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Annomayus. 3a60neBaeMOCTb 3110KadecTBeHHBIMU HOBooOpasoBanusiMu (3HO) B Poccnu u Mupe pacteT, u Cpeii MHOXKECTBa
3JI0KQ4E€CTBEHHbIX OITyX0JIeil OCHOBHBIX JIOKAJIM3aLUi BCTpeyatoTes pekue GopMbl paka, yIOMUHAEMbIE B JINTEPATYPe KaK ONUCAHUE
eIMHUYHBIX HaOmonenuii. K Takum 3a001eBaHNsIM OTHOCHUTCS 3JI0KaUECTBEHHAs HEHpolNuUTENuaabHasi OlyXoib, BO3HUKAOMIAS U3
00OHATENBLHOTO HEUPOIMUTENHS MONIOCTH HOCAa —3cTe3noHelpodnactoma (OHB), Ha om0 koTopoit mpuxoauTest Beero ot 3 10 6 %
ciaydaeB 3HO mnonoctu HOca M OKOJIOHOCOBBIX Na3yX. B CBA3M C PEeAKOCTBIO TOr0 3a00J€BAHMS MMEIOTCS OIPEACNICHHbIC TPY/I-
HOCTH KJIMHHYeCKo# U Mopdonorunueckoi auarnoctukun IHB, Her ee koqupoBanus B MKDB, HET n eIuMHBIX CTaHIAPTOB JICUCHUSL.
B craree mpeacraBieHbl pe3yabTaThl PETPOCHEKTHBHOIO aHaIn3a 0COOCHHOCTEH KIMHUYECKOH W MOP(OIOrHuecKol TUarHOCTHKH
acTe3uoHeipobaacTombl. MccenoBanne mpoBeeHO ¢ MCIOIb30BaHHeM 0a3bl nanHbIX [’ BY3 Bosrorpaackuii o6nacTHO# KinHUYe-
ckuil onkosornueckuit nucnancep ¢ 2003 mo 2023 r. 3a 3TOT HEepHOL BBISABICHO 9 MAllMEHTOB C TUCTOJIOIMYECKU MOATBEPKACHHBIM
JIMarHO30M 3CTe3uoHeipotacTombl. IIpu epBUYHOM IMCTOIOIHYECKOM MCCIIE0BAHUN JUArHO3 3CTE3MOHEHPOOIacTOMBI ObLI yCTa-
HOBJIEH TOJBKO y 6 manueHToB (66,6 %), y Tpoux 601bHbIX (33,4 %) ObUTH IHArHOCTHPOBAHBI APYTUE GOPMBI 3710KaUECTBEHHOTO MPO-
ecca, 4TO He COOTBETCTBOBAIO KIMHMYECKUM MposiBiIeHUsIM. [laHHble nMMyHoOrucToxuMuueckoro (MI'X) uccnenoBanus moaATBEpK-
JAI0T HauOOoJIbIIIee COOTBETCTBIE HMMYHO(EHOTHIIa 0b(hakTopHO# Helipobnactome, G3 (mo Hyams) M9522/33. HccnenoBanue mo-
Ka3aJlo, 4To ucnoiab3oBanue st uddepeniuanbaoit auarnoctuku I X-ucenenoBanus sBisieTcst 0053aTeNbHbIM U I103BOJISET Oosee
TOYHO MJCHTU(ULIUPOBAT SCTE3MOHEHPOOIacTOMY.

Knroueswie cnosa: scre3noHeiipodiactoma, obhakTopHas HeiipoOdiacToma, AMarHoCTUKA, MOP(OIIOT s, UMMYHOI'HCTOXHUMHUS
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Features of clinical and morphological diagnosis of esthesioneuroblastoma
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Abstract. The incidence of malignant neoplasms in Russia and the world is growing, and among the many malignant tumors
of the main localizations, there are rare forms of cancer, mentioned in the literature as a description of single cases. Such diseases
include a malignant neuroepithelial tumor arising from the olfactory neuroepithelium of the nasal cavity — esthesioneuroblastoma
(ENB), which accounts for only 3 to 6% of cases of malignant neoplasms of the nasal cavity and paranasal sinuses. In due to the rarity
of this disease, there are certain difficulties in the clinical and morphological diagnosis of ENB, there is no coding of it in the ICD,
and there are no uniform standards of treatment. The article presents the results of a retrospective analysis of the features of clinical
and morphological diagnosis of esthesioneuroblastoma. The study was conducted using the database of the Volgograd Regional
Clinical Oncology Dispensary from 2003 to 2023. At the initial histological examination, the diagnosis of esthesioneuroblastoma was
established only in 6 patients (66.6 %), in three patients (33.4 %) other forms of the malignant process were diagnosed, which did not
correspond to clinical manifestations. Immunohistochemical (IHC) data confirm the greatest correspondence of the immunophenotype
to olfactory neuroblastoma, G3 (according to Hyams) M9522/33. The study showed that the use of IHC for differential diagnosis is
mandatory and allows for more accurate identification of esthesioneuroblastoma.

Keywords: esthesioneuroblastoma, olfactory neuroblastoma, diagnostics, morphology, immunohistochemistry

B Hacrosiiee Bpems CBOJIHbIE CTAaTUCTHYECKHUE
nanubiec 0 DHB, ony0nrKoBaHHbBIC OTACIBHBIMUA aBTOPA-
MU, KIMHUKAMHU U JIerapTaMeHTaMu, CBUIETEIbCTBYIOT
0 3aperucTpupoBaHHbIX 2 145 ciaywasx storo 3abole-
BaHUs BO BceM mupe. Tak Kak pe3ynbTaTbl MCCIIENo-
Banuit DHB B OCHOBHOM HOCST omucaTelbHBIH Xapak-
Tep KJIWHUYECKHUX JaHHBIX, KOTOpHIE O HACTOSIIETO

BPEMEHHU HE CUCTEMaTU3UPOBAHbI U HE OTPAk)arT 0CO-
OCHHOCTEH KIMHUYECKHUX IPOSIBICHHI 3TOTO 3a00seBa-
HUS B 3aBUCHMOCTH OT PaclpOCTPaHEHHOCTH OIlyXoJie-
BOTO Tpolecca U MOP(OTOTHISCKUX XapaKTEPUCTUK,
YTO KpaifHe HeoOXOOUMO IS CBOCBPEMCHHOW W Ipa-
BUWJIBHOW IMAarHOCTUKHU, OT KauecTBAa KOTOPON 3aBUCHUT
U pe3yibTar JICYCHUs.
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Kraccugukanumsi cMHOHa3aJIbHBIX OMyXOJIeH ¢ Hew-
POBPHAOKPHHHON MHu((hepeHIIMPOBKON YUUTHIBAET UX HEM-
POBKTOZIEpMAIILHOE M AITUTENINAIBHOE IPOUCXOXKICHHE, U3
KOTOPBIX MPOSIBISIFOTCST OOOHATENBHBIE HEHPOOIaCTOMEI
(OHB) (Takke HM3BECTHBIE KaK 3CTE3MOHEHPOOIACTOMBI)
W HEHWPOIHIOKPHHHBIE KAPLUUHOMBI COOTBETCTBEHHO.
OnHako Ki1accuuKanus ¥ HOMEHKJIATypa IO-TIPEXKHEMY
OCTArOTCsI TIPEAMETOM MOCTOSHHBIX CIIOPOB. XOTS KJIaCCH-
(hukanus HeMPOIHIOKPUHHOMN KapIIMHOMBI XOPOIIIO H3BECT-
Ha, TEKyIlas HOMEeHKJIarypa u kinaccudukamms OHB ocra-
FOTCSI CIIOKHOM 3a/1a4eid, TTOCKOJIbKY €€ TOYHOE MPOMCXOXK-
JIeHue U MopQOIOrHYecKrue OCOOCHHOCTH HEIOCTaTOuHO
M3YYEHBI, YTO OTYACTH OOBSICHSECTCSI HU3KOW 3a00s1eBaeMo-
cThIO. B emte Gonee penkux ciiydasix B JIMTEparype oruca-
Hbl CHHOHA3aJbHbIC OIMYXOJIM CO CMEIIAHHBIMH HEHPOdH-
JIOKPUHHBIMH ¥ HEHEHPOIHIOKPHHHBIMU OCOOCHHOCTSIMH,
YTO erie OONbIIe YCIOKHSCT KIIACCH(DUKALINIO OIMyXOJICH.

Mopororndyeckue HCCIEIOBAHHUS CTPYKTYPHBIX
BapuanToB DHB (OHB) 3a mocnemHee necsTuieTne BBI-
SIBHJTH DKCIIPECCHIO0 MapKepOB HEBPAIbHOW Iu(PepeHITH-
POBKH, TOATBEPKAAIOIINX HEHPOIKTOAEPMATBHYIO TIPH-
POy, U OIIPEAEININ THCTOATONIOTMYECKHE 0COOCHHOCTH
omyxomu [1, 2, 3, 4].

HEJb PABOTbI

[IpencraButh pe3yabTaThl PETPOCHEKTUBHOIO HC-
CJIe/IOBaHMs OCOOGHHOCTEH KIMHUYECKOW U MOp(oiIoTH-
YEeCKOW IMarHOCTHKH 3CTE3MOHEHPOOIacTOMBI.

METO/IUKA UCCIEJOBAHUA

PerpocnexTrBHOE HCCIIeIOBaHUE TPOBEICHO C WC-
monp3oBaHeM ©0aszpl  maHHBIX [ BY3  Bonrorpanckmit
00MacTHON KIMHWYCCKUH OHKOJOTHYCCKUH AWCIaHCcep
¢ 2003 mo 2023 r. 3a 3TOT mMepHOX BBISIBICHO 9 maIrmeH-
TOB C THCTOJOTUYECKH IOATBEPKIECHHBIM JTHArHO30M
scTe3noHelpobmacToMpl. CTENeHb paclpoCTPaHEHHOCTH
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OITyXOJIM OLIEHUBAJIU 10 CXeMe, MpeasioxkeHHo! B 1976 1.
Kadish S. n coaBr. nu nononnennoit B 1993 r. Morita A. u
COAaBT., a TAK)KE C UCIOIb30BaHUEM Kiaccuurann TNM.
st mopdosnornueckoit BepuduKkanum 3710Ka4eCTBEHHOTO
Iporecca HCIONIb30BAIN TUCTOJIOTHYECKOe HCCIIeI0oBa-
HHE C OLICHKOH CcTeneHH JU(PGHEPeHIUPOBKH OIyXOIH
no Hyams W MMMYHOTMCTOXMMHYECKOE HCCIICIOBaHUE
¢ wmcronb3oBanneM aHTtHTen K Keratin.Pan (AE/AE3),
CD45 (Cocktail), Synaptophysin (SP11), ChromograninA
(SP12), CD56 (56C04), Ki-67 (30-9), p63 (7JUL)RTU,
S100, INI1, CD99 (HO36-1.1), a Takxe ¢ mpUMEHEHHUEM
nocrasku ¢ antutenamu k EMA (E29), TTF1 (8G7G3/1).

PE3YJIBTATbBI UCCJIEJOBAHUS

N UX OBCYKJIEHUE

K coxanenuto, no naHeeM jureparypsl, DHbB nuna-
THOCTHpYETCsI Ha O3IHeH cTamu Oomnee uem y 80 % 6ob-
HBIX M UMEET XapaKTep COUYCTAHHOTO ITOPaYKEHHs MOJIOCTH
HOCAa, OKOJIOHOCOBBIX Nazyx (OHIT), KOCTHBIX N MSTKOTKaH-
HBIX CTPYKTY] JIUIIEBOTO Yeperia, HEPEAKO MOJIOCTH Yeperna
u mo3ra. [logobHoe momoxeHne TpeOyeT MCIIOIb30BaHUS
JIOCTOBEPHBIX METOJIOB KIMHWYECKOW u Mopdosorude-
CKOHM TMarHOCTHKHU M 3()(EKTUBHBIX IOIXONOB K JICYCHHUIO,
C WCIIOJIb30BAHUEM, 110 BO3MOXXHOCTH M B 3aBHCHMOCTH
OT CTENEHH PACHpPOCTPAHEHHOCTH IIpolecca, XUpypruye-
CKHX, JJeKapCTBEHHBIX U JTy4eBBIX METOMIOB [2, 4, 5].

B namewm wuccienoBanun (Tabi.) Bo3pact OONBHBIX
konebaics ot 21 10 69 net, mequana — 50,2 rona. BoabHBIX
Myk4arH 06110 3 (33,3 %), sKeHIIUH — 6 TanueHTOoK (66,7 %).
Tonbko y nBoux marmenToB (22,2 %) ¢ OHbB Obutn panane
(hopMBI 31OKaYecTBEHHOTO Tporecca (cramusi A u B) —
Cramus A no Kadish BeisBrena B 1 coygae (11,1 %), cra-
must B — y 1 manmenra (11,1%); y 7 (77,8 %) — mecTHO-
pacrpocTpaHeHHBIN WM MeTacTaTHdeckuii pax (cramuu C
u D) — mpeobmagana craqusa C — 5 maruenTtos (55,6 %).
Craausa D muarnoctupoBana y 2 60mbpHBIX (22,2 %).

Pacrlpezle.ne}me 00JILHBIX 1O moJIy, BO3pacTy U CTCICHU PACIIPOCTPAHCHHOCTH IMpouecca

Ne Iloa Bo3zpact MKB 10 Cragus mo TNM Cragus no Kadish — Morita
1 M 69 C 30.0 T4N2MO D

2 M 21 C 30.0 T4N2M1 D

3 K 64 C3l1.1 T4NOMO C

4 K 31 C31.3 T4NOMO C

5 K 62 C31.8 T4NOMO C

6 K 22 C 30.0 T2NOMO C

7 M 61 C79.3 T4NOMO C

8 K 53 C31.0 T2NOMO B

9 K 69 C 30.0 T2NOMO A

B KIMHMYECKOH KapTHHE MPAKTUYECKH Y BCEX OONBHBIX
npeo0IIazialIi TyBCTBO 3ATIOKEHHOCTH HOCA, Pa3INYHbIEC HAPY-
IICHNs] OOOHSHHSI, HOCOBBIE KPOBOTEUEHHSI, TOJIOBHBIE OOJH.
JIns TIOCTaHOBKM JIMarHo3a, OLEHKH PaclpOCTPAHEHHOCTH
OITyXOJICBOTO TpOIIecca M AUCIAHCEPHOM HAOJIIONCHUHN TPH-
MEHSUIN BU3yaJIbHbIE (3HIOCKOITMYECKNE) METOIbI INarHOCTH-
KH, YIBTPACOHOTpa(HIo, PEHTTCHOBCKYIO KOMITBIOTEPHYIO H
MarHATHO-PE30HAHCHYI0 ToMorpaduro. Mopdomoruyecknii
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JIMArHO3 YCTaHABIMBAIN Ha OCHOBAHUH THCTOJIOTMIECKOTO U
HAMMYHO-TUCTOXUMUYECKOTO UCCIICOBAHHUIH.

Onyxoib C OJUHAKOBOM YacTOTOM JIOKaJM30Bajlach
B IPaBOi W JIEBOM TOJOBMHAX Hoca. Ho m3-3a Ommsoctu
COCETHUX aHATOMHYECKUX CTPYKTYp M OCOOCHHOCTEH MecCT-
HOJICCTPYHPYIOIIETO POCTa OIYXOJdH, Y ABYX IIAIIUCHTOB
TIEPBUYHBIN OYar M3HAYAIBHO AUArHOCTUPOBAIIM HHTpAKpa-
HUAIBHO (22,2 %), y JBYX — B BEPXHEUEIIOCTHON Mazyxe
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(22,2 %), y onnoro — B Hocornotke (11,1 %) u y nByx na-
1eHTOB (22,2 %) U3-3a CTEIICHU PacPOCTPAHCHHOCTH IPO-
1ecca ObUIO0 HEBO3MOXKHO aHATOMHUYECKH TOYHO OTIPEICITHTh
00J1acTh MEPBUYHOTO BO3HMKHOBEHUs OIyXOiu. B Takux
CHUTYalMsIX SAMHCTBEHHBIM CII0C000M BepHdukarmu Mopgho-
JIOTHYECKOHN MPUHAUISKHOCTH 3JI0KAaYECTBEHHOTO Tpoliecca
SIBIISIETCS] TUCTOJIOTMYECKOe nccneoBanue (puc. 1).

Dcre3nonelpobdaacToMa o CBOCH IMCTONIOTHYECKOM
CTPYKTYpE HarlOMUHaeT JuMQocapkoMy HIM CHMIIATO-
01acToMy W IpeACTaBlIeHa KOMIUIEKCAMH THIEPXPOMHBIX
KJIETOK CO CTPYKTypaMH THIa JIOKHBIX PO3ETOK U CKY/I-
HBIM HEHPO(GUOPHIUIIPHBIM MAaTPUKCOM, BBIPAKEHHBIM
nonmamopduzmom [3, 6].

[TosTOMY TIpH NEPBUYHOM TUCTOJIOTMYECKOM HCCIIe-
JIOBAaHWMU JIMArHO3 DCTE3MOHEHPOOIACTOMBI OBLT YCTaHOB-
JICH TOJIbKO y 6 manueHToB (66,6 %), y Tpoux OOJIbHBIX
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(33,4 %) ObuUIM IMATHOCTHPOBAHBI Jpyrue (OpMbI 3J10-
KaueCTBEHHOTO TPOlecca, YTO HE COOTBETCTBOBAJIO KIIU-
HUYECKUM MpOsBJICHUSIM. Bo Bcex ciydasx MpoBOIUIN
nmmyHorucroxummuueckoe (MI'X) wmccnenosanue. UI'X-
HcCIIeJOBaHNE TIPOBOMIIM Ha cpe3ax ¢ mapaduHOBbIX OJ10-
KOB ¢ ucnonb3oBanueM antuten Kk Keratin.Pan (AE/AE3),
CD45 (Cocktail), Synaptophysin (SP11), ChromograninA
(SP12), CD56 (56C04), Ki-67 (30-9), p63 (7JUL)RTU,
S100, INI1, CD99 (HO36-1.1). Takxke BBINONHSIIN J0-
craBky ¢ antutenamu kK EMA (E29), TTF1 (8G7G3/1).
B nmarHoctuyeckux marepuanax Oblia OTMEUEHa I0JI0-
JKHUTeNbHas akcnpeccust Synaptophysin, ChromograninA,
CD56, Ki-67 (mo 90% simep), INI1 (puc. 2—6).

OrtpuriarenbHas SKCIpeccHs Oblia OTMEUEHa B IHarHo-
CTHUYECKUX o0pa3liax ¢ MCIoIb30BaHueM aHTuTel K Keratin.
Pan, CD45, p63, S100, EMA (E29), TTF1(puc. 7-12).

Puc. 1. Onvpaxmopnas nevipozennas
ONYXoib NONOCMU HOCA
(acmesuonetipobnacmoma, Kiemounbiil
noaumopghusm) %320 (oxpacka I-2)

Puc. 4. CD 56 [56C04] 200

Puc. 7. Keratin.Pan [AE/AE3] %200

Puc. 2. Synaptophysin [SP 11] <200

Puc. 8. CD 45 [Cocktail] x200

Puc. 3. Chromagranin A [SP 12] x200

Puc. 9. p63 [7JUL] RTU %200
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Puc. 10. S100 %200

OTH  pe3ynsTathl MMMYHOTHCTOXHMMHYECKOTO HC-
CITCIOBAHUSI TTOJATBEPIKAAIOT HAHOONBIIICE COOTBETCTBHE
HMMYHO(DEHOTHIIA OIyXOJIK — OJIb(PAKTOPHOU HelpoOIia-
crome (G3 mo Hyams) M9522/33.

3AKJIIOYEHUE

CII0KHOCTH KIIMHUYECKOW 1 MOP(]OIOruIecKon 1u-
ArHOCTHKH OITyXOJIeH MOJIOCTH HOCA U OJIM3IeKallnX aHa-
TOMHYECKHX CTPYKTYp MOTYT HPHUBOIUTH K HEIPAaBUIb-
HOM TPAaKTOBKE JIMarH03a, YTO COOTBETCTBEHHO HEI'aTHBHO
BJIMSIET Ha BBIOOP ONTHMAJIbHOM TAKTUKU U PE3YJIBTAThI
neyeHus. [Ipu mepBUYHOM OOCIICIOBAHUN HEOOXOIUMO
o0s3aTebHOe MOP(OJOTHUSCKOE TMOATBEPKIACHHE Ha-
rao3a OHb ¢ UI'X uccnenoBanmem, ykazaHueM CTENEHU
Mopdosoruyeckoit uddepenuuposku (G) Hyams u uH-
Jekca nponudeparusHoii aktuBaoctu Ki-67[1, 2, 3, 6, 7].

HccnenoBanuss MMMYHOTMCTOXMMUYECKON IAHENH
MoKa3zaju, uTo B kieTkax DHB, kak u B APyrux Omyxossx
HEMPOIKTOZEPMAIILHOTO T'eHe3a, OIpPEeNseTCs dKCIpec-
cusi HelipoH-crieruduueckoi 3nonassl (NSE), cuHanTo-
(usuna, xpomorpanuna, S-100 nmporerHa, U HE BhIpaKEHA
9KCIIPECCHS MUTETNATBHBIX MapkeposB [8, 9].

Hcnonp3oBaHue WMMYHOTMCTOXUMHYECKHX —Me-
TOJIOB HCCIIEIOBaHUS SIBJSIETCS HEOOXOIMMBIM TIpU 3a-
TPYIHCHHUSIX B YCTAHOBJCHHUHU JIMarHo3a Ha CBETOONTH-
YECKOM YPOBHE B CIyuasx HU3KOAU((GEpPEHIIUPOBAHHBIX
n Henn(pdepeHMPOBaHHBIX CHHOHA3AJIBHBIX KapIHHOM
U apyrux, umeromux obmuii ¢ DHB ¢enotun, mesako-
KpYIIOKJIETOUHbIX onyxojed. UI'X u nuroreneTuyeckue
(II') uccnenoBanwmsi, MPEANPUHSITHIC B MOCIEAHEE NECs-
THJIETHE, ONPE/ICTHIN HOBBIC OIYXOJEBbIE MapKEPbI JJIs
OHB (xanbpetun, Bel-2, SSTR2A), kKoTopbie pacuiupuin
MPUMEHSIEMYIO B Hacrosiiee BpeMs auddepeHnaibuo
JINarHOCTUYECKYIO MaHensb [§].

B mnocnennee Bpemsi 3HauMTENbHOE OOJBIIMHCTBO
ABTOPOB CYMTAIOT TUPPEPEHIIMPOBKY OIMYXOJU BaXKHEU-
M aktopom mporHosa [7, 10]. Ogaum u3 criocodoB
OIPE/CIICHUs 3JIOKAaUECTBEHHOCTH SIBIISICTCS H3Y4YEHUE
nposrdepaTuBHON aKTHBHOCTH OITYXOJIEBBIX KJIETOK — MH-
nekc Ki-67 (knon MIB-1) [2, 8].

Wzyuenue crenenu nuddepenuporku IHB, mpen-
npussitoe B 1983 roay V. J. Hyams, nmpuBeno k co3naHuio
maTroMOp(OJIOTHUECKON  KITACCU(PHUKALINHN, BBIICIISIFOIICH
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Puc. 11. EMA [E29] x200

Puc. 12. TTF1 [8§G7G3/1] *x200

4 cTerieHr 3JI0KaYeCTBEHHOCTH OIYXOJIM, BIMSIONICH Ha
TeueHue 3a00JIeBaHus, JICUeHHEe U Mporuos [2, 8, 10].
O0s3atesbHOE UCTIONB30BaHUe Uil AuGepeHIraIb-
HOI JIMarHOCTMKA MMMYHOI'MCTOXMMHYECKOTO HCCIIe/I0Ba-
HUsI TIO3BOJISIET 0O0JIEe TOYHO HACHTH(HUIIMPOBATH ICTE3HO-
HeWpoOIacToMy, 4TO JaeT BOSMO)KHOCTh CKOPPEKTHPOBATh
TaKTUKY BE/ICHHUSI TAKHMX MAIIMEHTOB U YJIYYIIUTh POTHO3.
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