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Pesiome

B cTpykType oHkonornyeckor 3aboneBaemMocTv LeTCKOro Bo3pacra Heipobnactoma 3aHuMMaeT 4-e mecTo. [laHHasg onyxonb Bnep-
Bble Oblna onucaHa B 1865 r. HeMeLKMM yyeHbIM PynonbhomM BUMPXOBbIM M CYUMTAETCS CaMbIM YaCTbIM IKCTPAKPaHUANbHbIM
3/10Ka4eCTBEHHbIM HOBOOOPa3oBaHueM Yy feTeld. HeiipobnactomMa obnagaeT yHUKaNbHOW CNOCOBHOCTbIO K MOBbLILIEHWUIO YPOB-
HS AMpdepeHLMPOBKM KNETOK C TpaHchopMaLmei B raHrMoHeBpoMy. B oTaenbHbIx cnyyasx 3aboneBaHne MOXET nNpoTekaTb
6eCCMMNTOMHO M 3aBepLIaTbCs CaMOCTOATENbHOM perpeccueit unu co3peBaHuemM Ao AobpokavecTBeHHoW onyxonu. OgHako
Hepenko HelMpobnactoMa UMeeT arpeccMBHOE TeYeHMe C PaHHUM MeTacTa3npoBaHUEM. B CBA3M C HEOAHO3HAYHOCTbIO KMHUYe-
CKOW CMMMNTOMATUKKM NEepPBUYHASA AMArHOCTUKA HeilpobnacToM y aeTei TpebyeT OT NneamaTpa OHKOMOrMYECKOM HAaCTOPOXKEHHOCTH
OTHOCUTENbHO TaKUX CMMMTOMOB, KaK YBEMYEHWE Pa3MePOB M aCUMMETPUS XKMBOTA, HEBPOMOrMYeckas CUMNTOMATHKA, bonesoi
CUHAPOM U ANU3YypUYECKMEe PACcCTPOMCTBA. Y NaLMEHTOB rPynmnbl HU3KOTO PUCKA NMPU MUHMMANbHOW Tepanum, BKIOYAOLWEN TONbKO
XUpYpruyeckoe nevyeHue, yoaeTcs LOCTUYb AONTOCPOYHON BbixkMBaeMocTu 6onee yem B 90% cnyyaeB. CoxpaHeHUe TakMX xe
BbICOKMX MOKa3aTenei BbiXKMBAEMOCTMU B rpynne NpoMeXyTOYHOTO pUCKa BO3MOXKHO TO/bKO MPU UCMOMb30BaHWM COBPEMEHHbIX
CXEM MONUXMMUOTEPANMM B COMETAHUM C XUPYPTUYECKUM NIEYEHWEM U B paae ClyyaeB ly4eBoi Tepanuu. MNauueHTsl rpynmnbl
BbICOKOTO PMUCKA HYX[AAKTCS B KOMOMHALMKM ONMUCAHHBIX METOA0B COBMECTHO C ayTO/IOrMYHOM MM aNIOTeHHOM TPpaHCniaHTa-
LMei reMono3TMYeCKMX CTBOTOBbIX KNETOK, MPY 3TOM MOKa3aTeNu LONrOCPOYHON 06LLei BbIXXMBAEMOCTU He npesbiwatoT 50%.
Haunbonee 6naronpusTHbIM NPOrHO3 MMEIT NALMEHTbI C I0KANM30BaHHOM cTaauelt 3abonesaHuns B Bo3pacTe Ao 1 roga. B ctatbe
ONMCaHbl 0COBEHHOCTU Pa3BUTUS OMYXONK, TeueHus 3aboneBaHus, a TakKe TpaHCPOpMaLMa AMArHOCTUYECKOrO NOUCKA U Tepa-
NeBTUYECKOM TakTUKM BEAEHWUS OT MPOLIOro K HACTOSALLEMY.
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Abstract

Among the childhood cancers, neuroblastoma ranks fourth. This tumour is considered the most common extracranial malignant
neoplasm in children and was first described in 1865 by the German scientist Rudolf Virchow. Neuroblastoma has the unique
ability to undergo increased cell differentiation and transform into ganglioneuroma. In some cases, the disease can be asymp-
tomatic and may undergo spontaneous regression or maturation into a benign tumour. However, neuroblastoma often has an
aggressive course with early metastasis. Due to the ambiguity of clinical symptoms, the primary diagnosis of neuroblastoma
in children requires pediatricians to be acutely aware of oncological emergencies and initial signs such as increased abdominal
size and asymmetry, neurological symptoms, pain, and dysuria. In low-risk patients, minimal therapy, including surgery alone,
achieves long-term survival in more than 90% of cases. Achieving similarly high survival rates in the intermediate-risk group is
possible only with the use of modern polychemotherapy regimens in combination with surgical treatment and, in some cases,
radiation therapy. High-risk patients require a combination of the aforementioned methods together with autologous or allo-
geneic hematopoietic stem cell transplantation, with long-term overall survival rates not exceeding 50%. The most favorable
prognosis is seen in patients with localised disease under the age of one year. This article describes the features of tumour
development, the course of the disease, and the evolution of diagnostic and therapeutic strategies from the past to the present.
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BBELOEHME

Helpobnactoma (HB) y netert — 370 310Ka4YeCTBEHHAs
onyxofib 3MOBPUOHANBHOIO MPOUCXOXAEHWUS, pPa3BMBatO-
LLAsCs U3 KNeToK-NpeaLWecTBEHHUKOB CMMNATUYECKOW HepB-
Hol cuctemsl [1]. Bnepsble onncaHa B 1865 1. HemeLkUM
yyeHbIM R. Virchow, KoTopbili Ha3Ban ee AETCKOW FMMOMOMN.
Mo3gHee, B 1910 r., J. Wright noka3san, 4To HoBoobpa3oBa-
HWS 3abPIOLMHHOIO NPOCTPAHCTBA U 3a4HEro CpeaoCTeHms
MOp®hONOrMYECKM CXOXKM C HE3PENOM MPUMUTUBHOWM HEpB-
HOM TKaHbto ¥ Npepnoxunn Haseanue HB. B 1927 r. H. Cushing
n S. Wolbach npogemoHcTpupoBanu, yto He Bce Hb 3noka-
4YeCTBEHHbIe, B peAKMX CIy4asx OHU CTaHOBSTCA A06poKa-
YeCTBEHHbIMW FAHIMOHEBPOMAMM, KOTOPbIE MOTYT mcye-
3aTb camu no cebe. Hb obnapaeT yHMKanbHOM CMOCOBHOCTLIO
K MOBbIWEHWIO YPOBHS AnbdepeHLMPOBKM KNETOK C TPaHC-
dbopmaumeit B raHMOHeBpPOMy. B oTaenbHbix ciyvasx 3abo-
NneBaHuWe MOXeT npoTekaTb 6eCCMMNTOMHO M 3aBepLIaThCS
CaMOCTOATENIbHOM perpeccuen unm cospesaHnem Ao fobpo-
KauecTBeHHoM onyxonu'. OgHako Hepenko Hb nmeeTt arpec-
CMBHOE TeyeHue C PaHHUM MeTacTa3MpoBaHMEM.

[o cepeaunHbl XX B. anarHoctuka Hb orpaHmnynBanacs na-
TOMOPGHONOrMYEeCKMMM UCCNEAOBAHUAMM OMNMYXONEBON TKa-
HW, @ NeYeHMe 3aKNYaN0Ch B XMPYPrMyeCcKOM yaaneHuu.
C 1950-x rr. HQYMHaeT aKTMBHO Pa3BMBATbLCS JIEKAPCTBEH-
Has u nyyeBas Tepanus (JIT) oHKonornyeckmnx 3abonesaHui,
fobaBneHne 3TUX ONUMIA HECKONBKO YNYYlIMAO pe3ynbTaThl
neyeHus naumeHTtoB ¢ HB, ocobeHHO € He MONHOCTLIO yaa-
neHHol onyxonbto. B 1980-e rr. coenaH pss OTKpbITUiA B 06-
nactm éuonorum onyxonei. ObHapyxeHue CBA3M onpepe-
NEHHbIX TeHETUYECKMX U3MEHEHWIA B ONMYXONSAX C MPOrHO30M
3aboneBaHMs Co34ano NpeanocbikM Ans pa3paboTku 6o-
Niee ueneHanpaBaeHHbIX TepaneBTUYEeCKNX cTpatermi. Um
€nocobCTBOBANO M pPa3BMTME B NOCIELyOWMNE ecaTuneTms
Ny4eBbIX METOA0B AMArHOCTUKM: NOSBNEHNE KOMMbIOTEPHOM
(KT), MarHuTHO-pe3oHaHcHoM (MPT), a Takke NO3UTPOHHO-
3MuccnoHHom Tomorpadum (MIT-KT) n MBIG-cunHTMrpa-
dun (MeTaitonbeHsunryanmnamnH (MBI - 6enok, KoTopbiil
abcopbupyetcs 6onblUIMHCTBOM kneTok HB), no3sonsgoLwmx
He TONbKO OMnpefensTb pacnpocTpaHeHHoCTb Hb, HO 1 oue-
HWBaTb OTBET Ha NOAyYeHHOe neyeHune. B nepBble pecatune-
™™g XX| B. aKTUBHO pa3pabaTbiBalOTCS M BHEAPAKOTCA nep-
COHaNM3MpOBaHHble MOAXOAbl K IeYEHUID, OCHOBAHHbIE Ha
reHeTUYEeCKNX, MONTEKYNSAPHBIX U UMMYHONOTMYECKMX Xapak-
TEPUCTUKAX OMYyXOAW, HaMpaBJeHHbIE HA KOHKPETHble MyTK
ee pocTta [2]. CoBpeMeHHas Tepanug HB BkntoyaeT koMbu-
HaLMK XMPYPruyeckoro, XMMMOTEPaNeBTUYECKOTrO neye-
Hua, JTT, UIMMyHOTEpanuK 1 TapreTHbIX NPenapaTos, a Takxke
NOAAEPXKMBAIOLIME U NANNNATUBHBIE MEpbI AN YAYyYLLEHUS
KayecTBa XXM3HM NaLMEHTOB [3].

1 KoHeBa EB. Hetipobnacmoma. Pexxum poctyna: https://www.krasotaimedicina.ru/diseases/
oncologic/neuroblastoma.

HB coctaBnsiet no 10% BCex 3n10Ka4YeCTBEHHbIX HOBO-
06pa3oBaHUii AETCKOro BO3pacTa, 3aHUMMas 4-e MecTo B CTPYK-
Type oHKonormnyeckon 3abonesaemMoctu y neten [3-6]. Mo-
kasatenb 3abonesaemoctn HB coctasnger 0,95-1,4 Ha
100 000 petckoro HaceneHus B Bo3pacte 0-14 net, Bo3-
pacTHOM MWK NPUXOAMTCS Ha LEeTen NepBblX NET XWU3HU
(0-5 net) [1]. AktyanbHocTb n3yuenns Hb obycnosnena co-
LManbHOM 3HAYMMOCTbIO: HECMOTPS HA COBMECTHbIE YCMU-
1S NegmaTpoB, XMPYPros, OHKOA0roB, 6MOOroB, reHeTMKOB
W ApYrMX CNeumManmcToB 34paBOOXPAHEHUS, IAHHAS OMyXO/b
CTabwnbHO 3aHMMAET 3-e MeCTo B CTPYKType CMepTHOCTM OT
OHKO/IOrM4eckmx 3aboneBaHuii y eTei B 3KOHOMMYECKM pas-
BUTbIX CTpaHax (0o 15%), yctynas nenkosam n onyxonsMm LeH-
TpanbHOM HepBHOW cucteMsl [1, 7-9]. 3a nocneaHune gecs-
TUNETUS AOCTUTHYTbI CYLLECTBEHHbIE ycnexu B neveHun Hb.
C 1975 no 2010 r. 5-neTHas obwas BbixmBaemocTb (OB) petei
¢ HB yBennuunacb ¢ 86 po 95% y naumeHtoB Mnagwe 1 roaa
nc 34 no 68% -y peten crtapwe 1 roga [10]. OgHako cpenm
NauUMeHTOB BbICOKOM rpynmbl pUCKa, COCTABMSHOLWMX OKOO Mo-
NoBMHbI Bcex 6onbHbix HB, AaHHbIM NoKa3aTenb 0CTaeTCst HU3-
kM - 20%, HeCMOTpS Ha NPUMEHEHUE arpecCMBHOMO NPOTH-
BOOMYXO/1EBOr0 NleyeHus u TapretHon Tepanum [10, 11].

B ctaTbe NnpoaHanmM3npoBaHO pa3BUTUE Pa3/MYHbIX HAYY-
HO 060CHOBAHHbIX METOOB ANATHOCTMKM U TaKTUKM BEAEHUS
neteri ¢ Hb nytem 0630pa Hay4yHOM nMTEpaTypbl, pPaHAOMM3U-
POBAHHbIX KITMHUYECKMUX UCMbITAHWIA U MeTaaHaNN30B nccne-
[OBaHWIA MO AEeTCKOM OHKOMOMMK.

FEHETUYECKME ACMNEKTbI HENPOBJIACTOM

BonblumHcTBo cnyyaes HB peTckoro Bo3pacTa paccma-
TpMBAKTCS Kak cnopaguyeckue [12]. Bknag HacnepctseH-
HbIX hakTopoB B passutne HB HesHauuTeneH - oo 2% [13].
[poBeaeHWe TEXHONOMMIA NMONHOTEHOMHOrO aHanu3a acco-
LMaLmMii AOKa3ano, YTo Cnopagnyeckne HeHacneacTBeHHble
cnyyam HB oTHOCATCS K CNOXHbIM 3aboneBaHusaMm, Npu KoTo-
pbIX NonMMopdU3M psaa annenei cnocobcTByeT OnyxoneBoi
TpaHchopmaumum [13, 14]. TeHeTMuecKkMe HapyLUeHUS, nexa-
Lye B OCHOBE BMONOrMYECKON U KIMHUYECKOW reTeporeHHo-
¢t HB, MoryT 6biTb 06beaMHeHbI B ABE MPynMbI:

YBEMUYEHKE YNCTIa XPOMOCOM B3 HapyLLEHUS UX CTPYKTYPbl;

CerMeHTapHble XpOMOCOMHbIE BapuaLLMM YMcaa KOMU.

MNepBas Hanbonee 4acCTo BCTPeYaETCs y NaLMEHTOB nep-
BOrO rofla >XM3HM W accoummpyeTcs C 6AaronpusTHLIM Npo-
rHo3om 3abonesaHus. BTopas obHapyxuBaeTcs y bonee
CTaplmx NaLMeHTOB C arpeccuBHbIM TedeHnem HB. Moutu
nonosuHa cnyy4aeB Hb xapaktepusyetcs aynaukaumen 17q,
B 30% umeetcs peneumns 11q, 8 20% - geneums 1p [1, 15].
Kntoueson reHetnyeckon abeppaumei B pa3gutun Hb B Ha-
cTosuiee BpeMs cymMTaeTcs amnandukaums reHa MYCN, koto-
bl TOKANM30BaH Ha 2-i XPOMOCOME W KOLMPYET TPAHCKPW-
UMOHHbIW dhakTop N-MYC - npotooHkoreH cemeictea MYC.
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Mpu passutnm HB npnbnmsutensHo B8 20-25% cnyyaes Bo3-
HWKaeT amnandukauma reHa MYCN (umcno nostopos — 60-
nee 10) [15], koTopbit 66N MAeHTUGMUMPOBaH B 1983 r.
YcTaHOBNEHMe B3aMMOCBA3M ero amnambukauum ¢ Hebna-
ronpusaTHbIM McxonoM npu HB ctano nepebiM 06bSCHEHWEM
3aBUCMMOCTM NporHo3a Hb oT MonekynsipHo-reHeTMyeckmx
¢dakTopos [16]. MNMoBbiwaTh puck passutna HE mMoryt kak
onpeaeneHHble OAHOHYKNEOTUAHbIE MOAUMOPHU3MbI, Tak
W Leneunn KpymnHbIX y4acTKOB Ae30KCMPUOOHYKNENHOBOW
kucnotel (AHK). Bnepsblie Ha npumepe HB nokasaHo, uTo
repMmHanbHble MuKkpogeneunmn B nokyce 1g21.1 otBeTcTBeH-
Hbl 33 psf CNopafMyeckux cnyyaes. B 3Tom nokyce pacno-
naraetca red NBPF23 (Neuroblastoma Breakpoint Family,
member 23) [17].

bnaropapsg WMpPOKOMY BHeAPEHMUIO MONEeKYyAspHO-
reHeTUYeCKMX UCCNeaoBaHWI BbiSIBNEHbl CEMeNHble GOopMbl
3aboneBaHus, Npyu KOTOPbIX MMEETCS arperauus ciyyaes ony-
XONen CUMNATUYECKOM HEPBHOM CUCTEMbI B CEMbE U FTEHETH-
4YeCcKMUX CMHAPOMOB, Npefpacnonaralowmx K pas3suTuo Hb.
Mpu 3TOM ceMelHble cnyyan 3aboneBaHns Hb moryT oTcyT-
CTBOBATb, TaK Kak reHeTMyeckoe cobbiTme MOXET Mpoucxo-
ouTb de novo [13]. CemeliHble dopmbl HB reTeporeHHbl paxe
B NMpefenax O4HOM CeMbW, MOTYT BK/HOYATb NIOKaNbHbIe, Me-
TacTatMyeckne GOpPMbI, @ TakxKe raHrMMoHeBpoMsbl. YacTb
CeMenHbIX CNy4yaeB MOMyT COYeTaTbCs C TaknMMuM 3abonesa-
HUAMMU, Kak Bone3Hb MMpLWnNpyHra v BpOXAEHHbIA CUHLPOM
LleHTpanbHoM runoseHTMAAUmMmM [13,18-20].

B 2004 r. BnepBble 6bln ONMCAH reH, OTBETCTBEHHDbIN 3a
HacnenCTBEHHYH NpeapacnonoxeHHocTb kK Hb, - PHOXZB
(Paired-like homebox 2B), pacnonoxeHHbI# Ha XpOMOCO-
Me 4 B pervoHe 4pl2. OH koompyeT perynstop ¢GoOpMMpoOBa-
HUS LEHTPaNbHOW U HEPBHOM CUMCTEMbI — TPAHCKPUMLMOH-
Hbl hakTop M3 314 aMMHOKMCAOT. [epMUHaNbHble MyTaumm
B reHe PHOX2B otseTcTBeHHbl MeHee 4yeM 3a 10% cny-
4aeB cemelHbIx GopM 3abonesanus [13], Tvn Hacnenosa-
HWS — ayTOCOMHO-AOMMHAHTHBIN [13]. BTOpol AOKa3aHHbIM
reH, OTBETCTBEHHbIN 33 pa3BuTMe cemenHbix ¢opm Hb, -
reH ALK - pacnonoxeH B nokyce 2p23 v KoaupyeT peLen-
TOPHYK TMPO3nHKKHA3y [13]. Mpu HB B ocHOBE n3MeHeHui
3TOr0 reHa fexaT ToYeyHble MyTaluKu U pexe — aMnau-
dukaumn. Mytaumm reHa ALK oTBETCTBEHHbI 33 HOMbLWINH-
CTBO cnyyaeB cemenHbix dopm Hb, TMn HacnegoBaHusg -
ayTOCOMHO-AOMUHAHTHbIN. CneflyeT OTMETUTb, YTO MHOTAA OHM
COMPOBOXAAKTCS BbIPAKEHHBIMU HAPYLIEHWSIMU PA3BUTUS,
B TOM YMCNe HEMPOKOTHUTUBHOTO, YTO LOKa3bIBAET PO/b 3TO-
ro reHa B GOpMMpOBaHUM HepBHOM cuctemsl [1, 13].

[MoBblweHne pucka BO3HMKHOBeEHUS HbB oTmevaert-
CS W NpU psge reHeTMyecknx cuHapomos [13]. K HuM oTHO-
CATCS CMHAPOMbI, COMPOBOXAAOLLMECS MAKPOCOMMUEN: CUH-
npom beksuta - Buaoemana, cuHagpom Cotoca (reH NSDI),
cuHapom Yusepa (reH EZH2) n RAS-natvm, B OCHOBE KOTOPbIX
NexaT repMmUHanbHble MyTauuu reHoB, BOB/JIEYEHHBIX B CUT-
HanbHbIM NyTb RAS — MAPK: HeipodubpomaTos 1-ro Tmna
(ren NFTI), cuupopoM HyHaH (ren PTPN11), cunopom Kocren-
no (reH HRAS). B HekoTOpbIX UCCNEA0BaHMSAX NMOKa3aHO BOB-
nedyenune nytm RAS - MAPK B natoreHe3 Hb Bbicokon rpyn-
nbl pucka [13, 15, 20]. HecMoTps Ha OTHOCUTENbHYIO PeAKOCTb
reHeTMYeCKoM NpeapacrnofioXeHHOCTU K pa3sutuio HB,
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B NepefoBbIX AETCKMX OHKOMOTMYECKMX LEHTPax B KOMaH-
Ay CNeLmanuncToB, 0KasbiBaOLLMX NOMOLb nauneHTam ¢ HB,
BK/tOYEH MEAMLIMHCKUIM reHeTUK?, @ B KNMHUYECKYIO MPaKTUKY
BHELPSATCS Pa3fMYHble reHeTUYECKME TECTbl, B TOM YMCie 4Ns
MOMCKa repMmHanbHbIX MyTaumi B reHax ALK v PHOX2 [13].

M3MEHEHUE B3MNa40B
HA KNACCUDUKALIUM HEUPOBJIACTOM

BpoxaeHHas Hb coctaBnsieT 5% ot obuwero uncna naum-
€HTOB C JaHHbIM AMArHO30M WM XapakTepusyetcs HGnaronpu-
STHbIM OTAANIEHHbIM MPOrHO30M. BOMBIIMHCTBO NaLMEHTOB
CTPATUPULMPYIOTCS B TPYMMY HU3KOTO PUCKA U HE HYXAatoTCs
B XxumMunotepanuu. OgHako B psae ciyyvaes npu 4S crtagum 3a-
6011eBaHNs BO3MOXHO Pa3BUTUE XXM3HEYTPOXKAOLLMX CUMMTO-
mMoB (KYC) [21]. CornacHo MexayHapoaHom Knaccudukaumm
6onesHen, Hb B feTckoM Bo3pacTe MPUHATO KaacCUpUun-
pOBaTb B 3aBMCMMOCTM OT MeCTa UX BO3HMKHOBEHMS, @ CTa-
Ao 3aboneBaHus MynbTUDOKANbHLIX OMyX0Nel OLEeHWBATb
no Hanbonee NOpaKeHHOM CTOPOHe, T. €. M0 06beEMY XMPYyp-
rMYecKoro BMeLlaTenbCTBa, u 0603Havats bykson M [1, 12].
OueHka pacnpocTpaHeHHocTH npouecca npu Hb nposoauT-
€S B paMKax MexayHapOLHOM NOCTXMPYPruyeckon CUCTEMbI
ctagupoBanums INSS (International Neuroblastoma Staging
System) [1, 22]. OgHako B 2009 r. BBeaeHa HoBas npegone-
paLMOHHAa CMCTEMA CTpaTUdUKaLmmM ctagnpoBanma — INRG
(International Neuroblastoma Risk Group Staging System)
C BblaeneHnem 4 cragmini: L1, L2, M n MS, ocHoBaHHas Ha
BbisgBneHnn paktopos pucka - IDRF (Image Defined Risk
Factors) no AaHHbIM BM3yann3aLMOHHbIX METOA0B MUCCIeno-
BaHna — KT u MPT [1]. IDRF Bknto4atoT BOBNEYEHNE OMYXO-
Nbl0 KPYMHbIX COCYA0B, HEPBHbIX CTBOMIOB, MOYEYHOM HOXKM
n Apyrmx GakTopoB, KOTOPble MOMYT OrpaHUYnNTbL 06beEM XU-
PYpru4eckoro BMeLaTeNnbCcTBa M NpefonpenenuTb XMpypru-
yeckune ocnoxHenus [1, 23, 24]. B HacTosLee BpemMs Mex-
LyHaponHasi cucteMa ctagupoBaHus HB INSS® yuutbiBaeT
BbisiBNeHHble Mo AaHHbIM KT 1 MPT dakTopsl pucka. [pamot-
Hoe pacnpefenexue getei ¢ Hb B cooTBeTCTBYIOWME TPYNMbI
puCKa MMeeT BaKHOe 3HaYyeHue 4N NporHo3a UHAMBKMAYaNb-
HOrO pUCKa MauMeHTa Npu NOCTaHOBKE AMarHosa u Bbibope
Hambonee agekBaTHbIX CxeM Tepanuu. Takke No pesynbratam
nocTonepaumMoHHOro UCCNEA0BAHNS ONYXONU BbIAENSIOT CTe-
neHb pacnpocTpaHeHHOCTH npouecca [12, 24]. Crpatuduka-
uma neter ¢ Hb no rpynnam pucka nMeeT BaKHOe 3HaveHne
npu NOCTaHOBKE AMArHo3a 1 Bbibope Tepanuu.

PA3HOOBPA3MUE KIIMHUYECKUX NMPOSABNEHUN
HEMPOBJIACTOM

KnuHuyeckas kaptuHa 3aboneBaHus xapaktepusyeT-
€Sl HEOAHOPOAHOCTbIO CMMNTOMOB. Tak, Hb MoxeT npoTtekatb
6eCcCMMNTOMHO 1 BbITb CIy4alHO 0BHAPYXKEHHOM NpK NpoBe-
LeHUM NNaHoBbIX 0OCNefoBaHMM, HanpuMep, B LeKPETUPO-
BaHHble Cpoku. CuMnToMbl HB 3aBUCAT OT nokanusaumu nep-
BWYHOW OMYXO/W, CTEMEHW ee MPOHUKHOBEHMUS B NpuUiexatime

2 Kawanos [}0. Pesynsmamei puck-adanmupogaHHoll mepanuu Helipobnacmomsl y demeli:
asmopeg. ouc. ... d-pa med. Hayk. M.; 2017.

3 Heiipobnactoma. Pexxum poctyna: https://together.stjude.org/ru-ru/onkozabolevaniya-u-
detej/vidy/nejroblastoma.html.
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OpraHbl ¥ TKaHW 1 Hanuuus MeTactasos* [12, 25-28]. Tunuy-
Hble CUMNTOMBI Y AieTel BK/THOYAIOT:

npu HB HGptowHo NonoCTM 1 3abPHOLWMHHOMO NPOCTPAHCTBA:

yBENMYeHMe XMBOTa B pa3mMepax U (Mnu) nanbnupye-

Mble OMyX0neBble MacChl B GPIOLIHONM NMONOCTH;

601eBOM CMHOPOM;
noTeps anneTuTa;
Pa3fpaXKMUTENbHOCTb;
npu HB cpepocteHus:
Kawlenb;
ObILIKA;
Mpu NPOHWKHOBEHUW OMYXONM B CMMHHOMO3IOBOW KaHan:
HEeBPOMOTMYECKMe HapyLLeHWs (Mape3bl, Napannyu, oTek

KOHEeYHOCTeN) 13-3a caaBneHus nepudepuyeckmx HepB-

Hbix cTBOnOB [1,12,29-32].

KnuHuueckas kaptmHa 3aboneBaHus B NepBy oyepenb
obycnoBneHa aHaTOMMYECKOM NOKaNM3aunen nepBUYHOM
OMyX0/K, METACTA30B, CTENEHBIO MHBA3UM M KOMMNPECCUM NpU-
Nexawmx opraHoB 1 TkaHew [1]. Ero BbigBneHue npu npo-
BEleHWMM AMCnaHCcepHoro obcnenoBaHms Mnn obcneaoBaHus
no nosoay Apyroro 3aboneeaHuns npu 6eCCUMNTOMHOM Teue-
HWUM MOXET SBUTbCS CIyYaHOM HaxoakoM. MNpu obHapyeHUu
NanbNUpyeMbIX OMyXONeBbIX MAcC NPOSBASETCS YBENUYEHU-
€M B pa3Mepax XuBoTa, bonesbiM cuHapoMoM. [pu nokanu-
3aLMM ONYXONK B CPefOCTEHMM BO3MOXHbI Kallenb M OAblLLKa.
B cnyyasx npopactaHus B CMIMHHOMO3rOBOW KaHan Habnoaa-
l0TCS Mapesbl, Napanuyu, HapyleHnue QyHKLMM Ta30BbIX Opra-
HOB, OTeK KoHeuHocTel [5, 33]. Mpu MeTacTaTMyeckmnx hopmax
KMHUYeCKas CUMNTOMATKKA TakxKe BapbUpYeT OT C1y4aiHOwM
Haxo4KW Npu BbIMOMHEHMU 0bcnenoBaHMs 4o GOpMUPOBaA-
HWS CUHAPOMOB B 3aBUCMMOCTM OT I0KANU3aLMM METACTa30B:

aHeMUYeCkuni CMHAPOM — NpW NOPaXKeHWe KOCTHOro MO3ra;

60n1eBON — NpU HaNMUYUM METACTa30B B KOCTHX;

HapylleHWe 3peHus UK ero NoTeps — Npu NOpaxKeHUn
opbuTbI;

renaToMeranus — npu MacCMBHOM MeTacTa3MpOBaHWUM
B neyeHb 1 T. 4. [1, 33].

B cnyyasx meTtactasupoBaHmsa Hb B KOCTHbIM MO3r BO3-
MOXHO pa3BUTME aHEMUYECKOrO CMHApPOMAa B opbuTy rna-
3@ — HapyLeHue 3peHns BNIOTb A0 MOMHOW CNenoTbl, 3K30-
®TanbM, TEMHblE KPYri BOKPYr rnas (reMaToMsbl), CUHAPOM
[opHepa (onylieHne BeKa, Cy>XXeHMe 3payka M npekpalieHume
MOTOOTAENEHNS HA OLHOM MONOBMHE NuULA)°. Hanuumne u xa-
pakTep napaHeonnacTMYeckoro CMHAPOMa Takxe 00ycnoBnu-
BAEeT XapaKTep KAUMHWYECKoW cumnTomaTuku. Hb npencrasnsg-
€T coH0M BbICOKOMMMYHOTEHHYHO OMyX0/ib, KOTOpas Hanbonee
4aCTO COMPOBOXAAETCS Pa3BUTUEM CNIEAYHOLMX MMMYHOOMO-
CpefoBaHHbIX NapaHeonnacTM4ecknx CMHAPOMOB:

nepBMYHas M BTOPUYHAS CEKPETOPHAs fuapes;

3anopel;

apTepuanbHas rmnepreHsus;

OMCOK/TIOHYC-MUOKNOHYC CMHAPOM w Ap. [34].

B yacTHOCTU, OMCOKNOHYC-MUOKIOHYC CUHAPOM BCTpeya-
€TCs C 4acToTol 2-4% U U3BECTEH KakK CUHLPOM TaHLyIOLLMX
rnas u sHuedanonatms KnHcbypHa. YkazaHHble CUMMMITOMb

+ MepskoBa tOC. Helipobnacmoma y demeli. KnuHuko-3nudemuonoaudeckoe uccnedosaHue:
asmopeg. Ouc. ... kKaHo. med. Hayk. M.; 2010.91 c.

5 Heiipo6nactoma. Pexxum poctyna: https://together.stjude.org/ru-ru/onkozabolevaniya-u-
detej/vidy/nejroblastoma.html.

CBSA3aHbl C MOBEAEHYECKUMMU U3MEHEHMSMM, PACCTPOMCTBA-
MW CHa U KOTHUTUBHbIMK HapylleHuamu [1, 35].

B cBS13M C HEOAHO3HAYHOCTBIO KAMHUYECKOM CMMNTOMATH-
KW nepBuYHas amarHoctuka Hb y neteit Tpebyet ot neamatpa
MpWCTaNbHOrO BHUMaHKS Ha npueme. [lepBoHa4anbHO CUMMATO-
Mbl HB He nmetoT cneumndUUYHOCTM U MOTYT UMUTUPOBATb pas-
NM4Hble NeauaTpuyeckme 3abonesaHus [36]. MNpu nokanusaumm
06beMHOro 06paszoBaHms B 061aCTH 3ab6PHOLLIMHHOMO NPOCTPaH-
CTBa M HAAMOYEYHWMKA NALMEHTbI MOTYT NPEAbSBASATb XKanobbl
Ha 6onu B xuBoTe. [1pM NEPBUYHOM OCMOTPE Ha aMByNaTOpPHOM
3Tane nNeanaTp MOXET BbISBUTb YBEIMYEHWE PA3MEPOB U aCUM-
MEeTpWMI0 XM1BOTa. HanpoTuB, Npu pacnonoxeHun HoBoobpaszo-
BaHWS B 3a4HEM CPeLOCTEHWMM POAMTENM NaLMEHTa YKa3blBatkoT
Ha HanuuMe Kawwns, oapliku. [Npu NOAO3PEHNU HA MHEBMOHMIO
npoBeAeHue peHTreHorpadumM 3a4acTyio MOXET CnocobCTBo-
BaTb C1y4anHOMY 0BHapyxeHuto onyxonu. B page ciyyaes Mo-
XEeT pa3BuUTbCS CMHAPOM [opHepa (MTo3, MMO3 1 3HODTANbM)
Ha CTOpPOHE MOPaXeHUs MpW NOKANU3aLMKM NEPBUYHOMO OYa-
ra B 061actv Wweu 1 3aaHe-BepxHero cpenoctenus. MNpu pac-
nonoxexnun HB B 0bnact Manoro Tasa MoryT pa3suTbcs 60-
NEeBOW CMHAPOM, HApYyLUEHNE MOYENUCTYCKAHMS U KOHCTUNALMS.

B cBA3KM € 3TMM Npu nepBMYHOM OCMOTpe pebeHka He-
06xoanMo:

TLWaTenbHO cobpaTh ceMelHbIN aHaMHes;

BbIC/TYLLATb BCE Xanobbl: BpEMS UX MOSABAEHWS, AMHAMU-
Ky Pa3BUTUS CUMNTOMOB, COCTOSIHUE NAMSATU, 3PEHUS, CYXa;

NpOaHanM3MpOBaTb aHTPONMOMETPUYECKME AAHHbIE, BKIIHO-
4asg OKPYXXHOCTb XXMBOTA;

OLLeHUTb COCTOSIHWME CIU3UCTBIX, KOXKU U NIMMBATUHECKMX
Y310B;

NanbNMpoBaTh XMBOT;

OLEHUTb OBUraTeNbHY aKTUBHOCTb (MbIIEYHYIO CKAYy)
M HEBPONOTMYECKUI CTaTyC (paBHOBeCHe, KOOPAMHALMIO
n pednekcsl) [12].

0coboe BHUMaHWe HanpaBWTb HA BM3YaNbHYHO OLEHKY MO-
POKOB Pa3BUTUS U aHOMaNWI, KOTOPbIE MOTYT CBUAETENbCTBO-
BaTb O HAIMYMW FEHETUYECKMX CUHAPOMOB, TaKMX KaK NATHA
«Koe C MONOKOM», aCUMMETPUS KOHEYHOCTENW, aHOManuu
cKeneTa, Hanuuue Henpodmbpom m ap.

[Npu BbISBNEHWM OMUCAHHBIX NPOSIBNEHMI HEOOX0AMMA OH-
KOMOrMYyeckas HaCTOPOXKEHHOCTb U CBOEBPEMEHHOE HaMpas-
NeHne Ha KOHCYNbTaLMIO K AETCKOMY OHKOJOTY, reMaTonory.

AUATHOCTUYECKUIA NOUCK
N CTPATUDOUKALINA TPYIN PUCKA

MNpu nono3peHun Ha Hb OCHOBHbIM METOAOM MEPBUYHO-
ro obcnenoBaHMs y BCeX MALMEHTOB LETCKOrO BO3pacTa fB-
NSEeTCS yNbTpa3BykoBoe uccnenosanune (Y3U) wewn, opraHos
6ptowHoM nonoctu (OBIT), 3a6pHOLWMHHOIO NPOCTPAHCTBA, KO-
TOpOe NO3BONSIET ONPEAENUTb TOKANN3ALLMI0 NEPBUYHON OMy-
XONH, BbISIBUTb HaZIMYME METACTA30B M OLEHWUTb COCTOSHUE
6ausnexalimx opraHoB u cuctem [12, 32]. MNpu nopo3sperun
Ha BHYTPUIPYAHYI SI0KANM3aLMI0 OMYXONWU AEeNakT peHTre-
HOrpamMy rpyaHoMn KNeTku. MynbTUCNMpPanbHYO KOMMbHOTEP-
Hyto Tomorpaduio (MCKT) u MPT npoBoAsT C BHYTPUBEHHBIM
KOHTPACTMPOBAHMWEM, YTO NO3BONSET TOYHO ONpPeAENnUTb 0Ka-
NIN33LMI0 NEPBUYHOM OMYXONKM, ee METAcTa30B, BbIBUTb MK
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UCKNOYUTb BTOPUYHOE MOPAXKEHWNE NETKUX M BHYTPUIPYAHbIX
numbaTnyecknx y3nos [12]. MPT uenecoobpa3Ho Mcnonb3o-
BaTb Yy AeTel paHHEero Bo3pacTa Ang nposeaeHuns auddepeH-
LManbHOM OMArHOCTUKM Mexay 4-1 u 4S cranment [1].

Mpn Heobx0AMMOCTM MOTYT BbITb HA3HAYEHbI:

CUMHTUIpadus B peXXMME KBCE TENO» UM OCTEOCLMHTUIPadKS;

M3T- unn MBIG-ckaHUpoBaHKe;

MYHKUMS 13 4 Touek Ang NoNyYeHUs LMTONOrMYECKOro Mu-
Kponpenaparta KOCTHOrO MO3ra;

MWenorpaMMa C Lenbio LUMTONOrMYeckoro MccneaoBaHms
Ma3ka KOCTHOro M03ra;

ayamonoruyeckoe obcnenosaHue u ap.[1,12, 24, 37].

PaznuyatoT 3 TMNa onyxonen, OTAnYaoWmxcs apyr oT Apy-
ra creneHbto auddepeHLMaLmnm: raHMMOHEBPOMY, raHMOHB
n HB [38-40].

OkoHYyaTtenbHbI anarHo3 Hb mnu raHrnmoHBb cTtaBsaT Ha
OCHOBAHMM OA4HOMO M3 3 TUNOB UCCeA0BaAHUN:

1) MUMMYHOTUCTOXMMMYECKOE MCCNea0BaHME TKaHu nep-
BMYHOW onyxonu / MeTactasa / TpenaHobuonTata KOCTHOrO
mosra [12,32];

2) NaToNoro-aHaTOMMYeCkoe NCCNeaoBaHMe TOM e TKaHu
M NOBbILWEHME YPOBHS METabONMTOB KaTEXOIAMUHOB B CbIBO-
pOTKe KPOBU U (Mnun) Moue (BaHUNUAMUHLAANBHOM U rOMOBa-
HWIMHOBOW KMCNOTbI)®;

3) BbisiBNeHMe kneTtok Hb B KOCTHOM M03re, Nony4YeHHOM
Npv KOCTHOMO3TOBbIX MYHKLMAX M (MNK) TpenaHobuoncuy,
M NOBbILIEHME YPOBHS METAbOONMTOB KaTeXONAMUHOB B Cbl-
BOPOTKE KpoBW n (unin) moue [1].

KatexonamuHbl BblaenstoTca Helpobnactamu. Takum 06-
pasoMm, y feteit ¢ Hb yacto HabnogaeTcs ux BbICOKMIA ypo-
BeHb. KpoMe TOro, uccnenoBaHmne ypoBHS 3TUX BELLECTB MO-
EeT MCMOMb30BaTbCA 419 KOHTPONS OTBETa Ha neveHue [1].

B oTmenbHyto KaTeropuio NpUHATO BbILENSATb AETEN
[0 3 MecC. XWM3HM C NOKaNM30BaHHbIM 06pa3oBaHMEM Haa-
noyeyHukos [1] no pesynstatam Y3M. 310 MoxeT BbITb Kak
Hb HapnmoyeuyHuka, Tak M KpoBOM3AusaHMe. B Takux ciyda-
X Ha3HAYatTCS aHaNM3bl KPOBM C OLEHKOM (DYHKUMM neve-
HW 1 Noyek, koarynorpamma, ¥Y3U wew, OBI, Ta3a 1 ronoBHo-
ro mo3sra [12]. Ecin no pesynbrataM ykasaHHOro Kommaekca
NCcCNefoBaHNi He 06HaPYXXMBAKT KOMMPECCUMU OKPYXKAKLLMX
OpraHoB, METACTAaTUYECKMX NOPAXKEHMI U pebeHOK HaxoLWT-
CS1 B YA0BNETBOPUTENBHOM COCTOSIHMM, TO €0 OCTaBASAKOT NOS,
HabngeHem oo 3-mecauHoro Bospacta [1, 12]. Ecam xe no-
Kanu3oBaHHOe 06pa3oBaHMe K 3TOMY BO3PaCTy COXPaHseTcs,
TO HAYMHAIOT NOMHBIA KOMMIEKC ANATHOCTUYECKMX MEPOMpPU-
ATWUIA COTNACHO KMHUYECKUM PEKOMEHAALMSM.

HoBopoxaeHHble 1 NauMeHTbl B BO3pacTe A0 3 Mec. B X0-
pOLIEM KJIMHMYECKOM COCTOSIHUM C IOKANM30BaHHbIM 0bpa-
30BaHMEM HAAMOYEYHWMKOB MMEHT XOPOLLMIA NPOrHO3 Jaxe
6e3 cneundunyeckoro neyvenmns [1, 41]. NepBuyHoe obcne-
[LOBaHMe BKJIKOYAET CTaHAAPTHble 06CNef0BaHMS, NPOBOAM-
Mble Y BCEX AEeTeN B nepBble 3 MeC. XXM3HW. [1pn BbISBNEHMM
Yy HOBOPOX/AEHHOrO N0KaNM30BaHHOTrO 06beMHoro obpaso-
BaHMS HafnoyeyHuka He3 KOMMpeccumn OKpyXatoLmx opra-
HOB, B OTCYTCTBME METACTAaTUYECKOrO NOPAXKEHMS MO pPe3y/b-
TaTaM KIMHMYECKOro 0CMOTpa M no AaHHbiM Y3M OBI Ha

6 Kauanos [}0. Pesynsmamei puck-adanmupoganHol mepanuu Helipobnacmomsl y demeli:
asmopeg. ouc. ... 3-pa med. Hayk. M.; 2017.
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(hOHe y[0BNEeTBOPUTENLHOIO COMAaTUYECKOro cratyca pebex-
Ka OCTaBNAT NOL AMHAMUYECKUM HabnoaeHneM 00 AOCTU-
XEHMS BO3pacTa 3 MecC. C perynspHbiM aHaIM30M COCTOSHUS
n nposenexnmem Y3M OBl He pexe 1 pa3a B 2 Heg,. [1]. do-
MOSHUTENbHbIE UCCNEf0BAHMS B 3TOM C/1y4ae LOMKHbI ObITb
BbIMOIHEHbI B BO3pacTe 3 MecC. Npu YCNOBUU COXPaHEHUS
06beMHOro 06pa3oBaHus nepeL NpOTMBOOMNYXONEBOM Tepa-
nuen [1]. Mpu cbope aHamMHe3a BaxHO 06pallaTb BHUMaHUe
Ha Hanuuue xanob u Bpemsa mnx nossnenHus. KnuHuyeckas
cumnToMaTtuka npu HB obycnoeneHa aHaTOMMYECKOM noKa-
nu3aumert NepBUYHOM OMYXONK M MeTacTasos [33]. Bcem na-
LMeHTaM ¢ nofospeHnem Ha HB ang oueHkn obuiero coma-
TUYECKOro CTaTyca M pacnpoCTpaHeHHOCTU 3aboneBaHus oo
Hayana XxMMUoTepanuu v BbINOTHEHWUS XMPYPIUYECKUX BMe-
LWaTenbCTB peKOMeHAyeTcs NpoBefeHMe NepBUYHOr0 0CMO-
Tpa [1, 42] ¢ pusmnkanbHbIM 06CnefoBaHneM U nabopaTopHO-
[AMArHOCTUYECKMMU UCCNEA0BAHUAMM, BKIKOYAS:

KNUHUYECKUI 1 BUOXMMUYECKMIA aHaNN3 KPOBW;

KoarynorpaMMma (ocobeHHo ang naumeHToB € 4S cragu-
eVt 3aboneBaHMs Npu MeTacTaTMYECKOM NMOPAXKEHUN NEeYEHMN);

onpepeneHue OCHOBHbIX rpynn KpoBu no cucteme ABO,
aHTureHa D cuctemsl Pesyc (pesyc-dakrtop);

onpefeneHne aHTUreHoB BMpycos renatuta B, C;

onpeneneHue aHtuTen knaccos M, G k BUY-1, BY-2 B kposw;

MONeKynapHo-bMonormyeckoe nccnefoBaHne KpoBu Ha
LMTOMEranoBumpyc;

OLLeHKa 3NeKTpoNUTHOro banaHca;

onpefeneHne ypoBHel HeMpoHCNeLumMdUYeckon eHona-
3bl (HCE), MeTabonmMTOB KaTEXONAMUHOB B CbIBOPOTKE KPOBM;

o6LWKit aHanu3 Mouu;

OLEHKa KpeaTnHuHa u docdhopa B MoYe 415 UCKTIOYEHUS
COMYTCTBYIOLWEN NATONOrMK;

npoBeLeHUe ayMonornyeckoro obcnenoBaHus;

perncTpaums 3puTeNibHbIX BbI3BaHHbIX NMOTEHLMANOB KO-
pbl TONIOBHOTO MO3ra;

anekTpokapauorpadus (3KN);

axokapamnorpadums (3xoKT);

peHTreHorpadus rpynHon knetkun, MCKT n MPT ¢ BHyTpHU-
BEHHbIM KOHTPACTHbIM ycuneHunem [1,43-45].

B psae cnyyaeB Ans NOCTaHOBKM AMarHo3a npu nepBuu-
HOM OLEeHKe pacnpoCTpaHEHHOCTM OMyXONeBOro Mpouecca,
3¢ddeKTMBHOCTM NpoBOAMMON Tepanuu [1] Bo Bpems auHa-
MWUYECKOro HabMAeHNS U Nepes, NNaHUPOBaHWEM APYruX Te-
paneBTUYECKMX OMLMIA MOXET BbiTb Ha3HaYeHO npoBedeHue
cumHTMrpadum ¢ 1231-MIABT B pexuMe «Bce TENo», BKIOYaS
NpOTOKO/bl 0AHOMOTOHHOM 3MUCCUOHHOM KOMMbIOTEPHOM TO-
mMorpadum nnm comelleHHom ¢ KT, 4ns noMcka KOCTHbIX Me-
TacCTa3oB - cUMHTMrpadmm kocten ckeneta ¢ 99mTc dpocdat-
HbIMW KOMMIEKCaMU B pexume «Bce Teno» [1]. MNMauneHtam
C rucronornyeckn sepuburumnposaHHon Hb pekomeHayetcs
BbinonHeHune M3T-KT ¢ 18F-hTopae3okcurnioko3om B pexu-
Me «BCe Tefio» AN OLEHKM PacnpoCTpaHeHHOCTM npouec-
ca npu nepeuyHoit MABI-HerateHoMi HB, npu Hanuumm co-
MHUTENbHbIX/MPOTUBOPEUUBLIX PE3YNbTATOB CUMHTUIPadum
¢ 1231-MMBI u pesynstatos KT/MPT, npu pacnpocTpaHeHHo-
CTv npouecca y 123|-MMBI-HeraTMBHbIX NaLMEHTOB [1,45,46].
Bcem nauuenTtam c nopgospexHuem Ha HB pekomenpoBa-
HO LWTONOrMYecKoe MccnefoBaHWe Maska KOCTHOMO MO3ra,



MOMYYEHHOro MYHKUMOHHO M3 4 Toyek [1]. deTam cTaple
1 ropa HeobxoauMMo npoBefeHWe TpenaHobuoncum u3
2 ToyYek, a TakxKe MaTonoro-aHaToOMMYeckoe UccienoBaHue
6MONCMIMHOro MaTepuana KOCTHOrO Mo3ra C NpUMeHeHMEM
MMMYHOTMCTOXMMUYECKMX METOA0B NS BbIBNEHUS/UCKOYe-
HWUS HANMYMS aTUMUYHBIX KNETOK M ONpeaeneHums CTagmnu 3a-
6oneBaHwms [1, 35,47]. B HEKOTOPbIX CUTYaLMAX BO3HUKAET He-
06X0AMMOCTb NPOBEAEHUS BMOMCUM METACTAaTUYECKMX OYaroB,
B YaCTHOCTM NPW NOAKOXKHbIX MeTacTa3ax, MeTacTasax neyeHu
npu 4S cragum HB, MeTacTtaTMyeckM NopaXkeHHbIX OTAANEeH-
HbIX MMMdATUYECKUX y310B M Ap. [puMBReYeHue cneumanm-
CTOB (OETCKMI OHKOMOr-remMatonior, HeBposor, 0QTanbMOIOT,
[ILeTCKUI XUPYpPT, aHECTE3MO/0r-PeaHMMaTONOr, OTOPUHOA-
pWHronor) uenecoobpasHo AN UCKHYEHNUS COMYTCTBYIOLLEN
naTonoruu, BbiIbopa TakTMkK BeaeHns naumeHTos ¢ Hb, paspa-
60TKM KOoMMnekca peabunurtaumu [1].

JNIEYEHUE HEMPOBJIACTOMbI

Moaxopnbl K Tepanuu HB 3BONOLMOHMPOBANM Ha NPOTH-
XEHUW NOCNeLHUX AecaTuneTuit. Mctopnyecku nepebiM Me-
TOLOM NEYEHUS 3TOM ONYXOaW, Kak M BCeX APYrMX HOBO-
o0bpa3oBaHuit, BbINO XMpypruveckoe BMelwaTenbcTBo’. Ha
CerofHsLWHMA AeHb OCHOBHbIMM 3343a4aMuW ONEPATUBHOIO f1e-
yenus Hb octatotcs nonHas pesekuuns onyxonu (6onee 90%),
cobnofieHne ee LLenoCTHOCTU M NpeaoTBPaLLEHME NOBPexXae-
HWS OKPYXKatoLWMX OpraHoB v TKaHer. [lo cux mop B mMexay-
HapOLHOM NuTepaType akTMBHO BeayTCs AebaTbl 0 cnocobax
n obbemMe xupypruyeckor pesekunn HB. EanHoro nogxoaa
K ee NPOBEAEHMID HET, TaK KaK BbIOOp TEXHUKM M ONTUMaNb-
HbIX CPOKOB OMepaLmu 3aBUCUT OT JIOKANU3aLUMK U XapaKTe-
pa HE® [48]. CnepyeT OTMETUTb, UTO OYEHb XOPOLLME pe3yb-
TaTbl OB 1 6eCcobbITUIAHOM BbIXKMBAEMOCTU COBPEMEHHBIMM
nccnenoBaTenbCkMMmM rpynnamMm NpoAeMOHCTPUPOBANO Bbl-
KuaaTenbHoe HabnopeHue aeten ¢ Hb mnaglwe 6 Mec. ¢ He-
6onbwumu (L1) onyxonsamu HagnoyveyHukos [49]. Mostomy
onsg naumeHTtoB ¢ HB 4S cTaguu pekomMeHA0BaHO BO34ep-
XaTbCS OT UHMLMANBHOTO XMPYPruyecKoro BMeLaTeNnbCTea
M NPOBOAUTL AMHaMumuyeckoe HabaoaeHne® [1].

B cepeaunHe XX B. kK xupypruyeckomy nedvexHumto Hb goba-
BMANCb pa3nnyHble KOMOMHALMK XMMUONPENApPaToB M 067y-
YeHUe, 4TO MO3BOJUIO HECKOMBKO YAYYLLIUTb BbIXXMBAEMOCTb
naumeHTos ¢ HB°. Heckonbko pecatunetnii Hasag JIT akTus-
HO MCMONb30BaNach Ans NoKanbHOro KoHTpons Hb, Ho B cBs-
31 C pa3BUTMEM OTHANEHHBIX OC/IOXKHEHMI YacToTa ee npo-
BeAEHMS 3HAYUTENBHO CHM3MMack: ¢ 60% B 1973-1976 rr. oo
25% B 2005-2008 rr. [50]. TeM He MeHee nposeneHue JIT
Ha NoXKe yaaneHHOM ONyXoau Nocne XMpypruyeckon pesek-
LMW U NPU HANMYUK NEPCUCTUPYIOLLMX METACTAaTUUYECKUX Y3-
NIOB BHOCMUT 3HAUUTENbHbIV BKNAA B NPOMUNAKTUKY NOKasb-
HOro peuunanBa, f0Ka3biBas CBOK OFPOMHYIO POfb B TakMX
cuTyaumaxtt [51].

7 WamaHckas TB. Onmumu3sayus mepanuu Helipobnacmomsl 2pynnsl 8bICOK020 pucka y demedi
u nodpocmkos: asmope. ouc. ... KaHO. med. Hayk. M.; 2023.

8 Muxaiinosa EA. Pe3ynemamel puck-adanmuposarHoli mepanuu Helipobnacmoms! y demedi:
asmopeg. Ouc. ... kKaHo. med. Hayk. CM6.; 2024.

° Tam xe.

10 |llamaHckas TB. Onmumu3sayus mepanuu Helipobnacmomsl 2pynnel 8bICOK020 pucka y demeli
u nodpocmkos: asmope. ouc. ... KaHo. med. Hayk. M.; 2023.

11 Muxaiinosa EA. Pe3ynemamel puck-adanmuposarHoli mepanuu Helipobnacmoms! y demedi:
asmopeg. Ouc. ... kKaHo. med. Hayk. CM6.; 2024.

OnHWMM M3 NepBbIX NeKapCTBEHHbIX NPenapaTos, NpuMe-
HaeMbIx Npu HB, Bbinn umnknodocdamug n BUHKPUCTUH [13].
OHKM Havanu npumeHaTbes B 1950-1960-e rr. y geTeit ¢ pac-
npocTpaHeHHbIMK dopMamu HB, 4To Heckonbko yny4dLmMno pe-
3yneTathl nedvenns [1]. OcHoBHoM nporpecc B Tepanuu HB cas-
3aH C MOHUMAHMEM reTepOreHHOCTU OMyXONu, BblAeNeHNeM
NPOrHOCTMYEeCKMX hakTopoB v paspaboTkoi aubdepeHumpo-
BaHHbIX fIe4eBOHbIX NOLXOA0B B 3aBUCMMOCTM OT rpynmbl pu-
cka'Z B 1970-e rr. rpynna uccnenosateneii us JeTckoro ro-
cnutans ®unagensdum (A. Evans et al.) npogeMoHcTprpoBanu,
4TO YaCTb NALMEHTOB C IOKANU30BaHHbIMKU hopMamMu 3abone-
BaHMS MOTYT BbITb M3neyeHbl 6e3 NpUMeHeHns AONONHUTENb-
HOM aZblOBAHTHOM Tepanuu, a NaUMEHTbl C OCTAaTOYHOW Ony-
XOMbI0 AOMKHbI MoayyaTh JIT Ha noxe onyxonum'®, KpoMe Toro,
OHW [OKa3au, 4TO KOMBUHALMS LMTOCTAaTUYECKMX NPenapaToB
BUHKPUCTUHA U uMknodpochammaa B TeyeHme 12 mec. npmeo-
[MT K KIMHWUYECKOMY YNYULIEHUIO Y YaCTV NALMEHTOB C MeTa-
cTaTnyeckoi opmoit Hb 1 kocTHbIMKM MeTacTazamu', octu-
KEHWE LNUTEeNbHbIX PEMUCCUI Y NaumeHToB ¢ 4-1 ctagmeit Hb
CTano BO3MOXHbIM C BHEAPEHUEM UHTEHCMBHOM LIMTOCTaTUYe-
ckor Tepanmu B 1980-e rr,, Koraa nosiBuancb TEXHONOMUMK ayTo-
NOFMYHOM M anforeHHOM TPaHCNNaHTaLMMK KOCTHOrO Mo3rat®.

[oHMMaHMe TOro, YTO B OCHOBE OHKOMOrMYeCKMX 3abone-
BaHWM nexar reHetnyeckne nsmerenms B 1HK knetku, nocny-
XMNO HAYaNOM UCCNeLOBAHUI MONEKYASPHO-TEHETUYECKUX
M3MEHEHWI NPU 310Ka4YECTBEHHbIX HOBOOOPA30BaHMAX, B TOM
ymucne npu HB. Onucanue amnandukaumm reHa MYCN kak
BaXXKHelLero nporHoctnyeckoro dakropa npu Hb npueeno
K TOMY, 4TO AnddepeHuMpoBaHHblie TepaneBTUYeckmne noa-
XO[bl K BEAEHMI NALLMEHTOB C 3TOM OMYXOJbK CTaNu OCHO-
BbIBaTbCS HE TO/IBKO Ha €€ KIMHUYECKMX, HO M MONIEKYNSIPHO-
reHeTM4yecknx ocobeHHocTax .,

B nocnenHue roobl neyeHne naunentos ¢ Hb rpynnbl Bbi-
COKOrO p1CKa peunamnBa/NporpeccupoBaHns CTano BKIKYaTb
Hronoruyeckyto Tepanuio ANs Ne4eHns MUHMManbHOro ocTa-
To4YHoro 3abonesanus'’ [52, 53]. OTKpbITME AMCraHrIMo3maa
GD2 Ha knetoyHoi MembpaHe knetok Hb B 1986 r. Z.L. Wu
W OanbHelllee LOKa3aTeNbCTBO KOPPENSLMM ero KOHLEHTPa-
LMK CO CTeneHbto 3n0kadvectBeHHocTM HB ganu crapt Tepa-
neBTUYECKMM pa3paboTkaM, OCHOBAHHBIM Ha MCMOAb30BaHUK
aHTureHa GD2 ans uMMyHHOM aTaku Ha kneTkmn HB. B 2010 1.
A.L. Lu et al. nokasanu ycnewHocTb NPUMEHEHUS XMMEPHO-
ro MOHOKJ/IOHaNbHOTO aHTUreHa k GD2 y peteit ¢ HB rpynnbl
BbICOKOI0 pucka. B HacTosiLee Bpems NpMMeHeHne MOHOKNO-
HanbHbIX aHTUTEN K GD2 BXOAMT B CTaHAAPTLI NOAAEPXKMBAO-
e Tepanuu HB BbicOKOro pucka B 60MbLWKWHCTBE NPOTOKO-
noB!® Tepanuu, B TOM uyncne npumeHsemMoM B Poccuiickoit
Menepaumn®® [1]. CraHaapToM 0Ka3aHWs Cneumnanm3MpoBaH-
HOW MeOMLMHCKOW nomMowm naumeHTam ¢ Hb aBnsetcs aud-
bepeHUMpPOBaHHbIA MOAXOA K UX NIEYEHUI0 C MPOBeAEHNEM

12 |llamaHckas TB. Onmumu3sayus mepanuu Helipobnacmomsl 2pynnbl 8bICOK020 pucka y demeli
u nodpocmkos: asmopeg. uc. ... KaHO. med. Hayk. M.; 2023.

13 Kawanos [}0. Pesynemamei puck-adanmuposaHHol mepanuu Helipobnacmomsl y demeli:
asmopeg. ouc. ... d-pa med. Hayk. M.; 2017.

4 Tam xe.

5 Tam xe.

6 Tam xe.

17 Muxaiinoa EA. Pe3yemamel puck-adanmuposarHoli mepanuu Helipobnacmoms! y demedi:
asmopeg. Ouc. ... kKaHo. med. Hayk. CM6.; 2024.

8 Tam xe.

19 Kauanos [}0. Pesynemamei puck-adanmupogaHHoll mepanuu Helipobnacmomsl y demeli:
asmopeg. ouc. ... 9-pa med. Hayk. M.; 2017.
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aHanu3a pasfiMUHbIX KIMHUYECKMX XapaKTepUCTUK 1 6uono-
rMyeckux oCobeHHOCTEN ONyX0nu, KOTOpbIE BAMSIOT Ha Teye-
HWe 1 NporHo3 3aboneBaHus, a TakxkKe K onpeaeneHuto obbe-
Ma M MHTEHCMBHOCTM NPOTMBOOMYX0NeBow Tepanuu [1].

OCHOBHOW Lenblo Tepanuu SBASETCS MUHUMaNM3auus Te-
paneBTUYECKOro BO3AENCTBMS Y fieTen C BnaronpusTHbIMK Xa-
pakTepuctukamun HB nyTeM CHWXeHWs [03 LMTOCTaTUYeCKMX
npenapaTos, JIT U npoBefeHUs 0ObEMHbIX XUPYPruyeckmx
BMeLlaTensbCTs [1]. 370 CnocobCTBYET YMEHbLIEHMIO PUCKA He-
raTVBHbIX OTAANEHHbIX MOCNEACTBUI Tepanum, COXPaHSET Bbl-
COKYH 4YacToTy nokasaTenein 6eccobblTUMHON BbXKMBAEMOCTH
1 OB.Y naumeHToB € coyeTaHWeM HebNAronpUSTHLIX XapakTe-
puctnk HB Tepanus 9BnsieTcs MHTEHCMBHOM M HanpaBieHHOM
Ha CHWXKEHWE BANUSHMS HA NPOrHO3 3ab0neBaHNs HEraTUBHbIX
dakTopos [1]. Jleyenne naumerTo ¢ Hb komMnnekcHoe, 3aBu-
CUT OT CTaamu 3aboneBaHus, rpynbl pUCKa 1 BKKOYAET AUETO-
Tepanuio, 06e36011BaHne M MeLMKaMEHTO3HYHO Tepanuio [41].

O6beM Tepanuu NaUMEHTOB ONpeLensieTcs B 3aBUCUMO-
CTU OT PacnpOCTPaHEHHOCTU OMYyXONEBOro NpoLecca U Ha-
Anyms XKYC Ha MOMEHT NoCTaHOoBKM AnarHosa [1]. Tak, naum-
€HTOB C MMCTONOrMYeCcKn NOATBEPXKAEHHbIM AnarHo3om HB
pekOMEeHA0BAHO OTHOCKTb K rpynne HabnwneHus (HU3Ko20
pMCKa) Npu UX COOTBETCTBMM CIELYIOWNM KPUTEPUSAM:

ctagms 1, Bospact 0-18 net, otcyTcTBME aMIANPUKALMM
reHa MYCN;

ctapms 2, Bospact 0-18 net, oTcyTcTBME aMIANPUKALMM
reHa MYCN, otcytctBune abeppaumii 1p (dellp, imblp);

ctanms 3, Bo3pact 0-2 roga, OTCyTCTBME aMMIMPUKALMM
reHa MYCN, otcytctBune abeppaumii 1p (dellp, imblp);

cTagms 4S [1].

MauneHToB C rMCTONOrMYECKM NOATBEPXKAEHHBIM AMATHO-
30M Hb oTHOCAT K rpynne npomexymo4Ho20 pucka npu cooT-
BETCTBUM KPUTEPUSAM:

crapus 2/3,8o3pact 0-18 net, otcytcTtBME aMniMdmKaLmm
reHa MYCN, Hanuuue abeppauumii 1p (dellp, imblp);

cTagms 3, Bo3pact 2-18 net, oTcyTcTBME aMMANPUKALMM
reHa MYCN;

cragma 4 [1, 33].

MaLMEHTOB C MMCTONOMMYECKMN NOATBEPXKAEHHBIM IMArHO-
30M Hb pekoMeHayeTcs OTHOCUTb K rpynne 86/C0K020 pUcKa
NpW UX COOTBETCTBUM CIEAYHOWMM KpuTepusm [33]:

cTagma 4, Bo3pact 1-18 net, amnandukaumsa reHa MYCN
He3aBMCUMO OT CTaaum 3abonesaHus 1 Bospacta [1].

Jleuenue petert n nogpoctkos ¢ HB 3aBncKT OT Mx Bo3pac-
Ta Ha MOMEHT MOCTaHOBKM AMarHo3a?, ctanuu 3abonesaHus,
MONEKYNSPHO-TEHETUYECKMX XapaKTEPUCTUK OMYXOAW, BKO-
yas ctatyc reHa MYCN v peneunto 1p [1], u oTHeceHus K rpyn-
ne pucka [12]. TakTMka nevyeHns NnaumMeHToB rpynnbl HU3KO20
pMUCKa 3aBUCUT OT PaCNpOCTPAHEHHOCTM OMYX0NeBOro Npo-
uecca n Hannumsa XYC: Takenoe obLee coCTosHUE, AbIXaTeNb-
Has, COCYAMCTast, NeyeHoYHas/novyeyHas HefoCTaTOYHOCTb,
MHTPaKpaHManbHOe pacnpocTpaHexune onyxonu [12]. MaumeH-
TaMm rpynmnbl HU3KOro pucka 6e3 nHuumanbHbix XYC He peko-
MeHIyeTCs NpoBeLeHMe BbICOKOLO3HOW MOAMXMMMUOTEPANUM
(MXT) nocne onepat1eHOro BMewwaTenscTsa [12, 33, 54]. Oxa
MOXeT ObITb peKOMeHA0BaHa NO cxeMe 4 nauMeHTaM rpynmol

20 Kavaros [}0. Pesynsmamei puck-adanmupogaHHoll mepanuu Helipobnacmomsl y demeli:
asmopeg. ouc. ... 3-pa med. Hayk. M.; 2017.
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HabnoeHUs C YyCTaHOBMAEHHbIM AnardHoszom HB npu Hanu-
Ynn MHULMANbHBIX XKYC nan npu nx nosiBneHuu B npouecce
[MHaMUyeckoro HabnoLeHns nocne onepaTMBHOINO BMella-
TenbCTBa. MHTeHCcMBHag MNXT pekoMeHOyeTcs naumeHTam Ao
1 ropa rpynnbl NPOMEXYTOYHOIO pUCKa M MauMeHTam cTap-
we 1 roaa rpynnbl BbICOKOTO pUCKA C YCTAHOBMIEHHbBIM AMa-
rHo3oM Hb 1-3-i,4S ctagnm npu KOHCTaTauMmn TpaHchopma-
umu B 4-10 ctagmio [1]. JononHUTENbHO K OCHOBHOMY NIEYEHMIO
naumMeHTaM C YCTaHOBMEHHbIM AnMarHo3oM HB 4S cragum npu
nporpeccuMpoBaHmu crenexm Taxectm XXKYC 3a cHeT MacCMBHOM
renaToMerannm U pasButns abaoMMHANBHOIO KOMMAPTMEHT-
CMHAPOMA pekoMeHLoBaHO npoeeneHue JIT Ha obnacTtb neye-
HW, CyMMapHas o4arosas fo3sa (COM) 4,5-6 Ip [1, 55]. OueHka
OpraHHoM AMCOYHKUMMU 1 BbIBOP TepaneBTUYECKMX NOAXOA0B
[ns cBoeBpeMeHHoM Kypauum XXYC pekoMeHL0BaHbI NaLMeH-
TaM C yCTaHOBAEHHbIM AnarHo3om Hb 4S cragum npu passu-
Tn abJOMMHANBHOTO KOMMAPTMEHT-CMHAPOMa Kak XYC, 06-
YCNOBAEHHOro 60NbWMMK pa3MepaMun NEPBUYHON OMYyXOu
n (Mnn) MeTacTaTMYecknMM nopaxeHunem neyenn [1, 56-58].
[OunHamnyeckoe obcnenoBaHMe BO BpeMs NeyeHns SOMIKHO
OXBaTbIBATb CIEAYHOLLMIA AUATHOCTUYECKNIA 0ObEM:

KIMHWYecKkoe 0bcnenoBaHue;

OnyxoneBble MapKepsl;

Y3/ 30H pacnonoxeHus NepBUYHON OMYXOAM 1 METACTa30B;

JKI/9%0KT;

MPT/KT nopaxkeHHOW aHaTOMM4yeckon 061acTn C KOH-
TPACTHbIM YCUNEHMEM,;

1231-MWBI-cumHTUrpadmio, €CM OTMEYEHO HaKonneHue
[0 onepaumu [1].

[ns aHanun3a 3dbEKTUBHOCTM NPOBOAMMON Tepanun mc-
NOMb3YHTCS MEXAYHAPOLHbIE KPUTEPUM OLIEHKM OTBETA Ha
Tepanuio y nauneHToB ¢ Hb: NonHbIM OTBET, OYeHb XOpOLIUiA
Y3CTUYHbIN OTBET, YaCTUYHbIN OTBET, CMELLIAHHbIN OTBET, CTabm-
nun3aums n nporpeccupoBaHme. OueHka oTBeTa Ans NaLMeHToB
rpynnsl HabnoaeHns NPOBOAMTCS Yepes 3 MeC. Nocne npose-
[LEeHUS XMPYPr1YECKOro neveHns unm okoH4Yanms NXT (ang na-
umeHToB ¢ XYC, KoTopbIM NPOBOAMAACL XMMUOTepanus) [1].

B rpynne npomexymoyHo20 pucka Takxke NpoBOAMTCS yaa-
NeHne NepBUMYHOro o4ara OMyxo/wu, Mpyu 3TOM pagmKanbHoe
yAaneHne NokasaHo, eCiv NpeanonaraemMblii PUCK pa3BuTUS
nocneonepaumoHHbIX OC/IOKHEHMI SBNSETCS HU3KMM, @ Cama
onepauus He Noapa3yMeBaeT yaaleHUE XXM3HEHHO BaXHOMO
opraHa [1, 12]. lNpu HEBO3MOXHOCTU BMECTO YAANEHMS OMyX0-
N1 NPOBOASAT ee BMONCHI0 M OLEeHKY (GakTOpOB pucka Ans no-
BTOPHOrO XMpypruyeckoro BMewwatenscrsa [12]. MNauneHtam
NPOBOAST KYpCbl XMMMOTEPANUM M HA3HAYAKOT NOLAEPXKMBAIO-
wyto Tepanuio u J1T [12]. MpoBeaeHne 6 KypCoB MHAYKLMOHHOM
Tepanuu no cxemaMm 5 1 6 B anbTEPHUPYIOLLEM pexuMe (Cne-
LYIOLLMIA KypC HauMHaeTcs Ha 21-i feHb oT 1-ro aHg npenbl-
[yLero Kypca) pekoMeHIyeTcs naumeHTaM B Bo3pacte 6 Mec.
W CTapLue C YCTaHOBNEHHbIM anarHo3oM Hb rpynnbl npomexy-
TOYHOrO pUCKa Nocne NPOBEAEHWS MHULLMANBHOTO OnepaTuB-
Horo BMewwatenscTea [1]. MNaumentam mnagwe 6 mec. npu aHa-
NOTUYHBIX YCOBUSX NPOBOASAT YKa3aHHbINA KypC e4eHns no
cxeme 4 [33]. B cnyyae oTcyTCTBMS MPU3HAKOB MPOrpeccupo-
BaHMS M OTCPOYEHHOrO OMEepaTMBHOMO BMELLATENbCTBA NOC/e
3aBepLUeHNs MHAYKLMOHHOM Tepanuu, BKIKYatoLwen 6 Kypcos
MHTEHCUBHOW Tepanuu, peKOMeHL0BaHO NpoBeLeHHe 4 KypCoB



XMMuoTepanumn no cxeme 7 [1], a 3atem nposeaexne audode-
PEHLMPOBOYHOM TEPanuU U30TPeTUHOMHOM [59]. Mpu Hanuumm
MeTabonnyeckn akTMBHOM OCTAaTOYHOM OMyxo/u Lenecoobpas-
HO npoBeaeHue 7 kypcoB JIT 04HOBPEMEHHO C NOAAEPXKMBALO-
wert Tepanwueit [1, 33]. C Lebto KOHTPONS CUMMTOMOB U OLLeHKM
OTBETa Ha NPOBOAMMYIO TEPANUIO NALMEHTAM C YCTAHOBEH-
HbIM AnarHo3oMm HB rpynnbl npoMexyToYHOro pucka cnepyet
npoBOAMTbL 06CIeA0BaHWe B C1eayroLieM obbeMme:

nocne Kaxaoro Kypca MHAYKUMOHHOM, MOAAePXKMBALOLLEN
Tepanuu 1 Tepanum M30TPETMHOMHOM oueHMBaTh ypoBeHb HCE;

nocne Kaxaoro Kypca MHAYKUMOHHOW Tepanuwu, nocne
2-ro 1 4-ro Kypca noaaepxuBatollert Tepanuun 1 ganee 1 pas
B 6 Hel. Ha hoHe Tepanuun M30TPETUHOMHOM NpoBOANTL Y3U
nopaxkeHHoW obnactw;

nocne 2,4 v 6-ro Kypca UHLYKLMOHHOM Tepanuu u ganee
nocne 6-ro n 9-ro Kypca Tepanum M3oTPETMHOMHOM UCCNeao-
BaTb MOPAXEHHY aHaToMmyeckyto obnactb KT/MPT;

nocne 6 KypcoB MHAYKLMOHHOM Tepanuu, NoaaepXKMBatoLLe
TEpanuu 1 ee OKOHYaHMS BbINONHATL MBIG-cunHTUrpadmio;

y naumeHToB Ao 1 roga npwu 4-ii ctaguu 3aboneBaHus
C NOpaxeHWeM KOCTHOrO M03ra, y BCex NaLMeHToB nocne 2,4
(B cnyyae OTCYTCTBMS CaHaLMKM nocne 2-ro Kypca), 6-ro Kyp-
Ca v nepep 3aBeplUeHnem Tepanuu ciegyet NpoBOAUTb MU-
enorpammy [1, 33].

OueHka oTBeTa A1 NaLMEHTOB rPynMbl MPOMEXYTOYHOTO
pYCKa NPOBOAMTCS NOC/E 3aBEPLUEHUS 3Tana UHAYKLMOHHOWM
Tepanuu 1 No OKOHYaHWW BCEro naaHa tepanum [1].

MaumeHTaM rpynnbl 86/C0K020 pyUcka MoxeT notpebo-
BaTbCS OYEHb MHTEHCUMBHOE NIeYeHMe, BKIKOUAs Xupypruye-
CKOE BMeLLaTeNnbCTBo, XnuMuotepanuio u J1T, ayToNnornyHyo
(@yTo-TTCK) u (Mnun) annoreHHy TpaHCMAAHTALMIO reMomno-
3TUYECKMX CTBOMOBLIX KneTok (anno-TICK), adepe3 nepude-
pUYeCcKMX CTBOMOBbIX KNETOK, MMMyHoTepanuio [12, 52, 53].
lMauneHTaM rpynnbl BbICOKOTO pUCKa C YCTAaHOBNEHHbIM AMa-
rHo3oM Hb nocne npoegeHus KOMNIeKCHOro obcnenoBaHmMs
PEKOMEHI0BAHO BbIMOMHEHWE XMPYPrUYECKOro BMeLlaTenb-
CTBa, CPOKM M 0BbEM KOTOPOTO ONPEeAensoTcs MHANBUAYANbHO
BpayebHbIM KOHCUAMYMOM, BK/THOYAKOLLMM AETCKMX OHKONOTOB,
XWPYProB U CNeLManncToB No BU3yanu3aLumm, C Lenbto yaane-
HWS NepBMYHOro ovara onyxonu [1,43, 60]. Mocne onepatus-
HOro BMelLlaTeNnbCTBa LenecoobpasHo nposeaeHne 6 KypcoB
XMUMMOTEpPanuM No cxeMaM 5 1 6 B anbTEPHUPYIOLLEM PEXU-
Me [33]. MauneHTam B Bo3pacTe Ao 6 Mec. Nocie onepaTue-
HOro BMeLLaTeNbCTBa PEKOMEHA0BAHbI 6 KypCOB XMMMUOTEPa-
nMu No cxeme 4, NoC/ie UCMONHEHUS 6 MeC. — NPOAOIXKEHNE
Tepanuu no cxemam 5 n 6 o 6 LMKNOB MUHTEHCUBHOM XMMMO-
Tepanuu [1,41]. B cnyyae noaTBepAeHUS CaHaUMM KOCTHOMO
MO3ra no AaHHbIM MWenorpamMMsl nocne 3-ro uan 5-ro kypca
Tepanuu peKoMeHAyeTcs NpoBeaeHne Mobunmsaumm u adepe-
3a nepudepunyeckux cTBONOBbIX KneTok [1]. Mocne 3asepuue-
HMS 3Tana MHAYKLUMOHHOM Tepanuu, BKIKYatoWero 6 KypcoB
NHTEHcHBHOW [MXT, 1, Kak NpaBmno, OTCPOYEHHOTO XMPYpPru-
4eckoro BMellaTenbCTBa B CyyYae OTCYTCTBMS AAHHbIX O Mpo-
rpeccrpoBaHMK MO pe3ynbTaTaM KOMMIEKCHOro 06c1eaoBaHus
LenecoobpasHo npoBefeHWe BbiCOKoA03HOM MNXT ¢ nocneny-
tower ayto-TICK u (unun) anno-TICK [1,61], a 3atem - ondde-
PeHLMPOBOYHOM Tepanuu n3oTpeTuHomHoM [62]. Mpu coxpa-
HeHUn MeTabonMyeckn akTMBHOM OMyxonu nocnie 6 KypcoB

MHOYKLUMOHHOM Tepanuu U XMpypruyeckoro BMellaTensCTea
nepeg, atanom ayto-TICK u (unm) anno-TICK pekoMeHayeTcs
nposeneHue auctaHumoHHon N1T 8 COL 36-40 Ip npu knac-
cuyeckoM dpakumoHmpoBanuu (1 pas B geHb 5 gHel B He-
nento) [1] » pasosoii ovarosow fose 1,6-1,8 p [63]. O6bem
0b6cnenoBaHUs NaUMEHTOB rPyMMbl BbICOKOTO pUCKa C ycTa-
HOB/IEHHbIM AMarHo3oM Hb ¢ uenb KOHTpONS CMMNTOMOB
M OLLEHKM OTBETA Ha NPOBOAMMYIO TEPANMI0 AOMKEH BKNOYAT:

oueHky ypoeHsa HCE nocne kaxaoro Kypca MHOYKLMOHHOM
Tepanuu, ayto-TICK u (nam) anno-TICK 1 kaxagoro kypca Te-
panuu U30TPETUHOMHOM;

Y3M nopaxeHHOM 061acTM nocne Kaxaoro Kypca MHAyK-
uMoHHoM Tepanuu, ayto-TICK u (unn) anno-TFCK n panee
1 pas B 6 Hepd. Ha GOHe Tepanuun M30TPETUHOMHOM,;

KT/MPT nopaxeHHOM aHaToMM4yeckoi obnactn nocne 2,4,
6-r0 Kypca MHAYKLMOHHOM Tepanuu, aanee — yepes 3,6,9 mec.
nocne ayto-TFCK u (unm) anno-TrckK;

MBIG-cumHTUrpaduio nocne 4-ro n 6-ro Kypca MHAYK-
LMOHHOM Tepanuu, yepes 3 mec. nocne ayto-TICK u (nnu)
anno-TICK (B cnyyae coxpaHeHWs NAaToNOrM4eCcKoro Hakomnse-
HWS NPU NPeLLIeCcTBYHOLLEM UCCNEA0BAHNUM), lanee — Kaxable
6 Mec. 0 HOpManu3auuu,

OLLeHKY MMenorpammbl (y NaLmMeHToB C MOPaxXeHMEM KOCT-
HOro Mo3ra) nocne 2-ro (B cly4ae OTCYTCTBMS CaHaLMKM nocne
2-ro n 6-ro Kypca), 4-ro kypca Tepanuu (B ciyvae OTCyTCTBMS
CaHauuu nocne 2-ro Kypca), yepes 3 mec. nocne ayto-TICK
n (unu) anno-TrCK (B cnyyae otcyTcTBMs caHaumm po TICK)
W nepep 3aBeplieHneM Tepanuu [1, 33].

OueHka oTBeTa LNS MaLMEHTOB rPynmbl BbICOKOTO pu-
CKa NpPOBOAMTCS MOC/Ie 3aBepLUEHMS 3Tana MHAYKLMK, Yepes
3 mec. nocne ayto-TICK u (nnn) anno-TICK n no okoH4YaHun
BCero nnaHa tepanuu [1]. Bpaum 1 yyeHble NoCTOSHHO pabo-
TaloT HaJ, MOMCKOM HOBbIX METOA0B le4eHns naumeHTos ¢ Hb,
B YaCTHOCTM, aKTUBHO M3y4aeTCs NPUMEHEHUE MOHOK/IOHANb-
HbiX anTuTen [1, 12].

BceM naumeHTam, NonyyarwoLiMM neyeHne B CTalMoHape
no nosoay HB, npu noctynnexnun u ganee ot 1 no 4 pas B Me-
CAL, pPEKOMEHYETCS NPOBOLUTD HYTPUTUBHbIM CKPUHMHT C Lie-
Nbl0 BbISIBNEHNS DENKOBO-3HEPreTUYeCKoM HeL0CTaTOYHOCTH
nnbo pucka ee passutus [1, 64], a Npu ee BbIIBAEHWUM UK
pWCKe pa3BWUTWUS — NMPOBefeHWe HYTPUTUBHOMW MOALEPXKKM
(napeHTepanbHoe nuTanue) [1, 65].

Bcem naumentam ¢ HB Ha Bcex 3Tanax Tepanuu 3abone-
BaHW, @ TaKKe MOC/e 33aBepLIEHNS NNeYeHUs peKoMeHayeT-
€S KOMMAEKCHasa peabunutaums, a Takxke npu Heobxoammo-
CTW CONPOBOAMTENbHASA TEPANUS 4NN YNyULWEHUS Pe3yNbTaToB
NeYeHns 1 KayecTsa xu3Hu [1, 66]. Xota He CyLLecTByeT OAHO-
3Ha4YHOro MeTofa Nnpodunaktnkm HB, 300poBbIN 06pa3 KM3HK
3a4acTylo NO3BONSIET CHU3WUTb PUCK BO3HUMKHOBEHMUS OHKO3a-
6onesaHui. B cutyaumm, korga y asyx uam 6onee uneHos ce-
MbW AnarHoctupoBaHa HbB, pekoMeHayeTcs npoBeneHue ckpu-
HWUHra APYruX YNEeHOB CEMbM C OCYLLECTBNIEHMEM FEHETUYECKMX
MCCNeaoBaHMM YNOMSHYTbIX reHOB 1 npoeeaeHnem Y3U [1].

MporHo3 npu HBE nMeeT 3aBMCMMOCTb OT CTaguu 3abo-
NEeBaHWs U TPynMbl pUCKa Ha MOMEHT MNOCTAaHOBKM AMATHO-
3a [12]. MNoka3aTenb BbKMBAEMOCTM MNALMEHTOB TpymMmbl
HWM3KOro pucka npesbiwaeT 90% faxe nocie onepaumu no
YAQNEHUIO OMNYXOM MU NPOCTO LMHAMUYECKOrO HabnaeHWs
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3a NaumeHTaMu. BeposTHOCTb peLmanBa npy 3TOM CoCTaBnseT
5-15%. MauneHTbl rpynnbl MPOMEXYTOYHOIO pMUCKa MMEIT OT-
NMYHble nokasatenu 5-netHeit OB - 6onee 90% npw npose-
[EeHNN XumMmnotepanuu u pesekunm onyxonwm [12, 51, 52].Y na-
LIMEHTOB rpynmbl BbICOKOTO pucka 5-netHas OB no-npexHemy
He npesblwaet 50%, 10-TunetHas - 20% [12]. 310 cBA3aHO
C Pe3nCTEHTHOCTbIO OMYXONEBbIX KNETOK K CyLLecTBYIOLLE
Tepanuu, NosiBJIEHUEM Y HUX YCTOMUMBBIX K XUMUOTEPANUM
peunanBOB, KOTOPble MOTYT BO3HMKATb CNYCTS rodbl OT No-
SBNIEHMS NepBOHaYanbHoM onyxonu [12]. 4ns nauneHToB Bbi-
COKOro pMcKa BepoSTHOCTb peumamea pgocturaet 50%. Haum-
bonee yacto peunauMB HacTynaeT B MepBble 2 roga nocne
3aBeplieHns nedvenuns. MNpu oTcyTCTBMM Npr3HaKos 3abone-
BaHWS CNyCTa 5 NeT ¢ MOMEHTa 3aBepLUEHUS NeYeHUs BEpO-
STHOCTb BO3HWKHOBEHMS peLmnamBa KpaiHe Huska?! [3,12].

BeposTHoCTb BhizpopoBnenus npu Hb 3aBucur:

OT BO3pacTa pebeHKka Ha MOMEHT NOCTaHOBKM AMarHO3a;

0COBEHHOCTM OMYXO0NU, BKOYASA TMCTONOrMYECKMe Xapak-
TEPUCTUKU, TEHHbIE U3MEHEHUS 1 CKOPOCTb POCTA KNeToK;

rpynnbl pUcKa;

PACMoNOXeHUs ONyxonu;

MeTacTasnpoBaHus;

BO3MOXHOCTU €€ MOSIHOTO YAANEHWNS XUPYPrUYECKMUM MyTeM;

peakLMKn OMyxOnu Ha NevyeHue;

Hannumng peunavea 3aboneBaHus;

BPEMEHM [10 HacTyrienus peunamsa?? [1].

2 Heiipobnactoma. Pexxum poctyna: https://together.stjude.org/ru-ru/onkozabolevaniya-u-
detej/vidy/nejroblastoma.html.
22 TaM xe.

3AKJTIOYEHUE

HbB aBnseTca caMoi YacToi 3KCTpaKpaHManbHOW 310Kaye-
CTBEHHOM OMYyXO0/btO M3 KNETOK HepBHOro rpebHs. LebtoT 3a-
6oneBaHus, Kak NpPaBmIO, HOCUT HecneundUYeCcKunii xapakrep,
B CBSA3U C YeM HEOAHO3HAYHOCTb KIMHWMYECKON CUMMTOMATUKK
Ha 3Tane nepBu4YHoM amarHoctuku HB y geteit Tpebyet ot ne-
[IMaTpa OHKOMOMMYECKOM HAaCTOpOXeHHOCTU. HeobxoanMocTb
BbINOSHEHMS AE€KBATHOIO M FPaMOTHOMO AMArHOCTUYECKOTO
MOMCKa NPOAMKTOBAaHA BaXKHOCTbKO MOCTAaHOBKM YETKOrO M-
arHosa C onpegeneHuneMm rpynnsl pucka. IMeHHO C 3TUM CBS-
3aHa pa3paboTka pUCK-af4anTMPOBAHHbIX TEPANEBTUYECKMX
NMOAXOAOB M BblAENEHWE TPeX Pymn pucka — HWU3KOM, MpoMe-
XKYTOYHOM W BbICOKOW. Tak, NPy MUMHUMANbHOW Tepanuu y naum-
€HTOB rpyNMbl HA3KOTO pUCKa YAAeTCs OCTUYb AONTOCPOYHOWM
BbDKMBAEMOCTV B MofaBnsiowem 6onblunHCTBe cydvaes [12].
B rpynne nauMeHTOB MPOMEXYTOYHOTO pUCKa COXPaHeHWe Mno-
[LOBHOro MPOrHOCTMYECKM 3HaUMMOr0 YPOBHS BbIKMBAEMOCTU
BO3MOXHO 6/1arofaps MCNonb30BaHMID COBPEMEHHbIX CXEM
MXT B coveTaHUM C XMpypruyeckom pesekumew u (unm) J1T.MNa-
LMEHTbI TPYMMbl BbICOKOrO PUCKA HYXAAKTCS B KOMBMHALMM
OMMCAHHbIX METOA0B CoBMeCTHO ¢ ayTo-TICK u (unn) anno-
TICK. B rpynne BbICOKOro pucka nokasaTenm A0AroCpOYHOM
OB pocturatot 50%. B HacTosiwee Bpems y NauMeHTOB NepBo-
ro rofa »KM3HW C NOKaNM30BaHHOM CTaameln 3aboneBaHUs Ha-
6ntopgaeTcs Hanbonee 6AaroNPUATHBINA MPOrHO3.
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