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MenaHoma Xopuouaeu, CUMynnpyrLLas
ONYX0Jb 3pUTENbHOr0 HepBa:
KNUHUYECKNI cyYvan

Amvmnpsan AT« [MaHTteneesa O.I." « ManboruH AM." « LibiraHkos AlO." - CaakaH CB.

MenaHoma xopuongen - nepBUYHAA 3n0Kaye-
CTBEHHaA BHYTpMria3Haa onyxofib C NAOXUM BU-
TanbHbIM NporHosom. K daktopam, npegpacnona-
ralowyM K npopacTtaHuio MenaHOMbl XOpUouZen
B 3pUTENIbHbIN HEPB, OTHOCAT IOKCTananuIApHYLo
noKanusauuto, 6onblune pasMepbl Onyxonu, ee
AN Y3HbBIN POCT, HanMue HeKPO30B B OMyXOJH,
MOBbILLEHHOEe BHYTPUrNIasHoe AaBfieHVe U 3nu-
TEMOVAHBIA KETOYHbIN TUN Onyxonu. ABTOpPbI
NPUBOAAT OMNUCaHMe KIMHUYECKOro ciy4yad na-
UMeHTKM 31 roga c nMepBUYHbLIM AUATHO30OM OMy-
XONN 3putesnibHoro Hepsa. lNpu odTanbmMocko-
NN BbIABMIEH BbIPAaXXEHHbIN NepunanuInAapHbIN
OTeK, HEeYeTKMe TrpaHuLbl AUCKa 3PUTENIbHOrO
HepBa. Y AWCKa 3pUTeNIbHOro HepBa onpeaens-
NoCb CNierka NpomvHupyollee obpasoBaHue ce-
pO-acnUAHOro LBeTa C HeYeTKUMU rpaHuLamu.
BusyanusmpoBanacb oteyHaa ceTyaTka U MHOXe-
CTBEHHblE C/IBHble remopparun. [aHHble 3Xxo-
rpapun (MPOMUHEHLMA ovara Kak BHYTpM rnasa,
Tak 1 No CTBOJIY 3pUTENIbHOrO HepBa), LBETOBOrO
IONMNNEPOBCKOr0  KapTMpoBaHuA  (efMHUYHbIE
COBCTBEHHbIe cocyAbl B MPOEKUUN opbutanbHom

ellaHOMa XOPMOU/eN — IePBUYHAS 3/10-
KavyeCTBeHHasl BHYTPUI/IA3HAs OIIYXO/b
C IUIOXMM BUT/IbHBIM IIporHo3oM. Ona
JOCTATOYHO [OJITO MOXET HAXOINUTHCS
B IIOJIOCTH I7Ia3a. DKCTPabynIbOapHbIil ee POCT valle
BCEro MMeeT MeCTO IpH IOKCTAIAWUIAPHOI JIOKa-
JMBALUM ONYXO/MM dYepe3 SMUCCAPUM ITOfIeKALIeit
CKJIepBI. VIHBa3WsI MeTTAHOMBI XOPUOU/EN B 3PUTENb-
HbIiT HEPB U ero 000/I0YKY — KpaiiHe pefKoe sIB/IeHE,
KoTOpoe Habmiopaercst Tonbko B 0,6-5,7% crydaeB
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yacT 06pa3oBaHMA) U KOMMbIOTEPHOW TOMOrpa-
éun nossonunn 3anofo3puUTb MEPBUYHYID Me-
naHomy xopuougeu. [InAa yTouHeHWA XapakTepa
npouecca npoBefjeHa TPaHCKOHbBIOHKTUBaNbHaA
opbutoTOoMUA C peBU3nE OPOUTbI 1 3PUTENIBHOFO
HepBa. /IHTpaonepauroHHO BbIAIBNIEHO paclunpe-
HVe MPOKCMMAaJIbHON YacTyi 3pUTENbHOTO HepBa
C YaCTMYHbIM MPOPbLIBOM €ro 06onoyek, 60sbHON
npoBefieHa 3Hykneauma ¢ Mopdonornyeckomn
N MOJNIEKYNAPHO-TeHeTNYecKon BepuduKalmein
NepBYYHOM MenaHOMbl XOpuoupen C UHBasuen
B 3pUTeNibHbIN HepB. lMonyyeHHble faHHble (OT-
CyTCTBME MOHOCOMWM XPOMOCOMbI 3, Aeneuua
KOPOTKOrO Mnjieya XpoMocombl 1, MeTUMpoBaHue
NPOMOTOPHbIX pPanioHOB reHa RASSFTA, myTtauun
B 4 n 5-m 3k30He reHa GNAQ, reHotun CT nonu-
MopdHoro mapkepa C3435T reHa ABCBIT) cBupe-
TeNnbCTBYIOT 06 OTHOCKTENbHO 6GnaronpUATHOM
BUTaNIbHOM MPOrHO3€, HECMOTPA Ha NpopacTaHue
OMyxoSin 3a Mpefesnbl rnasa U CMeLaHHOKNeToY-
HbI ee Tun. MauveHTKe nNpoBeAeH Kypc MpoTu-
BOPELUVANBHOIO MPOTOHHOIO 06ayyYeHns opbuTbl
cymmapHown aoson 58,8 p no 80-90% un3opose.

[1-3].

Menanombl
BO/IN3Y IMCKa 3PUTENBLHOTO HEPBa, Yallle BCEro OKPY-
JKAIOT JMICK 3PUTEIBHOIO HEPBA MMM PACIIPOCTPAHSI-
I0TCA Ha HEro, Of[HAKO peke MHQWIBTPUPYIOT IpU
aToM 3purenbHbil Heps. K ¢dakropam, mpegpacro-
JMaTaomuM K IIPOPACTAHUIO OIYXO/IM B 3PUTENbHBII
HEpB, OTHOCAT Oojblune ee pasMepsl, AugQysHbII
pOCT, HajM4ue B Heil HEKPO3OB, IOBBIIIEHHOE BHY-
TPUITIa3HOE [JABJIEHNUE 11 SIUTENTUOMAHBII K@ TOUHBIII
TUII O1IyXomu [4-7].

B HacToAwee Bpems, cnycTta 7 neT nocse nevye-
HWA, OONbHaA HaxOAWTCA MOA AWHAMUYECKUM
HabnogeHnem opTanbMOIOrOB U OHKOJIOTOB 6e3
MPU3HAKOB JIOKaNIbHOTO PELVAVBA U OTAANIEHHbIX
MeTacTa3oB. [JaHHbI KAVHUYECKUIA Mpumep fJe-
MOHCTPUPYET BO3MOXHOCTb 3KCTPabynbbapHoro
poCTa Manon BHYTPUIrNa3HON MeNaHOMbl XOPUO-
UAen ¥ CUMyNALMU OMYXONN 3PUTENIbHOTO HEPBa,
a TaKXe NnofTBepPKAAeT HeOOXOAUMOCTb TLLaTeNb-
HOTO  KIVHWKO-WHCTPYMEHTalbHOro  obcnepo-
BaHWA ANA NMOCTAHOBKWM MpPaBUIbHOTO AMarHosa
1 afeKBaTHOro BeAeHuA 60sbHOro.

KnioueBbie cnoBa: yBe€alJlbHaA MejlaHOMa, Mena-
HOMa Xopuougen, nieasna 3pnUTesibHOro HepBa

Ana untnposaHma: AvvpaH Al [MaHTeneesa OfF,
Marnborud AM, Libirankos AtO, Caakax CB. MenaHoma
XOpUOWAEN, CUMYIVPYIOWAn OMyxOMb  3pUTEb-
HOrO HepBa: KAMHWYECKUIA  Ciyyal.  AnbMaHax
KNVHUYeckonm meguuuHbl.  2018;46(4):384-9. doi:
10.18786/2072-0505-2018-46-4-384-389.
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Puc. 1. CoctosHMe rna3Horo gHa no AaHHbIM
0dTaNbMOCKOMMNM

KnunHnyeckoe HabnoaeHne

[TaguenTka B Bospacre 31 rofja HalpaB/ieHa B HAIly K/IM-
HUKY C JMAaTHO30M MEPBUYIHONM OIyXONM 3PUTETBHOTO
HepBa cipaBa. VI3 aHaMHesa M3BECTHO, UTO 2 rofja Hasaf
MOSABUJIOCH CHVDKEHME 3pE€HN A IIPABOTO I71a3a, IepUOoIe-
ckue 6omu B r1asy. IIpy 06cmeoBaHMM 10 MECTY SKUTEIb-
CTBa IIpOBEJieHa MAarHMTHO-PE30HAHCHaA ToMorpadus
TOIOBHOTO MO3Ta, YCTAHOBJIEH JMAaTHO3 «HEBPUT 3PUTENb-
HOTO HEPBa», I10 IIOBOJY Y€ro IoJIy4vaaa KOMIIJIEKCHOE Me-
IMKaMEeHTO3HOe JiedeHIe 6e3 MOMoXUTeNbHOro addekra.
3peHne MpOfIONKaNo MPOTPECCUBHO CHIUKATbCA, U TPU
OYepeSHOM OCMOTPE IIO MECTy KUTEIbCTBA NUATHOCTU-
pOBaHa ONYXONb 3PUTENBHOTO HepBa. bonbHas Hampas-
JIEHAa Ha KOHCYNIbTAallMI0 B Hally KIMHUKY. HpI/I OCMOTpeE
YCTaHOBJIEHO OTCYTCTBME 3PEHNUsA IPABOro I7a3a (HOJMb),
3peHue neBoro rnasa 1,0. Buyrpuriastoe gasneHue o6o-
UX I71a3 B Ipefie/laX HOPMBI, TIepefiHNIT OTPEe30K I71a3a 6e3
BUJVIMOJ TIaTOTIOTUH, JIeTKasA aCUMMETPUSA B BBICTOSHUM
rmaza OD/OS=16,5/15 MM, IOABMYXHOCTD I71a3 B IIOJHOM
o6beme. ITpy 0TaTBMOCKONNY BBIABIEH BbIPa’KEHHBIN
nepymannnnﬂprH?[ OTE€K, IpaHMIbl OVICKA 3PUTEIDBHOTIO
HepBa HeYeTKMe, COCY/Ibl CY>KEHBI, M3BU/IMCTDI, HEPABHO-
MepHOro Kanubpa. Y ZMcKa 3pUTENIbHOTO HepBa, IIPeuMy-
IIECTBEHHO CHU3Y U C BHYTPCHHeﬁ CTOPOHBI (HO‘-ITI/I aHy-
JIAIPHO, 3a UCK/IIOYEHNEM BepXHe-Hapy>KHOTO KBaJ|paHTa),
BM3Ya/IM3MPOBAIOCh C/IeTKa IPOMMHMpYIoLiee 06pa3o-
BaHIE CEPO-aCHMIHOTO I[BeTa C HEYeTKMMM I'PaHUILAMIL.
CeTryaTKa OTeyHas, IO BCEMY ITIa3HOMY JHY OIpefens-
JINCh MHO>KeCTBEHHBIE CIMBHbIe TeMopparuu (puc. 1).
JJaHHBIE YIBTPAa3BYKOBOTO MCCIEOBAHMSA MO3BOMUTN
B pexXume B—CKaHI/IpOBaHI/IH BBIABUTH pACIIMPEHNE ITPOK-
CUMAaJIbHOJ YacTM 3PUTEIbHOTO HEPBA, @ TAK)Ke IPOMUHU-
pyIolllee BHYTpUITIa3HOE 0Opa3oBaHMe TONMIUHON 2,1 MM

38cmi4SHz | Tis 0.4 Amiry: 14.12.2011 11:36:59 ] EDV -3.60 cm/s )
- TAmax 542 cmfs *
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Puc. 2. Buayanvzauma runosaxoreHHoro obpasoBaHma
C YETKMMM rpaH1LiaMu Mo AaHHbIM 9xorpadun

AmupsaH Anyw
FamneToBHa - KaHA.
Me[l. HayK, BeA.

HayuJ. coTp. oTaena
odTanbMooHKonormm

1 paguonoruu’

<4 105062, r. MockBa,
yn. CapoBas-
YepHorpsasckasn, 14/19,
Poccuinckaa Oepepaums.
Ten.: +7 (495) 608 41 44.
E-mail: amiryan
@yandex.ru
MaHTeneeBa Onbra
leHHagbeBHa - 4-p
Mef. HayK, Bef,.

Hayuy. coTp. oTaena
odTanbMOOHKONOMNN

1 pagvionoruu’

Maii6ornH Aptemuii
MuxaiinoBuy - Bpau-
naToNoroaHaTom

oTaena naTonornyeckomn
aHaTomuu v ructonorum’

LibiraHkoB AnekcaHgp
IOpbeBNY - KaHa.

Mefl. HayK, M.

Hayuy. coTp. oTaena
o¢TanbMOOHKONOrMN

1 pagvionoruu’

CaakaH CBeTnaHa
BnagumunpoBHa - o-p
Mefl. HayK, npodeccop,
HauanbHUK oTaena
odTanbMooHKonorMm
1 paguonoruu’

1 Di02icm
2 D05%cm

Puc. 3. Onpepenerue eavHNYHbBIX COBCTBEHHbIX
COCYA0B 06PA30BaHWA B PEXMME LIBETHOTO
[IONNEPOBCKOrO KapTMPOBAHWS

11 OCHOBaHIMeEM 5,9 MM U IPUMBIKAIOLINI K CTBOJTY 3PUTETIb-
HOTO HepBa T'MII09XOTe€HHBIi y3€eJI OITyXO/M C YeTKMMM Ipa-
HULaMu pasMepami 8,6 X 5,5 MM, IECTPYKLIMIO CTEKTOBU/I-
Horo Tena (puc. 2). B pexxume 11BeTOBOTO [JOIITIEPOBCKOTO
KapTUPOBAHUA OIPeNe/sINCh eIMHIYHbIe COOCTBEHHbIE
COCyAbl B IPOEKLMU OpOMTA/NbHONM 4YacTy 0Opa3oBaHuUA
(puc. 3). ITpu perucTpaumy CKOpOCTHBIX TOKa3aTeeit Kpo-
BOTOKA I71a3a B LIeHTPa/IbHOJ apTepUy CeTYaTKM OHYU ObIIN
HIDKe, 9eM Ha 370poBoli cropoHe (puc. 4A, B), a remopu-
HaMMYecKye XapaKTepUCTUKY B IJIa3HOM apTepum oKasa-
JINCh CYMMETPUYHBIMU € 00euX cTopoH. KoMmmbioTepHas
ToMorpadus I7a3a ¥ OpOUT IOKasana paclpeHe Mpok-
CMMaJIbHOII YacTy 3puUTeNbHOro Hepsa (puc. 5). C yuyeTom
HETUIMYHON K/IMHMYECKON KapTWHbI M JAaHHBIX MHCTPY-
MeHTaJIbHOTO 06cmenoBanus auddepeHMaabHbI fua-
THO3 TIPOBOAM/IM C HAYa/bHOI IOKCTANAINM/IAPHON Me-
JIAHOMOII XOPMOUJIEM C MAaCCHBHBIM 9KCTPabyIbOapHBIM
POCTOM ¥ OIIYXOJIbIO 3pUTENBHOTO HepBa. /A YTOUHEeHUA
XapaKTepa IIpoliecca IpOBefleHa TPAaHCKOHBIOHKTYUBA/Ib-
Hasi OpOMTOTOMUS C peBU3Mell OpOUTBI U 3PUTEIBHO-
ro Hepsa. VIHTpaonepanyOHHO BBLIABJIEHO paclIMpeHue
IIPOKCUMAJIbHOI YaCTH 3PUTENIbHOTO HepBa C YaCTUYHBIM
IIPOPBIBOM ero 0060/104€eK, 60/IbHOI IpOBeieHa IHYKIea-
nusA. Martepuasz OTHpaB/IeH Ha TUCTOTIOTMYECKOe MCCIIe-
IOBaHue, KOTOpPOe IOATBEPAMNIO KIMHUYECKUIT JUATHO3.
ITaTomoroanaTroMmyeckoe 3aKjIIOUeHNe: y3/I0Bas MUTMeH-
TUPOBAaHHAsA CMEIIaHHOK/IETOYHAs MeTaHOMa XOPUOUJien
(c mpeobnajaHMeM BepeTEHOBUIHBIX KIETOK) IOKCTaIla-
IWUIAPHON okamu3aumu. Ompefienanach OInyxoseBas
MHBa3uA B [JUCK 3PUTEIBHOTO HEpBa C HPOJO/KEHHBIM
POCTOM B CTBOJ 4Yepe3 peIleTYaTyIo IUIACTVHKY U IIpO-
pacTaHue CKJIepbl B 3afjHeM OTpe3ke ¢ (HOpMUpOBaHMEM
04aroB 9KCTpabyIb6apHOro pocTa Mo nepudepun cTBONA

TOrBY «MOCKOBCKMIA HayYHO-MCCNEA0BATENbCKUIA MHCTUTYT rMa3Hbix 6onesHeit umeHn lfenbmronbua» Munsapasa Poccun; 105062, . Mocksa, yn. CapgoBas-YepHorpasckas, 14/19,

Poccuiickaa Qepepaumnsa

Amupan AL, laHmeneega O.I,, MatboeuH A.M., LibizarHkos A.fO., CaakaH C.B.
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Puc. 4. Pernctpauma CKOPOCTHbIX MoKasaTesnei KpOBOTOKa B LIEHTPabHOM apTepum ceTyaTKm

OD (A) n OS (B)

3PpUTEIBHOIO HEpBa OO JIMHUU OTCEYEHUA 3PUTEIBHOIO

HepBa. B 30He 9KkcTpaby1b6apHOTO y3/1a OTMeYeHa MHBA3NA
OITyXO/M B 0O0TIOUKM 11 CTBOJI 3pUTEIBHOTO HepBa (puc. 6).

Mopdonormyeckoit  0COOEHHOCTBIO  OITYXO/IEBOTO
pocTa B HaHHOM cay4dae Obuto muddysHoe IOpaskeHNe
3PUTENILHOTO HEpBa KaK CO CTOPOHBI JUCKa 3PUTETbHO-
rO HepBa, TaK U B 30He 9KCTpabyabbapHOro ysna. B sone
MHOUIBTPAllMM CTBOJIA 3PUTENLHOTO HepBa OTMedeHa
MaccuBHasA MHQUIBTpalUA ¢ IpopacTaHMeM Bcex 060-
JIOYeK ¥ HaJM4MeM O4YaroB-OTCEBOB B IEPMHEBPATbHBIX
mpocTpaHcTBax. IIpy 3TOM B CTBOJIE 3pUTENIBLHOTO HepBa

06Hapy)KI/IBaTII/ICb MHOJXE€CTBEHHDbIE NUTMEHTUPOBaHHbIE
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Puc. 5. KomnbloTepHas
ToMOrpadus opourt.
Crpenkamv oTMe4yeHo
pacwmnpeHve
MPOKCMMAnbHOM YacTu
3pUTENBHOrO HEpBa

Puc. 6.
tOkcTananunnapHaa
MeslaHOMa xopuonaen
C 9KCTPabynbbapHbIM
pocTom no nepudepun
CTBOJIA 3PUTENBHOIO
HepBa. OKkpacka
reMaToKCUMANHOM

1 303VHOM,

00bekTNB X 10
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KOMIIJIEKCHI OITYyXOJIEBBIX KJIETOK C NPU3HAKaMM OYaro-
BOI1 TepuQOKanTbHON BOCHATUTENbHON WHPUIBTpALNN
(puc. 7, 8).

ITocrie BBIMOMHEHNS SHYKIIealuy o6pasel] TKaHM B3AT
IS TPOBENIEeHMSA IUTO- UM MOJIEKY/IAPHO-TeHeTIYeCKO-
ro uccnenosannA. O6pasel; ObIT MCCIEOBAH Ha MaHEIN
MMKPOCATE/I/IMTHBIX JIOKYCOB, COCTOsALIEH n3 17 Mapke-
poOB, HaxopAmMXCA Ha 1, 3 u 8-11 XpoMocoMe, a TaK)Xe Ha
Hajm4ye MeTUInpoBaHus B reHe RASSFIA npu nomomu
aHazmM3a C MIpYMEHEeHMeM MeTUTIyBCTBUTENbHBIX pe-
crpukras. B rene ABCBI/MDRI uccnegosaH nonumopd-
Hb1il Mapkep C3435T (B 26-M 9K30He), U3y4eHbI MyTaLlNU
B reHe GNAQ u ero mapanore GNAII (Q209L, ex5; RI83C,
ex4). [Tomy4enHble faHHBIE CBUETENbCTBOBANN 006 OTCYT-
CTBMM MOHOCOMHUM XPOMOCOMBI 3, OZHOTO 13 Hambornee
HeO0/IarONpPUATHDIX TeHeTYeCKUX (GaKTOPOB Y IMAL[IeHTOB
C yBeaJIbHOJ MeslaHOMOI [8]. BmecTe ¢ TeM y manueHT-
KM BBISIBJIEHA JIe/IeNVisi KOPOTKOTO Ijieda XpOMOCOMBI 1
U eAMHUYHBIE Je/el[i XpPOMOCoM 3 1 8, 4T0, 6e3yCI0BHO,
TOBOPUT O Ha/JM4YMMU yBeanbHONM MelTaHOMBI. PesynbraThl
MOKa3any Halnuyye MeTUIMPOBAHNA IIPOMOTOPHOTO paii-
oHa reHa RASSFIA no pecrpukrase hpall B omyxomnu, 4To
acCOLMMPOBAHO C GIarONPUATHBIM BUTa/JIbHBIM IIPOTHO-
30M [8]. ITo aHHBIM MOJIEKY/IAPHO-T€HETUYECKOTO aHa-
JIM3a onpefeneHbl MyTauu B 4 u 5-M ak3oHe reHa GNAQ,
KOTOpbIe YKa3bIBAIOT Ha Ha/lu4ye y MaIlMeHTKM 37I0Kaye-
CTBEHHOTO MEaHOIMTAPHOIO HOBOOOPA30BAHMUA COCY-
muctoit obomouky riaasa. Ilpu omeHke monmmopdusma
rena ABCBI/MDRI BoisiBner renotun CT nonnmopdHOro
Mapkepa C3435T, xapakTepHblil Ans 6ojiee CIOKOIHOIO
TeYeHNA ONyXoJeBoro npoiecca [9]. ITonry4yeHHbIe TaHHbIE
CBUJIETEIbCTBYIOT 00 OTHOCUTENIBHO O/IarONPMATHOM BMU-
Ta7bHOM IPOTHO3€, HECMOTPS Ha IPOpPACTaHMe OMYXOnu
3a IIpeJIebl I71a3a ¥ CMEITAHHOK/IETOYHBII €€ TUIL.

YunuTpiBasg faHHbIE MATOTMCTONOTMYECKOTO 3aK/II0Ye-
HISA, OOTBbHOI IPOBEfieH KypC IPOTUBOPELVMANBHOTO IPO-
TOHHOTO 00/Ty4eHVsI OpOUTHI CYMMapHOIt 10301t 58,8 Ip mo
80-90% msopmose. B HacTosmee Bpems, CIIyCTA 7 JIET IOCIE
JedeHns1, 60IbHAsA HAXOANTCA IIOf AMHAMUYECKUM HabIo-
HeHneM OQTaIbMOJIOTOB I OHKOIOTOB 6e3 IPU3HAKOB JI0-
Ka/IbHOTO Pely/iBa M OT/Ia/IEHHBIX METACTa30B.

O6cyxpaeHne

IIpopacTanue MenmaHOMBI XOPMOUAEU 3a TIpefenbl
[JIA3HOTO S0/T0Ka TPAMIIMOHHO OLIEHNBAETCS KaK He-
O/aronpUATHBI IPOTHOCTUYECKIIT IPU3HAK, 3HAUN-
MO yXYZLIAIOMNI BUTA/IbHBII IPOTHO3 ManueHTa [ 10,
11]. JledyeHye TaKMX MALJMEHTOB 3a49ACTYIO CONPSDKEHO
C IIPOBEJIEHNEM SHYKJIEALIMH, @ CIyday OPraHOCOXPa-
HAIOLETO JIeUeHUs PeIKM M aCCOLMMPOBAHbI C Orpa-
HMYEHHBIM IIpOpPacTaHMEM OIYXO/IM B BUJIE€ eAVHNY-
HBIX y3€e/IKOB [12].

V3 BHyTpUITIa3HBIX OIYXO0JIE MUHBA3WA B 3pUTEIIb-
HBIII HepB 6o/lee XapaKTepHa ISl PeTUHOOIACTOMBI,

KnuHuyeckme HabnogeHua
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Puc. 7. VIHBa3nAa onyxonw B AnCK Puc. 8. Onyxonesas nHounsTpaumns
3PUTENBHOMO HEPBA C NPOAOIKEHHBIM CTBONA 3pUTENBHOIO HEPBa B 30He
POCTOM 3a peLleTyaTyto MNacTUHKY 3KCTPabynbbapHOro y3na C NpopacTaHviem
(0bo3HaueHo cTpesnkol). OKpacka

reMaTOKCUAIMHOM V1 3031HOM, OObeKTMB X 40 1 GOPMMPOBaAHMEM OYArOB-OTCEBOB

B MeX000I0YEeUYHOM MPOCTPAHCTBE.
Komnnekcbl onyxonesbix KNeTok B CTBONE
3pUTENbHOTO HEPBa, PasfeneHHble
GUOPO3HBIMM CenTamm (yKasaHo CTpesnikamu).
OKpacka reMaToKCUIMHOM 1 303VHOM,

06BbEKTVB X 60

HeXenmu il MellaHOMbL. [1o ZaHHBIM McCIefoBaHums
COMS, yacToTa MHBa3UM 3pUTETbHOTO HEpBa U €ro
o6ortodex 1pu GONBIIMX OIYXONAX cocTasmAer 10%,
npu cpepHux — MeHee 1% [13]. [laHHbIe It Manbix
MeJTaHOM HEJJOCTYIIHBI B CBSI3M C Ka3YMCTUYHOCTBIO
IOff06HBIX CTy4aeB.

Cityyay MHBa3uM MeETAaHOMbI XOPUOWZEY, CUMY-
JIMPYIOLell IePBIYHYIO OITyXOJIb 3PUTEIbHOIO HEepBa,
PeoKM M 3acIYy)XKMBAIOT OTHE/IbHOIO BHMMAHMUA.
AHa/u3 MTepaTyphl OKa3aJl JIMIIb eANHIYHbIE ITy-
6nmukanyy cxoxux Haomopennii. C.L. Shields u coasr.
[14] ommcanmu gBa cOOCTBEHHBIX HAOTIONEHNSA TALIK-
€HTOB C HeOOBUIMMI TUTMEHTVPOBAHHBIMMI IOKCTA-
HalWULAPHBIMY O4YaraMi, IIPU 9TOM M3HAYa/IbHBIN
IMarHo3 B 000MX CIyYasX COOTBETCTBOBAJ IEPBUY-
HOJI OIyXOnM 3puUTeNIbHOrO Hepsa. Ilocnme mposene-
HIUsI MarHMTHO-Pe30HAaHCHON Tomorpadum m 6onee
IeTalbHOro O0QTaIBMOTIOTMYECKOTO 00CTIeOBAHIIS
OblTa PEKOMEHJJOBAHA pPACLIMPEHHAs] SHYKJIALys
C OIIpefieieHVIeM YBea/IbHON Me/TaHOMBI Y IIPY3HAKOB
KOMIIpeccuy 3puTenbHOro Heppa [14]. ITonyueHHbIe
HaMI JJaHHbIE TIOJTHOCTBIO TIO[ITBEP)KJAI0T Pe3y/IbTa-
1ol C.L. Shields u coast. IToMuMoO 3TOro B HacTOAILLEN
paboTe IpOBefEHO KOMIUIEKCHOE MOJIEKY/ISApHO-Te-
HeTHYeCcKoe MCCIeflOBaHNe MTOTy4YeHHOTO MaTepuara.
ITo gauubiM A.C. CroroxmHoi [3], yacTora MHBasum
MeJTaHOMBI XOPMOW/JIeN B 3pUTEIbHBII HEPB COCTaBU-
na 3,66% (Ha OCHOBaHUY PETPOCIEKTUBHOTO aHa/IN3a
328 muctopuit 601€3HN MALMEHTOB), IIPU 3TOM B 60/Ib-
IIMHCTBE C/Iy4aeB OTMevaIach Ipe/laMiHapHas I Ja-
MUHapHas MHBa3WsA OIYXOJIU IIPU ONYXOJIAX IOKCTa-
[MAMWULIPHON JTOKamusanuu. B ykasanuoit pabore
OOJIBLIMHCTBO ONYXOJIell Me/IV BepeTeHOKIeTOUHbII

Amupsan A.l, ladmeneega O.I,, MatboeuH A.M., Libizarkos A.fO., CaakaH C.B.
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uepes 060OYKI 3PUTENILHOTO HEPBa

TUII CTPOEHN, TOIZja KaK B HAIleM VCCIIeOBAHUY
oTMeueH Oosee HeOTArONPUATHBIN CMeIIaHHOKIIe-
TOYHBII TUIL. B TO >ke BpeMs aBTOp yka3bIBaeT Ha OT-
HOCUTENIbHO OTaTONpPUATHBIN (BBDKMBAEMOCTDb Oomee
5 JIeT) BUTQ/IbHBII IPOTHO3 y MAIMEHTOB C IOKCTa-
HAIV/ULAPHON MeTaHOMON XOPMOUJeN, HeCMOTpPs Ha
ee BBIXOJ] 3a IIpefiebl pelleTyaToll IUIACTHMHKY [3].
O6cnenoBaHHas HaMy IIALMEHTKA XKMBA U He MMeeT
PeLMANBOB WV OTHA/IICHHBIX METACTa30B MeTaHOMBI
XOpHONJIeN B Te4eHue 7 JIeT, YTO CBA3aHO, BEPOSATHO,
¢ 67IarOIPUATHBIM MOJIEKY/ISIPHO-TeHEeTUYeCKIM IIPO-
e omyxonu.

IMonpo6HBIl aHAMNM3 MEXaHM3MOB MHBA3UU Iiep-
BUYHOJ METAHOMbI XOPMOWUJEN B 3PUTE/IbHbBIN HEPB
npusogAatT E. Szalai n coasr. [6]. Bcero B uccnenosa-
Hue BKIo4eH 21 nanuent. B nogasnsmomeM 601bIIiH-
cTBe cay4aeB (86%) ompepeneHa OKCTAIANMIISIPHAs
JIOKaIM3aluA MeTaHOMbBI XOpuoupien. ABTOPBL CO-
00IIAIOT O YeThIpeX IyTAX MHBA3UM B 3PUTEIbHBIN
HepB: TpaHcBuUTpeanbHOM (10%), peTMHA/IBHOM
(23%), HETIOCPECTBEHHO IOKCTAAMMIISIPHOM (57%)
u cmemanHoM (10%). VIHBasust SpUTeIbHOTO HepBa
B 67% cny4aeB ObUIa IIpeaMuHapHas, B 10% — mamu-
HapHas U B 23% - mocTnaMuHapHasd. AHa/JOTMYHbIE
MeXaHV3Mbl MHBasuy npusopAT J. Lindegaard u co-
aBT. [2]. ViccmemoBarenn ykaspiBalOT Ha OOMBIIYIO
YaCTOTY HeBepeTEHOK/ICTOYHBIX MeJITAHOM XOPYMOUen
IpY Ha/IMYUM PETPOIAMMHAPHON VHBA3UM ONYXOJN.
B HameM K/IMHIYECKOM IIpYMepe OIMCaHa ITOCT/IaMU-
HapHas MHBA3MUA 0 IOKCTANAMM/ULIPHOMY MeXaHM3-
MYy, 00yCTIOBNMBAIOIAsT CXOACTBO METAaHOMBI XOPIO-
UfeM C IIEPBUYHON ONYXO/IbI0 3PUTEIBHOIO HEpBa,
a caMa OIYXOJIb COOTBETCTBOBA/IA CMEIIAHHOK/IETOU-
HOMY THITY.

OdranbMOCKONNYECKH OIpefieNisieMble LUPKY/Is-
TOPHBIE PacCTPOCTBa (CM. puc. 1) HMOATBEpP>KHAIOT-
Csl pesyIbTaTaMM y/IbTPa3ByKOBOTO JOIIEPOBCKOTO
UCCNIEIOBAHNA TeMOAVHAMUYECKNX XapaKTepUCTIK
KPOBOTOKA B I[EHTPA/IbHON apTepuM CeTYaTKU, 3a-
K/IIOYAIOIVIMICS B BBIPOKEHHON WX IeIpeccuy Ha
CTOpOHE TOpaXeHMsA IO CPABHEHMIO CO 370POBOIL
CTOPOHOII (CM. puc. 4).

BakHOIT ~ MOPQONIOTrMYeckoit  0co6EHHOCTDIO
B HallleM CIy4ae MIOMMMO POCTa OIYXOINM B CTBOJ
3PUTEJIBHOTO HEpBa OIYXOJIeBBIMYU KJIE€TKaMu ObIT
¢dakt nHPUIBTpanNM Bcex ee 000IOUEK U HamMmMIme
04aroB-OTCEBOB B IIEPMHEBPAJIbHOM INPOCTPaHCTBeE.
OTcyTCcTBUE TOKATTBHOTO PeLBa OIyXOMNU B 0p6u-
Te y 6O/IBHOI Ha IIPOTSDKEHNN 7 J1eT HaO/IIOfieHIsI fie-
MOHCTpUpYeT 3¢ PeKTUBHOCTD MOCTXUPYPrUIECKOTO
IIPOTOHHOTO 06/Ty4eHMsT OpOUTHL

Takum o6pasom, mpefiCTaBIeHHOE KIMHNYECKOe
HAOJIIOfleHNe 3aCTy)K1MBAaeT BHUMAHUS C HECKOJIb-
KMX KIIIOYEBBIX ITO3MINIL. Bo-mepBbIX, OTMeuyeH
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9KCTpabynbbapHbIN POCT MajIol IO pa3MepaM Mela-
HOMBI XOPMONZEN, YTO ABJIAETCA Ka3yMCTMIECKNM
crydaeM. Bo-BTOPBIX, ONYXOTb MHUIBTPUPOBAIA
CTBOJI 3pUTENbHOTO HepBa. Kak IOKa3bIBAIOT IaH-
Hble JINTEePaTyphl, Jake B Clydae 9KCTpabymbOap-
HOTO pOCTa MeJIaHOMBI XOPMOMJEU y ANCKA 3pU-
TEeJIHOTO HepBa ee MHPMIbTpaLus — KpailHe pefKoe
sBlIeHUe. B-TpeTbux, cBoeobpasHas KIMHMYECKas
KapTMHA ¥ JaHHbIe MHCTPYMEHTA/TbHOTO MCCIIENO-
BaHUA MOTYT BBI3BAaTb 3aTPY/HEHMA B IOCTAHOBKE
IIPaBMUIBHOTO JMAarHo3a. B-ueTBepTHIX, NpoOBefeH-
HBIIl MOJIEKYAPHO-TeHeTHIeCKMil aHa/lIN3 ITOoKa3as
OTCYTCTBYE MOHOCOMMUI XPOMOCOMBI 3 B KJIeTKax
OIIyXOJIN, 4eM, BO3MOXKHO, ¥ OOYCIOBIIEHO OTCYT-
CTBME TeHepanu3alluy Hpolecca B TeYeHUE CEMU-
JIETHETO HAOTIOfleHNs, HeCMOTPs Ha arpecCHBHBIN
XapaKTep poCTa OIIyXOJII.
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Choroidal melanoma, simulating an optic
nerve tumor: a clinical case

A.G. Amiryan' - O.G. Panteleeva' - AM. Maybogin' -

A.Yu.Tsygankov' « S.V. Saakyan'

Choroidal melanoma is a primary malignant in-
traocular tumor with unfavorable vital prognosis.
Factors predisposing to invasion of choroidal mel-
anoma into the optic nerve include its juxtapap-
illary localization, the large tumor size, its diffuse
growth, the presence of necrosis in the tumor,
increased intraocular pressure and the epitheli-
oid cell type of the tumor. The authors describe
the clinical case of a 31-year-old patient with
a primary diagnosis of an optic nerve neoplasm.
Peripapillary edema and indistinct optic disc mar-
gins were found by ophthalmoscopy. There was
a slightly protruding gray-slate lesion with indis-
tinct boundaries near the optic nerve disc. The ret-
ina was edematous with multiple merging hem-
orrhages. The data obtained by echography (the
focus protruding both inside the eye and along the
optic nerve trunk), color Doppler mapping (single
own vessels in the projection of the orbital part of
the mass) and computed tomography allowed for
the suspicion of the primary choroidal melanoma.
To clarify the nature of the process, a trans-con-
junctival orbitotomy with a revision of the orbit
and the optic nerve was performed. The expan-
sion of the proximal part of the optic nerve with
partial breakthrough of the optic nerve shells was
revealed intraoperatively. The patient underwent
enucleation with morphological and molecular
genetic verification of the primary choroidal mel-
anoma with invasion of the optic nerve. The data

obtained (absence of chromosome 3 monosomy,
deletion of the short arm of chromosome 1, meth-
ylation of promoter regions of the RASSF1A gene,
mutations in the 4 and 5 exons of the GNAQ gene,
CT genotype of the polymorphic marker C3435T
of the ABCBT gene) indicate a relatively favorable
vital prognosis, despite the extrascleral growth of
the tumor and its mixed cell type. The patient un-
derwent a course of anti-relapse proton irradiation
of the orbit with a total dose of 58.8 Gy at 80-90%
isodose. Currently, 7 years after the treatment,
the patient continues to be followed up by oph-
thalmologists and oncologists, without any signs
of local recurrence and distant metastases. This
clinical example demonstrates the possibility of
extraocular extension of a small intraocular cho-
roidal melanoma simulating an optic nerve tumor,
and confirms the need for a thorough clinical and
instrumental examination for a correct diagnosis
and adequate management of the patient.

Key words: uveal melanoma, choroidal melano-
ma, optic nerve invasion
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