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Henpo6s1acToMe: UTO UBMEHUIIOCDH
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UTO TaKkoe KJIMHn4YeckKkue
peKkoMeHpauun?
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BEOEHWE NALUEHTOB MNEPBbIX MECALIEB XXU3HWU

C 1IOKAJIN3OBAHHbIMU OBPA3OBAHNAMA

HAONOYEYHHUKOB



CynpapeHanbHoe obpa3oBaHue y pebeHKa nepBbiX TpexX
mecAaueB XU3HU: pekomeHaaunmn GPOH

Berthold F, NB2004 trial; Simon T, Klin Padiatr, 2017

HoBopo>xxaeHHbIN
C 06 bEeMHbIM
o6pasoBaHuMeM
Hagno4yeyHumka

Henpo6nactoma?

YpaoBnerBopuTesibHoe
cocTtosdHMne 60/5IbHOIro

1. OHkoMapkepsbl: J14I', dbeppUTUH,
HelipoH-creunduyeckas enonasa KITMHUYECKUE PEKOMEHOAUUU PO
2. TloMmoBaHUWIMHOBAasA, BAHWJIUJIMUNH-
AasibHas Kncsiota B Mo4ye
3. Y3 o6nactun weun, 6prowlHOM NosqiocTu,
MaJioro tTasa, roJlioBHOro Mo3ra

MepcuctnpoBsaHmne obpasoBsaHusa
> 3 MecsauesB

. MPT

123
. CunHTUrpadpusa c I-MIBG
. MyHkuMAa KocTHOro Mo3ra

. Bnoncua/yananeHmne onyxonu

OTcyTcTBMe amMmnaundmnkaumm
MYCN, abeppauuvun 1p
FPYTIMA

HABJTIOOEHWA




Pexomenayerca: nposenaenye o0Cne10BaHus MIPH BBIABIECHHE 00BEMHOIC 00pa3zoBaHHA
NOKAIH30BAHHOTO B 001aCTH HAANOYEYHHKOB Y JIeTeH [IEPBLIX O MECALEB KHU3HH B 00beMe | 14]:

. ObcnegopaHMA, HEODXOMMMBIE I8 BCEX JeTeéH B BO3pacTte a0 6 MecslueB

MNOJO3PCHHCM Hd HAJTHYHE UE'TJHH(JBHHHF[ B 00J4CTH HaJIMOUYCHHHEKOR!

4. KIMHHYECKHH CTaTyC — 0Cc000€ BHHMAHHE HYAKHO VIEIHTE KOAHEIM ITIOKPOBaM,
OKPYAHOCTH JKHBOTA, pasMepaM MEeUeHH NPH NalbIallHH;

b. nonHvld aHAnIW3 KPOBH: 3MEKTPONHTEL, oleHKa (yvukuuu nedeHu (AJIT, ACT,
[TT), nouex (KkpeaTHHHH, MOYEBHHA, MOYEBAA KMCIIOT4) H KOAryIorpaMMa;

c. onyxonessle mapkepst: JIAI', ¢eppurun, HCE, npu BO3MOXKHOCTH — YPOBEHB
meTabonuToB katexonamuaos (BMEK, I'BK) B ceiBopoTKE KPOBH H MOUE;

d. ¥3M 1wewn, OpoowmwHoOH #DOMOCTH (C  OUEHKOH pasmMepoB o00pasoBaHH#A
HaAMOYEUHHKA H ¢ OLEHKOH pa3sMEPOB H CTPYKTYPBL MIEYEHH /18 HCKIIHYEHHA

MCTACTATHHUYCCRKOIO HﬂpH}HEHHH], Td3d H TOJIOBHOI'O MO3IA,

e.| KT/MPT OBII ¢ KV ¢ onucanuem IDFR;

f. TIpu Bo3MoxkHOCTH npoBeaeHne cunnturpadun ¢ 123-1-MHBT.

¥Yposenn yﬁEﬂu'l'Ethun{rrn pexoMeH/ 1Al B (YpoBeHs  10CTOBEPHOCTH
JOKAZATEIBCTE 3)
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OCOBEHHOCTWU BEAEHUA NAUMUEHTOB MNEPBbLIX MECALEB KU3HU C
NOKA/INSOBAHHbIMU OBPA3SOBAHUAMU HAAMNMOYE4HHUKOB

B cayyae Hannuma y pebeHKa nepsbiX 6-X mecAueB XU3HU NOKAAN30BaHHONO obbemHoOro obpasoBaHuA
HaAnoYeyHMKa pazmepamu meHee 3 CM MPU CONMMAHOW CTPYKTYPE OBPA3OBAHUA U MEHEE 5 CM
NMPU KUCTO3HOU POPME, 6e3 KOMMNPECCMM OKPYKaIOLWMX OpraHoB no AaHHbiMm Y3U OBMN/KT OBM c
KY/MPT OBlc KY ; oTcyTCcTBUM AaHHbIX 38 MeTacTaTUYeCcKoe MopaKeHne no pesy/sibTaTamM KJAMHUYECKOro
OCMOTpPa U MHCTPYMeHTa/bHbiX meTtogos uccneposaHusa (Y3U/KT/MPT); L1 CTAAUU NO INRGSS; npwu
yAOBNETBOPUTENBHOM COMATUYECKOM CTaTyce, pebeHOK MoXeT ObiTb OCTaB/leH noA AMHAMUYECKUM
HabnogeHnem B TedeHme 12 mec. oT BblABNEeHMA 06pa3oBaHUA.

NCK/TOYEHUE: BUJIATEPAJIBHOE TNOPAMEHUE HAATNOYEYHUKOB



OCOBEHHOCTU BEAEHUA NALUUEHTOB NMEPBbIX MECALEB KU3HU C TIOKAJIUSOBAHHbIMWU
OBPASOBAHUAMU HAANOYEYHUKOB

MOKA3AHUA K XUPYPTUYECKOMY NNEYEHUIO:

1. Paamepbl 06pa3oBaHMA 25 cm npu Kncto3Hon dopme; = 3 cm NpU CONNAHOWN CTPYKTYPE;

2. L2 ctagna no INRGSS;

3. YBennyeHne obbema onyxonun >50% npu nposeaeHM AMHAMMNYECKOTro HabaaeHUA; NOBbIWWEHNE
ypPOBHA meTabonntos KatexonammHos moun (FBK n BMK) >50%, He cHuXKatoweeca Ao 6a30BOro ypoBHA B
TeyeHue 12 Hepgenb (Mpr BO3MOXKHOCTU UX OLLEHKU); obbemHoe ob6pa3oBaHme,

coxpaHsatouleecs K 12 mec. HabatogeHmna pasmepom> 2 ma (anametp 1,6 cm)

Mnu ntobble pasmepbl 06pa3oBaHUA B C/yYae NOBbILLEHMNA YPOBHA METabo/MTOB KaTexo1aMMHOB.
4. Mopo3peHne Ha MeTacTaTU4YecKkoe pacnpocTpaHeHme.



OCOBEHHOCTU BEAEHUA NALUMEHTOB NEPBbIX MECALLEB }KU3HU C
NOKA/IM30BAHHbIMW OEPA30BAHUAMM HAANOYEYHUKOB

OBCNEAOBAHUA, HEOBXOAUMDIE NMPU COXPAHEHUW ONYXOQUN B TEMEHUE 12 MEC. AMUHAMWYECKOTO
HABTIOAEHUAL.

B cnyyae coxpaHeHusa obbemHoro obpasoBaHMA HaanMnoYevyHUKa y pebeHka B TeyeHue 12 mec.
AMHAaMMNYECKoro HabnoaeHNA AU NPU NOABAEHUM OTPULATENBHOW ANHAMUKN B Bonee paHHUE CPOKMU,
NPOBOAUNTCA BECb KOMMEKC 1abOpPaTOPHbIX M MHCTPYMEHTa/IbHbIX 06Cnea0BaHUM, YKa3aHHbIX B pa3aene
«InarHOCTUKa» U PaCCMOTPEHME BOMPOCA O XMPYPrMYECKOM YAA/IEHUN.

B cnhyyae NMOMHOW PETPECCUM OBPA30OBAHUA HaanoyYyeyHUKa HEOBXOaMMO NPOAO/IKUTb ANHAMUNYECKOro
HabnogeHne B obbeme:
Y3U OBI1, onpeaenenna yposHa oHkomapKepos (HCE, JIAT) He perke 1 pa3a B roa AJIMTENbHOCTbIO He

MmeHee 3-X nerT.
B cnyyae noaHou pe2peccuu obpazoeaHus HAOMNoOYe4YHUKd, HO COXPAaHeHUe noebiweHus YypPoBHs

OHKOMApKepos, Heobxo0umo rnpoesedeHue rnosnaHo20 o06cnedo08aHUA.



BEOAEHWE NMAUWMERHTOB MNMEPBbIX MECALLEB MN3HW C JIOKAJIMSOBAHHBIMHA
OBPA3OBAHNAMMWU B NMPOERKLUNN HAOTMOYEYHHWUKOB

Long-Term Outcome of Young Infants With Suspected h
Neuroblastoma following Observation as Primary Therapy: CHILDREN'S
A Report From the Children’s Oncology Group ONCOLOGY
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L
BkntoyeHo B nccneposaHme n=33 CHILDREN'S

(0) ) (e0) Ko lc) 4
2001-2010rr. GROUP
1. Bo3pacT meHee 6 mec. n=56 -3aBepwunnu n=27 npekpatmnnu
2. Pa3mepbl 0bpa3oBaHuA HabnogeHne HabnoaeHne gocpo4Ho (13-
Hagno4vye4yHMKa < 16 mn npwu noTtepAaHbl U3 noa
CONNAHOMN CTPYKTYpPE N <65 mn npu HabnoaeHus)

Knctosomn popme (=25% Kucr)

—

Y31 OBI1 n oueHka metabonntos
kaTexonammHos moun (FBK u BMK) RT/MPT — 6 1 42 Hepens

MoKa3aHMA K XMPYPruuecKom pesekumm:

1. YBennyenme obbema obpasoBaHmna >50%

2. Mocne 90-HenenbHOro Nnepmoaa HabaoaeHNa pesekums n=3 — nporpeccus (4S, 2B, 4 ctagnn)
PEKOMEHA0BaNachb ANA NALMEHTOB C OCTAaTOYHBIMMU MaccamMm
6onee 2 M UAW C NOBbILLEHHbIMUYPOBHAMM
KaTexoNaMMHaMM He3aBMCMMO OT o6 bema macchbl




PE3Y/IbTATblI NCC/IEAOBAHUA
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PAIIOMN3OTONMHbLIE METOAbI MCC/IEAOBAHUA

* CumHTurpadma c 123-I-MWUBT

* CUMHTUrPadPUA KocTen ckeneta ¢ 99mTc-
docPaTHbIMM KOMNIEKCAMMU
.  M3T/KT c 18F-dAr

* M3T/KT c AONA




PexoMeHyeTcsl B KaUECTBE aIbTEPHATHBLI CLIHHTUIPA(HH C B MUBT (MpH HANHYHH
TAKOH BO3MOMKHOCTH) PACCMOTPETh BO3MOMKHOCTh BLIMOTHEHHA [I9T/KT C
pannoapMaleBTHYECKHMH  JISKAPCTBEHHBIMH  MpenapataM, o0naaionuMe  OnpeaeneHHO
cneunuuHOCTRIO [22, 23].

Yposens  yOoeauTe/ibHOCTH  pexoMengauuii € (ypoBeHbL  JI0CTOBepPHOCTH

NOKA3ATENLCTE 4)

Kommenrtapun: max, '*F-DOPA seisemca npambim npediecmseniikom doghamuna u no

MEXAHUIMY CEOESO HAKONIENUA cxodeH ¢ MeEMaDoIuIMoM KamexoaaMun o, HO2MoOMy o7 ¢ ! H.F-

42

DOPA moxcem cmamb Xopoweii atbmepiamusoti cyunmuzpaguu ¢ ' I-MHBT dns nayuenmos c
HEUPONIACMOMOll.

Buicoras sxcnpeccus coMamocmamuHiogslx Peyenmopos Ha Ki1emKax HeupoIHooKpPulnblx
onyxoaell, KHo4Yan u Kiemku Heupobiacmombl, daem GoIMONCHOCHbL APUMENAMbL Memoobl

Hdﬂpﬂﬂﬁ _-'H'E’{'jHHHh‘.hI C HCHOABIOGAHNHEM rS."'sGﬂ,- CEHIAHNOZ0 ::'.-H'{'J'J'!'E.F{'_}'_-TGI? aHATOS0 COMAMOCamiid

(DOTA-TOC, DOTA-NOC, DOTA-TATE)[ 24, 25].



Memod MybmunRIeKcHOI AUZAITHO-3a6H MO avnaigukayu sorndos (MLPA)

Onpederenue wircna konui zena MYCN, kopomiozo naevwa xpomoconm 1, a marxce dpyeux
KAUHWNECKU-3HAUEMBIX XPOMOCOMHBIX pecuonoe W 2enos (ALK, 1lg) woxcem Gwimb eminoimeno
MEMOOOM  MVIBMULIEKCHON  TU2A3IHO-3A6UCHMON  aunaudurayis sondoe  (MLPA) ¢
ucnoapzoeanies habopos SALSA MLPA P251, P252, P253. Anaituz oanumx ocViyecmalicmc &
npocpavmuon  obecneyenun  Coffalyvser NET. Beauwuna HOpMaIuzoeaHHoz0  COOMROMEHUA
CUSHAN0E OM coomeememeaevioweso aoxyea <075 unmepnpemupvemces kax oeaxeyus, 0,75-1,25 —

HOopMaibHee yueao konce, 1,25-3,00 — veeruvwenue wucara wonuu, =30 — aumrughurayus.

48

Ana nayuerimos 2pynnsl 6pc0K020 PUCKA, d MAKNCE NPU PAISUMUL PEYUAUEA, NPOZPeccu
U pepakmepHoso  MEeverls  3a001€6aniA  YelecooOpasHo  NPogedenus  MOeK)VIAPHO-
SEHEMUNECKOZ0 UCCALOOEAHUA A NONCKA MUIEHel 078 MOTeKVIspHO-HanpaetetHoll mepanus.
K num, & nepavio ovepeds, OMHOCAMCH AKIMUBHPVIOULHE MUCCEHC-MVIMAYUN & MUPOIWHKUHAZHOM
domerie ALK (pFE174L, p FI1245V/C, p.RIZ2750), komopsie Mozym Guimb 6BIAGIEHL MERMOOAME
arterb-cneyughuveckou [P wumn cexeenuposarea no Cowzepy. Omcymicmeuwe Mymayui &
HEPOPAYUX MOMKAXS HE UCKTIONAEN HAIUYUA Opyaux akmusupyiolqux sapuanmos & 2ere ALK w
pedKix momMeHyuaIbne mapemupvempx abeppayurt (mymayuu & cenax BRAF, PDGFRA u
dpveux). B cedzu ¢ 3mum, mpu HAQITUNUYE  TREXHUYECKON  GOIMOMNCHOCMU, pPeRoMeHdVemncs
nposedene apcokonpouzsodumensiozo cexaenuposanus JHK, emderennon uz miarue onyxom.
Pedruy npeducmueubM  MAPKepoM  NomeHyralbHou  Idhghexmusnocmu unzubumopos ALK

AGTHEMCH .::.uu.?m;fmrmqu_ﬂ COCIMECICMEViLesad  SeNd,  KORGIGE  WONCern feimb SMAGTEHT ©

nomougsio FISH wwe MLPA [30].

PEKOMEHAYETCA Bcem naumeHTam C rMCTOIONTMYECcKHn
noaTBepKAeHHbIM AnarHo3om Hb — monekynapHo-
reHeTU4YeCKoe nccaeaoBaHne Ha onpegeneHne amnanpuKkauum
reHa MYCN v peneuumn/pgucbanaHca 1p B buoncunHom
(onepaumoHHOM) maTepuane meToaom GpaoopPECUEHTHOM
rmbpuansaumm in situ (FISH) ans onpegeneHua rpynnbl pucKa
Mpn HEBO3MOXXHOCTU BbINOZIHEHMA MHULMUANBbHOKU BUuoncumn
ONyX0/Iu U1 MeTacTasa U NpuU ToTaZIbHOU MHPUNbTPaLUN
KOCTHOrO MO3ra onyxosieBbiMu Knetkamu (>60%),
uccnegoBaHue MoOXKeT bbITb BbINOJIHEHO HA Npenaparax
KOCTHOro mMo3ra € nocseayloLwem NnoATBEPXKAEeHUEeM Ha TKaHU
OnyXxonu Npu BbINOJIHEHNE OTCPOUYEHHOTO XUPYPruyecKoro
neyeHuA



NM3MEHEHWE B CUCTEME CTPATUOUKALINIA
HA I'PYIIbl PUCKA



9 NB2004 RISK GROUP DEFINITION
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CtpatuduKauma Ha rpynnbl puckKka (GPOH 2017)

INSS Stage 1-3/4S, INRG stage L1, L2, MS

S

INSS Stage 4/INRG stage M

N

i

MYCN not amplified

MYCN amplified

Age =18 months

S

Stage 1 and 4S/MS || Stages 2 and 3

N

1p normal ' 1p del orimb |

AN

INSS Stage 2 | INSS Stage 3

S

Age<2y | Age=2y

L L

v

\
LOW RISK INTERMEDIATE

N

Age <18 months

e

< O\

MYCN ampl

ified MYCN not amplified

v v \ 4 Y

NB-2017



'PYMMNA BbICOKOIO PUCKA:

1. Cragua 4 no INSS Bo3pact 1 — 18 ner;

2. Amnandpukauma reHa MYCN He 3aBUCHMMO OT
cTaauun 3aboneBaHmnA 1 Bo3pacTa.

U3SMEHEHUA

KOMMEHTAPWUWU: naumeHTbl ¢ 1 cTagmnen no cncrteme ctagnposanma INSS mn L1 ctaguen
no cucteme ctagmpoBaHuma INRGSS u npun Hannume amnanoukaumm reHa MYCN moryt
6bITb CTPATUOULMPOBAHBI B FPYNMNy NPOMEXKYTOYHOIO PUCKA (C OTKAa3OM OT

npoBeAeHnA BbICOKOAO3HON xumuoTtepanun n ayto-TICK, GD2-ummyHoTepanumn) B
C/y4yae NpoBeAeHMA BCEro KOMnaeKca AMarHocTuyeckoro obcneanoBaHus (BKao4asn
ob6a3aTenbHOe BbiNonHeHue cumHTurpadum ¢ 123-IMUBT nam MHbIX pagmon30oTOMNHbIX
METO0B MUccneaoBaHMA (CM. Bbille) nepes NPOBEAEHNEM XUPYPTUYECKOTO
BMeLLaTeNbCTBa. TaKTUKa BeaeHUA 3TUX 60NbHbIX A0/1KHA ObITb COr/1acoBaHa C
HauMoHanbHbiM/beaepasnbHbIM creunanm3mMpoBaHHbIM LEHTPOM.

Obs3aTenbHbIM ABASAETCA HaIMYMe NoAPOOHOro NPOTOKONA onepauun,
NOATBEPXKAAOLLEro MaKpPOCKOMMYECKU NONHOE YyaaneHue onyxosan n nocneonepaumoHHOU
Busyanusaumm (MCKT/MPT), cBugeTtenbcTeytoLLer 06 oTCyTCTBUM OCTaTOYHOM

OnyXxonu.



'PYMMNA BbICOKOIO PUCKA:

1. Cragua 4 no INSS Bo3pact 1 — 18 ner;

2. Amnandpukauma reHa MYCN He 3aBUCHMMO OT
cTaauun 3aboneBaHmnA 1 Bo3pacTa.

U3SMEHEHUA

KOMMEHTAPWUW: MNauuneHTbl ¢ 4 cTagmnen 3aboneBaHus no cncrteme ctaguposanma INSS nam M
cTagmnen no cucrteme ctaanposaHmna INRGSS B Bo3pacte ot 12 ao 18 mec. npu oTCYyTCTBUMU
amnandukaumm reHa MYCN m apyrmx cermeHTapHbIX aHOMaAnn, NOATBEPHKAEHHbIX

metoaom MLPA, moryTt 6bITb CTpaTUPULUMPOBAHDI B rPynny NPOMEKYTOYHOIO PUCKA

(c oTKa3om OT NpoBeAeHMA BbICOKOAO3HOM XxummuoTtepanum un ayto-TICK n GD2
NMMMYHOTEepanuun). TakTUKa BeaeHUa 3TMX 60nbHbIX A01XKHA ObiTb COr1acoBaHa C
HauMOHaNbHbIM/peaepanbHbiM cneunanmsnpoBaHHbIM LEHTPOM .



NEYEHME NAUMEHTOB C HEMPOB/TACTOMOMW FPYMIMbl MPOMEXYTOYHOIO

U3SMEHEHUA

PUCKA

Bo3moXXeH 0TKa3 oT npumeHeHnsa anddepeHumpoBovyHon Tepanum 13-umnc-PK

OBA3ATEJ/IbHO AN1A NPOBEAEHUA

e Pexomenayercs Toabko Uis naudeHToB 4 craaved 3aboneBaHHSA 0 CHUCTEMeE
cragupoBaHusa INSS unu M cragueit no cucreme craauporanus INRGSS B Bozpacte ot
12 no 18 mec. opu otcyTeTBHH aMiuindukanuu reHa MYCN u apyrux cerMeHTapHBIX
aHOMaIui, noaTeep#IeHHbIX Merogom MLPA  crpatuduuupoBaHHEIM B Ipynmy
IPOMEKYTOUHOTO pHcka, W mauueHtaMm ¢ | craavei mo INSS u L1 no INRGSS npu
Hamu4H  amiuudukamun reHa MYCN (cM. BBIDIE CHCTEMY CTaAHpOBaHHA) C
YCTAHOBJIEHHBIM JIMArHO30M HeHpoDJIacTOMBI TPYINbl NPOMEKYTOYHOIO pHcka 0e3
MPU3HAKOB MPOrPECCHPOBAHUA TI0C/Ie 3aBeplleHHs 4 KypcoB TepanHH 1o cxeme N7,
npoeeaeHue quddepeHIHPOBOYHON Tepanueit #uzoTpeTuHonHoM [ 13, 39, 44].
Yporens  yOeaurenasHocTH  peroMenaauuii  C (VYpoBeHb  10CTOBEpPHOCTH

M0KA3ATEJIbLCTB 5)

PeweHne Bonpoca o nposegeHne anpdpepeHumnpoBoOHHOM
Tepanuun #M30TPEeTUHOUHOM ANA naumneHToB ¢ Hb rpynnbl
NPOMEXKYTOYHOIrO PUCKa OCTAaeTCA Ha YCMOTpPEHUE LLeHTpa,
npoBoAALLero Tepanmio 4aHHOMY NaUUEHTY.




NNEYEHME NAUMEHTOB C HEMPOB/TACTOMOMW rPYMMbl BbICOKOTO PUCKA

U3SMEHEHUA

MHTEHCUDOUNKALUMA NHOYKUMOHHOTO 3TAMNA TEPANUU OA *HeypnoBnetBopuTENbHbIN OTBET :
NMAUMEHTOB C HEYAOBIETBOPUTE/IbHbIM OTBETOM™ MOC/IE 4- 1. CmeluaHHbIN oTBeT
6 KYPCOB IMXT 2. Crabunusauum

o PexoMenayercsi MalMeHTaM C YCTAHOBIEGHHBIM [MATHO30M HeiipoGIacTOMBI TPYIIIbI Il B cooTBEeTCTBUMU K KPUTepmnamu
BBICOKOTO PHCKA, JOCTHTIIHX mocie 4-6 Kypca MHAYKIHOHHOH TepamHuH 10 JaHHBEIM CUCTEMbI OLLEHKW OTBEeTa

KOHTPOJILHOIrO obcienoBanus cMemanuslil otBeT (CO) unu ctadunuzanus (CT) B pamkax
KpUTEPHEB OLEHKH OTBeTa Ha Tepanuw (tad. 7.7.1) npoeeneHue HHTeHCHpUKALHH
MHOYKIHOHHOTO 93Tana JIeYeHMs Ha OCHOBE KYpPCOB C IPUMEHEHHEM [pernaparor
#UpHHOTEKAH™ W #remozonomMua™**;  #upuHoTekan™*,  #remozomomua** u
#0epaunzymad* *, #ronotexkan™* H FTEMO30IOMUT**; #ronorekan™* H

NpuHoTeKkaH/Temo3onomua/

2-4 Kypca
nHEIohochamMua™*, unu apyrux KoMOMHALIMH XHMHONPENnapaToB NPHMEHSIOIIHXCA TPH p,MHy'rchumaG 6eTa ypP

JeUeHHH pelrauBa 3a00lleBaHHA, WIH NpPHMeHeHHs XUMHouMMmyHoTepandu (IIXT wu

IuHyTYKcumad Oeta), ¢ oueHKO# oTBeTa nocie 2-4 KypcoB (MakcHMAIIBHOE KOJIHYECTBO

He00XoauMa KOHCYIIbTAlMA HallHOHANBHOTO/(penepansHoro uentpa [47, 76,77]. Cxemsl

TENATTHH OMTHCAHRI B TThAnowerne A3.2.



NEPBUYNHO-PEDPAKTEPHAA HEMPOBIACTOMA

SIOPEN 4 TEMIRI-

dinutuximab beta

CHILDREN'S
ONCOLOGY 2-6 KypCOB MPUHOTEKaH/Temo3onomua/anHytykcumab+ GM-CSF

GROUP (oueHKa oTBETa NOC/Ie KaXKAbIX 2-X KYPCOB Tepanum)

H NHTeHCUdUKauna
MHAYKUNN

e PexoMenayercs NalMeHTaM ¢ YCTAHOBICHHBIM [HArHO30M HeipoOIacTOMBI TPYIIIEI
BBICOKOTO PHCKA, JMOCTHIIIMX rocie 4-6 Kypca HHIYKUHOHHONH TepanuH Mo JaHHBIM
KOHTPOJBHOTO 00cnenosanua cmemantsiil oTBeT (CO) wim cradbunuzauus (CT) B pamrax
KPpUTEpHER OLICHKH oOTBeTa Ha Tepanui (tad. 7.7.1) nmpoeeaeHne HHTEHCH(HUKALIMH

HHOYKOHOHHOTO STalla JCYeHHA Ha OCHOBE EKYPCOB C IIPHMEHCHHEM IIpellapaToB

#upuHoTekan** w  #remozomomua**;  HupuHorekan**,  Hremozonomua** u
#Oepauu3zymad**, #ronorexan** " #TeMo30M0MH**; #ronmotexkan™* H
KI'I nHnN4YecCcKkume nukaogochaMua®*, U Apyrux KOMOHHALHH XHUMHOINPENapaToB NPHMEHAIMIHXCH [IPH

Ne4eHHH peluauea 3adoneBaHHA, HWIH NpUMeHeHHA XuMHouMmmyHoTepanuu ([IXT u

OUHYTYKcuMad Oeta), ¢ oueHKOH oTeeTa nocie 2-4 Kypcop (MakCHMaIbHOE KOJTHYECTBO

KypcoB 6). B cnyyae OTCYTCTBHS OTBETAa HA MHTEHCH(PUKALHIO MHAYKIHOHHOH TepanuH

HeOOX0uMa KOHCYIBTALM HAIlHOHANIBHOTO/(heaepansHoro uentpa [47, 76,77]. Cxemsl

TENATTHH OMHUCAHR R MhHToxeAe A3.2.



NNEYEHME NAUMEHTOB C HEMPOB/TACTOMOMW rPYMMbl BbICOKOTO PUCKA

3TAN KOHCONMNAALNU

my

Fl‘!fl..l'.-H'L'.ﬂL L e T L W f."M Lol A,

[MoKa3anua ana TTCK — oTcyTcTBME nporpeccnm 3aboneBanHmsa

B paukax  pexomendayunt  opucunaibrozo  npomoxoira  NB-2004  obtunyuenue

M 3 M E H E H M ﬂ MemacmamuyecKux o4azos (!’)H,M'E Memaboauyecki HKHH!‘HHEJI.JL') i ‘EJ_J.?H‘IHHHGE} AOOQKMUKe He

nposo oumcs.

Oonaxo s CAVHAE  COXPAHEHUA  COAUMApPHO20 MeMaADoOIUYecKl aKMUEHO20 oudad,

H €CROJIbKO CXeM BbICO KOIDIO3 HOU XUMUNOTE p annu ’ B TOM HUCNE noomeepaicoennozo dannsimu KT/MPT, cyunmuzpaguu ¢ MHBT, IIDT/KT ¢ @O uau opyaumu
O,ﬂl MHOYHAA U Ta Hﬂ,e MHaA T rC K PAOUOUZOMONHBIMU — MEMOOAMU  HCCACO0BAHUA,  NOKANbHAA  JVYesds mepanus  Moxcem
( ! ! ! H a yc M OTp eHUUN KANHUKU N po BO plﬂ |.|.||e l)'l TI_C K) paccmampusaemcs 8 kavecmee 0onoaHumentsHol mepaneemuyeckuti onyuu. Horkazanua x JJJIT

ONPEQENAOMCA CMPO20 UHOUBUOVATBHO NPU NPOBEIEHUU MEAUYUHCKO20 KOHCUIUYMA.
[pumensomea PO 1,5-1,8 I['p, COM 21 I'p 6 3asucumocmu om aokanuzayuu u Hauzocmu

KPUmu4eckux cmpykmyp.

NNYYHEBAA TEPANNA — HA METABOJIMMECKU AKTUBHYHO OCTATOYHYIO
MEPBUYHYHIO OMNYXOJ/Ib ONYXOJ/1b (CPOKN HAYANA NT 3ABUNCAT B TOM YUCJIE
N OT PEXKMMA BXT)



NNEYEHME NAUMEHTOB C HEMPOB/TACTOMOMW rPYMMbl BbICOKOTO PUCKA

3TAN NOCTKOHCONMUAALMOHHON TEPAMUU (13-LUUC-PK U UMMYHOTEPANUA)

U3SMEHEHUA

WMMYHOTEPATNNA ANHYTYRCUMMABOM BETA

PexoMeHayercs nauuMeHTaM ¢ YCTAHOBIEHHBIM [HArHO30M HeHpoDIacTOMBI PYIIIIBL
BLICOKOTO pHCKa B Bo3pacTe 12 mec. unu crapme, nocturmum [10, OXYO, HO Ha
MHAVKIMOHHBIH  3Tanm  TepamuM  (CTaHJapTHas  MHAYKUMOHHAA  Tepanus WK
WHTeHCH(pHKauua uHaykiun), nocie 3aeepuieHus BXT ¢ mocnegyrouein ayro-TI'CK
npoeeaeHe WMMyHoTepanuu GD2-MOHOKIOHANBHBIMA AHTUTENAMH (JIMHYTYKCHMAaD
Oeta) (composodumensHas mepanus U Kpumepuu ommensl OuHymyeumaba oema
npedcmaenensl 8 npuioxcenuu A3.3) ¢ unun De3 HUIOTPETHHOMHA (CcXema MpHema

#U30TPETHHOHHA YKa3aHa paHee) [54].

Ypoeens yoeaurenbHOCTH pekomMenaaunid C (YpoBeHb J0CTOBEPHOCTH J0KA3ATE/ALCTE 4)

Kommenmapuu: [oxaszano npumenenue anmumen ounymykcumana vema 6 euoe 5 yukios ¢

UHMEPSWIOM Medcdy Kypcamu diumenbrocmsio 36 oweu.  [lpenapam esodumcs
nenpepoleHot ungvzuei 6 mevernue 10 onew. Cyvumaprnaa xkypcosaa doza - 100 mein2,

pazoean odoza - 10 me/m2/dens. Cymmapro 3anianupoeano npogedeHue 5 Kypcoe

NP/,

ONTUMAJIbHbIE CPOKW HAHANA UMMYHOTEPATTNI
60-100 AHWN OT AYTO-TICK

C U1 BE3 #N3OTPETUHOUHA



NNEYEHWE NAUMEHTOB C HEMPOBJTACTOMOMW IPYMMbl BbICOKOIO PUCKA

PACHET AO3bl AUHYTYKCUMABA BETA NMPOUCXOAUT B SABUCUMOCTHU

OoT NNoWAAU TENA UTN MACCbHI NAUMEHTA:

® [launeHTbl C Maccomn Tena >12 Kr pacyeT A03bl ANHYTYKCMMaba beTa B \ W
COOTBETCTBUM C NJIOLWAAbI0 NoBepxHOcTH Tena - 10 mr/m2/cyT. CymmapHas A03a

NUHYTYKCMMaba beTa, BBoAMMAs 3a LMK, cocTaBnsaeT 100 mr/m2 noBepxHOCTU Tena.

® [laumeHTbl C Maccon Tena <12 Kr u > 5 Kr pacyeT A03bl AMHYTYKCMMaba beTa

npoucxoauTt Ha maccy Tena (Kr) - 0,33 mr/Kr/cyT. ObLias fo3a AMHYTYKCMMaba,
BBOAMMOIO 33 UMK/, cocTaBnaeT 3,3 mr/Kr maccol Tena.



KATETOPUM JETEW C KPUTEPUEM HA3HAYEHUA NEKAPCTB:

1. WUmmyHoTepanua B ¢da3e NOCTKOHCOAMAAUUN MNpPU 3. UmmyHoTepanua ana naumentos ¢ PELUAUBAMMU
OCTVKEHUM N0 MeHblueit mepe YACTUYHOTO OTBETA Ha [ \ HEMPOBNACTOMDI
NHAYKUMOHHYIO Tepanuio ~ kpyr ) ‘ a) AOCTUXKEeHMe cTabuansaumm ntobbiMmM AOCTYNHbIMMA
¥ | ooPe ;’ > MeToaamu
.‘.‘;: $
 ® Y,
2. UmmyHoTepanua ana PEOPAKTEPHbIX MALUUEHTOB c 4. XummonmmyHotepanua 8 UHAYKUMOHHOW TEPANUN y
Henpob1acToMon BHE 3aBUCMMOCTMU OT OCTAaTOYHOTO NaUMEHTOB C HEMPOH/1IAaCTOMOW FpPynMnbl BbICOKOrO PUCKA

3aboneBaHud



AJITOPUTM OBC/IEQOBAHMA ANA MALMEHTOB
rPYMMbl BbICOKOTO PUCKA

U3IMEHEHWUA

* MPT ronosHoro mo3ra c KY nocne 6 -ro kypcos
MHOYKUMOHHOM Tepanuu, nepen Ha4yaJ oM MMMYHOTEpPanun u
Aanee Kaxkable 6 mec. 1 nepea 3aBeplieHnem Tepannum u
nanee (nocne 3aBepweHna tepanmu) (1 pas B 6 mec.)



MPOTUBOPELMNAOMNBHAA TEPANWA

Bbi6bop cxembl NPOTUBOPELLUANBHOMN TEPANNU OCYLLECTB/IAETCA B COOTBETCTBUM C
BHYTPEHHMMU pEKOMEHAAUNAMU KTUHUKMN.

MXT
MXT+UMMYHOTEPAMNMSA

NYYEBAS TEPANUA
XWPYPIMYECKOE JTIEYEHUE
NEYEHMUE UHC-PEUMANBOB

TICK

NOAAEPKMUBAIOLLASA TEPANUA
(METPOHOMHASA TEPAMNMS,
MMMYHOTEPANWMA, MOHOTEPAMNMKA
TEMO30/IOMWUZ0M)

AN N NN YA



Cnacuoo!




