[®) ev-Nc-ND

https://doi.org/10.21518/2079-701X-2022-16-8-150-159

0630pHas cTaTbs / Review article

X.M.A. Ina6, H.A. Oaitxec, B. A. Caiigynaes™, sultan070487 @mail.ru, A.C. FOHycoB, O.A. MawnHuHa, A.E. Muxanesuu, 0.C. MaHuHa

HaumoHanbHbIM MEAMLMHCKMIA MCCNenoBaTeNnbCKuii LLeHTp oTopuHonapuHronoruu; 123182, Poccms, Mockea, Bonokonamckoe
wocce, 4. 30, kopn. 2

Pestome

Onyxonb 3HgonumMdatnueckoro Mewka (O3M) - peakoe HoBOOHpa3oBaHMe BUCOYHOM KOCTU, TMCTONOMMYECKM SBNsSieTCs Aobpokave-
CTBEHHbIM, HO KIMHUYECKM BefeT cebs Kak 3/10KaYeCTBeHHOE C AeCTPYKLMEN OKpyXatowmx TkaHei. Onyxonb ncxoamTt us obnactu
NpOoeKLMKU SHA0AMMPATUYECKOTO MELLIKA, BbI3bIBAET AECTPYKLMIO 33AHEN NOBEPXHOCTU KAMEHMCTOM YaCTU BUCOYHOW KOCTU, CTPYKTYP
BHYTPEHHEro yxa, COCLEBMAHOMO OTPOCTKA M T. A. OOM MOXeT BCTpeyaTbCsl Kak Cnopagnyecku, Tak Uy 60nbHbIX ¢ 6onesHblo doH
funnena -JInHpay. M3-3a penkoctv 3ToM ONyxonun ee Nerko CnyTatb C APYrMMU ONyXONSMU, TAKUMU KaK NaparaHrinoma, afjeHoMma
CpefHero yxa, afeHOKapuuMHOMA, NanuNApHAs KapuMHOMA LMTOBMAHOM >XEeNnesbl WA ManuiaaoMa COCYAMCTOro ChNeTeHMS.
KomnbtotepHas Tomorpacdus (KT) M MarHMTHO-pe3oHaHcHas ToMorpadus (MPT) nMetoT BaxkHOe AMarHOCTUYECKOE 3HAYEHHUE U Urpa-
10T 6ONbLUYI0 pO/b NPW NAAHWUPOBAHUM TaKTUKKU nedveHus. ONTUManbHbIM METOLOM NIeYeHUs SBNSETCS pe3eKkLMs NaTonormyecku
M3MEHEHHbIX TKaHEN [0 340POBbIX. B HEKOTOPbIX Cyyasnx (HENOMHOe yAaneHne onyxonu C «NONOKUTENbHBIMU KPAsAMU», MALMEHTbI
C CONyTCTBYIOLMMM 3a60NEBAHMAMM MU HeonepabenbHOM OmyXonbio) 60MbHbIE MOMYYAOT KYpChl PEHTTeH- MW PaAUOXMPYPIUn.
Mpw BbISBNEHWM OMYXONM HA PaHHMX CTAAMSAX 06bEM pe3eKLMM MOXET BbITb CBeAEH K MUHUMYMY C COXPaHEHMEM C1yxa U BeCTuOy-
NSAPHOW QYHKLMM BHYTPEHHEro yxa. PeuuanB rnaBHbIM 00pa3oM MpPOMCXOOMT M3-3a TPYLHOCTM OMpeneneHus rpaHuL, omyxonu
M 13-33 O6LWMPHOM KOCTHOM MHOUABTPaLMK. TOYHBIM AMATHO3 1 NpaBUIbHOE NPeaonepaLMoHHOe NNaHMPoBaHWe C aMBoAn3aLmeit,
KOraa 3T0 BO3MOXHO, 06neryat onepaTMBHOE BMELLATENbCTBO M MO3BONAT M36exaTb OCIOXHEHUI M3-33 MHTPAONepaLMOHHOMO KPo-
BoTeuyeHus. [lnntensHoe HabnoaeHWe BaXHO AN TOro, YTobbl M3bexaTb peunanBoB. HenocratoyHas oCBeLeHHOCTb AaHHOW Npo-
6nembl B 0TEYECTBEHHOW NMTEpaType CBA3aHa C HU3KMM MPOLIEHTOM ee BCTPEYAEMOCTM B OTOXMPYPIUYECKOW NMPaKTUKE, YTO OCI0XK-
HSIET CBOEBPEMEHHYIO AMArHOCTUKY M NIeYeHne AAHHOMO TUNa HOBOOBPa3oBaHMI BUCOYHOM KOCTH, YXYALLAET NPOrHo3.

KnioueBble cnoBa: 3HA01MM(ATUUECKMIA MELIOK, OMYXO/b 3HA0NMMGbATMYECKOrO MeLIKa, BHYTPEHHEE YXO, BOAOMNPOBOA Npes-
[IBEPUS, KOMMbOTEPHASA TOMOrpadus, MarHUTHO-pe30HaHCHas ToMorpadus
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Abstract

Endolymphatic sac tumors are rare neoplasms of the temporal bone, histologically benign, but clinically behaves as malignant
tumors causing destruction of surrounding tissues. The tumor originates from the posterior surface of petrous part of temporal
bone, where endolymphatic sac is situated anatomically. The tumor causes destruction of the posterior surface of the petrous part
of the temporal bone, inner ear, mastoid process, etc. Endolymphatic sac tumor can be both sporadically and in patients with von
Hippel - Lindau disease. Due to the rarity of this tumor, it is easy to confuse it with other tumors, such as paraganglioma, middle
ear adenoma, adenocarcinoma, papillary thyroid carcinoma or papilloma of the vascular plexus. Computed tomography (CT) and
magnetic resonance imaging (MRI) are of great diagnostic importance and play an important role in planning treatment tactics.
The optimal method of treatment is resection of pathologically altered tissues. In some cases (incomplete resection of tumor,
the patients with concomitant diseases or inoperable cases) receive courses of X-ray or radiosurgery. If a tumor is detected in the
early stages, the volume of resection can be minimized while preserving hearing and vestibular function of the inner ear.
Recurrence usually happens due to difficulty to identify the extension of the tumor. Diagnosis and correct preoperative planning,
with embolization if it possible, will facilitate surgery and avoid subtotal tumor resection due to intraoperative bleeding. Long
follow-up period is important in order to avoid recurrences. Insufficient coverage of this problem in the literature is associated
with a low percentage of its occurrence in otosurgical practice, which complicates the timely diagnosis and treatment of this type
of tumors of the temporal bone, worsens the prognosis.

Keywords: endolymphatic sac, endolymphatic sac tumor, inner ear, vestibular aqueduct, computed tomography, magnetic
resonance imaging
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BBELOEHME

Onyxonb sHponuMdatnyeckoro mMewka (OSM) - penkas,
MeNeHHO pacTyLias, HO arpeccuBHas onyxonb. [epeoe onu-
caHne O3M nossunoch B nnutepatype B 1989 1. 310 6bIN0
3nuTenuanbHoe HoBoobpa3oBaHme, KOTOpoe, Mo Npeanosno-
KEHMIO aBTOPA, BO3HMKIO B IHAOMMMPATUHECKOM MeLlKe
(3M) u 6bIn10 0603HaYeHO Kkak ageHokapuuHoma [1].
HoBoobpasoBaHWe B HayaNbHOM CTafuMM PaACMONOXKEHO
Ha 3a4Heln NOBEPXHOCTU KAMEHWUCTOM YaCTu BUCOYHOM KOCTU
M MemmanbHee, MOXeT BOBJieKaTb B MATONOrMYECKUiA Npo-
Llecc TBepayto Mo3roByto obonouky [2]. Ang O3M xapakTep-
Ha TMNepBacKyNsApHOCTb, B CBA3M C YeM BbICOKA OMACHOCTb
BbIPAXXEHHOI0 KPOBOTEYEHMSI B UHTPa- M NocieonepaumoH-
HOM nepuoge. YacTo B NaToNOrMYeckmii NpoLecc BoBeKaeT-
€S OKPYXKatoLLas KOCTHAs TKaHb C ee BblPaXKeHHbIMU AeCTPYK-
TUBHbBIMU M3MEHEHUAMM, B HEKOTOPbIX C1yYasx Habnogaercs
peakTMBHOE 06pa3oBaHMe HOBOW KOCTU. [lnarHo3 0CHOBbIBA-
€TCq Ha KNMHWMYECKOM, peHTrEHONOMMYEeCKOoM U naTonoruye-
ckon koppensiumm [3]. O3M BO3HWKaeT MepBOHAYanbHO
U3 anuTenus M uamn sHA0NUMPATUYECKMX NPOTOKOB U CYU-
TaeTCcs ONyx0/bio BUCOYHOM KoCTH [4, 5].

AHATOMMUSA SHAOJIUM®ATUYECKOIO MPOTOKA
N SHAONTNM®DATUYECKOIO MELLKA:
KPATKWIA OB30P

Boponposop npenasepus (Bl) v BOAOMpoBOA YAWUTKM
(BY) obecneunBatoT perynaumio AaBieHUs B 3HLOAMMPATH-
4eckoM M nepunnuMdaTMyeckoM NPOCTPaHCTBAX NabUpUHTa.
Bl HaumMHaeTcs BHYTpeHHeM anepTypow, pacrnoNOXeHHOM
B HWXHWX OTAenax 3ANMATUYECKOro yrnybneHus, knepenm
OT yCTbsl OOLLEN HOXKM 33HEr0 U BEPXHEro MOMYKPYXXHbIX
KaHaNoB M 3aKAHYMBAETCA HAPY)XHOM anepTypo, KOTopas
OTKPbIBAeTCH Ha 3afHelN rpaHn nNMpammibl BUCOYHOM KOCTU
(BK) k3agu OT OTBEPCTMS BHYTPEHHEro CJIyXOBOrO NMPOX0Aa
M KHM3Yy OT 60p0o3abl BEPXHEro KaMeHWUCTOro cuHyca [6].
SHaonuMdaTmyeckunii npotok (ductus endolymphaticus) (31M1)
M 3HponMMdaTMYecknin Mewok (saccus endolymphaticus)
(3M) aBNAKOTCA YACTBIO 3aMKHYTOrO 3HAOAMMMATUYECKOro
NpOCTpaHCTBa (T. H. NEpenoHYaTOro NabupuHTa), B KOTOPLIN,
MOMWMO  HUX, BXOAMT YAUTKOBbIM npoToK (ductus
cochlearis) [7-10]. lNocpencTBOM COEAUHUTENBHOIO NPOTOKA
(ductus reuniens, ductus sacculocochlearis) ynnTkoBbIi npo-
TOK coefOuHsaeTcs co chepuyeckmM MewkoMm (sacculus).
Chepuyeckuii U anannTUUHecKuid (utriculus) MeLoyku, B CBOO
oyepefp, COEAMHAIOTCA APYr C ApYyroM, 0bpasys 31, KoTopblii
naet 8 Bl [10]. NpokcManbHbiv cermeHT M1 (CUHYC) nexuT
B bopo3ae Ha 3afHeMenManbHOM MOBEPXHOCTU NasyxXu npea-
nBepus nabupunta [11], B TO Bpems Kak ero 60/bluas 4acTtb
HaXo4MTCS B KOPOTKOM, CNlerka M30rHYTOM BBEPX FOPU30H-

TanbHoM cermeHTe BI1. MNMocne Bxomda B BIT cuHyC cyxaeTcs
K CBOEMY NPOMEXYTOYHOMY CErMeHTY B Npefenax nepeLei-
ka Bogonposoga npeaasepus [12]. Cpeanuit amametp M1 -
0,16 x 0,41 MM Ha ypoBHe BHyTpeHHen anepTypbl Bl n 0,09 x
0,2 MM B 0bnactu nepelerka. uctanbHee nepelwerika 1
HaunHaeTcs DM, KOTOPbIM 3HAUUTENbHO PaCLUMPSETCS B None-
PEeYHOM HamnpaBieHUM, HO INLLIb HE3HAYWUTENBHO pacLUMpseT-
€S B CarUTTanbHOM M3MepeHun. [TpoKCHManbHas BHYTPUKOCT-
Hag 4acTb 3IM, nexalwas B NOMepevyHo paclMpsroLLEMCS
BEPTMKANbHOM cermeHTe BI1, MOKpbITa C3a4M TOHKOM KOCTbHO,
T. H. operculum. luctanbHag 4acTb MeLKa NeXWT B SIMKe
Ha 3adHeN CTeHke KaMmeHucTor 4vactm BK, mexay cnosmu
TBepaor MosroBor obonoyku [13-15]. CpenHas yactb OM
MOXeT HaxoamTbcs B Bl unu BHe 3aBucnMocTu ot onuHbl BI.
[MCTanbHbIV KOHEL, Mellka MOXeT nepekpbiBaTb CMMOBUA-
Hbit cuHyc B 40% cnyvaes. Mo paHHbIM J. Lang, pasmepel
yacti OM konebntoTcs B LUMPOKMX Npedenax: okono 5-7 MM
B WupuHy 1 10-15 mm B ganny [16]. Mo aaHHbIM FO.K. AHOBa,
HEeCMOTPS Ha BapbWpOBaHWE WMHAMBMAYANbHbLIX aHaTOMu4e-
CKMX 0ocobeHHoCTel, IM aBngeTcs CTPYKTYpOM C YeTKUMMU
rpaHuuamu [17]. Takum obpasom, B HopMe IM mmeeT focta-
TOYHble pa3Mepsbl, YTOObl ObITb ONMCaHHBIM Mo MPT, paxe
eI ero BHYTPEeHHee CTPOeHME MOXET He MOoALaBaThbCs
BM3yanm3aLuu no AaHHbiM MPT.

BaxHO OTAMYMTL KOCTHbLIM BOAOMPOBOA NpenaBepus
oT nepenoHyaToro 301 1 3M, yepe3 KOTOPbIN OHM MPOXOAST.
OM - 3T0 aHaToMumyeckas CTPYKTypa, KOTOpas NexwuT BAOMb
3a4HeN M MeaManbHOM MOBEPXHOCTM KAMEHWUCTOM YacTu
BMCOYHOWM KOCTU. [pOKCUManbHas YacTb pacluMpeHa u NexuT
B BIl, nokpbiTag kocTbto. [lMcTanbHasi 4acTb HaxXoAMTCS
3a npenenamu BIl, mexxay cnosgMu TBepaon MO3roBoi 060-
noyku. Oteepctme BIT HaxoauTCs NMpUMEpPHO MnocepeamHe
MeXay BHYTPEHHWMM C/TyXOBbIM MPOXOAOM M HOpPO3[0M CuUr-
MOBMAHOro cuHyca [11, 16].

OM npepncrasnseT coboi ceTb B3aMMOCBA3AHHbIX Ma3yx
M COeMHUTENbHbIX NPOTOKOB. CpeaHsas TpPeTb MMEEeT BbICOKO-
InddepeHUNPOBAHHbIA INUTENUI UMANHOPUYECKMX KNETOK.
CybsnuTenvanbHag coeamMHUTENbHAs TKaHb MMeeT BoraTtyto
cocyamctyto ceTb [18].

OM HauuMHaeTca Ha ypoBHe AMcTanbHOM Yactu BI, Bbixo-
[WT 4Yepe3 ee HapyxHyl anepTypy (apertura vestbularis
externa). DM 3akaH4MBaETCS B 3NUAYyPanbHOM NPOCTPAHCTBE
3a4Hen yepenHow aMku. I 1u OM 9BAgIOTCS HECEHCOPHbIMMU
KOMMOHEHTaMU, OHU PaCMONOXEHbI KaK BHYTPU, TakK U CHapy-
XM KaMeHMCTOM YacTu BUCOYHON KocTw [7, 19].

Bl MoxeT 6bITb BU3yanm3mpoBaH no AaHHbiM KT, B To BpeMs
kak 3l 1 3M moryT 6bITb BU3yanusnposaHbl Ha MPT B Heau-
NaTMpoBaHHOM BuAe. TpaAMUMOHHO B atnacax aHatomuu Il
M OM OnUCLIBAKOTCS U M30DpaXKaTC Kak OAHOMPOCBETHAs
TpybuaTtas CTpykTypa C AJIMHHBIM TOHKMM [, 3aKaH4MBato-
LUMMCS KOPOTKMM, MOXOXMM Ha Melwoyek, DM [10, 20].
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Mo paHHbiM U. Friberg, 3MN npeacrasnset cobon KopoT-
KYI0 OJHOMPOCBETHY TpybKy, OAUMHOM OKONO 2 MM,
B TO BpeMs Kak IM — KpynHas W CNOXHas aHaToMMyeckas
CTPYKTypa  B3aMMOCBSA3aHHbIX  KaHanbLeB, LUCTEPH
n kpunt [12]. OIM B AuTepaType OMMCHIBAETCH MO-pa3HOMY:
B QopMe BepeTeHa, BeCNa, Napyca unn gaxe B Gopme pox-
[lecTBeHCKoM enku [21-23]. DM BapuabeneH no pasmepy
M N0 oYepTaHuaM, 0COBeHHO aucTanbHee [17].

B cBg3u ¢ BoamoxkHocTamMu KT no pekoHCTpYKLUMU pasnmy-
HbIX aHAaTOMUYECKMX CTPYKTYP NocieaHune roabl 6bina BbisBae-
Ha CUbHO OT/IMHAIOLLASACSA MO BHELHEMY BUAY aHAaTOMMYECKas
CTPYKTYpa 3N1EMEHTOB BHYTPeHHero yxa (311 n OM) [18].

Y HM3WKMX XMBOTHbIX, @ Takke y nnoga W y pebeHka
0o 1 ropa M cocTomT 13 0gHONPOCBETHOM TPYOKM. HaumHas
npumepHo ¢ 1 roga, TybynapHocTb DM 6bICTPO pa3BMBAETCS
M [JOCTMraeT aHAaTOMMYeCcKoro CTpOeHus  B3pOC/ioro
K 3-4 ropam [24]. HanpaBneHHble MpeuMyLLEeCcTBEHHO Npo-
[LONBHO KaHanbLbl OM aHaToMuuecku Bonee CoXHbI B MPOK-
CMMANbHOM W CPefHei 4acTax U CIMBAKTCA AMCTanbHO [21].
CpeaHss yactb DM, nepBoHa4anbHO Ha3blBAEMas LUEPOXOBa-
TOM YaCTbio (pars rugosa), cenyac HasbiBaeTca TpybyaTon (pars
canalicularis), 4Tobbl Honee TOUHO ONMCaTh €€ CIIOKHYH aHATo-
muio [18, 22]. SnutenmansHble knetku 3 u 3IM MoryT 6biTb
YNAOLLEHHBIMM, KYBOBUAHBIMU MW UMAMHAPUYeckumun [12,21].
MepuaykTanbHas w NepucakkynsipHas MOLAEPXKMBAIOLLAS
TKaHb — pbIX/1as U XOPOLIO BaCKynspu3oBaHa [23], noka oHa
MOCTENEHHO HE YNNOTHAETCS MO Mepe CIUSHUS AWUCTanbHOM
yactv M c TBepaoi Mo3rosow obonoukow [13].

3l v M copepxaT N1b HeBONbLIOE KONMYECTBO IHA0-
anmobsbl [25, 26] 1 He oKpyXeHbl NepuaMMdaTn4eckum npo-
cTpaHcTBoM. Kpome Toro, ctpoma 31 1 DM 6onee obbeMHa,
YeM WX 3anoSHEHHbIM 3HAoNMMPoN npoceeT. OcTanbHble
Yyactm MembpaHO3HOro nabupuHTa NpeacTaBnsloT cobow
KaHanbl C rNafkUMW CTEHKAMW, 3aMOfIHEHHble 60MbLWUM
KONMMYeCTBOM 3HA0NMMObI. 10 CpaBHEHWMIO C COAEPXKMMbIM
ocTasllerocs nabupuHta, cogepxanune (BlM) umeer 6onee
BbICOKYK) WMHTEHCMBHOCTb CMrHana Ha Tl u 6onee HU3KyO
MHTEHCMBHOCTb Ha T2-B3BELLUEHHbIX M306paxerunax (BU) [27].
OcHoBHOEe apTepuanbHoe KpoBocHabxeHue 3 n OM npouc-
XOOMT M3 3aTblNO4HOM apTepun [28]. Yepe3 A06aBOYHbIN
KaHan napannensHo Bl npoxoaunt BeHa ot npepasepus [12].
BeHo3Has kpoBb M3 IM nonagaeT B 3Ty BEHY OKOO HapyX-
Horo oTBepcTus BIM, a Takxe Yepes BeHy/bl HEMOCPEACTBEH-
HO B CMIMOBMIHbIN CUHYC [29].

3afHui cerMeHT 3M HaxoauTCcs B TBEpPAOW MO3roBOW
obonouke 3agHen yepenHow aMku. OcHoBHas dyHkums IM
3aK04aeTcs B MOHUTOPUHIe 06beMa M [aBNEHWUS SHA0NUM-
obl. Takke OM 3nMMUHMPYET HeHyxHble (nepepaboTaHHbie)
4acTMUbl NpW MOMOLM reTepodaruu, HeKoTopble aBTOPbI
OTMEYalT 3SHAOKPUMHHYK M NapakpuUHHYK  QYHKUKMK
OM[30, 31]. UccnepoBaHms 3apybexkHbix aBTOPOB NMOKa3biBa-
0T, YyTo DM 1 IM BbINONHAT KaK abcopObLMOHHbIE, Tak
W cekpeTopHble [26, 32], a Takke daroumuTapHble U UMMYHO-
3alWnTHbIe GyHKLMK [33]. MaTonorna remoctasa 3M npuso-
[UT K pa3sutuio bonesHn Mexbepa [34].

B KopoHapHOM MNOCKOCTM Af19 OUEHKM aHaToMuu M
TpebyeTcs HeCKONbKO CPe30B, T. K. OH PacMoNOXeH npumep-
HO Ha ypoBHe 70° MO OTHOWEHUI K FOPU30HTANILHON IMHUW,
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NpoBeAEHHON Yepe3 MOATNMA3HUYHbLIA Kpalk M OTBEpPCTUE
HapYXXHOro CYXOBOro npoxoda [35].

CaruTtTanbHag nnockoctb Mo AaHHbiM KT nokasbiBaeT
60/bLUIY0 YacTb IM Ha 0AHOM Cpe3e, AEMOHCTPMPYS OTHOLE-
Hue 3M k operculum, TBepAOM MO3roBOM 060/I0YKE U CUTMO-
BMOHOMY CMHYCY [23]. B wupuHy M nout napanneneH 3am-
Her NOBEPXHOCTM KAMEHWCTOW YacTM BMCOYHOW KOCTM MO,
YINOM 0KOMo 45° K carnTTanbHOW MAOCKOCTM FOMI0BbI. TakuUM
0bpa3oM, o8 NpocMoTpa Bcero M B 0gHOM cpe3e TpebyeTcs
[IBOMHAs Kocas pekoHCTpykuums, 70° oT MHppaopbutanbHo-
MeaTaNibHOM NIIOCKOCTU U 45° — OT caruTTanbHOM.

MPT no3BonsieT BM3yanu3nMpoBaTb Kak BHYTPUKOCTHbIN,
Tak M BHEKOCTHbIKX oTaen DM ToyHee, yem KT. [noTHOCTb
n3o06paxeHns Ha T1 B mMoryT nomMouyb B OLEHKE COAEPXKM-
MOro Meluka [36].

onyxoJsb SHAOTMM®ATUYECKOIO MELLKA

Brnepsblie OOM BbisiBneHa M onucaHa B 1984 . B 1988 r.
M. Gaffey et al. onucanu onyxonb, BbI3BaBLLYH JI0KaNbHYHO
[LeCTPYKLUMI0 BUCOYHOM KOCTU B NPOEKUMM 3HOoNMMbaTHYe-
CKOro MelLuKa. ABTOpbl Ha OCHOBaHMM 0630pa aHIMOA3bIYHOWM
Hay4YHOW NUTepaTypbl MPOAHANU3UPOBANN 9 CXOXKMX KIUHM-
yeckmx cnyqaes OOM peTpoCnekTUBHO W NPeLOXMIN Tep-
MWH «arpeccMBHas ManuANspHas OoMyxonb CpeaHero
yxa» [37]. D.K. Heffner 8 1989 r. onuncan 20 nogobHbix Ku-
HUYECKMX CTy4aeB U OTHEC UX K HU3KogubdepeHLMpoBaH-
HOM afeHOoKapLMHOMeE, KOTOpas, N0 MHEHMHK aBTOpa, MCXO-
amna n3 3M [38]. TepMmuHonorus 6bina nepecMoTpeHa
S.E. Mills et al.: »MEHHO OH OAHMM M3 NepPBbLIX MCMONb30BaN
TepMnH «O3M», KOTOpbIA MO3Xe CTan ynotTpebnatbcs Ans
0603HaveHna onyxonu, ucxondwen ot IM [39-41].

CnenyeT OTMETUTb, YTO TOYHOE MPOUCXOXKAEHWE OMYyXONK
13 OM ele NPeLCcTOUT YCTAHOBUTL B LaNbHEMLWMX UCCNeno-
BaHuax. OOM gBnseTcs peakocTblo, U TOT QaKT, 4TO B MUPO-
BOM nuTepaType onucaHbl okono 300 cnyyaes OOM rosoput
MMEHHO B Nonb3y 3Toro [42-45].

Bo3pact naumeHToB B 6onbwmHcTBe cydaes — 40-50 net
C WMPOKMM BO3paCTHbIM AManasoHoM [41-43]. MauneHTsl
¢ 6onesHbio GoH Mmnnens - JinHgay (von Hippel - Lindau)
vale noagepxeHbl passuTuio O3M [44-47]. bonesHb 0by-
CNOBfleHa MHaAKTMBaLMeN reHa-cynpeccopa OMnyxonwu
Ha KOpPOTKOM Mjedye 3-ii XpPOMOCOMbI M HacneLyeTcs Kak
AYTOCOMHO-AOMMHAHTHbIM MPU3HAK C MepeMEeHHON 3KCnpec-
cueit [48-57].Y HeKOTOpbIX U3 3TUX NALMEHTOB C BONE3HbIO
¢oH lunnena - Jiungay O3M moryT GbITb ABYCTOPOHHUMM,
XOTS BCTpeyalTcs u cnopaguyeckue cnyyan [58-61].
BonesHb Ha3BaHa B 4eCTb HeMeLLkoro odTanbmonora Eugene
Von Hippel n wseackoro natonoroaHatoma Avrid Lindau,
KoTOpble onucanu 31y natonorunio 8 1904 n 1927 rr. B 2004 .
Lonser et al. onucanu cnyyai asyxctopoHHeit OOM y 40-net-
Hero MyXuuHbol C 6onesHbto GoH Tunnens — Jiunpay [41].
0O5M BcrpevaeTtcs B 10-16% cnyvaeB y naumeHToB ¢ bones-
Hbto doH Tunnens - Jlunaay [62, 63]. o AaHHbIM Apyrux
aBToOpoB, Yactota O3M MoxeT pocturatb 24% [14], xoTs
TaKoM MPOLEHT He CYMUTAETCS OBLLENPUHSTBIM.

B. Bausch et al. coobwmnu o 1 789 nauneHTtax c bones-
Hbto GOH TMnnens - JiuHaay, Kotopble HbiAM 06CNen0BaHbI



B KPYMHbIX YHWBEPCUTETCKMX WM TFOPOACKMUX BoNbHULAX
lfepmManuyn, ®OpaHumnm, HuaepnaHoos, a Takke B HEKOTOPbIX
KnnHukax Mcnanmn n Utanum [49]. 3 93 naumentos ¢ OOM
y 52 (56%) 6binu BbISIBNEHbI XapaKTePHbIE KIMHUYECKME NpU-
3Haku 6onesnn doH Mmnnens - JiuHgay. Y 41 (44%) naumeHnTa,
no-BMAMMOMY, BblIM cropaguyeckune ciydaum, xota y 16 (39%)
M3 HWxX Bblna OBHapyxeHa MyTauusi 3apOAbILLIEBON NWMHUM,
XapaktepHoW ans 6onesHn ¢oH funnens - Jiunpay. Takum
obpazoM, y 25 naumeHToB Ciyyam LEWCTBUTENIbHO MOXHO
Ha3BaTb cnopagmyeckumu. Lectbaecat Bocemb cnydaes OOM
6b1nM cBs3aHbl ¢ BonesHbto GoH Mvnnens - JinHaay w cocta-
BM/IM TONbKO 3,6% OT 0bLiero konmMyecrtsa naumeHTos. MNpu
CpaBHEHWM [BYX IPynn MOXHO OTMETUTb, YTO MNaLMEHTbI
CO CMOPagMYecKMMM CIy4asiMm, Kak npaBuno, bbin craplue,
MX cpegHMi Bo3pacT coctasun 40 net (C Avana3oHOM
ot 12 po 78 ner). CpeaHnin BO3pacT NauMeHTOB BO BTOPOW
rpynne (nauneHntbl C 6onesHbto GoH Tunnens - JivHzay)
coctasun 30 neT (auanasoH ot 6 go 62 ner). Cnopagnyeckme
cnyyvan O3M BerpeyatoTcs upessblyanHo peako [60]. B rpyn-
ne, rae ObiIM MaUMEHTbl CO CMOPaAMYeCcKUMM Cyvasmu,
He HabnAAN0Ch ABYXCTOPOHHErO MOPaXeHus, Yale nonob-
Hble Cnyyan Habnwoganucb y MyxuuH (60% npotme 38%
BO BTOPOM rpynne), B TO BPEMS Kak BO BTOPOW rpynne AByX-
CTOPOHHee nopaxeHue Habnoganocs B 9% cnyyaes. bonesHb
doH Tnnens - Jinnaay 6bina BbICTaBAeHa nocie MaHUdecTa-
umm OOM B 32% cnyyaes. MNpu Hannumu y nauneHta OOM
HeobxoAMMO MPOBECTM TWATENbHYH AMArHOCTUKY C LIENbio
BbiSBNeHWs 6onesHn GoH Munnens - Jiunpay [49]. U Haobo-
pOT, NaumeHTsl ¢ 6onesHbo GoH MMnnens - JiuHgay nognexat
nepuoamyeckomy o6ciefoBaHuo C Leblo BbisBneHns OOM.
JTO BaXHO AN CBOEBPEMEHHOIO BbISIBIEHUS U BbIMOHEHNS
MOHOM pe3eKLMK OMyXOu C COXPaHEHWUEM CITYXa, 4TO MMeeT
BaXXHOE 3HaYeHue NS 3TUX NaLMEeHTOB, T. K. OHW YacTo CTpa-
[Lal0T NnoTepeit 3peHns 1 HapyLUEHWEM NMOXOAKM, YTO CBS3aHO
¢ 6onesHblo GoH Tnnnens — Jiunaay. No mMepe nporpeccupo-
BaHMUSA OMyXO/Jb MOXET PaCNpOCTPaHATbCS MeAuanbHO
B MOCTOMO3XEYKOBbIMA Yrof, B CPELHIO YEepernHyro SMKY,
natepanbHO - B CpeaHee Yyxo, nepefHe-MeauanbHo -
B KaBepHO3HbI cuMHYC. bonesHb MMnnens - Jinvpay (uepebpo-
peTuHanbHbI aHrmomatos, Von Hippel - Lindau disease,
VHL) xapakTepu3yetcqa o6pa3oBaHMeM reMaHrnobnactom
MO3)Xeyka, aHMMOM CMUHHOIO MO3ra, MHOXECTBEHHbIMMU
BPOXAEHHBIMU KMCTAMWU MOLKENYAOYHOW Xenesbl U Moyek,
B HEKOTOpbIX Cy4Yasx — pa3BUTMEM KapLMHOMbI MOYKM.
OLHUM M3 NepBbiX CMMMTOMOB MOXET OblTb KPOBOU3ANSHUE
B rNa3Hoe 96/10K0 MK B 33[HIOI0 YePenHyto aMKy [64-67].

BeposTHOCTb MeTacTasvpoBaHUS B perMoHapHble uM-
daTtnyeckne y3nbl HeBenuka [14]. BepostHOCTb OTAaNEHHbIX
MeTacTa3oB TaKkXe 0YeHb Mana, XoTs coobLianoch 0 MeTacTa-
3aX B CMMHHOMO3roBOM KaHan [48].

0O6biyHO O3M mnCXoaUT M3 IHAOAMMPATUHECKOTO MELLKA
MU U3 3HAONMMDATUYECKMX NMPOTOKOB BO BHYTPEHHEM YXe.
Onyxonb pacTeT NOCTEMEHHO, YacCTO paspyllas cocefHue
CTPYKTYPbl, BKIKOYAs BHYTPEHHWIA CIyXOBOW MpOXof, nabu-
PUHT 1 HapyxHoe yxo [68]. Kak npaBuno, bonblime onyxonu
BOB/MEKAKOT MOCTOMO3XEYKOBbIMA Yros, MOryT pacnpocrpa-
HATbCS Ha OCHOBaHWe 4epena. bonee KpymHble omyxonu
MOFyT pacnpoCTpaHaTbCsd L0 JIYKOBWLbI SPEMHOM BEHbI,

B HEKOTOpbIX CNy4asix BOBAEKas COCYAMUCTble CTPYKTYpbl,
TakuMe Kak BEHO3Hble CUHYCbl M CBA3AHHbIE C HUMM COCYAbI.
Jpo3MpOBaHHble COCYAbl MOTYT YCIOXHSITL MPOBEAEHUE One-
PaTWBHOrO BMELLATENbCTBA M3-32 MAaCCMBHOMO KPOBOTEYEHMS
M3 3TUX COoCyAO0B [69]. XKeHLMHbI Yalle, YeM MY>XKUMHBI, CTPa-
[lal0T OT CUMMTOMOB, KOTOPbIE MOTYT BK/IKOYATb MPOrpeccupy-
IOLLYI0 MOTEPIO CIYXa, WYM B YLIAX, FONIOBOKPYXEHWE, aTaK-
cuto. B matonornueckuin npouecc moryT Bosnekatbes V, VII
n VIII yepenHo-mMo3roBbie HepBbl. KNMHWYeCKkoe nporpeccu-
pOBaHWe MOXET NPOSBAATLCS B BUAE MOBbILEHWS BHYTPUYE-
penHoro AaBneHus WAn ronoBHOM 60K, pBOTHI U paclumpe-
Hus 3padkoB. CoaBneHWe 4YETBEPTOro >Kenyfoyka MOXET
npuBecTu kK rugpouedanuu [44, 70]. Onyxonb nokanmnsyeTcs
Ha 3afHel NOBEPXHOCTU KAMEHWUCTOM YaCTU BUCOYHOM KOCTH,
BOBNEKAS B HEKOTOPbIX CTy4asnx TBEPAYI MO3roByto 060104-
Ky B MaToNoOrMyeckuit npouecc. B ovare gectpykummn Moxet
Habnoaatbcs (GOpPMUPOBAHME HOBOM KOCTHOM TKaHMW.
Mo Mepe pocTa OMyxonM OHa MOXeT BOBfMeKaTb Haa-
N MHOPanabMpUHTHbIE TPaKTbl, COCLLEBMAHYH 1 6apabaHHyo
nonoctu. ONyxonb SBASETCS TMNEPBACKYASPHOM M NIOKANbHO
MHBA3MBHOM, BbI3bIBAET pa3pylleHue npuneratoLei
Koctu [43, 71]. Mo Mepe nporpeccMpoBaHus omyxonb paspy-
LIAeT KOCTHYI TKaHb M pacnpoCTpaHAETCS Ha COCelHMe aHa-
ToMMyeckue obnactu. BepoaTHOCTb perMoHapHOro unm otaa-
NEHHOr0 MeTacTasMpoBaHMA HEBeNMKA.

O3M npencraenger cobort NanuMANgpHY aOeHOMYy,
LMCTafeHoMyY Mnu HuskoanddepeHUMpoBaHHYO afeHoKap-
unHoMmy [39,40,72,73]. AneHOMaTO3Hble ONyX0/K, NOpaxaro-
LLMe BMCOYHYIO KOCTb, MOTYT ObITb pasfenieHbl Ha ABe pas-
NIMYHbIE TPYNMbl: aAeHOMAaTO3Hble OMyXOnAW CpeaHero yxa
C HenanuAASpHbIM CMELAHHbIM TUCTONOTMYECKMM TUMNOM
(TBEpAble, TpabekynspHble M auMHapHble) U afeHOMbl Uan
afeHOKapLUMHOMbI NanWAASPHOTO TMCTONOMMYECKOro Tuna.
AneHOMaTO3Hble OMyXOnu CPeaHEero yxa, B OTM4Me OT ony-
XONIN 3HAONMMMPATUHECKOTO MEeLLKA, OFPaHUMYMBAIOTCS Cpea-
HWM YXOM U COCLEBMAHbBIM OTPOCTKOM, IBASHOTCS TMMOBACKY-
NAPHBIMU U HE pa3pyLuatoT KocTu [38, 74, 75].

Y naumerToB ¢ OOM vacTto HabnAAOTCA CEHCOHEBPab-
Has noTeps Cnyxa v WyM B YXe, pexe OTanrus, rofoBoKpyxe-
HWe, aTaKCus, HeMponaTus NMMLEBOr0 HepBa, OTOpes, KOTopble
nporpeccupytot nocteneHHo [48, 76]. Mo mepe nporpeccu-
POBAHMS OMYXO0M MALMEHTbI MOTYT UCMbITbIBATb FONIOBOKPY-
XeHWe, aTakCuio, MNOopaxeHue TPOMHWYHOro, NULEBOMO
W npennBepHO-yIUTKOBOIO HepBoB, 60/b, wym B yxe [1].
Napes3 nav napanuy nMueBoro Hepea Habn4aeTCs B Cyya-
SX pacnpoCTPaHeHUs ONyXOoNiu A0 KaHana JMLeBOro Hepsa
M NOpaXKeHMs caMoro Hepaa. [pU3HaKkK NOBbILUEHNS BHYTPH-
YyepenHoro faBneHus HabnaaTca pefko, 06bIYHO Ha NO34-
HUX CTagusx. B HeKoTOpbIX Cnyvasx MOXET BO3HUKHYTb CUH-
[LLPOM SpPEMHOr0 OTBEPCTUS (HEBpanrMs $3bIKOTMOTOYHOrO
HepBa, nopaxeHue X, XI| yepenHoO-M03roBbIX HEPBOB), CUH-
[POM MOCTOMO3XEYKOBOr0 Yrna (CHUXEHWe cnyxa, Hempona-
TMS INLLEBOrO HEPBA, FONOBOKPYXeHue) [43, 48, 77].

Husseini et al. npoBenu aHanu3 gaHHbix 107 nauneHToB.
ABTOpbl Habnwpanu cnefylowme CUMOTOMbI: CHUXKEHMWE
cnyxa (94%), wym B yxe (55%), ronoBokpyxeHue (47 %), HeW-
ponaTus AMueBoro Hepea (33%), LedULMT HUXKHEN rpynmb
YyepenHo-M03roBbix HepBoB (5%), napectesusa nuua (5%) [44].

2022;16(8):150-159 |MEDITSINSKIYSOVET | 153



Y BCEX NALMEHTOB C KIIMHUYECKON MaHUdecTaumen cuMm-
NTOMOB, CUMynupyoWwmMx 6onesHb MeHbepa, Heobxoanmo
06cnepoBaTh 061aCTb IHAOAUMMPATMYECKOTO MELLIKA, UCMOb-
3ya KT v MPT ang ncknovenuns O3M [78].

Diaz et al. coobwunn o 134 cnyyasgx onyxonu BUCOYHbBIX
KocTen, nponeyeHHbix ¢ 1994 no 2005 r.: 78% u3 Hux cocTta-
BM/IM MaparaHrnnomsl, 4% — LIBAHHOMbI SIPEMHOIO OTBEp-
cTus, 4% — remaHrmomsl, 4% — WBAHHOMbI IMLEBOrO HEpPBa,
4% - 09M, 3% - meTacTasbl, 1% - ageHoma cpefHero yxa,
1% - xoHgpocapkomsl [79].

V. Sykopetrites et al. npoBenu aHanun3 AaHHbIX 15 naum-
€HTOB C AuarHo3om O3M, KoTopblii Obin BbICTaBEH Yepes
26 = 17 Mec. nocne nosiBNeHMs NepBbiX CUMNTOMOB. B wectu
Cyyasx Ao onepaumu 6bI10 3anogo3peHo Hanuume OOM.
Ha momeHT onepaumm 10 naumeHTOB CTpaganv notepen
cnyxa. NpopacraHne O3M B nabupuHT aBTOpbl Habnaanu
B 8 cnyvasax (57,1%) u B 7 cnyyasax (46,7%) onyxonb paspy-
lwana KaHan COHHOM apTepuu, B TO BPEMS Kak B 6 C/lyyasx
(40%) Habntopanocb MHTpaAypanbHOE NPOpacTaHMe OMyxo-
. MNonHag pesekums bbina gocturHyTta B 11 cnyyasx. B asyx
CNnyyasx aBTopbl Habnwofanu pesuayanbHyo onyxonb [80].
S.H. Bae et al. npoBenu peTpoCneKkTUBHbIM aHanu3 7 ciyyaes
O5M. Bce nauMeHTbl MMENM CHUXEHME Cayxa MO CEeHCOo-
HeBpanbHOMYy Tuny. Helponatus nuuesBoro Hepea 6bina
[MarHoCTMpoBaHa Yy uyeTblipex M3 nati naumeHtoB ¢ OOM.
ABTOpbl OTMEYAIOT, YTO pe3ynbTaThl aHrMorpadmu He CoBna-
[anu C AaHHbIMU NUTepaTypbl. BceM naumMeHTam BbINOMHEHO
Xupypruyeckoe nedvenue. Peumans Habnwoganu B ABYxX Cy-
yasax. Mo MHeHWIO aBTOPOB, B CIy4asiX C peLmanBamMu He Hbino
BMOMMbIX OCTAaTKOB OMYyXONW Cpasy Mocie onepauuu. ITuM
nauueHTam 6bina NpoBefeHa CTepeoTakcMyeckas pafmMoxu-
pyprus. CaMblMM 4aCTbIMM CMMMTOMaMu, MO HabAOAEHWUIO
aBTOPOB, ObINMM CHWXKEHWE CNyXa WM HerponatMs NMLEBOro
HepBga. Bo Bcex natm cnyvasx MPT nokasano npm3Hak «conb
u nepeuy» Ha T1-B3BelweHHbIX n306paxeHusax. JaHHbIM Npu-
3HaK Mcnonb3yeTcs Ans 0603HaYeHUs NATHUCTOrO BMAA TKa-
Hel. YacTo 3TOT Npu3HaK HabnAAeTCS B MHTEHCMBHO KPO-
BOCHABXaeMbIX OMyxonax, KOTOpble COAEPXAT Y4acTKM Kpo-
BOU3NIMSHUIM B 0NyX0sb (naparaHmunoma, O3M). 0OM meHee
4yeM 3 CM, MO MHEHMID aBTOPOB, NOAYYAOT KPOBOCHabXeHMe
OT MepefHeln HUXKHeW MO3xeukoBor apTepun [81].

OuarHos «OOM» CTaBUTCA Ha OCHOBaHMMU KIIMHUYECKUX
PEHTrEHONOTMYECKMX WM  MATOTUCTONOTMYECKMUX AAHHbIX.
PeHTreHonornyeckas oueHka ¢ ucnonb3oBaHunem KT Bbico-
KOro paspelleHuns, ncnonb3ys anroputm «thin slice», MoxeT
BbISIBUTb AECTPYKUMIO 33[HEN MOBEPXHOCTM KaMEHMCTOM
yactn. Ha KT onyxonb nokasbiBaeT HEOLHOPOLHYO CTPYKTY-
py, OEeCTPYKTUBHbIE W3MEHEHMS, BOBMAEKAOLWME COCEAHION
KaMEHMUCTYH0 YacCTb BUCOYHOW KOCTM C y4aCTKaMM peakTUBHO-
ro o6pa3oBaHMs HOBOM KOCTH [73, 82, 83]. Kpas nopaxeHHOW
KOCTM MOTYT MMETb reorpa@uyeckuii Mam «MU3beOeHHbIN
MOJIbIO» PUCYHOK, @ BHYTPMOMYXO/eBas KOCTb MOXET UMETb
BMA, WMMNOB C Yy4yacTKaMM AecTpyKumu BOKpyr Hux. Ha KT
MOXET HabnoaaTbcs nepudepmyeckmii 06040K KanbUndu-
Kaumun. 06040K KanbLMPUKALMM MOXKET NpeaCcTaBnsTb C060M
OCTaBLWMIACA KOPTUKANbHbIN CNIOM KAMEHWUCTOM YaCTu BMCOY-
HOM kocTK [84]. ApeMHOe oTBepCTUe, Kak MpaBuAo, He 3aTpa-
r'MBAETCs M MoMoraeT npoBecTn auddepeHUManbHyo Ana-
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rHocTuky O3M ¢ apeMHow unu apemMHo-bapabaHHolM rnoMyc-
HbIMM onyxonsmu. OMNyxonb MOXET PacnpoCTPaHATHCS
BO BHYTPEHHMWIM CIyXOBOW NPOX0A, B MOMOCTb CPELHEro yxa
M B 06NaCTb KOCTHOMO KaHana MLeBOro Hepaa.

O3M nyywe Bu3yanusnpyetcs ¢ nomoLLbto MPT, ocobeHHO
C KOHTpactuposaHueM. Ha MPT, kak npaBuno, onyxonb rete-
poreHHa. Ha T1-B3BelweHHbIX 1306paxeHUSIX OMyXoNb rMno-
M30MHTEHCMBHA W [EMOHCTPUPYET WMHTEHCMBHOE MOCTKOH-
TPacTHOE YCUNIEHUME M3-33 XOPOLLEro KpPOBOCHaBXeHMS.
PaccesiHHble 061aCT1 NOBbILWEHHON MHTEHCMBHOCTM CUrHana
Ha HEeKOHTpacTHbIX T1-B3BeLlEeHHbIX WM300pAXKeHUAX MOryT
6bITb CBA3AHbI C HAMUYMEM KPOBOU3IUSHUIA, XONECTEPUHOBbLIX
Y4acTKoB M BEnKoBbIX KMCT B KPYMHbIX onyxonsx. [emoppa-
rMYeCKMe YHacTKM C OTNIOKEHMEM METreMornobmHa U reMocu-
[epuHa 3aMeTHO runepuHTeHcMBHbl Ha TIWI wn T2WL
[MNOMHTEHCMBHbBIE Y4ACTKM MOTYT BbITb CBA3AHbI C JIOKANbHbLIM
HeKpo30M, Kanbuudukaumen. Ha T2-B3BeLleHHbIX M306paxe-
HUSX OMYXOJ/lb reTePOreHHO rmMnepuHTeEHCKBHA [84, 85].

Mo AaHHbIM aHrorpadum, onyxonb 6orato KPOBOCHA6-
xaetcs. B HekoTopbIx ciydasx 6MoOnCKs MOXeT Bbi3BaTb Mpo-
¢dy3Hoe kpoBoTeyeHue [86]. ApTepmanbHoe KpOBOCHabxe-
HWe OCYLLEeCTBASETCS OT BETBEM HAPYXXHOM COHHOM apTepuu
M OT NepeaHUX HUKHUX MO3XEUYKOBbIX apTepuii. Bocxoaswas
rMOTOYHAS, WMNOCOCLEBMAHAS apTeEPUS WMAM 3aTblIOYHAs
apTepus B 60MbLWIMHCTBE CyyYaeB obecneynBaloT apTepuanb-
Hoe KpoBocHabxeHue onyxonu [84-88]. AHrnorpadus
B MpefonepaLMoHHOM NepunoLe NOMOraeT BbIiBUTb MOpPaxe-
Hue 6nuM3nexawmnx KpymnHbIX COCYLOB, KpOBOCHabxeHue
OMyX0/IM M BO3MOXHOCTb 3Mbonun3aummn [41-43].

YacTo 13-3a OTCYTCTBMS BO3MOXHOCTM B39Tb OMONCUIAHBIN
MaTepuan, rMCTONOrMYyeckoe WCCIefoBaHWe NPOBOLUTCS
MHTPaonepaLMoHHbIM NATONOrMYeCKMM MaTepuanom. Makpo-
CKOMMYECKM 0Myxonb KpacHo-byporo ugeTta ¢ Gnbpo3om.

MMctonatonornyeckn OOM  06bI4HO  [LEMOHCTpUpPYET
NanuANgpHY aaeHOMaTo3HYyK apxutekTypy. Onyxonesble
KNEeTKM MOryT BbITb YNAOLEHHbIMU, KyDOBUAHBIMU UK CTONG-
4aTbIMU C MArKMMU LLeHTPaNbHbIMU UM 3KCLEHTPUYHO pacno-
NOXEHHbIMW gAapaMu U BneaHON 303MHOMUIBHON MK Npo-
3payHoi umTOoNNasMomn. KnetouHsln nneomMopdusm, MUTO3bI
M HeKpo3 He HabntopatoTcs. Hebonblume xenesbl U GONNUKY-
NSpHble CTPYKTYPbl B COMETAHUM C NaNUANSAPHLIMKU CTPYKTYpa-
MU UMUTUPYHOT ONYXONb LUMTOBMAHOM xenesbl. OgHaKo 0co-
6eHHOCTM B s4pe KNEeTKW, XapakTepHble AA8 NanuAnspHoOM
KapLUMHOMbI LUMTOBUAHOM >Kene3bl, He SBNSHTCS 0COBEHHO-
ctoto ELST. BblpakeHHas Backynsipusauus MMeeT CXOACTBO
C ManWIoOMaMu COCYAMCTOrO cnneTeHus. MakTuyeckn 3Tu
OMyX0Nu MOTyT BbITb MPUHATBI 38 METACTa3 NANUANSPHOM Kap-
LMHOMbI LUMTOBUAHOM Xenesbl. IMMYHOMMCTOXMMUYECKMU 3TH
OMyX0NM NO3UTUBHBI HA LMTOKepPaTUH. [McTonornyeckn B ony-
X0 MOryT BbITb BUAHbI YHAaCTKM KPOBOM3NUSHUS, reMocuae-
pVH 1 xonectepuHoBble knyb6oukn. OOM BeneT cebs kak HU3-
KoanbdepeHUMpOBaHHAs KapunHOMA.

OnddepeHumnanbHyo MarHOCTUKY NPOBOAAT C SPEMHO-
6apabaHHOM NaparaHrMMOMOWM, FreMaHTMOMOW, MEHUHITMOMON,
XOHAPOCAPKOMOM U 303MHOMUIBHOM FpaHyneMon, afleHo-
KapLMHOMOM LLlepyMUHANbHbIX Xenes, MeTacTaTu4eckom aje-
HOKapLMOHOMOW (4alle OT afeHOKAPLMHOMSBI LWMTOBUOHOM
xenesbl uAn noyek) [76, 89-91].



SlpeMHO-6apabaHHble naparaHrMOMbl UMEKT Npenmy-
LLeCTBEHHO MHOPaNabUPUHTHYIO S10KaNM3aLmio, B TO BpeMs
KaK OnyXxonu 3HAONMMOBATUYECKOro Mellka SBNASTCS
peTponabmnpuUHTHbIMKU [92].

[lobpokayecTBeHHble OMyXOnu, TakhMe Kak reMaHrmoma,
HaXo4aTCs MPEeUMYLLECTBEHHO BO BHYTPEHHEM CIyXOBOM
KaHane, Haf obnacTblo KOMEHYaToro ysna uam B obnactu
BTOPOro KOMEHa NIMLEBOr0 HepBa, @ He B PeTPONabUpUHT-
HoM obnactu [73].

ManunnoMbl COCYANCTOrO CMETEHUS, BOBEKAOLLME OTBEP-
€T1s JTIOWKA MM MOCTOMO3KEYKOBbIW Yron, 06bIYHO SBNSKOTCS
MHTPaLypanbHbIMKU ONYX0nsMu 6e3 KOCTHON MHBA3WM.

MEHUHIMOMbI — 3TO ONYXO/W, KOTOPbIE BbI3bIBAIOT CKNe-
POTUYECKME U HEBbIPAXKEHHbIE LECTPYKTUBHbIE M3MEHEHUS
B NpUNeratoLLen KOCTHOM TKaHu [93].

303MHODUABHbBIE FPpaHyneMbl 0BbIYHO BbI3bIBAKOT OFPaHM-
YEHHble NIUTUYECKME U3MEHEHWS B KOCTM M BOBMIEKAOT KaK
TpabekynsapHy KOCTb COCLEBMAHOrO OTPOCTKA, Tak M MAOT-
HYI KOCTb BHYTPEHHEro yxa [94].

XoHApocapkoMa B 061acTu \PEMHOr0 OTBEPCTUS MOXET
MCXOAMTb U3 KaMEHMUCTO-3aTbIIOYHON Wwenn. Onyxonb MOXeT
copepxaTb B cebe KanbLUMOULMPOBAHHDBIA MAaTPUKC KOCTMU.

[OnddepeHumanbHyo AMarHOCTUKY B HEKOTOPbIX CllyyYasx
NPUXOANTCS NPOBOAWTbL C BonesHblo MeHbepa M3-3a CXoxe-
CTV CUMNTOMATUKM [43].

Het obwenpuHaton knaccubukaumm 0OM. N.C. Bamba-
kidis et al. mpemnoxunu cnepyowy Knaccudukaumio:
1-9 ctapms - onyxonb 3aHWMaeT 06n1acTb BMCOYHOM KOCTU
M CpedHero yxa, He rnopaxas cocefHue aHaTOMMUYyeckue
obnactu; 2-9 ctagms — ONyxob pacnpoCTPaHAETCS B 3a4HI0K0
YepernHyl AMKy; 3-9 CTagMs — OMyxO/b PacnpoCTPaHSeTCs
B CPEAHIO YepenHylo AMKyY; 4-9 CTaaus — pacnpocTpaHeHue
onyxonu B 0bnactb clivus n/mnun 6onblioe KpbIIo KNMHOBKUA-
HOM KOCTK [46].

Mo3aHee ). Schipper et al. npeanoxunu cnegyoLLyo Knac-
cudurKaumio: Tn A — nokanbHas onyxosb, He pacnpoCcTpaHs-
IOLLASACS Ha cocefiHMe aHaToMmuyeckue obnacTu, 6e3 MHOWb-
Tpaumu, 3po3unn TBEPAON MO3roBoi obonoyku; Tun B — ony-
XO0/1b BbI3bIBAET AECTPYKLMIO NAabMPKHTA M BbI3bIBAET CEHCO-
HeBpasbHY TYroyxocTb; Tun C — 0nNyxo/b pacnpoCTPaHSIEeTCS
Ha CUIMOBWAHBIV CMHYC W TYKOBULY SpEMHOM BeHbl [95].

OnTMManbHbIM METOAOM NIeYEHUS SBNSETCS pe3ekuums
NaToNOrMYeckn WM3MEHEHHbIX TKaHel [0 340poBbix [1].
B HekoTopbIX Cy4asx HEBO3MOXHO AOCTUYb MOIHOMO yaane-
Hus onmyxonn [96]. B Takux cayyasx onyxonb yaansor
HaCKO/IbKO 3TO BO3MOXHO, He BbI3blBasi STPOrEHHOTO HEBPO-
nornyeckoro peduumta. lNocne noatsepxaeHUs LmarHo3a
ructonormyeckm BbinonHaT MPT. Pe3upgyanbHas onyxonb
noABepraetcs paguoTepanuu UAM pafuoXupyprum (ram-
Ma-HOX). B nutepatype Mano AaHHbIX OTHOCUTENbHO MCMOJb-
30BaHMUS pafuoTepanuu UnuM paguoxupypru y naumeHToB
¢ O3M [97, 98]. HuskoanddepeHuUMpoBaHHAA afeHOKapLM-
HOMa (nabo 4yBCTBMUTENbHA K PpagMoTepanuu, MO3TOMY
B TaKMX C/1y4asix NOMHOE yAaNeHne ONyxonu SBASeTCS MeTo-
nom Bbibopa. MNpu bonblwmx pasmMepax OMyxofb Bbi3blBaeT
[LeCTPYKLMI0 KAMEHWMCTOM YacTM BUCOYHOM KOCTU C paspyLue-
HMeM 3aAHero MNOMYKPYKHOr0 KaHana, pacnpocTpaHsasaChb
MeaManbHO M BHU3 Yepe3 peTpodacumanbHbli MyTb, Bbi3biBas

MHBA3WIO B TYKOBULLY SPEMHOW BEHbI U TMMOTUMMAHYM, peXe
MOPAXAETCS CUrMOBMAHDBIN CMHYC. Onyxonm BonbWUX pa3me-
pOB YacTO MOPaXatoT TBEPAYI MO3roBYK 060N0YKY 33fiHeN
YepenHow MKW, pacnpoCTPaHsasaCh K3aan B 0b6nacTb MOCTO-
MO3)EYKOBOr0 yrna M Knepeau B 061acTb BHYTPEHHEro Cy-
XOBOrO NPOXOLa, MHOTAA AOCTUIas CPELHIO YEPENHYIO AMKY
BOONb tegmen mastoideum [68]. BeilwenepeuncneHHble nytu
PacnpoCTPaHEHUs OMyXOoaM AOMKHbI ObiTb yYTeHbl NPU Ma-
HMPOBAHWMM ONEPATUBHOIO BMELLATENbCTBA.

Mo knaccudukaumm J. Nevoux et al. cywectsytoT ABa TMna
onyxonei: 1-W TMN OMyXONW BbI3bIBAET AECTPYKLUMIO KOCTU
OKPY>KatoLLMX aHAaTOMUYECKMX CTPYKTYP U COCTOUT B OCHOBHOM
13 GMOPO3HON TKaHM, MO3TOMY BO BPEMS OMepaTUBHOIO BMe-
LWaTeNbCTBa He HabN0AAETCS BbIPAKEHHOIO KPOBOTEYEHMSI.

Btopoit TMn onyxonu — Kncto3Has GopMa MeHbLUe Bbi3bl-
BaeT AECTPYKLMIO U UHOUNBTPALMIO OKPYXAKOLWMX TKAHEMN,
HO BbI3bIBaeT BbIPaXKEHHOE KPOBOTEYEHME BO BpPeMs yaane-
HWs onyxonu. bonbline XopoLwo KpoBOCHabXaeMble KMCTO3-
Hble OMyX0NM CO 3HAYUTEeNbHbIM PACNPOCTPaHEHUEM
B 3a[HIOI0 YepenHylo aMKy TpebyloT npenonepaunoHHOWM
3Mbonu3aumm nepen OnNepaTMBHLIM BMeLLATEeNbCTBOM NS
YMEHbLUEHUS BO3MOXHOIO KPOBOTEYEHWS BO BpeMms onepa-
uum, yto obneryaet nonHoe yaganeHue onyxonu. [Npegonepa-
LMOHHas 3Mb0ONM3aLMs MOMOraeT XMPYpPruyeckoMy mcceve-
Huto onyxonu [44, 98].

[locTynbl 1 NyTM K ONYXONK 3aBUCAT OT COCTOSHWUS CNyXa,
pa3MepoB K fokanusauuu onyxonu. Cnopagunyeckme cnyyam
OMyXONM XapaKTepW3YIOTC XYALUMMU pe3ynbTaTaMu  [ns
CNyxoBOW QYHKLMK, ONYXONb BbIIBNSETCS Ha bonee No3oHUX
CTagmnax. KnuHnuyeckne cMuMnTomMbl U arpeccnBHOCTb OMYX0JIn
H6onee BblpaxeHbl Y HOMbHbLIX CO CNOPAANYECKUMU CYHASMU.
Hanpotue, O3M y nauneHToB C 60one3Hblo GoH Mnnnens -
JIMHpay MeHee arpeccuBHA U XMPYPrus AOXKHA ObITb BbINOS-
HeHa Kak MOXHO cKopee.

CornacHo knaccudukaummn J. Schipper et al,, onyxonb
TMna A gBnsetcs 6onblwer 4acTbio NOKANAbHOW, U MO3TOMY
BO3MOXHO ee MOJHOe YyAaNeHue, UCMOoAb3ys TPaHCMaCTo-
MAANbHO-PETPONABUPUHTHBIM AOCTYN C COXPAHEHUEM NnLe-
BOrO M KOX/IE0BECTUOYNSPHOTO HEPBOB U CTPYKTYP BHYTPEH-
Hero yxa [95]. MacToMasKTOMMS BbIMONHAETCS AN MAEHTU-
dUKaLuMM  TOPU3OHTANBHOTO  MOMYKPYXXHOTO  KaHana
M 3-ro CerMeHTa uueBoro Hepsa. JlykoBuua SpeMHOM
BEHbl CKeNeTU3MpyeTcs, Tak Xe Kak M TBepAas MO3roBas
obonoyka B obnacti tegmen mastoideim u cMHOAypanbHo-
ro yrna. llocne ckenetusaumnm 3agHero nonyKpy>XKHOro KaHa-
na sugHa O3M [43]. B ciayyasx OTCYTCTBMSI MOPAKEHUS
TBEPAOWM MO3roBoi 060104KM 3aHe YepenHon amMku JIM
n 3NN ypanaoTcs ogHMM BaokoM. B ciyyasx BoBnevyeHus
060oMX NUCTKOB TBEPLOM M03roBoi obonoyku (TMO) IJIM,
TMO B obnactu TpeyronbHMKa TpayTMaHHa pe3eLupyeTcs
W AOCTYN NpeBpaLlaeTcs B peTponabupuHTHO-TpaHCAYpanb-
HbI. 9TO MOXET MPUBECTU K IMKBOPEE, MO3TOMY BbIMONHSIET-
€S nnactMka o6nactu GUCTyNbl, UCNONb3YS AYTOreHHble
Matepwuansl. CoxpaHeHue cnyxa TpebyeT LenoCcTHOCTH nepum-
AMMdATMYeCKoro MpOCTPaHCTBa C OTCyTcTBMEM UCTYN
nabupuHTa. Mo BO3MOXHOCTU CnefyeT COXPaHUTb CyX, T. K.
B HEKOTOpbIX CNyyasx y nauueHToB C 6HonesHblo GhOH
funnens - JIuHpay ABYXCTOPOHHEE MopaxeHwe A0CTUraeT
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30% [99]. KoxneapHas umnnaHTauus obecneumsaeT peabu-
UTALMIO NALMEHTOB C MYXOTOM, KOTOpble NMepeHecn one-
paTMBHOe BMewaTenbctBo no nosogy O3M. Mpu AByxcro-
POHHMX MOPAXeHMAX LOCTYMbI K OMYyXOAM MO BO3MOXHOCTH
LLOMKHbI BbINOMAHATBCS C COXPaHeHWeM LenoCTHOCTU Mpo-
CTPAHCTB NabWpUHTA C LENbl BbIMOMHEHUS KOX/J€apHOW
uMnnaHtTauum B byayuwem [68]. Hanpotus, peTpocurMomn-
[anbHbIA AOCTYN He MO3BONSeT BM3yanu3uMpoBaTb 3afHUM
NONYKPY>XHbIM  KaHan BO BpeMa pguccekunm Il
TpaHCNabUPUMHTHBIA LOCTYN C COXPaHEHWEM LLeNoCTHOCTH
NMLEBOro HepBa fomkeH ObiTb BbibpaH y nauneHtos OOM
™MNa B O 3HaUYMTENbHBIM CHWXEHWEM CNTyXa MW TYXOTOW,
Y KOTOPbIX 4acTO MMeeTCs AecTpyKums nabupuHTta [95]. Mpu
HaNUUYMU BbIPAKEHHON AECTPYKUMU CTPYKTYp BHYTPEHHEro
yxa cnegyeT yoanuTb NnaTepasnbHyl0 CTeHKY BHYTPEHHEro
CNyX0BOro NpoxoAa. [Jng nonHoro yaaneHms onyxonu Heob-
X04AMMO pe3eumpoBaTb YacTb TMO ¢ nocneaytoLLei nnactu-
Ko ¢uctynsl. B kavectBe anbTepHatMBbl MOXeT ObiTb
BbIOpaH PeTpoCUMrMOMAANbHbIM AOCTYN.

[ins onyxonen c rnyboKMM NpopacTaHUeM B KAMEHUCTYIO
4aCTb BUCOYHOW KOCTM TpebyeTcs TPaHCKOXIeapHbI AOCTYN.
Mcnonb3yetcs 3TOT AOCTYyNn npy HEOBXOAMMOCTU MOAHOMO
yAANEeHUsS KaMEHUCTOM YacT BUCOYHOWM KOCTUM M Heobxoam-
MOCTW 3KCMO3ULMM KaMEHUCTOWM YaCTU BHYTPEHHEN COHHOW
aptepun [10]. B HekoTOpbIX Ciyyasx npu HeobxoamMMmocTu
NOAHOM 3kcno3unumm O3M ncnonb3yeTcs TpaHCTEMMNOPANbHO-
peTpoCcUrMoBMAHbIA foctyn. Mpu Hanuuum onyxonm Tmna C
pekoMeHayeTcs MHbpaTeMnopanbHbIM goctyn ang 6esonac-
HOM AMCTaNbHOM M NPOKCMMANbHOM NEPEBS3KM U pe3eKuun
CUIMOBMAHOIO CMHYCA W NYKOBWLbl SIPEMHOM BeHbl Npw
60nbWKMX pa3Mepax ONyXonen, Koraa onyxofb 3aTparnBaeT
JIMLLEBOW HEPB, NIYKOBULY SPEMHOM BEHbl M CpefHee yXo.
MpumepHo y 10-30% naumeHtoB ¢ OOM po onepauuu
HabnofaeTcs cnabocTb MAM Napanuy AnLeBOro Hepaa [68].
JlnueBon HepB [O/MKEH ObiTb COXpaHEH MpW OTCYTCTBMM
MHBA3MM TKaHM OMYXOAM M NOPAXeHMst HepBa. ITO NOApPasy-
MeBaeT MOJSIHYK TPaHCMO3MUMIO AMLEBOrO Hepea (BOCTYN
K noaBucoyHon amke no A. Fisch) wnan npepnoytutensHo
MCMONb30BaHWE TexHWKM dannonuesa MoCTa, KOTopas
COXPaHseT LenoCTHOCTb M KPOBOCHabXeHue NMLeBOro
HepBa. Moutn y 50% nauneHToB 3a4HAS CTEHKA HAPYXXHOro
CNYX0BOr0 MPOX0Aa A0/MKHA ObiTb yAaneHa Ang nyyien sKc-
MO3ULMM BHYTPEHHEN COHHOM apTepuu, a CpeaHee yxXo
0611MTEpPMpPOBAHO MOCNe MONHOro yaaneHus onyxonu [100].
B HekoTOpbIX ClyyYasx NPUXOAMUTCS pe3eLmpoBaTb MOPaXKeH-
HbIA y4acTOK AMLEBOro HepBa, a OOMbLIOW YWHOW HepBs
MCNonb3yeTcs ANs NNacTMKK NNLEBOTO HEPBA, UK UCNONMb3Y-
eTCs aHaCTOMO3 /IMLEBOr0 HepBa C NOAbA3bIYHBIM HEPBOM
B C/ly4asX MHBA3MM OMyXONbi0 MPOKCMMANbHOM YacTu auue-
Boro Hepsa [95, 100]. B cooTBeTcTBUM C Knaccudumkaumei
N.C. Bambakidis et al. ana onyxonen 1-# u 2-i craguu
MCNONb3YIOTC TPAHCMACTOMAANbHbIA, TPaHCIABUPUHTHBINA,
peTpoNabuUpUHTHbIA WMAX PETPOCUITMOMAANbHBIA  AOCTYMbI
B 3aBMCMMOCTM OT pacnpoCTpaHeHHOCTU OMNYXOAU B CpefHee
YXO U HaNM4Ms CEHCOHEBPANbHOM TyroyxocTtu [46]. Onyxonu
3-i u 4-n ctapun TpebywT Bonee CAOXHbIX MOAXOA0B
B 33aBMCMMOCTM OT aHATOMMUYECKMX CTPYKTYpP, BOBAEYEHHbIX
B MaTONOrMMYecknin npouecc (cybremMnopanbHas KpaHWOTO-
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MWK C NEeTpO33KTOMUEN, MOAUDULMPOBAHHbIE TPAHCKOX/e-
apHble JOCTYMbl, 3TaMHble TEXHWKM AN AOCTYNa K nepesHewn
W 3a[HeW YepenHbiM IMKaM U T. 4.) [46]. [auneHTsl ¢ conyT-
CTBYHOWMMM 3a60N1€BaHUIMM UNU Hepe3ekTabenbHoM (nopa-
XEHME YepenHo-M0O3roBbIX HEPBOB, CIOXKHOE KPOBOCHabxe-
HuWe onyxonun) GopMoK NoMyYatoT y4eBOE U PAANOXUPYPIu-
yeckoe nevyeHue (ramma-Hox). M3-3a peakoctn MeTacTtasos
OMyX0NM BO3AENCTBMIO NOABEPraeTcs TONbKO 06nacTb CaMow
onyxonu. YuntbsiBasg ToT ¢akT, yto OOM gBngetca HUM3Koan®-
dbepeHLMPOBaHHON afeHOKapLUMHOMOK, cieflyeT UCNoAb30-
BaTb «003bl KAPLUMHOMbI».

CrepeoTakTnyeckas paguMoxvpyprus SBnseTcsa npennoyd-
TUTENbHbIM METOAOM [N KOHTPOAS pOCTa OMyXxoNu B Cyiyya-
X peumamnBa M Npu 0CNoXHeHusx [97].

Mo3gHMe peunamBbl BCTPEYAOTCS YacTo, MO3TOMY A4S
OUeHKM 3PPEKTUBHOCTM HeobXoauMOo AnuTenbHoe Habnto-
fenne [96]. BeposTHoCTb peumamBa 3aBUCKUT OT CTEMeHM
pacnpoCcTpaHeHHOCTM onyxonu M Habntopaetcs B 50-75%
cnyyaes [8, 9].

3AKJTIOYMEHUE

O35M oTHOCKUTCH K peakuMM OMyxofiiM BMCOYHOM KOCTM,
XapakTepusyetcs MeANeHHbIM, AeCTPYKTUBHbIM pPOCTOM.
Cnyyan O3M MoryT BbITb CNOPaAMYECKUMM MM ACCOLMMPO-
BaHHbIMM C 6onesHblo GoH lmnnens - [innpay.fucronornyecku
npeacraBnget coborn LOOPOKaUYeCTBEHHYO OMyX0/b, KOTOPas
KNMHUYECKM BeaeT cebs Kak 3N10KayecTBeHHas, C LeCTPYKLM-
el u NpopacTaHWeM B OKpYXXatoLme TkaHu. B cBs3u ¢ penko-
CTbi0 OMYXONWM AMArHOCTMKA Ha PaHHUX CTaaMaX 3aTpyLHM-
TenbHa. O3M MoXeT BbITb 1erKO CMyTaHa C TAKMMKU OMyXons-
MW, KaK NnaparaHrinoma, ageHoMa CpefHero yxa, adeHokap-
LUMHOMa, NanunspHas KapuuMHOMa LUMTOBMAHOM Kenesbl.
CHwxeHue cnyxa U HeiponaTus NMLEBOrO HEPBA, MO MHe-
HWMIO MHOTMX aBTOPOB, ABASKOTCA 3HaYMMbIMKU U Bonee chew-
npuyecknmm cumntomamu O3M. Bo MHOTUX Clyqasx no AaH-
HbiM MPT O3M noka3sblBaeT KapTUHY «conb U nepeuy. OOM
[MaMeTpoOM MeHee 3 CM yallle KpoBOCHabXatoTCs n3 baccen-
Ha nepedHen HWXKHEeM MO3Xe4ykoBOW aptepuu. [lonHas
LWMPOKas pe3ekLns ONyxXoan 10 «KHeraTMBHbIX KpaeB» SBAS-
eTca MeTooM Bblbopa. Mpu O3M npakTuyecku Bcerga Tpe-
ByeTcs MONHOe XMpypruyeckoe yaaneHue onyxonu ¢ 4onon-
HUTENTIbHOM CTEPEO0TaKCUYECKON pagmoxmpypruent. launeHTsl,
Yy KOTOPbIX BbINOAHEHO HEMONHOe YAaNeHue Onyxonu
C «MONOXMUTENbHBIMU KPasMU», MaLMEHTbl C COMYTCTBYHOLLM-
MUK 33aboneBaHuaMK UM HeonepabenbHOM OMyXosblo, Nony-
YT KYpCbl PEHTTEH- UM PAANOXMPYPIUN.

HenocraTo4yHas 0CBeLLEHHOCTb JaHHOM Npobnembl B OTe-
YECTBEHHOM NMTepaType CBA3aHa C HW3KMM NPOLEHTOM ee
BCTPEYaEMOCTM B OTOXMPYPrMUYECKOW NPaKTUKE, YTO OCNOX-
HSIeT CBOEBPEMEHHYIO ANATHOCTUKY M NIeYeHNEe AAHHOIO TMMa
HOBOOBOPA30BaHWI BUCOYHOM KOCTH, YXYALIAeT MPOrHos3.

CBOEBpEMEHHas AMArHOCTMKA Ha paHHMX CTaauax obpa-
30BaHMS M aAeKBaTHbIA OObEM XMPYPrU4ECKOro neyveHus
MO3BONSIOT COXPAHMUTb XM3Hb NauueHTos ¢ OOM.
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