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BBepeHue. IcTe3noHeiipobnacToma — peakas Helipo3KToAepMabHasn 310KayecTBeHHas onyxonb. YacTota BCTpeyaeMocTy
3TOM natonoruu y fieteit fo 15 net cocrasnset 0,1 cnyyas Ha 100 Teic. AeTCKOro HaceneHus. [laHHble 0 3aboneBaemocTy,
TEYEHWUW U NEYEHUN 3CTE3UOHENPO6NACTOMbI Y ieTell 3HAUUTENbHO PA3HATCA B 3aBUCMMOCTU OT Nepuofa HabnwoaeHui
1 METO/I0B CTAaTUCTUYECKOK 06PabOTKN AaHHBIX.

Llenb uccnepoBaHua — n3yuntb akTopbl PUCKA, OLEHUTL METOAbI U MEPCMEKTUBbI IEYEHUS 3CTe3UOHeNpobnacTombl
y peTen.

Marepuansl u meTogbl. B nccnegosaHue BkntoyeHsl 29 nauueHToB B Bo3pacTe oT 2 4o 17 neT ¢ [MarHo30M «3CTe3U0HEN-
po6nacToma», KOTOpbIM NPOBOAUNOCH CMeLManbHOE NeveHne B HayuHO-UCCNe[0BaTENbCKOM UHCTUTYTE OHKONOMUM U Te-
matonornn HaumoHanbHOro MCCNefoBaTenbCKoro LeHTpa oHkonoruu um. H.H. bnoxuHa MuH3gpasa Poccum B nepuog
€ 1969 no 2019 r. MepunaHa Bo3pacra NauMeHTOB Ha MOMEHT YCTaHOBNEHUS AnarHo3a coctasuna 10 net. B uccneposanmu
yyacTBoBanu 6 (20 %) NaLMeHTOB, Y KOTOPLIX OMYyX0b Pa3BuUAack B paHHeM Bo3pacTe (fo 3 neT). IcTe3noHeipobnacToma
O[\MHaKOBO 4acTO BCTpeYanach Kak y ManbyuKoB, Tak v y feBoyek. Npeobnaganu naumenTsl ¢ IV cragueit 3abonesaHus —
15 (51 %) cnyyaes. [lepBUyHas onyxosb pacnpoCcTpaHANach B BEPXHEUENIOCTHYI0 nasyxy B 25 (86 %) cnyyasx, opouty —
B 10 (34 %), kneTku pewetyaroro nabupunta — B 18 (62 %), nonoctb Yepena — B 12 (41 %) cnyyasx. JlekapcTBeHHoe
nevenune nonyuunu 28 (96 %) naumeHTos. Jlyueas Tepanus nposoaunack 27 (93 %) nauueHTam, npu 3TOM B Clyyae
NepBUYHOI OMyXONU CyMMapHas o4yarosas fo3a coctasuna 50 Ip. MopaxeHHble nuMdaTuyeckue yanbl Wen 06ay4anuch
y 10 (35 %) nauneHToB (CymmapHas o4aroBas fo3a — 40 p). Xupypruyeckoe neveHve nposoaunocs 10 (35 %) nauueHTam.
Pesynbrarbl. 3a nepuop HabnopeHus ot 3 mec Ao 50 net xusbl 9 (34 %) nauMeHTOB. YMepau OT NPOrpeccun onyxonu
14 (48 %) 6ONbHbIX, OT OCNOXHEHWI cneynanbHoro nedenus — 1 (3 %) 6onbHoI. Beibbinu u3-nog HabnogeHus (Ha pasHblx
3Tanax nedyenns) 5 (17 %) petei.

3aknioyeHune. PakTopamu kpaiiHe He6AaronpuATHOrO NPOrHO3a TEYEHUA ICTE3UOHEHPOBNACTOMbI ABNAIOTCA BO3HUKHO-
BEHMe ONyX0nu B PaHHEM [ieTCKOM BO3pacTe, OTCYTCTBME afileKBaTHOW AMArHOCTUKM OTAANEHHbIX METacTa3oB A0 Hayana
cneundrUyecKoro neveHus, LUCCEMUHALIMA ONYX0NEBOrO NPOLLECC, a TaKKe BbICOKUI UHAeKC Ki-67. Mpu pacnpocTpaHeH-
HbIX CTaZMAX [AHHOrO 3a60N1eBaHUA XMPYpPrudeckoe neveHue 3hheKTUBHO TONbKO B COYETAHUM C XUMUONYYEBON Tepany-
eil. OTLaneHHble pe3ynbTaThl NeveHus feTell ¢ 3CTe3M0HePobaacTOMOl HEYAOBNETBOPUTENbHBIE B CBA3M C BbICOKMM PUCKOM
pa3BUTUSA peLnanBa u AMCCEMUHALMMN OMYXONU.

KnioueBble cnoBa: 3cte3noHeiipobnacToma y aeter, hakTopbl NPOrHo3a, XMMUOTEPANUs, lydeBas Tepanus, XMpypruyeckoe
NeyeHune
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Introduction. Esthesioneuroblastoma is a rare neuroectodermal malignant tumor. The incidence of this tumor in chil-
dren under 15 years of age is 0.1 per 100,000 pediatric population. The information on incidence, disease course,
and treatment of esthesioneuroblastoma in children vary significantly and depend on the follow-up period and statisti-
cal methods.

Objective — to assess risk factors for esthesioneuroblastoma and evaluate treatment strategies used in children and their
prospects.

Materials and methods. This study included 29 patients aged 2 to 17 years diagnosed with esthesioneuroblastoma and
treated at the Research Institute of Oncology and Hematology, N.N. Blokhin Russian Cancer Research Center, Ministry
of Health of Russia between 1969 and 2019. The median age upon diagnosis was 10 years. Six patients (20 %) deve-
loped the disease early in their life (being under 3 years of age). Esthesioneuroblastoma was equally common in boys
and girls. More than half of the patients (n = 15; 51 %) had stage IV disease. The primary tumor invaded the maxillary
sinus (n = 25; 86 %), orbit (n = 10; 34 %), ethmoid sinus (n = 18; 62 %), and cranial cavity (n = 12; 41 %). The majority
of children (n = 28; 96 %) received pharmacotherapy and radiotherapy (n = 27; 93 %); the total focal dose was 50 Gy
in case of primary tumor. The affected cervical lymph nodes were irradiated in 10 (35 %) patients (total focal dose 40 Gy).
Ten (35 %) patients have undergone surgery.

Results. The follow-up period varied between 3 months and 50 years. Nine (34 %) patients are still alive. Fourteen pa-
tients (48 %) died due to tumor progression; 1 (3 %) patient died due to complications from special treatment. Five
(17 %) patients were lost to follow-up at different stages.

Conclusion. The following risk factors were associated with poor prognosis in children with esthesioneuroblastoma:
disease onset in early childhood, no adequate diagnosis of distant metastases prior to specific treatment initiation,
disseminated disease, and high Ki-67 index. In patients with advanced cancer, surgeries were effective only in combi-
nation with chemoradiotherapy. Long-term treatment outcomes in children with esthesioneuroblastoma are poor due
to high risk of recurrence and tumor dissemination.

Key words: estesioneuroblastoma in children, predictive factors, chemotherapy, radiation therapy, surgery
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BBepeHue

Acre3nonHeiipoodnactoma (DHB) — Menkokpyriiokie-
TOYHAsI OITyX0JIb, UCXOIAIIAs U3 HEHPOHOB OOOHSITEJILHOTO
WJIY TaK Ha3bIBAEMOI'0 0J1b(haKTOPHOI'O SIIMUTEIMSI, BHICTH-
JIAIOILIETO pellleTYaThlil JaOUPUHT, MOJOCTh HOCA U HOCO-
moTKy [1]. OmyxoJiM MOJOCTH HOca y AeTel COCTaBISIIOT
He 6osice 3—5 % BceX 3710Ka4eCTBEHHBIX OITyXOJIEH AETCKO-
ro BO3pacTa, U3 HUX Ha JI0JII0 3CTe3MOHEPOOIaCTOM IIPU-
xomurcst 1-6 %.

[lepBbie cBeneHUs O 3CTE3UMOHEpoOIacTOME OBLIN
omnyoavkoBaHbl B 1924 1. L. Berger u coabrt. [2]. B oTeue-
CTBEHHOM JIMTEPATYpE CJIydyar 3TOM OIIYXOJIM Y B3POCIIbIX
BIIepBbIe ObUIM orrcaHbl B 1966 1. B.B. BricTpoBoii, a 'y ne-
teit — B 1979 . N.JI. Kpyunnunoii u B.I. TTonsikoBbIM,
KOTOpPbI€ 000OIIMIN OINBIT IMATHOCTUKU M JICUCHUST TOM
penxoii matojoruu [3].

Knununyeckue nposisnenust DHB, onucanHbie pazny-
HBIMU aBTOpaMM, pa3HOOOpa3HbI U HecTiel(UUHBI [4].

[lepBuyHasi AMarHOCTUKA OIYXOJM BK/IIOYaeT OC-
MOTDP, SHAOCKOMUYECKOE MCCIeI0BaHNE TTOJOCTH HOca
M HOCOIJIOTKU C IPOBEICHUEM MPULICIbHON OHMOoNCcUun
HOBOOOpa3oBaHMs MIsI MOP(OIOrnyecKon Bepuduka-
uuu [5]. B mensix olieHKM pacnpoCcTpaHEeHHOCTH IepBUY-
HOI1 OITyXOJIU TIPOBOAUTCSI MAarHUTHO-pe3oHaHcHast (MPT)
n xomnblotepHas (KT) Tomorpacdust ocHoBaHMs yeperna

1 oKosioHocoBbIX na3yx (OHIT) ¢ BHyTprBEeHHBIM KOHTpa-
ctupoBaHueM. OTHajleHHbIE U PETMOHAPHBIE METacTa3bl
BBISIBJISIIOTCSI HA OCHOBaHUM JAHHBIX PATUON30TOITHBIX HC-
CJIeIOBAHUI CKeJieTa M MITKUX TKaHEH, yIbTpa3ByKOBOIO
HUCCNIeAOBaHUSI MATKUX TKaHEH IIeu, OpTaHOB OPIOLIHOM
nosnoctu u KT opranos rpynHoii nonoctu. st mopdosno-
TUYECKOT0o MOATBEPXKACHUS AUArHO3a Mepel Ha3sHaYeHUEM
CIIeIIMaJIbHOTO JIEYeHUS 0053aTEIbHO BBITTOTHSIIOTCS THC-
ToJ0THYeCcKOoe U uMMyHoructoxummdeckoe (MI'X) uccrne-
JIOBaHUSI.

B ximHMYecKoM MpaKTUKE UCIIOIb3YeTCS] HECKOJIBKO
kinaccudukauuii DHB. IepBas 6bu1a npeaiokeHa B 1976 T,
S. Kadish 1 coaBT. OHa ocHOBaHa Ha CTeIeHU pacIpocTpa-
HEHHOCTHM OITyXOJIU: 00pa30BaHMEe OrpaHUYEHO HOCOTJIOT-
Koii (cragust A), nopaxaetr OHII (ctagus B) u ocHoBaHMe
yeperna (ctanusa C). B 1993 r. JlaHHas knaccubuKanms
obu1a MoguduLupoBaHa A. Morita ¥ COaBT.: B Hee BKJTIO-
yeHa eule ogHa ctaaus — D (omyxosb pacnpocTpaHsieTcst
3a nipeaenbl nonoct Hoca 1 OHIT) [4] (Ta6a. 1).

B ocHoBy rucronornyeckoii knaccupukauuu DHb
Hyams (1988) monoxeHsl cTeneHb auddepeHIInpOBKU
KJIETOK, MPU3HAKW HaJUYUS CTPOMBI, MUTO30B U OYaroB
Hekpo3sa (Tabu. 2). Cpeay 0OTOpUHOJAPUHTONIOTOB U XUPYP-
roB 0OJIbllIEe pacpoCTpaHEeHUE TTOTyYnia Kiaaccuguka-
uus Kadish—Morita [6]. IIpu cragum A, pakTU4eCcKu
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Tabmua 1. Kraccuguxayus acmesuoneiipobracmomst no Kadish—Morita

Table 1. Classification estesioneuroblastoma by Kadish—Morita

Cranus XapakTepucTika

A OIyX0J1b TOKaJIN30BaHa B ITOJIOCTU HOCA
Tumor is located in the nasal cavity

OIIyX0JIb pacIpOCTPaHSIETC Ha OKOJIOHOCOBBIE
B nasyxu
Tumor invades the paranasal sinuses

OIyX0Jib pacIpOCTPaHSIETCs 3a IPAHULIBI OKOJIO-
C HOCOBBIX ITa3yx
Tumor invades beyond the paranasal sinuses

D Hanuuue PErMOoHapHLbIX U OTAAJICHHBIX METACTa30B
Presence of regional and distant metastases

Tadmmua 2. lucmonoeuueckas kaaccugpukayus Hyams (1988)

Table 2. Histological classification according by Hyams (1988)

Crenenb
nuddepen-

o XapakrepucTuka

JlonpyaToe cTpoeHre HeiipouOpUIUISIpHOM
MaTpulbl. KieTku Menkue, oMHOPOIHbIE,
0e3 MUTOTHUYECKOI aKTUBHOCTH. HeT ouaros
1 HEKPpO3a, 4aCTO BCTPEYAIOTCs IICEBAOPO3ETKU
(Homer-Wright rosettes)
Lobular structure of the neurofibrillary matrix. Cells
are small, homogeneous, without mitotic activity.
No areas of necrosis, rare Homer-Wright rosettes

MeHee BblpaxkeHHasi MaTpulia.

I Less pronounced matrix.
3HaunTeIbHAd aTUITHS KJIETOK C MUTO3aMU
Significant atypia of cells with mitoses

CoxpaHeHa JJo0yJIsipHasi apXUTeKTOHUKA.
Lobular architectonics is preserved.
HapaCTaHI/IC IIPU3HAKOB aTUIIMU C YCUJIICHUEM
MUTO30B M O4YaroB HEKpO3a.

11 Increasing signs of atypia with increased mitosis
and necrotic areas.
Hannune HacTosSIIMX HEPBHBIX PO3ETOK
(Flexner-Wintersteiner rosettes)
Presence of Flexner-Wintersteiner rosettes

Knetku HenudhepeHIMpoBaHHbBIE, TaK KaK

OTCYTCTBYET JOJIbYATOCTb CTPOCHUS.

Cells are undifferentiated, since there is no lobular
v structure.

Hannuwne kireTouHoi aTummm, HEKPO30B

Y MUTOTUYECKOM aKTUBHOCTH

Presence of cellular atypia, necrosis and mitotic

activity

HE BCTpeYalllecs y NeTer, MPUMEHSIOT TOJIbKO XUPYP-
rudeckoe jieueHue. B ciryyae HaTM4uMs OmyXoJieBbIX KIETOK
B Kpasix pe3€KLMHN UM OCTATOUHOM OIyXOJ1 MPOBOIUTCS
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nyueBas repanus (JIT). [Ipu ctanuu B npuMeHsTIoT Xupyp-
TUYECKOe JeUEHME C IMOCTIeAYIONINM ITOCIeoNepaliOHHBIM
o0yyeHreM obaacTu nepBuYHOM ormyxonu. Ipu ctagun
C UCTIONBb3YIOT KOMOMHMPOBAHHOE JIeUeHME, BKIII0YAIOIee
HeoamgblOBaHTHBIE pexknMbl xuMuoTepanuu (XT) ¢ mocie-
JIYIOIIUM XUPYPrUYECKUM JIeYeHUEM U aabloBaHTHYIO X T
u/wm JIT. I1pu cramguu D moka3ansl cucreMHast X1 v mai-
JmatuBHas JIT Ha ob6nacT IepBUYHON OMYXOJU U MeTa-
cTa30B [7]. B oreuecTBEeHHOI OHKONIOTUY JISI CTaAUPOBa-
Hust OHbB ucnonp3yior knaccudukamuio TNM (Tumor,
Nodus and Metastasis) 7-ro nepecMmotpa (pasnen «Ormyxo-
JIM TIOJIOCTY HOCA M OKOJIOHOCOBBIX Ma3yx») [8].

Martepuanbi u metopbl

B uccnenoBaHue ObLIM BKJIIOUEHBI TTALIMEHTHI C MOP-
¢doJIornuecky MoATBEPXKIEHHBIM nuarHo3om «3Hb» no
18 5ieT, 3aKOHHBIE MPEACTABUTEIN KOTOPBIX Jau COTjlacue
Ha BCe BUIbI IIPOTHBOOITYXOJIEBOIO JIEYSHUSI.

PesynbraThl uccnenoBaHust GUKCUPOBATIUCH JICUally-
MM BpayaMM B MEIULIMHCKUX KapTax MalMeHTOB U aHAJI1 -
3UPOBAJIMCh aBTOPaMU JaHHOM CTaThbu. bbuUT UCIONB30BaH
METOI CTaTUCTUYECKOTo HabmoneHus. Pe3yasratel odpa-
OaThIBaJIMCH ¢ TTOMOIIbI0 porpamMMbl SPSS 15 (Statistical
Package for the Social Sciences — ctaTUCTUUYECKUIA TTAKET
JUTS OOI1IECTBEHHBIX HayK).

B uccrnenoBaHue ObLIM BKIJIIOYEHBI 29 MallMeHTOB
ot 2 1o 17 net, KoTopble HabMOJAIUCh U Jleunnuch B Ha-
YYHO-MCCIEA0BATEIbCKOM MHCTUTYTE AETCKOM OHKOJIOTUN
U reMartojiorny HanroHanbHOrO MEAUIIMHCKOTO MCCIe-
JIOBaTeIbCKOTo LeHTpa oHkojorun uM. H.H. broxuna
Mun3sapaBa Poccun B nepuon ¢ 1969 no 2019 r. 3a6o-
JieBaHUE OJMHAKOBO YacCTO BCTPEYalOCh Y MaIb4MKOB
(15 cnyyaeB) u geBouek (14 ciyuaeB). MeauaHa Bo3pacTa
MalMEeHTOB HAa MOMEHT YCTAaHOBJICHUS AMarHo3a COCTaBM-
qa 10 et

OCHOBHBIE XKaJ100bI MALIMEHTOB: 3aTPyAHEHNE HOCOBOTO
nbixaHus — 18 (62 %) ciydaeB, CIM3UCTO-THOMHOE OT/IE-
JsieMoe U3 Hoca —14 (48 %), ronoBHast 00JIb ¥ TOJIOBOKPY-
xeHue — 6 (20 %), sk30dTaabM, HapyleHUe 3pEHUS —
8 (27 %), cyodeopunurer — 5 (17 %), obiasa caabocTb —
2 (6 %) ciydas. AHamMHe3 3a00JieBaHUSI OT ITOSIBJICHMSI ITep-
BBIX IIPU3HAKOB 00JIE3HU A0 MOCTAaHOBKM IMAarHo3a B Ha-
LIEM MCCIIEI0OBAaHUM COCTABIWII B CpeAHEM 5 MecC.

PacnpocTpaHeHHOCTh OIYXOJIM OLIEHMBajach Ha OC-
HOBaHUM JaHHBIX KOMILIEKCHOIO O0OC/IeI0BaHUSI, BKJIIO-
yatomiero MPT u/unu KT ocHoBanus ueperna u OHII
C BHYTPUBEHHBIM KOHTpacTUpoBaHueM (puc. 1), yasrpa-
3BYKOBOE MCCJICI0BaHNE MSATKMX TKaHEH 1€ U OPraHOB
oproirHoii monoctu, KT opraHoB rpymHO# MOJIOCTU U pa-
JIMOU30TOITHOIO UCCIIEA0BAHMSI.

AHaTOMUYECKHE 30HbI paCIIPpOCTPaHEHMSsI IEPBUYHOM
OITyXOJIM: BEpXHEYEIOCTHA masyxa — 25 (86 %) ciy4aes,
opbura — 10 (34 %), KeTKM peleT4aToro JabupuHTa —
18 (62 %), ocHoBHas masyxa — 12 (41 %), HocoroTKa —
10 (34 %), monoctb Hoca — 6 (20 %). PacnipocTpaHeHue



Puc. 1. Maenumro-pesonancnas momoepagus nayuenmku, 12 arem, ¢ oua-
2HO30M <«3acme3uoHeiipobaacmoma caega». Memacmas (¢ 30HOU Hekposa
6 UEHMPANbHbIX 0MAenax) 3cMe3UoHelpodaacmomsl 8 npagyio A00HO-8U-
couHyl0 obnacmos u ocmposkosyio doaro pasmepamu 5,4 x 4,7 x 4,9 cm:
a — ¢ akcuanvHoi npoexyuu ¢ TI-pexcume; 6 — 6 aKcuanbHoll npoexyuu
6 T2-pexcume

Fig. 1. Magnetic resonance images of a 12-year-old female patient diagnosed
with left-sided esthesioneuroblastoma. A 5.4 x 4.7 x 4.9 cm metastasis (with
necrosis in the central parts) from esthesioneuroblastoma in the right
frontotemporal area and insular lobe: a — axial T1-weighted image; 6 — axial
T2-weighted image

HOBOOOpPa30BaHMSI B ITOJIOCTh Yyepena oTMedeHo B 12 (41 %)
cJly4dasiX, B OCHOBHOM B IIEPEIHION0 YEPEITHYIO SIMKY.

BaxxHbpIMM METOAAMU AMATHOCTUKM ObUIM CLIMHTUIPA-
¢un KocTeil 1 MATKMX TKaHEel ¢ MCMOIb30BaHUEM TyMO-
POTPOIHBIX pagnodapmaneBTHyeckux rpemnaparos (PDIT).
CuuHTurpadus KocTeil mo3BoJIsIeT OLIEHUTh MUHEpPaJlb-
HBI KOCTHBIN 00MeH. OCHOBHas 3a1aya JTaHHOTO MeToaa
KUCCIEA0BaHUS C IPUMEHEHNEM TyMOPOTpOomnHbIX P®II
(*"Tc-texHerpwia u 'ZI-meraiion6GeH3maryanuanta (123 1—
MIBG) — olieHKa aKTUBHOCTH OMyx0JieBoi TKaHu. CLIMH-
TUrpadus MIrKuX TKaHeil MpUMEeHsIach KaK ISl [IepBUY-
HOI IMarHOCTUKM, TaK U IJis OLeHKU 3G(GEKTUBHOCTH
MPOBOAMMOTO JieueHus. TakKe 3TOT METO/ UCIIOIb30BAJICS
B IIEpMOJ TMHAMUYECKOro HabmoneHus (puc. 2). CkaHu-
poBaHue ckejieta 66110 rpoBeneHo 12 (41 %) mauumeHTaMm,
HCCIIeNOBaHME MSITKUX TKaHel ¢ P Te-texHerpuiom — 8 (27 %)
u ¢ 'BI-MIBG — 3 (10 %) nauueHTaMm.

OmnpeneneHue craauu 3abo0jieBaHUS TIPOBOAMIIOCH
mo 2 kiaccudukamusMm: TNM 7-ro nepecmotpa (2009)
(B cootBeTcTBUU C paszaenoM MKbB-10 «310kayecTBeHHBIE
HOBOOOpa30BaHUs TyObl, MOJOCTU PTa U HOCOTJIOTKMW»)
n Kadish—Morita. CornacHo knaccudukamuu Kadish—
Morita, mpeobiagany MauMEHTbI C MECTHO-PACIIPOCTpa-
HEHHOI1 cTagueii 3aboaeBanus (cranueii B) — 9 (31 %) na-
LIMEHTOB, a TaKXe C PerMOHApHbIMU U OTHaJIEeHHBIMU
meractazamu (craguamu C u D) — 9 (31 %) u 11 (37 %)
MaLXeHTOB COOTBETCTBeHHO. Halnuune oTaaieHHbIX MeTa-
cTa3oB, pacnpoctpaHeHue DHbB B mojocts yepena u no-
paxenue JIY meu coorBeTcTBYIOT IV cTagum knaccudu-
Kauu TNM.

MerTtacrassl B pernoHapHbie JIY Obutn 0OHapyKeHbI
y 12 (41 %) naimenToB. OToaneHHbIE MeTacTa3bl (MHOXE-
CTBEHHbBIC METACTaTUYECKME MOPAKEHUSI KOCTEM U KOCT-
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Puc. 2. Cyunmuepammor kocmeii u msekux mxaueli nayuenma, 14 aem,
€ OUACHO30M «ICME3UOHeIPOOAaCcMOMA cAe8a», 8bINOAHEHHble 00 HA4AAA Ae-
ueHus: a — 6 nepednell npoexuyuu. Onpedensemcs UHMEHCUBHAS AKKYMYAAUUS
paduogapmayesmuyecKux npenapamos 8 NPoeKyul peuem4amoii Kocmu,
€601l 6ePXHEHeNOCMHOL NA3YXU, MEOUANbHOU U 8epXHell CMeHOK Ae60li Op-
Oumol (nokazano cmpenkoit); 6 — ¢ ucnoavsosanuem '>1—MIBG 6 nepedueii
npoexyuu. [lamonoeuueckoil cunepaKKymyaayuu paouopapmayeemuueckKux
npenapamos He 8bi64€HO

Fig. 2. Baseline scintigraphy image of a 14-year-old male patient diagnosed
with left-sided esthesioneuroblastoma: a — frontal view. There is an intensive
accumulation of contrast agent in the projection of the ethmoid bone, left maxillary
sinus, and medial and upper walls of the left orbit (arrow); 6 — '“I—MIBG
scintigraphy image, frontal view. No pathological accumulation of contrast agent

HOTO MO3ra) IpM NEePBUYHOM TMArHOCTUKE BBISBJICHbI
y 3 (10 %) nauueHTOB.

Bcem 601bHBIM TTpOBeieHA OMOIICUS OIYXOJIM U/ UIu
peruonapHoro JIY. Inarto3 «DHbB» rucronornyecku rmoa-
TBepXIeH y Bcex maumeHToB. B 11 (38 %) ciayvasix mpo-
BOAMJIOCh UMMYHOIMCTOXMMUYECKOE MCCIeIOBAHUE IS
YTOYHEHUsI TUCTOreHe3a onyxoiu (puc. 3). OCHOBHBIMU
MOJIEKYJISIPHO-TEHETUYECKMMU MapKepaMu IpU aHaIu3e
TUCTOJIOTMYECKHMX MPErapaToB ObLIM HAKOIUIEHUE CUHAII-
todusuHa — y 6 (20 %) nauueHTOB, BapuabdeabHasl 3KC-
npeccusi uTokepatuHoB —y 9 (31 %) maLyeHTOB U HEMPOH-
crnenuduueckoit enosasbl (NSE) — y 1 (3 %) nauueHTa.
B xone peTpocneKTMBHOrO aHaIM3a IOCIe0NePallMiOHHOIO
Marepuaja Mbl OTMETUIIM 3aBUCMMOCTh YPOBHSI BbKMBA-
€MOCTH OT 3HaueHus nokaszaresst Ki-67.Y 4 (13,8 %) na-
LIMEHTOB ¢ BbICOKMM uHaekcoM Ki-67 (>80 %) ObL1
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Puc. 3. Juacnocmuueckoe eucmonoeuueckoe uccaedosanue onyxoneoii MKaHu: a — 8 epaHyAsUyUOHHOU MKAHU BbIABASIOMCS KOMNAEKCbl KAeMOK ONyXoau
¢ Kpyensimu cUnepxXpomMHuIMU 50pamu, o4azu Hekpo3a onyxoau. TIpu ummyHoeucmoxumuueckom uccie0o8anul 8 KAemKax onyxoau 0GHapyicena sKcnpeccus
CD56 (++) u cunanmogpuzuna (++); 6 — ene3006udnoe pazpacmanue 01b@PaAKMOPHOL HEUPOOAACOMBL C BbICOKOU MUMOMUHECKOU AKMUBHOCHbIO

Fig. 3. Diagnostic histological examination of tumor tissue: a — granulation tissue contains clusters of tumor cells with round hyperchromatic nuclei and areas
of tumor necrosis. Immunohistochemical examination demonstrated expression of CD56 (++) and synaptophysin (++) in tumor cells; 6 — nested growth of
olfactory neuroblastoma with high mitotic activity

[narHocTrKa, n3yyeHne Mopdonoruu, CTaanpoBaHuie, onpeaeneHne neyebHomn TakTMKmM /
Diagnostics, morphological examination, staging, and choosing therapeutic tactics

Crapua A/ Stage A | | Crapgua B/ Stage B Cragua C/ Stage C | | Crapgua D / Stage D
| |
|
SHAOCKoNMnyeckoe Buoncus onyxonn /
TpaHCHa3anbHoe/oTKpbIToe Tumor biopsy
yAaneHune onyxonu / |
Endoscopic transnasal/

open tumor removal WNHpyKTUBHaA xmmmnoTtepanus /
Brioncua onyxonu /

) Induction chemotherapy
Tumor biopsy |
JlyueBas Tepanua /
Radiotherapy
|
Hepaaukanboe JlyueBas Tepanusa / KoHconupupyowas xummotepanus /
ynanem::rr/nl)\lvc;r;—rad/cal Radiotherapy Consolidation chemotherapy

SHAOCKOMNMYeCcKoe TpaHCHa3albHoe/OTKpbIToe yaaneHue onyxonu (second-look onepauus) /
Endoscopic transnasal/open tumor removal (second-look surgery)

Hab6ntopeHwue / Follow-up HabntogeHwe / Follow-up

Puc. 4. Takmuia aeuenus demeii ¢ 3cme3uUoOHeUpoOAACMOMOT

Fig. 4. Treatment strategy for children with esthesioneuroblastoma

HeOJIarONpPUSITHBIN MPOTrHO3 3a00ieBaHus (YyMepiu Ha pa3-  1ukjiIodocdaH B 103e 500 mr/m? B 1-ii u 8-it THU; TOKCO-
JIMYHBIX 3Tanax JCYEHU). pyouiyH B no3e 20 Mr/m? Bo 2-ii 1 4-ii IHK; KapOOIUIaTUH
PerpocrnieKTUBHBII aHAIM3 UCTOPUIA OoJie3Hel mauy- B mo3e 360 Mr/m? B 1-i1 neHb) (cxema 1), mpenioKeHHbIM
eHtoB ¢ DHDB mokazan, uto Kypcebl unayktuBHoi XT npour- axkan. PAH, npod. B.T. I[TonsikoBbIM M BKIIOYAIOIINI OT
1 28 (97 %) nauuvenToB. OcHoBHoI pexkuM XT no cxeme 6 no 10 kypcoB XT, mpoBoauics 23 (85 %) manueHTaM.
VDC/Carbo (BUHKpUCTUH B 03¢ 1 Mr/m2 B 1-ii v 8-it mHu;  TakTtuka nedeHust neteit ¢ DHB npencrasieHa Ha puc. 4.
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[Ba (7 %) nauueHTa Mojydajiy penapaTbl: BAHKPU-
CTUH B n1o3e 1 mr/m2 B 1-i1, 3-it u 5-it qHM; LukIiIodochan
B no3e 500 mr/m? B 1—7-i1 AHU; TOKCOPYOULIMH B 03¢
30 mr/m2 B 1-i4, 3-it u 5-i1 nHu (cxema 2). OgHomy (3 %)
nauueHTy npoBoauiaack noauxumuorepanus (ITXT) mpe-
rmapataMu JOKCOpYOULIMH B o3¢ 90 mr B 1—2-i1 qHM; 1UC-
rutatvH B 1o3e 120 mr B 3—4-i1 nuu (cxema 3). Onun (3 %)
MalYeHT MojTy4as KapooruiatvH B 1o3¢ 300 Mr/M?B 1-ii IeHb;
srono3un B 1o3e 100 mr/m? B 1—3-it nuu (cxeMa 4). Cym-
MapHO npoBeneHo 4 kypca XT.

[MonoxurenbHas IMHaMKUKa (COKpallleHUe pa3MepoB
onyxoJu 6osee yeM Ha 50 %) rocie KypcoB HeoanbloBat-
Hoit TTXT mo cxeme 1 otmeuena y 11 (39 %) maumeHTOB,
crabunmsanus onyxonn — y 10 (36 %), nmporpeccupoBaHye
3aboneBanust —y 2 (7 %). 3atem GoJibHbIC ObLIU ITEPEBE-
JIeHBI Ha 2-10 JIMHUIO TIpenapaToB. Tepanus MpoBoaUIaCh
o cxeme: udochamun B o3¢ 1800 mr/m? B 1—5-ii nHU;
srono3un B go3e 100 mr/m? B 1—5-i1 qHM; KapOoIIaTUH
B no3e 500 Mr/m2 B 5-i1 AeHb. Y 2 maiueHToB rnocie 4 Kyp-
coB IIXT mo cxeme 2, y 1 mocie BBeAeHUST MpenapaToB
no cxeme 3 ny 1 mocje npoBeAcHUs JIedeHUsI 1o cxeme 4
pa3Mephl OIMyXO0JIM COKPaTUIMCh MeHee yeM Ha 50 %. Mbl
OLICHUJIM CYMMapHbIA 3(PdeKT mociae HeoaablOBaHTHOM
ITXT. Yactnunbiit 3 dext zocturayTy 14 (50 %) 6onbHbBIX,
cTabMaM3aLus onyxoJu Haomoaanack y 12 (42 %), npo-
rpeccupoBaHue 3aboseBaHust —y 2 (8 %).

Jlyuyesast repanus nposoauiachk 27 (93 %) nmanyeHTam.
B 30HYy 00J1yUeHMs BKJII0YAJIU I10JI0CTh HOCA, pelIeTYaThlid
JJAOMPUHT M BEePXHEYEIIOCTHYIO 1a3yXy Ha CTOPOHE Iopa-
KeHuUs. [paHULIbI BO3NEHCTBUS paCILMPSIIMCh IIPU PACIIPO-
CTpaHEHUH OITyXOJIU B OpOMTY, OCHOBHYIO, JJOOHYIO Ma3yXu,
KPBUIOHEOHYIO SIMKY, MSITKME TKaHU JI1ia. MeToauKa jiedue-
HUS 3aKjovanach B UCIOab30BaHUU 3D-kKoHdoOpMHOTro
obOsryyeHus B pexxume 1,8—2,4 Ip/cyt 5 aueii/Hen. Ipo-
Boaunach JIT nmepBuuHOI onmyxoau (cyMMapHasi oyaroBas
no3a (COJ) 50,4 Ip). ¥V 10 (37 %) GoabHBIX B 30HY 00J1y-
yeHus1 nonojaHutenbHo BKiodanu JIY (CO/I 45,0 Ip). Dd-
(GeKTUBHOCTD JiedeHUs1 oleHuBanu yepe3 1 Mec. [locie
3aBepiueHus kypca JIT u yracaHust TydeBbIX peaKLnii TToJI-
HbIii 3 deKT 66T JocTUTHYT Y 1 (4 %) marueHTa, YacTU4-
Hblid —y 14 (51 %). Ctabunu3alys onyxoju HabIoaanach
y 5 (19 %) 6oJbHBIX, IPOrpeccupoBaHue 3a00IeBaHUS —
y 3 (11 %). BbiObUIM M3-11011 HAOJII0OACHNUST HA JAHHOM 3Ta-
ne 4 (15 %) nauueHra.

AnwioBanTtHas ITXT npoBeneHa 13 (54 %) nmanyieHTam.
N3 Hux 9 (69 %) GONbHBIX MOJYYaiy JIeYeHHe 1o cxeme 1.
Tepanus o cxeme 4 (VAC: BUHKPUCTHH B 103¢ 1,5 Mr/m?
B 1-i1, 8-i1, 15-i1 aHu; uukinodocdan B go3e 1200 mr/m?
B 1-i1 1eHb; nakTMHOMUIIMH B 103¢ 0,045 Mr/Kr B 1-i1 1eHb)
nposeneHa 2 (15,4 %) nauueHtaM. B ocTajbHBIX cllydasix
(2 (15,4 %) nanueHTa) Jie4eHUE OCYIIECTBIISIIOCH 110 UH-
JIVBUIYaJbHBIM CXeMaM paHee He MIPUMEHSBILIMMUCS TIpe-
rnapaTaMu C BKJIIOYEHMEM 3Torno3uaa u ugochamuaa. Pe-
3yabTaTuBHOCTD [TXT oueHeHa y 25 nauveHToB. [TomHbIi
s ekt 6611 1ocTUrHYT B 17 (68 %) city4asix, YaCTUYHBIM —

JluarHocmuKa u ne4yexue onyxoneii ronoebl U weu

B 1 (4 %), nporpeccupoBaHue 3a00JieBaHKs HA01I01a10Ch
B7 (28 %) ciayuasx.

Xupypruyeckoe jiederue 15 (51,7 %) 3 29 nauneHToB
BBITIOJIHSIJIOCH Ha pa3indHbIX oTanax. Y 2 (7 %) GosbHBIX
OITyX0Jib ObLjIa YIajeHa C UCII0JIb30BAHMEM TPAAUIIMOHHO-
ro gocryna. B nanbHeiilieM 3T Nal¥eHTHI ObLIM HAIIpaB-
JIEHBI Ha KOHCYJIBTAllMI0 OHKOJIOTa M HAXOAMIUCH IOJT €r0
HabmoneHueM. Y 3 (10 %) 60IbHBIX XUPYPTUYECKOE BME-
LIATEJIbCTBO BBIMOJHEHO Ha 1-M 3Tare JieYeHus ¢ mocie-
OYIOIIMM MPOBEACHUEM MPOTHBOOMYXOJICBOM Teparuu.
Y 10 (35 %) naliueHTOB XMPYPrUYeCKUIiA 3TAIl IPOBOIMIICS
B CBA3U C HAUIMYMEM OCTATOYHOM OITyXOJIEBOM TKAHU TTOCTIE
xumuonydeBoi repanuu. M3 Huxy 7 (70 %) G0JabHBIX OITy-
XOJIb ObLIa yIajeHa 9HAOCKOMUYECKM (TpaHCHA3aIbHbIM
meTonoM) Uy 3 (30 %) — OTKPBITHIM TOCTYIIOM.

MHOroKOMIIOHEHTHOE JIeUeHNE, BKJIIOYAIOILEe XMMUO-
JIY4EBYIO TepaIluio 1 yaaJleHUEe OIyX0JIu, ObLIO IIPOBEACHO
13 (44 %) nauyeHTtam. XapakrepucTuka naiueHros ¢ DOHB
npeacTaBieHa B Ta0OI. 3.

Hab6monenue npogomkanock ot 3 Mec 1o 50 net. U3
29 BKITIOYEHHBIX B Hallle McciienoBaHme aeteii kusbl 9 (34 %).
Boi6bu1M M3-nioa HabsroneHus S (17 %) nauyeHToB. YMep-
JI OT IIporpeccupoBanyis 3a0oneBanust 14 (48 %) OOJBHBIX,
13 HUX Ha PoHe npoBeaeHus JieyeHus — 2 (6 %), B paHHUe
CPOKM IT0CJIe OKOHYaHUs JiedeHust (10 3 mec) — 6 (20 %),
B niepuoj, S-jerHero HadmogeHus — 6 (20 %). B 1 (3 %)
cJydae MalUeHT YMep OT TOKCHMYecKoro remarura. IsaTu-
JIETHSISI 0011as BBDKMBAEMOCTD cocTaBuia 66 % (puc. 5).

HeratuBHbie cOOBITUS Y OOIBLIMHCTBA MALUEHTOB IPO-
WCXOIWIIN B TeUEHUE 5 JIET mocJie 3aBepiieHust JeueHus. [Tpu
YBEJIMYEHUU CPOKOB HAOTIONEHMS TTOKA3aTe b OOILIEH BbIKM-
BaeMOCTU He U3MEHSICS. YPOBEHb 4-71eTHel Oe3peLIIBHOMN
BBDKMBAEMOCTH B 3TOM rpyrine coctaBmi 55 % (puc. 6).

IIporpeccupoBaHue onyxoau Ha (poHeE JeYeHUs OT-
Meyvasioch y 8 (27 %) nauueHToB. PeliauBbl 3a00J1eBaHU
BO3HUKIN Y 7 (24 %) GosbHbIX, U3 HUX Y 3 (43 %) HabJ110-
Jajcst TOKalnbHbIA peuuaus, v 4 (58 %) — pernoHapHoe
U OTHajJeHHOe MeTacTadupoBaHue. Ilociie mpoBeaeHUst
MPOTUBOPELIMAMBHOrO jiedeHus 2 (28,6 %) nauyeHTa c Jio-
KaJIbHbIMU pelyavBamu xkuBbl, y 1 (14,3 %) yepes 2 roga
pa3BUJICS NTOBTOPHBIMA PELIMAMB, U MALUEHT YMEpP OT MPO-
rpeccupoBaHus 3aboneBaHus1. Bce 00bHBIE ¢ pernoHap-
HBIMU U OTHAJIEHHBIMU PELIMAMBAMM YMEPJIU OT IIPOrpec-
CHUpOBaHUSI OIyX0JieBoro rnpotiecca. [lokaszarens 4-1eTHei
0e3pelMINBHOM BBLKUBaEMOCTH cocTaBi 28 % (cM. puc. 6).
Pe3ynbraThl NpOTMBOPELIMAMBHOIO JIeYeHUS MALIMEHTOB
MnpeacTaBieHbl B Ta0I. 4.

06cyxaeHune

3aboneBaemocth DHB cpenu B3pociioro HaceneHuUs1
cocTaBisgeT npuMmepHo 0,4—1 ciydait Ha 1 MJIH 4eJloBeK
Bron [9]. Y mereli 3Ta OmyXoJib BCTpevaeTcs KpaifHe pelKo,
IO3TOMY COOOIIEHUsI O CIIy4asix ee pPa3BUTHsI B JCTCKOM
BO3pacTe IpeACTaBIeHbl OTAEIbHBIMU HAOIIOACHUSIMU
WM HeOOJbIIMMU UX cepusimu [10].
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Tabmua 3. Xapakmepucmuka nayueHmoes ¢ Icme3uoHeipooaacmomoll

Table 3. Characteristics of patients with esthesioneuroblastoma
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X Cragun
111174 Kat.llsh— 10 TNM
Morita
B 11
D 111
B 11
D 1VB
C v
B 11
B 111
D v
D IVB
B I1
C v
D v
D IVa
D 111
C 11
C I11
C v

MeTtacra3sbl

Her
No

B mieitHblie JIY ¢ ogHOM CTOPOHBI
Unilateral metastases to cervical LNs

Her
No

B mreitnbie JIY ¢ 2 cTOpOH, KOCTH,
KOCTHBIN MO3T

Bilateral metastases to cervical LNs, bones,

bone marrow

Her
No

Her
No

Her
No

B mieitnpie JIY ¢ 2 cropon
Bilateral metastases to cervical LNs

B mieitnbie JIY ¢ 2 cropoH
Bilateral metastases to cervical LNs

Her
No

Her
No

B mieitapie JIY ¢ 1 cropoHsl
Unilateral metastases to cervical LNs

B metinbie JIY ¢ 2 cropoH
Bilateral metastases to cervical LNs

B meiinbie JIY ¢ 1 cropoHbl
Unilateral metastases to cervical LNs

Her
No

Her
No

Her
No
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HeoaabloBanTHas
IIXT (k0a-BO M-
KJIOB)

VDC/Carbo (4)

VDC/Carbo (6)

VDC/Carbo (5)

VDC/Carbo (4)

VDC/Carbo (4)

VDC/Carbo (2)

VDC/Carbo (4)

VDC/Carbo (4)

VDC/Carbo (4)

VDC/Carbo (7)

VDC (7)

VDC/Carbo (5)

VDC/Carbo (2)

VDC/Carbo (2)

VDC/Carbo (4)



Ortser Ha XT

Crabwimn3anmyst
Stable disease

Crabvn3anmst
Stable disease

Crabuim3zanms
Stable disease

YacTuaHbI

addekT

Partial response

Crabunu3zanys
Stable disease

Crabum3zanms
Stable disease

Crabunnszanus
Stable disease

YacTuuHbI

apdexT

Partial response

Crabunu3zanust
Stable disease

YacTuaHbIiIn

a2t deKT

Partial response

YacTuaHbI

apdexT

Partial response

Crabunu3zanys
Stable disease

YacTuaHBI

ap ekt

Partial response

YacTuaHbI

apdexT

Partial response

Crabvm3anyst
Stable disease

Xupypruyeckuii
aTan

Ha 1-m atane/R0O

At the 1* stage/R0O

OcraToyHast
oryxoJjib/R0O
Residual tumor/R0

OcraTouHast
omyxoib/R0O
Residual tumor/R0O

Ha 1-m stane/R0O

At the 1* stage/R0O

Ha 1-m stane/R1
At the 1+ stage/R1

OcraToyHast
oryxojib/R0
Residual tumor/R0

Ha 1-m stane/R1
At the 1 stage/R1

JIT, Ip

45,6

45,6

45,6

45,6

45,6

63,6

66,0

45,6

50,4

45,6

45,6

25,2

50,4

45.6

45,6

JluarHocmuKa u ne4yexue onyxoneii ronoebl U weu

AnbloBaHTHas
IIXT (xoa-
BO IIKJIOB)

VDC/Carbo (4)

VDC/Carbo (3)

IE (2)

VDC/Carbo (3)

VDC/Carbo (1)

VAC (1)

VAC (1)

VDC/E/Carbo
4)

DddexT JeueHus

Permnus gepes 6 jier
Relapse after 6 years

ITonHbIi OTBET
Complete response

ITonHbIl OTBET
Complete response

[MoxHBIIT 0OTBET/MPOTrpecCUPOBaHNE
3a0ojeBaHMs Yepe3 1 mec
Complete response/progressive disease after
1 month

ITonHbIi OTBET
Complete response

[TonHEIA OTBET
Complete response

TMomHeril oTBeT/peruans yepes 4 romga
Complete response/relapse after 4 years

[MonHeIit oTBET
Complete response

TTonHbIi OTBET/peliiauB Yepes 4 rona
Complete response/relapse after 4 years

TTonHbI OTBET/pelIMAMB Yepes 2 roaa
Complete response/relapse after 2 years

[TonHbliA OTBET
Complete response

YactruHbIi 3¢deKT/mporpeccupoBa-
Hue 3a0oeBaHus yepes3 1 mec
Partial response/progressive disease after 1
month

ITporpeccupoBaHue 3a001eBaHMS
Ha (oHe JIeueHUs
Progressive disease during treatment

IToHBII OTBET/CMEPTH OT OCIOXKHE-
HUA
Progressive disease during treatment

ITporpeccupoBaHue 3a00J1eBaHUS
Ha (oHe JIeYeHUs
Progressive disease during treatment

Her naHHBIX
No data

ITonHbIii OTBET
Complete response

Craryc

Ymep
Dead

2Kup
Alive

Kup
Alive

Ymep
Dead

Kup
Alive

Kus
Alive

Ymep
Dead

BoIObLT 3-T101,
HaOIIOACHUST
Lost to follow-up

Kus
Alive

Ymep
Dead

Ymep
Dead

Ymep
Dead

Ymep
Dead

Ymep
Dead

Ymep
Dead

BbIOBLT U3-1101,
HaOJIIOACHUS
Lost to follow

Kup
Alive
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Cragyuu

110 KiacenpuKa- HeoanxboBanTHas
Bo3spacr, . Crannu IIXT (koa-Bo -
et 1117 Ka('hsh— 0o TNM MeTtacra3sbl u—
Morita

Her

14 C v No VDC/Carbo (2)
Her

2 B 11 No VDC/Carbo (1)
Her

10 C v No VDC/Carbo (2)
Her

11 C 111 No VDC/Carbo (9)

B meiinbie JIY ¢ 2 cropoH

4 B 11 Bilateral metastases to cervical LNs VDC (8)
Her

3 B 111 No VDC/Carbo (1)
Her

16 C 1\% No VDC/Carbo (2)

B metinbie JIY ¢ 2 cropoH
15 D v Bilateral metastases to cervical LNs VDCE (4)
B meiinbie JIY ¢ 1 ctopoHbl
3 D v Unilateral metastases to cervical LNs VDC/Carbo (4)
B xoctu
17 D IVA Metastasis to bones VDC/Carbo (4)
11 B 1 B meiinbie JIY ¢ 2 cropoH VDC/Carbo (4)

Bilateral metastases to cervical LNs

B mieiinbie JIY ¢ 2 cTopoH, KOCTHBII
15 D IVB LITEkT VDC/Carbo (4)

Bilateral metastases to cervical LNs, bone
marrow

Ilpumenanue. M — myxccroii; 2K — wcencxuii; IIXT — noauxumuomepanus; XT — xumuomepanus; JIT — ayyeeas mepanus; J1Y —
aumpamuueckue y3anl; V — eunkpucmun; D — dokcopyouvyun; I — ugpocgpamud; E — smonosud; Carbo — kapoonaamun; A — akmumo-
muyun D; C — yuknogocghamud; RO — noanas pezexuyus

Haiu onbIT noaTBep:knaeT KpaliHe peKyio BCTpeyae- JeTeil ¢ aToil maTtosorueil. B cooTBeTCTBUM ¢ JaHHBIMU,
mocTb DHDB B oHkonenuaTpun. OrpaHMYEHHOE YMCIO Ha-  KOTOPBIE COODIIAIOTCS B €XXEroJHO OOHOBJISIEMOM JIOKY-
OJIIOIEHUIA HE TIO3BOJISIET ITOTYIUTh JOCTOBEpHYIO MH(Mop- MeHTe Rare Cancers of Childhood Treatment (PDQ®, «Jle-
Mallrio 0 3a00JIeBA€MOCTH, TEYCHUM U TAKTUKE JICUCHUs] YEeHHE PEIKMX OHKOJIOTMYECKUX 3a00JeBaHUI Y AeTeil»),
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YacTuaHbIi

s dekT

Partial response

ITporpeccupoBa-
Hue 3a00J1eBaHus
Progressive disease

YacTUaHbI

apdexT

Partial response

YacTuaHEbII

addekT

Partial response

YacTuuHbI

apdexT

Partial response

Crabmim3anmyst
Stable disease

YacTuuHBII

addekT
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Crabunu3zanust
Stable disease

Crabunu3zanys
Stable disease

Crabum3zanms
Stable disease

YacTUHBINA
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Partial response
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Hue 3a00J1eBaHU
Progressive disease

Xupypruyeckuii
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Ha 1-m stane/R1
At the 1 stage/R1

OcTtaroyHas
omyxoib/R0O
Residual tumor/R0O

OcraToyHast
oryxoJjib/R0
Residual tumor/R0

OcraToyHast
omyxoiib/R0O
Residual tumor/R0O

JIT, Ip

45,6

45,6

45.6

50,4

60,0

30,0

66,0

50,4

50,4

50,4

30,0

50,4
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AnblOBaHTHASA
IIXT (xoJ-
BO IINKJIOB)

VDC/Carbo (4)

VDC/Carbo (4)

VDC/Carbo (1)

VDC/Carbo (4)

VDC/Carbo (4)

VDC/Carbo (1)

DddekT eueHus

Her nanHbIX
No data

ITporpeccupoBaHue 3a00J1€eBaHUS
Ha (oHe JeyeHust
Progressive disease during treatment

Het naHHBIX
No data

TlonHBII OTBET/pelIaUB Yepes3 2 roaa
Complete response/relapse after 2 years

ITonHblid OTBET/pelIiAUB Yepes 3 Mec
Complete response/relapse after 3 months

IMonHebril oTBeT/peruans yepe3 1 rox
Complete response/relapse after 1 year

ITporpeccupoBaHue 3a00J1€BaHUS
Ha (hoHe JeueHust
Progressive disease during treatment

Het naHHBIX
No data

[TonHEIA OTBET
Complete response

[MonHerit oTBET
Complete response

IIporpeccupoBaHue 3a001eBaHMS
Ha (oHe JIeueHUs
Progressive disease during treatment

ITporpeccupoBaHue 3a00JieBaHUS
Ha (oHe JeueHust
Progressive disease during treatment

Okonuanue maba. 3
The end of table 3

Craryc

BbIOBLT M3-T101,
HaOJIIOACHUS
Lost to follow

Ymep
Dead

BoiObLT
WU3-TI0/, HA0JTI0-
TEHUS
Lost to follow

Ymep
Dead

Kus
Alive

Ymep
Dead

YMmep
Dead

BoiObLT
W3-TI0/, HAOJII0-
TEeHUS
Lost to follow

Kus
Alive

Kus
Alive

Ymep
Dead

Ymep
Dead

Note. M — male; F — female; PCT — polychemotherapy; CT — chemotherapy; RT — radiation therapy; LNs — lymph nodes; V — vincristine;
D — doxorubicin; I — ifosfamide; E — etoposide; Carbo — carboplatin; A — actinomycin D; C — cyclophosphamide; RO — complete resection

3aboneBaemoctb DHB y neteii no 15 ner cocrasnser 0,1 ciy-
yast Ha 100 ThIC. clTyyaeB 3J10Ka4eCTBEHHBIX OITyXOJIeii B TO/I.
B 6a3e gannbix Surveillance, Epidemiology, and end Results
(SEER) conepxarcs cBeaenust 0 41 (8 %) pedberke c DHDB

(13 511 manMeHTOB ¢ JaHHBIM 3a0oseBaHueM). B peTpo-
crneKTuBHOM uccienoBanuu Z.M. Soler u T.L. Smith co-
o011aeTcst o cepum HabmoaeHuit 24 neteii muaaiie 14 get
¢ oToit matonorueii [11]. B Hame ucciaenoBaHue BOLILIA
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Puc. 5. Ilamunemuss obwas eviycusaemocms y demeil ¢ 3cme3UoHelUpo-
oaacmomoti

Fig. 5. Five-year overall survival in children with esthesioneuroblastoma

29 mauueHToB OT 2 10 17 ner. 22 (76 %) GONBHBIX ObLIN
Mosoxe 14 net, u3z Hux 6 (20 %) — mnanuie 3 jaer. Jdetu
paHHETo BO3pacTa SIBJSIOTCS CJIOXHBIMM MallMEHTaMU
B CBSI3U ¢ MOP(POPYHKIIMOHATBHBIMU OCOOEHHOCTSIMU.
C onHoit ctopoHbl, ooHapyxXeHre DHbB B aToM Bo3pacre
IO3BOJISIET MPEIIIONIOXUTh BPOXKIECHHbIN XapaKTep OIyX0-
Jid, a ¢ Ipyroit — MpoBeieHue NPOTUBOOIYX0JIEBOI Tepa-
MU y AeTEei 10 3 JIET CONMPSIKEHO C BHICOKMM PUCKOM Pa3-
BUTHS TOKCUYECKMX PEAKIIUIA.

B nureparype comepkarcs gJaHHbIE O IIpeobIagaHUn
cpenu neteii ¢ ObH neBouek (75 %) [11]. MBI Xe He 00-
HapyXWJIM pa3jIuduii B 3a00J1eBa€MOCTU B 3aBUCUMOCTHU
OT I10JIa, HECMOTPsI Ha TO YTO HAOJII0AaIM MHOI'O CJIy4acB
U MPOAOKUTEILHOCTh Neproa HabIoaeHus: Oblia 10-
BOJIBHO OOJIBIIION.

Knunnueckue nposBinenus DHbB, npencraBieHHbIe
B HallleM MCCJIeJIOBAHUH, TTIOATBEPXKAAIOTCS JaHHBIMU Me-
JULIMHCKOM muTepatypsl [1]. ABTOpPBI COOOIIAIOT O YaCTOM
BOBJICYCHUU B IIPOLIECC BEPXHEUYEIIOCTHBIX Ma3yX U pelleT-
4YaToro JJaOMpPUHTA, YTO MOATBEPKAACTCS HALIMMU JTAHHbI -
mu (27 1 19 % ciaydaeB coOTBeTCTBeHHO). OcTaeTcst AuUC-
KYCCUOHHBIM BOIIPOC O 1LIeJIeCO00Pa3HOCTH MPOBEACHMS
cuyHTUurpaduu ¢ '*I-MIBG — y3kocrnieundndabsiM POIT,
UCIIOJIb3YIOLLIUMCS UTSI TMAarHOCTUKY OITyXOJIE HEUPOTEH-
HOI1 mpupoabl, K KOTopbiM oTHocuTcs 1 DHB. B MmenuunH-
CKOI1 IUTepaType UMEETCsl HeOOIbILIOE KOJIMYECTBO Hayd-
HBIX paboOT, yKa3bIBalOIIMX KaK Ha YCIEIIHOE, TakK
U Ha HeyJauHoe MPUMEHEHNE CLIMHTUTpaduu ¢ mpuMeHe-
HueM 'Z1-MIBG miasa nunarHoctrkun DHB [12—14]. B Ha-
meM MccieaoBaHum cuuHrurpadus ¢ '21-MIBG 6bu1a
BBITIOJIHEHA JINIITB ¥ 3 IeTeil (pe3ynsTaT OTPULIATEAbHbIIN).
JIByM maliyeHTaM McClieqoBaHue IIPOBEACHO B Ipoliecce
[1XT, y 1 6onbHOrO — 10 Havaa jeyeHust (cM. puc. 2). Uc-
cenoBaHMe MITKUX TKaHel ¢ Hecneu(UIHbIM TYMOPO-
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Puc. 6. Iloxazameau 4-nremmueii 6e3peyuiOusHol U NOCMPeyUOUBHOU BbINCU-
eaemocmu

Fig. 6. Four-year relapse-free and postrelapse survival

TportHbiM PDIT ®mTc-rexHeTprioM nposeaeHo 8 (27 %)
narueHTaM. Jlo Havaya jedyeHMs] UCCICIOBAaHKUE BBIMOJI-
HeHo B 2 (7 %) cnydasix (pe3ysibraT MOJOXMTEIbHBII)
u B 6 (20 %) cnydasx B mpoliiecce Tepanuu (M3 HUX y 3
(10 %) nanmeHTOB pe3yJIbTaT MOJOXUTEbHbI, y 1 — He-
OIpeNeICHHBIN U Y 2 — oTpULIaTeNIbHbIN ). BceM manimeHTam
MapajuleibHO BBITOJIHSIIOCh CKAHUPOBAaHKME CKEJIeTa.
PannoHyKkIuMaHbIe UCCIE0BAaHUS Y 3TUX IallMEHTOB,
Kak IIPaBUJIO, BBIMOJIHSIMCh HEOMHOKPATHO C LIEJIbIO0 KOH-
TPOJISL JIEYEHUS Y BbISIBJICHUSI PAHHUX PELIMIMBOB 3a00J1e-
BaHusi. CKaHMPOBaHMUE CKeJieTa BCEro Tejia IPOBOAMIOCH
y 12 (41 %) 6oabHbIX. [Ipr cTapTOBOM MUCCJICIOBAHUM,
BBITIOJITHEHHOM [10 Havasia JiedeHus y 4 (14 %) nauneHToB,
naTojiorusi Obuta BhisiBiIeHa y 3 meteil. BocbMu 00JbHBIM
1-e ucciaenoBaHue MPOBEICHO IOC/IE Hayaja Tepamuu.
V Bcex oOHapyzKeHa ImaToyIorus — rurepakkymyJsiayss POTT
B KOCTSIX, BOBJICYEHHbIX B OITyXOJIEBBIi1 ITpoliecc. OTaaieH-
HbIX KOCTHBIX METACTa30B HU Y KOTO BBISIBJICHO HE ObLIO.
CriennyeT OTMETUTb HEBBICOKYIO CITEHM(UYHOCTb CLIMHTH-
rpacuu KocTeit, 00yCIOBIIEHHYIO TTOBBILLIEHHON aKKyMYJIsi-
uueit POIT HagkocTHULIEH NPY HAJTMYUM PEAKTUBHBIX M3-
MeHeHnmit. HanpoTtus, cumHaTurpadus ¢ ¥ Tc-texHeTpuiom
MoKa3ajia XOpOolIue Pe3y/IbTaThl IPK ONPEACICHUN aKTUB-
HOI omyxoJieBoli TKaHu. B cBsI3u ¢ MaJioii BEIOOPKOIA ma-
LIMEHTOB CIe/IaTh CTATUCTUYECKU TOCTOBEPHBIEC BbIBOBI HA
CErOMHSIIIHII MOMEHT He MPEACTaBISIeTCSI BO3MOXKHBIM.
HawuGonrblliee pacrnpocTpaHeHUe cpeaun 3apy0esKHbBIX
uccienoBareseit monyunna kinaccupukamus DHDB Kadish—
Morita. [Tokazarenu 5-neTHel 0011l BBKMBAEMOCTH TalI-
eHToB npu A cramuu gocturaior 90 %. CHIKeHUE YPOBHS
5-J1eTHel 0011el BBDKMBAEMOCTH KOPPEIUPYET CO CTaauei
3a00J1eBaHMsL, T. €. C pACIIPOCTPAHEHMEM OITyXOJIU 3a Ipe/ie-
JIbI KJIETOK PEILETYATOro JaOMPUHTA U BEPXHEUETIOCTHBIX
nasyx. Y MalueHTOB ¢ IMCCEMUHUPOBAHHBIMM CTaIUSIMU
M/WIK PACIIPOCTPAHEHUEM OITYXOJIU 3a IIPEACIbl CUTOBUI -
HOU TUIACTMHKU PEIIeTYaTON KOCTU ITOT MOKa3aTelb
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He npesbiiact 40 %. B Haiteii paboTe He GbLIO MAllMEHTOB
¢ A cragueit. Mu1 Habmoganu geteit ¢ C u D cramusiMu.
ITo xnaccudukanuum TNM, koTopas B O0JIbIIIEH CTEIIEHN
OTpaxkaeT OHKOJIOTMYECKUIi IIPOTHO3, Mbl HA0II01a/I1 Ma-
ureHToB ¢ IV (51,7 % cnyyaes) u 111 (27,5 % ciyyaeB)
CTagMsIMU, YTO COOTBETCTBYeT D cTaguu no kinaccuduka-
uun Kadish—Morita. C yyeToM mpeacTaBieHHOTO BbIIIEe
pacrpeze/ieHusl MalueHTOB MO CTaAUsSIM OYEBUIHO, YTO
JIOJITOCPOYHBIH MPOTHO3 KpailHe HeOJIaronpusITEH.

Ocoboe BHUMaHME CIIeayeT 00OpaTUThb Ha TPYyIITy Maly-
€HTOB paHHero Bo3pacTa (n = 6) (muanie 3 set). ¥ 3 (50 %)
W13 HUX Habmogaiuck peruoHapueie, ay 1 (17 %) — u or-
JajeHHble MeTacTasbl. [1ocae OKOHYaHUS JICUSHUS KUBbI
2 (33 %) nanueHTa paHHero Bo3pacta. M3 601bHBIX cTap-
e 3 et (n = 23) xuBbl 7 (77 %) nereii. bosaee 5 net npo-
ki 9 (34 %) naimeHTOB, BOLISALIMX B HAIlle UCCIIEN0-
BaHUe, TOJbKO Y 1 U3 Hux Ob1a D cragusa. O6paiiatoT
BHUMaHUE HEYIOBJIETBOPUTEIbHbBIE PE3YJIbTAaThl JCUCHMS
JeTel 10 3 JIeT.

A.M. Zanation 1 coaBT. COOOIIAIOT O PEAKOM MeTacTa-
supoBaHuu DHB BJIY meu (5 % cayyaes) [15]. Hanporus,
I10 HAIIMM HaOoAeHUsIM, Y 28 % malueHTOB OOHapyxKe-
HbI MeTacTasbl BJIY men. OmHOMY 60IbHOMY BBITIOHSIACH
JIBYCTOPOHHSISI 1LIeiiHast TuMponuccekumst. [1aipeHT xxus 6e3
MPU3HAKOB 00s1e3HU (TIepuoa HabmoaeHs — Oosiee 5 JieT).

HMHTepriperalivst pe3yasraToB MOPMOJOTMYEeCKUX UC-
CJICIOBaHUI OMYXOJIEBOTO MaTepuasa, IpeacTaBieHHas
B Hallel paboTe, OCHOBaHa Ha OOHApYXEHUU MapKepoB,
0 KOTOPBIX COOOIIIAETCSI B aHAJIOTUYHBIX MCCIICIOBAHUSIX
DHB [16]. K coxaneHuto, B psifie ciaydyacB MMMYHOTHMCTO-
XMMUYECKOE UCCIeI0BaHKe He ObUIO IMPOBEACHO, UTO 3a-
TPYIHSET aHaau3 Matepuana. [1o uMeromyMcs B HallleM
pacropsbKeHUU TaHHBIM, HaTM4YMe BhIcOKoro nHaekca Ki-67
OTPULIATEILHO BJIMSIET HA IPOTHO3 3a00J1eBaHUsI, OMHAKO
HeOOJIbIIIOE KOJIMYECTBO HAOIIONEHUI HE MO3BOJISIET 1aTh
JIOCTOBEPHYI0 MH(MOPMALIUIO.

B MeaMIIMHCKOI JIMTepaType HAKOILUIEH OIbIT JICUECHUSI
B3pocibix 00abHBIX DHB. MBI MpoaHanm3upoBaiy JaHHbIE,
MOJIy4YeHHbIE 3a OOJIBIIION ITEPUOI BPEMEHU, U MOXEM YT-
BEPXKIATh, YTO MALIMEHTHI C 3TOM MATOJIOTMI KypaOeabHbI
Ha paHHMX cTagusx 6one3nu. [TokaszaHa 3¢p(HeKTUBHOCTh
XUPYPruyecKoro Merozda JieueHus: B3pocibix ¢ DHbB npu
A ctanguu no knaccudukanuu Kadish—Morita. JInckyccu-
OHHBIM OcCTaeTcsl BoIpoc o mnpoBeneHun XT u/wmm JIT
npu B craguu no knaccudukaunu Kadish—Morita mocie
paaMKajabHOIO yaajaeHus omyxoiu. HecMorpst Ha oTcyT-
CTBME €IMHOI0 MHEHUSI O JIeUeHUU JIoKajn3oBaHHou DHDB,
aBTOPBI €AMHOAYIIHO MOCTYJIMPYIOT HEOOXOAUMOCTD XM-
MMOJTyYeBOI Tepaluy y NalMeHTOB ¢ PaCIIPOCTPaHEHHbI-
MU CTagusiMu 6osie3Hu. JIeKapcTBEeHHOE JieueHKEe BKIII0Ya-
€T mpemnaparbl IUIaTUHBI, JOKCOPYOMLIMH, 3TONO3MI,
nuknodochamun, ndpochamua 1 BAHKPUCTUH B pa3iny-
HbIX KOMOMHaLusIx [16].

Hamm panHbie mokassiBaloT, yto DHD aBngercsa xu-
MUOYYBCTBUTEJILHOM OIYXOJIbIO, HO HEOOJIbIIIas CTATUCTH -
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YyecKasi BbIOOpKa He IMO3BOJIIET OJHO3HAYHO BhICKA3aThCs
00 3¢ HEeKTUBHOCTH KaxXKI0i 13 TIpeaIoXeHHbIX cxeM XT.
MOXHO MPEaIo0oKUTh, YTO MPEUMYIIIECTBO €CTh Y MHOTO-
KOMITOHEHTHOI CXeMBbI JIEKApCTBEHHOTO JiedeHus (cxema 1),
KOTopasl BKJIIo4aeT 4 rpernapara. Y MaluueHTOB, TTOJTyYnuB-
mux Takoe seueHue, B 50 % ciaydaeB ynajioch JOOUTHCS
COKpaILIEHHUsT pa3MePOB OITyXO0JIY YK€ Ha CTaluy MHIYKLIUH.
[1pu npuMeHeHUM cxeM JieueHus 2, 3 1 4 Obl1a JOCTUTHY-
Ta crabuausanus onyxoau. OgHaKoO mocje TpUMEHEHUS
nHaykTuBHOM XT ymanoch TOOMTHCS COKpallleHUs pa3-
MepoB omyxouu 6ojiee yeM Ha 50 % Tonbko B 11 (39 %) ciy-
yasix. B pesysibrate nMpUMeHEHUsl MIATMHOCOAEPKAIINUX
MperapaToB OITyX0JIb ObljIa CTAOMIM3MpoBaHa B 14 u3 25 ciy-
yaeB. Takoro ke adeKkTa Mbl JOOMIUCH B 2 CIyJasix Imocie
npoBeneHus XT 0e3 NCIoNMb30BaHUs TJIaTUHOCOAEPKALLINX
JiekapcTB. Hallm HaG/ioneHus oKa3bIBaloT, YTO, HECMOTPSI
Ha UCTOPUYECKU CJIOXKUBIIEECS MPEANOYTUTEIIBHOE UC-
MOJIb30BaHUE TIpernapaToB IJIaTUHBI 1jisd gedeHus DHB,
X 3(p(peKTUBHOCTD HEJIb3s1 CYNTATh BHICOKOIA.

KnuHuuyeckuit cnyyai

Jeeouxa, 11 aem. Juaenoz: DHB. Boavha ¢ cenmsabps
2010 e. [17]. Ilo mecmy scumenscmea nposedenvt 9 Kypcos
IIXT no cxeme 2. Yoanoce dobumbscs cokpaujeHus pasmepos
onyxoau. Tlayuenmka nanpasnena ¢ Hayuonanvuoliii medu-
YUHCKUIL uccredosamenvckuil yenmp onkonoeuu um. H.H. bno-
Xuna Ha xoncyasmayuro. Ilpu amaasuse npedcmaereHHbIX
dannoix MPT ycmaroeaeHo Haauuue ocmamo4Holi 0nyxonesoll
MKAHU 8 peuem4amom Aadupurme cnpaga, 4mo noomeepou-
A0Cb 8 X00e cyunmuepagpuu Kocmeii ¢ *" Te-mexnempuiom.
Tlocne komnaexcrozo 06credosanus npoeedeHo MpancHa3an,-
Hoe sHdocKonuteckoe ydanerue Hogoobpazoeanus. Tucmono-
euyeckoe 3axaouerue: IHE ¢ npusnakamu newebHoeo namo-
mopgpoza I cmenenu. Ilposedensvi 4 kypca I[IXT no cxeme
VDC/Carbo u JIT. Pebenox nabarodancs é meuenue 4 nem —
be3 npusHnaxos peyuodusa 3adoreearus. Ilpu naanosom obcne-
dosanuu no danroim KT u MPT obnapyxcen peyudue 3abone-
sanus. Ilposedena konmpoavHas cyunmuepagus Kocmeii
¢ P"Te-mexHempunom, nOOMeePICOeHa aKmueHOCHb NAMOo0-
euyeckoeo npouecca (puc. 9 6, 8). Ilocre Komnaexcroeo oocie-
008aHUS BbINOAHEHO NOBMOPHOE MPAHCHAZAAbHOE SHOOCKONUHe-
ckoe yoaneHue peyuoueroii onyxoau (PHB) cnpasa ¢ naacmukoii
Oeghema 0CHOBAHUSL Hepena ¢ UCNOAB308AHUEM MPAHCNAGHMA-
ma u3 gacyuu 6edpa. lucmonoeuueckoe 3akarwHeHue: 01bQax-
MOopHAs HelpodAacmoMa ¢ NPUSHAKAMU Ae4eOH020 Namomopgo-
3a I cmenenu. Ilocne onepayuu nposedennt 6 kypcog IIXT, JIT
(CO 45 Ip) u donoanumenwro 1 kypc I1XT.

Cnycms 2 eoda npu KOHMPOAbHOM 00C1e008aHUU NO OAH-
Hotm MPT 6 npaeoii 106H0-61CO4HOIL 061aCMU U OCIPOBKOBOL
doae oOHapyiceHo obseMHOe 00pazosanue pasmepamu 0o
5,4 x 4,7x 4,9 cm ¢ 606reueHuem meepooil M032080i 060-
aouku. Cyunmuepagus kocmeii ¢ *"Tc-mexnempuiom noo-
meepouna namon02uU4ecKyro aKmueHoCmy 00pazoéanus (puc. 8).
Tlozce 8binoaneno mukpoxupypeueckoe yoaieHue onyxonu
A06HO-8UCOUHOU 004aCU U OCIPOBKOBOLL 00U 20108H020
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Puc. 7. Paduouzomonnvie uccaedosanus nayuenmku, 14 nem, ¢ duaenozom «acmesuonetipoonacmoma caesar: a — ODIKT/KT, axcuarvhbiii cpe3 20106vbL.
ObsemHoe 00pazosanue peulemuamozo Aa0UpUHma ¢ UHMeHCUBHbIM HAKONAeHUeM paouogdapmayesmuuecKux npenapamos (nokasano cmpeaxoii). Cocmosinue
nocae 9 Kypcos noauxumuomepanuu, cmapmosoe ucciedoganue; 6 — cmamu4eckas CYUUHMUepamMma 6 nepeoreii npoekyuu. Cmpeakoi ykazana oonacms
¢ namono2uMecKol akKymyaayueti paduoghapmayesmu1eckux npenapamos; 6 — donoanumensroe ucciedoganue 6 ooseme OPIKT/KT eono6bi. Bvissrena
AKMUBHAS NAMOA0UMECKAsl MKAHb 6 KAemKax peuwlemuamoeo aabupunma cnpasa — 1-i peyudus. OPIKT/KT — 00nogomonnas smuccuonnas KoMnoio-
MepHas momoepaghus ¢ peHmeeH08CKOU KOMRbIOMeEPHOU momozpagueli

Fig. 7. Radioisotope examinations of a 14-year-old female patient diagnosed with left-sided esthesioneuroblastoma: a — SPECT/CT scan of the brain; axial
view. Large formation in the ethmoid sinus with intensive accumulation of contrast agent (arrow). The scan was made after 9 courses of polychemotherapy
(baseline examination). Static scintigraphy image, frontal view; 6 — static scintigram in the anterior projection. Arrow indicates an area with pathological
accumulation of radiocontrast agents; ¢ — additional SPECT/CT of the head. Active pathological tissue in the cells of the ethmoid sinus (right side): first relapse.
SPECT/CT — single-photon emission computed tomography/ x-ray computed tomography
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Puc. 8. Cyunmuepaguueckue uccaredoganus nayuenmku, 14.1em, ¢ duacHozom «3cmesuoHetipodbaacmoma creea» npu 2-m peyuduge 3a001e6aHUA: A — CUUH-
muepamma kocmeli 6 nepeoneli npoexyuu. Onpedensiemcs HepagHOMEPHOe NOBbIUEHHOe pachpedeneHie paduopapmayesmuueckKux npenapamos 8 NPOeKyuu
A00HOU U pewiemyamoii kocmeii; 6 — cyunmuepamma ¢ ’mTt-mexnempunom é nepeoreii npoexyuu. Ommeuaemes 30Ha NAMONOUHECKOU 2UNEPAKKYMYASAUUU
paduogapmayesmuueckux npenapamos COOMeemMCcmMeeHHo Peyuousy; 8, ¢ — 00HOGOMOHHAS IMUCCUOHHAS KOMRbIOMEPHAS. MOMOPAQUS ¢ PEHM2eHOBCK O
KOMNbIOMEPHOU momoepaghueil, cpesvl 60 (PPOHMANbHOL U CA2UMMANbHOU NPoeKyusx (coomeemcemeento). O6aacms namoso2uu YKa3ana cmpeikamu

Fig. 8. Scintigraphy image of a 14-year-old female patient diagnosed with left-sided esthesioneuroblastoma (second relapse): a — scintigraphy image
of bones, frontal view. There is a non-homogenous increased distribution of contrast agent in the projection of the frontal and ethmoid bone; 6 — *’mTe-scin-
tigraphy image, frontal view. There is an area of pathological hyperaccumulation of contrast agent, which indicates cancer recurrence; 6, ¢ — single-photon
emission computed tomography/x-ray computed tomography, frontal and sagittal views (respectively). Pathological area is indicated by arrows
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mo3zea. Tucmonoeuueckoe 3axaiouerue: 016 aKmopHas Heii-
pobaacmoma (memacmas). Ilposeden kypc JIT (COI 50,4 Ip).

3aknoueHue

[Tpu mogo3peHun 1/ MOpdOJIOrnIECKO Beprdu-
kanuu DHB Bo Bcex citydasix 006s13aTesibHa KOHCYIBTals
OHKOJIOTa JIJIS1 OIpenesIeHUs CTpaTeTuy JCUECHUSI U MPO-
BeIleHUsT HAOTIOAeHUS.

DcTe3noHelpobIacToMa peaKo BCTpeyaeTes y AeTei
paHHero Bo3pacra. TeueHue 3a00J1eBaHUS y 3TOI KaTeropuu
MaLKXeHTOB HOCUT arpeCCUBHBbII Xapakrep. st onpenee-
HUSI CTaauu 3a00JIeBaHMsl U IJIAHMPOBAHUSI JICUCHUST He-
00X0IMMBI OLIEHKA KOCTHBIX CTPYKTYpP OCHOBaHMs Yepera,
MHTPaKpaHUAJIbHOIO PACIPOCTPAHEHUS, BBISIBICHUE pe-
TMOHApHBIX U OTHAJIEHHBIX MeTacTa3oB. LlenecoobpasHo
onpenensts craguio DHB ogHOBpeMeHHO 110 Kitaccudu-

JluarHocmuKa u ne4yexue onyxoneii ronoebl U weu

kanusaM Kadish—Morita u TNM. Takoii mogxon naetT Hau-
0oJiee OTHOE MPEACTaBAEHUE HE TOJIBKO O BO3MOXHOCTHU
BBINOJTHEHUST PaAUKAIbHOTO XUPYPTUUECKOTO JIEUCHMS,
HO U O IIPOTHO3€ 3a00JIeBaHUS B IIEJIOM.

K ¢akropam pucka DHB M0oXHO OTHECTH BO3ZHUKHO-
BeHME HOBOOOPa30BaHMS B paHHEM BO3pacTe, OTCYTCTBUE
CBOEBPEMEHHOM U aA€KBAaTHOUW NMAarHOCTUKHU, HAJIMYUE
OTIAJIEHHBIX METACTa30B A0 Hayaja CIelu@uIecKoro Jje-
yeHus, BBICOKUI nHaeke Ki-67, a Takke JUCCEMUHALIUIO
OITyXOJIEBOTI'O TIpolIecca.

B nmanpHeiieM HEOOXOIMMO MPOBOAUTH MCCIIEIOBA-
HUSI, HallpaBJIeHHbIC HA U3YyYeHUE OCOOEHHOCTE! TeUeHUS],
MUArHOCTUKU U JIEYEOHBIX TTOAXOA0B B OTHOIIICHUM JeTei
¢ OHB, ocHoBaHHbBIe HA OOMEHE CBEICHUSIMU, a TaKXKe
(opmMupoBaTh eIMHYI0 0a3y JAaHHBIX PEAKUX OITyXOJIeid,
BO3HUMKAIOIINX B JIETCKOM BO3pacTe.
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