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HeiipobnactomMa (HE) paccmaTpuBaeTcsi B KauecTBe Mofenv Ans pUCK-afanTUpOBaHHOW Tepanuu KoHTaKTHas uHchopMaums:
3/10KaYeCTBEHHbIX HOBOOBpa3oBaHui y aetei. cnonb3oBaHMe KOMBUHALMM MPOrHOCTUYECKUX DaKTOPOB, Llamarckan TaTbsAa BukToposha,

TaKMX KaK BO3PACT, CTa[IUs OMyXONEBoro MpoLIECca, MUCTOSNIOMMYECKMIA BAPUaHT 1 MOSIEKYTIIPHO-TEHETUUECKMI :z;ﬂe:;:a:aﬁétl;f:jf:s:*::y%i’:lw
npochusib OMyXosnK, NO3BOMSET BbIAEMWUTL 3 MPYMMbl PUCKA, XapaKTEPU3YIOLLMXCA Pa3nyHbIMKU 0bbeMaMm VIHCTUTYTa OHKONOF MM, PAANONIOTMIA
Tepanuu 1 NporHo3oM 3abonesanws. OgHako cTpaTudvKaums naumeHToB ¢ 1-i ctapuelt HB u HamuumeM 1 spepHoi MepuumHbl OIBY <HMALL ATOM
amnudovkaumm reHa MYCN B onpeneneHHyio rpynmny pycka v, criefoBaTenbHo, BbiBop TepaneBTUYeCcKom M. [IMuTpus Poravesa» Munanpaea Poccim
TaKTUKM AN BOMbHbIX JaHHOI MPYNIMbl 3HAUMTENBHO BapbUPYIOT B MPOTOKOMAX KPYMHbIX MCCIEN0BaTEeNbCKMX Aﬁpz;ilz?mi‘]’;“la'

rpynn no uayyenmio HB. [laHHoe nccnenoBaHyie 0fobpeHo HE3aBUCUMBIM STUYECKVM KOMUTETOM W YTBEPKOEHO Em Al SE amansk ayé.t atyana@gmail.com
peLueHneM yyeHoro coeta HMULL IFOU um. AiMutpus Porauesa. Bbin npoBeaeH cOop KIMHUYECKUX [aHHBIX

0 naumeHTax ¢ Hb 1-# ctagum no INSS 1 HanmumeM aMnndpukaumm reHa MYCN, nonydyaBLUKMX NeyeHve 3a
nepviog ¢ 2013 no 2021 r., nyTem HanpaBeHns! 3aMpOoCOB 1 aHKET B 77 CrieumManianpoBaHHbIX (OHKOMOrMYeCKmx)
MEIMLIMHCKVIX yupeskneHui Poccuiickon Penepaumm. MpoBoaunack oueHka obbema Tepanum 1 ctatyca no
3aboneBaHu1io Ha MOMeHT cbopa nHdhopMaLmn. Beero bbinn 3aperncTpupoBaHbl 7 MaLMEHTOoB: 3 Manbunka 1
4 nesouky. MemaHa Bo3pacTa Ha MOMEHT MOCTaHOBKY AMarHosa coctasuna 4,8 (pasbpoc 1,5-53,7) Mecsua.
MepBuruHas onyxorb y Bcex 60rbHbIX FIoKan13oBsanack B 06racTv Haanoueurukos. Y 4/7 (57,2%) naumeHTos
BbifBneHa aeneuma 1p, y 6/7 (85,7%) neteit, KOTOpbIM NPOBOAUIACH OLiEHKa cTaTyca 11, aerneumm BbISBIIEHO
He bbino. Tepanusa npoBogmnack No MogmduumpoBaHHoMy npoTokony NB2004. MHoyKUMOHHYIO Tepanuio,
BbICOKOLO3HYIO XMMWUOTEPANMIO W Ay TOSNOMMYHYIO TPAHCTINaHTALWMIO FeMOMNO3TUYECKUX CTBOSOBIX KIETOK (ayTo-
TICK) nonyunnm 6/7 (85,7%) yenosek. MiMMyHoTepanus aHT-GD2-MOHOKIOHasbHbIMM aHTUTENaMu NpoBeaeHa
1 (14,2%) BorbHOMy. Ha MOMEHT HammcaHUst CTaTbi BCE MaLMEeHTbl 0CTaBanMCh mBbl 6e3 cobbimuit. OpuH
MaLMEHT C TSYKENbIM BPOXAEHHBIM NMOPOKOM CeppLa (€MHCTBEHHbIN SKEMy[OUEK, TPAHCTIO3MLMA MArUCTPasibHbIX
COCYn0B) He Mofyyas CUCTEMHYIO Tepanmio U »uB 6e3 coBbITUI Ha MOMEHT HanMcaHus CTaTbu. MauueHTb!
C IoKann3oBaHHoW 1-# ctaguen HB, BKMIOUYEHHbIE B HACTOSILLIEE UCCIEA0BaHME U CTPaTUCOMLIMPOBaHHbIE B
rpynny BbICOKOrO PMCKa B paMKax TakTuku npotokona NB2004 3a cueT BbISBIEHUA aMnndmKaumy reHa
MYCN, vMenu BbICOKVE MoKasaTesn Bbi1MBaeMoCTH Be3 HebnaronpuATHbIX COBbITUIN Ha (hOHe NpoBeneHs
VHTEHCVBHOM MynbTUMOfanbHOM Tepanuu. OoHaKo, yunTbIBas IMTEPATYPHbIE laHHbIE MEKOYHAPOAHbIX HayUHbIX
TPYNM O CHUKEHWUW MHTEHCMBHOCTY TEPanuM Y 3TOM KOrOpTbl MaLUMEHTOB, HanpuMep 0Tkas oT ayTo-TI CK,
a TaKXe BbICOKUI PUCK PasBUTWS OTHANEHHBIX MOBOYHbLIX SCPIEKTOB NEYEHMs, B TOM YNACTE BTOPUYHBIX
37T0KaYECTBEHHbIX OMyXOJeN, Y MaLMeHTOB, MOTyYaloLLMX Tepanvio Mo NPOTOKOMaM ANs IPyMMbl BbICOKOrO
PUCKa, BO3MOMKEH NEPeCcMOTP ee KoHLEenUmn. [1ns 3Toro HeobxomvMo nposeaeHne MoSHON PerncTpaLimm Bcex
cnyyaes Hb B Poccun, BHempeHne aMarHoCTMUYECKOro anropuTMa, BKITIOYas BbIMOSHEHWE CLUMHTUMpachum ¢
128|-meTaionbeHsnnryaHUaMHOM, pechepeHca faHHbIX B 3yanv3aLMoHHbIX METOOB UCCIIEN0BaHMS, TMCTONOrm
U MOEKYNAPHO-LMTOreHETUUYECKOr0 UCCIIENOoBaHNA B HALMOHasbHbIX/denepanbHbIX OHKOMOrMUECKUX
yupexaeHusx. [Mpu Hakonnexun bonee NpeseHTaTMBHLIX AaHHBIX BEPOATEH 0TKa3 oT ayTo-TI CK y nauneHToB C
1-1 cragment HB no INSS 1 HanmuveM amnnudonkaumm reHa MYCN, Ho Npu OTCYTCTBUM APYruX HebnaronpusTHbIX
MapkepoB 3aborneBaHus.

KnioueBble cnoBa: HevipobrnacTtoma, aetu, 1-s ctaaus no INSS, amnnncbukaumsi reHa MYCN
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MYCN-amplified stage 1 neuroblastoma: results of a retrospective
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Neuroblastoma (NB) is considered as a model of risk-adapted therapy for malignant neoplasms in children. The use of a
combination of prognostic factors, such as age, stage of the tumor process, histological variant, and molecular genetic
profile of a tumor, makes it possible to identify three risk groups characterized by different intensity of therapy and prognosis.
However, the stratification of patients with MYCN-amplified stage 1 NB into a certain risk group and, consequently, the choice
of therapeutic tactics for patients in this group vary significantly in the protocols of large cooperative NB study groups. The
study was approved by the Independent Ethics Committee and the Scientific Council of the Dmitry Rogachev National Medical
Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare of the Russian Federation. Clinical
data were collected on patients with stage 1 NB according to the INSS system and the presence of the MYCN gene amplification,
who received treatment in the period from 2013 to 2021, by sending requests and questionnaires to 77 specialized (oncological)
medical institutions in the Russian Federation. At the time of information collection, we made an assessement of the extent
of therapy and the status of the disease. A total of 7 patients were registered: 3 boys and 4 girls. The median age at diagnosis
was 4.8 months (range 1.5-53.7 months). The primary tumor in all patients was located in the adrenal gland. In 4/7 (57.2%)
patients, the 1p deletion was detected, in 6/7 (85.7%) patients who underwent an assessment of the 11q status, no deletion was
detected. The therapy was carried out according to the modified NB2004 protocol. Induction therapy, high-dose chemotherapy
and autologous hematopoietic stem cell transplantation (auto-HSCT) were received by 6/7 (85.7%) patients. Immunotherapy
with anti-GD2 monoclonal antibodies was performed in 1 patient (14.2%). At the time of the manuscript preparation, all patients
remained alive without events. One patient with severe congenital heart disease (single ventricle, transposition of the great
vessels) has not received systemic therapy and is alive without events at the time of the analysis. Patients with MYCN-amplified
stage 1 NB included in this study and stratified into the high-risk group according to the NB2004 protocol, had high survival rates
without any adverse events during intensive multimodal therapy. However, given the literature data of international cooperative
groups on a decrease in the intensity of therapy in this cohort of patients, for example, refusal of auto-HSCT, as well as a
high risk of developing long-term side effects of therapy, including secondary malignant tumors, in patients receiving therapy
according to protocols for high-risk groups, it is possible to revise the concept of therapy in this category of patients. This
requires a complete registration of all cases of NB in the Russian Federation, the implementation of a diagnostic algorithm,
including scintigraphy with '2%l-metaiodobenzylguanidine, review of imaging data, histology and molecular cytogenetic studies in
national/federal oncological institutions. With the accumulation of more representative data, auto-HSCT is likely to be omitted in
patients with MYCN-amplified stage 1 NB with the absence of other unfavorable biological markers of the disease.
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eipobrnactoma (HB) — aMbpuoHanbHas onyxosib

CMMNATUYECKON HEPBHOW CUCTEMbI, BO3HWUKA-

foLLlan BO BHYTPUYTPOOHOM MM NOCTHATaNbHOM
MepuoLe M3 CUMMATUUYECKMX KIETOK, PA3BUBLUMXCS U3
HepBHOro rpebHs. 3To Hambonee pacnpocTpaHeHHas
CONnAHas 3KCTpakKpaHuanbHas 3/10KayeCcTBEHHas
OMNyXxonb Yy AeTeW, Ha KOTOPYIo npuxogntcsa okono 8%
BCEX 3/10KaYeCTBEHHbIX HOBOOBPa30BaHUA [NEeTCKOro
BospacTa [1]. HE saBnseTcs upe3BblyaitHO reTeporeHHbIM
3aboneBaHuemM. Onyxonb cnocobHa CMOHTaHHO perpec-
CUpOBaTb UNM «co3peBaTb» be3 npuMeHeHus cnewuu-
hUecKoi Tepanun, OQHAKO TaKKe MOMET MPOSBAThL
OYeHb arpecCcyBHbIA XapaKTep TeYEHUs! U MI0X0 OTBe-
yaTb Ha MHTEHCMBHYIO MyNbTUMOLAaMNbHYI0 Tepanuio. Pap
(haKTOpOB, TaKMe Kak BO3pacT, CTaflMsi OMyx0seBoro
npowecca, rucToflorMyecKuin BapuaHT U Monekynsp-
HO-TE€HETUYECKUI Npochunb OMyXonu, OTBETCTBEHHbI
3a 9Ty HeogHOpPOAHoCTh [2]. Cpean Hanboree MOLLHBIX
dhakTopoB, onpeaensioLmx HebnaronpuATHbIA NPOrHO3, —
amnnudomkaumsa reda MYCN [3]. WUcnonb3ys Kombu-
Hauuio 3TUX PaKTOPOB, MaUMeHTbl pacnpepensioTcs
Ha 3 rpynnbl pUcka, B pesynbTaTe 4Yero Te, KTO
MOABEPKEH BbICOKOMY PUCKY peumanBa 3aboneBaHus,

NonyyYalT MHTEHCUBHYIO MyNbTUMOAAbHYIO Tepanuio,
a TeM, y KOro passuTue peLuanBa HavMeHee Bepo-
ATHO, MOMHO CHWU3WUTb WMHTEHCUBHOCTb NEYeHUs B
nonbiTKe M3bexaTb TOKCUYHOCTU, CBA3AHHONM C Tepa-
nvew, NpyM 3TOM AOCTWUras OYEeHb BbICOKOIMO YPOBHSA
oTBeTa Ha neyenve. OgHako cTpaTMdrKaLmMa NaLnMeHToB
¢ 1-n ctagnen HB v HanuumeM amMnnaMduKauum reHa
MYCN B onpepeneHHylo rpynny pucka u, cnepoBa-
TenbHO, BbIDOP TepaneBTUUECKON TaKTUKKU 0N OeTewn
LaHHOW rpynnbl 3HAUYUTENBHO BapbMPYIOT B MPOTOKOMAX
KPYMHbIX MCCREAoBaTENbCKMX Fpynn no uayvyeHunio Hb
[4]. B nepsyIo ouepefb 3TO CBSA3aHO C PEAKOCTbIO AaHHOM
KIMHUYECKON CUTYaLMn U HEBOMbLUMM YMCIIOM nauu-
EHTOB.

B naHHoW paboTe npoaHanvanpoBaHbl pesynbTaThl
Tepanuv nauueHToB ¢ 1-i ctagueh Hb n Hanuumem
amnnudpmkaumm reHa MYCN B Poccuitickon ®efepauum
B paMKax peTPOCMeKTUBHOI0 MynbTULIEHTPOBOIO UCCHe-
LOBaHWs, a Take npefcTaBneH 063op nutepaTypbl Mo
LaHHoM TeMmaTuke. [laHHoe uccnefoBaHve ofobpeHo
HEe3aBWUCUMbIM 3TUYECKMM KOMUTETOM W YTBEPXKAEHO
pelueHneM yuyeHoro coseta HMULL AAFOU nM. OmuTpus
Porauesa.

Pediatric Hematology/Oncology and Immunopathology
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MATEPUWAIbI U METO[bl NCCINELOBAHUA

Bbin nposeneH cbop paHHbIX 0 nNaumeHtax ¢ Hb
1-n cTtapun no MexoyHapoOOHOW CUCTEME OLLeHKM
pacnpocTpaHeHHocTu npouecca npu HB (International
Neuroblastoma Staging System, INSS) u Hanuunem
amnnudpmkaumm reHa MYCN, nonyyaBlnx neyeHue
B nepuof ¢ 2013 no 2021 r., nyTeM HanpaBneHus
3anpocoB U aHKeT B 77 cneunannsnpoBaHHbIX MeauLmH-
CKuX yupeskneHun Poccuiickon ®enepaunmn. Paccbinka
3anpocoB bbina ocywecTBneHa gBaxaobl B 2022 r.
KpuTepueM BKIIOUYEHWA B HACTOsILLLEE UCCIEfOBaHWe
bbina gnarHoctuposaHHas HB 1-i ctagmmn no INSS ¢
noATBEPKAEHHOW aMnnudukaumein reHa MYCN. OTeeT
Ha 3anpoc Bbin nonyyeH M3 7 ueHTpoB. lpu aHkeTn-
pOBaHWM cobMpanucb AaHHble 0 BO3pacTe Ha MOMEHT
MocTaHoBKkM AnarHosa Hb, aHaToMmueckon nokanvsaumm
MEePBUYHOM OMYXOM, AOMOSTHUTENbHBIX LUTOreHeTnYe-
CKMX MapKepax, KpoOMe Hanmuusa amMniamdpmkaumm reqa
MYCN, obbeMe npoBefeHHOM Tepanuu U cTaTyce Ha
MOMEHT npoBefeHns cbopa paHHbIX. OueHKka cTaTyca no
OCHOBHOMY 3aboneBaHuio nposogmnack Ha 01.06.2022.

PE3YJIbTATbl UCCITIELAOBAHUA

B maHHOM uccnepnoBaHun Bbinn 3aperncTpuMpoBaHsbl
7 naumeHToB: 3 Manbumka u 4 pesouku. 0bLlas xapak-
TepucTuka BonbHbIX MpeacTaBneHa B Tabauuye. Bece
naumeHTbl Bbinn ¢ nokanusauven Hb B HapgnouyeyHuke,
nmenu l-io ctaguio 3abonesaHunsa no INSS, a Takxke y
Bcex bbina noaTBepxaeHa amnnudukauma reHa MYCN.
MeponaHa Bo3pacTa Ha MOMEHT MOCTaHOBKM AMarHosa
cocTtasnsna 4,8 Mecaua, ofHako Bo3pacT konebancs
ot 1,5 po 53,7 mecsiua. MenmaHa BpeMeHu OT nocTa-
HOBKM [OMarHo3a [10 Hayana CUCTEMHOW Tepanum cocTa-
BUNa 12 gHew, X0Ts B 2 Cly4yasx JleuyeHue Hauvasnocb B
LeHb NOCTAHOBKM AMarHo3a, a caMblvi JONrUiA nepuog
BPEMEHW [0 Havana Tepanuu bbin paBeH 42 aHsaM. Beem
nauMeHTaM NpPOBOAMIIOCH UCCIIeA0BaHWe Ha BbISBNEHUE
peneummn 1p. CyllecTBEHHOW pa3HuUUbl B pe3ynbTaTax
nonyyeHo He 6bino: B 4 (57,2%) cnydasx BbisiBreHa
neneuws 1p, B 3 (42,8%) oHa oTcyTcTBOBana. M3 7 naum-
eHTOB Y 6 (85,7%) Bbin oueHeH cTaTyc 11q. Hu y koro us
obcnepoBaHHbIX geneums 11q He Bbina BbisiBReEHa.

B paMkax HacTosLLEero uccnenoBaHWs BCe NaumMeHTbI
nonyyanu Tepanuio no MoandULUMPOBaAHHOMY NPOTO-
kony NB2004, paspaboTtaHHoMy HeMeukon rpynnoin
no neyenuio Hb (rmasHbIi UccnenoBaTenb npodeccop
F. Berthold) [5]. Mo KpuTepuaM gaHHOro MPOTOKONa
nauneHThbl, MMeloLme aMnandpmkaumio reHa MYCN, Hesa-
BMCUMO OT CcTaauu 3abonesanHus n opyrux akTopos,
cTpatTumumMpyIoTCS B rpynny BbICOKOr0 pUCKa. ITuM
60NbHbIM MHULMaNbHO Bbina BbINONHEHa onepauus B
obbeMe pagMKanbHoro ynaneHus onyxonu (Tak Kak B
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nccnefoBaHne BKITIOYEHbI TOMbKO feTu ¢ 1-i cTapuen
3abonesaHns) 1 NpoBeaeHa MHTEHCUBHAA XUMUOTEPanWs
B 00beMe 6 KypCOB WMHAYKLMOHHOW Tepanuu (Kypcbl
Ne5/Neb) u criefyioLlas 3a Heil BbICOKOAO3HAsA MOMMXM-
muoTtepanus (MXT) ¢ ayTonornuHoi TpaHcnnaHTaumei
reMOono3TMYECKMX CTBOMOBLIX KMeTok (ayTo-TICK),
NOCTKOHCONMMAaunoHHasa Tepanua 13-uuc-PeTunHo-
€BOW KMCMOTON. VIHAYKUMOHHYIO Tepanuio B KOMYecTBe
6 KypcoB, NPeanucaHHbIX MOAUdULMPOBAHHBIM MPOTO-
konoMm NB2004, nonyumnu 6 (85,7%) nauueHToB.
OpHoMy (14,3%) BonbHOMY cUCTEMHas Tepanus He
nposogunacs. Mpu Boibope peskMMa KOHAMLMOHUMPOBaHMS
0TMeYarsncs CyLLEeCTBEHHbIN NepeBec B CTOPOHY CXEMb
Tpeocynbdar/MendpanaH (TreoMel) — 4 (57,4%) naum-
eHTa. Takwe no 1 (14,2%) cnyvaio NpuLLMOCh Ha Takue
cxeMbl, Kak BycynbgaH/mMendanax (BuMel) u kapbo-
nnatuH/atonosua/mMendpanan (CEM). MMMyHoTepanuio
aHTU-GD2-MOHOKMOHAaNbHBIMU @aHTUTENAMMU NOMYYUn
1 (14,2%) naumeHT.

OpvH pebeHok C TAMKENbIM BPOXAEHHBIM NMOPOKOM
cepiua (eAMHCTBEHHbIN Xeny[oyeK, TpaHCMoO3nUUMS
MarucTpanbHbix cocynos) u HB, anarHocTupoBaHHOI
B Bo3pacTe 9 MecsueB, He nonyyan cneunduyeckyio
Tepanuio, eMy 6bI10 BbIMOSIHEHO TOMBKO XMPYypruye-
CKOe ypasfieHne MepBUYHOW OMYXOSn, U OH XMB De3
cobbITUI Ha MOMEHT HanucaHusa cTaTbk. [nMTensHoCTb
HabnoneHusa 3a naumeHToM coctasuna 33 mec. NHuum-
anbHble pa3Mepbl OMyX0/IM HAAMOYEeYHMKA COCTaBUIIMU
4,2 x 3,2 x 4,6 cM (0bbeM 32 cm?), Bes BbisBEHUs
(haKTOpOB pM1CKa NO JaHHbIM BU3yanusaumm — L1-ctagus
no MexnoyHapoaHOW cucTeMe oueHKM cTaguu npu HB,
OCHOBaHHOM Ha haKTopax pWCKa NpW BU3yanu3auuu
(International Neuroblastoma Risk Group Staging
System, INRGSS). [ipyrue HebnaronpusitHble LMTOreHe-
TUYECKME MapKepPbl TaKXe BbISBIEHbI He Bbinu.

Panee B pabote, nposeneHHon B HMULL AFON um.
Omutpus PoraueBa, Bbio MokasaHo, YTO BPOMKAEHHbIE
MOpoKM cepaua BbiABRATCA B 2,4% crny4yaeB Bcex
BonbHbIx HB, Hanbonee yacTbiM U3 KOTOPBIX ABMAANCS
[eheKT MeskKenynoyYKoBoi neperopofku [6]. Boiwe-
OMUCaHHBIN crnyyal LeMOHCTpupyeT HeobxoamMmocTb
BbIMOJIHEHUSI 3XOKapauorpadumn BCeM MauMeHTaM c
HB Ha aTane MOCTaHOBKM AuMarHosa u obs3aTenbHoOM
KOHCYmNbTaLMn Kapavorora Npy BbISIBNEHWM MaTONOruu,
0cobeHHO B Tex cryyasx, Korfa niaHupyeTcs npose-
LEHVe KapaMOTOKCUYHON Tepanuu.

Ha MOMEHT HanucaHus cTaTby BCe NaUMEHTbI OCTa-
BaMCb uBbl 6e3 HebraronpuaTHbIx cobbITuii. MenunaHa
HabriopeHusi coctaeuna 72 (pasbpoc 13-122) mec.

OBCYXOAEHUE PE3YJIbTATOB UCCJIENOBAHUA

HB paccMaTpuBaeTcs B kKauecTBe Monenu Ans
PUCK-afanTMpOBaHHOM Teparnum 3710KaYeCTBEHHbIX HOBO-
obpasosaHwit y geteit [7]. Ucnonb3osaHne KoMbuHaLIMM



OPUTUHAJNbHBIE CTATbU

MPOrHOCTUYECKMX (DaKTOPOB, TaKMX Kak BO3PacT, CTaaus
OMyX0neBoro npouecca, rMcTonorMyeckuii BapuaHT u
MOSIEKYMAPHO-TEHETUUECKMI NPOCOUITL OMYXOSM, M03BO-
NAIOT BbIAENNUTb 3 FPYMMbl PUCKA, XapaKTepu3yIoLwmuxcs
LMBEPreHTHbIM NMPOrHO30M W TPebyioLwmx NpoBeaeHus
amdbdpepeHumpoBaHHoi Tepanuu [2]. PacnpocTpaHeH-

Tabnuua

XapakTtepuctuka naumeHTos ¢ 1-# ctaguen Hb n Hanu-
uvem amnnudmkaumun reHa MYCN (n=7)

Table

Characteristics of patients with stage 1 NB and the
presence of the MYCN gene amplification (n = 7)

XapakTepucTuka 3HaueHune
Characteristics Value

MegnunaHa BO3pacTa Ha MOMEHT NOCTaHOBKU
AnarHo3sa, Mecsubl
The median age at diagnosis, months

MepavaHa BpeMeHM OT NOCTaHOBKM AMarHo3a o
Havana CMCTEeMHOW Tepanuu, AHW

The median time from the diagnosis to the beginning of
systemic therapy, days

4,8 (1,5-53,7)

12 (0-42)

MennaHa BpeMeHu HabmioneHus, mec
The median follow-up time, months

Manbuunku, n (%)
Boys, n (%)

Desouku, n (%)
Girls, n (%)

1-a ctagusa no INSS, n (%)
INSS stage 1, n (%)

Jokanusauus: HaanoyeuHuk, n (%)
Site: adrenal gland, n (%)

AMnnudomrkaums reda MYCN, n (%):
MYCN gene amplification, n (%):
BbISIBIeHa
was detected
He BbIsiBIIEHa 0(0)
was not detected
He oueHuBanachb 0(0)
was not assessed

Leneuws 1p, n (%):
1p deletion, n (%):
BbIfiBfIEHa
was detected
He BblsiB/1IeHa
was not detected
He oLeHWBaach 0(0)
was not assessed

Leneuws 11q, n (%):

11q deletion, n (%):
BbIfBMEHA 0(0)
was detected

72 (13-122)

3 (42,8)

4 (57,2)

7 (100)

7 (100)

7 (100)

4 (57,2)
3(42,8)

He BbisiBIIEeHa 6 (85,7)
was not detected
He oLieH1Banach 1(14,3)
was not assessed
KonuuecTtso KypcoB nHayKumu, n (%):
The number of induction therapy cycles, n (%):
1(14,3)
6 6 (85,7)
PenM KoHanumoHupoBaHus, n (%):
Conditioning regimen, n (%):
He MPOBOAMIIOCH 1(14,2)
was not carried out
TreoMel 4 (57,4)
BuMel 1(14,2)
CEM 1(14,2)
JlyueBas Tepanus He npoBoaMnach 7 (100)
Radiotherapy was not carried out
WmmyHoTepanus, n (%):
Immunotherapy, n (%):
He MpoBoguMnach 6(85,7)
was not carried out
npoBoamnach 1(14,3)
was carried out
Crartyc, n (%):
Status, n (%):
M1Bbl 6e3 cobbITUsA 7 (100)
alive with no events
yMepu 0 (0)

died

HOCTb OMyX0JIeBOr0 MpoLEecca ABMISETCA BaXHEMLUUM
haKTOpOM, OKa3biBaIOLLMM BIIMSHWE Ha NporHo3 3abo-
nesaHua y naunenTos ¢ HB [8]. Mpu 3ToM nokasaHo, 4To
noKanu3osaHHble cTaguu 3abonesanus no INSS, asns-
IOLLIeCA NOCTXUPYPrUYECKON CUCTEMOW CTafMpPOBaHMs,
XapaKkTepuaylTcs ropasgo 6onee 6naronpusiTHbIM
nporHo3oM [9]. [pyruM nporHOCTUUECKUM (DaKTOPOM Y
nauunenToB ¢ Hb aBndetcs aMmnnndmkaums reHa MYCN,
onucaHHasa B 1983 r. M. Schwab [10]. B paHHux uccne-
AOoBaHMAX BblNO NOKasaHo, YTo aMnnnduKaums reqa
MYCN siBnsieTcs BaskHEWLLIMM He3aBUCUMbIM (DaKTOPOM,
YXyALIaoLWMM NporHo3 3abonesaHnst Npy NpoBefeHnn
MYIbTUBaPUaHTHOIO aHanu3a Kak y NMauMeHToB C foKa-
Nn30BaHHbIMK (1-3-A cTapuu), Tak M MeTacTaTUYECKUMH
(4-a cTagmsa) dhopmamm HB [3].

Kak yxe ynoMuHanocb, coyeTaHvue nporHoctuye-
CKMX DaKTOPOB NO3BOSIAET BbIABUTL MOATPYNMbI NaLmn-
EHTOB, XapaKTepU3YIOLWMUXCA Pa3fMYHbIM MPOrHO30M.
B uacTHoCTM, 0bLIENpPUHATBIM ABNSETCA OTHECEHMWe
BonbHbIX K Fpynne BbICOKOrO pUcCKa B Crlyyae BbisiB-
nenuns amnnudpmkaummn resa MYCN npu 2—4-i4 n 4S
ctapuax Hb, a Takse naumnenToB ¢ 4-i cTanunen 3abo-
nesaHus B BospacTe > 18 mecsaues [11, 12]. OpHako B
OTHOLLUEHUWN psAfa MOArPYNnM, B YaCTHOCTW MaLMEHTOB
c 3-1 cTaguen B Bo3pacTe > 18 MecsiueB un Hebnaro-
npusiTHOM ructonoruent no Shimada, ¢ 4-1 cTapuew B
BospacTe 12-18 mec 6e3 amnnudpmkaumm rena MYCN un
nauveHToB ¢ 1-1 cTaguei Npu HanUuMM amMNaMmKaLmm
reHa MYCN, Takoi koHceHcyc oTcyTeTeyeT [2, 13].

KoppekTHaa cTpaTudukauma naumeHToB C
1-i1 cTapnen n HannuveM amnnucpukaumm reHa MYCN B
onpefeneHHyio FPynny pucka u, criefoBaTesibHoO, Bbibop
TepaneBTUYECKOW TaKTUKM, 3HAUNTENTbHO BapbupyloLLei
Mo CBOEN MHTEHCMBHOCTM B PasHbIX rpynnax pucka,
B NEpPBYI0 04Yepedb 3aTPyAHEH B CBA3N C PEAKOCTbIO
LAHHON KINMHWYECKON CUTyauun U HeBOMbLUMM YMCIIOM
MaLneHTOB.

B oaHo# 13 paHHWX paboT, aHanu3npyloLWyWX BAMSHUE
amnnudukaumm reHa MYCN Ha oToaneHHble pesynbTaTthl
NeYeHns y NauneHToB C NoKanmM3oBaHHbIMKU popMamMu
HB, 6bIn0 NokasaHo, YTO MPOrHO3 HE YHUBEPCANbHO
HebnaronpuATHLIN y BCeX nauneHToB. M3 6 onvcaHHbIX
CIyyaeB, 3aperMcTpMpoBaHHbIX B ccenoBaHum MNeona-
TpuuecKoi oHKooruyeckon rpynnsl (Pediatric Oncology
Group, POG), 3 naumeHTa ¢ BnaronpuATHLIM rMCTONO-
rMYECKnM BapuaHToOM Mo cucteMe Shimada Bbinu xmBbl
6e3 npu3HakoB peuuavBa 3aboneBaHus], B TO BPEMS Kak
y 2 n3 3 peten ¢ HebnaronpusaTHOW rucTonoruew
passunca peunaus 3abonesanus [14]. HanpoTus, B
uccneposanuu Children’s Cancer Group u3 108 nauu-
€HTOB C 1-11 cTaguel 1 n3BecTHbIM cTaTycoM reHa MYCN
aMnnudomkaums bbina BbisereHa B 4 (3,7%) cnyuyasx,
npu 3ToM 3 naumeHTa Bbinun xkuBbl U 1 U3 HUX nocne
BbINOJIHEHUS TOSIbKO XMpYprudyeckoro nedenus [15].
J. Schneiderman u coaBT. npoBenu aHanu3 BAUAHUSA
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amnnundmkaumm reHa MYCN v nNOMABHOCTM Ha MPOrHO3
y naumeHToB ¢ bnaronpuaTHbiMK cTaguamu Hb — A, B
n Ds no cucteme POG, cooTtseTcTBYlOWMMK 1-1, 2-¢ 1
4S ctaguam no INSS [16]. B nccnenoaxve bbinu BKIio-
yeHbl 1667 naunMeHTOB, U3 KOTOPbIX aMnandmKauus
reHa MYCN 6bina BbiseneHa y 32 (1,9%), n Tonbko
B 12 cnyuasax yctaHoBneHa ctagua A (1-a no INSS).
Bce maumeHTbl nocne XxMpypruyeckoro fieyeHust octa-
BafiMCb NOA OMHAMUYECKUM HabniogeHueM, OgHaKo y
7 passuncs peunams 3abonesaHus. HTepecHow koppe-
NSILMEN, BbISBNIEHHON B XOAE aHanu3a nporHOCTUYECKUX
dhakTopoB y nauneHToB ¢ MYCN-amMnnmdpmumpoBaHHbIMM
OnNyXO0fAMU, ABUIOCb 3HAUMMOE BIIUAHWE MNOUEHOCTM Ha
TeueHue 3aboneBaHns 1 oTAANEHHbIe pe3ynbTaTsl. [aum-
eHTbl C rUNepannIonaHbIMKM onyxonamu (n = 15) xapak-
Tepu3oBanuch 7-netHei BeccobbituitHoi (BCB) u obuueit
(OB) BbIxMBaeMocTbio Ha ypoBHe 80% n 87% cooTeeT-
CTBEHHO, TOrAa Kak AaHHble NMOKa3aTenu y MauneHToB C
AUNouaHbIM HaBopoM xpoMocoM (n = 16) Bbinu 3HauMMo
Xyse u coctaBnanu 25% un 38% COOTBETCTBEHHO
(BCB: p = 0,0063, OB: p =0,0074).

EBponeinckas rpynna no ontummusauum tepanuu HB
MpoBesia aHanu3 NauMeHToB C JIOKann30BaHHON pe3ek-
TabenbHon HB, BknioueHHbix B npoTokon LINES1 3a
nepuon 1995-1999 rr. MNauneHTbl ¢ 1-1n cTagmen 3abo-
neBaHus, He3aBUCUMO OT cTaTyca reHa MYCN, nocne
XMPYPruYecKoro fieyeHust octTaBanucb Noa AMHaMuye-
CKUM HabniopeHnneM. N3 427 naumeHToB C U3BECTHbIM
ctatycom MYCN amnnudmkaumus 6bina BbiiBNeHa B
16 (3,7%) cnyuasx, U3 Hux 1-a ctagus bbina gmarHo-
cTupoBaHa Tonbko y 7 (1,6%) neteir. M3 7 nauneHTos
y 5 passunca peunons 3abonesanua (4 — nokanbHbIN,
1 — KOMBMHMPOBAHHBI) C NOCMEAYIOLMM NeTarbHbIM
ucxomoMm y 4 [17].

Hanbonee kpynHoe Ha HaCTOSALLMI MOMEHT Uccne-
LOBaHWe, NpoBefeHHOoe B paMkax npoekta INGR
(International Neuroblastoma Risk Group) u 0606-
wmBLwee pesynbTaTbl fneyeHus 2600 naumeHToB C
nokanusoBaHHbIMK cTaguamm HB (1-5 n 2-a ctaguwu)
M M3BECTHbIM cTaTtycoM reHa MYCN 3a nepuop
1990-2002 rr., nokasano, 4yTo amnnudukaums beina
BbISIBIEHa TOMbKO Yy 3% (87/2600) naumexTos [4]. Mpw
3ToM u3 87 bonbHbIX 1-9 cTagus bbina guarHocTu-
poBaHa Tonbko B 48 (55%) cnyuasx. AHanus npose-
JIEHHOro neyeHna naumeHTam ¢ 1-M n 2-n ctagnamu
MoKasari, YTo XMpPypruyeckoe BMeLLaTenbCTBO ABMAOCH
€OMHCTBEHHbIM MeTofoM Tepanuu B 29 (40%) cnyvasx
(25/29 c 1-it cTagmen), xmpypruyeckoe BMelLaTeNb-
ctBo u [XT cpedHel MHTEHCUMBHOCTMW BbIMOJIHEHDI
B 22 (30%) crnyuyasx, XMpypruyeckoe BMeLLIATENbCTBO,
nHTeHcusHasa MXT u nyuesasa Tepanua —y 22 (30%)
BonbHbIX. BeicokoposHasa Tepanusa u ayto-TICK npose-
LeHbl Y 9 13 22 nauMeHTOB, BO BCEX Cllyyasx Co 2-i
cTapuen 3aboneBaHns. CpaBHUTENbHbIN aHaNM3 Nokasa-
Tenen bCB v OB B 3aBucuMMocTy oT cTatyca MYCN npoge-

Bonpoch! FeMaTonori/oHKONOr A 11 MMYHONATONOM MM B NeauaTpum
2022 | Tom 21 | Ne 4 | 45-52

MOHCTPUMPOBAJ1, YTO Hannunme amMnaMmKaumm 3HauMmMo
YXyALLano nporHo3, CHuxasi nokasatenu 5-netHen 6CB
(53% npotve 90%, p < 0,0001) 1 OB (72% npoTus 98%,
p < 0,0001). Bbino NokasaHo, YTo NIOMAHOCTb ABMAMACH
€AVMHCTBEHHbIM AOMOSTHUTENbHBLIM DAKTOPOM, 3HAYMMO
BMMSIIOLLMM Ha MPOrHO3 B JaHHOW KoropTe BONbHbIX.
Tak, B cnyyae runepavniIonaHbIX onyxonen S-neTHss
BCB n OB 6binn paBHbl cooTBeTcTBEHHO 82% 1 94%
npoTue 37% n 54% npw aunnonaHeix (p < 0,05 ans 6CB
v OB). [Ipyr1e napaMeTpbl, Tak1e KaK BO3PaCT, YPOBEHb
nakrtaTtaeruaporeHassl (J10I), rucTonorMueckuit Tvn
onyxonu, abeppaumn 1p M, YTO BaXXHO, UHTEHCUB-
HOCTb Tepanuu, He JOCTWUITIM CTaTUCTUYECKOWN 3HauUU-
MOCTV MpW OLEHKE BIINSHUA HA OTOANEHHbIA NPOrHO3,
0fHaKo Heobx0aMMO OTMETUTb, YTO B pAde NOArpynn
yncno naumeHToB Bbino HebombwmuM. MaTuneTtHas BCB
n OB onsa naumentos ¢ 1-i ctagmen coctasunu 50%
n 76% COOTBETCTBEHHO, MPU 3TOM CTAaTUCTUYECKMU
3HAUMMBIX Pas3fMuMin B JaHHbIX MOKAa3aTenAX Mexay
1-# 1 2-i ctaguamu He nonydeHo [4]. TakuM obpasom,
NpencTaBeHHble [aHHble YKa3blBaloT Ha TO, YTO psA
nauMeHToB ¢ aMmnnudmkaumei reHa MYCN (npeumy-
WecTBeHHO ¢ 1-i cTagueit) MoryT BbiTb M3neyeHbl
MPY NPOBELEHWN TONbKO XWPYPrUYECKOro fleyeHus.
Kpome Toro, coyetaHue y nauMeHTOB C JIOKanM30BaH-
HbiMK cpopMamm HB nporHocTuyeckn bnaronpusTHOro
Buonoruyeckoro napameTpa B BUAE rMNepaMnIIonaHoOro
Habopa xpoMocoM 1 amnnundomkaumm rena MYCN moskeT,
NO-BUAMMOMY, YaCTUYHO HUBENMPOBATb HEraTMBHOE
B/IMSIHWE MOCNe[Hen Ha MPOrHo3.

PaspaboTtaHHas B 2009 r. B pamkax npoekTta INGR
rpynnow BedyLMx MexayHaponHbix akcnepTtoB INRGSS
Bbigenuna cragum L1, L2, M n MS [18]. BonbLluunH-
cTBO nauuenToB ¢ 1-i ctagmen HE no INSS cooTseT-
ctByeT L1-cTagmm, npu KOTOpPOM OTCYTCTBYIOT (DaKTOpSI
pVUCKa Npv BM3yanusauuu, 4YTO MO3BOMAET yOanuTb
oMyxofib pafiukanbHo. PaspaboTtaHHas Ha ocHose INRG
cucteMa ctpatudmkaumm (INRG Classification System)
Bolgenuna 17 noarpynn naumeHToB, 06beAnHEHHbIX
B 4 rpynnbl pucka. lNpu 3TOM co3naHHasa perpeccuoHHas
Mofenb NO3BONMIA pasnenuTb nauneHToB ¢ L1-ctagmen
B 3aBMCMMOCTM OT OTCYTCTBUS MM HaNMuMsa amnnun-
dmkaumm reHa MYCN B rpynmnbl O4EeHb HU3KOIO PUCKA
W BbICOKOrO pucKa cooTeeTcTeeHHo [19]. MaTtuneTHaAs
BCB 1 OB B rpynne naumentos ¢ MYCN-amnnunduumpo-
BaHHoM HE 1 cTagweit L1 (n = 47) coctasunm 49% v 75%
COOTBETCTBEHHO. BbIf0 MOKa3aHo, 4YTO NPOrHO3 Bapbu-
poBasn B 3aBUCMMOCTW OT MHWUUManbHoro yposHsa J104I,
oTpaxatoLLlero Maccy onyxonu. MatunetHss ECB 1 OB
Bbinn paBHbl 55% 1 85% COOTBETCTBEHHO NPU YPOBHE
NAr <587 En/n npotue 40% v 58% cOOTBETCTBEHHO NpU
ee 3HaueHusx > 587 En/n (p < 0,005). OgHako, yunTbiBas
HecneumuruecKknin xapakTep 0aHHOr0 MapKepa, OT ero
MCMonb30BaHus B hMHanNbHOM Moaenu cTpatudoukaumm
BbINo peLLeHo 0TKasaTbCs.
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MpenctaBneHHble NCCMeLOoBaHWA HE MO3BOWM
chenatb OQHO3HAYHbIA BbIBOL O TOM, Kakon obbeM
Tepanuu ABnseTcs Hambonee onTUManbHbIM ANS Naumn-
eHToB ¢ 1-11 cTagmen n HanmuneM amnnudmnKaumm reHa
MYCN, Ho Bbina mopuyepkHyTa MoTeHUManbHas rete-
POreHHOCTb 3ToW Hebomblioh nonynsAuMn BOMbHbIX,
BKJTI0Yas BIMSIHME Ha MPOrHO3 APYrUX M3BECTHbIX Broso-
FMYECKUX NapaMeTPOB OMyXOMK, TakKUX Kak MIOMAHOCTb
“ Macca.

Tekyllas KNMHUYeCKas NpakTWka Tepanuu nauum-
€HTOB [JAHHON rPynmbl 3HAYNTESIbHO BapbMPYET B MPOTO-
Komax KpyMHbIX UCCefoBaTeNIbCKUX rpymm.

B pamkax cuctembl ctpatndivkaumm [eTCKOM OHKO-
norudeckoit rpynnsi (Children’s Oncology Group — COG)
2000 r. naumneHTsbl ¢ 1-1 ctagmen no INSS, HesaBncMMO
oT cTtatyca MYCN, ructonorMyeckoro Tuna onyxonu u
MAOMAHOCTH, CTPATUAULMPOBANMCH B IPYNMY HU3KOMO
pucka. D. Strother u coaBT. npoaHanusnpoBanu pesysnb-
TaTbl fleYeHUs MaLuMeHTOB no npoTokony P9641, B
paMKax KOToporo obcysknaemoit rpynne 6onbHbIX peko-
MeH[0BasIoCb TOJIbKO BbIMOJIHEHWE XWUPYPrUYeCcKoro
BMellaTenbcTBa. B nccneposanne 6binu BKNIOYEHDI
10 (2% Bcex 6onbHbIX ¢ 1-i1 cTaguei) nauneHToB, U3
HMX Y 7 OMyXosb XapakTepu3oBanacb HnaronpusaTHoOM
rucTonoruen, y 3 — HebnaronpusiTHow. laTuneTHsAs
BCB coctasuna 93% v 70% npu oTCYTCTBUM U HaNUuum
amnnudmkaumm reda MYCN (p = 0,0042), 5-netHss 0B —
99% v 80% (p < 0,001) cooTseTcTBEHHO [20]. ABTOPBI
MOfYEepPKMBAIOT, YTO BOMBLUIMHCTBO NAULMEHTOB MOryT
BbITb M3neueHbl 6e3 npumeHeHus MXT.

Tekyliee uccnegosaHme ANBL1232 (upeHTudu-
katop NCT02176967) ans HB rpynnbl HU3KOMO 1 NpoMe-
YTOYHOIO PUCKa HEe BKIIIOYAET Lenbli pag noarpynn
naumneHToB, B TOM uucne ¢ 1-i ctagmen n amnnmdu-
Kauwvei reHa MYCN [21], koTopble perucTpupyloTcs
B MCCMef0BaHMM N0 OLeHKe BMOMorMn HemporeHHbIX
onyxoneit ANBLOOB1 (upeHTucbrkaTop NCT00904241)
[22].

ObHoBNEeHHan cucteMa cTpaTudumkaumMm nauu-
eHToB ¢ HB, onybnukoBaHHas askcneptamu COG
B 2021 r., koTOpas BrnepBble OCHOBBLIBAETCA Ha OLEHKe
cTanumu onyxonesoro npouecca no INRGSS, oTHocut
BonbHbIX ¢ L1-cTapuei n amnnudukaumen rena MYCN
B rPynny HW3KoOro pucka. lpu 3TOM, ecnv nauueHTy
He BbIMOJIHEHO MAKPOCKOMWUYECKW MOJIHOE yhasfieHune
onyxonu, To Takue bonbHble ByayT cTpatuduumpo-
BaHbl Ye B FPYNMy BbICOKOro pucka [23]. [aHHbli dhakTt
MOOYEpPKUBAET BasKHOCTb KOPPEKTHOM OLleHKM 0bbeMa
BbIMOJSIHEHHOI O XMPYPr1YECKOro BMeLLaTeNbLCTBA Y Naum-
eHToB C HEB.

B Tekywem wuccneposaHum SIOPEN pns HB
HM3KOro M MPOMemyTouHoro pucka (European Low
and Intermediate Neuroblastoma, LINES, ngeHtudm-
katop NCT01728155) naunentam ¢ MYCN-amnnundon-
LIMpOBaHHbIMK OoMyxonsMu 1 1-i cTagmen 3abonesaHus

PEeKOMeHAOyeTCH MPOBefEHNEe afblOBaHTHOW Tepanuu 3a
CYeT cTpaTndmKaLmm B rpynmy NpoMexyTOUYHOI0 pUCKa.
CxeMa neuyeHuns BKMioyaeT nposefexne 6 uuknos MNXT
no cxeMe kapbonnatuH/atonosun u CADO (BUHKpPUCTWH,
unknodgoocdamu, [OKCOPYOMLIMH), NIOKanbHYI0 NyyeByio
Tepanuio 1 6 KypcoB anddepeHLMpPOBOYHON Tepanuu
13-umnc-PeTnHoeBol kucnotoin. PesynbTaTel faHHOIO
MPOTOKOMa A0 HaCTOALLEro BPeMeHWU He onybrnKoBaHbl
[24].

Hemeukasa rpynna no nevyexnunio HB nctopuyeckn
BKIIOYaET BCEX MALMEHTOB C HanMumeMm amniamdu-
Kaummn reHa MYCN, He3aBMCMMO OT CTafuu onyxose-
BOrO Npouecca, B rpynmny BbICOKOro pucka [25]. OpHako
HeflaBHO oMybnMKoBaHHblE pe3yfibTaTbl MPOCMEKTUB-
HOro paHpoMu3npoBaHHoro nccneposaHusa NB2004-HR
aHanu3upylT MUCXoabl B rpynne nauueHToB ¢ 1-3-1
n 4S cTapmamMun, He NO3BOMAA M30NMPOBAHHO OLEHWTD
3pheKkTUBHOCTb NeyeHus npu 1-i ctagum 3abone-
BaHusa [25]. PekomeHgaumu, onybnmMkoBaHHble aKcnep-
Tamn Hemeukoro obliecTBa JETCKUX FrEMaTONOroB U
oHkonoros (GPOH) no neuennio HB BHe NPoOCNeKTUBHbIX
KnuHUMYeckmx nccneposaHunin B 2017 r., no-npexHemy
PEeKOMEHLYI0T NpoBefeHue npu 1-i ctagum n amnndou-
Kauuu reHa MYCN Bceit npegnucaHHOM Ans NauMeHToB
rPynMbl BBICOKOIO pUCKa Tepanuu, Bkmiovasa ayTo-TI CK n
UMMyHOTEpanuio ¢ aHTU-GD2-MOHOKNOHaNbHLIMU aHTU-
Tenamu [13].

3AKJTIOYEHUME

Bbibop TakTuku Tepanuu naumeHToB ¢ 1-i cTanuen
HB n amnnudukaumennt reHa MYCN po ceropHsiw-
Hero OHA OCTaeTCca CMopHbIM. B nepBylo ouepenp 370
CBA3aHO C PefKOCTbI0 AAaHHOW KIMHUYECKOW CUTyaLmm
1 HeBOMbLUMM UMCIIOM NauneHToB. AHanua nybnvkavuui
no LaHHOM TEMaTUKe AEMOHCTPUPYET reTeporeHHOCTb
37Ol HebonbLLoW nonynsumun BonbHbIX. Bbino nokasaHo,
YTO Y OAHHOW rpynnbl NauMeHTOB Apyrue napaMeTpsl,
TaKue Kak Bo3pacT, yposeHb JIIN, ructonornyeckuii Tun
onyxonu, abeppauun 1p 1, UTO BaXXHO, MHTEHCMBHOCTb
Tepanuu He QOCTWUIIIN CTaTUCTUYECKON 3HAUMMOCTM Npwn
OLLEHKE BIMSIHUSA Ha OTAANIEHHbIV MPOrHO3, OfHAK0 Heob-
XOOMMO OTMETUTb, UTO B pPsAe MOArPYMn YMCro nauu-
€HTOB bbI10 HeBOoMbLLUM.

B pamkax Tekywen koHuenuun COG naumeHThbI
¢ 1-n ctapunenn no INSS, HesaBuMCUMO OT ApYyrux
chakTopos, a Takxke ¢ L1-ctagueit no INRGSS v amnnu-
thukaumen reHa MYCN oTHOCATCS K rpynne HU3KOro
p1CKa, KOTOPOW PEKOMEHA0BAHO TONBKO XMPYPruyeckoe
neuvenve. Mpwu Takoi cTpatudmkaumm 5-netHsas BCB u
OB nauveHTOoB ¢ amnnudmkaumen rena MYCN cocTas-
naoT 70% vn 80% cooTteeTcTBEHHO. OgHaKo aBToOpbI
MOLYEPKMBAIOT BaXKHOCTb MaKPOCKOMUYECKN pafuKarnb-
HOrO yLaneHust onyxonu, B MPOTUBHOM Cryyae MauueHT
nepexoauT B rpynny BbICOKOrO pUCKa.
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KnMHMuyeckKkas OHKoNnorums

AHanus pesynbTaToB Tepanuu 7 MNauMeHTOB
¢ 1-# ctapmuen HB v Hanuuvem amMnnuduKaumm reHa
MYCN, BKNIOYEHHbIX B PETPOCMNEKTUBHOE MYMbTULIEH-
TpoBoe uccnepnosaHue B Poccuiickon depepaumm,
MPOAEMOHCTPMPOBAN BbIXXMBAEMOCTb MaLMEHTOB,
cocTaensiowwyio 100%. BaxkHo 0TMeTUTb, UTO Tepanus
MPOBOAMIIach B paMKax MOAMIMLMPOBAHHOIO NPOTOKONA
NB2004, roe Bce naumeHTbl C HaNUUMEM aMnaMdpmKaLmm
reHa MYCN cTtpatuduumpyioTcs B rpynny BbICOKOrO
pUCKa W NOSyYaloT UHTEHCUBHYIO MHOMOKOMIMOHEHTHYIO
Tepanuio, B ToM uncne ayto-TI CK. OgHako, yunTbiBas
Hanmnume y 1 naumeHTa TAMKEN0ro BPOXKAEHHOI0 NMOPOKa
cepnua, eMy Bbino BbINOMHEHO TOSIbKO XMPYPruyeckoe
neyeHwe.

Heobx0a1Mo NogYepKHYTb, YTO HacTosLLee uccne-
L0BaHVe HOCWIO PETPOCTEKTUBHLIA XapaKTep, YTo Heob-
XOAMMO YUMTbIBaTb MPU MHTEPNpeTaumnm nosyyYeHHbIX
pe3ynbTaToB, MOCKOSIbKY YacTb MAaLMEHTOB, B TOM yucse
c HebnaronpuaTHbIM UCXOQOM 3abonieBaHusA, MOru
BbITb HE 3apErUCTPUPOBaHbI M He NOMacTb B hMHarbHbIN
aHanua. TeM He MeHee MpoaHanM3npoBaHHasa nuTe-
paTypa Mo AaHHOW TeMe, a Takxe pesynbTaTbl uccne-
LOBaHWA Mo Tepanuu naumneHToB ¢ 1-i ctagmern HB n
Hannunem amnnudmkaumum reHa MYCN B Poccuitckon
depepaunu NO3BONAIT caenaTb NPeAnosioXeHne o
BO3MOXHOM M3MEHEHWMU KOHLENUUW NeyeHns y onpe-
LefIeHHOW YacTu NaUMEHTOB, B YACTHOCTM C OTKa30M OT

Bbicokofo3How [XT n ayto-TI' CK, ons yero Heobxopmma
nosiHas perucrpaumns Bcex cnyyaes 3abonesaHus HE B
Poccuitckon ®enepaumnv B eAMHOM perucTpe C aHanusom
obbeMa OMarHoCTUYECKMX AaHHbIX U onuuin Tepanuu. B
HacTosiLLee BpeMsi B paMKax KoHLenuun mogudunum-
poBaHHOro npotokona NB2004 3Tv nauMeHTbl JOMKHbI
nonyyaTb BCIO MPOrpaMMHYI0 Tepanuio, BKIOYas UMMy-
HOTEpPanuIo MOHOKIOHaNbHbIMU aHTUTENAMM.
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