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Menynnosnurennoma (M) — pekas 3JI0Ka4eCTBEHHAS OMyX0Jib, KOTOPas OTHOCUTCS K MPUMUTHUB-
HBIM HEHPOIKTOAEPMAJIBHBIM OIYXO0JISIM rOJIOBHOIO M CIIMHHOIO MO3ra U BO3HUKAET y JeTei Miiaj-
urero Bozpacra. Taksxe MO MosKeT mopaskaTh HIJINaPHOE TEJI0, CeTUYATKY U 3pUTeNbHBIN HepB (3H).
Pemcoc'n, JIaHHOﬁ IIaToJIOTUHU U OTCYTCTBHUE JIOCTaTO‘IHOﬁ nmbopmam»m BIMAIOT HA HEOTHO3HAYHbIE

moAXoabl K quarnoctuke u jgJeuennro MO 3H. IlpeacraBiieH KINHUYECKHI TpUMe] 3JI0KAYECTBEHHOM
omyxoau 3H — M9 ¢ BHyTpuUIJIa3HBIM pacIpoCcTpaHeHUeM, HMUTUPYyomasa petuHodaacromy (PB) y
nmanueHTa B Bo3pacTe 15 Mec, 10 MOBOY 4ero ObLjIa IMPOBeIeHA HEOAHIOBAHTHAS XUMHOTEPAINsI

OAOTI'n4

(XT). Baarogapsa ogHOSTAaIHOI MOCJEIOBATEJIbHOIN Omepanuyu — mpexuas3MaiabHoil pesdexknuu 3H c
JHYKJIeanyell riasa ObLI He TOJBKO YyTOUYHEH MOP(}OJOTHUEeCKUIl JUATHO3, HO U JOCTUTHYT JIOKAJIb-
HBIIl KOHTPOJIb HAJI OMyX0JbI0. B mociaeonepanmonaom nepuoge npoepeneHa XT Bropoii suHum 6e3
ayueBoii Tepanuu (JIT). Cpox HaOIIOgEeHUA ¢ MOMEHTa omepanuu 0e3 MpU3HAKOB 3a0oneBaHusa 14
Mec, a mocJae OKOHYaHu A JedeHns — 12 mec. MO 3H MoskeT KINMHIYECKN CHUMYJINPOBATH 60JIee 4acTyIo
BHYTPHIJIa3HYIO onyXo0Jb y Aereil — PB. Ecau pamnkaiasHoe yaageHne OIyXoJi BO3MOSKHO, OIlePaIus
JOoJIKHA OBITH BhIModHeHa. MO 3H yrposkaer mosiBiieHHeM MeTacTa30B, IIO3TOMY JeUeHUe CIemayeT
couerats, B T.4. 1 ¢ XT. Heooxogumocts JIT caexyer o6cy:kmaTh. 3a MOCJIeTHUE TPU AECATHIIETHS
Bcero 15 paGoT, onmy0JMKOBAHHBIX B HAYYHOM JuTeparype, moceameHsl MO 3H ¢ uHTpaoKyJISpHBIM
pacnpoctpaHenueM. B 3aBucumocTu ot crenenu nopaskenusa 3H aBTopsr 6 u3 15 crareii ykasaau Ha
HCIO0JIb30BaHNEe KOMONHMPOBAHHOIO XHPYPIrHYECKOro IMOIX0a B COUYETAHHYU JHYKIEAIMH IjIa3a H
KpaHHoTOMUM. [[aHHBIH KIMHNYECKHI CIydail TeMOHCTPUPYET IMOJTOKUTEIBHBIH Pe3yJIbTaT MyJIbTH-
JUCIHUILINHAPHOTO MOIX0a B JIeUeHNN NAIlMeHTa ¢ MHTPAOKYJIIPHBIM pacupocrpanennem MO 3H.
Kniouesvie cnosa: onKoopmanvmonozus, 0emcras OHKOL02US, MeOYLA0INUMEeAUOMA, 3PUMENbHBLIL
Heps, KAUHUYeCKUL CaAYyYaill.
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MALIGNANT MEDULLOEPITHELIOMA OF THE OPTIC NERVE WITH
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Medulloepithelioma (ME) is a rare malignant tumor, which belongs to primitive neuroectodermal
tumors of the brain and spinal cord and occurs in young children. ME may also affect the
ciliary body, retina and optic nerve (ON). The rarity of this pathology and the lack of sufficient
information affects ambiguous approaches to diagnosis and treatment of ON ME. The article
presents the clinical example of a malignant ON tumor — ME with intraocular proliferation that
mimics retinoblastoma (RB) in a patient 15 months of age. The patient underwent neoadjuvant
chemotherapy (CT). Single-stage sequential operation, ON prechiasmal resection with eye
enucleation, allowed not only to clarify morphological diagnosis, but also to take local control over
the tumor. In the postoperative period, a second-line CT was performed without radiation therapy
(RT). The observation period from the surgery without signs of disease is 14 months, and after the
end of treatment — 12 months. ON ME can clinically simulate a more frequent intraocular tumor in
children — RB. If radical removal of the tumor is possible, the surgery must be performed. ON ME
threatens the appearance of metastases, so treatment should be combined, incl. CT. The need for
RT should be discussed. Over the past three decades, there were just 15 publications in scientific
literature on ON ME with intraocular proliferation. Depending on the lesion extent, authors of
6 out of 15 articles indicated the use of a combined surgical approach with eye enucleation and
craniotomy. This clinical case demonstrates a positive result of a multidisciplinary approach in
treating a patient with intraocular proliferation of ON ME.
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Mepynmosnurenuoma (M) — penkas sjokaue-
CTBEHHasd OIIyXO0Jib, BOBHUKAWOIIAA Yy AeTel MJaj-
IIero BO3pacTa U IopaskaroInas IPenMyIecCTBEeHHO
6OJIBIITHE TTOJTYIIIAPUA TOJIOBHOTO MO3T'a, OTHOCATIIAA-
cAd K TIPUMUTUBHBIM HEWPOIKTOAEPMAJBLHBIM OITY-
xosnam ITHC [1]. Kpome sToT0 CcyIiecTByeT riiasHasa
¢dopma 3a00I€BaHUSA C TTPOUCXOKTCHIEM 13 OECTIUT-
MEHTHOTO BIUTEJINA MUJINAPHOTO TeJja, Pamy:KKH,
ceTuaTKu wuiau 3puteabHOro HepBa (3H). Brupgy
He6GOJIBIITOTO KOJIMYEeCTBA OMMUCAHHBIX B JIUTEPATYPe
cayuaeB MO 3H mpen- u mocaeomnepaioHHOe Befe-
HUe 9TuUX OOJBLHBIX He paspaboramo. Humke mpen-
cTaBJieH TepBbIH B Poccum KIMHUYECKUI caydan
M9 3H ¢ mHTPaoKyJAPHLIM PACIIPOCTPAHEHUEM, B
JIeUeHUU KOTOPOTO UCIIOJIb30BaICAd KOMOMHUPOBAH-
HBIN OINEPAI[MOHHBIA AOCTYI, COUETAIOIINIT HEWPOo-
XUPYPTUUECKU 1 OPTATBMOJOTUYECKUH DTATI.

Kaunuueckoe HabII0geHUE

VY neBouku 1 roma 3 Mec poAUTe N 3aMETHUJIN «CBeUe-
HUe» 3padyKa IpaBoro riasa B gexabpe 2017 r. ITpu o6cie-
MOBAHWU 110 MECTY JKUTEJIHCTBA 3aMI0J03PEeHA PETUHOOIA-
croma. PoxpuTenu ¢ pebeHKOM CAMOCTOSTEJIbHO 00paTH-
auck B HUM IOT" B auBape 2018 r. MuadopmMupoBanHOe
corJilacre pOAUTeJIel ITOJYUYEHO.

Huaznocmuueckue npoyedypoe

ITpu o6pamenuu 8 HUU JOTI sputenbHbIe QYHKIINT
IPaBOTO TIJiada OTCYTCTBOBAJIW, BHYTPUTJIA3HOE IaBJie-

HUe aJbIIaTOPHO OBLIO HOpPMAaJbHBIM. IIpm o6GpaTHO
o(pTaIBMOCKONIUY U O0CJIeNOBAHUU PETUHAJIBHOM KaMme-
POt 0 TAIBEMOJIOT BEIABIII OOIIMPHBIN HHTPAOKYISAPHBIH,
MPOMUHUDPYIOIMIUI B CTEKJOBUILHOE TEJO OIYXOJIEeBBIN
oyar, PacupOCTPAHAIIUICA OT 3aLHETO IOJIca IJjasa
IO 3aJHEN KalcyJbl XpycTajuka (puc. la) ¢ Hammumem
OITyXO0JIEBBIX OTCEBOB B CTeKJIOBUAHOM TeJe (puc. 16). ITo
IaHHBIM YJIbTPa3BYKOBOro uccienopanud (Y3U) (puc. 2),
B IpaBOM TIJjiady oOOHApPy’KeHa OIyXO0Jb pasMepaMmu
17x7x16 ™M, Oyrpucras, HEOJHOpPOAHAs, COJUIHALA,
KOHTYDPBI HEUETKNE, PACIPOCTPAHEHHOCTH OIPENeIUTH
3aTPYLHUTENBHO, OIYyXO0Jib AedopMUpyeT 3aTHUII KOH-
Typ TJa3HOro A0J0Ka. OMyXoJsib HMIMPOKO IPUJIEKUT K
3alHEMY CEerMEHTY IJia3a, IPOMUHUPYET N0 XPYCTATIUKA
u pacmpocrpansercs no xoxny 3H B Buze ysia pazmepamu
16x11x13 mM. Idxorpaduuecku oO0pa3oBaHUE COJIUIHOMN
CTPYKTYDBI, CPeAHEH 9XOI€HHOCTH C TI'UIIePIXOTeHHBIMU
BKJIIOUEeHUAMU. llepemHss Kamepa U XPYCTAJIUK IJiasa
He usMeHeHbI. JIeBbrIii ry1as, 3H u perpobyibbapHoe mpo-
crpaHcTBO Oe3 martosjoruu. CorsiacHO IaHy 0o0CJenoBa-
HHUA IIAIlMEeHTOB C BHYTPUIJIASHBIMU OIIYXOJAMMN 6I)I.TIa
BBIIIOJTHEHA MarHUTHO-pe3oHaHcHas ToMorpadusa (MPT)
OpOUT U TOJIOBHOTO MO3Ta C BHYTPUBEHHBIM KOHTDPACTH-
poBaHueM (puc. 3), KOTOpas BBIABUJIA OIYXOJb HeIpa-
BUJILHOU (DOPMBI, IIMPOKO IIPUJIEIKAIIYI0 K CeT4aTKe C
pacupocTpaHeHWeM OT 3aJHEero CerMeHTa 0 XPYCTAIUKa
npaBoro ryasa pasmepamu 1,9x1,4x1,7 ¢cM ¢ MHTEHCUB-



Puc. 1. ®oToapXuB peTHHAJIBHON KaMePbl: UHTPAOKY IAPHbII
OIIYXOJIeBBIN OdYar (a), MHTPAOKYJIAPHBIN ONMYyXOJEBBIH oYar
C HAJINYMEM OILyXO0JIEBBIX OTCEBOB B CTEKJIOBUAHOM TeJe (0).

Puc. 2. Y3U mnpaBoii opOUTHI: OMyXO0Jb IJa3a pa3Mepa-
mu 17x7x16 MM, IPOMUHHPYOIIAS A0 XPYCTAJAHKa H pac-
npocrpaHaiomascsa mo xoxy 3H B Bume ysma pasmepamu
16x11x13 mm.

Puc. 3. MPT op6ur u rososuoro mo3sra T2 WI ¢ skuponogas-
JIeHHeM, aKCHAJIbHAS MPOeKIHs.

Omyxonb HEIPaBUJIbHON (DOPMEBI, IIHPOKO IIPUJIeKaIias
K CeTuaTKe C PACIpPOCTPaHEHWEM OT 3aJHEro CerMeHTa o
XpycTajluKa mpasoro rijasa pasmepamu 1,9x1,4x1,7 cm ¢
VHTEHCUBHBIM HEPAaBHOMEDHBIM HAKOILJIEHNEM KOHTPACTHOI'O
npenapara u HuskuM MP-curHanmom. OnyXosb IPUIEKUT K
nucky 3H, nHGUIBTPUPYET €ro U pacipoCTPAHAETCH 110 XOAY
opburanbHo yactu 3H.

HBIM HEePDAaBHOMEPHBIM HAKOILJIEHMEeM KOHTDPACTHOTO IIpe-
napara u HuskuM MP-curnasom. OmmyxoJsib IPUJIEIKUT K
nucky 3H, mHQUIBTPUPYeET ero u pacupoCcTPaHAETCS II0
xony opburanpuoii yactu 3H. Cam 3H nHepaBHOMEpHO
yroamieH no 1,4 cMm, CTPyKTypa ero HeOZHOPOAHAas Ha
BCEM IIPOTSAMKEHUU. DKCTPAOKYJIAPHBIE MBIIIILI gudde-
pernupyiorca. IIpusHakoB mHOUIBTPAIUM He BBIABIE-
Ho. CiesHas kejyesa 6e3 ocobeHHocreii. JleBass opbura u
TOJIOBHOI MOST 0e3 ITaTOJIOTUH.

C 1esplo0 yTOYHEHUS PACIPOCTPAHEHHOCTH OITyXO0JIe-
BOTO IIpOIlecca pacIIupeHHOe OHKOJIOTHYeCcKoe o0cieno-
BaHMe, BKJIIouaioiee Y3V permoHapHbIX U OTAAJIEHHBIX
auM@paTUYeCcKUX y3JI0B U BHyTpeHHUX opranos, KT opra-
HOB I'DYAHOU KJIETKY, PaJUOM30TOIIHOE MCCJIeLOBaHUE C
99mTe-ocdoTex KocTeil cKeseTa, HCCIefOBaHHUE KOCT-
HOTO MO3ra W JIMKBOPA, He BBIABUJIO METACTATUUYECKOI'O
IIOpaKeHU4.

Ha ocHOBaHuUU pes3ysibTaTOB KOMILIEKCHOTO 00CJIem0-
BaHUJ IaIlIeHTKe BBICTABJICH KINHNUYECKUN quaraos: PB
cIpaBa ¢ 9KcTpadysb0apHBIM pacupocTpaHeHueMm mo 3H
C BO3MOYKHBIM MHTPaKPAHUAJIBHBIM PACIPOCTPAHEHHEM.
Cragusa TANOMO.

Jewenue

ITarueHTy 6BLJIO0 HABHAUEHO JIeYeHMEe COTJIACHO IIPOTO-
KoJy BemeHus 60iabHBIX PB BhicOKOTO prucka. IIpoBeneno
nBa Kypca cucreMHou nonuxummumorepanuu (IIXT) mo
cxeme: nmukJgodochamun 13 Mmr/Kr maccel Tesa, gau 1-5,
BHYTPUBEHHO KalleJIbHO; KapOomuatTuH 12 MI'/KI' Macchl
TeJia, AeHb 5, BHYTPUBEHHO KalleJIbHO; 3TONo3ul 3,3 Mr/
KT Macchl Tesia, JHU 1—5, BHYTPUBEHHO KalleJIbHO.

Kaunnuecku, a takske npu ¥Y3U u MPT xoHTpose
nocJjie 1ByX KypcoB cuctemHuoi IIXT oTBera omyxoJsu Ha
JeuyeHVe He OTMeYeHO.

PemenveM MyJabTUIUCIUNINHAPHOTO KOHCUJIHUY-
Ma OHKOJIOI'0OB, O()TAIBMOJIOTOB U HEHPOXUPYPTOB CTATIO
BBITIOJIHEHWE OJHOMOMEHTHOM HeHpoodTabMOJIOTHYe-
CKOM omepanuu B 00'beMe KOCTHO-IIJIACTUYECKOU ITepuo-
HaJbHON KPAaHMOTOMUM, KOMOMHUPOBAHHON C JaTepasb-
HOI opOUTOTOMUEN U SHYKJealuel riias3a cirpasa.

IIpomoxon onepayuu

1-it 9man — oTcedeHUe IOPAKEHHOr0 OIIYXO0JIBIO IIpa-
Boro 3H Ha ypoBHe Xxma3Mbl, MOOUJIM3AIUI 1 BLIBUXUBA-
HUe MHTPAKPaHUAJIbLHOI ero Y4acTu B OPOUTY.

ITosmoskeHMe MAIUMEHTKU HA OIEPAIMOHHOM CTOJIE
Jle}Ka Ha CIIUHe, rojJioBa 3a)UKCHUPOBaHA B (PUKCAIHMOH-
Hoii cucreMe MAVI®UJIB]] ¢ moBopoToM HameBo Ha 450,
ITocsie acenTuueckoil oOpPaGOTKU ONEPAIMOHHOTO IIOJISA
OCYIIIeCTBJIEH IIOJYKPYKHBII paspes KOXKU U MATKUX TKa-
Hel B mpaBoil J00HO-BUCOUHOM obsacTu. Koka u Mmarkue
TKaHHN OTCEIapMpPOBAHBI OT KOCTEN uYepelia W OTTAHYTHI
KIepenu. BucouHas MBIIIIIa OTCeIapupoBaHa U OTBeeHa
kHu3y. C ONHOTO TpenmaHAIIOHHOTI'O OTBEPCTUA IIPOU3-
BeJleHa KOCTHO-ILJIACTUYECKasl BUCOYHO-OPOMTO-3UroMa-
TUYecKas TpemnaHanud. TBepjas Mos3roBas 000JIOUKa He
HanpsKeHa, nyabcupyeT. C IOMOIIBI0 KOCTHBIX KyCcaueK
peseInupoBaHa OCTATOUHAA YACTh OOJIBIIIOTO KPHLIA OCHOB-
HO¥l KOCTU A0 BepXHell I'Ia3HUYHON IIeJN U 3PUTEJTbHO-
ro Kamajya. TBepzasa Mo3roBas 000JIOUKA MHOJYKPYKHO
pacceueHna, obpalaioT Ha ce0d BHUMAaHUE BbIpaKeHHBIE
apaxHOUIAJIbHBIE CIIANKU B 00JIACTU CUJIbBUEBOU IIEJIU.
C mnoMoOmIIpl0 MUKDPOMHCTPYMEHTAPUSA OCYIIEeCTBJIEH
IOCTYI K IpexmasdManabHOU uvacTu npasoro 3H. Ilser
HepBa 0eJblli ¢ HOPMAaJIbHOI BacKyJiAapusamnuent (puc. 4).
3H KoaryaupoBaH u pacceueH Ha yPOBHE XMa3MbI (puc. 5).
Hanee 3H nucnonupoBaH B 3pUTEIbHBIN KaHaJl, a UHTPA-
KpaHnaJbHad 4acTh gedeKTa IPUKPHITA IJIaCTUHONA Taxo0-
KoMmba. TBepmas MosroBasi 000JIOUKa YIINTA HATJIYXO.
Ianee pacceueHa HaJKOCTHUIIA MIPABOM TJIA3HUIIBI 0
BepXHeW riasHuuHou mienu. Ha raybube 7 MM B KUPO-
BOII KJeT4aTKe OpOUTHI OOHApPY:KeH WM3MEeHEHHBIN OITy-
xonpi0 3H. HepB MoOMIM3UPOBAH OO0 CYXOMKUJIBHOTO
KoJablia opouthl. Mcceuena 000oJiouKa HepBa M BBIBUX-
HyTa MHTpakKaHaJbHasg dacTb 3H B opbuty. I'emocras.
KocTHBIH JIOCKYT yI03KeH Ha MeCTO U (PUKCUPOBAH IATHIO
mBamMu. Mermna (puKcHpoBaHa K KOCTH ABYMSA IIIBAMU.
YcranoBieH cyOraneanbHbIN ApeHasK. [locyioiiHOe 3amm-
BaHUe KOXKU U MATKUX TKaHed. AceTryecKas IOBA3KA.

2-1i sman — sHYKJeausa IPaBoro rjiasa.

Kpyropoii paspes KOHBIOHKTUBBLI II0 JUMOY, KOHB-
IOHKTHBA OTCEIIapUPOBAaHA, IPSAMble MBINIIEI BEIIEJIEHBI,
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Puc. 4. locTyn K npexuasMajabpHoil yactu nmpasoro 3H.

KOHBIOHKTUBAJBHYIO I0JIOCTh. IlapadynabbapHas MHBEK-
musa Koptukoctepouga 0,5 ma. MoHOKyIApHaAA AaBAIIAA
TOBABKA.

ITaromopdosoruueckoe wucciaegoBaHme IOKAas3aso,
YTO OITyXO0JIEBBIH y3eJI UMeeT TeCHYI0 ¢Bsa3b co 3H (puc. 8).
OnyxoJib sIBJsIeTCA 3JI0KadecTBeHHON MO, Tak Kak OJid
Hee XapaKTepHbI HU3KoAU((epeHIImpOBaHHBIE HENPO-
SIUTeNnalbHbIe KJIeTKHU (puc. 9), KoTopble (DOPMUPYIOT
TyOyJbl W IICEBAOCJOUCTHIE CTPYKTYPHI, mopaskasa 50%
CeTyaTKU, C MAaCCUBHOU WMHBa3Well XOPUOUEU, CKJEPHI
6e3 dKCTPACKJIEPAJHLHOTO PACIPOCTPAHEHNUA, CTEKJIOBUI-
Horo TeJa (puc. 10). Kpome aToro, ormeueHna mpe-, iHTpa-
u perposiamuHapHasa muBasus 3H (puc. 11) 6e3 omyxo-
JIeBBIX KJIETOK B Kpae peseknuu (puc. 12). JleueOGHBIHN
naToMopdo3s 2-i cTemneHN.

IIpoznos

YuurbiBasi COBpeMEHHbIE TTOAXOLBI K JIEUEHUIO GOJIb-
HBIX C KpaiiHe peqKoit marosorueit — MO 3H B mocseone-

Puc. 8. T'ucronornyeckunii MaKpompenapar riasa ¢ 0Tpe3KomM
3H: maccuBHOe mopaskeHue 06osouex raasa u 3H.

Puc. 9. ®opmupoBanue mosaoc u3 HuskoauddepeHHpoOBaH-
HBIX HEHPOIMUTEINAIBHBIX KJIETOK XapaKTepHoOe JJIA 3JI0Ka-
yecTBeHHOI M9.

OKpacka reMaTOKCUJINHOM U 903WHOM, yB. 250.

Puc. 7. I'mas ¢ orpesxkom 3H ygasieH eguHbIM GJIOKOM.

IIPOIINUTHI, IIePECEeUYEHbl Y MeCTa IPUKPEIIeHUA K CKJIepe,
(UKCHUPOBaHBI K CYOKOH'BIOHKTHBE, KOChIe MBIIIIIbI BbI/E-
JIEHBI U TI€PeCeUeHbl, IJ1a3 BEIBUXHYT (puc. 6), TyobIM U
octpeiM myTeM 3H BBIBeieH M3 00JIaCTH CYXOYKUJIBLHOTO
KoJiblla opOouThl. Takum o0pasoM, eIUHBIM OJIOKOM yaa-
JeH a3 ¢ orpeskom 3H (puc. 7). BusyaabHO cKJepa
riasa He usmenena, 3H giaunoii 3 cM, yroamieH go 1,5 cm.
T'emocras. IlocioiiHoe ymmBaHMe paHbl. AHTUOMOTUK B

Puc.10. 3imoxkauectBenHass MO BHYTpPH riasa IpencTaBlie-
Ha HeﬁpOBHHTeJIMaJILHBIMH TyﬁleaMl/l M IICEeBIOCIIOMCTHIMM
CTPYKTypaMH.

OKpacka reMaTOKCUJINHOM U 903WHOM, yB. 150.




Puc. 11. OnyxoueBoe nopaxenue 3H 3a npexgenamu riasa.
Okpacka reMaTOKCUJINHOM U 903UHOM, yB. 150.

Puc. 12. OnyxoseBoii mHBa3uu no JuHuM pesekuuu 3H He
HalJarozaercs.
Okpacka reMaTOKCHUJINHOM U 903MHOM, yB. 150.

PaAaImuOHHOM IIeproae, OCHOBAHHBIX Ha AAaHHBIX I'MICTOJIO-
THUYECKOTO 3aKJIOUEHUA: B HAINEM CJIydYae 9TO 3JI0Kade-
CTBeHHAas, paguKaJbHO ypanenHas MO 3H; myasTumuc-
I_LI/II'[.TII/IHaprlf/'I KOHCHUJIMYM IIaTOJIOTOAHATOMOB, OETCKUX
OHKOJIOTOB U PA{MOJIOTOB IIPUHSJ BO BHUMAHNE, YTO PUCK
PEeIUIUBHOTO POCTA OITyXOJIU B OPOUTE MUHMMAJIEH, OJJHA~
KO 2-4 CcTelleHb JieueOHOTO maToMopdosa He TapaHTUPYeT
BOSHUKHOBEHUE OTHAJIEHHBIX METACTa30B, IIPEXKIe BCETO
B T'OJIOBHOM, COMHHOM MO3Te U B JIeTKuX. IloaTomy OBLIO
IIPUHATO DPeIlleHVe BO3LEPyKATHCSA OT HA3HAUEHUS [UC-
raunuouuoit JIT, HO B KauecTBe aIbIOBAHTHOIO JIEUEHUS
HasHauuTh ABa Kypca cucremuoi IIXT Bropo#t JumHUN
(BUHKpUCTUH, udochamMus, TOKCOPYOUITnH).

B nanpHeiimem manueHT BBIIUCAH AJIS JUCIIAHCEPHO-
ro HabJioeHus 6e3 IPU3HAKOB OCHOBHOT'O 3a00JIeBaHU.

B mamrem ciyyae MBI mMeeM XOPOIIHUH HEMOCPe.-
CTBEHHBIN PE3YJIbTAT C IPOJOJIKUTEIbHOCTHIO HAOJIOme-
Husa 0e3 MPU3HAKOB pernuauBa 3aboseBanusa 12 Mmec mocie
OKOHUYAHUA JIEUCHUA.

Oo6cy:knenue

B 75-90% cayuaeB M3 manudecTupyer B mep-
BOU JeKajle JKU3HU, HO ONMCAHBI CIydaul BO3HUK-
HOBEHUs OIIyxXoJiu B Boadpacte — orT 1 mo 20 jer.
T'ucronoruuecku onyxoJb COCTOUT 13 MHOYKECTBEH-
HBIX CJIOEB U IIOJOC HU3KOAU(DP(PEPEHIIMPOBAHHBIX
HeHpOSIUTeNINaIbHBIX KJIETOK, KOTODble MOTYT
00pas3oBBIBATH Pa3IUYHBLIE CTPYKTYPHI, HAIIOMUHA-
I0IIIVIe 9MOPUOHAIBLHYIO CEeTUATKY 1 6eCIIMTMEHTHBIH
nuauapHbIi snutenuii. Ilo mepe pocra omyxoau
00pasyIoTca CKJIAJKN, MeXXIy KOTOPBIMU CKAaILJIN-
BaeTcA KUAKOCTHOE COAEP)KMMOe, COCTOdAIllee U3
THAJTYPOHOBOU KUCJIOTHI, IT0JOOHOE CTEKJIOBUIHOMY

TeJy, co3faBas ceTyaTnlii Bui. MoryT HabI0qaThCAa
poserku Homer—Wright u Flexner—Wintersteiner,
HO OHU 0OJIbIIle IO pa3Mepy u Ooraye KJIETOUHBI-
MU 3JIeMEeHTaMU, YeM KJacCUudecKue. OTU OIIyXOJIN
KJiaaccupuiimpoausl BO3 Kak TepaTougHbIe U HETE-
paTougHbIe, 3JI0OKAUEeCTBEHHbIE U HE3JIOKAUeCTBEH-
Hole. TepaTougHbINl BApUAHT MOYKET LeMOHCTPUPO-
BaTh reTepoijiaCTuueCKrne TKaHU B BUA€ I'MaJIMHO-
BOTO XpdIlia, pabzomMuobsiacToB, HequddepeHITUPo-
BaHHBIX ME3€HXUMAJIBHBIX KJIETOK, HeﬁpOPJII/IaJIB'
HOU TKaHU U Ap. HeT yHUBepcaJbHBIX KPUTePUEB
ompezesieHNA 3JI0KauecTBeHHOCTH M. Cunraercs,
YTO NIPU3HAKAMU B3JIOKAUECTBEHHOCTU SABJIAIOTCS
y4acTKu HUBKOAU(p epeHIUPOBaHHBIX HeWpoobJia-
CTOB, HAIIOMWHAIOIUX HEHPOOJIaCTOMY, YBEJIUUEH-
HBI} ANepHBIA IIJIeoMOPMU3M U MUTO3BI, aTUIINY-
Had MHUTOTUYECKass aKTUBHOCTb, CAPKOMAaTO3HBIE
ob6y1acTH, KOTOPbIe MOTYT HAIOMHWHATH PabIOMUO-
CapKOMY, CapKOMY U3 BEPeTEHOOOPABHBIX KJETOK
WM TasjKe XOHAPOCAPKOMY C MHBa3Well XOPUOUIeH,
POTOBUITHI UJIU CKJIEPHI C WJIN 0€3 SKCTPAOKYJIAPHO-
ro pacmpoctpanenusa omyxoau [2]. ITo kaaccudu-
KaIluM OIyXOJIEH IEeHTPAJIbHOI HEPBHOU CUCTEMBI
BO3, cocraBnennoii B 2016 r., MO BXOIUT B IPynmy
sMOpUOHAIBHBIX omyxoJiedt [3]. OHa BcTpevaeTcs y
JuIL, 000ero moJia ¢ OMMHAKOBOM YacToToi. J[[aHHBIX
O HACJIE[[CTBEHHOM NOPEIPACIOJIOKEHHOCTU U O
(axTopax pucka pasBUTHUA OMYXOJU B HACTOAIIEE
BpeMs HeT. TOJbKO HeKOTOPbIe m3 MO accomuupo-
BaHBI C HACJEICTBEHHOU! ILJIEBPONYJIbMOHAJIBbHOMN
067acTOMONl ¥ PEIKUM CHHAPOMOM, CBA3SAHHBIM C
myranueii rena DICERI [4]. CiucOK COCTOSHUIM,
acconmuupoBaHHBIX ¢ reHom DICERI1, cocTouT u3
IOOPOKAUECTBEHHBIX U 3JIOKAUECTBEHHBIX HOBOOO-
pasoBaHUII M BKJIOUAET ILJIEBPOIYJIbMOHAIbHYIO
6nacromy (IIIIB), onmyxoysb AWYHUKOB U3 KJETOK
Cepronu—Jleiigura (OKCJI), Kucrosuyo HehpoMy
(KH), capromy mouku wmim HedpoOIacTOMY, y3J0-
BYI0 THUIIEPILIA3UIO ¥ PaK IUTOBUIHON KeJyesbl,
Ha3aJbHYI XOHJPOME3eHXUMAJbHYI0 TaMapTpoO-
my (HXMT'), smOproHanbpHY PabIoMUOCAPKOMY
(OPMC), =meiipobmacTomy, MO nuiamapHOTO TeJja
(M3IIT), runodusapHyo 6sacToMy M HHHEOOJA-
cromy [5]. B rmagzy MO o6bryHO BOSHUKAIOT U3 Gec-
MUTMEHTHOTO 3MUTENNA TUJInapHoro tesa [6], HO B
PEeIKUX CIyYadAX MOTYT HIPOUCXOOUTH U3 PALYyKKU,
ceruatku uiau 3H [7]. PacopocTpaneHHOCT: MHTpA-
OKyJApHON MO — mpubausurenbHo 1 cayuaii Ha
450 000-1 000 000 uemoBexr [8]. MO — meniaeH-
HO pacTyIas omyxoJjb. KimHWYecKue IPU3HAKU
9TOM OMYyXOJIM PasHOOOPA3HBI U HeCIeImU(PUUHBI.
Hawub6osiee yacTo BCTPEUAIOITUMUCA CUMIITOMAMU
SABJAIOTCA: JEeNKOKOpUs, Oeyio-cepoe HOBOOOPa30-
BaHMWe TepeHell KaMmephl IJiada U/UIN PanysKKU,
HEOBACKYJIAPU3ANUA Pagy:KKU, YBeJIUUYeHUEe Ijasa
B pasMepax, 9K30()TaJbM, BTOPUUYHAA IJIAyKOMa,
OTCJIONIKA CeTuaTKU, n3MeHeHue (hOPMBI U pazMepa
3pauka, karapakra[9]. Kiraccuueckumu cumMaToma-
MU MOYKHO CUMTATh HOBOOOPA3OBaHE PECHUTUATOTO
TeJia 1 OIIYyXOJieBbl€ KHUCTBHI. NuBasuBubIE BHYTpU-
ryiasuble MO pacnpocTpaHAIOTCA 3a IPeJesibl IJI1asa,
YTO OIIACHO MeTacTasmpoBanueM. M3 caenyer nqud-
(epeHIIIPOBATE C H0JIEE UACTO BCTPEUAIOIIEIiCA OITy-

ATOAOI'UA
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XO0JbIO JaHHOU Bo3dpacTHOU rpynnsl — PB, npyrumu
PEAKUMU BHYTPUTJIABHBIMU OMYXOJAMMN — OECIIuT-
MeHTHasd MeJlaHOMa, IIIBAHHOMA, aJeHOKapIimHOMa
PETHUHAJIBHOTO IUTMEHTHOT'O SUUTEINs, MeTacTa-
THUecKasd KapIMHOMA, a TaKyKe ¢ HeOoIyXO0JeBbIMU
BOCIIAJINTEJILHBIMU IIPOIlECCAMM, TAKUMU KaK BOC-
nanuTeabHaa rpanyaema [10—-14]. Kpome odransb-
MoJiormueckoro oocienosauusa, Y3 u MPT moryT
TIOMOYb B fUarHOCTUKe MO, /I KOTOPO# XapaKTep-
HBI KMCTHI U OTCYTCTBUE KAJBIIMHATOB B TKAHU OITY-
XOJI, HO OKOHUYATEJIBHO OIPEAEeJIUTh TUI OIIYyXOJN
TI03BOJIAET TOJIBKO TaTOMOP(OIOTUUECKOE UCCIEH0-
BaHme [15—17]. Texkymue Ha 2013 r. MeToxLI JIeUe-
HUS OIYXO0JIeH TJ1asa u opOouTHl y AeTei, B T.u. M9,
OBLIM TIPEeJCTaBJIEHBI B 0030pe OT I'PYIIIIBI aBTOPOB
CIIIA [18]. BoapmuacTBo MO 3/10KaU€CTBEHHBI, HO
OTIaJIeHHbIe MeTacTasbl pefku. MeracTasbl MOTYT
BOBHUKHYTH B JUMMPaTUUECKUX y3JaX IIeu, II03TO-
My C OCOOBIM IIPUCTPACTHEM HY:KHO KCCJIEZOBATH
C TIOMOIIBIO YJBTPAa3BYKOBOUM AUATHOCTUKU IIPEJ-
VIIHBIE 30HBI W Ie0. s BHYTPUTJIA3HBIX OIY-
X0JIefl KJIacCUUecKOi JIOKaJM3aluU WCIOJb3YIOT
JIOKAJIbHOE yAaJeHUe OMYyXOJU IIyTeM UPUIOIIUKJII-
sxToMuUu B coueraumm c¢ JIT. OTm ciayuam UacTo
PEIUANBUPYIOT, UTO TPeOyeT BTOPUYHON 9HYKJIea-
nuu. [lepBuyHasa sHYKJIeausa CUUTAETCA CTaHJaAPT-
HOMl Tepamnueii. Eciu omyxoJsb pacrmpocTpaHseT-
cA 3a MpeJesbl IJlasa, TO JIeUeHUe AOJIKHO OBITH
0oJiee arpecCMBHBLIM, pacCMaTPUBAETCA BOIIPOC 00
aK3eHTepanuu opoursl. Eciiu MO aBasercsa mera-
CTaTMUYECKOW WJM 3aTparuBaeT ApPyrue o6JacTu
mo3ra, coueranue XT u JIT aBnArTCA mIepBUYHBIMU
Mmetomamu JeueHus. HeoagwioBanTHasa XT BKJIIO-
yaeT KoMOuHamuio udochamMuga, KapobomnaaTuHa u
sTonos3una. Heckoabko MopmanbHOcTed JIT BKJIIO-
YaioT CJENYIOIMEe MEeTOAbl: KPAHWOCIHUHAJIbHOE
runep@pakIMOHHOe O0JyUeHUEe C IIOCIEAYIOIUM
00JIyUeHrEeM OCHOBHOM ONYXOJU M KOHCOJUJAIIME
MHTpaTeKaJbHON Opaxurepanueil ¢ MCIOJIb30BaHU-
em utTpud-90, meuemmoro DOTAO-DPhel-Tyr3-
octreotide (DOTATOC). O6b1ur0 M9 BO3BHUKAET U3
IIUJINAPHOTO TeJa, HO ellle B 6oJiee PeIKUX CayUaax
coob1rasock o M3 3H. B GosbIInHCTBE TAKKUX CIIyda-
eB ObLIU 3JI0OKAaUeCcTBeHHBIEe onyxoJu. Ilocie mepBo-
HavyaJIbHOI OIlepaliiy BO3MOJYKHO IIOSBJIEHUE PeIlu-
IUBHOTO POCTA OMYXOJU B OPOUTE, UTO MPUBOIAUT K
Heo0XOIMMOCTH dK3eHTepanuu. Torga mammeHTam
HasHauaeTcA arpeccuBHas XT BIJIOTH IO BBICOKO-
mosao XT ¢ ayTosiormuHOU mepecagKoi mepude-
PUYECKUX CTBOJIOBBIX KJeToK u JIT. 1/ manmeHTOB
yMHpaeT OT BHYTPUUEPEITHOTO PACIPOCTPaHEHUS
unu meracrasupopauus B [[THC. IIpakTuuecku Bce
ManueHThl, ONYXOJU Y KOTOPBIX OTPAaHUYUBAIOT-
cA TJIa30M, IIPU CBOEBPEMEHHO OKAa3aHHOU IIOMO-
mu umeoT 100% BeIKEUBaeMocTh. CMEPTHOCTH B
OCHOBHOM 00YCJIOBJIEHA PACIIPOCTPAHEHUEM 3a IIpe-
IeJibl TJIa3a WJIM MeTacTasupoBaHumeM. Ha maHHBIA
MOMEHT B JIMTEPATYpe OMMCAHO Bcero 15 ciyua-
eB 3JyioKauecTBeHHON MO 3H ¢ MHTPAOKYJIAPHBIM
poctom [19-33]. B 6 us 15 ciyuaeB ogHUM U3 3Ta-
TIOB JieueHusA Oblja peseKIusa mopaykenuoro Mo 3H
C UCIIOJIb30BaHUEM O(GTATBMOJIOTUYECKOTO U Heli-

POXUPYPTUYECKOTO MOAXONA: MTEePBUUHOM WJIU BTO-
PpUYHOI 9SHYKJealluu rjaasa/sK3eHTepanu OPOUTHI
B KOMOMHanmuu ¢ Kpanuoromuei [19, 20, 22-25].
B mpenacraBieHHOM HaMU KJIMHWUUYECKOM CJIydyae
mopdostoruueckuit suaraos M3 3H yTouneH mocJe
yIaJleHUsA OITyXOJIW, BBITIOJTHEHA OJHOMOMEHTHAS
Helpoo(rasbMosioTUYEeCKasA oOmIepanusa B 00beMe
KOCTHO-TLJIAaCTUYECKON IEePUTOHUAJILHON KpPaHUO-
TOMHUY, KOMOMHUPOBAHHON C JaTepaabHOH opOu-
TOTOMMENl ¥ dHYKJeallueil TJjasa cIpaBa, C HeEO-
u agbioBanTHOH XT, 6e3 00MyueHUA, C XOPOIITUM
pe3yabTaToM 0ecCOOBITHIHOTO TeueHUs O00JIe3HU
TocJje OKOHUYAHUA JIeueHus B TeueHue 12 mec.

3aKJaroueHue

MO — pengkasi omyXoJb, IPOUCXOAAIIAA U3 IIPU-
MHUTUBHOTO SOUTEJIUSA HEpPBHON Tpyoxu. Y3U u
MPT moryT moMoub B AUMATHOCTUKE TrjasHoit MO,
I KOTOpPOIi XapaKTepHBI KHCTHI U OTCYTCTBUE
KaJbIIMHATOB B TKAHU OIYXOJU, HO OKOHUYATEIHHO
OIIPeeIUTh TUI OIYXOJIU TO3BOJIAET TOJIBKO IIATO-
MopdoIoTHUYeCKOe uccaenoBanmre. ['JIaBHBIM Jeueb-
HBIM BMeEIIaTEeJILCTBOM IIPEICTABJIAETCA OIMepPaATHB-
HOe yaajJeHune OIyX0Jii, 00beM KOTOPOTO 3aBUCUT OT
OITyXO0JIEBOTO pacipocTpaHeHus. [IpuMenenue Kpa-
HUOTOMUHU IJiA yraneHus MO 3H, Ha Hamr B3TIAL,
OIIpaBIAaHO, KOTJA OOLIUHON SHYKJIeallnu rJasa He
OyZerT MOCTATOUHO MJis PagUKAJIbLHOTO yIaJeHUs
omyxXoJyin. ['MCTOJIOTMUYECKOe 3aKJIIUeHHe — 5TO
OCHOBA [AJIA OIpeaeeHnA TaKTUKU JeUeHU Maru-
euToB ¢ M9 3H. ITockoabKy mpakTuuecku Bce MO
3H 3iokauecTBeHHBIE, B IIEPBYIO ouepenb HE00XO0-
IMMO paccMaTpPUBATL BBeJeHHe B ILJIAH JIeUeHUS
XT. Ho6aBaeume kK jgeueHuto JIT ciegyer obCy k-
IaTh, €CJAW HEeT BO3MOYKHOCTH IIOJIHOCTHIO VIAJIUTh
OIyXOJIb WJIN OIeparusa BBITIOJHEHA He PaTuKajb-
Ho. IMTamuenTtsr ¢ MO 3H mo/KHBI HAXOLUTHCA HA
IUCIIAHCEePHOM yueTe II0CJe OKOHUYAHUS JIeUeHUS
u obcJyiefoBaThCA B IEPBBIM Toa HAOJOAEHUS He
pe:xe 1 pasa B 3 Mec ¢ 00sg3aTeIbHBIM O(TaJIBMO-
JOTUYeCKUM obOcyiegoBanueM, Y3UW opbut m jaum-
daTrUeCcKUX Y3JOB IeW W HPeAYIIHLIX obJacTei,
MPT opbut u roJOBHOTO MO3Ta C BHYTPUBEHHBIM
KoHTpacTupoBanueMm, KT opranoB rpyqHoii KJIeTKHU
— e peske 1 pasa B 6 mec. Jlasmee MHTePBAJIbI MEKIY
00cIe0BaHUAMU MOTYT yBEJIWUMBATHCA. [[aHHBIN
KJIMHUYECKUHN caydaill AeMOHCTPUPYET ITOJOMKM-
TEeJIbHBIN pEe3yJbTaT MYJbTUAUCIIUIINHAPHOTO
MOAXOa B JIEUEeHUHN MallMeHTa C UWHTPAOKYIAPHBIM
pacmpoctpanenuem MO 3H.

Hcmounuk puHancupoanus: He YKasan.

Kongnuxkm unmepecoé: asmopv. 3aagasiom o0
omcymemeuu A6HbLX U NOMEHUUANbHbLX KOHPIUKMOE
UHMmMepecos, C6A3AHHbLX ¢ NYOAUKAYUell Hacmoauwell cma-
mou. T.JI. Ywakxosa — paspabomka KOHYenuyuu cmamou,
c6op uH@opmayuu, pedaKmuposanue, Gopmuposarue
cmambvu u ee HanucaHnue; A.A. Kypwun — cmydeum 4-z20
Kypca meOuyUHCKO20 YyHU8epcumema, c6op u obpabomra
un@opmayuu, paboma ¢ AUMEPAMYPHLIMU UCMOYHUKA-
mu, yuacmue 6 popmuposanuu cmamovu; O.B. I'oposuyosa
— Jedaujull 8pai nayueHma, oPpmanbmonoz, yiacmue 6



0(hmanvmMon0ZULeCKOM Imane onepayuu, c6op ungpopma-
yuu, Qopmuposarue npomoxKosLd Onepayul, nodzomos-
Ka uaarncmpamuenozo mamepuana; A.X. Bexkawes —
0CHOBHOU onepupytowuit Helupoxupype;, T.I'. I'acnapan
— accucmeHm oOnepupyru,ezo Xupypza, Qopmuposarue
npomokoaa onepayuu, nod0zomosxa uaarcmpayuil; fO.B.
Apmemenko — cneyuanucm no memodam duazHocmuue-
CKOll 8U3YaANU3AYUL ONYXOae8blX 3a00se8aHUlL Y Oemell,
nodzomoeKa u OnucCaHue ULLICMPAMUBHO20 MAMepPUa-
na; U.B. I'nexos — ayvesoit mepaneeém, yiwacmue 6 KOH-
uenyuu newenus; B.I'. Ilonakoe — pa3pabomka Konyen-
yuu cmamvu, pedaKmuposarue, npasKd.
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