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Pesrome

B pyTHHHOH NpakTHKe Bpaya-IaTojIoroaHaToMa 3J10Ka4eCTBEHHbIE CHHOHA3AJIbHbIE OITYXO0JIM Haboatorest Heyacto (1% Bcex HOBO-
obpasoBaHuii). bonpias 4acTh JaHHBIX KapLHOM IPEACTaBIsIeT cOO0H HU3KO WM HenudhepeHInpoBaHHbIEe OMyXOou. [IposBiss
ce0st TIepeceKarIMMHUCS IPU3HAKAMH, JaHHBIC OMyXOJIH YacTO NPUBOIAT K THATHOCTHYCCKUM MTPpo0JieMaM KaK Y MOJIOZIBIX Bpayei,
TaK M y ONBITHBIX KOJIJIET. B cTaThe paccMOTPEHBI [1Ba KIMHUYECKUX CIydasi AMArHOCTHKU U JICYCHHsI HOBOOOPA30BaHUIT CHHOHA3A b~
HOTO TPAKTa, BXOAALINX B IPYIITYy MEJIKOKJIETOYHO-TOJYOOKIETOYHBIX OITyX0Jed. DTO CHHOHA3aJIbHAsE MEIIKOKJICTOYHAS HEHPOIHI0-
KPHHHAasI OMyXOJIb U 9CTe3nOHeHpodiacToma.

Knrouegvie cnosa: MEKOKIETOYHO-TOJIYOOKIIETOUHBIE OIYXOJIH, CHHOHA3JIbHASI HEHPOIHIOKPUHHASI KapIIMHOMA, 9CTe3HOHeHpobia-
cToma, 00OHSTeNbHAS HelpobiacToma
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Abstract

Malignant sinonasal tumors are rare and account for 1% of all neoplasms. Most of these carcinomas are poorly differentiated or un-
differentiated tumors. Due to overlapping features, both young and experienced physicians encounter difficulties in their diagnosis.
We present 2 cases of 2 tumors of the sinonasal tract, which belong to small round blue cell tumors: sinonasal small cell neuroendo-
crine tumor and esthesioneuroblastoma.
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CuHOHa3abHBIE OITyX0JIM — 3TO rereporeHHas rpyn- SNUC), crHOHa3ajbHas IUIOCKOKJIETOYHAs KaplMHOMa

ma 3JIOKAYECTBEHHBIX HOBOOOPAa30BaHUM, COCTABISIO-
mas MeHee 1% OT BceX 3JI0KaYEeCTBEHHBIX OITyXoJeit
1 3—-5% OT 3710Ka4eCTBEHHBIX HOBOOOPA30BaHHUH T'OJIOBHI
u weun [1-7]. K Hell oTHOCAT psil Omyxosei, KOTophie
HEOOXOAMMO YUYHUTHIBATh NMpH IuddepeHInaaIpHON ara-
THOCTUKE: MEJaHOMa, ME3CHXUMAaNbHAasl XOHAPOCAPKOMA,
pabaoMuocapkoMa, CHHOHa3zalbHas HeauddepeHIupo-
BaHHas KapunHoMa (sinonasal undifferentiated carcinoma,
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(Bxmrouass NUT-xkapuuHOMY), MEJIKOKJIETOYHAsl OCTEO-
capkoma, JuMmdoma, >3cTe3noHelpodnacToma (000HS-
TenpHasE Helipobractoma), capkoma HOwmnara, mumdoma,
aseHoma rurnodmsa u wiazmonuToma. Kak mpasuio, 3tu
OITyXOJIN TTPEJICTABIICHBI ITATTEPHOM «MEJIKOKIJIETOYHO-TO-
JyOOKJIETOYHBIX» Heoruta3uid. J{ist Gosee jerkoro 3aro-
MUHaHUS CIHCKAa B MHOCTPAHHOH JINTEpaType UCIIOIIb3Y-
eTcs MHeMoTexHHueckas abopeBuarypa «MR SLEEP»
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umu «MRS LEEP» [8]. OcTtaHOBUMCS Ha KIIMHUKO-MOP-
(homornueckux 0COOEHHOCTAX Psiia CHHOHA3AIBHBIX OITY-
xonelt u auddepeHIaTbHON THATHOCTHKA. Y YUTHIBAS
arpeCCUBHBIA XapaKTep 3TUX OIyXOJieH, CBOCBpEeMEHHAs
JIUATHOCTHKA 0COOCHHO aKTyaIbHA.

CnHoHasanbHaA MeNnKoK/ieTouHasn

HEeNpPOdHAOKPUHHAA KapLynHOMa

[lepBuyHass MEIKOKJICTOUYHAS HEHPOIHIOKPHHHAS
KapiuHoMa cuHOHa3ailbHOro Tpakta (SNEC) sBusercs
peaKol OMYXOIbI0 HEHPOIKTOACPMATHHOTO U AITUTEIH-
aJILHOTO TTPOUCXOXKIEHUS [9], ¢ BBICOKOM CTETNEHBIO 3J10-
kauectBeHHocTH. SNEC cocrasnser ot 1 10 3% oT Bcex
onyxoJyied cuHoHazaynbHOro Tpakra [10, 11]. Cpennuit
Bo3pact 3aboineBmux — 40-55 ner, yamie BcTpedaeTcs
y myxuuH [10]. Xors S.Y. Su u coast. (2014) He oT-
MEYAIOT PacoOBOM, IMOJIOBOH W reorpaduyuecKoil mpuHaI-
nexHoctu [11].

Briepsrie ona Obmta ormmcana R.N. Raychowdhuri
B 1965 1. [12, 13]. Omyxonb OTIMYaETCS arpeCCUBHBIM Te-
yenueM [11, 14, 15], BbICOKOH CKIIOHHOCTBIO K MeTacTa-
3UPOBAHUIO KaK JIOKAJIBHOMY, TaK M OTAAJIEHHOMY [16].
B oTnenbHBIX ciaydasx MMEETCsl acCOIMalus ¢ BUPYCOM
nanmuioMsl genoseka [10, 17, 18], takke mpocnekeHa
CBSI3b C TIpeAmecTByomuM obmydenueM [19]. Yautsi-
Basi PEIIKOCTh TOHM OIyXOJH, pa3HOOOpa3ue MPOTOKOIOB
JICUEHUS U TUIOXYIO0 BBDKHBAEMOCTH, HOBAask HH(POPMALIUS
MMeeT pelraroliee 3HaueHne s pa3pabOTKU CTaHAApT-
HBIX cTpareruid jgeuenus [20].

Knunuueckuii cnyyan No 1

[TarmenTka, obpatuinack B CeueHOBCKUI YHHBEPCH-
TET ¢ jkajo0aMH Ha BbIpa)kKeHHbIE 0OJIM B JIEBOM TOJIOBH-
HE JIUI1a, HEBO3MOXXHOCTD OTKPBITh POT, CIIE30TOYNBOCTb.
[ocne ynanenus 3y0a y NAIMEHTKH IMOSIBHJIMCH OOJIU

pacHHpaIoOLIero XapakTepa B BEPXHEH 4YenocTH cieBa.
Ha marautHO-pe3oHancHoit Tomorpaduu (MPT) oGna-
PYKEHO MSITKOTKaHHOE O0pa30BaHUE JIEBOM BEepXHEUE-
JIIOCTHOM Ta3yXW ¢ PacIpOCTpaHEHHEM B MATKHE TKaHU
JIUIA, KEeBATeIbHOE TPOCTPAHCTBO, TOJIOCTH PTa, HOCA
1 OpOUTHI ClIeBa C JISCTPYKINEH OKPYKAFOIINX KOCTHBIX
CTPYKTYD.

Hns mopdonornueckoil BepudUKaIKu BBITOJHEHA
TpacHa3allbHasi OHWOICHUs omyxoiu. B Ouonrarax omy-
XONM OBUIM OOHApY)KEHBI (PPAarMEHTHI TKAHW, YACTHIHO
BBICTJIAHHBIE JTHUTENNEM PECIHPAaTOPHOTO THIA, C PO-
CTOM B TIOIUIEXAIEH TKaHU OITyXOJIM, TIPEHMYIIECTBEH-
HO COJIUJTHOTO CTPOCHHUS, IPECTABICHHON KOMIUIEKCaMU
W3 MEJIKHX BBITSHYTBIX U TOJUTOHAJIBHBIX ATUIHYHBIX
KJIETOK, C BBICOKOM MHMTOTHYECKOM aKTHBHOCTBIO, OYa-
ramu Hekpo3a. OmyxomeBasi cTpoma (ubpo3upoBaHa,
¢ muMponHON nHpUIBTpanuei (puc. 1 a, 6). [lpu rucro-
JIOTHYECKOM HCCIIEJOBAaHUH YCTAHOBICH JWArHO3 «Mej-
KOKJIETOYHBIN paK».

[Tpn uMMyHO(EHOTHITMPOBAHNUHU B OITYXOJIEBBIX KIIET-
Kax oOHapy»KeHa IIUTOIUTa3MaTHIecKast IKCIIpeccust oo1e-
rO MaHOupokeparuHa (puc. 2a), cHHaNTO(GU3MHA U XPO-
MorpanuHa A (puc. 20), memOpanHas kcrpeccuss CD56
(puc. 2B). YpoBeHb por(epaTHBHON aKTHBHOCTH OITYXO-
JIM BBICOKHIA, C siiepHOit akcnipeccueii Ki-67 B 90% kiteTok.
s muddepeHnnanbHON THarHOCTHKU ¢ CHHOHA3AIbHON
SMARCBI-nehuTHOl KapIMHOMOW JTOTIOJTHUTEIIBHO
ObUTO BBITIOJIHEHO MMMYHOTHCTOXHMMUYECKOE HCCIEH0Ba-
mue ¢ aatutenamu K INI-1, B pe3ymsrare koToporo Oblia
BBIsIBIIeHa coxpaHHas skcrpeccus INI-1 B omyxonmeBbIx
KJIeTKax (puc. 2r).

Ha ocHoBaHMM JaHHBIX T'MCTOJOTHYECKOTO U MMMY-
HOTUCTOXMMUYECKOTO HCCIECIOBAHUMN, 3II0KAYECTBECHHOE
HOBOOOpazoBanue 0bU10 HAeHTHUIMpoBaHO Kak SNEC.

Pucynox 1. Cunonazanvhas MenKoKIemounHas HelupoIHOOKPUHHAS KAPYUHOMA

a — OKpacka 2emamoxcunun-303unom, *20;

0 — OKpaACKa 2eMamoKCUIUH-303uHOM, %40

Figure 1. Sinonasal small cell neuroendocrine carcinoma
a, hematoxylin-eosin, magnification <20

0, hematoxylin-eosin, magnification x40
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Pucynox 2. Ummynogpenomunuueckoe okpawuganue CuHOHA3A1bHO MEIKOKIEMOYHOU HEelPOIHOOKPUHHOU KAPYUHOMbI

a — yumonaasmamudeckas sxcnpeccus PanCK, x20;

6 — membpannas sxcnpeccus CD56, x20;

6 — yumoniamamuieckas sxenpeccusi xpomozpanuna A, x20;
2 — si0epras sxenpeccus INI-1, x20

Figure 2. Immunophenotypic staining of sinonasal small cell neuroendocrine carcinoma

a, cytoplasmic expression of PanCK, magnification *20
6, membrane expression of CD56, magnification x20

8, cytoplasmic expression of chromogranin A, magnification %20

2, nuclear expression of INI-1, magnification X20

[NarmenTke ObLIa TPOBEACHA TUCTAHIIMOHHAS JTyIeBas
Tepanusi Ha 00JIACTh OITYXOJIM BEPXHEUCIFOCTHOM Ma3yXH,
peruoHapHsbie TuM(aTHYeCKue Y3Ibl e OunaTepaibHO
14 rpynn ¢ POI 2 I'p ¢ CO/1 42 I'p. Jleuenue ocnoxHu-
JIOCh JIyY€BBIM JIEPMATUTOM, MYKO3UTOM, KOTOpPbIE KyIlHU-
pOBaHbl KOHCEPBATHUBHO.

[Ipu KOHTPOJILHON KOMITBIOTEPHOH TOMOTpaduu ¢ KOH-
TPaCTHUPOBAHHUEM OTMEYaJIach IMOJIOKUTENbHAS JTUHAMHKA
B BHJIC YMEHBIIICHHUS Pa3MEPOB MATKOTKAHHOTO 00pa3oBa-
HUS JIEBOM BEPXHEUEIIOCTHON Na3yXu.

[NanmenTtke ObLTa BHIIOJHEHa KOMOWHHWpPOBaHHAs pe-
3eKIUs] BEPXHEM YeNIOCTH ¢ MUKPOXUPYPrHUECKOW Iijia-
ctukoi. JlnHaMuKa jedeHust — mojaokuTenbpHast. [laruent-
Ka BBIIMCAHA B YIOBJIETBOPUTEIBLHOM COCTOSHUM O] Ha-
OJr0ZICHUE OHKOJIOTA.

[Ipu rucrosornyeckoM HCCIEAOBAHUU ONEPALUOH-
HOI'0 Marepuaa B CIM3UCTON BEPXHEUEIIOCTHOH Ma3yXu
B 30HE OIyXOJIEBOTO POCTa OBLIM BBISBIEHBI OOIINPHBIE
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nosst pubpo3a ¢ MakpodaraabHOi HHPUIBTpaLe, ¢o-
KycaMH HEKpO03a, CIUHHYHBIMU IUIOXO Pa3IHYUMBIMU
KJICTOYHBIMH 3JIEMEHTaMHU C BBIPAXEHHBIMH AUCTPOQH-
YeCKUMHU M3MEHEHUSMH U SIBICHUSAMH Kpall-CHHAPOMA.
Cpenu HOBOOOPa30BaHHBIX KOCTHBIX OaJOK OIperels-
eTcsl paspacTaHue TIpyOOBOJOKHHCTOH COEIMHUTENb-
HOIt TKaHU (puc. 3 a, 0). Mopdomornyeckre HIMECHEHUS
pacLieHEeHbl KaK IPOSBICHUS JieueOHOro maroMmopdosa
IV crenenu no E.®. JlyniHukoBy.

O6cyxpeHue

BonpmmacTBo mHpopMamumu o SNEC ocHoBaHO
Ha OTACNBHBIX KIMHWYECKHX WM HEOONBIINX CepHIX
CJIy4yaeB, BCJEICTBHE YEro JaHHbBIE O YacTOTE BCTpeE-
gaemocTu orpanuueHsl 1 SNEC oTHocuTCA K peaKuM
omyxoism [21, 22]. Bce METKOKIETOUHBIE KapIIMHOMBI
XapaKTepU3yIOTCS BBIPAKECHHBIM JIOKAJIBHBIM MECT-
HOJECTPYHUPYIOIUM POCTOM C OBICTPBIM OTAAJIECHHBIM



Cnyyau 3 knuHuyeckoi npakTukuy / Case Reports

Pucynox 3. Jleueonwviti namomopgos IV cmenenu no E.@. Jlywnukogy nocie OucCmaHyuoOHHOU 1y4esoll mepanuu
a — obwupHvle noisi ubposa ¢ ouazamu HeKpo3a U bIPAICEHHOU OUDDY3HOU MAKPOPacaivbHOU UHDUILMPayUell, OKPACKa

2eMaAmMOKCUNUH-203UHOMOM, *<40;

0 — H0800OPA308AHHBLE KOCMHBLE OANIKU, MENHCOY KOMOPLIMU ONPeQersiencs pa3pacmanue 2pybo80oJ0KHUCIONU COeOUHUMENbHOLL

MKAHU, OKpAcKa 2emamoKkCuiuH-303UunoM, x40

Figure 3. Degree IV therapeutic pathomorphosis according to Lushnikov after external beam radiation therapy
a, extensive areas of fibrosis with foci of necrosis and severe diffuse macrophage infiltration, hematoxylin-eosin, magnifica-

tion x40

0, newly formed trabeculae between which the coarse fibrous connective tissue grows, hematoxylin-eosin, magnification x40

METacTa3upOBaHUEM M, KaK CJIEJICTBHE, HU3KOW Menu-
AHOM BBDKMBAEMOCTH, COCTABISIOLIEH Y HEJIEYEHBIX
MalKMeHTOB OT ABYX 10 Tpex Mmec. [21, 23]. Heiliposn-
JOKpUHHBIE KapIMHOMBI Han0OJIee YacTO JOKAIU3YIOT-
Csl B MOJIOCTH HOCA, PEIIETYAThIX M BEPXHEUETIOCTHBIX
naszyxax [24]. Knnaudeckue nposiBIEHUS CHHOHA3allb-
HOH MEJIKOKJIETOUHOM HEHPOIHJOKPUHHON KApLIUHOMBIL,
B OOJIBIIMHCTBE CIIy4aeB, HE ABISAIOTCS CHEUH(DUIHBIMU
(3a70’KEHHOCTH, HOCA, TUIIOOCMUS, AchopManus TUIa
U TOJIOBHBIE OOJM), OJHAKO KaK M MPU OOOHATEIHHOMN
HelpobiIacToMe y OTIENbHBIX MAaIlMeHTOB MOTYT IPO-
SIBIIATHCS TPU3HAKH TMAapaHEOIIacTUYECKOro CHHAPOMA
B BUJIE HEAJCKBAaTHON CEKPELUH aHTUINYPETUUECKOTO
ropMoHa [16], cuMnTOMamMu KOTOPOTO SIBISIOTCSA TO-
JI0BHast OOJIb, TOILIHOTA, CHIDKEHHE NaMATH, AHOPEK-
CHsl; B OTAEIBbHBIX CIIydasiX, MPU TAKEIOW THIOHATPHU-
€MHUH MOTYT BO3HHUKATh TaKUE KIMHUYECKUE COCTOSHUS,
KaK TPEeBOTa, COHJIMBOCTD CTYIOP, Cyaopor# [25].
I'mcronormueckn SNEC mpencraBneHa rues3gamu pas-
JIMYHOM BEJIMYMHBI M3 OKPYIIBIX, OTHOCHUTEIBHO MOHO-
MOP(HBIX KJIETOK C KPYITHBIMH THIIEPXPOMHBIMH SIIPAMH,
C HAJIMYUEM BKJIFOUCHHI XpOMATHHA IO TUILY «COJIb C Iep-
LEM» U BU3yaIH3aLUeN SAPBILIEK, C XOPOLIO BbIPAKEHHON
(uOpo3upoBaHHOM CTpoMOii Mexkay rHe3aaMu. [1pu uMmy-
HO()EHOTUIIMPOBAHUM B OITyXOJIEBBIX KJIETKaX OTMEUAeTCs
IKcTpeccus obmiero maHmutokeparnna, CDS56, INI-1 wu,
KaK MHHUMYM, OJJHOTO U3 HEHPO3HAOKPHUHHBIX MapKEpPOB,
TaKUX KaKk XpOMOTPaHMH A M cUIIanTO(QH3UH; KaK MpaBU-
110, otcyTeTByeT 3kcnpeccus S100. Kpome Toro, B omyxo-

JICBBIX KJIETKaX OTMEUACTCS MHTCHCHUBHAS SIAEPHAST DKC-
npeccus pl6, kotopast orcyrcrsyer B SNUC [10].

Judbdepennmanbaas TUarHOCTUKA B 00sI3aTeNb-
HOM TMOpPSAKE BKIIOYACT B ce0sl OIEHKY TAaKUX 3J0-
Ka4eCTBEHHBIX HOBOOOPA30BAHMH KaK OOOHATEIbHAs
HeHpoOIacToMa M OITyXOJH, BKIIIOYEHHBIE B TPYIITY
SNUC (NUT kapuyHOMa ¥ CHHOHa3aJIbHBIE KapIIUHO-
Mbl ¢ pedpururom SWI/SNF (mu6o SMARCBI1, mu6o
SMARCAA4)) [10, 26].

B nHacrosiiiee Bpems He CyIIECTBYET «30J0TOr0 CTaH-
napta» nedeans SNEC [16], mosToMy cXeMbl JedeHUs
moAOMPAlOTCs, KaK TPaBHIO, WHAWBUAYaTbHO, MCXOISI
U3 JIOKaJIW3alUHU, PacHpOCTPAHEHHOCTU OITYXOJH, BO3-
pacTa M HAIMYUS COMyTCTBYIOMUX 3a00JIEBaHUN Yy Kax-
JI0TO KOHKpeTHOoro OonbHOTOo [20]. HecmoTpst Ha pacmpo-
CTPaHEHHBIH MECTHO-ACCTPYUPYIOLUIUI POCT OIyXOdu
y Hameidl OOJMbHOMU, MPOBEACHUE XUPYPrHUECKOTO JIede-
HUS C MOCIEAYIOIIeH AUCTAaHIIMOHHON JIy4eBOM Tepanuu
MIPUBEJIO K BBIPAKEHHOMY TEPAIIEBTUUECKOMY pErpeccy.

ScTe3mnoHelpobnacToma

OcTe3noHelpodIacToMa WM OOOHSTENbHAs HEWpo-
OractomMa — 9TO 3JI0KaYeCTBEHHAs HEHPOIKTOAEPMAIIb-
Hasg oOmyXxonb ¢ HeWpoOmacTHON auddepeHIpoBKO,
HanOoJIee YacToi JIOKaJIu3anreil B BEpXHEH 4acTH cBoza
Hoca [10], GpeHOTUNMHYECKH 3aHMMAFOIIAS TPOMEKYTOU-
HOE€ TIOJIOKEHHE MEXIY YUCTO HEeWpaTbHBIMH HOBOOO-
pazoBaHMsSIMH (HAIIpUMEp, HEHPOOIACTOMON W Taparas-
[JIMOMO¥) U HEHPOIHJOKPUHBIMH STHUTEINAITEHBIMHU OITY-
XOIsIMU. 3a00JIeBaEMOCTh COCTABIISIET OKOJO 4 CllydacB
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Ha 10 mMH HaceneHus U npuMepHo 3% OT Bcex omyxoue
CHHOHAa3albHOTO TpakTa [10, 27-29]. Bo3pacTHoii quana-
30H 3a00J1eBaeMOCTH KpaliHe mupokuit (ot 2 10 90 ner),
cpemuuil Bozpact 3aboneBmmx — 50-60 net, ¢ HEOOMb-
MM TIpeo0ialaHieM y JIAI Myskckoro moia [10, 20].

KimHnueckue mposiBIeHUs, KaK TMpaBUiIO, HECIEIl-
npuuHpl. PaHHUMH TpPOSIBICHUSIMU 3a00JIEBaHUS MO-
IyT OBITh 3aJI0KEHHOCTh HOCA, HOCOBOE KpPOBOTEYE-
HUE, MHOTJIa TOJIOBHBIE OOJIU, CIIE30TEUCHUE U PHUHOPESI.
Y OTHenpHBIX MAIUEHTOB OTMEUAeTCS aHOCMHUS (MEHee
5%). Kpaitne penko y marmueHTOB (OKOIO 2%) MOTYT
HaOIIFOIAThCs Pa3IMYHBIC MPOSIBICHUS MApaHEOTUIACTH-
YECKOr0 CHH/IPOMA, TaKWe KaK aJpeHOKOPTHKOTPOITHBIN
CUHJIPOM W CHHJPOM HEaJCKBAaTHOM CEKpelud aHTU/IH-
ypetuueckoro ropmona [10, 30]. Ha cerogusmauii neHs
B OITyOJIMKOBAHHOHN JHUTEpaType HE CYMIECTBYET IOKa-
3aHHOTO €AMHOTO OOIIECTIPUHSITOTO TOAXO0a K JICUCHUIO
acTe3noHelpodmacTomsl [28].

Knunuueckuii cnyuaii Ne 2

Ilayuenmra, 44 2o0a, odpatminace B Ce4eHOBCKUI
YHUBEPCUTET C KaI00aMU Ha MEPUOAMYECKHE TOJIOB-
HbIe 001, HACMOPK, YaCTHYHYIO aHOCMHUIO, BBIICICHUS
13 HOCA M DIIU30/IBI THTIEPTOHNICCKUX KPU30B. BriepBrie
YKaJT00BI TTOSIBIIIMCH OKOJIO TO/Ia Ha3al, KoTaa cTaiu Oec-
MTOKOUTH TOJIOBHBIE OOJIM, HACMOPK U MOBBILICHHUE apTe-
puangbHoro masnenus 1o 160/100 mMm pT. cT. [TanmenTka
OoTMEYasia TMOCTOSIHHYIO 3aJIOKEHHOCTh HOCa U aHOC-
muto. MPT wuccienoBaHue MOKa3alo OIYyXOJEBHUIHOE
00pa3zoBaHre OCHOBHOU Ta3yXH, sIMEEK PEIIeTIATOTO Jia-
OupuHTa ¥ ToJIocTH HOoca. [lpu sHMOCKOTHMH OBLTa BHI-
sBIIeHa OyrpucTasi OIyXojb, OOTYpPHPYIOIas BEpXHHE
2/3 monocTH HOCA, C pa3pylICHUEM TIEPErOPOJIKH U pac-
MPOCTPAHEHNUEM B HOCOIJIOTKY. [Ipu rUCTONOTHYECKOM
WCCIIENOBAaHNN OMOINTATOB B CIU3HUCTOH pECIUPaTOPHO-
TO THITAa UMEJICS POCT OIYXOJIH U3 OKPYTIBIX MOHOMOP (-
HBIX OITyXOJIEBBIX KIIETOK C THIICPXPOMHBIMH SIIPAMU,
¢ Hanm4ueM Guryp MuTosa, ¢ GOpMUPOBAHUEM PO3ETKO-
MOJOOHBIX CTPYKTYP, TaK Ha3bIBAEMBIX «p03eTOK Diek-
cHepa-BunTtepmraiinepa» (puc. 4).

Pucynox 4. Dcmesuonetipoonacmoma. Posemxu @Dunexcuepa-
Bunmepwmatinepa (oxpacka eemamoxcunun-303unom, x10)
Figure 4. Esthesioneuroblastoma. Flexner-Wintersteiner ro-
settes (hematoxylin-eosin, magnification x10)
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[lpn mnpoBeneHUM HMMYHOTMCTOXHMHYECKOIO HC-
CIICIOBaHMSI B OIYXOJIEBBIX KJIETKax Oblla BBIABICHA
MO3UTHBHASI PEaKLHsl ¢ aHTHTENaMU K XPOMOTpaHUHY A
(puc. 5a), CD56 (puc. 56). B mommep>kuBaronimx Kiet-
Kax OITyXOJTH 10 Tieprudeprn po3eTKOMOTOOHBIX CTPYKTYP
ObUTa BBISBJIEHA OYaroBas MO3UTHBHAsS PEaKIys C aHTH-
teraamu kK S 100 (puc. 5B).

Ha ocHOBaHMM IaHHBIX THCTOJOTHYECKOTO HCCIIEA0-
BaHMS M MMMYHO()EHOTUIIMPOBAHUS, 3JI0KAYECTBCHHOE
HOBOOOpa30BaHME OBUTO UAECHTH(DUITMPOBAHO KaK ICTE3H-
oHelpodacToma (000HATETbHAS HEWpoOIacToMa).

Pucynox 5. Hmmynogenomunuueckoe oxpauiueanue scme3u-
OHelpobacmombl

a — yumonaasmamudeckas sxcnpeccusi xpomozpanuna A, *x20;
6 — ouacosas nozumuenas peaxyus ¥ S100 6 nooodepoicusa-
JOWUX ONYXONEBbIX KIEMKAX No nepugepuu po3emronodod-
Holx cmpykmyp, x20;

6 — ouaecosas nosumusHas peaxyus k CD56, x40

Figure 5. Immunophenotypic staining of esthesioneuroblastoma
a, cytoplasmic expression of chromogranin A, magnification <20
0, focal positive reaction to S100 in supporting tumor cells along
the periphery of rosette-like structures, magnification %20

8, focal positive reaction to CD56, magnification %40
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[Tocne OHKONOTHMYECKOTO KOHCHIIMYMa OBLIO TPHHS-
TO pEIICHUE O MPOBEACHUH 2-X KYPCOB XMMHUOTEPAIUU
o cxeme Jokcopyourn 60 mr/m? + mpcruiatud 40 Mr/m?.
ITocne xumuorepanuu npyu NOBTOpHOM nposeaeHun MPT
WCCIIeIOBaHUsl Oblla OTMEYeHa MOJOKUTENbHA TUHA-
MUKa B BUJI€ YMEHBIICHUS OIYyXOMH MO 55%X25X%21 MM.
19.10.2021 r. manyeHTKe OBUIO MPOBEACHO XUPYpTHYe-
CKOE JICUCHHUE B BUJC BUACO-ACCUCTUPOBAHHOTO HHTPAHA-
3aJIBHOTO YJAJIEHUS OIyX0Ju HocoroTku. IIpu rucroso-
THYECKOM HCCIIEIOBAaHUM B OIYyXOJIEBOM TKaHU OBLIU OT-
MEYEHHI MpHU3HAKHU JieueOHoro matomopdo3sa Il crenmenn
o E.®. JlynanukoBy (BbIpa)KCHHBIH JICUeOHBIN perpecc —
OOIIMpHBIC MO HEKPO3a, PE3KO BHIPAKCHHBIC JAUCTPO-
(udeckre 1 HeKPOOMOTHYECKHE U3MEHEHHSI OITyXOJIEBBIX
KJICTOK).

[TocneonepalmoHHbIH TTepHOJ TpOTeKal 0e3 OCIoK-
HeHul. B CBsI3M ¢ MOJOKUTEILHOU TUHAMUKON JIEUEHUS
ManyeHTKa Oblla BBIMIFICAHA TIO/ HAOIIOAEHNE OHKOJIOTA
10 MECTY >KUTEIbCTBA.

O6cyxpaeHune

OcTe3noHelpodaacToma — 3T0 PEIKO BCTPEUArOIIAsiCsI
37I0Ka4eCTBEHHAs OITyXO0JIb CHHOHA3aJIbHOTO TPAKTa, BO3-
HUKAIOIIAs TPEUMYIIECTBEHHO B BEPXHHX OTJeNIaX HOCO-
BOH TOJIOCTH, UMEIONIast HEHPOIKTOAepMaIbHOE TPOHC-
xokaenue [29].

DOTHONOTUST W TEHETUYECKasi OCHOBA BO3HUKHOBCHHS
JTAHHOW OIYXOJIM OCTAIOTCS JI0 KOHIIA HE M3yYeHHBIMH.
OpHako W3BECTHO, UTO B TAHHOM OIYyXOJIM UMECTCS MHO-
YKECTBO XPOMOCOMHBIX aleppanuii, TpPEeHUMYIIECTBEH-
HO B 22q, 5, 6q, 17, 19, 21q u 22 xpomMocomax, a TaKxke
Tpucomus 8 xpomocomsl [11, 31]. U. Bockmiihl u coast.
(2004), mpuMEHUB CpPaBHUTEIBHYIO T€HOMHYIO THOpU-
JM3aI1nI0, OOHAPYKWUJIM YacThle JeNelMd XpPOMOCOM 1p,
3p/q, 9p u 10p/q u ammmduxanuu B 17q, 17p13, 20p
n 22q xpomocomax. Kpome Toro, ObuUIO yCTaHOBIIEHO,
yto MyTammu B 11 u 1p xpomocomax cBsi3aHbl ¢ Oonee
BBICOKOI CKJIOHHOCTBIO OITyXOJIM K METacTa3UpOBAHUIO
U Xyamumu nporrozami [10, 11, 32].

Hanbonee n3nmro0IeHHBIMA JIOKAIU3AIUAMU dCTE3U0-
HEHpOOIaCTOMBI SIBIISTIOTCS BEPXHSSL TPETh HOCOBOI I1e-
PEeropoaKH, perierdaras IIACTHHKA U 30Ha BEpXHEH HO-
coBoi pakoBuHbI [33]. KmuHuveckue CUMITOMBI JAHHON
OIyXOJIN HecHenu(UYHbl U B OCHOBHOM TPE/ICTABISIOT
co0o¥f 3aTpyTHEHHOE HOCOBOE JIbIXaHHE, 3aJI0KEHHOCTh
HOCa ¥ CHIDKCHHE OOOHSIHUS, THYCABOCTb, HAJMYKME Pa3-
JIUYHBIX BBIJICNICHUH M3 TOJIOCTH HOCA, CJIE30TEYEHHE,
nucdaruio, rojgoBHbIC 0o U dk30(pTandpM. MHorna ma-
LIMEHTBl OTMEYaroT accumerputo auna [34]. HanbHeil-
1IMe KIMHUYECKHE MPOSBICHHUS OIYXOJH 3aBHCAT OT ee
JIOKAJIN3aliH1, PACTIPOCTPAHEHUS Ha OKPYKAOIUE TKAHU
1 0COOCHHOCTEH MeTacTazupoBaHus. DCTe3HOHEeHpolIIa-
cToMa OO0IIajacT BBIPAKEHHBIM arpeCcCUBHBIM MECTHO-
JeCTPYUPYIOIINUM XapaKTepOM POCTa, MOXET 3aIOIHATh
c000if BCIO TOJNIOBUHY MOJOCTH HOCA, C MPOPACTaHUEM

B OKOJIOHOCOBEBIE T1a3yXH, OpOUTY, OCHOBAHHUE U TOJIOCTh
yeperna [28, 35], ¢ pa3BUTHEM CHUMIITOMOB BHYTpPHYEPETI-
HOH THUTIEPTEH3UH, BEIPAKCHHBIX TOJIOBHBIX 0OJIEH, C BO3-
MOKHOCTbBIO MOCJIEIYIOIIEr0 BOBICUEHHS B OMyXOJEBBIN
MPOIIECC YEPEITHO-MO3TOBbIX HEpBOB [35-37]. Makpocko-
MTUYECKN OITyXOJIb PO30BATO-CHHIOIIHOTO I[BETA, INIOTHO-
2JIACTUYHON KOHCHUCTCHIIMH, OyrpHCcTas, He KPOBOTOUUT
IpH AOTPAarMBaHUM, KaK MPaBUJIO, CMEIIACT HOCOBYIO
MIEPETOPOAKY B MPOTHUBOTIONOKHYIO CTOPOHY, UTO 3HAYH-
TEJIFHO 3aTPYJHSET HOCOBOE JIbIXaHWE Ha 3JJ0POBOW CTO-
powne [10, 35, 36].

l'ucromormuecku oOoHsTeNbHAS HelpoOmacToma
HU3KOM CTENeHW 3JI0KaueCTBEHHOCTH IIpeJCTaBIeHa
JIOJIbKAMHM, THE3AAMH, MEXAY KOTOPBIMU HAXOIUTCS XO-
pOIIO BBIPAXEHHBIM CTPOMaNbHBIN (prOPO3NPOBAHHBIN
Y THAIMHU3UPOBAHHBI KOMIIOHEHT, C OOJBITUM KOJIH-
YeCTBOM cocynoB. KpoMme Toro, 4acto BCTpedaroTcst po-
3€TKOIMOIOOHBIE CTPYKTYPHI, MPEACTABICHHBIC MMAIACA-
J000pa3HO PacIONOKEHHBIMHU OITYyXOJIEBBIMHU KIIETKaMHU
BOKPYT LIEHTPAJIBHOTO 303WHO(HILHOTO BOJIOKHUCTOTO
HEpBHOTO Marpukca (rceBmoposeTku lomepa-Paiira).
Taxxe BCTpEUAIOTCs PO3ETKOMOAO0HBIC CTPYKTYPHI (HC-
TUHHBIE po3eTku DnekcHepa-Bunrepiiraiinepa), neHTp
KOTOPBIX JIMIIEH HEHpomwuis; KambuuHaThl. Omyxoe-
Bble KJIETKH, KaK MPaBHJIO, MEJKHE, CO CKYJHOW IIUTO-
IJ1a3MOH, ¢ HAIMYMEM BKIIIOYECHUI XpoMaTHHA 10 TUITY
«coxs u mepeny [10, 26].

Ornyxosii BBICOKOM CTETEeHM 3JI0KaueCTBEHHOCTH Xa-
PaKTEpU3YIOTCSl HAIMYMEM O4aroB HEKPO3a, BEIPAXKEHHO-
rO KIETOYHOTO U SIICPHOrO MOJMMOp(H3Ma, TOBBIIICH-
HOW MUTOTHYECKOU akTUBHOCTH [10, 26].

Haubonee pacripoctpaHeHHas ccTeMa OI[eHKH I'HCTO-
JIOTMYECKOM CTENEHH 3710KaY€CTBEHHOCTH 3CTE3MOHEUPO-
Omactombl ObUTa pazpadorana B 1988 r. V.J. Hyams u co-
aBT. [10, 34]. OCHOBHBIMH KPUTEPHUSIMU T'Paaliui JaHHON
CUCTEMBI SIBIISIIOTCSI MPU3HAKUA KJIETOYHOTO M SIIEPHOTO
noauMop¢u3Ma, HaJIM4IKue CTPOMBI, GUTYP MUTO3a U OYa-
roB Hekpo3a [10].

[Ipy ©IMMYHOTUCTOXUMHUYECKOM HCCICIOBAaHUH 3CTE-
3HOHEHPOOTACTOMEI B OMTYyXOJIEBBIX KIETKAX OTMEYACTCS
BbIpakeHHas quddys3Has IUTOIIa3MaTHIecKas KCIpec-
cust HelipoHcnennduyeckor sHoia3el (NSE), cuHanTo-
¢uzuna, xpomorpanna A nu CD56. Kpome Toro, MmoxxeT
BcTpevarbes skcrpeccus S100 B mojiepKuBaroyx omy-
XOJIEBBIX KIIETKaX IO Mepruepru THE3 U PO3ETKONOI00-
HBIX CTPYKTYP, TAK:K€ MOXKET OBITh 09aroBast SKCIIPeCCus
uurokepatuHos [10, 26].

Huddepennmanpias nuarHoctuka OOOHSATEIBLHON
ACTE3NOHEUPOOIACTOMBI, KaK IPABUIIO, TPOBOIUTCS MEXK-
Iy 3710Ka4eCTBEHHBIMI HOBOOOPA30BAHUSAMH, OTHOCSIIIN-
MHUCSl K TPYTIE CHHOHA3AJIBHBIX MEJIKOKPYITIOKIETOUHO-
rONyOOKJIETOUHBIX OIyXONeH, K KOTOPBIM OTHOCSITCS:
Henu(epeHnUpoBaHHas CHHOHA3aJbHAs KapIMHOMA
¢ nepururom SMARCB1 win SMARCA4, xapakrepu-
3yIOIIasiCsl COMUAHBIM THUIIOM CTPOGHUS, SKCIpeccHen
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o0IIero MaHIMTOKEpaTHHA, OTCYTCTBHEM DKCIIPECCHU
HEHPOIHIOKPUHHBIX MAPKEPOB XPOMOTPaHUHA A, CHHAII-
Topr3nHa, MapKepoB IJIOCKOKIETOUHOH andepeHim-
poBku (CK5/6, p63 u p40), ¢ OTCyTCTBHEM SKCIIPECCHU
B OMyXOJEBBIX KieTkax Mapkepa INI-1, ¢ coxpanenuem
€ro IKCIPECCHH B CTPOMANIBHBIX 3JIEMEHTax (B Ciydae
cuHoHazanpHOH SMARCBI1-neuiuTHON KapIIMHOMBI);
CHHOHA3aJIbHAsl TUIOCKOKIICTOUHAsI KapIMHOMa, Xapak-
Tepu3yromasics JKcrpeccrueil o0IIero MNaHIUTOKEPaTH-
Ha ¥ MapKepoB IUIOCKOKIETOYHOW TU(QPEepeHINPOBKU
(CK5/6, p63 u p40); cuHOHA3aIbHas HEHPOIHIOKPHUHHAS
KapIpHOMa B BHJE IUIACTOB M THE3J M3 MEIKHX OKpYy-
IJIBIX W TIOJIMTOHAJBHBIX OITyXOJIEBBIX KJIETOK C Y03MHO-
(GWILHOW IMTOIIA3MOM, KPYHHBIMH THIIEPXPOMHBIMHU
SIpaMH, ¢ HAJIWYMEM BKJIIOYEHHH XpOMAaTHHA I10 THUILY
«COJIb | TIepery, muddy3HOH BBRIPaXCHHOHN dKCTIpeccueit
B OITyXOJIEBBIX KJIETKaxX OOIIEro MaHIUTOKEpaTHHA, HEW-
POSHIOKPHUHHBIX MapKepoB (XpoMOrpaHuHa A, CHHANTO-
¢usuna, NSE, OTCYyTCTBHEM SKCIIPECCHH B OITyXOJIEBBIX
kierkax S100; MenaHoMa, XapaKTepU3YIOLIAsCsS BbIpa-
KeHHOU MudQy3HOI dKcTpeccreil B OMyXOIeBbIX KIIEeT-
kax S100, SOX10, Melan A m HMBA45; sxcTpanogaibHas
NK/T-xnerounas jaumdoma, TposiBIstonias ceds BbIpa-
JkeHHOM 1 dysHoi sxcrpeccueit CD45 n npyrux mium-
(OMIHBIX MapKEPOB, C OTCYTCTBHEM IKCIIPECCHH 00IIIero
MaHIUTOKEPATHHA, HEUPOIHIOKPUHHBIX MapkepoB S100;
TpyMIa MEIKOKPYIIOKICTOUHBIX CApKOM, BKJIFOUAIOIIIX
B ce0s capkomy OwmHTa, SMOPHOHANBEHYIO M aJbBEOISP-
HYI0 pa0JoMHOCapKOMBbl U ME3CHXUMAaJbHYI XOHIPO-
capkomy [26].

MeTo10B JeueH s ICTE3NOHEHPOOIACTOMBI HECKOIb-
KO, OHHM BKJIFOYAIOT B ce0si XHPypruyeckoe JIeYeHHe,
XUMHUOTEpANuIio, IydeByto Tepanuio [29]. Ha ceromnsii-
HUH JIeHb HE CYIIECTBYEeT €ANHOTO MOAX0/a K JICUCHUIO
ACTE3NOHEHPOOIACTOMBI, OIHAKO, N0 MHEHHIO MHOTHX
YUYEHBIX, IPOBEJCHUE abIOBAHTHON XWMHOTEPAIIUU
B COYETAaHWM C XMPYPTHUECKHUM JICICHHEM M JIy4eBOM
Tepanuell y O0JBHBIX C pacIIpOCTPaHEHHON CcTaanel 3a-
6osesanus (C u D o rpaganuu Kadish-Morita), nemMoH-
CTpHUpYEeT HaWIy4IlIne Pe3yJbTaThl.

HecMotpst Ha TO 4YTO TIOKa HE CYIIECTBYET YETKHX
KpUTEepHeB dPPEKTUBHOTO JICKAPCTBEHHOTO PEXKHUMa Jie-
YeHHs JaHHOW OITyXOJH, HEKOTOpPbIe yUEHBIE CUHMTAIOT,
YTO MPOBEACHNE XUMHOTEPAITUH KaK /10, TAK M TIOCTIE XH-
PYPTHYECKOTO JISYCHUS] B COUETAHUM C JIyYeBOH Teparu-
eil B paBHOI1 cTenenu sBisgercs 3 dexTuBHbIM [29, 34].
KitoueBbIM MOMEHTOM HCITOJB30BaHUS HEOabIOBAHT-
HOW XUMHOTEpanuK SIBIISIETCS yMEHBIICHHE pa3Mmepa
OITYXOJIM U KOMITPECCHUOHHBIX CUMIITOMOB, YTO B KOHEY-
HOM HTOTE CITOCOOCTBYET YCITEIITHOMY ITPOBEICHHIO OTIe-
pPaTHBHOTO BMeENIATENhCTBA U MAaKCHMAaJbHO TOJTHOMY
yIaJeHnio HoBOOOpa3oBaHUs. COBMECTHOE HCIOJIb30-
BaHUE XMMHOTEpANNH U JYy4eBOW Teparuu, 10 MHEHHUIO
MHOTHX aBTOPOB, NIOJIOXKHUTEIHHO BIUSET HA PE3YIIBTATHI
nedenus [29, 38].
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3aKnioueHune

CuHOHa3aIbHBIE OIYXOJIH TPEICTABISAIOT COO0H pen-
KyI0 TPYIITy KJIMHUYECKH 3HaYMMBIX HOBOOOpPa3OBaHUI
TOJIOBBI, BO3HMKAIOIIUX B IOJOCTH HOCAa U OKOJOHO-
COBBIX Ma3yxax. /laHHbIe OMyX0JM MOTYT OBITh Kak JO-
OpOKaueCTBEHHBIMHU, TaK M 3JI0KAaYE€CTBEHHBIMH, YacTO
MIPOSIBIISIOTCS. HEeCHeNM(UYHBIMUA CHUMIITOMaMH, Tpely-
IOIIMMHU pacIIMpeHHON auddepeHnaabHOl JHarHoCTH-
KM HE TOJBKO MEXJy Pa3JIU4YHbIMU THCTOIOIMYECKUMU
TUIIAMH, HO U C LIEJIbI0 UCKIIOYEHNsI HEBPOIOTUYECKOIO
WM MHPEKLMOHHOTO TeHe3a 3a00IeBaHusl.

B xnuaMueckoM ciydae Ne 1 manueHTKy mocne yaa-
neHns 3y6a O6ecrokonnn OO B JINIE, OTPAaHUYCHHE OT-
KpBIBAHUS pTa U CJIE€30TOYMBOCTh; B KIMHUUECKOM CIIy-
gae No 2 mamueHTKy OeCITOKOWJIM MEepUOANYECKHE TO-
JIOBHBIE 0OJIM, HACMOPK U aHOCMUS; BCE [IEPCUHCIICHHbIE
CHMIITOMBI HE SIBJISIFOTCS] TATOTHOMOHUYHBIMHU JUI CHHO-
Ha3aJIbHBIX OITyXOJIEH.

JmarHocThka CHHOHA3aJIBHBIX OIYXOJIeH TpedyeT
KOMILIEKCHOT'O ITOIX0/ia, BKJIFOUAIOLIEr0 JI€TaJbHOE KIIU-
HUYECKoe 00ciieloBaHNe, HHCTPYMEHTAIbHBIE U THCTO-
JIOTHYECKHE METO/IbI HccaeioBaHuA. CTpaTerus JIe4eHus
OyZeT 3aBUCETb OT TMCTOJIOIMYECKOro THUIA M CTaJuu
ONyXOJIM M MOJXKET BKIIOUaThb B ce0sl XUPYPrHUUECKYIO
OIlepaLUIo, TyUeBYH0 U XuMuoTepanuo. OCHOBHAs LEelb
JICYEHHs] COCTOUT B IOJHOM YAAJIEHUU OIyXOJH, MHU-
HUMU3AIUN PUCKOB PEIHIUBA M COXPAHEHUH (QYHKIUHU
MOPaXKEHHBIX CTPYKTYp. YIy4IIEHHUE METOI0B THCTO-
JIOTMYECKON JAMarHOCTUKM CUHOHA3aJIbHBIX OIyXOJIEH
CIOCOOCTBYET paHHEHl IMarHOCTHKE, CBOEBPEMEHHOMY
JICYEHMIO U MOBBIIICHUI0 Ka4eCTBA )KU3HU MallUEHTOB.
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