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CNYYAN TMTAHTCKOM ONYXOJIN B BOKOBOW MOBEPXHOCTU
WEN C UHTPAKPAHUAJIbHbIM PACNMTPOCTPAHEHVEM B 3AAHIOKO
YEPEMHIOKO AMKY C KOMMPECCUEN CTBOJIA
M MPABON FTEMUC®OEPbI MO3)XEUYKA

B cmamee npedcmasnieH cayyali pazsumus 3a601e8aHUS, ykasaHel 0cobeHHocmMu duazHoCcmuku 3a6o1e8aHus
8 paHHeM nepuode e2o palsumus, My/1bmouCcyUNAUHAPHLIU NOOX00. MO 3HAYUM, YMo K 1e4eHUr NayueHmMo8
¢ Helipogpubpomamo3som | u Il muna spay Helipoxupype 0oxkeH No0xo0dume UHOUBUOYA/ILHO, y4UMbI8AMb Cho-
cobHOoCcMb OaHHOU oNyxo/Iu pacnpocmpaHamecs Ha 2 u 6osee aHamomu4yeckue cmpykmypel 20108H020 Mo32d.
KomaHOa, cocmosawas u3 cneyuanucmos pasiudyHo20 npogusia: 0mopuHOAdpUH20/102d, COCYyOUCMO20 XUpyp-
2a, 00/KHA cmpemMumecs K padukaibHOCMU yoasaeHuUs onyxoJiu, omcymcmaeuro HegpoJsioauyeckoeo depuyuma

U COXpaHeHUr Ka4decmeda >XKUu3Hu nayueHma.

Knrouessie cnoea: Helipoghubpomamos, wieaHHoma, Helipogubpoma.

BeeaeHne.

Mo AaHHbIM Pa3MyHbIX aBTOPOB 3ab601eBaeMOoCTb
Henpodpubpomatoszom (ganee - HO) Il Tvna B HacTos-
Lee Bpemsa coctaBaset okono 1 Ha 60 000, npun 3TOM
60/1bLLYIO PO/Ib B UrpaeT paHHAA AMarHOCTVKa U ne-
YeHne AN YBeMYEHUA CTEMNeHN BbIXKMBAeMOCTU na-
umenTos [1, 2].

H® | n HO® Il npusHaHbl reHeTnyeckmm 3abo-
NeBaHVAMMW, CBA3AHHLIMW C reHamu XpomMocombl 17
n 22. 310 onpezeneHne 6610 OPULMaNbHO NPUHA-
10 National Institutes of Health B 1987 roay 8 CLUA.
Bonbliol Bkiaj B U3yyeHMe JaHHOW MaToONOrUK
BHec A. Seizinger, KOTOpbIV BrepBble yKas3aa Ha no-
TEPHO reTePO3UTrOTHOCTU XPOMOCOMBI 22 C noTepei
[AHK-mapkepoB B onyxonsx y nauneHTa ¢ HO 1.

bbino pokaszaHo, uto B Mosiogom Bo3pacte (<18
NeT) Avua, y KOTopbiX OBHapyXeHa MeHWHrnoma
nnn BecTnbynsipHas wBaHHOMa, MetoT 20% n 10%
BeposATHOCTb pa3sutns HO Il. OgHako, y MonoabIx
ntogen crapwe 20-neTHero Bo3pacta 3TOT MokKasa-
TeNb PE3KO CHWXKaeTCs, a YactoTa 3aboneBaHma HO
[l cTaHOBUTCSH OUYEHb MAIOBEPOSATHBLIM Y IFOAEN CTap-
we 30-netHero Bo3pacrta [2, 3]. AnddepeHunanbHyro
AvarHoctnky HO Il npoBOAAT B OCHOBHOM C LUBaH-
HOMAaTO30M W Pa3/IMYHbIMM MHOXECTBEHHbIMU He-
KpaHuanbHbIMUK WBaHHOMamu. HO Il aBnsetcsa ayTo-
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COMHO-OMWHaHTHbIM 3aboneBaHvem, a B 50% cay-
YyaeB CyLLecTByeT pWUCK nepegauu OT 3abonesLuero
CBOEMY NMOTOMCTBY. [ockonbky ObBHapyXeHve ony-
XONeN Ha paHHen CTaAuu ABAAETCA 3aN0rToM ycrexa
B neveHun HO I, To reHeTnueckoe TecTMpoBaHWe
330170 [0 MOABJEHWA CMMMNTOMOB 3aboneBaHuA
ABnfetca 3QOEKTUBHLIM MHCTPYMEHTOM KOHTPOA
3a HO® Il. Ecam y obcnepgyemoro naeHtuounumpyetcs
MyTaLms reHa, obcnesoBaHUIO JOKHbI NOABEPraTh-
CA BCE OCTa/lbHble UNeHbl ceMbW. V3-3a cepbe3HOCTM
3aboneBaHus H® I, ero gopopoBas AmarHOCTUKA
B Moc/iesHee BpeMs CTaHOBUTCA OYeHb aKTyasbHbIM.
Mpn 6onesHn HO Il yacto BCTpeyaroTcs TpPUTreMu-
Ha/ibHble LWBaHHOMbI, HO OHM YacTo npoTekatoT Hec-
cumnToMHoO [3]. Bce aetn naymentos ¢ HO Il gonxxHbI
6bITb BOBNEYEHbI B CKPUHWHT W MOJHOCTbIO obcne-
[OBaHbl B Ka4yecTBe rpynmnbl ¢ BbICOKMM 50% prckom
pa3sutna H® I, a ckpmHmHr Ha HO |l y>xe MOXHO
HaulHaTb C poXAeHUs pebeHka. Mo 0bLeMnpoBbIM
CTaHZapTaM, CKPUHWHT y AeTell Ha BeCcTMOynsapHble
lBaHHOMbI (aanee — BLU) HeobxoAMMO HauyuMHaTb
Tobko ¢ 10-neTHero Bo3pacta, MOTOMY YTO OMyXO-
NN [0 AOCTMXKEHUS 3TOTO BO3pacTa pPeAKo JatoT Ka-
Kyto-1mbo 0OuyaroByrd CUMMTOMATUKY. PerynspHble
ayamonormyeckme TecTbl ABAAKOTCA AOMOJAHEHWEM
K MeTogaM HelripoBu3yanusaumu. [poBegeHne ckpu-



CNYYAIN N3 MPAKTIKI

HWHra, MarHUTHO-pe30HaHCHasa Tomorpadusa (ganee
- MPT) kaxable ABa roga Ana tex, kto maaauwe 20 net
n Kaxable 3-5 neT Ansa Tex BO3pacTos, KTo crapie 20
NeT AOMKHO 6bITb 0653aTeNbHON NpoLueaypon. Ecan
y obcnegyemoro 6bina o6Hapy>keHa onyxosb, To MPT
CKPUHWHT AOXKEH NPOBOAUTLCA XOTA Obl 1 pa3 B rog,.
CnvHHOMO3roBble onyxoan Habarogatotcs y 60-80%
naumenToB ¢ H® Il Ha MPT, tonbko 25-30% nauu-
€HTOB CO CMVHaNbHbIMU OMYXOAAMU TPebyroT onepa-
LMK, MO3TOMY NMOJIHOE eXXEroAHOe HEeBPOIOrnYecKoe
obcnegoBaHMe ABASETCS HeobxoauMbIM. Bce naum-
€HTbl C OMyXOJSAAIMX TOJIOBHOIO MO3ra WA LUEAHOro
oTAena MO3BOHOYHMKA W MATKUX TKAHEW JOKHbI
6bITb 06CcnegoBaHbl Ha HO |l

Helipodurbpomatos | Tvna, ocobeHHO ero Taxe-
nas dopma, nposeaseTca B bonee paHHem BO3pac-
Te. [lnA Hero xapakTepHo MosAB/EHVE MATEH Ha KOXeE,
NMEILLMNX CBETNO-KOPUYHEBBIN LBET («kode C Mo-
nokom»). OfHako npu Haanumm y pebeHka 5 n 60-
Nee nsaTeH gvameTpom 6osee 5 MM, HeobxoaMMo
NPOBECTN YrNyONEHHYO ANAarHOCTUKY, YUTODbI NCKAO-
UYNTb UM NOATBEPANTL Hepodmbpomatos. [narHo3
Henpodunbpomartosa | Tvna cTaBUTCA MpU HaAMuUK
Kak MMHUMYM ZBYX NPOABAEHUW N3 NepeUncaeHHblX
Huxe: aTHa uBeTa «kodpe C MOJOKOM» onpege-
JNIEHHOrO pasmMepa M KOJMYECTBA, NIOKaAMU3yHOLLMecs
B cneumbunyecknx obnacrtsx; Jse n 6onee Hempodu-
H6pPOMbl — 3TO KOXHble HOBOObOpa3oBaHus, pa3me-
poM 1 GOPMOIM HaNnOMUHAIOLME TOPOLLNHY; Y3eNKn
Jnwa; ramoma 3pmnTeNbHOrO HepBa; cneundunyeckme
aHOManuWn KOCTeW; Haanume B Cembe naumeHTa ciy-
YyaeB HelipodurbpomaTosa | Tuna; rmnepnMrMeHTaLms
B NOAMbILLIEYHOWN UK NaxoBon obnactu (Taba. 1).

OtanuntensHon yepton HOIl asnsetcs passu-
Te ABYCTOPOHHMX BLL. BLL B 6onbluMHCTBE CyyaeB
NPOABAAIOTCA NOTepel cnyxa, TMHHUTYCOM WAN AUC-
6anaHCOM WM COYEeTaHMEM ITUX TPEX BEAYLUNX CUM-
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nTomoB. [pyrum nposBaeHvem 3T7oro 3abosieBaHus
ABNAETCA HaNUMe LWBAHHOM APYrMX YeperHblX, Cnu-
Ha/lbHbIX 1N nepudepnyeckmx HepBOB; MEHUHTUNOM
Kak BHyTpMYepenHbIX (BKAHOYAA MEHWHTMOMbI 3pu-
Te/IbHOro HepBa), Tak U MEHUHIMOM CMMHHOIO MO3ra;
3/10KayYeCTBEHHbIX HOBOOOpPa3oBaHWI (3NEHAMMOMbI
W TINOMBI).

B HekoTopbix cnyyasx H® Il ¢ 6onee Ttaxenoim
TeyeHneM 60ne3HW B paHHeEM JeTCTBe MopaxkeHus
onyxosabto VIl map yepenHo-mMO3roBbIXx HEPBOB (Aa-
nee — UMH) He npoucxoaut. Takum obpazom HO
|'y petert otamuaetca or HO |l y geten, y KOTOpbIX
BLL coctaBnset Bcero 15-30% oT obujero konnue-
CTBa Onyxonen B opraHusme. Habnrogaetca Takxke
TEHAEHUMA K MOHOHeNponaTuy, yalle BCEro rnopa-
>as NNLEBOM HepB, Bbi3biBalOWMA napanuy benna.
B 3penom Bo3spacte H® Il xapaktepusyertca 6onee
reHepasan3oBaHHOM CUMMTOMATUKOW, TAXEeNon mno-
NnHenponaTuen npumepHo y 3-5% nauymeHTos. MNpo-
rpeccvpoBaHmne npoLecca NPUBOAUT YacTo K TAXe-
NbIM ABUTaTENbHbIM HAPYLUEHWAM U Aaxe K CMepTu.

Y 6onblinHcTBa naumeHtos ¢ HO Il nmeer mecto
noTeps cayxa v LWyM B yLuax, KOTopble 0BbIYHO ABAA-
FOTCH OJHOCTOPOHHWMMW. [lpyrme onyxonwu, KoTopble
BcTpeyatotcs npu HO |l, 370: LuBaHHOMBbI CMWHANbHbIX
1 nepudepryecknx HepBOB; MEHVHTUOMbI KaK BHY-
Tpu4yepenHble (BKIHOYAA MEHVHTMOMbI 3PUTENBHOTO
HepBa), Tak W CrWHaNbHble, TaK M HEKOTOpble 3/10-
KayecTBEeHHble HOBOODOpPa30BaHWS  LEHTPabHOM
HEepBHOM cucTeMbl (3MeHAMMOMbI). Takne odTanb-
MOJIOTMyeckme CUMMTOMbI KakK CHUXXEHWEe OCTPOThl
3peHNs U/UAN Hanuume KaTapakTbl TakXKe BadKHbl
ANA AnarHocTuky 3abonesaHums. Okono 70% nauneH-
T0B C H® |l MMeroT onyxonm KoXu (BHYTPUKOXHbIE
6aAWwKoo0bpasHble NopaxeHusa nan 6onee rnybokue
NOAKOXHble onyxoawn) [3-8].

Tabavua 1

[AwvarHoctunueckme kputepun aas HO2 (kputepun NIH — National Institutes of Health) [2]

OCHOBHbIe KpUTepum

AOI‘IOHHI/ITeanbIe Kputepum

1. ABYCTOPOHHME BECTUOYASPHbIE WBaHHOMbI (BLLI)

1. OgHocTopoHHMe BLL + ntobble aBa 13
MEHWHIMOMa, rnmoma, Heipopunbpoma, LWBaHHOMA

2. HacneacteeHHas (cemeliHas)
npegpacnonoxeHHocTb HO |1 +
OAHOCTOPOHHWMe BLU naun

2. MHOXecTBeHHas MeHUHIMOMa (ABa uan bosee)
MAC OAHOCTOPOHHSAS BLL nan ntobble e n3
CnefyroLmnX: rMoMa, Herpodubpoma,
LWBaHHOMa W KaTapakTa

Jltobble ABe 13 MEHUHIMOMa, TIMOMA,
Helpopnbpoma, LBaHHOMA
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B AaHHOW cTaTbe Mbl XOTUM MoKaszaTb 3PPeKkTn-
BOCTb MYJbTUANCLIMMAVHAPHOM KOMaH/bl COCTOSLLLEN
N3 KOMaHZAbl HEMPOXMpPYypra n OTOPMHONAPUHTONOTa
A8 XMPYPrMYEecKoro NeyYeHns Takon pPesKou, HO TA-
xenon natonorum LUIHC, kak HO Il Tmna ruraHTckmnx
pa3mepoB. bnarogaps coBmecTHOM paboTe cneuma-
NncToB, BblNa JOCTUTHYTa PaAMKaNbHOCTb YAaneHus
onyxonn 6e3 HeBposornyeckoro geduumta nocne
onepauumn, yayyleHo KayecTBO XU3HW NaLmeHTa.

L

Marepuanbl n metogbl.

MauneHT - Monogon myxumHa Y. 34 roga. Ana-
rHo3: Henpodmbpomato3s | Tuna. NmraHTckoe MHoro-
y3/10BO€ 3/10Ka4eCcTBeHHOe HOBObpa3oBaHve MOCTO-
MO3XeUKOBOro yraa crnpaBa, BEpPXHeN LIernHou 1 3a-
YWHOW 0baacTn C AeCTPYKUMEN 3aTblIOYHOW KOCTU
N TBEPAON MO3roBOW 0HONOYUKM, MPOAOIKEHHLIN
poct. CoCTofHME MOCAe XMPYPrnyeckon onepawmm
c buoncmen TkaHen LwerHoro otaena ot 2009 r.
N yaaneHns obpasoBaHus B LUeNHOW obaacTm cnpa.a
ot 2021 r. (puc. 1).

B

l

Fi

PucyHok 1 — O6beMHoe obpazoBaHme B 3-x pakypcax (Onyxosib B MPaBOM LLENHO-3aTbIIOYHOW 061aCTh, y3e/Ku
HelpodurbpomaTtosa no scemy Teny). A — Bug cnepegn. b — Bua czagn. B — Bug cboky

Boneet ¢ getctBa. PaHee 6bin onepuposaH B 2009 rogy - “VcceyeHne HepodmbpomaTosHoW onyxonu
okosoyLwwHon obnactu cnpaea’. B 25.05.2021 rogy 6blna nponsBeseHa BTOpas onepauus, yaaneHa onyxoib
Wwen cnpaa C NJacTUKOW MeCTHbIMW TkaHAaMK', B 2022 rogy npowv3sBejeHa onepawmsa-KoppekLmsa ywHom pa-
KOBWHBI. [MaumeHT noctynua B HaumoHanbHbIA LIEHTP HEMPOXMPYPIM € kanobaMun Ha Hannumne obpasoBaHus
B 06nacTu Wwewn crnpasa (B AVHaAMUKe C YBEAUYEHMEM), HApYLLEHWe T10TaHus, n3MeHeHne Tembpa roaoca, Ka-
LWeb, WAaTKOCTb MOXOAKW, rON0BHbIe 60K, 6ONE3HEHHOCTb NPW Nanbnauuy, NepPUoANYEcK NOABAAIOLLYHOCH
TOLUHOTY, CHUXEHME C/lyXa CrnpaBa, 0bLLyo cnaboctb (puc. 2).

PucyHok 2 — MPT rosoBHOro Mo3ra ¢ BHYTPYBEHHbIM KOHTPaCTMPOBaHWeM nepey onepalueit (onyxob ¢ pasmMepom
11,0 cm * 9,3 cM npopacTaeT v cAaBANBaET CTBOJ TONOBHOMO MO3ra. A — carmtanbHbIi cpes, b — ppoHTanbHbIV cpe3
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B Hawen kAMHWMKe MauUWeHTy MpPOBEAEHO one-
paTnBHOe JsedyeHne: Mukpoxupyprmyeckoe yzane-
HWE TUraHTCKOrO MHOrOY3/10BOro HOBOOOpa3oBa-
HWS MOCTOMO3XEUYKOBOIO Yrja CrpaBa, BepXHEel
LWEeNHON 1 3ayLlHOM 0baacTn ¢ pacnpocTpaHeHrem
yepes KaMEHMNCTO-3aTbIJIOYHYHO LLe/b C AeCTPYKLIMEN
3aTbIIOYHOM KOCTU LN TBEPAOM MO3roBOM 06010UKM

C MpVMEeHeHWeM WHTPaoMNeoaLMOHHOIO HeVpoMO-
HUTOPWHTra, rae MPUHUMaAN y4yacTue HerpoXMpypr,
OTOpVHONapWUHronor n Hepodwmsmonor. Onyxonb
yfianeHa ToTaibHO. [locneonepaLoHHbIN NepUoA
npotekan 6e3 ocobeHHOCTEW, B AUHAMMKE C YMEHb-
LIEHVNEM  KNUNHUKO-HEBPOJNOTMYECKOrO  COCTOSHUSA
nauneHTa (puc. 3, 4).

PucyHok 3 — KT ronoBHOro mMo3ra B 3-X MpOeKumMax Ha CAeyowmnii eHb nocae onepaumm. A — carutanbHbIN,

b — ppoHTanbHbIW, B — akcmanbHbIn. Onyxonb yaaneHa ToTaabHO

PesynbTathbl.

rMctonormyeckoe mccnefoBaHve obpasua ony-
X0/W - natomopdosiornyeckas KapTvHa ¥ UMMyHO-
heHOTUN COOTBETCTBYHOT 3/10KaYECTBEHHOM OMyXOau

obonouek nepudepnyeckoro Hepsa, high grade (B
npeablAyLLNX KnaccupurkaLmsax Kak - 310KayeCTBeH-
Hasa weBaHHoMma), ICD-0 code (aanee - ko 3abonesa-
HWSA MO MEXAYHapPOAHOM KaaccudukaLmm oHKONOTU-
yeckux 3abonesaHuin) - 9540/3.

PucyHok 4 — MakponpepanaT nocne yaaneHusa onyxonu

B wuccnepyembix ructonorvyeckux npenaparax,
OKPaLLEHHbIX FeMaTOKCUJMHOM W 303MHOM, ¢par-
MEHTbl onyxoseBoi TkaHw. MNaTomopdonornyeckoe
nccnefoBaHne NPOBOAMIOCH MPU MOMOLLM MUKPO-
ckona OLYMPUS, npu yseanuvenun 100, 200, 400.
VMMyHOrMcToxMmMmnyeckoe mccnefioBaHne OCyLLecT-
B/IANIOCh MO CTaHAAPTHOM CXeMe, NPV NOMOLLM aBTO-
MaTU4eckoro MMMyHocTeHepa Ventana BenchMark
XT, ¢ ncnonbzosaHnem aHtuten RTU k S100, SOX10,

CD34, STAT6, Ki67. ®parmeHTbl OMNyxo/neBON TKaHu
NMeNN HeOAHOPOAHYHO CTPYKTYpPY, Ha 6onbLIOM Npo-
TSOKEHUW BblIM NOCTPOEHbI U3 pa3pacTaHnin Nyyko-
BbIX CTPYKTYP, WAYLLMX B Pa3IMYHOM HamnpaB/ieHnw,
COCTOALWMMN N3 OKPYI/bIX, BbITAHYTbIX U BepeTeHo-
BUAHbIX KNETOK TWMa HeBpoaeMMoumnToB (puc. 5).
BcTpeuaroTca rvnepkaeTouHble y4acTKu  OMyxoAw,
NpeACTaB/eHHble U3 MAOTHbIX pa3pacTaHUi KaeTok
(puc. 6). Aapa B ki1eTKax MOANMOPPHbIE, TMNepxXpPom-
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Hbl€, C MHOTOYMCAEHHbIMU GUrypaMmm MUTO3a, B TOM
yncne natonornyeckumu (He meHee 3-5 duryp mu-
TO03a B 1 none 3peHus). BuaHbl yuyactkm onyxonw,
NMOCTPOEHHble 13 Bonee KPYMHbIX KNETOK, CXOXUMM
C 3NUTENIMONOA0BHBIMW KEeTKaMU, C TMMePXPOMHbI-
MW iZpaMU 1 MbILUHOW CBETNOW, YacTo 303UHODWIIb-
HoW uuTonnasmon. Knetkn dopmMupyroT CTpyKTypbl,
HarmoMuHarowWme Ccobol  rNaHAyNspHblIE  CTPYKTY-
pbl. OnpeaenatoTcs Noaa KNeTOK, NpeAcTaBleHHble
N3 KNETOK C BblpaXeHHbIM AfepHbIM NoauMopdums3-
MOM, 3auacTyto obpasylolive nepuBacKyaspHble
«My®TbI». CTpOoMa 0bpa3oBaHWs pa3BuTa HepaBHO-
MEPHO C 04YaraMmm MmkcomaTtosa v rmanavmHosa. Berpe-
YarOTCA MHOXECTBEHHbIE HEKPO3bl, MHOTAa C NCeBAO-
naavcagamu (puc. 7). AndbdepeHumanbHbii AnarHo3
NMPOBOAMNICA C CONMTAaPHOW GUOPO3HON onyXobto /
reMaHrmonepuLMToMoi. HeratuBHas peakums kae-
TOK onyxonn Ha CD34 (CD34 — membpaHHbIA be-
NOK, MoJiekyna MeXKNETOUYHON aare3un (cuenieHmns PucyHok 6 — X 200. Okpacka reMaToKCUANHOM
MeXAy KneTkamu), urparowas poib Ha paHHUX 3Ta- 1 303MHOM. [MnepKaeTOYHbIE Y4aCTKN ONyXoaun
nax kposeTBopeHus) n STAT 6 (3TO uesoBevecKuin
reH, 6es0K, KOAMPYEeMbIN 3TUM FeHOM) MO3BOAMAU
WCKAHOUNTDL AaHHbIV BUZ OMYXO/U.

Takunm o6pazom, natomopdosormyeckas KapTuHa
N UIMMYHOMEHOTUN Hanbosiee COOTBETCTBYHOT 3/10Ka-
YecTBEHHOW onyxonn obosnoyek nepudepmnyeckoro
HepBa, high grade (B mpeablaylimx knaccndpukaym-
AX KaK - 3/0KayecTBeHHasa wBaHHoMma), ICD-O code
9540/3.

PucyHok 7 — X 200. Okpacka reMaTOKCUANHOM
1 303UHOM. CTPYKTYpbI, HaNOMUKUHatoLLMe cobol
rnaHAyfpHble CTPYKTYpPbI

O6cyxaeHue.

OcCHOBHbIM HanpaBsiieHneM neveHns HO Il ana-
eTcsa Xupypruuyeckoe yganeHwe onyxoau. Jlyuyesas
PucyHok 5 — X 100. Okpacka reMaToKCMAVHOM Tepanua Tak>ke NPpMMEHAETCA Npn MaaiurHnsaumn 3a-
1 3031HOM. PaspactaHiie nyuKkoBbIX CTPYKTYp 6oneBaHus [9]. Oba meToga nevenns HO Il mukpo-
XMpYypruyeckoe yaaneHne u JydeBas Tepanus Ao-
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NOJIHAKT APYr Apyra. YAanuTb TMraHTCKMe OMyxoam
npn H® Il HamMmHOro cnoxHee, Yem yaannTb OANHOY-
Hble, O4HOCTOPOHHME OMYXOAWN, MOCKOJbKY TUraHT-
ckune n 6onblumne onyxonn npu HO Il yacto mMynbTm-
dOoKasbHble, MOABAAOTCA «KaK rpo3Abs BUHOrpasa»,
NAOTHO ObxBaTblBatOT M ObpacTatoT cocefHne aHa-
TOMUYECKME CTPYKTYpbl: MarnctpasnbHble COCyApbl,
yepenHble HepBbl. OTO YBEINYMBAET PUCK MOBPEX-
AEHVS JaHHbIX CTPYKTYP: apTepuii U BeH, YepernHbIX
HepBOB OybHaPHOW FPyMMbl, CIYXOBOrO W NLEBOTO
HepBa, a noTepsa GYHKLUUN AaHHbIX HEPBOB ABASETCA
OAHOV M3 CaMbIX HeXenaTeNbHbIX OCNOXHEHUI, XOTS
3TO OC/IOXKHEHME Celrtyac BCTPEYaEeTCs ropasso pexe.
B Tex cnayuasx, korga onepawumsa He MOXeT ObITb Bbl-
MOJMHEHA B CWJY OMpeseNeHHbIX 06CTOATEeNbCTB, Ny-
yeBas Tepanua CTaHOBUTCA He3aMeHUMbIM, 3ddek-
TUBHBIM MeToZoM niedeHus HO Il K coxxaneHuto,
nHoraa nauuneHTbl ¢ HO Il ctaHoBATCS MHBaAMaamu,
a HeKOTOpble MaumneHTbl C MHOrOOMyX0oNeBbIM 3a60-
NleBaHVEeM yMMParoT B ABajLaTv- Wan TpuauatuieT-
Hem Bo3pacTe. TakvM 06pa3oM, caMoi r1aBHOM Lie-
Nbto neveHuns nauyneHTtoB ¢ HO |l aBnseTcs yganeHve
OMNyXONN C COXpaHeHeM OYHKLWNA, BOBEYEHHbIX
B MATO/NIOMMYECKUA NPOLLECC YEePENHO-MO3rOBbIX He-
PBOB, U MOAJEpPXaHNe «Ka4yecTBa >XXW3HW». bbiBatoT
cMTyaumn, Korga onyxo/b YAanuTb He MpeacTaBas-
€TCA BO3MOXHbIM B CWUy OMpezeseHHbIX 0bCTos-
TE/IbCTB, MO3TOMY HEO6XOAMMO Cepbe3HO B3BECUTb
NpenmMyLLecTBa U HeAOCTaTKM XUPYPIUU U JIy4eBOM
Tepanuu, a Takke y4yecTb BCe PUCKM U OCIOXKHEHMA
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onepauun. Xmpyprmyeckoe seyeHve gaHHoro 3abo-
JleBaHWA AB/SETCSA 30/10TbIM CTaHAAPTOM, a JlyyeBas
Tepanus fBASETCA a/bTePHATMBON U He3aMEHUMbIM
WMHCTPYMEHTOM MNpPU SIeYeHUW onyxosei HebonbLLmx
pa3MepoB, KPOME TOro, OH MUHUMU3UPYET PUCK MO-
BPEXAEHNS YepPEnHO-MO3roBbIX HEPBOB U Pa3BUTUS
TaKMX MOCTOMEPALMOHHBIX OCOXHEHWUW KaK, Hanpu-
mMep, OynbbapHbIA CUHAPOM, BKIHOYAs CHUXKEHWE
KalwneBoro pednekca U paccTpoincTea rnotaHus [3-
6].

3akaroueHue.

K neyeHuto naLmeHToB C TakMM CNOXKHbIM 3ab0-
NeBaHWeM Kak Henpodubpomatos | u Il Tuna Bpau
HEeNpOXMPYPr AOMKEH MOAXOAUTb WHAMBUAYANbHO,
Yy4YnTbIBaTb CMOCOBHOCTb AAHHOW OMyXO/au pacnpo-
CTPaHATbCA Ha 2 1 Hoslee aHaTOMMYECKMX CTPYKTYPbl
roJloBHOro Mosra. HeobxoanMMo co3gaBatb KOMaHay,
COCTOSILLYHO 13 CMeLmnanncToB pasinyHoro npoduns:
Helpoxupypra, OTOPWHONAPUHIONOMA, COCYAMUCTO-
ro XMpypra, OHKOJ0ra, NAacTMYeckoro xmpypra (ans
PEeKOHCTPYKLMN  aedeKkToB  MocaeonpeaLvioHHON
paHbl). Takxke 0bs3aTelbHbIM UHCTPYMEHTOM MK ON-
LMeiRn JOMKHO OblTb UCMO/Nb30BaHWE WHTpaonepa-
LMOHHOIO HEVPOMOHUTOPUHIa YeperHbiX HepBOB,
3TO HeObBXOAMMO AN COXPaHEHUSt aHaTOMUYECKON
N GYHKLMOHANBHOW LIeNOCTHOCTM YepernHblX HEPBOB
n npepoTBpalLeHna 6ynbbapHOro cuHApoma v apy-
FMX HEBPONOTNYUECKMUX HapYLLUEHWN.
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MOWbIHHbIH, BYWIP BETIHAEr ANbIM ICITI, OHbIH OH XAK
MHTPAKPAHUANDbAbI MULWbIKTbIH TEMNC®EPACDI
MEH MU BAFAHbIHA KAPAW KbICbIM TAPANYbI:
TOXIPUBEAEH ANbIHFAH XXAFAAN

Makanasa aypyAblH Aamy >Kaffalbl, OHbIH, JaMyblHblH, epTe Ke3eHiHZAeri aypyZbl AvarHocTnkanay epek-
enikTepi XaHe Kencananbl emaey agici kepceTinreH. | xoHe |l TunTi HepodnbpomaTtosbeH aybipaTbiH Ha-
yKacTapAbl emzey YLiH HEMPOXMPYPT Aapirep apHanbl AalibiHAbIKNEH Kapay Kepek , Oy icik MUAbIH 2 XaHe
OfaH fa Ken aHaTOMUANbIK, KypblabiMAapbliHa Tapabin ecyiH eckepyi Kepek aereHai bingipeai. Op Typai npo-
bunbgeri MamMaHgapaaH TypaTbiH TOM: OTOPUHONAPUHIOION, aHIMOXMPYPT iCIKTI XKOMAbIH, PaanKanibliblfbiHa,
HEeBPONOTMAbIK TaNLbIILIKTbIH 60/IMaybiHa XaHe HayKacTblH &Mip Cypy canacbiH cakTayFfa TblpbICybl KEPEK.

Herisri ce3gep: HellpodunbpomaTos, WBaHHOMA, HeMpopubpoma.
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A CASE OF A GIGANTIC TUMOR IN THE LATERAL SURFACE OF THE
NECK WITH INTRACRANIAL SPREAD TO THE POSTERIOR CRANIAL
FOSSA, CAUSING COMPRESSION OF THE BRAINSTEM AND THE RIGHT
HEMISPHERE OF THE CEREBELLUM

The article presents a case of disease development, highlighting the specifics of early-stage diagnosis and
the multidisciplinary approach required. This means that the treatment of patients with neurofibromatosis
types | and Il requires a neurosurgeon to adopt an individualized approach, taking into account the tumor’s
potential to spread to two or more anatomical structures of the brain. A team of specialists from various fields
such as an otolaryngologist and vascular surgeon should aim for radical tumor removal, the prevention of
neurological deficits, and the preservation of the patient’s quality of life.

Keywords: neurofibromatosis, schwannoma, neurofibroma.





