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HEMPOBAACTOMA ITOAOCTU HOCA:
OB30P AUTEPATYPbI
M KAMHMYECKOE HABAYOAEHME

Nasal neuroblastoma: review and case report

Pesrome

CunoHnasanvHas Hellpobaacmoma — pedkas 3J0-
KayecmeenHHas ONnYyxonb ¢ UWUpOKoil eapuabenv-
HOCMbI0 KAUHUYECKUX NPOSABACHUI, WMo MOojcem
8vL3bl8aMb 3ampyoHeHus 6 OuazHocmuke U npe-
nAmMcmeosamsv npozpeccy 6 NOHUMAHUU KAUHUYeC-
K020 MeueHus U YAYYUleHUU pPe3yabmamos Jede-
Hus. OcHOBHbLE HCAL00bL DOLLHLX — 3AJOHCEHHOCMb
HOCca, puHopes, peuudusupyrujue HOCo8ble KPOBO-
meyeHus, 2uno- uau aHocmus. Bapuanmamu neve-
HUS ABAAIOMCS XUPYpeUuiecKue 8Meulamensbcmaa
¢ npedeapumenvHoil uiu a0sl06AHMHOL 1YLe6oil
u xumuomepanueil.

IIpedcmasnen KAUHUYeCKUll caydail u kpam-
Kuil 0630p tumepamypul 0 OuazHOCMUKEe IMUX HO-
8000pA308AHUIL, UX KAUHUYLECKOl, 2ucmoaozuiec-
KOl KAACCUPUKAYUL U JeYeHUU.

Kniwouesvie cnosa: Heiipobsiacmoma, nosLocmb
Hoca, duazHocmuka, KAaccuQuKayus, 1eyerue.

Abstract

Sinonasal neuroblastoma is a rare malignant
tumor with a wide variability of clinical
manifestations, which may cause diagnostic
difficulty and have hindered the progress in
understanding the clinical course and improving
outcomes of treatment. Patients often present with
nasal obstruction, rhinorrhea, recurrent epistaxis,
hyposmia, or anosmia. Treatment options consist of
surgical resection and before or followed radiation
and chemotherapy.

We present a case report and short literature
review about diagnostic, clinical and histological
classification and treatment of this tumor.

Keywords: neuroblastoma, nasal
diagnostic, classification, treatment.

cavity,

BBEOEHUE

3J0KauecTBeHHBIE OMMYXOJIM CJIUBUCTONH 000I0U-
KU Hoca cocTaBiasioT 0,5% Bcex 3JI0KaUeCTBEHHBIX
HOBooOpasoBauuii uesmoBeka [1]. Ilpumuem, uac-
TOTa PAa3BUBAIOINUXCA B HEHPOSINUTEINATbHON
30HEe 3JI0KAUeCTBEHHBIX OIyXoJjeil, cpeau Bcex HO-
BOOOpAa30BaHUII TMOJOCTH HOCA M OKOJIOHOCOBBIX
masyx cocrasasger no 15,8%, cpegum KOTOPBIX
mons Helipobimactom cocraBager 3% [2, 3].
BmecTe ¢ Tem, HeHpoO6JAacTOMBI, BXOAAIINE
B PEAKYIO TPYIIY B3J0KAueCTBEHHBIX OIyXoJeil
HeHpPOSKTOAepMAaIbHON WIPUPOJAbI, MOTYT BO3HU-
KaTh W B OpraHax WJW TKaHAX, KOTOPbIe OOBIYHO
He coZiepiKaT HeHPOSHJOKPUHHBIX KJIETOK U He
00s13aTeJIbHO IIOAPA3YMEBAIOT 9MOPUOJIOTUUECKOE

MIPOUCXOKAEHNEe 13 HEeNPOIKTOAepMbl, HO, CKOpee,
OTpaKaroT OOITUil (DEeHOTUII, XapPaKTEPUBYIOITUNCA
JKcIpeccrell MHOKECTBa T'eHOB, KOAUPYIOIINX KaK
9HJIOKPUHHBIE, TAK UM HEUPOHAJIbHbIE QYHKIUU [4].
OnHako, AadA Helipo0OJacToM, Pa3BUBAIOMINXCSA
B CJIMBUCTOI 000JIOUKE ITOJIOCTH HOCA, CYIIeCTBYET
1 0co60 MoAUepKUBAETCA MOMOJHUTEIbHAS KJIU-
HUYeCKasl XapaKTeprucTuKa — oJIb(haKTopHas Helpo-
6acToMa, BEPOATHBIMU MeECTaMU BO3HUKHOBE-
HUA, KOTOPOHA ABIAIOTCA HEUPOSUUTETUATbHBIE
KJIETKY O0OHSATEeNbHON MeMOpaHbl, 9KTOINUECKU I
00OHATEJNIbHBIA SMIUTEJUN B CIAUBUCTON 000J0UKE
TOJIOCTU HOCA, COITHUKOBO-HOCOBOI opraH SIKo0-
cona, gangl. Sphenopalatinum, Kaerkum mor.o-
IeHUsSd W JeKapOOKCUIUPOBAHUA IMIPEAIIeCTBEH-
HUKa amuHa [5—17].
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C momeHTa nepsBoro onucanus L. Berger, R. Luc
(1924), moguepKUBAIOIIEr0 PeJKOCTh OMYXO0JH,
B aAHTJIOA3BIUHON JauTeparype K 1997 roay 6n110
orMeueHo 945 3aperucTpupoBaHHBIX CJIyYaeB
UHTpaHa3aJdbHON HelipobaacTtombl, a B POHI]
um. H. H. Biioxusna, B nepuon ¢ 1965 mo 2014 roxwr,
JeUNJINChL U HaOJIIofaJInch 78 OOJBLHBIX C HOCOBOIL
HelipobJiactomoii [ 2, 8].

B xkaaccudpuramuu BO3 (2005) kaprnuHOUIHAS

ONyXO0Jib, ATUNUYHASA KapIUHOUIHAS OMYXOJb
M MEJKOKJETOUHBI paK HeHPOIHIOKPUHHOTO
TUIIa KJIACCU(PUIIUPOBAHBI KaK TPU OCHOBHBIX ITOJI-
THUIa CUHOHA3AJbHBIX OIyXO0Jel, OJHAKO, B IIO-
cJlefHUE TOAbI ITOSABUINCH PEKOMEHAAIIUU O BKJIIO-
YeHUMW KPYIHOKJIETOUHON ¥ KOMOWHHPOBAHHON
HENPOIHAOKPUHHON KapIUHOMBI, B KauecTBe
OTAEJbHBIX 00BEKTOB B 9TOT pasfes KJaccupukra-
MU OITyXO0JIeH ToJIOBbI 1 11eu (Tabu. 1) [9—-14].

Tabruya 1

Kaaccupuranusa HeipoOSHIOKPUMHHBIX KapPIIMHOM II0 cTenieH: nuddepeHuannmn

Kaace (Grade)

XapaKkTepucTuKa

Xopomo guddepeHnnpoBaHHAST HEIPOIHJOKPUHHAS KAPIIMHONIHAS OIIYXO0JIh
(NET — Neuroendocrine Tumors)

ArtunnuHad yMepeHHO Au(depeHIINPOBaAHHAA HEHPOIHIOKPUHHAA KaPIIMHONAHAT
orryxoab (NET — Neuroendocrine Tumors)

3 — KPYITHOKJIETOUHBI TUII

Arunuunas, ymMepeHHO quddepeHIIMPOBaHHAA HEeIPOSHAOKPUHHAA KapIimHOMa
(LCNEC — Large Cell Neuroendocrine Carcinoma)

3 — MEJIKOKJIETOUHBIIN TUII

Crnabo guddepeHIinpoBaHHASA HENPOIHIOKPUHHAA KapIITHOMA
(SCNEC — Small Cell Neuroendocrine Carcinoma)

3 — KOMOMHUPOBAHHBIN TUIT

MenKOKIETOUHBIH PaK, HEHPOSHAOKPUHHBIHN TUII, KOMOMHNUPOBAHHBIHN
¢ HeMeJIKOKJIETOUHBIM PaKOM (IIJIOCKOKJIETOUHBI! PaK, aJeHOKapInHOMA)

B zaBucuMOCTH OT JOKaJM3AIUA U THUCTOJIO-
TUYEeCKOl XapaKTepPUCTUKU HENPOIHIOKPUHHBIE
HOBOOOpPAa30BaHUS BecbMa HeoZHOPOAHBI. Tak, xXo-
poitio auddepeHInPOBaHHbIE HEHPOSHIOKPHUHHBIE
onyxonmu (WD-NET -  well-differentiated
neuroendocrine tumors, B Ta6uIle COOTBETCTBYIOT
1 u 2 crenenu auddepeHnuannun) OTHOCUTEILHO
WHAOJEHTHBI, MOTYT Pa3BUBAThCA B TeUEHUE MHO-
TUX JIeT WU JasKe TeCATUIEeTHH, PeJKO MeTacTasu-
PYIOT 1 cOZlepsKaT OUeHb ITIOX 0K e Ha HeOITyX0JIeBbIe
HEeHPOSHIOKPUHHBIE KJIeTKu. Hamporus, cJa-
60 auddepeHIIPOBAHELIE HENPOIHIOKPUHHBIE
onyxoau (PD-NEC - Poorly-differentiated
neuroendocrine carcinomas, B TabGiuIle COOTBET-
cTByIoT 3 crenenu auddepeHIinanun) xapaKTepu-
3YIOTCA arpeCCUBHBIM POCTOM U CKJIOHHOCTBIO K Me-
TacrtasupoBaHuo [17-19].

KIIMHNYECKUE ITPOSBJIEHU A
1 KIIACCUPUKAIINA

Bosuukasa mpeuMyIlecTBEHHO B BEPXHUX OTIe-
Jax TMOJIOCTH Hoca (BEPXHUHA HOCOBOUW XOJ; BepX-
HAS HOCOBas pPaKOBMHA, peleTyaTas ILJIACTHHKA
(lamina cribrosa) u BepxHIe 3TMOUAAIbHBIE KJIETKH),
MHTPaHa3aJbHbIe HEPOOJaCTOMBI BCTPEUAIOTHCA
B J000M Bospacte (2—94 rozxa), HO ¢ GMUMOAATBHBIM
pacipeneJeHrneM BO 2-M U 6-M JeCATUIETUAX yKU3HI
u 0e3 TeHJepPHBIX pasauumii. Ha mepBBIX aTamax
CBOEro pa3BUTHUS HOBOOOPA30BAHUS IMIpPaKTUYEC-
KU HU uyeM ce0sd He MPOSBJAIOT, HO, CO BpeMeHeM,
00JIbHBIE HAUMHAIOT OTMEYaTh OJHOCTOPOHHIOIO 3a-
JI0KeHHOCTDb Hoca (B 70% ciyuaeB) 1 3HAUUTEIHHO
pesxe anocmuio (5% ciayuaeB) u punopeio. OgHakKo,
68

IO Mepe POCTa, OMYXOJb MOKET PacCIIpPOCTPaAHSITDH-
cA B TpUJIeKalllue OKOJOHOCOBBIE Masyxu (KJeT-
KU peIleTyaToro JaOWMpPWHTA, OCHOBHYIO M BepX-
HEUeJIOCTHYIO Ia3yxu), HOCOBYIO YacTh TJIOTKH,
KPBLIO-HEOHYIO0 IMKY, OPOUTY, a Yepes3 CUTOBUIHYIO
IJIACTUHKY peIlreTyaToil KOCTU B IePeIHIO0 Ueper-
HYI0 SAMKY, TPOABIAA cedA PenuAuBUPYIONIAMU
HOCOBHIMHU KpoBoTeueHuaAMu (B 50% ciyuaes),
HEBPOJIOTUYECKUMU W/UAU OPTAIbMOJJOTHUECKH-
MU cuMInToMaMu (TOJIOBHAsI UM/WJIU JulleBas 00Jb,
«3aJIOKEHHOCTb» yXa, cje3oTeueHUe, NUILIOINS,
9K30(pTaNbM, IITO3, OPTAIHMOILJIErUd, aMOBPO3).
IIpu sToM, pUHOCKOMHUYECKAs KapTHWHA XapakTe-
pusyeTcsa HaJIWYMEM KPACHO-KOPUUYHEBOTO, IIOJIH-
MOBUIHOTO OOpa30BaHUA, PACIOJOKEHHOTO BHA-
yaje BBICOKO B IOJOCTH HOCa, HO, CO BpPEeMEHEM,
BBITIOJTHSIOIIETO BCIO COOTBETCTBYIOIIYIO €ro II0JIO-
BuHy [20—23].

B oleHKe pacrupocTpaHeHHOCTH HOBOOOGpPa3oBa-
HUA KJIIUYEBYIO POJb UTPAIOT KaK KOMIIbIOTepHAas
Tomorpadpusa (KT), Tak u MarHUTHO-pe30HAHCHASA
Tomorpadpus (MPT). Ilpuuem, ecnu KT Gosee mH-
dopMaTUBHA TPU OIEHKE COCTOAHUA KOCTHBIX
ctpykTyp (fovea ethmoidalis, lamina papyracea),
To MPT mamuOro 60/iee TOUHA B OIleHKE OPOUTATIL-
HOU ¥/WJIY BHYTPUUEPEITHON WHBA3WUU, YTO UMEET
ommpejesdolee 3HaAUEHHe MIPU KJaacCUPUKaAIUAU
CUHOHABaJBHBIX omryxoJyei (puc. 1) [20, 24—-28].

3a Troabl H3YUEeHUS HEHPOTEeHHBIX OIYXO-
Jjelt OBIIM CO3JaHBI MHOTOUMCJIEHHBIE KJACCH-
dukanuu, B OCHOBY KOTOPBIX OBIJIM IOJOKEHBI
pasnauuHble MPUHIIUNB BepUPUKAIUU HTUX
HOBOOOpas3oOBaHUI [29-31]. OpHako IS
0Jb(PaKTOPHBIX HelipobsiacToM, mepBas KJINHUYEC-



ISSN 2072-9367. CYUACHI MEOQUYHI TEXHOJIOTII, Ne 3, 2020

Kad KJaccuuKaimsa, paccMaTpPUBAIOIias pacupo-
CTPaHEHHOCTH HOBOOOPA30BAHUSA U KAK IPOTHOCTHU-
yecKkuil pakToOp, ObLiIa codmaHa Jauilb B 1967 rogy
¥ C T€MU WA UHBIMUA MOANDUKATIUAMU, IPUMEHAETCS
Io HacrodAlmiero BpemeHu (Taba. 2) [32-35].

Kak u MHorume npyrue, sTa KjaaccuuKanus nMeeT
MOCTATOUYHO CIIOPHBIX MOMEHTOB, HO aJalTallus
ee K cucreme TNM cmocob6cTBOBasa paspabor-
Ke MeXIYHapOogHOH KJjaaccu(PUKALUU OIYyXOoJieH
Hoca (TabJ. 3, 4) [36—38].

Puc. 1. Ho8000pa306anusi 6blNOAHAIOM 6EPXHION 4ACMb NOAOCMU HOCA C PACNPOCMPAHEHUeM Yepe3 CUMOSUOHYIO0
naacmunky (cribriform plate, lamina cribrosa ) 6 nepedni00 wepenny AMKy

Tabruya 2
CraguiiHasa Kiaaccuduranusa oabpakTopusix HeiipooaacTom (S. Kadish et al., 1967)

Cragna A Cragua B Cramua C Cragua D

Omyxo0Jib pacipoCcTpaHsieTcs
3a Ipe/ieJIbl IMOJIOCTH HOCa
¥ OKOJIOHOCOBBIX Ta3yX

OnyxoJb ¢ peTHOHADHBIMU
AN
OTIaJIeHHBIMU MeTacTa3aMu

OnyxoJib OrpaHnyYeHa
IIOJIOCTBIO HOCA

OnyxoJb pacIpocTpaHsaeTcs
Ha OKOJIOHOCOBBIE ITa3yXu

Tabruya 3
Kaaccudpuramus cuHOHA3aIbHBIH Helipo6aacTom mo cucteme TNM
T1 | Onyxoab, HOJIOCTH HOCA H/MJIN OKOJIOHOCOBBIE Ma3yXH (HCKJII0Yas OCHOBHYIO H BEePXHIE 9TMOUJAIbHbIE KJIETKH)
T2 | OnyxoJib, IOJOCTh HOCA 1/UJIN OKOJIOHOCOBBIE ITAa3yX ! C PACIPOCTPaHEHUEM U 3P0O3ueil CUTOBUIHOH IIACTUHKU
T3 Onyx0Jb, PaCIPOCTPAHAIONIAACT HA OPOUTY WU B IIEPEIHIOI0 YEPEITHYIO AMKY
T4 BoBiieueHue B 0IyX0JI€BbIii IIPOIECC TOJIOBHOTO MO3Ta
NO Her peruonapHbIX MeTacTasoB
N1 JIt00bIe MeTacTaTUUYeCKUe IIeiHbIe JUM(MaTUUYEeCKUe Y3JIIbI
MO Her oTaseHHBIX MeTacTa30B
M1 OTgajleHHbIe MeTaCTA3b]
Tabruya 4
Me:xayHapogHaa KiIaccH(pMKAIIUU OMyX0JIei Hoca
Cragusa Onyxoab Meracrassr
Peruonapusie OtnaneHHbIE
I He BrIx0oguT 3a IIpefiesibl OHON CTEHKU IIOJIOCTHU HOCA - -
IIa 3axBaThIBaeT APYI'yIO CTEHKY HOCOBO IIOJIOCTH = =
IIb He BbIx0oauT 3a m1peesbl OJHO Hnnupacnpoc'rpaﬂﬂe'rca OOMHOYHBIA —
Ha JPYTYIO CTEHKY HOCOBOM IOJIOCTH Ha CTOPOHE MOpaKeHUs
IITa ITepexonuT Ha BTOPYIO IIOJIOBUHY HOCOBOMU IIOJIOCTH = =
R R e T R
WU JBYCTOPOHHUE
IVa Pacmpocrpansercsa B HOCOTJIOTKY, IIOJIOCTh Yepera - -
NN MATKHWEe TKaHU JINIa
IVb JIro6as cTemeHb PaCIIPOCTPAHEHHOCTI == 4F
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TUCTOIIATOJIOISI CHHOHASBAJIBHBIX
HEVPOSHIOKPUHHBIX OIIYXOJIEN

JurarsocTuka HeWPOSHIOKPUHHBIX HOBOOOpa-
30BaHUII OCHOBBIBAETCS HA THCTONIATOJOTHU OIY-
XOJIW U Ha OIleHKe XapakTepa mpoJudepaiun.
OpHako, ImepBoe MOJKET OBITH MPOOJeMATUUYHBIM
13-3a OTCYTCTBUS YETKO OIPENEJIEHHBIX T'HMCTOJIO-
TUYECKUX KPUTEPUEB, a OIpeliesieHre QPakIuyu M-
T030B (> 20 MmuTo308/10 moseit niu Ki-67 > 20%),

MOMKeT OBITh HeJOCTATOUHBIM, YTOOBI OTJINYUTE W D-
NET ot PD-NEC. Bmecre ¢ TeM, I'CTOIIATOJIOTH-
yeckasd AuddepeHIIuanusa He TOJILKO CIOCOOCTBYET
YCTaHOBJIEHUIO ITPABUJIBHOTO AMATHO3a, HO SABJIAETCS
¥ KJIIOYEBBIM 9JIEMEHTOM JJIA NPUHATUA IPABUILHOMN
Jieue6HOM TaKTUKY (TabJ. 5, 6) (puc. 2) [39—-43].
Cienyer OTMETUTh, UTO OMOICUSA IIPOBOJSUTCS
Ha 3aBepIIaloIeM dTamne 00caeI0BaHmuiA, a 13-3a 1o-
TEHIIMAJIbHO 3HAUYUTEJNHHOTO KPOBOTEUEHUSA MOJIKHA
HUCIIOJIb30BATHCA C OCTOPOIKHOCTHIO.

Tabruya 5
T'ucTromarosornueckasa Kiaccuuranusa oab(PakTOPHBIX HEHPOOIACTOM
Muxpockonuueckue Crenenn
0COGeHHOCTH Grade I | Grade IT Grade III | Grade IV

Crpoenue HosnsuaToe =+ [Tospuaroe
Mteanopdhian OtrcyTcTByeT I/IJII:I 00ty JocTaTouHO BBIPAYKEHBII SBHO 5

HE3HAYUTEIbHbIN BBIPaKEHbBIR
Heitpogubpunaprsit IocTaTouHO BBIpAYKEH IIpucyrcTByeT Mozxer OpuCyTCTEOBATE ITpucyrcrByer
MaTpPUKC
Poserxu IIceBmopesertsr Homer Wright Poserku Flexner-Wintersteiner
MuTo3sst OTCyTCTBYIOT IIpucyrcTByoT HocrarouHo BhIpakKensl Bmf){;;(e)ﬁm
Hexpos OrcyTcTByeT OrcyTcTByeT ITpucyrcrByer fsro .

BBIPaKEHbIR
Kemnesnt MoryT npucyTCcTBOBaTH
Kanpumupuramnus ITepemenHnas OrcyTcTBYyeT
Ta6auya 6
OtaenbHbIe HMMYHOTHCTOXMMHUYECKHNE Pe3yIbTaThI
IJIS KPYTJIOKJIETOYHBIX CHHOHA3AJIbHBIX OIyXO0Jiei
Onyxoab CK S-100 LCA NSE [ Chromogranin [ Synoptophysin | Destium | CD99 | EBV*

SNUC + R+ +/- -/+ -/+ R+
ONB =/AF +/— + -/+ +/-
SCNC + R+ +/- -/t -/+ R+
NPC + R+ —-/+
TWS/PNET R+ —/+ -/+ -/+ +$
MM R+ I =/ R+ =//4F
ML + 4
RMS R+ R+ =/F 4 =/3F

IIpumeuwanue: CK — yumorepamun; LCA — obwuii anmuzen aetikoyumos; NSE — nellpoH-cneyuguieckas eHoLA30;
EBV - supyc dnwumeiina-Bappa;

SNUC — cunoHa3anbHas Hedu@@epenyuposannas kapyunoma;, ONB — oavgpaxkmopras Heiipooracmoma; SCNC —
MeNKOKIemouHas Hellpoandokpurnnas (Hedupgpepenyuposantas) kapuyuroma; NPC — HOCO210MOUHASA KAPYUHOMA;
EWS/PNET - capxkoma IOunza/cnabo duddepenyuposanuas Heilposxkmodepmanvias onyxonsv, MM — 3nokaue-
cmeenHas menanoma; ML — snokavecmeenuas aum@poma; RMS — pa6domuocaproma;

«t» — NONONUMENbHbL; «+/—» — LACMO NOAONUMENbHbLI,; «—/+» — uHoz0a noaoxumenvhulii; «R+» — pedro
NOJLOHUMELbHBLIL;

* — I'ubpuduszayus in situ 0as PHEK, kodupyemoit EBV (eupyc Inuumeiina — Bapp ) nogviuwaem vygcmaumeibHocms
110 CPABHEHUIO C UMMYHOZUCMOXUMULECKUM O0OHAPYHCEHUCM JAMEeHMHO020 MeMOPAHHO020 OelKa;

7 — UmmyHOopeakmueHbLil 6 nepudepuiecKux CeHMuUMeHMAalbHbLX KIeMmKax;

t — Qacmo Oemoncmpupyem nepunyK.ieapryio MoiewHy0 UMMYHOPeaKmueHocmos no I'onv0xcu;

§ — MembpaHo3HOe OKDPAWLUBAHUE ABAMCS HAUOOLee CeyUPULHBLIL;

II — Humynopeaxmuerutil npu sxkcmpanodanrvuvix NK /T-kiemounslx Aumdomax Hoco60z0 muna
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Tumor in situ — npu UHMAKMHOM PECNUPATMOPDHOM INUMENUU 8 OMeLHOU BACKYIAPUI0BAHHOI cmpoMe 0CMPOSKU
«NPUMUMUBHBLX» ONYX0JEBbLX KIEeMOK

Grade I — caoii pacnonoscentvlx 8 cunyumuu onyxonegotx Grade II — aHM30IMTO3 M aHMBOHYKJEO03, HIHUKHO3.
KJEMOK C HeMCHuLM SA0ePHbLM XpoMamuHom u oueHb Tem He MeHee, BCe ellle CYIeCTBYEeT X0POoIasd apXUTEeKTypa
8bLCOKUM S0ePHO/UUMONJAZMATNULECKUM OMHOULEHUEM

Grade III — manenvKue, Kpyzavle, cunue Kaemkxu, Grade III — 6ackyrapu306aHHaAs cMpPOMA, 2He30a
HeMHO020 00abULe 3DeNblX JUMPOUUMOE, 6bLCOKOE A0ePHO/  ONYXONLU PACTOLONHCEHbL 6 HeOOLbWUX nce6dopo3emrax
YUmonaasmamuyeckoe OMHouleHue, NJeoOMOPPUIM C Jee- €O CAAObLM I03UHOPULLHBLY PUOPUNLIADHBLI MATNEPUALON
KO onpedensemMblMu KPYNHuIMU AOPLIULKAMU, POSEMKU 6 YeHmpe

Flexner-Wintersteiner

Grade III — mHoxscecmeo «nodobrvix 6030yxosodam» Grade IV — Hekpo3 onyxoau (HUNHASL 4ACMb NOAL)
NPOCMPAHCME ¢ HeKJIUUUPOBAHHBLMU CIOAOYLAMbLMU Kem- U OMCYMcmaue pocma opzanoudos

KaMu, pacnosoieHHbLMU 60KPY2 UeHMPAIbHOZ0 NPOCceema —

posemru Flexner-Wintersteiner

Puc. 2. Onvpaxmopras neiipobracmoma — zucmonamoJozuieckasn epadayus [20]
71
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JIEUEHUE, BEIsKIBAEMOCTDB 11 ITPOT'HO3

IIpoGsema JiedeHUMA CUHOHAB3AJBHBIX HEUPO-
6sactoM 0O0ycCJIOBJIEHA UX PEIKOCTHIO, JIOKAJU-
3alueil ¢ BOBJIEUEHUEM B IIPOIECC MOTPAHUUHBIX

CTPYKTYP U PA3JIUUYUAMU B OMOJIOTUYECKON aKTUB-
HOCTH. BMecTe ¢ TeM, JOCTATOUHBIN OIBIT KJIMHI-
YyecKUX HAOMIONeHMA no3BOIUI CcHOPMYJINPOBATH
PEeKOMEeHAAINY [JIs BBIOOPA TAKTUKY ILIAHUPYEMOTO
KOHKpeTHOMY 60JibHOMY Jeuenus (Tabu. 7) [46—50].

Tabauya 7
PexomeHmanuu K BBIOOPY METOAOB CIIEIUAJIBHOTO JIEUeHH ST
C y4eTOM CTaJUIHON Kaaccu(PUKAINH 0JIb(PAKTOPHBIX HElPodJjaacToM
' JlyueBas Tepanus XumMuorepanus
Cragusa Onepanus v ( .]IT)p (XTI))
A IIpu rapaHTUM PagUKAIBHOTO IIpu oTCYyTCTBUY YBEPEHHOCTH B PASUKAIHLHOM
yIoaJeHus HOBOOOPa3OBaHUS yIaleHnu HOBOOOpa3oBauus — aabioBauTHas JIT
Omeparius, ¢ mocaenymoInei agpoBanTHol JIT, ABIgeTcsa MeToLoM BbIGOpa

B HeoanwioBanTaasa JIT u/unu XT ucnosszoBarbesa

B HeomepabeIbHBIX CAyIaax
C HeoanwioBauTaasa XT u JIT — Onepanus — AgsioBanTHasa XT
D Onepanus, cucremuas XT u namnuatusaas JIT Ha ToKadbHBIE M MeTaCTATUUECKUE OUATH

B kauHMUYeckoi mpaxkTuke g0 50—75% omyxomeit fmarmoctupyiored B craguu C

B macrosAIinee BpeMsA HUCKIIOYUTEIHHO XUPYPTH-
YeCKUU MeTO[ IPU 0Jb(haKTOPHBIX HelipobaacToMax
IpPUMeHsIeTCA KpaiiHe PeIKO 1 TOJIBKO B TeX CIyJasx,
KOTZla eCcTh YeTKoe yOerKAeHue, ITOATBEPIKIeHHOe
maaapiMu KT u MPT ucciemoBanuii, 0 He BOBJIeUYe-
HUU B OITyXOJIEBBIH TPOIIECC CUTOBUAHOM ILIACTUHK YT
/WY BEPXHUX STMOUAATBHBIX KJETOK. [Ipuuem,
B IIOIaBJIAIONIEM OOJIBIITMHCTBE CIyUYaeB, UCIOJb-
3yeTcda KPaHUO-JTUIEBON MOCTyH (MCKJIIOUEeHUE —
omyxosu Kareropuu T1), TO3BOIAIONINI TPOBOAUTD
PEBeKITNI0 OMYyXO0JIU 0 OJIOKaM, C JIYUIIeH OIeHKO
BHYTPUUEPEITHOTO PACIIPOCTPaHEeHN HOBOOGpa3oBa-
HUA U CHUIKEHUEM PUCKA TPaBMAaTU3aI[U Y TOJIOBHOTO
MO3Ta U 3pUTEeIbHBIX HEPBOB [51—55]. BmecTe ¢ Tem,
u3-3a JIOKAJbHOTO MHMUIBTPATHBHOTO XapakTepa
pocra HelpobsaacToOM, BCerjga CYIIeCTBYIOT COMHe-
HUA B YUCTOTE XUPYPTUUECKON IPAHUIILI PE3eKITUH,
YTO 000CHOBBLIBAET, B JOTIOJHEHNE K XUPYPTAUECKO-
My BMeIIaTeJbCTBY, MPOBeleHNe W albIOBaHTHOI
JayueBoii Tepanuu [56—58].

TouHast POJIb aAHIOBAHTHON XMMHUOTEPATINY B TIPO-
TOKOJIaX JieUeHUs OOJBHBIX C CUHOHAB3AJIbHBIMU
HelpobjacToMaMu [0 CHX IIOp [OUCKYTabesb-
Ha, HO TIPU PACIPOCTPAHEHHBIX  OMYyXOJAX
HeoabIOBAHTHASA XMMHOTEpanusa (BO3SMOKHO CO-
YyeTaHWe C HeoaJ bIOBAHTHON JIyUeBOW Tepammeii)
YMEHBIIIaeT PasdMep OMYXOJU U CUMITOMBI KOMII-
peccuu, YTO CHOCOOCTBYeT, B [MaJIbHEUINIEM, IIO-
JHOMY yIaJIeHWI0 HoBooOpasoBaHWUs. OCHOBHBIMU
mpenapaTaMu IPU XUMUOTEPAIUU HEWpoOJiacToM
ABJAIOTCA IUCILJIATUH, 3TOHO3WU[|, aJpPUaMUIINH,
BUHKPUCTUH U HuKJgopochamun. OgHako, B Ha-
CTOAIIEE BPEMS IPEAIIOYTUTEILHBIM PEKUMOM XU-
MHUOTepanuu sBjasgerca nucmiaatud (33—75 mr/m?
B 1-i1 menn) u sromosuzg (100 mr/m2 B 1, 2 u 3 quNI),
C UHAWBUAYAJIbLHBIM Ha3HAYEHUEM KOJIMUECTBA IU-
KJIOB [59— 65].
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JaHHBIE TUTEPATYDPHI, O TOKAa3aTeJasaX H-JeTHeln
0e3peInuINBHON BBIKMBAEMOCTH OOJBHBIX, BEChb-
Ma BapuabenbHbl. Tak, mo manubiM P. Dulguerov
et al. (1992) GespenuguBHBIN cTaTyC IPU IPOBEE-
HUY KOMOWHWPOBAHHOTO JIeUeHUA OBILI JOCTUTHYT
y 92% mnamueHToOB, IO cpaBHeHNIO ¢ 14% TOIBKO
IIpKU XUPYPrudyecKux BmernareabctBax u 40% muasa
omHoro obsyueHus [66]. ITo garuawsiM T. J. Ow et al.
(2014) — o6cemoBano u mposeuero 70 6ONIbHBIX, U3
KOTODPBIX Y 77% muarHoCTUPOBaHBI HEMPOOJIOCTOMBI
kareropuu T3 1 T4, ay 38% omyxosb uAeHTUDUITH-
poBanu B craguu C uau D. ¥V manmueHTOB, KOTOPHIE
MIPOIILIU TOJBKO XUPYypPrudecKoe jeueHue, MeguaHa
BBIXKMBAE€MOCTH cOCTaBuia 7,3 rojia, y IallIeHTOB,
KOTOpbI€ MTPOIINJIN KOMOMHMPOBAHHOE JieUeHUe
(omepamus + aabIOBaHTHAA JyueBas Tepammsa) —
18,2 mecsies. CpegHee BpeMsi 10 peruanBa 3aboJie-
BaHus coctaBuyao 6,9 roga. O6Iaa OIATUIETHAS
OespemuauBHas BuIKuUBaemMocTb — 52% [67].
ITo ganubpiMm N. Konuthula et al. (2017) maruner-
HAS BBLKMBAEMOCTD IIPU HelpobacToMax cTaaum A
cocrasuaa 80,0% , craguu B — 87,7%, craguu C —
77,0% , craguu D —49,5% [68].

BmecTre ¢ Tem, MeTaaHanmumsa MnyOoJaHMKaIUH
(1990-2000) ¢ yueToM KJIMHUYECKON 1 THCTOIIA-
TOJIOTUUECKOI XapaKTepUCTUKU HOBOOOPa30BaHUS
Y METOJOB TPOBEIEeHHOTO JIeUeHUs, ITOKas3aj, UTo
BBIXKMBaeMOCTh pu Helipobaactomax I-II rmacca
(I-1I grades — rucromaToJoruyecKas I'pamaiius
V. dJ. Hyams, 1988), cocraBuia 56% (SD 20) o cpas-
Hernuio ¢ 25% (SD 20) B III-IV wksaccax (oTHoIITe-
Hue 1maHcoB 6/2). Ilpuuem, BBIKMBAEeMOCTBH IIPU
KOMOMHNPOBAHHOM JieueHuun cocrasuiaa 65%, mpu
JydeBoil u xummuorepanuu — 51% , TOIbKO IpU XU-
pypruuecKux BMmelnaTeabcTBax — 48% , mpu KoMII-
JIeKCHOM JeueHUHU (oIepariusd + JydeBas Tepamus
u xumuorepanusa) — 47% u 37% , TOAbKO AJIA Jyde-
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BoIi Tepamnuu [63, 66, 69—71].

TakuMm o6pa3oM, B IPOTHOSUPOBAHUM MCXOIOB
JeUueHUs CUHOHA3aJbHBIX HeWpoosacToM O60JIb-
IIIMHCTBO aBTOPOB BBIAEJSAIOT TPU (paKTOpa — CTa-
IUHWHOCTh HOBOOOpPa30BaHUS, BUJ IIPOBEIEHHOTO
JIEUeHUSI W THCTOJIOTUIO OIYXOJU, U3 KOTOPBIX IIO-
CJIEIHSAS SIBJISIETCS OCHOBHBIM IIPEIUKTOPOM.

COBCTBEHHOE HABJIIONEHUE

Boawsuas C., 1958 roga po:xaeHus, IMOCTyIHUIA
B JIOP-KIuHUKY c 'KanobaMy Ha IPaKTUUYECKHU II0-
JIHO€ OTCYTCTBYE HOCOBOTO JbIXAHMA.

ITpu mepenHell puHOCKONUU JeBasd IIOJOBUHA
HOca o0TypupoBaHa HOBOOOPA3OBAHWEM C IJIAJKOM
IOBEPXHOCTHIO, HE OTJIMYAIOIIMMCI OKPACKON
OT OKPYJKAIOIIMX TKAaHEN U CMEIIAIoIIUM IIepero-
ponky Hoca BipaBo. CpefgHUe OT/IesIbI IOJOCTH HOCA
He TIpocMaTpuBamTcA. [Ipu 30HgUPOBaHNY HOBOOODA-
30BaHMe IJIOTHOeE, JIeTKO KpoBorouurt. IIpu 3amgueit
PUHOCKOINU — JieBasdg X0aHa BBHIMOJHEHa HOBOOODA-

30BaHuEeM, BBICTYIIAIOIMM B HOCOBYIO 4YaCThb I'JIOT-
Ku. ITaTomornuyeckoro oTnessseMoro B HOCOBBIX
XoJax HeT, DperuoHapHble JuM@aTUudYecKue
y3JBI HE YBEJIUYEHBI.

Ha cepuum KT-ckaHOB B IpPOEKIUU IIOJOCTU
HOCA, IIPEMMYIIeCTBEHHO B JIEBOIl ee IIOJIOBUHE,
ompejessgeTcs o0beMHOe 00pasoBaHUe YCIOBHBIMU
pasmepamu 70 X 34 X 44 MM, B CTPYKType KOTO-
poTro, BCJIEACTBUE NECTPYKIIUU, HE OIPEHEeIAI0TC
HOCOBBIE PAaKOBUHBI. [laHHOE 06pa3oBaHMe PacIpo-
CTpaHsEeTCA B IIPABYIO IOJIOBUHY IIOJIOCTU HOCA,
peMoAyJMpPysl MeperopogKy U IIpaBble HOCOBBIE
pakoBuHBEI. OmyxXxoab pacIpoOCTpaHAETCA Ha Je-
BYI0 X0aHY U B TOJOCTbH JIEBOW raiiMOpPOBOM ma-
3yXU, PEMOAYIUPYSA U YaCTHUUYHO (pparMeHTHUDYH
MequaJbHYI0 ee cTeHKy. OOpasoBaHue pacmpo-
CTPaHsEeTCA BBEPX, B CTOPOHY PEIIeTYaTOrOo Jadu-
PUHTA, C AEeCTPYKIMell HU)KHEUW CTeHKU JaOupUH-
Ta U PEMOAYIANNEH MeKAUYEUCTHIX IePEeTOPOIOK.
T'opusoHTanbHBIM yPOBEHb KUJKOCTU B IIPABOM
raiiMopoBoii mazyxe (puc. 3).

Puc. 3. Boavnasa C. KT npudnaku 06seMH020 NPOUECCA NOJOCMU HOCA C PACTPOCMPAHEeHUeM 8 OKOJLOHOCO8ble NA3YXU

20.03.2019 BBITTOTHEHO YACTHUUYHOE yIajleHue
HOBOOOpas3OBaHUS W3 IIOJOCTH Hoca (Marepua
IJisi OMOTICUM), UTO U C IEePBBIX ATAIIOB OIepaIuu
COTIPOBOJKAAJNIOCH MHTEHCUBHBIM KDPOBOTEUYEHUEM
(ocTaHOBJIEHO TAMIIOHAIOM).

JdaHHBIE THCTOJOTMYECKOTO HCCJIEIOBAHUA OIIe-
pamuoHHOrOo Marepuaja (OKpacka TeMaTOKCUJIMH-
D03MHOM) — BIIPECTABJIEHHOM MaTepuaJje PparMeHThbI
CJIMBUCTON OOOJIOYKM, TOKPBHITHIE SIUTEJNEM pec-
OUPaTOPHOTO THUIa. B moaJaeskarmieir crpomMe —
OIIYXOJIb U3 COJIUIHBIX KJETOK C TOHKUM 000JKOM
IIATOIJIA3MbI, TUIIEPXPOMHBIMU AAPAMU COLEPIKa-
e TpyO0OAMCIePCHBINI XpoMaTuH. ['PYIIBLI Kie-
TOK pasfeJieHbl BEIPAKeHHBIM (DOPOBACKYIAPHBIM
MaTPUKCOM. BbIpaskeHa MHUTOTHYECKAs aKTUB-
HOCTE (6osbirie 10 Ha 10 moJeit 3peHusa mpu 00Jb-
moM yBeamueHuun). HeKpos KJIETOK OTCYTCTBYET.
OmyxoJieBbIle KOMILJIEKCHI HA OTAEJNBHBIX y4acTKax
dopmupyor poserku (Homer-Wrightrosettes).
B TKaHM BOKPYT ONyXOJU yMepeHHasd JUMQMOTHC-

THoILIadMoIuTapuas wuHGuiabTpanus. Crpoenne
OIlyX0JIn HamboJiee COOTBETCTBYET OJIb(haKTOPHOMN
HelipobyacTome.

3akamouenve (B Ne 8544-47 BI'-48-52
or 27.03.2019) - »scresuoneiipobiaacroma,

Grade II.
Onsa moATBepsKIeHWS AUWar€osa ©  JIU-
(epeHIMaNBHONA  AMATHOCTUKM €  JPYTUMHU

MEJIKOKJIETOUHBIMY OIIYXOJISIMHU IIPOBEIEHO WM-
MYHOTMCTOXMMHUUYECKOE HCCJIeJOBaHUEe B Me-
nunuackoM 1meHTpe «IOJIMC» (r. 3amopoixbe).
Brina HasHaueHAa  MMMYHOTHMCTOXMMUYECKAS
nanenb: P63 (Diagnostic Bio Systems, kion
DBR 16.1), Cytokeratin (DAKO, kaou AE1l/
AE3), Cytokeratin 5/6 (DAKO, kiaou D5/16B4),
S100 (DAKO - moaukJgoHadbHBIN), CD45/
LCA (Diagnostic Bio Systems, kaom LK2H10),
Synaptophysin (DAKO, kaom DAK-SYNAP),
Chromogranin A (Diagnostic Bio Systoms, kion
LK2H10), CD56 (DAKO, kaou 123C3) (puc. 4).
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Puc. 4. Kanemku

H08000pa308aHUS Hezamu6Hbl Ha nanyumokxkepamun, CD45/LCA, cytokeratin 5/6 u P63, umo

UucKIOwaem KapyuHomy uau aumpomy. Karemrxu onyxoau nosumuenv. na CD56, Synaptophysinu Chromogranin A.
O6o3HaweHHblil enHomun nodmeeprucoaem O0uazHo3 O0JLbPAKMOPHOU Hellpobaacmomsl (ICMe3uoHelpos.Lacmomol

(WHO GradelI, ICD-09522/3)

BonpHas KOHCYJIbTUPOBAaHA B WMHCTUTYTE OTO-
aapunroygoruu um. npod. O. C. Komomwuituenka
HAMH VYkpaunbl. [[martHos moaTBep:KaeH. Peko-
MEeHJO0BAaHO IIPOBeJeHNEe XMUMUOJYUEBOH Tepanuu
C TIOCJIeYIOIIUM PeIIeHreM BOIPOca O BO3MOIKHOC-
T BBIMIOJHEHUA XUPYPTUUECKOTO JIeUEeHUA.

HeoagpoBaHTHAA XWMHOTEPAIMs, COCTOAIIAA
U3 9TOMO3WJAa W IUCIJIATHUHA, SBJIAETCS IIOTEeH-
nuadbHo 39MOGEKTUBHBIM TepameBTUUYEeCKUM Ba-
pUaHTOM B JE€UeHUW MEeCTHO-PACIPOCTPAHEHHO
SCTETUUECKOM Helpo0JIacTOMBI J0 XUPYPruuecKoi
pesekiiuu. BmecTe ¢ TeM, IT0 Mepe BO3pacTaHUs CTa-
IUHHOCTU CUHOHA3aJbHBIX HEMPOOJIACTOM MEeCTHBIE
penuaAMBbEl CUHOHA3AJBHBIX HEWpobJIacToM OTMe-

vaiorca y 20-40% , a peruoHapHbIe U OTJaJIeHHBIE
Meracrassl y 25—50% mnamnmenTtos [6—15].

K cokanmenuio, mpoBefieHHAss B 3allOPOKCKOM
00J1aCTHOM KJWHUYECKOM OHKOJOTUYECKOM J¥C-
maHcepe XUMHUOoJIydeBasa Tepanud s(p(heKTa He LMe-
Jia, YTO U TTOCTYKUJIO OCHOBAHUEM JIJIS BHITIOJTHEHU A
60JIBHOM, C SHAOHA3AJBHBIM JOCTYIIOM, XHUDPYPTHU-
YeCKOT0 yaaJieHns HoBooOpasoBaHus (puc. 5).

KouTposbubie ocCcMOTpPHI 060JIbHOI (SHBaApPh,
mapTt 2020) 1aHHBIX, 3a PEIIANB HOBOOOPA30BAHUS
He BBIABMIN. HaxomuTca moja AMHAMHUUYECKUM Ha-
omronennem B JIOP-kianHnKe 3aI0poKCKOMi 06J1acT-
HOU KJIMHUYECKOI 0OJILHUILBI.

b

a
140520019 — §no  HAYLE  TPORCACHHA
XHMHOIYHCHOR TCpamMm.

b

14082019 - 3apepmeHHs XHMHEOTYHEBOID
JTCCHHA,

[

30.10201% - npocnoe SHIOHAFANLHOID
VIANCHHA — HOBOODPASOBAHMA  (OTCPALHA

BRITMTHCHE B HHCTHTY TS OTOREDH HIOUTONHA
wn. mpod.. ©. C. Konomuitvenss HAMH
WKpaHHB ).

Puc. 5. KT-ckanvl Ha smanax Habat0denus 3a 6onvroil C
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