUM  MPOBOAUIOCH 6
MHTEHCUBHBIX KypCOB CUCTEMHOM IPOTUBOOMYX0JE€BOM Tepamnuu (o cxeme NS u N6
B ajbTepHUpyomemM pexume (tadn. 10, 11). Takke Ha 1aHHOM 3Tare BBITOJIHAJIOCH
XUPYPrUYECKOE BMEIIATEIBCTBO C MAKCUMAIBHO BOZMOXKHON IUTOPEAYKIUEH.

JleiikouuTtadepe3 OCyHIECTBISJICS HE paHee, YeM IIoclie BTOPOTo Kypca
uaaykuuonHou IIXT mpu ycnoBuwu, nokazaHHOH MOPGOJIOrHYECKUMU METOIAAMU
(MuenorpaMMa, IIMTOJIOTMYECKOE M THCTOJOTMYECKOE HCCIEIOBAaHUE) CAaHALMH
KOCTHOT'O MO3Ta M OTCYTCTBHSI MPOTrPECCUPOBAHMS 3a00JIEBaHMs B KOJUYECTBE HE
menee 3 x 10°/kr maccel Tena nanuenTa CD34+ KIeTok.

B cinydae coxpaHeHuss MeTaOOIMYECKH AKTMBHOW OIyXOJIM TMOCIE dTara
MHIYKIMOHHON Tepamuu nepen aytoTI'CK  Obuta mokaszana Ttepanmst D'l
meraiion6ensuiryanuuaom (X' I-MUBT).

Bcem mammenTam, NmEepBUYHO CTPATHU(HUIIMPOBAHHBIM B TPYIILY BBICOKOTO
pUCKa pEeLUIUBA/TIPOTPECCUPOBAHMSI, HA dTare KOHCOIUIALMU MPOBOIUIACK
BAIIXT ¢ ayroTT'CK. Cxembl KOHIUIIMOHUPOBAHUSI MOAPOOHO OMHUCAHBI B TJIaBe
3.4.4. B nanbHeilimeM ObIJIO PEKOMEHOBAHO MpoBenaeHue AuddepeHIInPOBOYHON
Tepanuu 13 — nuc — peTUuHOEBOM KUCI0TOM (9 KypcoB). JlMCTaHIIMOHHAS JTydeBas
TEepanusi Ha JI0)KE€ NEPBUYHOM OIYXOJW MPOBOAMWIACH MALMEHTAM IpPU HAJUYUU
META0OMMYECKM  aKTUBHOM  OMyXOJdW  TMOCJe  dTana  MHAYKIHOHHOMN
MOJINXUMHOTEPAIIUH.

B xoropty nHTEHCH(PUKAIIMN TTOCTKOHCOINIAIMK OBLITN BKITIOUEHBI 13 merei
C HEWpoOIaCTOMOW TPYNIBI BEICOKOTO PHCKAa pElUANBA/IPOrPECCUPOBaHUs, OHU
ObLTM OTOOpaHBI JUIsI Y4acTUS B HCCIEAOBAHMM, KOTOPHIM TOCTKOHCOJIHIAIIHS
pemuccun  Oblla  JOTMOJHEHa  mojAepxuBampmei  Tepanuern  anTHGD2
MOHOKJIOHATbHBIMU aHTUTEJIAMH.

[Tocne BBITIOJIHEHUS 71a00paTOPHO-UHCTPYMEHTATbHBIX METOJIOB
o0clie1oBaHus, MOATBEPKIAIOMINX PEMUCCHIO 3a00JieBaHUs (TOJTHBIM OTBET WIH
OYEHb XOPOIIMH YAaCTUYHBIA OTBET), BCEM MAI[UEHTAM, OTHECEHHBIM B TPYIIIY

BBICOKOTO pHCKa pelMINBa/TIPOrPECCUPOBAHUs, MPOBOIATCS 2-5 KypCOB Tepanuu
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anTHGD2 MOHOKJIOHAJIBHBIMU aHTUTeNNaMU. [IepBoe BBeIeHHE aHTUTENl HAUUHAETCS
He panee 60-ro u He no3aHee 100-ro 1Hs Mocie BBICOKOO3HON OJINXUMHUOTEPATIUH.
[lepen HayaaOM NOCTKOHCOMUAALMU C MCHOIb30BAHUEM HMMYHOTEpAUU
MALMEHT AOKEH COOTBETCTBOBATD CIAEAYIOIUM KPUTEPHUSM:
» Y 1oBieTBOpUTeIbHOE 00Iee cocTossHue (aKTUBHOCTH Mo mkane Jlancku 80-
100% (metu no 16 net), mo mkane Kapuosckoro 80-100% (netu ctapiie 16 ner);
ECOG - 0-1);

» OTCyTCTBHE KIMHUYECKUX MPOSBICHUN WH(EKITMOHHOTO MPOIiecca;

A\

OTCcyTCTBHE MOBPEKICHUN KOXKHU U CIUZUCTBIX 000JIOUECK;

» OTtcyTcTBHE MPU3HAKOB WHIYIIUPOBAHHOW HEWPOIATHHM WJIM HEUPOIMATHYECKOU
6omu;

» AJIeKBaTHOE BOCCTAHOBJICHUE reMOT033a: JCHKOIUTHI > 2000/MKJ1, TPOMOOITUTHI
> 20000/mkn, reMmoriooud > 80 1/t

» AnexBartHas Qynkmus nedenn (AJIT u ACT < 5-tu HOpM, 001U OMITUPYOUH <
1,0 mr/mn), mouek (kpeaTuHwH <l.5 MI/mia wiaM KIUpeHC KpeaTuHwHa > 60
mi/mMun/1.73 M?), cuctembl remoctaza (TpoMOoriactuHoBoe Bpemss PTT 70-
120%, AYTB < 36 cek), nerkux (O2-carypaiu Ha mynbcokcumerpe > 94% 06e3
NPUMEHEHHS KUCJIOPO/ia, HET HAPYUICHUS bIXaHUS B TIOKOE).

Tepanus antuGD2 aHTHTETaMU COCTOsIA U3 2—5 TTOCIEN0BATENbHBIX KYPCOB,
KKl U3 KOTOPBIX Mpoaoipkaics 35 nHeil. MHauBuayaapHas 103a ONpeaeisiach
B 3aBUCUMOCTH OT ILIOIIAM IIOBEPXHOCTH Tejla M cocTapisana 100 mr/m? B Kak10M
Kypce neueHus (puc. 25).

BBenenue mpemapara OCYIIECTBISJIOCH B BHJE HENPEPHIBHON HH(Y3UH B
nepsbie 10 gHel Kaxmoro Kypcea (Bcero 240 yacoB) B cyTodHOM 103e 10 mMr/m2,

Havano ouepegHoro kypca Tepanuu ObLIO BO3MOXXHO MPU JOCTHUKEHUU
CIEIYIONINX KIMHUYECKUX MapaMeTPOB:

1. Pe3ynbrar mynbcokcumerpuu > 94 % npu 0OBIYHOM JIBIXaHUH;
2. AnexBarHas (pyHKIHSI KOCTHOTO MO3Ta: a0COMOTHOE YHCIIO HEUTPODUIOB >
500/mxJ1, yucio TpomOo1uToB > 20000/MKJI1, reMoriooun > 80 1/,

3. Anexsarnas ¢pynkmnus nedenu: ypoBau AJIT u ACT < 5-tu HOpM;
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4. AnexkBatHas (yHKUMA TIOYEK: KIMPEHC KpeaTMHUHA WM CKOPOCTh

K11y60ukoBoil puisrpamun (CK®) > 60 mn/mun/1,73 M2,

4 kypc
35 pHen
Crapt Tepanun —yepe3 60 — 90 aHen nocne BAMNXT

Pucynok 25. TepaneBTrueckuil MIaH MOCTKOHCOIUIALNN PEMUCCUU IS

MAaIUEHTOB I'PYIIIBI BLICOKOT'O pHUCKa

Conposooumenvras mepanus

Ha HayanpHOM 3Tare Tepanvu, Kak MPaBHIIO, BO3HUKAET HEeWpomarndecKas
00ib, ¥ Tmepen Kaxaoi wHGy3ued antTnGD2 aHTHTEn TpeOyercs NpeMeIuKaIius
aHaJbIeTUKAMH, B TOM YHCJIC BHYTPUBCHHBIMH Onuouaamu. JIIis JiedeHus OOu
PEKOMEHIyeTCsl TPOMHAsl Teparnusi, BKIIOYAIoIlas HEONMHOUIHbIE aHAJIbIeTUKH (B
COOTBETCTBUHU € pykoBoncTBamu BO3), rabanentun u onuonasl. MuanBuayansHble
J103bI MPENapaToB MOTYT IIKPOKO BAPbUPOBATH.

1. Heonumounnele aHanbreTWku, Takhe KakK Tapamneramoi W/Wiu
nOyrnpodeH, J0HKHBI TOCTOSHHO UCTIOJIB30BATHCS BO BPEMS JICUCHUS.

2. ['abanenTun Ha3zHauvaeTcss 3a Tpu AHS Havana uHQy3un antuGD2
AHTUTEI 10 CIEAYIOMIEH CXEME:

Hensb -3: 10 Mr/kr/cyT B OIUH TIpHEM;

Hens -2: 20 mr/kr/cyT (mo 10 Mr/kr B 2 mpuema);

Hensb -1 — nenp 10: 30 mr/kr/cyt (o 10 mr/kr B 3 mpuema);

Henp +11: 20 mr/kr/cyT (1o 10 Mr/kr B 2 npuemMa);

Henb +12: 10 Mr/Kkr/cyT B OIMH TIpHEM;

Jenb +13: oTMeHa npenapara.

MakcumanbHasi OTHOKpaTHas 103a radaneHTuHa coctanisieT 30 mr.

3. OnuonHbIE aHANTETUKH

Tepanust ommougamMu sBIETCS 00sA3aTeIBHBIM CTAaHAAPTOM BO BpEMs

uHdy3un antuGD?2 antuTen.
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Wndy3ua moppuHa oCyniecTBISETCS B CIEAYIOIIEM PEXKUME:

1) Bbomrocuoe Beenenue B no3e 0,02-0,05 mr/kr/4, HaynHadg 3a 2 4yaca 10
nH(py3un aHTuGD2 MOHOKIOHANBHBIX AHTUTET.

2)  HenpepsiBHast un(y3ust co ckopocThio 0,03 MI/Kr/4 B TeUEHHE BCETO
BpeMeHH BBenieHust anTuGD?2 antuten (240 yacos).

3) TlocrenenHoe (Ha 20% B CYTKH) CHIDKEHHE J103bI MOp(dHHA TOCie
okoHuYaHus UHPy3uu aHTHGD?2 anturesn.

[Tocne mocTeneHHOW OTMEHBI BHYTPUBEHHOTO MOp(HHA B ciayyae TSKEION
HelponaTuyeckod 0ol MO Mepe HEOOXOIMMOCTH MOXKET MPUMEHSTHCS
nepopanbHblii Mophuna cynbdar (0,2 — 0,46 Mr/kr uepes kaxasie 4 — 6 yacon). [Ipu
YMEpPEHHON HeWpomaruyeckoil OO0l MOMXKET HCIONb30BaThCS IMEPOpPaIbHBIM
Tpamaaoi.

4. AHTUTMCTaMUHHBIE CPEJICTBA:

[Ipemenukanus AHTUTUCTAMUHHBIMU cpencTBaMu (manpumep,
TUGEHTUAPAaMUHOM) JOJDKHA BBIMOMHATHCS B BHJIE€ BHYTPUBEHHBIX WHBEKIIHM
npumepHo 3a 20 MUHYT A0 Hadana Kaxaod wuHy3un antuGD2 aHTHTElL.
PekomeHyeTcst NOBTOPATH BBEAECHNUE AaHTUTUCTAMUHHBIX CPEACTB YePE3 KaKble 4—
6 4acoB 1Mo Mepe HeoOX0TUMOCTH BO BpeMs nHy3un antuGD2 anTuTen.

Kpome Heipornatnueckoit 601, HECMOTPS Ha MPUMEHEHUE MPEeMEIUKAIUH,
Ha UH(Y3HUIO TIperapara MOTYT Pa3BUTHCS TaKUe TSHKEIIbIE PEaKIMK, KaK CHHIIPOM
BBICBOOOXICHUS IUTOKMHOB, aHA(DMIAKTUIECKUE PEaKIIMU, CUHIPOM TOBBIIIEHHO
MPOHUIIAEMOCTH KanuuiipoB. CHHAPOM BbICBOOOKACHUS IIMTOKUHOB, KaK MPaBUIIO,
IIPOSIBIISIETCS B TEUEHUE HECKOJIBKMX MHUHYT WM 4acoB IOCJE Hayaja IEepBOU
MHQY3UH U XapaKTepU3yeTcsl CHCTEMHBIMH CHUMIITOMaMU (JIUXOpajaKa, TUIOTEH3US
U KpanuBHHUIIA). AHauIakTUUecKass peaklMsl TAKKE MOXKET Pa3BUThCA YK€ B
TEUEHUE TEePBbIX HECKOJbKMX MHUHYT IOCJIE Havaja MHPY3UH U dYalle BCEro
XapakTepuszyeTrcsi OpoHXocma3MOM M KpanuBHHIEH. CHHAPOM IOBBIIEHHON
IIPOHULIAEMOCTH KalWJISAPOB CBfA3aH C YTPAaTOd COCYAMCTOrO TOHYCa H

JKCTpaBaszalei OEIKOB MIa3Mbl U KHUJIKOCTH BO BHECOCYIUCTOE MPOCTPaHCTBO. OH
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pa3BUBAETC B TEUYEHHE HECKOJIBKMX YacOB IIOCIE Hayana Tepanuu. JlaHHbIN
CHUHAPOM OTMEUEH T'MIIOTEH3UEU U TAXUKAPIUECH.

Huxe mnpencraBieH anroput™M IOEUCTBUM Bpadya I[pPU BO3HUKHOBECHHUU
HEeXeJaTeNbHbBIX SBICHUM (puc. 26).

WHdy3ni0  MOHOKIOHANBHBIX  aHTUTEN  CIEAYeT OCTAaHOBUTH  MpHU
BO3HUKHOBEHUH Nepudepruyeckoil IBUrareabHol Heliponaruu 2 CT., MOTOPHOU WJTH
CEHCOpHOU HeWpomaruu 3 CT., OPTaTLMOTOKCUYHOCTH 3 CT., aHaA()UIAKTHYECKOU
peakiuu 3— 4 ct. v runonarpuemuu 4 ct.  Ilpu nosiBneHun m0001 HEKeIATSIHLHOM
peakiuu 1 — 2 cT. uHPy3u0 HeoOxonumo CHU3UTH A0 50% c BO300HOBICHUEM
NOCJENHEN TMOciie KYNHPOBAaHMS  OCIOXKHEHUWWA. B cioydasx mosiBIeHUs
TUMEPYYBCTBUTENIBHOCTH,  O(TaJIbMOTOKCUYHOCTH,  KaMWUISIPOTOKCHUYHOCTH,

peakiuu 3 — 4 ct. uHy3us gomKHA OBITH MpeKpaleHa (puc. 26).
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Nrobasa
peakumns

Minep-
YYBCTBU-
TeNnbHOCTb

OdpTanbMo-
TOKCUYHOCTb

Cunopom
yTeuYkun
KanunnapoB

CTton
Tepanus

[NpepBatb WHY3WMI0, HA4aTb
cMMNTOMaTU4ECKYH Tepanuio. [Nocne
paspelueHns Bo3oBHOBUTL MHGy3Nio ¢
nepsoHa4ansHoW CKopocTbIo

OnutencHas
nepudepryeckas
[BUratensHas Hemponarusi
2CT.

[Mepudepuueckan
Helponatus 3 cT.

Mpepeatt MHDY3UIO,
B030OHOBWTL Npw
NepPBOW BO3MOXHOCTU

HemepaneHHo npekpatnTe HGy3n0 Havyatk
CUMNTOMAaTHUYECKYID Tepanuio. JleueHne BO306HOBUTL
npuv nocrnegyroLwmx LUKNnax

[NloBTOpPEHME
anusoaa HA
Wnu 4 cT.

SHBepLIJEHME NneyvyeHunA

['mnoHatpuemms (< 120
mEq/L) 4 cT.

OhTanEMOTOKCUHHOCTD Anadunakcus
3cT. 3—-4dcr.

MpekpauieHve UT

PI/ICYHOK 26. AJ'IFOpI’ITM ,HGIZCTBPIIZ Bpada IIpH BOSHUKHOBCHHNH HCIKCIIATCIIbHBIX SIBIICHUM
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2.8. Ouenka pe3y/ibTATOB JIeYCHUSA

Kpurepusimu oTBeTa Ha MNPOTHBOOIYXOJEBOE JIEUEHHE Yy OOJIBHBIX C

HelpoOnacTomoii npeacTaniensl B Tabnuie 13 [83]:

Tabnuua 13. Kputepuu oTBeTa Ha Je4eHUE

ITonHaa PEMIICCIIA

-TOTalIbHOE HCIe3HOBEHIIe OIYXOII ¢ OTCYICTBIEM
MIpOABIEHIIT 00Ie3HII;
- KATEXOIAMITHEI B MOY€E B HOPME.

Od4eHE XOPOIIIIIT
YACTITIHEII OTBET

- IEPBHYHAA OIIYXO0Ib YMEHBIIITACE Ha 90 - 99%;
- HeT NPOSABIISHII] cO CTOPOHBI MeTacTa30B;

- KaTeXOoJIaMITHEl B MOYE B HOPME;

- OTCYICTBYIOT OCTATOYHEIE IIOPAXKEHIIT KOCTHOTO
MO3Iéa.

YacTIYHELIT OTBET

- YMEHBIIEHHE pa3MepoB omyXoaHn Ha 50 - 90%;

- KONIYecTBO METacTa30B YMEHBINIIOCE Oollee,
uyeM Ha 50% u HeT Oonee, 4eM OHOTO 0O9ara
MOpakeHIId KOCTHOIO MO3I4.

CMellIaHHEIT OTBET

- HeT HOBBIX IOpaKeHIIIl;

- YMeHBbIIIeHIe IepBIHON OMyXO0IH II MeTacTa30B
Ha 50 - 90%;

- YBeMIT4eHIle 1I000T0 I3 CYIIecTBOBABIIIIX 0IaroB
<25 %.

Cradnmizanmus - OTCYTCTBHE HOBEIX OYATOB;
- YMeHBIIIEHIIe 09aroB MeHee, 4eM Ha 50 %;
- VBEIIYEHIIE I000T0 I3 CYIIECTBOBABIIIIX 0YaroB
Ha MeHee, 9eM 25 %.

ITporpeccupoBaHie - IOSABTIEHIE TI000r0 HOBOTO OMyXO0IEBOT0 04ara;

- YBelHdeHIle T0O0T0 IOCTYIHOIO H3MepeHIIO
ogara- 25 %;

- paHee HeNopPaKeHHEIII KOCTHBII MO3T COIEpiKIIT
OIIVXONEBbIe KIETKIL

2.9. CrartucTuvyeckue MeToAbl 00pad0OTKH MaTepuaJjia

2.9.1. OnucarejibHAs CTATHCTHKA

Best uadopmarus o manpeHTax Obijia BHECeHA B 0a3y maHHBIX Microsoft

Excel, xotopass mnpenocTtapisijia BO3MOXHOCTb COPTUPOBaTh, (UIBTPOBATH,

pPENaKTUPOBAaTh, CUCTEMATU3UPOBATh U CTPYKTYPHUPOBATh JaHHbIE. [Ipyn momomn
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nporpamm Microsoft Excel m Statistica Version 10 co3naBanuck rpaduxm,
TaOJIMLIBI, TUArPaMMBbl, a TAKXKE BBITOJIHAIUCH pacueThl. Moaynp "OnucarenpHas
CTaTUCTHUKA" MO3BOJISII ONPEAEIUTh UCIOJIb3yEMbIE OMUCATENIbHBIE CTATUCTUKU
oOlIero xapakrepa, TakM€ Kak MeJlMaHa, CpPEelIHEe 3HAUCHWE M CTAaHJIapTHOE
OTKJIOHEHUE, KBapPTUJIbHBIN pa3Max, TOBEPUTENIbHbIE UHTEPBAJIbI ISl CPEHETO, a
TaK)K€ Jpyrue ChelualibHble OIUCaTebHble CTAaTUCTUKHU. [l OLeHKH
CTaTUCTUYECKON 3HAUMMOCTH N3MEHEHUN UCIIONB30BAJICS TApHBINA KOADPUITUEHT
CrprofieHTa, Ipu 3TOM 00JIACTh OTKJIOHEHHUS HYJIEBOW TMIIOTE3bl ONpEAesiach
ypoBHEeM 3HaunmocTu p < 0,05.

Taxke Oblla MpoBe/leHA OIEHKAa YYBCTBUTEIBHOCTH, CHEHU(DUUHOCTH U
TouHocTtd, a Takke mnoctpoeHne ROC-kpuBbix ([R]eceiver [O]perating
[Clharacteristic - onepanroHHas XapaKTepucTuka npueMHuka). s nocrpoenus
XapaKTePUCTUUYECKUX KPUBBIX ObLI MCIONBb30BaH mnakeT mporpamm "MedCalc"
Bepcun 20.1.4. Ins onpenenenusi Touek orcedeHuss 1nmo ROC ucnonb3oBasics
meton Monena.

2.9.2. AHa1u3 BBIKMBAEMOCTH

BrepkuBaeMoCTh MaIMeHToB OblIa KCCIIEA0BaHA C UCTIOIb30BAHUEM METO/A
Kannmana-Maiiepa. Ilpu momomm JlorpanroBoro kputepusi ObUIM OOHAPYKEHBI
pas3nuyMs B IOKAa3aTelsX BBDKUBAEMOCTH. B paMkax MaHHOTO HCCIETOBaHUS
3 PEKTUBHOCTH JICUCHHSI B OTPESICHHBIN NIEPHOo] BpEMEHH OblIa OLICHEHA I10
CJIEYIOLIUM KPUTEPHSIM:

1. OG11as BBDKUBAEMOCTh — 3TO MTPOMEKYTOK BPEMEHH OT HavaJia JeueHus
0 CMEpTH TMalueHTa OT Jr00H MNpUYMHBI JHMO0 10 MOCIEAHETO
3aIJIAHUPOBAHHOIO MTOCEUICHUS.

2. beccoOpITHITHAs BEDKMBAEMOCTh — 3TO MPOMEKYTOK BPEMEHHU OT Havasa
JIGYEHUs 10 TIPOSIBJICHUS JTI000ro "HEraTMBHOTO'" COOBITHS WJIM J0 MOCJEIHETO
3aMJIaHUPOBAHHOTO MOCEIIECHHs B ciiyyae ero orcyrcTBus. Ilon "HeraruBHbIM"
COOBITHEM MOHHUMAETCSI MPOTrpecCUpoBaHUE 3a00JIEBaHUSA, OTCYTCTBHUE IMOJHOU

PEMHUCCHH ITIOCJIC 3aBCPIICHUSA JICUHCHUA, PCOUANB, CMCPTh OT JTFOOBIX IIPpUYHH, a
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TaKk)k€ BO3HMKHOBEHHE BTOPUYHOM OMYyXOJMW WM JAPYTHUX CEPhE3HBIX
OCJIOKHEHUM, YIPOKAIOIINUX KU3HU MalUCHTA.

3. Cnemuduueckas BbbkuBaeMocTh (CB) ompenensieTcs kak Tepuoj
BpEMEHHM OT Hayaja JICYCHHUS JI0 CMEPTU OT IPOTrPECCUPOBAHUSI OCHOBHOIO
3a00JIeBaHMSI WU J10 TIOCIEAHET0 3alUIAaHUPOBAHHOTO MOCEIIEHUS B CIIy4yae ero

OTCYTCTBHSI.
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I'masa 3. Pe3yabraTsl COOCTBEHHOr0 MCCJIEIOBAHUSA
3.1. OTaajieHHbIe pe3yJabTaThl JIeYeHHUs HeHP001acTOMbI
Cpenuuii mepuosl HaONIONECHUS Ta MmalueHTaMu coctaBui 42 + 4 mec
(menuana — 30 mec).
[TokazaTenu BBIKMBAEMOCTH BCEW TPYIIbI MAIMEHTOB MPEICTABICHBI HA

pucynke 27 u B Tabnuue 14.

100% |
90% |
80% |
70% |
60% |
50% |

40% | = OB
30%| ~ ~BCB

=== Creunduyeckas BLKMBAEMOCTb
20% |

10% ¢
0%

MokasaTtenun BbIXKMBAEMOCTH

0 12 24 36
Mec

Pucynoxk 27. Ilokazarenu BbDKMBAEMOCTH IMAITUEHTOB ¢ HEWPOOIACTOMOM

OOmas roguyHast BEDKUBAEMOCTh cocTaBuiia 84,2 +4,2%, 2-netusas — 72,4
+5,3%, 3-netusas — 64,3 + 5,8%, 6eccoopiTuiiHag — 75,8 +£ 5%, 61,2 + 6% u 52,2
+ 6,3% cootBeTcTBeHHO, cnenupuaeckas — 87,8 + 3,8%, 76,7 + 5,1% un 71,3 +
5,6% cootBeTcTBeHHO (TabI. 12).

Tab6muma 14. Iloxa3arenu romgu4HOM, 2-TeTHEH M 3-JI€THEH BBDKMBAEMOCTH

MaIMEeHTOB ¢ HelpooOacTomoit (%)

Iloka3arenu
Toqnunasa 2-IEeTHAS 3-nmeTHsd
BBDKUBAEMOCTH
OB 84,2+42 72,4+5,3 64,3+5,8
BCB 75.8+5 61,2+6 52,2+6,3
Crenuuyeckas 87,8 £3,8 76,7+ 5,1 71,3+5,6
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3.2. I'pynna HU3KOro pucKa penuauBa/mporpeccupoBaHus
(rpynna HaOJir0neHus)

3.2.1. O0uas xapakTepUCTHKA MALUEHTOB, IEPBUYHO
CTPATH(PUIUPOBAHHBIX B IPYIIYy HU3KOI0 PUCKA
peuuauBa/mporpeccupoBaHMs

B rpynny na6monenus 6suto crparudunuposano 11 (13,8%) nmamueHTos.
[Ipu pacnpeneneHuu Mo NoJay OTMEYEHO HE3HAYUTENIbHOE MPEBATUPOBAHNE JIULL
KEHCKOTO Toj1a (COOTHOIIICHHUE JIEBOYKHU: MaJbuuku coctaBuio 1,2: 1). Bo3pact
00JBHBIX BapbHpoBal oT 2 10 19 Mec (cpeanee 3nauenue 6 + 1,8 mec). Haubonee
YacToM JIOKaJu3alue OMyXoNHu SBISUIMCh HaamoueyHuku (6 wmm 55,5%
Cly4aeB), CHMIATUYECKHE TaHIIMK 3a0pIOIMIMHHOIO MPOCTPAHCTBA ObLIU
nopaxensl y 3 (27,3%) nmauuenTos, 3aaHero cpegoctenus — y 2 (18,2%) nereit

(puc. 28).

B Hagno4veyHuK

= 336pHOLWNHHbIE
CUMMATUYECKME FaHTIUM

MeawnacTtuHanbHble
CMMNATUYECKME TAHT NN

Pucynok 28. Jlokanu3anusi IEPBUYHOM OMYXOIU y NAIMEHTOB IPYIIbI HU3KOTO

pHUcKa

Yetsipe (36,4%) manuenTa umenn 4S cTaanto 3a00JIeBaHUS, Y OCTAIbHBIX
Obu1a quarnoctupoBaHa 1 cragus (63,6%).
I'en NMYC y Bcex ManMeHTOB, MEPBUYHO CTPATU(DHUIMPOBAHHBIX B

HU3KYIO TPYIITy PUCKa PEIUANBA/TIPOTPECCUPOBAHUS, HE ObLIT aMIUTH()UIIMPOBAH,
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OIHAKO y TpeX OONMbHBIX OOHapyxkeHa jaenerus 1p (moTeps reTepo3uroTHOCTU B
nokyce 1p36).

VYposenb NSE B fe6toTe 3a0051eBaHMsl y NAMEHTOB IPYIIbI HU3KOTO PUCKA
penuauBa/mporpeccupoBanus BapbupoBan ot 20 10 86 HI/MII (cpeaHee 3HaueHUE
coctaBwio 39,2 ur/mi) (puc. 28). V 3 (27,3%) neteit NSE Obl1 BbIlIe BepXHEH
IpaHulibl HOpMBI (puc. 29).

100
90
80
70

60
50
40
30
2
-ANN _
0
1 2 3 4 5 6 7 8 9 10 11

MauneHTbl FPynMnbl HU3KOTO PUCKa peuunamnsa/nporpeccrposBaHus

YposeHb NSE

o O

Pucynok 29. Yposenb NSE B ne0rote 3a001eBaHus y MAIIMEHTOB TPYIIIIBI

HH3KOI'O PHUCKa peIII/I,HI/IBa/ IIpOrpcCCUupoOBaHUA

JIis manuMeHToB TPYNIbl  HAOMIOACHHS, HWMEIIIHUE OJaronpusiTHbIC
T€HETUYECKUE XapaKTEPUCTUKH, BBICOKYIO YacCTOTy CIIOHTAHHON perpeccud,
peBepcuio B 6osee 10O0pOKaueCTBEHHBI BAPUAHT — TAHIIIMOHEBPOMY, BBICOKYIO
YyBCTBUTEIIBHOCTh K CHCTEMHOMY MPOTHBOOITYXO0JICBOMY JICYCHHIO UMEIOT OoJiee
BBICOKHE TIOKa3aTelii BBDKMBAEMOCTH. BaxHbIM sBisieTCAd JedCKaJlalus
TEPANEeBTUUECKUX BO3JECUCTBUN C ILEIbI0O CHIXKEHHMS YaCTOThl OTHAJICHHBIX

MOCJIEICTBUN CIIEU(PHUIESCKOTO JICUSHUSI.
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3.2.2. Tepanus mNauMeHTOB, IEPBUYHO CTPATH(PULHUPOBAHHBIX B IPYIITY
HHM3KOI'0 PUCKA PelldIuBa/POrpeccupoBaHus

Bcem mnamueHTamM NEpBUYHO paccMaTpHUBalICsl BOMPOC IPOBEICHUS
OMEpPaTUBHOIO JTana JIEYEHUs, 00bEM KOTOPOIrO OMpPENessyCs KOHCHINYMOM
JETCKUX OHKOJIOTOB, XMPYProB U CHELHAINCTOB O JTy4eBOM AuarHoctuke. Eciu
MpeArnojaraeMblii  PUCK Pa3BUTHUSI TTOCTONEPAIMOHHBIX OCIOKHEHUNU ObLI
HU3KHi, To OBLIO MOKa3aHo yaajeHue oopa3zoBaHus. Eciu ske pucK MOCienCTBUN
OMEpPaTUBHOTO JIeYeHUs] ObLI BBICOKMM, TO OBUIO JOMYCTHMO IPOBEICHUE
YaCTHUYHOM PE3eKIMH OIyXOJu JTMO0 MPOBEIEHUE TOJIBLKO OUONICUU 00pa30BaHus
C 11eJ1bI0 MOp(hOIOrHYecKor Bepu(pUKaIMKU MaTOIOTMYECKOTo Ipoliecca.

NuunmaneaeiM - MeTogoM Jiedenuss 'y 7 (63,6%) manueHToB ObLI
XHPYPTUYCCKHUM TNl yIaJeHUs IEPBUYHON OMYX0I. Y OOJIBIIMHCTBA U3 HUX (5
unn 45,5%) omepanus Obuia pagukanbHOM, B 2 ciydasx (18,2%) BbIOIHEHO
HEepaJuKaJIbHOE ynalieHue onyxoinu. buorncust Obuta mpoBeneHa y 4-x (36,4%)
JeTeN.

Jlamapotomuyeckuit goctyn Obpul mpuMeHeH y 36,4% (n = 4),
nanapockonudeckuii 'y 9,1% (n = 1), topakoromunueckuii B 18,2% (n = 2)
CITyJasix.

['ucronoruuecku B 63,6% (n = 7) ciiy4yaeB OIyXOJib MIpe/ICTaBIsIa cOO0M
Hu3konudpepeHrpoBannyo Heipodbmactomy, mo 18,2% (n = 2) Obum
BepudunupoBansl nuddepennupoBanHas Hb u ranrmuoneiipobmactoma (puc.

30).
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OnddepeHuympoaHHaa Hb

[aHrAnoHenpobnracToma - 2

o 1 2 3 4 5 6 7 8
Pucynok 30. ['ncToIOrn4ecKuil TUIT ONyXOJIM Y AETEN TPyl HU3KOTO prUcKa

OrcyrctBre XXYC u JIOKaIbHOIO MPOrpeCCUPOBAHUU 3J0KAYE€CTBEHHOMU
OMmyX0JIu T103BoMIN HaM 9 (81,8%) manMeHToB B MOCIEONEepallMOHHOM TIEPHOJIC
OCTaBUTHh IMOj4 JauHaMuueckuM HaOmonmenueMm. Hamumune XYC  Obwio
3a)MKCUPOBAHO y OJHOTO OOJBHOTO C WHTpPaKaHAJBLHBIM PaCIPOCTPaHEHUEM
OMYyXOJIM, B CBSI3U C YE€M COIIACHO TMPHUHIIUIAM JIEYCHHUS TAIMEHTOB TPYIIIIbI
HU3KOTO  pHUCKAa  PEIUAMBA/TPOTPECCHPOBAHUs, €My TMPOBEIEH  Kypc
nonuxumuorepanuu (6mox N4). PecraaupoBanue B MOCHENYIONEM MOKa3ajo
JanbpHeiIIee NporpecCUupoOBaHNEe 3JI0KaY€CTBEHHOTO 3a00eBanus 10 4 CTaauH,
BCJIEICTBHE YEro peOeHOK ObUI TepeBeleH B TPYNIy BBICOKOTO pPHUCKa
peruanBa/mporpeccupoBanus. Emie y omHoit neBouku yepes 21 Mec HaOMoaeHUs
OTMEYEHO JIOKAJIbHOE MPOTPECCUPOBAHME, € B OTIAJEHHOM NEpHOAe ObLIO
BBITIOJTHEHO TOBTOPHOE XMPYPTrUYECKOE BMEIIATEIHCTBO B O0BEME yHaJICHHS
o0Opa3oBaHUsI.

3.2.3. OTaasneHHble pe3yabTarhl JIeYeHUs] NAIMEHTOB IPYNIIbI HU3KOI0
pHCKa peluInBa/MPOrpecCUpOBAHUA

[Tepuon HabmoneHus 3a maruenTamu coctabmi 40 = 10 mec (Meauana 26
Mec).

OO6miass BBDKMBAGMOCTh JIeTe dToW rpymmbl Obuta 83,3 £ 15,2%,
o6eccoObrtritnast — 75 + 15,3%, mpu 3ToM crnenuduieckass BbDKHBAEMOCTb

coctasuina 100% (puc. 31).
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Pucynok 31. Iloka3zarenu BEDKMBASMOCTH ITAIIMCHTOB, CTpaTI/I(l)I/IIII/IpOBaHHBIX B

IpyMIy HA3KOTO PUCK PELUANBA/TIPOrPECCUPOBAHUS

B Tab6n. 15 mpencrapineHpl NaHHBICE O TOAMYHOM, 2-JeTHEHW W 3-JIETHEH

BBDKMBAEMOCTHU MaIeHTOB TPYIIIBI HHU3KOT'O pHuCKa
penuauBa/mporpeccupoBanus. OOmas roguvHas W 2-JIETHSIS BBDKHBAEMOCTH
cocraBuia 100%, 3-nmetusas — 83,3 + 15,2%, OeccoObITHiiHAs ToaWYHAsA, 2-
neTHss u 3-netussa — 87,5 £ 11,7%, 75 + 15,3% u 75 £ 15,3% cOOTBETCTBEHHO,

cneruduyeckas — 100% (tadm. 13).

Ta6muma 15. Iloxasarenu romuyHOM, 2-IeTHEH M 3-JE€THEH BBDKMBAEMOCTH

MAIMEHTOB TPYIIHI HU3KOTO PHCKA PEIUIMBA/TIPOTPECCUPOBAHUS

Iloka3arenu
Toqnunasa 2-IEeTHAS 3-neTHsd
BBDKUBAEMOCTH
OB 100 100 83,3152
BCB 87,5+ 11,7 75+15,3 75+15,3
Crenupuyeckas 100 100 100
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3.3. I'pynna cpeaHero pucka peuuanBa/mporpeccupoBaHusi
3.3.1. O0uas xapakTepUCTHKA MALUEHTOB, IEPBUYHO
cTpaTu(UIIUPOBAHHBIX B IPYIILy CPeHEr0 PpUCKAa
peuuauBa/mporpeccupoBaHMs

B rpynny cpennero pucka penuiuBa/ mporpeccupoBaHus Obul BKItoueH 21
(26,3%) marnueHt.

He 6b1710 0OTMEUEeHO 3HaYMMBIX MTpeo0Iaianuii MexXy JeBoukamu (n = 11)
u Manpankamu (n = 10) — 1,1: 1. Cpegnuit Bo3pact JaHHOM TpynIibl cocTaBui 31
+ 8 mec (nuamazod ot 3 mec no 13 ner). Haubonee yacToil jokanuzaruei
NEPBUYHON OMYXOJIM TaKXke, KaK U B TPyIIe HaOIoAeHus, ObUIO 3a0pIOIIMHHOE
npocTpadcTBO (14 mamuentoB unu 66,7%): B Hannoyeunukax (6 wim 28,6%) u
cumnarnueckux raHmusax (8 wmm 38,1%). B 23,8% (n = 5) onyxomnb

JIOKaJIM30BaJIach B 3aJJHEM cpefocTeHuu, B 9,5% (n = 2) — B MasioM Tazy (puc.

32).

B HagnoveyHuK

® 336plOLWMHHbIE
CMMNAaTUYECKUE FraHrIUK

MegmuactnHanbHble
CMMMATUYECKUE FaHT NN

® Ta3oBble cMMMNAaTUYECKMe
raHrum

Pucynok 32. Jlokanu3anus OmnyXxoJiu y NaliueHTOB CPEIHEN IpyNIbl pucka

peIUANBA/TPOTPECCUPOBAHMUS

Knuanyeckass kaptuHa Obuia pasHooOpasHoi. OOImas cHMITOMAaTHKA
OblTa TIpe/IcTaBIcHAa HEMOTHBHPOBAHHBIMH IOIbEMaMU TeMIlepaTypsl (5 win
23,8%), moTanMBOCTHIO (01H U 4,8%), SMOITMOHAIBHOM TAOMIIBHOCTHIO (3 Uin

14,3%). Cunnpom Bepnepa — MoppucoHa, CBA3aHHBIH C TOBBIIIEHHOMN
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CEKpeIreil Ba30aKTUBHOTO WHTECTUHAIBHOTO MOJUIENITHIA U TPOSBISIONIUNCS
TOLLIHOTOM, PBOTOM, Auapee W runepreH3ueu, BoiABieH B 4 (19%) cinyuasx.
Jlokanuzanus B cpenocteHun y 2 (9,5%) G0MbHBIX CONMPOBOXKAANIACH KAIILIEM U
JIPYTUMH JIbIXaTeIbHBIMU paccTpoiicTBamu, y onHoro (4,8%) — cunapoMom
T'opuepa. B 7 (33,3%) ciiydasix onmyXxoJib Ha pa3HbIX YPOBHSX B 3aBUCUMOCTH OT
JIOKaJIM3alliy IpopacTalia B CHMHHOMO3TOBOM KaHaJI, YTO MPUBEIIO K HAPYIICHUIO
GyHKIIMK Ta30BbIX oOpraHoB y 5 (23,8%) mnamueHTOB, Mape3y B HIKHHUX
KOHEUHOCTSIX — y 2 (9,5%) nereii. Peruonapnoe smmdoreHHoe
MeTacTazupoBaHue BbIABICHO y 11 (52,4%) OONBbHBIX: MIEHHO-HAIKIIOUYNYHAS U
BHYTpUTpYIHas JTuMdaaeHonaTust ruarnoctuposana y 2 (9,5%), 3a0prommaHas
—vy 9 (42,9%) manmenToB. [ emaToreHHBII MeTacTa3bl JIOKATH30BAIUCH B IEYCHU
(3 cnyuas unmu 14,3%), nerkux (omun unu 4,8%), xoctax (2 wm (9,5%) u
KOCTHOM Mo3ra (4 unu 19%).

B rpynme cpenHero pucka peruanBa/mporpeccupoBaHus MpeBalnpoBaia
2 (7 nmereit unm 33,3%) u 3 (8 mauuentoB win 38,1%) craguu 3aboneBanus,
HECKOJIbKO pexke Obutn auarHoctupoBanbl 4 (5 wim 23,8%) u 1 (oguH OonbHOM

umu 4,8%) craguu (puc. 33).

4.8%

® 1 ctagma
= 2 cTagma
3 cTagua

m 4 ctagma

Pucynok 33. Craguu 3a005eBaHUs MAIIMEHTOB, IEPBUYHO

CTpaTU(UIIUPOBAHHBIX B TPYIIY CPEAHETO PHUCKA PEIUINBA/TIPOTrPECCUPOBAHUS
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VYposenb JIJII' B neGrore 3aboneBaHusl y MAUMEHTOB JAHHOW TpYyMIbl

BapbupoBasl oT 65 no 1220 Hr/mi, cpenHee 3HayeHue cocTaBuiio 348,6 Hr/Mi
(puc. 34).
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Pucynok 34. Yposens JI/II' y naniueHTOB rpymnibl CPEAHETO PUCKA

penuanBa/mporpeccupoBanus B 1e010Te 3a001eBaHUs

V¥ Bcex nanueHToB ypoBeHb NSE mnpeBblilian BEpXHIOIO TPAHUILY HOPMBI,

Bapbupys ot 16 no 1176 ur/miu, cpennee 3Hauenue coctabuiio 134,6 ur/mi (puc.
35).
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Pucynox 35. YpoBenb NSE y nanueHTOB IpyIbl CPEIHETO PUCKA

penuanBa/mporpeccupoBanus B 1e0t0Te 3a001eBaHMs

Bonbias 4acTh NaIMEHTOB TPYIIIBI CpeIHero pHucKa
pelUANBa/TPOrPECCUPOBAHUS UMENH TUCTOJIOTUYECKUN BapUaHT
HelpoOiacToMbl, O€HOM IIBAaHHOBCKOM CcTpomoil: HemuddepeHImpoBaHHas
JIMarHocTupoBaHa y onHoro (4,8%) manuenrta, HuzkogudpepeHurpoBaHHas — y
5 (23,8%), nuddepenuupoBannas — y 7 (33,3%) nereil. Y oOCTalbHBIX
MAIMEHTOB JUAarHOCTUpPOBaHA HOMYMSpHAs TaHITIMOHeWpobOmactomMa (3 wuium
14,3%) w raHrIMoHeHpoOiiacToMa, COCTOAINIAs TMPEUMYIIECTBEHHO U3
CO3PEBAIOIINX UJIU 3PEJIbIX TAHIIIMO3HBIX KIETOK (5 unu 23,8%).

VY oxnoro (4,8%) nanuenra BoisieHa del 1p.

3.3.2. Tepanusi NanMeHTOB, IEPBUYHO CTPATH(PUIUPOBAHHBIX B IPYIILY
CpeJHero pucKa peuuauBa/mporpeccupoBaHus

Xupyprudeckoe JiedeHHE B Je0roTe 3a00ieBaHUs, HAMpaBICHHOE Ha
yAaJeHHe IEPBUYHON OMyXoiu, ObuT0 BhIMoiaHeHO Yy 3 (14,3%) GonbHbIX. [anee
MalKueHTaM MPOBOJUIOCH CUCTEMHOE TPOTUBOOITYXO0JIEBOE JICUCHHE.

OTcpoueHHOE XUPYPTrUYECKOE BMELIATEIbCTBO TMOCIE€ HWHTEHCUBHOM

MPOTUBOOITYXOJIEBOM Tepanuu, HANpaBJICHHOM Ha YyMEHbIIEHHE 00bema
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NEPBUYHON OMYXONMH U YBEIMYCHHE BO3MOKHOCTH PaIUKaJIbHOTO yHalleHUs,
Obu10 mpoBeneHo y 18 (85,7%) OonbHbIX: mocne 2-x KypcoB [IXT onepanus
BhITIONIHEHA 2 (9,5%) marmenTam, mocie 3-x KypcoB — onHomy (4,8%) peOeHky,
nocye 4-x kypcoB — 4 (19%) aetsim u mocne 6-ro kypca — 11 (52,4%) (puc. 36).

12

10
8
6
4
Oll-l

B nebiote Mocne 2-x kypcosllocne 3-x kypcosllocne 4-x Kypcosllocne 6-ro Kypca
3aboneBaHuA MNXT MNXT nxXT nxXT

N

Pucynok 36. Cpoku npoBeieHUsI ONIEpaTUBHOIO dTara JICYeHUs y MalueHTOB

IPYyNIbI CPETHETO PUCKA PEIUANBA/TPOrPECCUPOBAHNUS

OObeM TMONHOM pEe3eKIMH OIMyXOdW YAAIOCh BBIONHUTHL 14 (66,7%)
narmentaM. B 7 (33,3%) cnydasx ymaneHue OmyXxoiu ObLIO HEepaauKalbHBIM
(R+).

Y 3 (14,3%) nereit mpuUMEHEH JIaapOCKOMUYECKUN JOCTYyM, YTO JaJIo
BO3MOXXHOCTb JOOMTHCSI OBICTPOTO BOCCTAHOBJICHHS B MOCIEOINEPAIMOHHOM
Mepuoae,  XOpOIIero  KocMeTHdeckoro  spdexrta W MPOMOIDKCHUS
MOJIMXUMHUOTEpAuu ¢  coOnrofieHueM  TaiimuHra. VHTpaomepannoHHas
KpoBomoTepsi Obuta He3HauuTenbHOUW (Menee 50 mum). [locmeomneparmoHHBIN
Mepuo JETH TMPOBEIH YK€ B TpodHUILHOM OTIaeieHuu. boneBoil cuHapoM

oTcyTcTBOBad. Ha 2-e CyTKkM ManueHThl yKe ObUTH aKTUBU3UPOBAHEI.
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B cBsi3u ¢ HepaguKalbHBIM XapaKTEpPOM OMEPaTHBHOIO BMeEIIATEIhCTBA 7
(33,3%) OonbHBIM Ha »JTane KOHCONMAALMH PEMUCCUU Ha OCTATOYHYIO
OMYXOJIEBYIO TKaHb ObLJIa MOAKIIOYEHA JUCTAHIIMOHHAS JIydeBas Teparius.

3.3.3. OTaaneHHblie pe3yabTarbl JeYeHUs! MANUEHTOB IPYNIbI CPeIHEro
pHCKa peruaInBa/MPorpeccUupoBaAHUA

[lepuon HabmoaeHus 3a nanueHTamu coctaBui 73 + 11 mec (Mmeauana 67
Mec).

3a mepuon HaOMIOJEHUS Y OJHOTO TMalueHTa Ha (OHE WHIYKIIMOHHOIO
JedeHuss  ObUIO  JMArHOCTHUPOBAHO  NPOTpecCUpOBaHUE  3a00JEBaHMS.
Nutencudukanys nporpaMmbl MO3BOJIUIIA JOOUTHCS JJIUTEILHOW PEMUCCHH C
peBepcueit  omyxoiu W3 HU3KOAUG(PEpPEHIIMPOBAHHOTO  BapuaHTa B
ranruoHeiipodnactomy. Ilepuon HabGmrogeHus 3a JaHHOW TAIUCHTKOU
cocrapmsier 187 wmec. YV 4 (19%) nauumeHTOB pa3BWICS ~ paHHUM
JTIMCCEMUHUPOBAHHBIN PEeLUINB 3a00JICBAHUS, YTO M CTAJIO IPUUYUHON UX THOCITH.

OO6mass BRDKMBAEMOCTh JIETeH ATOM Tpynmbl cocraBmwia 94,4 + 5,4%,
6eccobniTuitHas — 79,2 + 9,3%, cnenududeckas BebkuBaeMocTh — 94,4 + 5,4%

(puc. 37).
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Pl/IcyHOK 37. Iloka3zareau BLIKMBAEMOCTH MallMCHTOB I'PYIIILI CPCAHCTO pUCKA

penuanBa/IpoOrpeccupoOBaHUs

B tabnune 16 npeacTaBieHbl TaHHBIC O TOMUYHOM, 2-IeTHEH U 3-JIeTHEH

BBIDKMBA€CMOCTHU

MarueHTOB

I'PYIIIIBI

CPEIIHETO

pucka

peuauBa/mporpeccupoBanus. OOIas TOAWYHAS BBDKUBAEMOCTh COCTaBHIIA

100%, 2- u 3-netHsaa — 94,4 + 5,4%, 6eccoopTuiinasg — 90,5 + 6,4%, 84,8 £ 8,1%

u 79,2 £ 9,3% cooTBeTCTBEHHO, crienuduyeckas roquuHas u 2-netHsst — 100%,

3-netusas — 94,4 £ 5,4% (tabmn.14).

Tabmuma 16. Iloxasarenu romu4HOM, 2-TeTHEH M 3-JE€THEH BBDKMBAEMOCTH

MAIMEHTOB TPYIIBI CPETHETO PUCKA PEIUAnBa/mporpeccupoBanus (%)

Ilokazarenu
Togugnas 2-JIETHAS 3-nmeTHAS
BBEDKHUBAEMOCTH
OB 100 944 +54 944+ 54
BCB 90,5+ 6,4 84,8 £ 8,1 79,2+9,3
Crenuuyeckas 100 100 944+ 54
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3.4. 'pynna BbICOKOI0 pycKa peuuIuBa/IporpeccupoBaHus
3.4.1. O0mas xapaKTepUCTUKA NAIUEHTOB, IEPBUYHO
CTPAaTH(PUIUPOBAHHBIX B I'PYIIY BHICOKOI0 PUCKA
peuuauBa/mporpeccupoBaHMs

B rpynmy BBICOKOTO pHCKa PEIUAMBA/TIPOTPECCUPOBAHUS  ObUIH
cTparupuuUpoBaHbl 48 MaIUEHTOB.

JleBouek ObLII0 HECKOIBKO O0JIbIIe, YeM MaakdukoB (31 wiu 64% vs 31 uimn
36%).

Cpennuii Bo3pact rpynmbl coctaBui 44 = 4 mec (auanasoH ot 2 mec 110 11
JeT).

Haubonee dyacToil jnokanu3amued MEPBUYHOM  OMyXoidu  OBLIO
3a0pIOIMHHOE MPOCTPAaHCTBO (44 manuenta unu 91,7%): B HaanmoueyHukax — 18
umu 37,5% wiM cuMmatudeckux ranmmsax — 26 wumm 54,2%. V 3 (6,3%)
MAlMEHTOB MCTOYHUKOM OIMYXOJdW OBUIM TaHIIMM 3agHero cpenocreHus. K
coxajneHuto, y omHoro (2,1%) peOenka mnepBuYHas JOKalu3alus He ObLIa

BU3yalin3upoBaHa (puc. 38).

6.3% 2.1%

B HagnovyeyHuK

= 336pHOLWKMHHbIE
CUMMATHUYECKME TaHTIUK

MeawvacTtuHanbHble
CMMNATUYECKME FTAHT N

B HeT faHHbIX

Pucynoxk 38. Jlokanu3anus omyxoyiu y NalleHTOB BEICOKOUM IPyMIbl pUCKa

penUaNBa/IPOTrPECCUPOBAHMUS

B npanHO#l cTpaTUUKAMOHHON Tpymnme U3 OO0IIed CHMIOTOMAaTUKH

BBISIBJICHBl HEMOTHUBHUPOBAaHHbIE MOABEMBbI Temmeparypbl (16 wmm 33,3%),
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sMoIMOHanbHas nabmiabHOCTh (11 mmum 23%), motnuBocTh (6 wmm 12,5%).
Cunnpom Bepuepa-Moppucona BeisiBiieH y 16 (33,3%) nereid. Jlokanuzaius B
cpenocTeHuu y ogHoro (2,1%) 601bHOr0 COMpOBOXK1aach KallleM U APYTUMU
IbIXaTeIbHBIMU paccTpoiicTBamMu, y oaHoro (2,1%) — cunapomom lopnepa.
NuTpakanagbHOE pacnpoCTpaHEHUE OMyXoiau auarHoctupoBano y 10 (20,8%)
JeTeil, mpu 3TOM HapylleHne (YHKIHHU Ta30BbIX OPraHOB BBIABIEHO ¥ 3 (6,3%)
MalMEeHTOB, Mape3 B HWKHUX KOHEYHOCTAX — Y 3 (6,3%) nereit. Jlokanuzanus
METAaCTaTUYECKOr0 TMOpaXKeHUsl JUM(PATHUYECKUX Y3J0B ObUla CIEAYIOLIEH:
menHo-HaAKIounyHas auMdaaeHonarus auarHoctupoBana y 18 (37,5%)
nanueHToB, noakmounyHas — y 5 (10,4%), sayrpurpyauas — y 10 (20,8%),
3abprommHHas —y 39 (81,3%) u maxoBast —y 2 (4,2%) nereil.

['ematorennbie  MeTacTa3bl JIOKAJIM30BAJIUCh B  PETpoOyInOapHOU
kierdatke (6 cinydaeB wim  12,5%), kocTax (Kak TpaBUio, ATO ObUIA
MHO>KECTBEHHbIE TTOpAXKEHUs1) M KOCTHOM Mo3ra (37 wiu 77,1%).

[IpakTuyecku y Bcex nmanueHToB (46 unu 95,8%) Obliia TUarHOCTHUpPOBaHA
4 cranus 3a0oneBanus U miib y 2 (4,2%) — 3 cranus.

VYposens JI/II' B gebrore 3aboseBaHusl y MAIlMEHTOB T'PYIIIBI BHICOKOTO
pHUCKa peruauBa/mporpeccupoBanus BapbupoBan ot 230 Ex/m no 6368 En/n

(cpennee 3naueHue coctaBmiio 840 Ex/mn) (puc. 39).
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YposeHb /14T
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nila |II-III|||I|||‘|I.|.||II|||I|.I...I..III...

1 3 5 7 9 11131517 19 21 23 25 27 29 31 33 35 37 39 41 43 45 47

MaumneHTbl FpynMbl CpegHero pucka peuuamnsa/nporpeccupoBaHms

Pucynoxk 39. Yposens JI/II' y manieHTOB IPYyNIIbI CPETHETO PUCKA

peluanBa/ MpPorpeccupoBaHms B 1e00Te 3a00JIeBaHUS
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[lokazarens mapkepa NSE cocraBmsn or 18 mo 2000 ur/mn (cpeanee

3HayeHue — 327 ur/mi), T.e. B 100% cnayyaeB mpeBbllaj BEPXHIOI TPAHULLY

HOpMBI (puc. 40).
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50

o

Pucynox 40. YpoBenb NSE y nanpeHTOB IpyIbl CPEIHETO PUCKA

penuanBa/mporpeccupoBanus B 1e010Te 3a001eBaHUs

VY uerBeptu nanueHToB (12 umu 25%) Oblna BhIsIBICHA aMILTA(UKAIUS
NMYC onkorena. Eme y 12,5% (n = 6) oOHapy>keHa nenerusi KOpoTKOTo Ijieda
1 XpoMOCOMBI.

K coxanenuto, Ha 3Tane MHAYKIHUOHHOTO JIEYEHUS Y YETBEPTHU NALlUEHTOB
(12 mnmm 25%) oTMeueHO MporpeccupoBaHUE OCHOBHOTO 3a00JIEBaHNs, B CBSI3U C
4eM XUPYPrUUeCKUi ATan UM ObLIT OTIIOKEH.

Cananmsi KOCTHOTO Mo3ra Ha (OHE HWHAYKIIMOHHOW JIEKapCTBEHHOMN
Tepanuu OblIa JOCTUTHYTA JIulh y 24 (50%) manueHToB: mocie 2 nukina —y 4
(8,3%), mocne 3 —y 7 (14,6%), nocne 4 —y 9 (18,8%), mocne 5 —y 2 (4,2%) u
nocie 6 —y 4 (4,2%) nereii (puc. 41)
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nocne 6-ro kypca NXT 8%

nocne 5-ro kypca MNXT 8%

nocne 4-ro Kypca NXT 37%

nocne 3-ro Kypca NXT 30%

nocne 2-ro kypca MNXT 17%

0% 5% 10% 15% 20% 25% 30% 35%  40%
Pucynok 41. Cpoku caHaui KOCTHOTO MO3Ta Y TAIUEHTOB, IEPBUYHO

CTpaTU(UIIMPOBAHHBIX B IPYIIY BBICOKOTO PUCKA PELUANBA/IPOrPECCUPOBAHMS

3.4.2. Tepanusi NAal{HEHTOB, MEPBUYHO CTPATHU(PUIIMPOBAHHBIX B TPy Ty
BBICOKOI'0 PHCKA PelINBa/MPOrpeccHpoBaHusA
Xupypruueckoe JiedeHue ObUIO MpoBeAeHO nuilb 36 (75%) manueHTtam,
npu 3toM 6 (17%) BBINONHEHO ynajleHue oOpa3oBaHUE Yxe B Je0roTe
3abonesanus. [locne 2 nukina [IXT Obu1 npoonepupoBan onuH (2,1%) mamueHr,
nocie 4 — 8 (16,7%), nocine 5 — 4 (8,3%) u nocie 6 nukia uHAYKOUU — 17
(35,4%) (puc. 42).

50% 47%
45%
40%
35%
30%
25%

20% 17%
15% 11%
10% 8%
- [
B aebioTe nocne 2-x Kypcosnocne 4-ro Kypca nocne 5-ro Kkypcanocne 6-ro Kypca
3aboneBaHuA nXT nxT nxT nxXT

Pucynox 42. Cpoku NpoBe/IeHUsI OTIEPaTUBHOTO BMEIIATEIbCTBA
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MeTtoa nanapocKonMYecKor pe3eKUru onyxoau Obul mpuMeHeH y 28% (n
= 10) nereil.

B 21 (58,3%) cnydae 00beM onepaTuBHOTO BMEIIATEIHCTBA ObLI MOJTHBIM,
y 15 (41,7%) nereil omepanusi OTrpaHUYMIACH CYOTOTaJbHBIM YaJeHUEM
OITYXOJIH.

HuTpaonepannoHHasl KpOBOMOTepsi Oblila HE3HAYUTEIHLHOW U COCTaBUIIA
menee 100 mut.

Mopdonoruueckuii auar{o3 HeauddepeHIIMpoBaHHON HEWPOOIACTOMBI
obu1 ycraHoBieH y 7 (14,6%) marnuenToB, Hu3koaudGepeHImpoBaHHON — y 26
(54,2%), muddepenumpoBannoit —y 6 (12,5%), B 9 (18,8%) cinyyasx BbIsiBIeHA
raHnIMoOHEeNpoOIacToMa, COCTOSAIAsl MPEUMYIIECTBEHHO U3 CO3PEBAIOLIUX WU

3pesbIX TAHIIIMO3HBIX KIIETOK (puc. 43).

B HeanddpepeHUMpoBaHHa
A HB

B HuskoanddepeHunposa
HHaA Hb

OnddepeHumnpoBaHHan
HB

B [aHrIMoHelpobaacTtoma

Pucynok 43. I'uctonornueckuii AMar1o3 NalueHTOB IPYMHIbl BBICOKOTO pUCKa

penUANBa/IPOrPECCUPOBAHUS

Ortanm  KOHCONMUAAIIMM PEMHUCCHU C TMPUMEHEHHEM BBICOKOJO3HOM
XUMUOTepanuu Obl1 npuMeHeH y 31 (64,6%) nanuenra.

Ilepen »tanom BJI IIXT cratyc «mnonnas pemuccus» umenu 15 (48,4%)
nerei, «dgactuaHas pemuccus» — 12 (38,7%), «cradbunmmzanus» — 4 (12,9%)

peOeHka.
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3.4.3. OTaaneHHbIe pe3yabTaThl TEPANUH MALUEHTOB I'PYNIIbI BLICOKOI0
PHCKa pelHIMBa/MPOrpeccupoOBaHUA
[lepuon nabmoaeHus 3a manueHtamu coctaBui 29 + 3 mec (ot 1 mo 83
Mec). Menuana paBHa 23 Mec.
OO6m1as BEDKMBAEMOCTh MAIMEHTOB 3TOW rpynmbl coctaBuia 50 = 7,7%,

6eccooniTuitnas — 37,3 + 8,1% u cneuuduueckas — 58,3 = 7,8% (puc. 44)

100% |

80% r

60% r

40% ¢

MokasaTtenun BbIXKMBAEMOCTH

20%t+ = =BbCB
=== Cneynduyeckas BoPKMBAEMOCTb

0%

0 12 24 36
Mec

Pucynox 44. Iloka3areny BbDKMBAa€MOCTH MAIIUEHTOB, IEPBUYHO

CTpaTU(UIIMPOBAHHBIX B TPYIITY BHICOKOTO PUCKA PEIUANBA/TIPOTrPECCUPOBAHMUS

B tabmune 17 npeacTaBieHbl TaHHBIC O TOMUYHOM, 2-IeTHEH U 3-JIETHEH
BBDKMBAEMOCTH MaIeHTOB TPYIIIbI BBICOKOTO pHCKa
penauBa/mporpeccupoBanus. OO01as roquyHas BEIKHBAaEMOCTh cocTaBuia 74,2
+ 6,4%, 2-netuss — 55,3 £ 7,5%, 3-netusas — 50 + 7,7%, 6eccoObITHiiHAs — 66,6
+ 7,1%, 46,6 £ 8,1% u 37,3 + 8,1% cooTBeTCTBEHHO, crienududeckas — 79,6 +

6,1%, 61,1 = 7,7% u 54,9 + 8,1% coorBeTrcTBeHHO (Tabm. 17).
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Tabmuma 17. Iloka3arenm romwdHOM, 2-TeTHEH M 3-JICTHEH BBDKHMBACMOCTH

MAalMEeHTOB IPYMIbI BRICOKOTO PUCKA peluanBa/mporpeccupoBanus (%)

Ilokazarenu
Toanunasa 2-IeTHAS 3-neTHss
BBDKUBAEMO CTH
OB 74,2 + 6,4 55,3+7,5 50+7,7
BCB 66,6 £ 7,1 46,6 + 8,1 37,3 +8,1
Crieruuaeckast 79,6 £ 6,1 61,1 +7,7 54,9 £ 8,1

3.4.4. JTan KOHCOMMIAUN PEMHUCCHN: BHICOKOIO3HAS MOJTUXMMHUOTEPATIHS
¢ TPAHCIUVIAHTALMEH reMOn03THYECKUX CTBOJIOBBIX KJIETOK

Single-TpancmiianTanys reMONO3TUYECKUX CTBOJIOBBIX KJIETOK MPOBE/ICHA
19 (63,3%) nammentam, tandem — 6 (20%), y 6 (19,4%) GonbHBIX B Ka4eCTBE
TpaHCIUIAaHTAaTa UCIIOJIb30BAJICS MaTepHra OT rarIOUIEHTUYHOTO IOHOPA.

ManpunkoB 0110 20 (64,5%), nesouexk — 11 (35,5%) (tabn. 18). Bo3pact
nanueHToB kKosiebancs or 2 mec a0 11 ner (cpeauuit Bo3pact cocraBui 50 £ 5
Mmec) (Tabu. 16).

Ammmudpukamss MYCN oOnapyxkena y 9 (29%) mnanueHtoB, apyrue
abepparuu (del 1p, del 11q) —y 5 (16,1%) (Tadn. 18).

Ilepen sranom BJIIXT craryc «monHas pemuccusi» umenu 15 (48,4%)
neteil, «gactuunas pemuccus» — 12 (38,7%), «crabummzanusa» — 4 (12,9%)

pebenka (Tadmn. 18).
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Tabnuma 18. XapakrepucTuka MalMEHTOB TPYMIbI BHICOKOTO PUCKA PELMIMBA

nporpeccupoBanus, nonyuusmux BAIXT ¢ TI'CK (n=31)

XapakTepUCTUKH 3Ha4yeHue
Cpennuii Bo3pact
Ha MOMEHT 4,1 roga (0-11 ner)
JIMArHO CTUPOBAHUS
ITon
Manpuanku 20 (64,5%)
JleBoukn 11 (35,5%)
buonornueckue mapkepsl
MY CN-cratyc 9 (29%)
Hp. aGeppanuu 5(16,1%)
Mertonp! 1eyeHus
MuenoabnsTuBHas 31 (100%)
Tepanus
AnaTH-GD2 mAb 17 (54,8%)
JIT 5 (16,1%)
Crartyc 3a6oneBanus nepen TI'CK
00O (TTP + YP) 27 (87,1%)
Chb 4 (12,9%)
D¢ hEeKTUBHOCTH IEPBUIHOTO JICUCHHUSI
Tlo3mustis caganusa 10 (32,3%)
KOCTHOTO MO3ra
Penyus 12 (38,7%)

ITpoBenennbiit ROC ananu3 mokasaj, 4To caHalysi KOCTHOTO MO3ra IMociie
5-ro Kypca ¥ I03Ke CYUTaeTCs HeOIaronpusTHBIM B OTHOIIICHHUH CIIeU(pUYIeCKOn

BbDKHBaeMocTH ¢akropoM (p = 0,01) (puc. 45). BonbHBIX ¢ MO3MHEHN caHalUEH

kocTHOTrOo Mo3ra osuto 10 (32,3%).
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Pucynoxk 45. ROC ananu3s onpezeneHus: acCOIMaTuBHOTO KPUTEPHSI
(cut-off > 5)
Ha pucynke 46 mpencTaBieHbl PEeKWMBI KOHIUITMOHHMPOBaHUsS single-
tpanciantanuu: TreoMel (Threosulfan, Melfalan) u CEM (Carboplatine,
Etoposide, Melfalan). IlepBsiii pexum nonyaunu 5 (26,3%) nanueHToB, BTOPOii

— 14 (73,7%).

TreoMel
Juu -5 -4 -3 -2
Tpeocynbdan 14 mr/m*/cyT * * *
Mendanan 140 mr/m*/cyT *
CEM
Jun -8 -7 -6 -5 -4 -3 -2
Mendanan 45 mr/m¥/cyt * * * *
DTono3usm 40 mr/m*/cyT *
KapGorutarna 500 mr/m?/cyt * * *

Pucynok 46. Pexxumbl konauimonuposanus npu single BAIIXT ¢ ayroTT'CK
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B tabnuue 19 npencrasien pexuM KoHIUIUOHUpoBaHus npu amio TT'CK.

Tabnuma 19. Pexxumsl konauuunonuposanus npu BAIXT ¢ annoTI'CK

IIpenapar Ho3a CymmMmapHas 103a
Onynapabux 25-40 mr/m2/cyt 124-200 mr/m2
Tuotena 2 x 5 mr/kr 1 neHn 2 x 5 mr/kr
Mendanan 60-70 mr/mM2/cyt 2 nHst 120-140 mr/m2

B 96,8% cityyaeB nociie mpoBeeHUSI BBICOKOJO3HOUW MOJTMXUMHOTEPANTUU
y nered pas3Bwinch ocnokHeHus (Tadn. 20). Bo Bcex cimyuasx (100%) Oblia
JUArHOCTUPOBAaHA IeMaTOJIOTrHYecKass TOKCUYHOCTD 4 CT.

Kpome rematonornueckoit TOKCHYHOCTH, BBISBIICHBI HET€MaTOJIOT MUECKHUE
ocinoxknenust (tabn. 20). HMudexuuonHele (BUpPYCHblE, OakTepUalbHBIE,
rpUOKOBBIC) OCJOXKHEHUS IUarHOCTHUpoBaHbl B 24 (96%) cnydasx mnocrue
ayro[TCK u B 6 (100%) mocne amgorennoit TI'CK (ammoTI'CK).
I'emopparnueckuii cunpom pazsuiica y 5 (20%) nanuentoB nociue ayro TT'CK u
y 3 (50%) mocne amnoTI'CK (tabm. 18). B 20 (80%) u B 6 (100%) cnydaes mmocie
ayToTT'CK n aimoTI'CK coOoTBETCTBEHHO AMArHOCTUPOBAH MYKO3UT. CeplieuHo-
COCYIUCTBIE OCIOXHEHUS BISIBICHBI B 3 (12%) u 2 (33,3%) HabmrogeHusIX mociie
aytoI[TCK u amnoTI'CK cootBerctBenHno (tabdmn. 20). HeBpomoruueckue
HapyuieHus quarnoctupoanbl Tonbko nocie BJATIXT ¢ ayroTT'CK (3 wiu 12%),
PaBHO KaK HapyLIEHUs CIyXa — TOJBKO MOCJE XMMHUOTEpPANUU C MOCIEAYIOIIEH
TPAHCIJIAHTALKE TeMOMOATUYECKUX CTBOJIOBBIX KJIETOK OT TalyIOUIEHTUYHOTO
noHopa (2 unu 33,3%). [loueunas u neyeHouyHass TOKCMYHOCTh B 3 paza yaiie
obsutn quarnoctupoBansl mociie BJIIXT ¢ amnoTI'CK (4 nmu 16% vs 3 nmu 50%

u 8 unu 32% vs 5 wim 83,3% COOTBETCTBEHHO).
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Tabnuua 20. HexxenareabHble OCI0KHEHUST 0COO0OT0 MHTEpECca

Oo011ee

AyroTITCK | AmoTICK
Ocnoxxuenus KOJINYECTBO n (%) n (%) p
n (%) °
OcnoxHeHus
- la 30 (96,8) 24 (96) 6 (100)
- Her 1(3,2) 1 (4) i 0,6185
Mugerumontie 30 (96,8) 24 (96) 6 (100) 0,6185
OCJIO)KHCHUA
I'emopparunueckumit
2 2
cmpomt (3 — 4 cr) 8 (25,8) 5(20) 3 (50) 0,3755
Myxko3ut (3 — 4 cr.)** 26 (83,9) 20 (80) 6 (100) 0,2337
Cepneuno-
COCYIUCTBIC
OCJIO’KHEHUS ***
- Kapmnomuonarust 5(16,1) 3(12) 2 (33,3) 0,5634
- Wsmenenus DKT 24 (77,4) 18 (72) 6 (100) 0,1448
Hesponorunueckne 3(9.7) 3(12) i 0.3865
HapylmeHus
[Toueunas
HEOCTATOHHOCTE ¥ 7 (22,6) 4 (16) 3 (50) 0,3339
[leuenouHas
TokcHaHOCTH (3-4 13 (41,9) 8 (32) 5(83,3) 0,0717
CT.) ¥k
AHOMATEHAS 2 (6,5) - 2 (33,3%) 0,0911
ayquorpamMma
*Briarouas  KareTep-acCOIMUPOBAHHBIC  MHGEKIMH, SHTEPOKOIHUTBI, AHOPCKTAJIbHBIC

nHpekuu, GeOprIbHyI0 HEUTPOTICHUIO, HHPEKIIUIO KOXKH, CETICUC
**Brirouast 330¢aruT, raCTPUT, CTOMATUT, SHTEPOKOJHT, B T. 4. THQIUT, OOJIH B >KUBOTE,

iENIS N

*#*Bruroyasi 0CTaHOBKY CEpACYHOM NESATENbHOCTH, CUCTOIMUYECKYIO AUC(YHKIHUIO JEBOTO U

IIpaBoOro XCJIyA04KOB

*#**Brrrodast MOBBIMICHUE KPEaTHHUHA U OCTPOE IMOBPEKIACHUE TIOUYCK

itk Bromroyas MalMeHTOB € TUNEpOMIMpyOMHEMUEeH, acIUTOM 3 CT U BbIle, OOJEBBIM
CHHJIPOMOM, YBEIIMUYEHUEM Beca, IOPTAIbHON rHIIepTeH3HEH

CpenHuii CpoK MPUKUBIICHUS ayTOJIOTHYHOTO TPAHCIUIaHTaTa OTMEUEH Ha

11-e cytku (nnanaszos ot 9 1o 15 nuei) (puc. 47).
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Pucynok 47. Cpok npukuiieHHs TpaHcIuianTara nocie ayto TT'CK

Cpennuii mokaszarenb MPUKHUBICHUS aJUIOTEHHOTO TpaHCIUIAHTaTa — Ha
14-e cytku (nquana3oH ot 11 mo 16 gueit) (puc. 48).
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Pucynok 48. Cpok npuxxupienue TpaHciuiantara nocie ramio TTCK
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[lokazaTenu BBDKUBAEMOCTH MALMEHTOB, HE MOJYYUBIIUX B KaueCTBE
KOHCOJIMJJALIUM  BBICOKOJIO3HYIO MOJMXUMHUOTEpANIUI0 C TpaHCIUIaHTalUueH
reMONO3THYECKUX KJIEeTOK (n = 23), u nonyuuBmux ee (n = 31) npencrasieHsbl B

tabmure 21.
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Tabnuma 21. Ilokazarenu BepkuBaemocTu rpynn 0e3/c BIIXT ¢ ayroTTCK

[Tokazarenu I'pynma 6e3 BITXT ¢ I'pynna ¢ BAIIXT ¢
BBDKMBAEMOCTHU ayroTI'CK aytoTI'CK P
OB 11,1 +74 67,3+9,7 0,00389
bCB 15,6 £ 5,4 50,3 +11,7 0,00023
Creungrricckas 14,9+ 9,6 77,7489 0,00001
BBIDKMBA€EMOCTDH

[Tokazarenu ob6mieit, 6eccoObITUITHON U creU(pUUIECKON BBIXKUBAEMOCTH,
3HAYMMO OTJIMYAJIMCh B UCTOPUYECKOM U KOHTpodbHOU rpynmax (11,1 = 7,4% vs
67,3 + 9,7%, 15,6 + 5,4% vs 50,3 + 11,7% u 14,9 + 9.6% vs 77,7 + 8,9%
COOTBETCTBEHHO (Tabi.21).

3.4.5. JTan KOHCOMUIAIUN PEMHUCCHHU: TOJIePadeJIbHOCTh TAHIEMHOI0
pekuMa BbICOKOI03HOM MOJTUMXUMHUOTEPANIMH ¢ TPAHCIIAHTALM eI
reMono3THYeCKNX CTBOJIOBBIX KJIETOK

OpHuM U3 JUCKYyTaOENbHBIX BOMPOCOB HAa CETOMHSUIHUN JIEHb OCTAETCS
pPEKUM  KOHAUIIMOHHPOBAHUS, OCOOEHHO €ro YCWJIEHHE C IOMOIIbIO
nByx3BeHbeBOM (niu Tanaemuoi) BJIIXT ¢ ayroTI'CK.

Hamu Obuta mpenmpuHsTa MOMNBITKA BKJIIOYEHUS OMIUU TaHJIEMHON
BAIIXT ¢ ayroTI'CK B mporpammy Tepamnuu JeTeil ¢ HeipoOIacToOMON TpyTIbl
BBICOKOTO pHCKa peruauBa/mporpeccupoBanus. lLlenpto crama  oleHka
0€30MacHOCTH U aHAJIU3 PE3YAbTATOB UCTIOJIB30BAHUS TAHAEMHOM BHICOKOI03HOU
MOJIMXUMHUOTEPAIUU Ha dTare KOHAUIIMOHUPOBaHUS. B aHanm3 ObUIN BKITIOYCHBI
CBeZICHUS O S5 manueHTax. TaHJeMHBINH PEeKUM KOHCOJUIAINK BKIIOYAT B CeOs
cxembl TC ([T]hiotepa, [Clyclophosphamide — Tworemna, nuxiodochamun) u
CEM ([C]larboplatin, [E]toposide, [M]elphalan — xapOormiaTtuH, >TOMO3M,
Mendanan) (puc. 49).
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TC

AL 7 6 -5 4 3 2
Tuorena 300 mMr/m?/cyT * * ¢

Huknopocdamun 1500 mr/m?/cyt * ¢ * *
CEM

JHn -7 -6 -5 -4
Mendanan 60 mMr/m*/cyT * * ¢

ronosus 300 mr/m*/cyT * * * *

* * * %

Kap6omnarun 375 mr/m?/cyT

PucyHnok 49. PexuMbl kKoHIUIIMOHUPOBaHUA npu TanaemHoi BIAIIXT c

aytoTI'CK

OcHoBHas nH(popManus 0 marMeHTax npeacrasiena B Tadmn. 20. CpegHuit
Bo3pacT O6onbHBIX cocTtaBmi S5 jeT (ot 2 go 11 mer). Cormacuo INRGSS Bce
MAIMEHTHl UMENIN cTaauio M. VYV MONOBUHBI M3 HUX BBISBICHA aMIUTU(UKAIUS
MYCN. Bce BrimodeHHble netu nepen nposeaeHuem B/IIXT umenu cratyc
Oone3Hu «mojHas pemuccus» (tadn. 22). Bo Bcex ciyyasx OIMyXolib

JJOKaJIn30Baj1acChb B 336pIOHH/IHHOM IMPOCTPAHCTBC.

101



Tabnuua 22. XapakrepucTruka NalueHTOB

XapaKkTepuCTUKU [TanuenT 1 [TanuenT 2 [TanuenT 3 [TanuenT 4 ITanmeHr 5
Ilon MYXK MYX MYXK MYXK MYXK
Bo3pacr, ner 2 11 6 2 5
l'ucronoruyeckoe Heupdepermmposa Hemuddepennmpoan | Hemuddepennupoan | Hemuddepernmuporan | Hemuddeperuuporan
3aKJTIOUYCHUE | Hasl HelipoOIacToma Has HeipoOIacToMa Has HelipoOiacToma Has HelipobiacToma
HelipoOmacToma
JInmparrueckue JInmarraeckne y3isl TTmdariieckue y3b! Jlmmparnaeckue y3usl | Jlmmdaruaeckne y3isl
Jloxanuzanus Y3IIbI (pernoHapHbie U (pernoHapHble U (peruoHapHble U
MEeTacTa3oB (pernonapHsie), OTJIaJICHHBIE), (Eggﬁgg?zpﬁzlfr)’ OT/IaJICHHBIE), OT/IaJICHHBIE),
KOCTHBIN MO3T KOCTHBIN MO3T KOCTHBIN MO3I, KOCTH KOCTHBIN MO3T
MYCN craryc Amvmmndunmpoan | He ammmudunupoBan | He ammmudummuposan AmrundunmpoBas He ammmudummpoBan
OdpexkTHBHOCTH
M TyKIH [Tonnas pemuccus ITonmuas pemuccus ITonmuast pemuccus ITonmuast pemuccus [Tonnasa pemuccus

l. Hagykmnns =) 2. KOHCOMIIAINS =) 3 [[0CTKOHCOIIIAITHSA

WHaykmoHHan Tepa-

MWA (6 Dnokoe)

13-umc peTMHOEBaA KMCNoTa

AHTH-GD2 nMmMyHOTEpanuA

Pucynoxk 50. [IporpamMma edeHus arMeHTOB, CTPATHQUITMPOBAHHBIX B TPYIIITY BHICOKOTO PHCKA

peruaNBa/IPOTrPECCUPOBAHMUS
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IIporpamma Tepanuu npencrasieHa Ha pucyHke 50. [TaruenTsr nomydymnm
6 OJIOKOB NOJUXMMHOTEpANUM HWHAYKIHMOHHOIO JIEUYEHHUS COITIaCHO MPOTOKOIY
NB2004 (N5/N6 B aJbTEepHUPYIOLUIEM pPEXHME); BCEM KM BBIIIOJIHEHO
XUPYPTUYECKOE  BMEIIATEIBCTBO B O0beMe  yAajeHus  0oOpa3oBaHUS
3a0pIOLIMHHOrO MPOCTPAHCTBA; IMOCJE 3aBEPUICHUS KOHCOMUAALMHU OOJIbHBIM
npoBoauiIach UMMyHoTepanus aHTHGD2 MOHOKIOHAJIBLHBIMU AHTUTENIAMH B
KOHKOMHUTaHTHOM pexume ¢ auddepeHIupoBouHON Tepanueid. B cBs3u c
JOCTH)KEHHUEM TOJIHOTO OTBETA HAa MHIYKLIHMOHHYIO TEpaluio 3Tal JOKaIbHOU
JyyeBOM  Tepanmuu He ObU1  moka3zaH  (tabn.  23).  Beicokogo3Has
NOJUXUMHOTEpANsl C ayTOJOTUYHOM TpaHCIUIAHTALMEH TeMOMOdTUYECKUX
CTBOJIOBBIX KJIETOK MPOBOJMJIACH TOCJE OMEPATHBHOIO dTama C COONIOACHUEM
aJieKBaTHBIX  YCJOBMSX ee Hayana. HHTepBanm  Mexay  pexumaMu
KOHAUIMOHUpPOBaHuUs cocTapisul 30 nueil. Ha 5-if neHp mocie TpaHCIUIaHTalluu
CTBOJIOBBIX  KJIETOK TAlMEHT HAUYMHAJI  [OJIy4aTh  TPaHYIOIUTAPHBIN
KOJIOHUECTUMYIHUPYIONINi Gaktop. Jledenne mpoaomkanock 10 BOCCTAaHOBICHUS
ypoBHs TpanyigomuToB> 1000/uL. Cpemnee xommdectBo CD34+ KIeTOK,
MHQY3UpyeMBIX nocie nepsoii u ropoit BJIIIXT, coctasuno 1,9 x 10°u 1,2 x
10%kr  coorsercrBenno. CpemnHuii HEPUON  BOCCTAHOBIEHUS  YPOBHS
HelTpodunos nmocie nepBoit 1 Bropoit BJIIIXT — 11 u 13 gHel cOOTBETCTBEHHO
(tabn. 23). Cpennee konmu4ecTBo BBeAeHHBIX CD34+ kietok 66110 5,82 x 10%
4,76 x 10%/kr pu nepBoli M BTOPOI TPAHCILIAHTALIUM COOTBETCTBEHHO. CpenHuii
MIEePHOJ BOCCTAHOBIICHUS YPOBHSI TpaHyI0NHUTOB ObUT paBeH 10 u 12 gHsM mocie
MEepBOM M BTOPOM TPAHCIJIAHTALMM TE€MOMOATHYECKUX CTBOJIOBBIX KIIETOK

COOTBETCTBEHHO (Tabu. 23).
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Tabmuma 23. JleTanbHOE ONMCaHUe KOHCOIU AN

XapaKTepUCTUKU | [Mamuent 1 [Manuent 2 | [Tauuent 3 [Tanment 4 [Tanuent 5
TC
J103b1 ipenapaToB
- Tuorena 200 mr Ne3 300 mr Ne3 180 mr Ne3 200 mr Ne3 200 mr Ne3
-[{uknodochamua 380 mr Ne4 500 mr N4 350 mr N4 250 mr Ned 380 mr No4
KomnuectBo
Tpanciiantara (CD34+ 5,43 6,35 6 5,5 5,8
x 10°ky1/kr)
BOfCTaHOBHeHHe YPOBHS 1 +9 413 19 1
HeHUTpodUIIOB (J1eHb)
Pannue ocnoxxHeHus - OpatbHbii MyKO3HT - - -
2 CT.
CEM
J1o3bI nIpenapaToB
- Kap6ormatua 300 mr Ne4 375 mr N4 200 mr Ne4 200 mr No4 200 mr No4
- DTono3un 230 Mr Ne 4 300 mr Ned 150 mr Ne4 150 mr Ne4 150 mr Ne4
- Mendanan 50 mr No3 60 mr No3 30 mr No3 30 mr Ne3 30 mr Ne3
KonnuectBo
TpanciianTara (CD34+ 42 6,35 3 5,5 5,6
x 10°kn/kr)
BOfJCTaHOBHeHHe YpOBHS 110 110 ‘14 ‘12 ‘12
HEUTPOhHUIIOB (JICHD)
OpanpHblii YBEIHHCHHC YPOBHA OpanpHelil Myko3uT 2 | OpanpHblil MyKo3uT 2 | OpanbHbId MYKO3HT 2
Pannue ocnoxxnenus KpEaTMHHHA,
MYKO3HUT 2 CT. . CT. CT. CT.
OpaJbHBIA MYKO3UT
[lo3gHKe 0CnOKHEHUS Tyroyxocts 2-1 cT. - Tyroyxocts 2-1 cT. - =
CraTtyc Ha MOMEHT
KUB KUB KUB yMep JKUB
MIOCJIEIHET0 HAOIIOICHUS
[IponomxurenbHOCTh 13 42 46 62 15
HaOmoneHus (Mec)
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Bcem marnuentam ynanocs nposectu 06a kypca BJIIIXT, nmpu sTom He ObLIO
MPUYUH MOAUDUIIMPOBATH 103l XUMUONpenaparoB. Craryc 3a00JeBaHUs «IOJTHAS
peMuccusi» ObLI COXpaHEH Yy MEPBBIX TPEX MAalMEHTOB BIUIOTH JO 3aBEPLICHUS
Je4e0HOM mporpaMMbl U B NIEpHOE HAOMIOAEHUs 32 HUMU. Y mnauuenta 4 yepes 3
roja HaOJIOAEHUS Pa3BUJICA TUCCEMUHHUPOBAHHBIA PEIUIUB 3a00JIeBaHUs, YTO U
ctajio mpudyuHOM ero rubenu. CpenHsisi MPONOJDKUTEIBHOCTh HAOMIOAEHUS 3a
OonbHBIMU cocTaBmiIa 35 Mec (nuama3oH ot 13 1o 62 mec).

Heremartonorndeckast TOKCHUYHOCTh 3 — 4 CT. HAOJIIOIANIaCh y BCEX MAIMEHTOB
nociie CEM konauinumonupoBanus M y AByXx mnauueHtoB mnocie TC. HauGonee
YaCThIMHU HEXKEJIATeJIbHBIMU SIBJICHUSMH OBLITU BOCIAJICHHUS CIM3UCTONM OOOJOUKHU
KEITYIOYHO-KUIIIEYHOTO TPAaKTa, KOTOpble HAOJIOMAINCh Y BCEX MAIMEHTOB TMOCTe
CEM wu y omnoro maruenta mocie TC. [l xKynmupoBaHUS JaHHBIX U3MEHEHUU
UCIIOJIB30BaJlach TMOJJICP)KUBAIONIAs Teparvs, BKJIOYAKONIas TapeHTepaaIbHOe
nuTaHue ©u 00e300JuBalollee JIEYEHUE;, MYKO3UTHl pa3peliajuch M0 Mepe
BOCCTAHOBJICHMSI TOKa3arejeil KpOBM MALMEHTOB. Y MalueHTa 2 HaOIonaioch
YBEJIMYEHUE MOKa3aTesl KpeaTUHUHA | CT. B CBIBOPOTKE KPOBU Ha 3-i IEHb CXEMBbI
CEM. Hcnonws3oBaHWe aJeKBaTHOW TUIpaTallid B PEXHME TUMEPUHPY3UU U
(dbopcrupoBaHHOTO AMYpe3a MPUBEIO K BOCCTAHOBICHUIO MTOYEYHON (DYHKIIUU YKe Ha
6-ii neHb. Y 2-x mnanueHToB (mamueHThl 1 M 3) B OTHAJCHHOM MEPHUOJIE
JIMarHOCTUPOBAHA TYroyXocTh 1-2 CT.

PexumM KOHIUITMOHUPOBAHUS OOBIYHO BBIXOJUT 32 PaMKH TOJEPAHTHOCTHU
KOCTHOTO MO3ra ManueHTa (MuenoallaTWBHBINA), YTO O3HA4YaeT HEBO3MOXKHOCTH
BOCCTAHOBJICHHSI KPOBETBOPEHHUSI 0€3 COXPAHEHHBIX TEMOTIOITUYECKUX CTBOJIOBBIX
kieTok. OJIHAKO CYIMIECTBYIOT cyOmuenoadiatuBable cxembl BJIITXT, B KOTOpBIX
BOCCTAHOBJICHUE CTBOJIOBBIX KJIETOK HE SIBISIETCS aOCOJIIOTHO HEOOXOIUMBIM JIJIst
MPUKUBIIECHUS TPAHCIUIAHTATa, OHU KCIIONb3YETCS [l YCKOPEHHUS BBI3IOPOBIICHMUS,
CHUKEHUS TOKCUYHOCTH U MHTEPBaja MEXIy KypcaMu XUMUOTepanuu. Beimenstor
OnpeJIeNICHHbIE KPUTEPUHU, KOTOPHIE MOTYT YKa3bIBaTh HA MOAXOSIINE YCIOBUS JIJIst
WCIIOJIb30BaHMS ayTOJIOTUYHBIX T€MOMOITUYECKUX CTBOJOBBIX KIeTOK. K Hum

OTHOCATCA.:
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1) XMMHOYYBCTBHUTENbHAsI OMNYXOJb C XOPOIIMM HayajJbHBIM OTBETOM Ha
MHAYKIUOHHYIO XHMHOTEPANUIO, HO IUIOXOM 3- miau S-neTHeill O0eccoOBITHUIHON
BBDKMBAEMOCTBIO,

2) ucnonw3zoBanue pexxuma BJIIXT, 1o3a KoTOporo Moxket 6€301acHO MOBBIIIATHCS
3a Ipeesbl TOJIEPAHTHOCTH KOCTHOTO MO3ra,

3) pexxum BJITIXT, B KOTOpOM HCIOJIb3YETCS HECKOJIBKO areHTOB, aKTUBHBIX ITPOTHB
3a0oneBaHusl, BKJIOYasi, B MJeaie, areHThl, OTJIWYHbIE OT TeX, KOTOphIe
UCIIOJIB3YIOTCS B PEKUME MHAYKIIUH,

4) ucrosib30BaHUE ONTUMANILHOM MOACPKUBAIOLIEH TEPAIHH.

Takum  oOpa3zom,  HelipoOiacTomMa  TIpYNIbl  BBICOKOTO  pHCKa
peLUANBa/TPOrPECCUPOBAHUS IPENCTABISAET coOoi 3JI0KaYE€CTBEHHOE
HOBOOOpa30BaHUE, B MPOTpaMMy KOTOpPO# HeoOxonumo BriItodarhk oniuio BJTIXT
¢ aytoTT'CK, mnocCKoibKy OHa COOTBETCTBYET IIEPBBIM TPEM KPUTEPUSIM,
NIEPEYHCIICHHBIM BBIILIE.

Bo3moxxHO, OTBETOM Ha BONPOC O KOHAWIMOHUPOBAHUU  CTAHET
NpelM3UOHHAs cTparu(uKalus MMalMeHTOB B CaMOMl TpyIe BBICOKOTO pHUCKA
pelUANBa/IPOrPECCUPOBAHUS c UCII0JIb30BaHUEM JOTIOJTHUTEIbHBIX
IIPOTHOCTUYECKUX (AaKTOPOB U OMOMapkepoB (B TOM uuciae W WHpopMamus o
MUHUMAJFHOW 0CTaTOYHOM 00JIE3HU U CBEACHUSIX O TIOJTHOTE U CKOPOCTH OTBETA HA
JICYEHUE).

B Ommxkaiimiem OynyiieM BO3MOXKEH OTKa3 OT BBICOKOTOKCHYHBIX PEKHMOB B
MOJIb3Y CXEM C MEHBIIUM TpoduiieM ocioxkHeHui (Harpumep, (1) mendanan u (2)
KapOornaTuH + 3rono3ua + truorena; (1) Tpeocynbdan + mendanan u (2) Tnorena
+ nukinodocdamun) Npu yCIOBUU NEPCOHATUIUPOBAHHOTO MOAX0A K HHIYKIUH
MOCKOHCOJIM/IAllMM Ha OCHOBAHMM KOMIUIEKCHOTO TE€HOMHOTO MNpOQMINPOBAHUS

3JIOKQUE€CTBEHHOM OMYXOJIH.
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Knunuuecxuii cnyyau

VY nanuentku 4 net nocie gooocnenosanus B HMUL onkonorun um. H. H.
[lerpoBa, kyna oHa OblIa TOCMUTAIM3UPOBAHA C Kajo0aMH Ha OOIIYI0 CIabOCTh,
CHIDKEHHE MAacChl Tella U yBeIUYeHHE B 00beMe KHBOTa, ObUIa JUarHOCTHPOBAHA
Hu3konudepeHIpoBanHas HelpobiacTtoma JieBoro HaamnodeuyHuka (puc. 51) ¢
MOpaKEHUEM 3a0PIOMMHHBIX TUM(]ATHUECKUX Y3II0B, KOCTEH CKeeTa, 4 CTaaus 1o
INSS rpynma Beicokoro pucka, M-ctagus no INRGSS, ren NMYC He

aMIUTM(UIMPOBAH, rpymnna HebaaronpusTHoro nporuosa no H. Shimada.

WL: 60 WW: 360 [D]
MPR

WL: 60 WW: 360 [D]

Pucynok 51. KT opranoB rpynHo# KJIETKH ¥ OPIONTHOM MOJOCTH ¢ KOHTPACTHBIM
YCHJICHHEM Ha MOMEHT NIEPBUYHON JUATHOCTUKH: B 00JIACTH JIEBOTO
HAATMOYEYHUKA BU3yaJIM3UPYyETCsl 00pa3oBaHUE HEOJHOPOIHON CTPYKTYPHI €3

KaJIbIMHATOB pazMepamu 94 x 75 x 100 mm
B  nabGoparopupix  aHamm3ax OO 3a)MKCHPOBAHO  TOBBIMICHHE

KOHIICHTpAIIMA HEUpOH-crieruduyeckoit enonassl 10 108,9 ur/ma (Hopma - ot 0 10

16,3 ur/mi), nakrataeruaporenassl 10 311 Ex/n (Hopma 125-220 En/n).
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JleBouKe He3aMeIIUTEeIbHO OB HaYaT HHIYKIIMOHHBIN 3Tal Teparnuu, OJI0Ku
N5/N6  (BUHKpPUCTHH, KapOOIUIaTUH, 3TONO3WJ/BUHKPUCTHH, JakapOa3uH,
upocdamun, 10KCOpyOULIHH).

Yke mocne JBYX HWHAYKIMOHHBIX KYpPCOB Yy TAIMEHTKH OTMEYEHO
YMEHBIICHHE Pa3MEPOB BCEX METACTAaTUYECKUX TNpe3eHTAluid HeHpoOIacTOMBI.
Jletikonmutadepe3 Obl1 ocymiectBieH mocie 3 kypcoB [IXT B konmuuecTse,
JOCTATOYHOM JIJISl BBITIOJIHEHUS] TAHIEMHOM BBICOKOIO3HOM MOIMXUMHUOTEPAITHH.

[Tocne 3aBepiieHus S Kypca HHAYKIIMOHHON Tepanuu 00beM OITyXOJIv JIEBOTO

HaJmoueyHuKa ymenbimics Ha 80% — 1o 57 x 41 x 67 mm (puc. 52).

WL: 60 WW: 360 [D]
MPR

WL: 60 WW: 360 [D]

Pucynok 52. KT opranoB rpynHo# 1 OpIOIIHOM TOJOCTH C KOHTPACTHBIM
YCUJICHUEM, BBINIOJIHEHHAS ITOCIIE 5 KYpPCOB MHAYKIIMOHHOM T€paruu. YMEHbBIICHUE

onyxomnu Ha 80%

OnHuM M3  JTanoB  HHIYKIIMOHHOM TEpamuu CTallo XUPYPTHYECKOE
BMEIIIATEILCTBO B 00BEME JIAMAPOTOMHYECKOTO YyAaJCHUsS] OMyXOJH JIEBOTO

HaAITIO4YCYHUKA.
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Mopponoruuecku ObL1a MOJATBEPKICHA g depeHuupyromas
HelipoOiacToma JIEBOro HAIMOYEYHUKA C YMEPEHHBIM JIEYEOHBIM NaTOMOP(}HO30M B
BUJIE CO3PEBaHMsI, KaJIbIIMHATOB U HEKPO3a; OMYyXO0Jb ObLIa )KKU3HecnocoOHa Ha 70%,
Kpasi pe3eKIUU ObLJIN BHE OITYXOJIH.

[lepen mpoBeaeHHEM 3Tana KOHCOJIUAALMU PEMHUCCUHU TOCIE BbINOJHEHUS
KOHTPOJIBHOTO 00CJIEIOBaHUS y MALMEHTKU ObUT 3a()MKCUPOBAH CTATYC «IOJHAs
pemMuccus.

[Ipy  ycinoBUM MEpCOHANM3UPOBAHHOTO MOAXOAA K HMHAYKIMH U
MOCTKOHCOJIMJIAIIMM, HA OCHOBAHUM KOMIIJIEKCHOTO T€HOMHOTO MpO(UINPOBAHUS
3JI0KQU€CTBEHHOW OIMYXOJH, B HAlleM LeHTpe Obula MpoBeaeHa Moau(UKanus
KOHCOJNIUJIALIMU ~ PEMHUCCUM €  BKIIOYEHHUEM  CXEMbl  KOHJIUIIMOHUPOBAHUS
Tpeocynbdan + mendanat, B M0Ib3y MEHBIIETO MPOQPUIIS OCIOKHEHUH.

TanneMHbIN peXUM KOHIUITMOHUPOBAHUS BKJIIOUA B ce0s cxembl cxembl TC

u TreoMel ([ T]reosulfan, [M]elphalan — Tpeocynsdan, mendanan) (puc. 53).

TC
Jun -7 -6 -5 -4 -3 2
Tuotena 300 mr/m*/cyT * o *
Huknodochamua 1500 . . ) .

mr/m%/cyT

TreoMel
Hun 5 4 3 2
Tpeocynbbhan 12 r/m?/cyT * * *
Mendanan 140 mr/m*/cyt *

Pucynox 53. Pexxumbl konauuuonnpoBanus npu tanaeMaon BIAIIXT ¢ ayroTI' CK
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Bricokono3Has NOIUXUMHUOTEpAIIAs € ayTOJOIMYHOM TpaHCIUIAHTALUEH
TreMOMO3THYECKUX CTBOJIOBBIX KJIETOK MPOBOIMIIACH MOCIIE ONEPATUBHOIO 3Tamna ¢
coOMIOIEHNEM aJIeKBaTHBIX YCIOBUU ee Hayana. VHTepBan Mexay pexuMamu
KOHAULMOHUPOBaHUs cocTaBui 49 nHeu.

Ha 1-i1 neHp mocne TpaHCIUIAHTALlMM CTBOJIOBBIX KJIETOK OOJbHAs Havana
MOJIy4yaTh TPAHYJIOUUTAPHBIA  KOJIOHUECTUMYIUpYyIouuil  ¢akrtop. Jleuenue
POIOJIKATIOCH 10 BOCCTAaHOBJICHUST YpOBHs Tpanynorutos> 1000/uL. KonudectBo
CD34+ knetok, nHpy3upyembix nocie nepsoit u sropoit BAITXT, cocrasuino 3,6 x
10° u 10,0 x 10%kr coorBercTBeHHO. Ileprom BOCCTAHOBJIEHHS YPOBHS
HeiTpodunoB nocie nepsoit u Bropoit BAIIXT — 12 u 11 nHeil coOTBETCTBEHHO.

I[eTaJII)HOG OIMMCAaHUC KOHCOJINIAUU ITPCACTABIICHO B Ta6JII/III€ 24,

Ta6muma 24. JletanbHOE onyucaHue KOHCOIU AN

XapaKkTepUCTUKH ’ ITannenTka
TC
J1o3bI IpenapaToB
- Tuorena 300
Mr/m? 200 mr Ne3
- [Huknodochamua 1100 Mr Ne4
1500 mr/m?
KonnuectBo
TpaHCIUIaHTaTa 36
(CD34+ x ’
108k1/kT)
Boccranosnenue
YPOBI +12
HEUTPOHUIOB
(neHb)
ArpaHylnouuTo3, aneMus 4 CT., TPOMOOIIUTOTNIEHUS 4 CT., OpPATbHBIH
OcnoxHeHus MYKO3UT 4 CT., MYKO3UT JKEITYJOYHO-KHUILIEYHOTO TpakTa 4 CT. C TuapeHbIM
CHUHIPOMOM, TOKCUYECKHI IEPMATUT Ha BBEJICHHE THOTETIBI.
TreoMel
J103b1 mpenaparoB
- Tpeocynbdan 3000 mr Ne 3
- Mencdanan 100 mr Nel
Komnuuectso TpancmnanTara (CD34+ x 10°ki/kr) 10
BoccranoBnenue ypoBHs HEHTpoMIOB (JIE€Hb) +11
ArpaHynouuros, anemus 4 CT.,
OcnoxxHeHus TPOMOOIUTONIEHHUS 4 CT., OCTPBIN
OHTEPOKOJIUT, akTuBarus [IMB.
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MOHUTOPUHT COCTOSIHMSI MAUMEHTKH BO Bpems IepBoro kypca BIAIIXT c
ayTo TI'CK npencraBneH Ha pucyHke S54.

MOHMTOPHUHT COCTOSIHUSL N1€BOYKM BO Bpemsi 2-ro kypca BJIIIXT Oonee
nopobHo mpeacTarieH Ha pucyHke 55. Ilocne mpoBenenus 2-ro kypca BAIIXT

reMaTOJIOTHYECKHE TTOKA3aTeIn ObUIM IMOJJHOCTHIO BOCCTAHOBJICHBI Ha 11 JACHB.
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. Jlefixonenud 4 ctT.,
Jleiikonenus 4 cr., et 4 Jleiixonenus 4 ct,, BoCCTaHOBIICHHE
. porieHus 4 cr.,
HeuTponeHus 4 ct., anemus 1 HelToomenus 4 CT.
. aHeMus 2 CT. p - T'PaHyIOIUTOIIO3a
b
CT., OPAJIbHBIA MYKO3UT 2—3 o)
o . 5 aHemus 2 CT., aHemus 3 CT.
pabHBIA MYKO3HUT ,
CT., TOKCUKOJIEPMHUS, 3
b 3 CT., TOKCUKOepMHUS, TPOMOIUTOIICHHS S CT., TpOMOIUTOIEHHs 3 CT.,
TpaHc]y3ust ayTOITOTHIHBIX : . .
paHCQysud ayT OpaJIbHbIA MyKO3UT 2— OpabHbIA MyKo3uT 1 cT.
CKIIK
Tlei 1 Jlelixonenus 4 cr.,
CHKOTICHIA 4CT" Heifrpornenus 3 ct.,
HeI/ITponeHI;;I CT., ameMus 3 CT.,
anemust S Ct., TPOMOIIUTOTIECHHS 4 CT.,
OpIbHBIA MYKO3HT 2

Jlelixonenus 4 cr.,
HEUTpoTeHus 4 CT.,
aHeMus 2 CT.,
OpaJIbHBIA MYKO3UT TPOMOLIUTONICHHUS 4 CT.,
2-3 ct., OpPaJIbHBIA MYKO3HT 2-3
TOKCHKOZCPMHS,

J1+12

JI+10

JN+3  JI+6 148
Pucynok 54. MoHuTOpUHT cocTosiHUS nanreHTKu Bo Bpems 1-ro kypca BAIIXT ¢ ayroTT'CK
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Jleitkorienus 4 cr.,
HelTporneHus 4 cr.,
aHemus 3 CT.,
TUTIONIPOTEHHEMHUS,
TpaHchy3UsI ayTOIOTHUHBIX

Jletikonienus 4 cr.,
HelTporneHus 4 cr.,
anemus 1 ct.,
TPOMOOIIUTOTICHUS 2 CT.

Jlelikorienus 4 crt.,
HelTponeHus 4 cr.,
aHeMus 3 CT.,
TPOMOOIIMTOTICHHSI 4 CT.,
(heOpuTbHASI HEUTPOTICHHUS,

Boccranosienue
rpaHyI0UTO0334,
aHeMus 2 CT.,
TPOMOOIMTOTICHUS 2 CT.

Jletixonenus 4 cr.,

HelTponeHus 3 cr.,
aHemus 2 CT.,
TpoMOOLMTONIEHHS 3 CT.,
akruBauus [[MB

l Jlelikorrenus 4 cr.,
HeuTporneHus 4 cr.,
aHeMHs 3 CT.,
TpOMOOLIUTOTIEHUS 4 CT.

Jleiikorenus 4 cr.,
HelTporneHus 4 cr.,
aHemwus 2 CT.,
TPOMOOIIUTOTIEHHUS 2 CT.

JI+11

J0 Ji+1 43 J1+6 J+8  JI+9

Pucynok 55. MoHUTOpUHT cocTosiHUS NanreHTKH Bo Bpems 2-ro kypca BAIIXT ¢ ayroTI'CK
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JleBouke ynanoch nmpoectu 06a kypca BJIIXT, npu 3ToM He ObLIO MPUYUH
Moau(UIIUPOBATh 1036l XUMHOIpenapaTtoB. [IponomkuTenbHOCT HAOMIOACHUS 32
0onbHOM cocTaBuna 10 mec.

K coxanenuto, psii orpaHUYEHUN HAIIETO UCCIIEA0BaHUS (HEOOIBIIIOE YUCTIO,
PETPOCIEKTUBHBIN XapaKTep) HE MO3BOJISIIOT JieJIaTh OJHO3HAYHBIC BBIBOIBI C
MO3UIINH JIOKA3aTeJIbHON MEIUIIMHBI, HO MPEICTABICHHBIC KIMHUYECKUE MPUMEPHI
0T  BO3MOXKHOCTH CYIUTh O TOJepabeIbHOCTH TaHIAEMHOIO  pPeXuma
KOHJMIIMOHUPOBAHUSI Yy OOJIBHBIX HEUPOOIACTOMON TpYIIbl BBICOKOTO pHCKA
peuuauBa/mporpeccupoBanusi. OTAajaeHHbIE PE3ylIbTarbl U TOKCUYHOCTH MOTYT
OBITh MPOBEPEHBI HA MPOCIECKTUBHOM KIMHUYECKOM ¢ Oojiee HMIMPOKUM OXBATOM
UCCIIEAYEMOU MOMYIISILUU JE€TEH UCCIEIOBAHNUM.

3.4.6. dTan NOCTKOHCOMUIAIUN PeMHUCCHH: IPPEeKTUBHOCTH MACCUBHOI
HMMYHOTEepanuu

B UCCIIe1yeMOU KOropre 13 (27,1%) JETAM, IIEPBUYHO
CTpaTU(UIIMPOBAHHBIX B T'PYIIY BBICOKOTO pUCKa pELUIUBA/TPOrpecCUpOBaHUS,
MOCTKOHCOJUAAIIMOHHOE JIeYeHUE ObUIO MHTEHCU(DHUIIUPOBAHO HCIOJIB30BAHUEM
naccUBHOM UMMyHOTepanuu aHTUGD?2 MOHOKIIOHATBHBIMUA aHTUTETIAMHU.

OcHoBHas nH(doOpMaIKs O MaMeHTax npejacTaBieHa B Tadauie 25. Cpennuid
BO3pacT 60apHbIX cocTaBui 4 rona (ot 1,3 mo 11 ner). ¥V 5 (38,5%) u3 HUX BhISIBICHA
ammumndukanuss MYCN onkorena. ['uctonorndecku onyxoinb B 8 (61,5%) cinyuasx
Obima  mpexactaBieHa — Hm3kogubdepenuupoanuor, B 2 (15,4%) —
HequpdepennupoBanHonr u B 3 (23,1%) —  nuddepeHnupoBaHHON
HEHpOoOIaCTOMOM.

Bce netu (100%) mepen HauaaoM UMMYHOTEpANUU UMENH CTaTyc OOJIe3HU
«monHas pemuccus» (tabn. 25). Bo Bcex ciydasx OMyXoJsib JIOKaJIM30BaIach B
3a0pIOITUHHOM MPOCTPAHCTBE.

CpenHuii moka3zaTesnb Hayajla HWMMYHOTEpAlMU TMOCI€ KOHCOJIUIAIHNU

pemuccuu coctaBui 174 aus (amanaszon ot 37 no 515 nuei).
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Tabnuma 25. XapakrepucTuka NAlMEHTOB TPYMIIBl BBICOKOTO PHUCKA PELMIUBA/MPOrpecCUpOBaHUs, MOAYy4UMBIIMX aHTUGD?2

MOHOKJ/IOHAJIBHBIC aHTUTCEJIA

Ne | o Bosp I'uctonornueckoe NMYC | BHAIIXT, Cratyc nepen Otan Cratyc nocie OcnoxHeHus Hag;gnggm Texymuit
: acr 3aKIIIOYEHHE, CTAINs cTaryc THIT MOCTKOHCONUAANMEH | TOCTKOHCOIUAAINH MOCTKOHCOHAAINH Ja/Her (Meﬂc) cTaryc
Huskonud dhepenupopanHas, lamuo: .
1 M 2 4 crams - Mel-Treo I1P AntiGD2 (1 kypc) 1P Ha 12 Ymep
Huskonud hepenupopanHas, lamuo: .
2 1,3 4 cramms + Mel-Treo 1P AntiGD2 (4 kypca) Penuus Ha 24 Ymep
HuskonuddepenimpopanHasi, I"amo: .
3 M 4 4 cramms + Mel-Treo 1P AntiGD2 (5 xypcog) Pennaus Ha 31 Ymep
HuzkonuddepennuposanHasi, Tanngem: . N
+
4 | M 2 4 cramms eacEn 1P AntiGD?2 (4 xypca) Io3mauit pennans Ha 47 Ymep
Huddepennrposannas, Auto: .
5 M 2 4 cramms - Mel-Treo I1P AntiGD?2 (2 kypca) I1p Ha 73 Kus
6| M o | Huskomuddepenumposannas, + Tasmem: TP AntiGD2 (5 Kypcos) TP Jla 60 Kus
3 craaus TC+CEM
7 | ™ | 11 | Hwsrombdepenmposannas, || Tanem: 1P AntiGD2 (5 kypcos) P Jla 53 Kes
4 cragus TC+CEM
Huskomud depennupopannas, Auto: . .
8 XK 2 4 crams + Mel-Treo I1P AntiGD?2 (5 xypcoB) [o3mamit pennans Jla 64 Kus
9o M | 6 Henudepenmposarnas, .| Tampew: P AntiGD2 (5 kypcos) P Jla 36 Kes
4 cragus TC+CEM
HennddepenuupoanHas, Auto: .
10| M 4 4 cramms - Mel-Treo 1P AntiGD?2 (5 xypcoB) I1p Ha 29 Kus
JuddepenupoBanHas, ) Auto:CE .
11| XK 5 4 cramms M I1P AntiGD?2 (5 xypcoB) 1P Ja 31 Kus
Huzkomud dpepernupopannas, Auto:CE .
12| XK 6 4 cramms - M I1P AntiGD?2 (5 xypcoB) 1P Ja 26 Kus
HuddepenpoBannas, Auto: .
13| M 6 4 cramms - Mel-Treo I1P AntiGD?2 (5 xypcoB) [P Ja 17 Kus
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Pexxum KoHcOMMIUPYIOMIEH Tepanmuu OBLI Pa3IMYHBIM: OJXHOKPATHYIO
BBICOKO/IO3HYI0  TMOJMMXAMHOTEPANHUIO C  ayTOJIOTHYHOW  TpaHCIUTaHTAIMei
reMOMOA3TUYECKUX CTBOJIOBBIX KJIETOK monyuunu 6 (46,2%) nereit, BAIIXT c
rao TI'CK — 3 (23,1%) u ranaemuyto BJAIIXT — 4 (30,8%) maruenTa (Tadsm. 25).
Nmmynotepanuss aHTUGD2 MOHOKJIOHAIBHBIMH aHTHUTEIIAMH TPOBOIWIACH B
KOHKOMUTAHTHOM pe&XuMe ¢ AuddepeHIMpoBoYHOl Tepanuedd 13-muc  —
PETUHOEBOM KUCIOTOM (puc. 56). D10 OblIa HEeNpepbIBHAA exeaHeBHas HHGY3us 10

mr/m?/cyT B Teuenne 10 gueit (cymmapnas mo3a 100 mr/m?).

Llenesas rpynna — naumeHThl
HeMpob1acTOMOM rpynnbl BbICOKOTO
pucka (n = 13)

13-unc peTuHoeBas
kucrota 160 mg/m?/day
(2 pasa B AeHb)

OuHyTyKCuMmat

Bbeta

Pucynok 56. Cxema mOCTKOHCOJIU/IAIMH TTAIIMEHTOB C HEHPOOIacTOMOM, IEPBUYHO

CTpaTU(UIIMPOBAHHBIX B TPYIITY BHICOKOTO PUCKA PELUIMBA/TIPOTPECCUPOBAHUS
Bbrsino npoBeneno cymmapHo 56 KypcoB UMMyHOTepanuu KoinuecTBo KypcoB

BapbUPOBAJIO OT 2 710 5 (CpeaHee KOJIMYECTBO 4).

Cpox Hauana uMMyHOTepanuu konebancs ot 37 no 515 nueii (puc. 57).
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Pucynoxk 57. Bpemst Hauana ummyHotepanuu ot JI0 (TpaHcIrmaHTamms

o

o

TCMOITIOOTHYCCKUX CTBOJIOBBIX KJ'ICTOK)

[Tpu nprMeHEeHN U TepaK MOHOKJIOHAJIbHBIMHU aHTUTEIaMH ObUTH BBISIBJICHBI
CIEyIONINEe HEeXKelaTreabHble SBIEHUS: Hauboliee YacTo OTMEUYEH CHHAPOM
KaluIIpHON TOoKcu4yHOCTH (mocie 29 kypcoB wiu 51,8%), TpeTb Kypcos
COIPOBOXKIATach CHHIPOMOM BBICBOOOKIeHUS ITUTOKUHOB (20 umu 35,7%), mocne
YeTBepTU KypcoB auarHocTupoBaHa auapes (14 wmm 25%), mocne 13 (23,2%)
IIMKJIOB BBISIBJICHA T€MAaToJIOTHYECKass TOKCUIHOCTh, mocie 9 (16,1%) u 7 (12,5%)
IIUKJIOB IMArHOCTUPOBAHBI OOJIEBOM CUHIPOM U Nepudepuyeckas moTMHeHponaThs
COOTBETCTBEHHO, aHa(UJIAKTUYECKas PEaKIusi ¢ TUIOTOHHMEHW BBIABICHA IMOCJE 6
(10,7%) xypcoB ummyHoTepanuu (Tadm. 26).

Bce ocnokHenus He npeBbIiaiy 12 CT. (3a UCKIIOYEHUEM OHOTO MAlUEeHTA,
Yy KOTOPOTO pa3BUJICS CUHAPOM MOBBIIIEHHON KAMWJUIAPHON MPOHUIIAEMOCTH 4 CT.).
CHexkTp TOKCHMYHOCTH OBLT KOHTPOJIUPYEMBIM, M PEIYKIMS J03bI Tpemapara He
norpeboBanace. B Gonee momoBuHe ciydaeB (7 mamueHToB win 58%) ymamoch
MOJIHOCTBIO OTKA3aThCA OT MPUMEHEHHUS ONHOUJIHBIX AHAJIBIETUKOB YXKE MOCIe

MEPBBIX 2-X KypCOB UMMYHOTEPAIHHu.
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Tabnuma 26. HexxenarenbHble sIBICHUS TACCUBHON MMMYHOTEPAITUH

KonnuecTtBO IUKIIOB

OcnoxxHeHus (n = 56) %
bouieBoii cunapom 9 16,1
CuHapoM BBICBOOOXKIEHUS 20 35.7
IIUTOKWHOB
AnadunakTryeckasi peakius 6 10,7
CHUHIPOM MOBBITIIEHHOM 29 51.8
IIPOHULIAEMOCTH KallWJUIIPOB
[epudepuyeckas HeliponaTus 7 12,5
Junapest 14 25
I'eMaTOTOKCHYIHOCTH 13 23,2

Craryc 3aborneBaHMsl «IOJIHAs peMuUcCHs» ObUT coxpaHeH y 8 (61,5%)

IMaqUCHTOB BIUIOTH 10 3aBCPIICHUA JeueOHoM IMpOrpaMmsbl U B IICPUOLC Ha6JIIO}ICHI/I$I

3a HUMH. CpenHss IPONOIDKUTEIbHOCTh HAa0IOAEHN 32 OOIBHBIMU cocTaBuiia 39

+ 5 Mec (auama3on ot 12 1o 73 mec).

Iloka3aTean BBIKMBAEMOCTH OBLIH AOCTOBCPHO pPA3JIMYHBI B I'pyHIIax oe3

uMMyHoTepanuu (n = 35) u ¢ ummyHotepanueit (n = 13) (tabdn. 27). TpexinerHss

ob1as,

OeccoObITUiHAas W crenuduyeckas BBDKHBAEMOCTh B rpymme 0e3

uMMyHoTepanuu coctasuina 30,6 £ 8,8%, 17 £ 7,6% u 36,2 £ 9,9%, B rpynme c

uMMyHoTepanuend — 76,4 £ 12,1%, 65,6 = 14,2% u 84 + 10,6% cOOTBETCTBEHHO

(tabm. 27).

Tabnuma 27. Iloka3zarenu BEIKMBAEMOCTH 0€3 U ¢ IMMYHOTEpauu

Ilokazarenu UT-* UT% D

BBIKHBAEMOCTHU
roauYHas 60,7 £ 8,9 93,3+6,4

% 2-JIeTHSA 344+9 93,3+6,4 0,00054
3-meTHAs 30,6 £ 8,8 76,4+ 12,1

- roguyHas 51,1 +£9,5 93,8+ 6

8 2-TIeTHAA 25,6 £ 8,8 84,4+ 104 0,00202
3-neTHssA 17+7,6 65,6 £ 14,2
roguyHas 67,9 £8,9 93,3+6,4

8 2-TeTHAS 40,7 = 10,1 93,3+6,4 0,00098
3-neTHssA 36,2+9,9 84 + 10,6

>kI/IMMyHOTCpElI'[I/I}I HC IPpOBOAUJIACH

**PIMMyHOTEpaIus IpoBOANIACH
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Cut-off 1y1s1 Bo3pacTa naliieHTOB B HCClIelyeMOM BEIOOpKE cocTaBuia 48 Mec

(puc. 58).

BoapacTt

100
5 80
o] I
I i
& 60
5 I
|_ -
= -
E 40
Q i
> -

7 201 AUC = 0,630

i P=0,151
0 | I L /I

0O 20 40 60 80 100
100cneymdryHOCTb

Pucynok 58. ROC ananu3 s nepeMeHHon «Bo3pacT» (cut-off 48 mec)

B rtabnumnax 28-30 mpencraBieH oaHOGAKTOPHBINA aHAlW3 MPEIUKTOPOB
pHUCKa pa3BUTHs HEOIATOMPHUATHOTO MUCX0Aa B OTHOIIEHUH 0011el, 6ecCOOBITHITHOM
U crenupuIeCcKoil BBKUBAEMOCTH.

WNuTepnperansi  MOJYyYEHHBIX  J@HHBIX  OrpaHMYEHa  HEOOJIBIIUMU
BBIOOpPKAaMHU, O 4YEM CBUICTEIBCTBYIOT «YChD» JIOBEPUTEIHLHOTO WHTEpBaa,
OCOOEHHO B KOropre ¢ HUMMyHoTepanuend. OmHaKo OTMEYaeTCs 3HAYUMOE
yBenuuyeHue (MpaKTUYeCKH B 2 pas3a) MPOJOJIKUTEIBHOCTH >KU3HH B KOTOpPTE
OOJBHBIX, MOTYYUBIINX MMACCUBHYIO HIMMYHOTEpANHUIO (CpeaHee 3HaueHue 22 u 42
Mec COOTBETCTBEHHO). [IpeacTaBnennsie 61000rpamMmbl (puc. 59—61) erne cioxKHBI
JUISL OLUEHKM 3HAUYMMOCTH HWMMYHOTEpAMM Ha 3Tarne KOHCOJIUAAUWU, HO MO
BHU3YyaJIbHOW KapTHUHE YK€ MOXKHO MPEANOI0XKHUTh, YTO UCIOIb30BAHNE TAHAEMHOMN
BBICOKOZO3HOW  TMOJMXUMHOTEPANIMM C  AyTOJIOTMYHOW  TPaHCIUIAHTALUEH
reMOMO3THYECKUX CTBOJIOBBIX KJIETOK, MY>KCKOHM MOJ U OTCYTCTBUE MHUIIUAIBLHOTO
MOPaXKEHUS] KOCTHOTO MO3ra YBEIWYUBAKOT 3(P(PEKTUBHOCTH HCIOIB30BAHUS

anTnGD2 MOHOKJIOHAJILHBIX aHTUTE.
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Tabnuna 28. OxHodakToOpHBINA aHAIN3 TPEAUKTOPOB pUCKa pa3BUTHUs HeOnaronpusTHoro ucxozaa (OB)

dakTop UT- (%) T+ (%) O (95% W) P

Bo3spacr
<4 ner 17/21 (81) 3/7 (42.9) 0,5294 (0,1186 — 2,3634) 0,4047
> 4 et 7/11 (63,6) 3/9 (33.,3) 0,5238 (0,1043 —2,6314) 0,4323
Ilon
Myk 15/20 (75) 4/11 (36,4) 1,4545 (0,3224 — 6,5624) 0,6260
Ken 9/12 (75) 2/5 (40) 0,5333 (0,08355 — 3,4044) 0,5063
I'ucromornsa mocne
oTieparumn 3/8 (50)
Husko- 1 18/21 (85,7) 1/4 (25) 0,4375 (0,1007 — 1,9003) 0,2699
HesbdepeHIHpOBAHHaAs 1/2 (0) 1,0000 (0,02483 — 40,2782) 1,0000
JlndpdepenumpoBanHas
[TopaxxeHne KOCTHOTO
oo 6/10 (60) 5%15 ((13%(2) 1,6667 (0,0816 — 31,8709) 0,7344
a 18/22 (81,8) ’ 0,4074 (0,1241 — 1,3371) 0,1386
Ammmudurarmuss NMYC
o . 17/25 (68) gﬁ (ig’g) 0.4902 (0,1156 — 2,0786) 0,3334

ThuHareibHad 7/7 (100) (45,9) 0,4286 (0,07745 —2,3715) 0,3317
ITonoxxurensHast
BJI [IXT
Single 4/10 (40) 2/9 (22,2) 0,3889 (0,05457 - 2,7716) 0,3459
Tandem 0/2 (0) 1/4 (25) 1,6667 (0,04766 — 58,2849) 0,7782
HOSI[HHH CaHalus
KOCTHOI'O MO3ra
Her 9/17 (52,9) 2/12 (16,7) 0,3148 (0,05745 - 1,7252) 0,1830
Jla 5/5 (100) 4/4 (100) 1,0000 (0,1558 — 6,42) 1,0000
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Pucynok 59. Ananu3 oOmiell BEbKMBA€MOCTH MAIUEHTOB 0€3 U ¢ UMMYHOTepanuein

Mo3gHAA caHauua KM —{

PaHAasa caHauna KM 1@——1
Tandem BA NXT +—71@

Single B4 NXT +re——
Ectb abeppaunn +HO——
HeT abeppauyuit

FHO—
Ectb nopaxkeHne KM @
—

HeT nopaxeHna KM

ey —e
Huskoanopod. +He——i
Ken H@

Myx 1@

Bo3spact ctapwe 5 net

O
Bospact mnagwe 4 net +H@——

1:45 6 7 8 9 10 11 12 13 14 15

6e3 ummyHOTEpanuM ¢ MMMyHOTepanuen

Pucynok 60. Ananu3 bCB y maruieHTOB ¢/0€3 IMMYyHOTEparuu
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Tabnuna 29. OnHodakToOpHBINA aHAIN3 TPEAUKTOPOB PUCKA PA3BUTHS J1IOOOT0 HEOIATOMIPUATHOTO COOBITHS

daxTop UT- (%) T+ (%) O (95% W) P

Bo3spacr
<4 et 17/21 (81) 3/7 (42.9) 0,5294 (0,1186 — 2,3634) 0,4047
> 4 et 7/11 (63,6) 3/9 (33,3) 0,5238 (0,1043 — 2,6314) 0,4323
Ilon
Myx 15/20 (75) 4/11 (36,4) 1,4545 (0,3224 — 6,5624) 0,6260
Ken 9/12 (75) 2/5 (40) 0,5333 (0,08355 — 3,4044) 0,5063
I'ucromornsa mocne
oTieparumn 3/8 (50)
Husko- 1 18/21 (66,7) 1/4 (25) 0,4375 (0,1007 — 1,9003) 0,2699
HempepenIpoBaHHast 1/2 (50) 1,0000 (0,02483 — 40,2782) 1,0000
JlndpdepenumpoBanHas
[TopaxxeHne KOCTHOTO
MoO3ra
Hor 6/10 (60) 11 (100) 1,6667 (0,0816 — 31,8709) 0,7344
a 18/22 (81,8) 5/15 (33.3) 0,4074 (0,1241 — 1,3371) 0,1386
Ammmnduraruss MYCN
o . 17/25 (68) gﬁ (ig’g) 0.4902 (0,1156 — 2,0786) 0,3334

ThuHareibHad 7/7 (100) (45,9) 0,4286 (0,07745 —2,3715) 0,3317
ITonoxxurensHast
BJIIXT
Single 4/10 (40) 2/9 (22,2) 0,3889 (0,05457 - 2,7716) 0,3459
Tandem 0/2 (0) 1/4 (25) 1,6667 (0,04766 — 58,2849) 0,7782
HOSI[HHH CaHalus
Hon 10 MO 9/17 (52,9) 22}2 ((llg(’);) 0,3148 (0,05745 - 1,7252) 0,1830
Ta 15/15 (100) 1,0000 (0,1558 — 6,42) 1,0000
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Tabmuma 30. OpgHOdakTOpHBIM aHANIW3 NPEIUKTOPOB PHUCKA PaA3BUTHS

crienupuIecKoi BEIKUBAEMOCTH

H€6HaFOHpI/I$ITHOFO HCXO0Ja B OTHOIICHHUHM KaHLECP-

daxTop UT- (%) T+ (%) Ol (95% JIN) P
Bo3spacrt
<4 jer 3/7 (42,9) 0,7347 (0,1632 — 3,3078)
14/21 (66,7) B 0,6880
> 4 net 6/11 (54.5) 2/9 (22,2) 0,4074 (0,06556 — 2,5316) 03353
ITon
Myx 12/20 (60) 3/11 (27,3) 0,4545 (0,1052 — 1,9642) 0,2910
Ken 8/12 (66,7) 2/5 (40) 0,6 (0,09266 — 3,8852) 0,5920
I'ucromornsa mocne
oTieparu 3/8 (37,5)
Husko- 1 15/22 (68,2) 0/4 (0) 0,55 (0,1252 —2,417) 0,4286
HeauddepeHIupoBaHHas 1/2 (50) 0,1852 (0,05295 — 6,4761) 0,3524
JlubdepennupoBannas
[TopaxkeHne KOCTHOTO
ﬁ‘;im 5/10 (50) 4%15 ((12%();) 2 (0,1024 — 39,0809) 0,6476
Tla 15/22 (68,2) . 0,4074 (0,1241 — 1,3371) 0,1386
Amrmmndukaruss MYCN
o 14/25 (56) gﬁ gég 0,3968 (0,075 — 2,0997) 0,2769
PHIL 6/7 (85,7) ’ 0,5 (0,08799 —2,8411) 0,4342
ITonoxxutenpHas
BJIIIXT
Single 3/10 (30) 2/9 (22,2) 0,7407 (0,09994 — 5,4903) 0,7690
Tandem 0/2 (0) 1/4 (25) 1,6667 (0,04766 — 58,2849) 0,7782
HO3,Z[H$I$I caHalusa
Han OTOMOE 6/17 (35,3) 2/31 /i ((1765)7 ) 0,4722 (0,08102 - 2,7522) 0,4041
Tla 14/15 (93,3) 0,8036 (0,1521 — 4,2464) 0,7968
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6e3 MmmyHoTepanum C UMMYHOTepanuem

Pucynok 61. Ananu3 cnenuduueckoil BBHKMBAEMOCTH MAIMEHTOB ¢/0€3 UMMYyHOTEpanuu

Ha cerognsimuuii 1eHh COBPEMEHHBIC ITPOTOKOJIBI, BKIIFOUAIOIINE WHIYKIIMOHHYIO
MOJIMXUMHUOTEPAITUIO,  XUPYPTHYECKYIO  PE3CKIHMI0  OINYXOJH,  BBICOKOJO3HYIO
XUMHUOTEPAINHIO C UCIIOIH30BAHUEM ayTOJIOTHYHBIX TE€MOIIOITUUECKUX CTBOJIOBBIX KIIETOK,
JIOKaJIbHOE OOJIy4EeHHE, MACCHBHYI0 MMMYHOTepanuio u auddepeHIIMpOBOYHbIC areHTHI,
MMOBBICHJIM TTOKA3aTeIN BBDKMBAEMOCTH TMAIMEHTOB C HeWpooOiactomoit 1o 70 — 80%.
BepkuBaeMoCTh  A€Te TpU  HCMHONB30BAHUM MEHEE HMHTCHCHBHBIX  PEXHUMOB
XUMUOTEpANUu U oniui JedeHus He npesbimana 10—15%.

[IpoGmembl «HEymay» BCErJa BO3HHUKAIM B KOTOPTE TMAIMEHTOB, TIEPBHYHO
CTpaTu(UIIMPOBAHHBIX B TPYTITY BEICOKOTO PHCKA PEIUANBA/TIPOTPECCUPOBAHMSI, JICUCHHE
KOTOpPOW Ha CETOAHSIIHWA J€Hb MPOBOAMWTCS C WCIOIB30BAHUEM JCKAJTUPOBAHHBIX
nedeOHbIX HArpy3ok. Ha »Tame HMHIyKIHHM € TENhbI0 MAaKCHMAaJIbHOTO YMEHBIIICHUS
OITYXOJICBOW HArpy3KH TPAJAUIIMOHHO HMCTOIB3YEeTCS MWHTCHCHUBHAS MHOTOKOMIIOHCHTHAs

XUMHOTEpANUS M XUPYpPrudecKas pe3eKUHsi NEPBUYHONW omyxonu. Ha manHOM stare
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npuOIu3uTeabHo y 80% MalMeHTOB MOYKHO MOJTYYUTh YaCTUUHYIO peMuccuio, a y 20% —
JlaXe TIONTHBIN OTBET. B (pa3y KoHcoIMIalMu UCTIONIB3YETCSl BRICOKOIO3HASI XUMUOTEparus
C TpaHCIUIaHTAllUeW TEeMOMOATUYECKUX CTBOJIOBBIX KJIETOK U JIOKAJIbHas JydeBas
Tepanusi. @a3za  MOCTKOHCONMIAIMU  BKJIIOYAET  TApreTHYI0  MMMYHOTEpaIuio
MOHOKJIOHAJbHBIMU ~ AHTHUTEJIAaMH, HampaBlIeHHbIMU TpotuB wmumieHu GD2 Ha
MMOBEPXHOCTH OMYXOJIEBBIX KIETOK, U 13 — IIUC — pEeTUHOEBYIO KUCIOTY (M30TPETUHOUH) B
KadecTBe MU hepeHInpyIOIero areHTa.

B auccepraniioHHOM HCCIIEIOBAHUM TIPEAJIOKEHA TIOMBITKA YCOBEPIIICHCTBOBAHUS
pexuMa  KOHCOJMUJAIMM  TyTeM  NPUMEHEHUs  JBYX3BEHbEBOM  (TaHIEMHON)
TPAHCIJIAHTAIIMHY TeMOIOATUYECKUX CTBOJOBBIX KJIETOK.

Bo3MmoxHO, OTBETOM Ha BOMPOC O KOHIWIIMOHUPOBAHUM CTaHET MPEIU3UOHHAs
cTparuduKamus MalUeHTOB B caMou rpynre BBICOKOTO pHucKa
pelrIMBa/TPOrPECCUPOBAHMS C HCIOIB30BAHUEM JOTIOJHUTEIBHBIX MPOTHOCTHYECKHUX
¢dakTopoB U OGHOMapkepoB (B TOM 4HUCiI€ U MH(OpMAIMS O MUHUMAJIBHONW OCTaTOUYHOMN
00JI€3HU U CBEICHUSIX O MOJIHOTE M CKOPOCTH OTBETA Ha JieueHue). B Gnkaiiem Oyayiiem
BO3MOKEH OTKa3 OT BBICOKOTOKCUYHBIX PEKMMOB B IOJIb3y CXEM C MEHBIINM MpoduiieMm
ocinoxHeHu (Hampumep, (1) mendanan u (2) kapOornatuH + 3Tono3ua + trorena; (1)
Tpeocynbhan + wmendanan u (2) TuHorema + 1mKIodochaMur) TPH  YCIOBHH
NEPCOHATU3UPOBAHHOIO TMOAXOAAa K MHAYKUMU W TOCKOHCOJNHIALMM HAa OCHOBAaHUU
KOMITJIEKCHOTO T€HOMHOTO MPOQUIMPOBAHUS 3I0KAaY€CTBEHHOM OIMyXOJIH.

[ToBepXHOCTHBIN TIUMKOIUNUAHBIM aHTUreH GD2 ToMOTreHHO 3KCHpeccCupoBaH Ha
100% xnerok HelipoOiaacToMbl. MOHOKIIOHANEHBIE aHTHUTENA, HampaBieHHble Ha GD2
AQHTUTEH, 3allyCKalOT aroNTOo3 OIYXOJEBbIX KJIETOK MOCPEACTBOM AHTUTEI03aBUCUMOMN
KJIETOYHOW, KOMIUIEMEHT3aBUCUMOW HUTOTOKCUYHOCTH M MPSMOr0 IUTOTOKCHYECKOTO
BO3/IeHCTBUSA. braromapss KoMOMHAIIMK TaHAEMHOW BBHICOKOMO3HOW MOJUXUMHUOTEPATUH C
TPAHCIJIAHTALEl TeMOMOATUYECKUX CTBOJOBBIX KIEeTOK M aHTU(GD2-HampaBieHHOM
MMMYHOTEpANuu B MOCTKOHCOJUJAIMOHHBIA PEKUM JICUCHHUS HEUpPOOJIaCTOMBI T'PYMIIbI

BBICOKOI'O PHUCKa YJIa€TCS YBEJIMYUTD IMOKA3aTENN BbIKMBAEMOCTH Ha 20%.
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3AK/IFOYEHHUE

B Hacrosiiee wucciegoBaHue BKIOYEHbl 80 MALMEHTOB C BepU(PULUMPOBAHHOU
HEHpOoOIaCTOMON PA3TMYHBIX JIOKAJIU3AUHI, MOJIy4YaBIIMX JEUYEHUE B YCIOBUAX JIETCKOTO
onkosioruyeckoro oraeneHus PI'bY «HMUILL onkonorun um. H. H. Ilerposa» Mun3npasa
Poccun ¢ 1997 o 2022 ronp!.

BonbImMHCTBO GOJBHBIX B paMKaX UCIHOJIb3YEMOUM CUCTEMBI cTpaTuPUKaunU ObLIN
BKJIFOUEHBI B TPYNIY BbICOKOrO pucka — 60% mauueHtoB (n = 48). B Hu3Kyro rpynmy
o 14% (n = 11), B cpeantoro rpynny — 26% (n = 21).

Cpennuii Bo3pact NaiMeHToB 3 cTpaTu(OUKAIMOHHBIX TPYIIT PA3HUIICS U COCTABIISI
6 + 1,8 mec, 31 £ 8 mec u 44 + 4 Mec B HU3KOM, CPEAHEN U BBICOKOW IpymlIiax pucka
COOTBETCTBEHHO. COOTHOIIIEHHE IO TIONY OBLIO MPAKTUYECKHU OJJUHAKOBBIM B TIEPBBIX JIBYX
rpynmnax pucka, B TPyIIe BbICOKOTO PUCKA PELUIMBa/IPOTPECCUPOBAHUS YUCIIO JAEBOYEK
npeBanpoBaio B 1,7 pa3. Y Gosee MOJOBUHBI I€TEH BO BCEX Ipynnax HOBOOOpa3oBaHHE
JIOKAJIM30BAIOCh B 3a0pIOIIMHHOM TpocTpaHncTBe (83%, 64% u 92% coorBeTcTBeHHO). B
rpynrne BBICOKOTO pUCKa y ueTBepTH mnamueHToB (12 wmmm 25%) Oblna BbIsIBICHA
amrudukanus MY CN.

VY nereit ¢ Hb npumensiercst koMruiekcHasi Tepanusi. BeiOop crparerun jedeHus
3aBUCHUT OT TPYIIBI PUCKA, B KOTOPYIO MAIMEHT CTPAaTU(QUIIMPOBAH MHUIIMAIBHO, U OT
«OTBETa» OIMYXOJIM HA JICYEHUE.

JIJisi maryeHToB Tpynmnbl HAOMIONEHWS, UMEIOIIHNE OJaronpusTHbIE TEeHETUYECKHE
XapaKTEPUCTUKH, BBICOKYI0 YaCTOTy CIIOHTAaHHOM pEerpeccuy, peBepcur0 B 0Oojee
N00POKAaUEeCTBEHHBIM BapHaHT — TaHIJIMOHEBPOMY, BBICOKYIO UYBCTBUTEIBHOCTh K
CUCTEMHOMY MpPOTHUBOOIYXOJIEBOMY JICUEHHIO HMEIOT 0ojiee BBICOKHE IOKa3aresu
BBDKMBAEMOCTH. BasKHBIM sIBIIsI€TCA A€3CKAIalNAs TEPAIIEBTUYECKUX BO3IEUCTBHM C LIETBIO
CHIDKEHHUSI YaCTOThl OTHNAJICHHBIX IOCIENCTBUN CHEIU(pUUECcKOro JieueHus. B manHoM
rpyIIe BaKHBIM SBJSUIACh CTpaTU(UKALUs MAlMeHTOB Ha OCHOBE HAIWYMS (PaKTOPOB,
TaKMX KaK JKH3HEYI'POXKAIOLIME CHUMITOMBI, ONpPEAEICEHNE YETKUX IMMOKa3aHUH U CPOKOB
Ha3HAYEHUS! MOJMXUMHUOTEpANUM, BBbIIEIECHUE MOArPYNI NAlUEHTOB, HE TPEOYIOIIHUX
nposeaeHus [IXT, u O0nbHBIX, KOTOPHIM HE TOKA3aHO XUPYprudeckoe jJeueHue. B rpymnme

nmarueHToB ¢ 1 — 3 cragusamu 3ab0oneBanust Oe3 JKYC wHeszaBucumo or oObema
126



BBIIIOJIHEHHOM OIEpallii U pa3MEpPOB OCTATOYHOU OITYXOJU IPOBEICHHUE aIbIOBAHTHOMN
[IXT ne ObL10 Moka3zaHo. BceM manyieHTaM 1aHHOM TPYINbI MPOBOAWIOCH JUHAMUYECKOE
HaOmofeHue. B ciiydae BbISIBIEHUS JIOKAJIBHOTO IPOIPECCUPOBAHUS OCTATOUHOMN OITYXOJIH
u/unu nosienenust JKYC 6buto nokazano nposeaeHue [IXT mo cxeme N4, Britoyaroieit
BUHKPHUCTHUH, OKCOPYOMIIMH U nukiodochamun (mpuioxkenue 1). Ilpu kynupoBaHum
KYC u crabunuzaruu omyxosneBoro npouecca [IXT 3aBepianacs. MakcumaabHOE YUCIIO
KypcoB Tepanuu — 4. B citydae OTCyTCTBHSI KOHTPOJISI HaJl OITyXOJEBBIM IPOLECCOM MOCTIE
npoBefieHus: 4 KypcoB mo cxeme N4 mnanueHT NepeBoAWiIcsS Ha 0ojiee MHTEHCUBHYIO
IpOrpaMmy JICUCHUS.

[laieHThl, MNEPBUYHO CTpaTU(UIMPOBAHHBIE B TPYINIy CPEIHETO pHUCKa
pelUANBa/IPOrpeCCUPOBAHUS, UMEIN MECTHO-pacnpoctpaHeHnyio ¢opmy Hb (2 — 3
CTaJauu) U HEOIAronpusTHBIC CETMEHTApHbBIC a0eppaliy Wik CTauio 4 1 Bo3pacT a0 18
Mec. [IpyHUMNMATBHBIM B JICUCHUHM JAHHOW TPYIIbI SBISUIOCH JOCTUXKEHUE BBICOKHX
noKaszarejied BBDKMBAEMOCTH TIPU  YCIOBHMM OTKa3a OT BBICOKOMHTEHCHBHOM
KOHCOJIUIUPYIOLIEH TEepanuu. Bcem MalMeHTaM Cc HelpoOIacTOMOM,
CTpaTU(UIIMPOBAHHBIX B TPYIIYy CPEAHET0 pPHUCKA PEIUANBA/TPOTPECCUPOBAHUS, B
BO3pacTe 6 Mec M crapiie Oblla MHULIMHPOBAaHA WHTEHCHMBHAs WHAYKIMOHHAas [IXT,
BKJTIOYaromiasi 6 KypcoB 1o cxemaM N5 u N6 B ajbTepHUPYIOLIEM peKUME (MPUIIOKEHUE
). Ilaumentam B Bo3pacTe Miajiie 6 MeC MPOBOAWJIACH TE€pamMsi C HUCIOJb30BAHUEM
kypcoB N4. ITocne sTana UHAYKIIMOHHOM Tepanuu, BKJIIOYAIOIIET0 6 MTHTEHCUBHBIX KYpPCOB
[IXT, xupyprudeckoro BMENIATEeIbCTBA, OCYIIECTBISIIOCh KOMIUIEKCHOE OOCIIEI0BaHUE
MAIMEHTOB JJis1 OIEeHKU A(P()EKTUBHOCTH JieueHUs. B cimydae OTCyTCTBHUS JaHHBIX 3a
MpOrpeccupoBaHre 3a00J€BaHUS CIEMYIONIUM BBITIONHSJICS AdTam KoHconmuparuu. s
MAlMEHTOB TPYIIBl CPEAHETO PHUCKA PEIMINUBA/TIPOTPECCUPOBAHUS B  KA4ECTBE
KOHCOJIMIUPYIOUIETO JIeueHUs ObLI0 peaycMoTpeHo nposeaenue 4 kypcos IIXT o cxeme
N7. JlucTaHIIMOHHAs JlyueBasi TEpanusl Ha JIOKE MEPBUYHOMN OMyX0uH ObLIa MpeIoKeHa
MalyueHTaM TPyHIbl CPEAHEr0 PUCKA MPU HATUYMU META0OJIMUYECKHM aKTUBHOW OMYyXOJIH
MocJIe 3Tana MHAYKIUOHHOM Tepanuu. [locne 4 KypcOB KOHCOMUAUPYIOLIEN TEparuu st
MALMEHTOB I'PYIIIBI CPETHETO PUCKA CIIEAYIOIIUM 3TAlOM JIEUEHUS SBISLIOCH MPOBEICHUE

nudpepeHupoBoUHOM Tepanuu 13 — nuc — peTHHOEBOW KUCIOTOM.
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Hetsm, cTparupUIUPOBAHHBIM B TPYIIILY BBICOKOTO pHUCKa
pelrIMBa/IPOrPECCUPOBAHUSI, B MHAYKIIUIO PEMHUCCUU MPOBOAMIOCH 6 WHTEHCHUBHBIX
KypPCOB CUCTEMHOW IPOTUBOOIYXOJIEBOU Teparnnu no cxeme NS u N6 B anpTepHHUpYIOLIEM
pexume. Takke Ha JAHHOM JTare BBINOIHSJIOCH XUPYPrUUYE€CKOE BMEIIATENBCTBO C
MaKCUMaJIbHO BO3MOXXHOM nuTopeaykiuent. Jlekouuradepes oCcymecTBIsIICS HE paHee,
yem nociie 2 kypca uaaykunonHout IIXT npu ycinoBuu, noxkazaHHoN MOp(OIOrHYeCKUMU
MeTo/laMH (MUeIorpaMmMa, IUTOIOTMYECKOe U TUCTOJIOTHUYECKOe HCCIIeIOBAaHUE) CaHAIIMT
KOCTHOTO MO3Ta U OTCYTCTBUS MPOTPECCUPOBAHUS 3a00I€BaHUSI B KOJTMUECTBE HE MEHEE 3
x 10° /kr maccel Tena manuenta CD34+ kietok. B ciydae coxpaneHus MeTabONUYECKH
aKTUBHOM OIyXOJIM TMOCJe dTana WHAYKIHoHHOW Tepanuu mnepen ayroTI'CK Obuia
IOKa3aHa  Tepanus 13]I-MeTafIO}I6eH31/IJIFyaHI/IJII/IHOM. B  nmampHeiimem  ObLIO
PEKOMEHI0BaHO TIpoBeAcHUEe UG HEPEHIIMPOBOYHON Tepanuu 13 — 1muc — peTUHOEBOM
kuciotoi (9 xkypcoB). JlucTaHIIMOHHAS JTydeBasl Tepanusi Ha JOXKE MEPBUYHON OITYXOJIU
TaKk)ke MPOBOAWIACH NPHU HAJIMYMK METa0ONMYEeCKH aKTMBHOW OMYyXOJW TIOCJE JTamna
MHAYKIIMOHHON TMOJMXUMUOTEpanuu. B Koropry MHTEHCU(UKALNK TMOCTKOHCOIUIAINN
OblTM  BKIIOYEHBI 13 gereit ¢ HelpoOmacTOMOW  Tpymmbl  BBICOKOTO — pPHUCKa
peLUANBA/IPOrPECCUPOBAHNS; OHU OBUIM OTOOpaHBI JIsi y4acTusi B HCCIIEOBAaHUU, B
KOTOPOM TOCTKOHCONUJAIMSI PEMUCCUHU ObLTa MOTMOJIHEHA MOAECPKUBAIOLIEH Tepanuen
aHTuGD2 MOHOKNIOHANBHBIMU aHTUTENaMU. Tepanust anTuGD2 aHTUTENTaMH COCTOSIIA U3
2—5 mocienoBaTeIbHBIX KYpPCOB, KaXKIbli M3 KOTOPBIX IpoAokKajics 35 JIHEH.
NunuBuayanpHas 1032 ONPEEsIach B 3aBUCUMOCTH OT ILIOU[AJAX ITOBEPXHOCTHU TeJa U
cocrasisina 100 mr/m? B Ka10M Kypce leueHus. Beenenne mpemnapara ocyIiecTBIsIOCh
B BHJIe HempepbiBHOW MH(MY3uu B nepBbie 10 qHel kaxaoro kypca (Bcero 240 wacoB) B

cyTouHOM no3e 10 mr/m?.
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Cpenuuii nepuoji HaOMIONEHHS Ta malueHTaMu coctaBui 42 + 4 mec (MeauaHa —
30 mec). O6mas roguyHas BEDKHBAeMOCTh cocTaBmia 84,2 + 4,2%, 2-netass — 72,4 +
5,3%, 3-netusaa — 64,3 + 5,8%, 6eccoObrTuiinag — 75,8 £ 5%, 61,2 £ 6% u 52,2 £ 6,3%
COOTBETCTBEHHO, cnenuduueckas — 87,8 = 3,8%, 76,7 = 5,1% u 71,3 £ 5,6%
COOTBETCTBEHHO. 3HAUMMO HH3KHE TMOKa3aTelid BBDKMBAEMOCTH OBUIM Yy MAIMEHTOB,
MIEPBUYHO cTparuUIUPOBAHHBIX B rpyniy BBICOKOTO pucka
peuuauBa/mporpeccupoBanus (p < 0,05).

Single-TpaHcruianTanuss TEMOMOATHYECKUX CTBOJIOBBIX KJIETOK TIpoBeneHa 19
(63,3%) nanmenrtam, tandem — 6 (20%), y 6 (19,4%) OonbHBIX B KaueCTBE TpaHCIJIaHTAaTa
UCIIOJIB30BAJICA MaTepuall OT TraliouAeHTUYHOro noHopa. Ilepen stanom B/l IIXT craryc
«mmojHas pemuccusi» umenu 15 (48,4%) nerelt, «uactuunas pemuccus» — 12 (38,7%),
«crabmmanus» — 4 (12,9%) pedenka. [Iposenennsiii ROC ananu3 mokasas, 4To caHaIus
KOCTHOTO MO3ra TOCJI€ 5-TO Kypca U MO3Ke CUYUTAETCS HEOIaronpusTHHIM B OTHOIICHUHU
cnenuduyeckoit BebkuBaeMocTH ¢akropoMm (p = 0,01). bonbHBIX ¢ To3aHEN caHamuein
kocTHOTrO Mo3ra 6s10 10 (32,3%).

B 96,8% ciydaeB mocie npoBeIeHHs] BBICOKOAO3HON MOJUXUMUOTEpPANUN y JeTel
pa3BWIMCh HereMaToJorudyeckue oclokHenus. Bo Bcex cmyudasx (100%) Oblia
JUAarHOCTUPOBaHA TIeMaroyioruyeckas TOKCMYHOCTh 4 cT. Kpome remaronoruueckoi
TOKCHYHOCTH,  BBISIBJICHBl ~ HET€MAaTOJNIOTHMYECKHUE  OCIOXKHEeHHs.  MH(pekunoHHbie
(BupycHBIC, OaKTepualbHbIe, TPUOKOBBIC) OCJIOKHEHUSI HUAarHOCTHUpOBaHbI B 24 (96%)
cinyyasx nocie aytoTT'CK u B 6 (100%) — nocne amnoTI'CK. I'emopparudeckuii cHHIpoM
pazBuics y 5 (20%) namuentoB nocie aytoTT'CK u y 3 (50%) nocne amnoTI'CK. B 20
(80%) mu B 6 (100%) cnywasx mnocie ayroTT'CK u amnoTT'CK cooTBeTcTBEHHO
JMArHOCTUPOBAaH MYKO3UT. CepeUHO-COCYIUCThIE OCIOKHEHUS BbIABIECHBI B 3 (12%) u 2
(33,3%) wabmomenusix mociae ayrollTCK wu  ammoTI'CK  cooTBeTCTBEHHO.
Hesponoruueckue HapyuieHus: nuarnoctupoBanbl Tosibko nocie BATIXT ¢ ayroTI'CK (3
unu 12%), paBHO Kak HapyIIEHUS CITyXa — TOJIBKO MOCJIE XUMHUOTEPAIUU C MOCIEAYIOLEn
TPaHCIUIAHTAIIMEH TEMOMOATUYECKUX CTBOJIOBBIX KJIETOK OT raryIonICHTUYHOTO JJOHOpa (2

mwmn  33,3%). Ilodyeynas u TiedYeHOYHAsT TOKCHMYHOCTh B 3 pa3za yame ObUIM
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nuarnoctupoBansl iocie BJIIXT ¢ amnoTI'CK (4 umu 16% vs 3 unu 50% u 8 unu 32%
vs 5 win 83,3% COOTBETCTBEHHO).

CpenHuil CpoK NPHKUBICHHUS ayTOJOTMYHOIO TPAHCIIAHTara OTMEYeH Ha 11-e
CyTkHM (auana3oH oT 9 no 15 gHel), annoreHHOro TpaHCIUlaHTata — Ha 14-e CyTKH
(muamazon ot 11 no 16 nueit).

beutn paccuuTaHbl MOKa3aTelyd BBDKUBAEMOCTH MMAIMEHTOB, HE MOJYYMBIIUX B
Ka4eCTBE KOHCOJIUJIAIMM BBICOKOJIO3HYIO TMOJMXUMUOTEPANHUIO C TPaHCIJIAHTAI[MEH
TreMOMOATHYECKUX KJIETOK, U monyuyuBmux ee. [lokazarenu oOmieit, 6eccoObITUHHON U
crienuPpuyecKkoi BBLKMBAEMOCTH 3HAYMMO OTIUYAINCh Y nmaruenToB 6e3 u ¢ BAIIXT (11,1
+ 7,4% vs 67,3 £ 9,7%, p = 0,00389; 15,6 + 5,4% vs 50,3 £ 11,7%, p = 0,00023; 14,9 +
9,6% vs 77,7 £ 8,9%, p = 0,00001).

OngHuM U3 ITUCKYTAOENIBbHBIX BOMPOCOB HA CETOMHSIIHUN JIEHb OCTACTCS PEXKUM
KOHJIMIITUOHUPOBAHUSI, OCOOCHHO €ro YCWICHHE C IOMOIIbIO JABYX3BEHbEBOM (WU
tannemHon) BJIIXT c ayroTT'CK.

Hamu Obplna mpeampuHsATa MOmNbITKa BKIrOUeHHs omiuu TanaemHor BJIIIXT c
ayroTT'CK B mporpammy Tepanuu JeTeld ¢ HeHMpoOIacTOMON T'pYIbl BBICOKOTO PHICKA
peruanBa/mporpeccupoBanus. Llenpio cTana onenka 6€30MacHOCTU U aHAIU3 PE3YTBTaTOB
UCIIOJIb30BAHUS ~ TAHAEMHOM  BBICOKOJAO3HOM  MOJUXMMHUOTEpANUM  Ha  JTame
KOHJUIIMOHUPOBaHUA. B maHHBINA 3Tanm wccieqoBaHusi ObUIA BKIIOYEHBI CBEACHHS O 5
nanyenTax. TaHAeMHBIH peXuM KoHconuaanuu Bkimodan B cedst cxembl TC ([T]hiotepa,
[Clyclophosphamide — troremna, nukinopochamun) u CEM ([Clarboplatin, [E]toposide,
[M]elphalan — xap6ormiarus, 3Tono3u, MeadanaH).

Bce Brmouennbie netu mepen npoeaenuem BJ/IIXT umenu craryc Oone3nu
«ToNHAsi peMuccus». Bo Bcex cimydasx oOMyxoib JOKajdu30Bajach B 3a0pIOMIMHHOM
npoctpaHcTBe. [lanvieHThl monyyuian 6 OJIOKOB MOJUXUMHUOTEPANUU HHAYKIHOHHOIO
nedeHus cornacHo npotokoay NB2004 (N5/N6 B anbTepHHUPYIONIEM PEXHUME); BCEM UM
BBITIOJTHEHO XHPYPTrUYECKOe BMEMIATeIbCTBO B O00bEME yaaJeHHs oOpa30oBaHUS
3a0pIOMIMHHOTO  MPOCTPAHCTBA; IMOCJIE  3aBEPIICHHUS  KOHCOIMAAIUMU  OOJbHBIM
npoBoawiach MMMyHoTtepanusa aHTUGD2  MOHOKJIOHAJIBHBIMM ~ AHTUTEIIAMU B

KOHKOMHUTAHTHOM pexume ¢ auddepeHnpoBouHON Tepanueil. B cBsi3u ¢ nocTuxkeHueM
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MOJIHOTO OTBETA HA MHJIYKLHMOHHYIO TEPANMIO ATal JOKAJIbHOW JIy4eBOU Tepanuu He ObLI
MoKa3aH. BBICOKONO3HAS TMONIMXUMUOTEpPANUS C AayTOJIOTMYHOM TpaHCIUIaHTaluen
IeéMOIIOATUYECKUX CTBOJIOBBIX KIJIETOK MPOBOAMIACH IIOCIE OINEPaTuBHOIO 3Tama C
cOOJIONIEHUEM aJIeKBaTHBIX YCJIOBHUSX €€ Havaia. MHTepBan Mexay pexuMaMu
KOHAMIMOHUpOoBaHus cocraBisul 30 nHeil. Ha 5-i geHp mocne TpaHCIUIaHTaHAH
CTBOJIOBBIX KJIETOK NAlUEHT Ha4YMHAJI NOJTy4aTh IPaHyJIOLUTaPHBIN
KOJIOHUECTUMYIHUpYIOUUi Gaktop. JledueHne mpoaomkaiock 10 BOCCTAHOBIEHUSI YPOBHS
rpanynouuToB> 1000/uL. Cpennee xommuyectBo CD34+ kietok, MHPY3UPYEMBIX IOCIE
nepsoii u Bropoit BIATIIXT, cocrasuio 1,9 x 10° u 1,2 x 10%/kr coorsercTBenno. Cpennuii
NEepHOJl BOCCTAHOBICHUS YpOBHS HelTpodumiioB nocine nepsoit u sropoid BAIIXT — 11 u
13 nne#t coorBeTcTBeHHO. CpenHee komnuecTBO BBeAeHHbIX CD34+ kieTok ObL10 5,82 X
10°u 4,76 x 10%kr mpu mepBoii ¥ BTOPOH TPAHCILUIAHTALIMU COOTBETCTBEHHO. CpenHuii
NEPHOJ BOCCTAHOBJICHUS YPOBHS IpaHynoUUTOB ObLI paBeH 10 u 12 qHsiM nociie nepBoit u
BTOpPOM TPaHCIJIAHTALIMU T€MOIIOATUYECKUX CTBOJIOBBIX KIIETOK COOTBETCTBEHHO.

Bcem nmarmuenTam ynanock nposectu o6a kypca BJAIIXT, mpu 3Tom He Ob1JI0 MPUYXH
MOIU(UIIMPOBATh 03kl XUMUOMNpernaparoB. Craryc 3a00jieBaHUs «IOJHAS PEMHUCCHUS»
OB COXpaHEH y MEPBBbIX TPEX MalMEHTOB BIUIOTH 3a 3aBEPIICHUS JeueOHOM MporpaMmbl
U B TIEpHO/ie HAOMIONEHU 3a HUMH. Y ManueHTta 4 dyepe3 3 roga HaOMIoneHUsT pa3BUIICS
JTMCCEMUHUPOBAHHBIA pEUUIUB 3a00JIeBaHUS, YTO W CTal0 TMPUYUHON €ro THUOeNH.
CpenHssi mpoIoKUTEIFHOCTh HAOMIONEHHS 32 OONBHBIMHM COcTaBUiIa 35 Mec (IuamnaszoH
ot 13 1o 62 mec).

Herematonornueckass TOKCHYHOCTh 3 — 4 cTeneH! Ha0Jl0Aa1ach y BCEX NAIllUeHTOB
nocie CEM pexuma koHAuUUMOHUpOBaHUS U y 2 mnauueHToB mnociie TC. HambGoinee
JaCTHIMUA HEKENATCIIbHBIMUA  SIBICHUSIMA OBLTM BOCHAJICHHS] CIU3UCTON  00OJIOYKU
KEJTyJJOYHO-KHUIIIEYHOT'0 TPAKTA, KOTOPbIE HAOIIOAAIUCh Y BceX nanueHToB nocie CEM un
y ogHoro nanuenTa nocie TC. [l KynupoBaHUs TaHHBIX U3MEHEHUN HCIIOJIb30BalaCch
MOJJEP/KHUBAIOIIIAs TEpAKs, BKIOYAIONas NapeHTepaJbHOE MUTaHUE U 00e300IMBaroLee
JICYEHHE; MYKO3UTHI, KaK IPABHIIO, pa3pellajJnuch 110 MEPEe BOCCTAHOBIICHUS MOKa3arenei
KpOBHU MAIIMEHTOB. Y MNalMeHTa 2 HAaOII0NaIOCh YBEJIWYEHUE MOKa3aTessl KpeaTuHUHA B

CBIBOPOTKE KpoBHU Ha 3-i1 neHb cxeMbl CEM. Hcnonb30BaHKWE aJIeKBaTHOM TUIpaTalliv B
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pexume runepuHpy3uu M (QOpPCUPOBAHHOIO JUype3a IMPUBEIO K BOCCTAHOBIEHUIO
MOoYe4yHO! (PyHKUMH yxke Ha 6-U 1eHb. Y 2-X MalueHTOB (MauueHThl 1 1 3) B OTIaIEHHOM
IIEpUOJIE TUAarHOCTUPOBAaHA TYTOYXOCTh 12 CT.

Oman NOCMKOHCONUOAYUYU  PEeMUCCUU agppekmugHocmo naccueHou
ummynomepanuu. B uccmenyemoit kxoropre 13 (27,1%) nmeTsMm, TEpBUYHO
CTpaTU(UUUPOBAHHBIM B TPYIIY BBHICOKOTO pHUCKA PELUIUBA/TIPOTPECCUPOBAHMS,
NOCTKOHCOJIUJIALIMOHHOE ~ JIeYeHHe ObUI0  MHTEHCU(UUHPOBAHO  HCIIOJIB30BAHUEM
naccuBHOM wuMMyHoTepanuu aHTUGD2 MOHOKIOHAIBLHBIMU aHTUTENaMu. Bce neru
(100%) nepen HaYaI0M UMMYHOTEPAITMKM UMEH CTaTyC OO0JIE3HU «IOJIHAS peMuccus». Bo
BCEX CIIy4asix OMyXOJib JIOKaJM30BaJlach B 3a0pIOIIMHHOM TmpocTpaHcTBe. CpenHuii
noka3aTesib Hauajla MMMYHOTEPANUU TTOCJIe KOHCOMUIAIMKA PEMUCCUU cocTaBuil 174 mHs
(muamazon ot 37 no 515 gueit). beuto nmpoBeaeHO cyMMapHO 56 KypcOB MMMYHOTEpAITUU
KonuuectBo KypcoB BapbupoBasio oT 2 A0 5 (cpennee konuuecTBO 4). Ilpu npumenenuun
TEpanuu MOHOKJIOHAJTFHBIMU aHTUTEIAaMHU ObUIH BBISIBJICHBI CIEIYIONIUE HEXKeIaTeIbHbIe
ABJICHUs: Hanboyiee YacTo OTMEYEH CHHAPOM KAMWJUIIPHOW TOKCHYHOCTH (mocne 29
KypcoB win 51,8%), TpeTb KypcOB COIpPOBOXAANACh CHHIPOMOM BBICBOOOXKIEHHUS
uTokHOB (20 mnm 35,7%), mociie 4eTBepTH KypcoB AUarHoctupoBaHa nuapes (14 wiu
25%), nmocne 13 (23,2%) UMKIOB BBISIBJIEHA IeMaTOJIOTHYEcKass TOKCUYHOCTb, mocie 9
(16,1%) u 7 (12,5%) 1uKIOB AMArHOCTUPOBAHBI OOJIEBOM CHUHAPOM U TNepudepuieckas
MOJTMHENPOIIAaTUsl COOTBETCTBEHHO, aHa(pMIIaKTUYECKasl peakiius ¢ TUIIOTOHUEH BBISIBIICHA
nociue 6 (10,7%) kypcoB uMmyHoTepanuu. Bece ocnoxHeHnus He npesbimaid 1-2 ct. (3a
HCKIIIOUCHUEM OJHOTO TAalHUEHTa, Yy KOTOPOTrO pa3BWICA CHHAPOM MOBBIIIEHHON
KalUIIpHON TpOoHUIIaeMocTH 4 CT.). CIEeKTp TOKCUYHOCTH ObUT KOHTPOJIUPYEMBIM, U
penyKIMsl 036l IIpenapara He nmorpedosanack. B 6onee momoBuHe ciaydaes (7 ManMeHTOB
nu 58%) ynanoch MOJHOCTBIO OTKA3aThCsl OT MPUMEHEHUS! ONMHOUIHBIX aHAJbI€THKOB
YK€ TIOClie TEepBBIX 2-X KypcoB HMMYyHoTepanuu. (Cratyc 3a00jieBaHUS «IIOJTHAsS
pemuccus» Obl1 coxpaneH y 8 (61,5%) manmmeHTOB BIJIOTH IO 3aBEpIIEHUS JIEYCOHOM
nporpaMMbl M B mepuoae HaOmoneHus 3a HuMH. CpeaHsss MOpOAOTKUTEIBHOCTD

HaOoeHNs 3a OOJBHBIMU cocTaBuiia 39 + 5 mec (auanasoH ot 12 go 73 mec).
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[lokazaTenu BBDKMBAEMOCTH OBUIM JOCTOBEPHO pa3IMYHBI B TIpynmax o0e3
MMMYHOTEpanuu M ¢ UMMyHoTepanued. OOmias, OeccoObITHiiHas M crneuuduueckas
BBIKMBAEMOCTh B rpymie 0e3 ummyHotepanuu cocrasmia 30,6 + 8,8%, 17 + 7,6% u 36,2
+ 9,9%, B rpynne ¢ ummyHorepanued — 76,4 + 12,1%, 65,6 £ 14,2% u 84 + 10,6%
COOTBETCTBEHHO.

Nutepriperanusi [aHHBIX OMHO(DAKTOPHOTO aHaiM3a, MPOBEJECHHOIO B JAHHOU
Hay4yHOU paboTre, orpaHudeHa HEOONBIIMMHU BHIOOPKAMH, OJTHAKO OTMEYAETCS 3HAYUMOE
yBeIu4YeHUE (MPaKTUYECKH B 2 pasza) MPOJOJDKUTEIIBHOCTH KU3HU B KOTOPTE OOJIBHBIX, B
MOCTKOHCOJIUJIAIINIO KOTOPHIX BKJIFOYEHA TTACCUBHAsI UMMYHOTepanus (CpeaHee 3HaueHue
22 u 42 wmec coorBercTBeHHO). I[lo mpencraBieHHbIM Ogob6orpaMMaM  MOXKHO
MPEANOI0KUTh, YTO MCIOJIb30BaHUE TAHJAEMHON BBICOKOJO3HOW MOJIMXUMHOTEPANUM C
ayTOJIOTUYHOM TPaAHCIJIAHTAIIMEH TeMOMOATUYECKUX CTBOJIOBBIX KJIETOK, MY>KCKOW TIOJI U
OTCYTCTBHE WHUIIUAJIBHOTO MOPAXKEHUS KOCTHOTO MO3Ta YBEIWYUBAIOT 3(()EKTUBHOCTH
ucroyib30BaHus aHTUGD2 MOHOKIIOHAJIBHBIX AHTUTE].

Ha cerognsiminuii 1eHb COBPEMEHHBIE ITPOTOKOJIBI, BKIFOUAOIIUE UHAYKIIMOHHYIO
NOJINXUMUOTEPAIINI0,  XUPYPTHUECKYI0  PE3EKLUUI0  OMYyXOJIM,  BBICOKOIO3HYIO
XUMHUOTEPANUIO C UCIIOIB30BAHUEM AyTOJIOTHYHBIX T€MOIOITUYECKUX CTBOJIOBBIX KIIETOK,
JIOKaJIbHOE OO0JIy4eHHE, MACCHBHYI0 UMMYHOTEpanuio u auddepeHIIMpOBOYHbIC areHTHI,
MOBBICHJTM TIOKa3aTeIM BBDKMBAGMOCTH IAIIMEHTOB ¢ HeupoOmactomoit 10 70-80%.
BbpkuBaemMocTh  JeTeid  TIpU  UCIOJNB30BAHMM  MEHEE HHTEHCUBHBIX  PEXKHUMOB
XUMUOTEpANUu U oNIui JedeHus He npesbimana 10 — 15%.

[IpoGnembl «HEymaw» BCErJa BO3HHMKAIM B KOTOPTE MAIMEHTOB, TIEPBHYHO
CTpaTu(UIIMPOBAHHBIX B TPYMITY BEICOKOTO PHUCKA PEIUANBA/IPOTPECCUPOBAHMSI, JICUCHHE
KOTOPOM Ha CErOJHAIIHMA [I€Hb NPOBOAUTCA C HCIOJIb30BAHUEM 3SCKAITHUPOBAHHBIX
nedeOHbIX Harpy3ok. Ha »Tame HMHIyKIHHM € TENbI0 MAaKCHMAalbHOTO YMEHBIIICHUS
OMYXOJIEBOM HArpy3k TPAJAUIIMOHHO HMCIOJIb3yeTCS] MHTEHCUBHASS MHOTOKOMIIOHEHTHAas
XUMUOTEpanusi U XUpypruueckas pe3ekius nepBuuHod omyxonu. Ha pganHom stare
npuoIn3uTeabHO y 80% ManueHTOB MOKHO MOTYYUTh YaCTUUHYIO peMuccuio, a'y 20% —
JlaXe TOJIHBIN OTBET. B (pazy KoHCOIM a1l UCTIONIB3YETCS! BBICOKOIO3HASI XUMUOTEpaus

C TpaHCHHaHTaHHCﬁ TCMOIIOOTHYCCKHUX CTBOJOBBIX KICTOK M JIOKAJIbHAA Jy4dCBasd
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tepanus. @aza  MOCTKOHCONMAAIIMM  BKJIIOYAET  TAPreTHYID  UMMYHOTEpaIuio
MOHOKJIOHAJbHBIMU ~ AHTHUTEJIaMH, HampaBlIeHHbIMU TpoTuB wmuimieHu GD2 Ha
MOBEPXHOCTHU OMYXOJIEBBIX KJIETOK, U 13 — 1IUC — PETUHOEBYIO KUCIOTY (M30TPETUHOWH) B
KadecTBe NU(PHEepEeHINPYIOIIETO areHTa.

B nuccepranioHHOM HCCIIEIOBAaHUU TPEIJIOKEHA MOMBITKA YCOBEPIICHCTBOBAHUS
pexuMa  KOHCOMUIAIMU  TyTeM  NPUMEHEHUs  JBYX3BEHbEBOW  (TaHJAEMHOMN)
TPaAHCIJIAHTAIIMHY TeMOIOATUYECKUX CTBOJIOBBIX KJIETOK.

Bo3MmoxHO, OTBETOM Ha BOMPOC O KOHJIWIIMOHUPOBAHUM CTaHET MPEIU3UOHHAs
cTparuduKaius MalueHTOB B caMou rpynre BBICOKOTO pucKa
pelUIMBa/IPOTrPECCUPOBAHUS C HCIIONIH30BAHUEM JOMOJHUTEIBHBIX MPOTHOCTUYECKUX
¢dakTopoB U OMOMapKepoB (B TOM 4YHCiIe W HHPOPMAIUS O MUHUMAJIBHOW OCTaTOYHOM
00JIe3HU 1 CBEICHUSX O TIOJIHOTE M CKOPOCTH OTBETA Ha JieueHue). B Omkaitiem Oymyiem
BO3MOXEH OTKa3 OT BBICOKOTOKCHYHBIX PEKUMOB B IOJIB3Y CXEM C MEHBIIUM MNpoduiem
ocnoxHeHut (Hampumep, (1) mendanan u (2) xkapbormatun + 3Tono3ua + tuorena; (1)
Tpeocyinbdan + wendanan u (2) THorema + mukiIodocdamMua) TPU  YCIOBUHU
NEPCOHATM3UPOBAHHOIO TMOAXOAAa K MHAYKUMA W TOCKOHCOJNHIALMM HAa OCHOBAaHUU
KOMIUIEKCHOTO TeHOMHOTO NMPOoGUIMPOBaHUS 3JI0KaueCTBEHHOM onyxonu [61, 63, 64, 72].

[ToBepXHOCTHBIN TIMKOJUNUAHBIA aHTUreH (GD2 TOMOTreHHO 3KCHpecCUpOoBaH Ha
100% kierok HelipoOiacToMbl. MOHOKJIOHANBHBIE aHTHUTENA, HampaBieHHble Ha GD2
AHTUTEH, 3allyCKaIOT aroNTO3 OIYXOJEBBIX KJIETOK IMOCPEACTBOM AHTUTEI03aBUCUMOMN
KJIETOYHOW, KOMIUIEMEHT3aBUCUMOW HUTOTOKCUYHOCTH M MPSMOr0 IUTOTOKCHYECKOTO
BO3/IeHCTBUSA. braromapsi KoMOMHAIIMK TaHAEMHOW BBHICOKOMO3HOW MOTUXUMHUOTEPATUH C
TpaHCIUIaHTAIIMEH TE€MOIMOATUYECKUX CTBOJIOBBIX KJIETOK M aHTUGD2 — HampaBieHHOU
MMMYHOTEpANuM B MOCTKOHCOJUJALMOHHBIA PEKUM JICUCHHUS HEUpPOOJIaCTOMBI TPYIIIbI

BBICOKOT'O PHUCKA yAAETCs YBEJIMUUTh MOKa3areau BblkuBaeMocTu Ha 20%.
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BbIBO/JbI

1. Ilpu cpeanem nepuone HaOMOACHUS 3a MalMeHTaMU ¢ HelpoOiacTtoMol B 42 + 4
Mec o0mIas BBLKHBAeMOCTh cocTaBmiia 64,3 + 5,8%, 6eccobniTuiinas — 52,2 + 6,3%,
cnemupuyeckas — 71,3 + 5,6%, mpu 3TOM B TpyINe HHU3KOIO pHUCKa
peuuarBa/mporpeccupoBanus 3TH nokaszatenu obutn 83,3 + 15,2%, 75 +£ 15,3% u
100%, B rpymme cpeanero pucka — 94,4 + 5,4%, 79,2 £ 9,.3% u 94,4 = 5,4% u B
IPYIIe BBICOKOTO prcka penuanBa/mporpeccupoBanus — 50 + 7,7%, 37,3 £ 8,1% u
58,3 = 7,8%.

2. Tlokazarenu oOieid, 6eccOObITUIHON U crielu(UUecKO BBIKUBAEMOCTH, 3HAUYMMO
OTJIMYAJIUCH B TPYIIAaX MalMEHTOB C HEUPOOIACTOMOM, HE MOTYyUYaBIINX B KAUECTBE
KOHCOJIUAAIUN peMuccHH BBICOKO/IO3HYIO MOJIMXUMHUOTEPATTHIO c
TpaHCIJIAaHTAIUEeH TeMOIIOATHYECKUX CTBOJIOBBIX KJIETOK, U mojiydaBiux ee: 11,1 +
7,4% vs 67,3 £ 9,7% (p = 0,00389), 15,6 £ 5,4% vs 50,3 = 11,7% (p = 0,00023) u
14,9 + 9,6% vs 77,7 £ 8,9% (p = 0,00001).

3. Tpexnerusas obmias, 6eccoObITUiHAS U crienr(pUYecKas BBIKUBAEMOCTh B TPYIIIe
06e3 maccuBHOM HMMYyHOTepanuu aHTUGDZ MOHOKJIOHATBHBIMU aAHTUTEIAMHU
coctasmia 30,6 £+ 8,8%, 17 +7,6% u 36,2 £ 9,9%, B rpynne ¢ UMMyHOTepanuen —
76,4 = 12,1%, 65,6 = 14,2% u 84 + 10,6%, pa3Hunia B moKazaTelsax OblIa
cratuctuyecku 3Hauumout (p = 0,00054, p = 0,00202 u p = 0,00098). bbLio
OTMEYEHO JOCTOBEpHOE yBennueHue (Ha 47%) MenaHbl BpEMEHU KU3HU B KOTOPTE
OONBHBIX,  MOJYYUBIIMX  TACCHBHYI0O  uUMMyHoTepanuto  aHtu  GD2
MOHOKJIOHAJTBHBIMH aHTUTENAaMU (C 22 Mec B KOTopTe 0€3 UMMyHOTepanuu J0 42
Me€C B KOropTe ¢ UMMYHOTEpAIuei).

4. Ananu3 moOOYHBIX COOBITHM JOKa3al MEPEHOCUMOCTh TOKCHYHOCTH TaHIEMHOTO
peXrMa KOHAWIIMOHUPOBAHUSA Yy OOJIBHBIX HEHPOOIACTOMOW TPYMIBI BBICOKOTO
pUCKa pPEIHINBA/TPOTPECCUPOBAHUS C HU3KOM KPATKOCPOYHOW TOKCHYHOCTHIO:
HanOoJiee YaCTHIMU HEXKEJIaTeIbHBIMH SIBJCHUSMU OBLTN BOCTAJICHUS CIU3UCTOU
000JIOUKH KEITYJTOYHO-KUIIEYHOTO TpakTa, KoTopele HaOmogamuce y 100%
nmanueHToB mociae cxembl CEM m y 20% mammenToB mocime TC. Cnektp

TOKCHUYHOCTH antuGD?2 MOHOKJ/IOHAaJIBbHBIX AHTHUTCII, I[O63BJ'I€HHI)IX B
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MOCTKOHCOJUAAINIO PEMHUCCHH, ObLT KOHTPOJIUPYEMBIM: HanboJiee 4acTo OTMEUYCH
CHUHJIPOM KaNWUIIPHOW Tokcu4dHOCTH (Tocie 29 kypcoB win 51,8%), 20 (35,7%)
KypPCOB COIPOBOXJAJI0Ch CHUHAPOMOM BBICBOOOXKAECHUS LUTOKWMHOB, mocie 14
(25%) xypcoB mumarHoctupoBaHa auapes, mocie 13 (23,2%) KypcoB BbISBICHA
reMaTojornyeckas TOKCUYHOCTb, mociae 9 (16,1%) u 7 (12,5%) xypcos
AMAarHOCTUPOBAaHBI 0O0JIEBOM CHHAPOM | Tepudeprudeckas TMOTHHEUPOIaTHs
COOTBETCTBCHHO, aHa(puiIakTUYeCcKass peakius C TMIIOTOHWEH BBISBIEHA TOCie 6

(10,7%) kypcoB UMMyHOTEpaNuu.
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MNPAKTUYECKHUE PEKOMEH/JIAIINA

Jlnst cTparudukanuy ManueHToB Ha TPYIBI PUCKA PEIHINBA/TIPOTPECCUPOBAHUS
HEOOXOIMMO  YUYMTHIBaTh  KIMHUYECKHE  TapaMmeTpbl  (BO3pacT,  JIOKaIu3aIus,
pacrpoCTpaHEHHOCTh TMpoliecca), rucronorunueckue (kinaccudukamus INPC-Shimada
system, KOJIMYECTBO KIETOK C MHTO30M M aroNTO30M) U T€HETHYECKHE (XPOMOCOMHBIE
abeppauuu, craryc rena MYCN, generust mokycoB 1p36 u 11q, yBenuueHue IJIMHHOTO
rieya XpoMocoMbl 17 u ap.) netepMuHaHTHl. JlaHHas cTparuduKanys HEOOXoauma s
noj00pa JICKApCTBEHHBIX HArpy30K B cTparax (OT AC3CKaNaIiy JICYCHHS 10 BKIFOUCHUS
pPa3IUYHBIX BApUAHTOB BBICOKOO3HOH TOJUXMMHOTEPANMK C TpPAHCIUIAHTAIIMCH
TEMOITOATHYECCKUX CTBOJIOBBIX KIIETOK U OMOJIOTUYCCKOM TapTeTHOW TEPAITHH ).

B  kadecTBe  KOHCOJNMIAIMM  PEMHCCHMM y  TAIMCHTOB,  IEPBUYHO
CTpaTU(UIIMPOBAHHBIX B TPYIIy BBICOKOTO pHUCKA PEIMIMBA/TIPOTPECCUPOBAHMUS,
HE0OXOIMMO paccMaTpUBaTh TaHJACMHBIA PEKUM BBICOKOIO3HOH MOJUXUMHUOTEPAITUU C
TpPaHCIUIAHTAIIMEH TEeMOIMOATUYECKUX CTBOJIOBBIX KIETOK, HO C IEJIbI0 CHIKCHHS
aJIUTUBHON TOKCUYHOCTH «TaHJEMa» B pEeXUMaxX KOHJIULIHMOHUPOBAHUS >KEJIATEITHHO
UCIIOJIb30BaTh MEHEE TOKCHUYHBIE Mperaparhl.

Tepanusi MOHOKJIOHAJILHBIMU AHTUTEIAMM, HampaBlieHHbIMU Ha GD2 anTureH, Ha
CETONHSIIHUMA JeHb SBIsIeTCS (()EKTUBHBIM METOJOM MOCTKOHCOJIUALMU, B KOTOPOH
UCTIONB3YIOTCA ~ XMMEpHble aHTuTeNna (AMHyTykcumMab ©Oera) B COYETaHHH C

nudepeHIMpoBOYHOM Tepanueit 13 — uc — peTHHOEBON KUCIOTOH (M30TPETUHOMH ).
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HEPCHEKTUBbI PASBPABOTKHU TEMbI

JlaHHOE HCCIIEIOBaHNE HAXOAUTCS B HaYaje CBOEr0 U3yYEHHUsI, HO IPEANOIAracTcs,
YTO C YBEJIMYEHHEM CPOKOB HAOJIOACHHUS 3a MALMEHTAMHU, a TAKXKE JTONOJHUTEIBHOTO
Ha0opa B KOTOPTHI, pe3yIbTaThl OYAyT 007€e OCMBICIEHHBIMU U TOYHBIMU B OTHOILICHUU
WHTEpHnpeTaun. BO3MOXHO, YTO Ha CBET MOSBITCA HOBBIE MNPEAUKTOPHI MPOTHO3a
3JI0KaY€CTBEHHOTO 3a00JIeBaHMsl, KOTOPBIE MO3BOIAT Oosiee paHKUPOBAHHO MOAXOIUTH K
WHIMBUTyaJU3aI[MU TPOTPaMMBbl TEpPaIuu.

NMMyHOTEpanuio MHOTHE OHKOJIOTH Y)K€ HA3bIBAIOT YETBEPTOM JIeYEOHOW OmMIIMei
NOCJI€ XUPYPruu, XUMHOTEpanuu U paauorepanuud. Oka3aioch, YTO UMMYHHYIO CUCTEMY
MOXXHO TEpenporpaMMHUpOBaTh U PENaKTUPOBaTh Jisi OOPHOBI CO 3JI0KAYECTBEHHBIMU
3a0oneBaHusiMU. OCHOBHBIM  HampaBlieHHEM OyIyIIMX HUCCJCIOBAaHUN  SIBIISICTCS
KOMOWHHMPOBAHHBIN MOAXO C COYETAHUEM UMMYHOTEPAIUH C APYTUMHU METOIaMH JICUCHUSI.
B Oyaymiem HeoOxomumo OyeT pelmuTh HECKOJIBKO BOIMPOCOB O CYIIECTBOBAHHUH
OMOMapKepoB JUIsi MPOTHO3WPOBAHUS OTBETa HAa HWMMYHOTEpANMIO JeTed ¢
HeHpoOIaCTOMOM, a TAK)Ke OIICHUTh MUKPOOKPYKEHHE OITYXOJIM U BOBMOXKHOCTb TIEPEBOJIA
«XOJIOTHOW» OIYXOJIH C HU3KMM YpPOBHEM HMH(PUIBTPAIIMM WMMYHHBIMH KJICTKAMHU U
HU3KOW MYTAIlMOHHOM HArpy3Ko, He TMpeBBIIAIONMICH 2 MyTallud Ha Merabasy, B

«rOpAIHCH.
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COKPALIEHUSA, IPUHATBIE B ITUCCEPTALIUHN

AnnoTI'CK — ayutoreHHast TpaHCIUIAHTALMS CTBOJIOBBIX KIIETOK
AJIT — ananuHamuHoTpaHcepasa

ACT — acnapraramuHoTpancdepasa

AyToTT'CK — ayTonorudnasi TpaHCIUIAaHTALMS TEMOMO3TUYECKUX CTBOJIOBBIX KIIETOK
AUH — aGcontoTHOE YHCII0 HEUTPO(DHIIOB

AUTB — AKTUBHpPOBAHHOE YACTUYHOE TPOMOOIIACTUHOBOE BpPEMs
BPB — Ge3penuuBHasi BEHKUBAEMOCTh

BCB — 6eccobbIThiiHasi BEIKUBAEMOCTh

BI'H — BepxHsis rpaHuLia HOPMBI

BJIIXT — BpiCOKO03HAs OJIUXUMHUOTEPATINS

lNamnoTT'CK — ramionieHTUYHAs TPAHCIJIAHTAIUASI TEMOMOATUYECKHUX CTBOJIOBBIX KIIETOK
Heneuust 11q — nenenus nnuaHOro mieva 11-it XxpoMocoMbl
Heneuus 1p — genenust KOpOTKOro ruieda 1-il XpoMocoMbl

JIHK — ne3okcupuOoHyKIEHHOBAsI KUCIIOTa

KKT — )eny1o4HO — KUIIEYHBIN TPAKT

KYC — xu3HEeyrpokaroinue CUMITOMbI

KM — kocTHBIN MO3T

KT — xommbrorepHas Tomorpadus

JIAI" — makrarameruaporeHasa

JIT — nyueBas Tepanus

MAT — MOHOKJIOHAJIbHOE€ aHTUTENO

MWUBI — MeTaloa0CH3UITyaHH THH

MKHW — uHIEeKC MUTO3-KapHOPEKCHUC

MPT — marauTHO-pe30HaHCHas ToMorpadus

Hb — neiipobiactoma

HIIB — HuxHsIs onast BeHa

OB — o0uias BbKUBAEMOCTD

OOQO — o0uuit 0ObEKTUBHBIN OTBET

O®B; — 00beM (popcrupoBaHHOTO BbIJ0XA 32 | MEPBYIO CEKYHIY

139



OXYO — oueHb XOpOUIMI YACTUYHBIN OTBET

[TO — nmonHkI OTBET

[TP — nonHas pemuccus

[IXT — nonuxumuorepanus

PTT — yactuuHO€ TPOMOOILIIACTUHOBOE BpPEMS

POII — panuodapmnpenapar

CB — cnienmduyieckas BEHKHBAEMOCTh

CK® — ckopocTh Ki1y00uKoBOM puibTpadun

CO/l — cymmapHas oyarosasi 103a

CHIA — Coenunennsble llITarer AMepuku

TOT — ToranbHOE O0IyUeHHE Tea

Y3U — ynbTpa3ByKOBOE UCCIICIOBAHUE

YO — yacTU4HbIN OTBET

YP — yactuunas pemuccus

OKI" — snekrpokapanorpamma

OxoKI" — axokapauorpadus

1311 — MUBI" — Tepamus — Teparus MeTailon0eH3WITyaHUIUMHOM, MedeHHbIM ']

4S — cnenmanbHas (“‘special”) cranus HeMPoOOIACTOMBI

ALK — [A]naplastic [L]ymphoma [K]inase — knHa3a aHariacTU4eCKOM JTUMQPOMBI

CEM [Clarboplatin, [E]toposide, [M]elphalan — kap6orutarun, aTono3u, Mendanan
COG - [C]hildren’s [O]ncology [G]roup — I'pynma 1mo u3y4eHUIO JETCKOW OHKOJIOTHH
(JleTckast OHKOJOrMYecKas rpyIrma)

ECOG — [E]astern [Clooperative [O]ncology [G]roup — Boctounas oObeguHeHHas
OHKOJIOTUYECKas TPyIa.

FDA — [FJood and [D]rug [A]dministration — ympaBjicHHE IO KOHTPOJIO KadyecTBa
MUTIEBBIX MTPOIYKTOB U JIEKAPCTBEHHBIX CPE/ICTB

FISH — [F]luorescence [I]n [S]itu [H]ybridization — ®iyopeciienTHass THOpUAN3aKS in
situ

IDREF - [Ilmage [D]efined [R]isk [F]actors — pakTopsl pricka mpu BU3yaau3aiuu
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INPC — [I]nternational [N]euroblastoma [P]athology [C]lassification — MexxayHapoaHas
TUCTOJIOrMYECKas KiiaccuPuKanus HelpoOIacTOMBI

INRG — [I]nternational [N]euroblastoma [R]isk [G]roup [C]lassification [S]ystem -
KommniekcupoBaHHas kiaccuukaius NaueHToB ¢ HeHpoOIacTOMOM MO rpyInaM pucka
INRGSS — [I]nternational [N]euroblastoma [R]isk [G]roup [S]taging [S]ystem -
MexnyHapoaHasi cuCTeMa CTaIUpPOBaHUs IPYII pUCcKa HEHPOOIaCTOMBI

INSS — [I]nternational [N]euroblastoma [S]taging [S]ystem - MexayHapogHOW CUCTEMBI
CTaAUPOBaHUs HEUPOOIACTOMBI

N4 — xypc xumuorepanuu mnporokona NB-2004, Bkiroyarmuil BUHKPUCTHH,
ukiodochamul, TOKCOPYOUITUH

NS — kypc xumuorepanuu npotokosia NB-2004, Bkitouaroninii BAHKPUCTHH, ITUCIIATHH,
ATOTO3U/T

N6 — kypc xumuoTtepanuu nporokosia NB-2004, Bkirouaroninii BAHKpUCTHH, Udochammu,
nakap0a3uH U JOKCOPYOUITHH

N7 — kypc xumuotepanuu nmporokosia NB-2004, Bxirouaroniuii iukinodochamua

NSE — [N]euron [S]pecific [E]nolase — HelipoH-crienuduyeckas eHonaza

ROC — [R]eceiver [O]perating [C]lharacteristic — omepalmoHHas XapaKTepHCTUKa
IpUEeMHHUKA

SIOP — [I]nternational [S]ociety of [P]aediatric [O]ncology — MexxnyHapomHoe 00111ecTBO
JIETCKOW OHKOJIOTUH

SIOPEN — [I]nternational [S]ociety of [P]aediatric [O]ncology [EJurope [N]euroblastoma
— EBpomnetickast rpyrina 1o u3y4eHuro HelpoOIacToMbl

TC — [T]hiotepa, [C]yclophosphamide — Tuorena, ruknodochamun

Treo/Mel — [T]hreosulfan, [M]elfalan - Tpeocynbdan, mendanan

VS — Versus — MpOTHB
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