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IlepBnyHasa MmegaHoMa OpOUTHI.
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TdreY «HMUWL, rnasHbix 6onesHeit um. Menbmronbua» MmnHagpaea Poccun, yn. Capgosas-YepHorpsaackas, a. 14/19,
MockBa, 105062, Poccusa

2dre0y BIMO «Poccuiicknin yHmBepcuTeT MeanuyHbl» MuHagpaea Poccun, yn. onropykoBckas, 4. 4,

Mocksa, 127006, Poccusa

Ileab pabombr — pempocnek mueHbLl GHAAU3 KAUHUHECKUX, UHCIPYMEHMANbHBIX U NAMOMOPHOA02UHECKUX 0COOEHHOCMEN NePEUHHOLL
MeNanHoMblL OpoUmMblL Ha 0CHO8e cOOCMEeHHbIX HabadeHuil 6 nepuod ¢ 2007 no 2024 e. Mamepuaa u memooot. Illecms cayuaeé nepsuuHoii
MenaHomwl opoumslL 00c1e008aHbL U NposeteHbl Ha 6aze omdena ogpmansmoonkosoeuu u paouosoeuu HMHUI[ I'b um. Teavmeonvua. Bozpacm
NAYUeHmMos8 Ha MOMEHM NOCMAHOBKU OUazH03da 8apbuposan om 18 0o 65 rem (6 cpednem 48,0 17,6 eoda). Y 2 nayuenmos umencs okyn0-
depmanvrulii Meaanos. lnumenvHocms anamuesa eapvuposana om 3 mec do 3 nem. [Ipedcmasnenvi 0cobeHHOCMU KAUHUHECKOU KAPMUHBL,
De3VAbMamvl UHCMPYMEHMANbHBIX MEM0008 UCCAe008aHUSA U NAMOMOpgosocuteckue xapakmepucmuku. [Ipoeedena ouenka KAUHU4ECK020
meueHuUs 3a001e6aHUS HA IMANAX OUHAMUYECKO020 HAOAI00eHUS NAUUEHMO8, U OnpedeeHbl 0COOeHHOCMU 8UMANbHO20 NPOCHO3A C YHEeMOM
makmuxu éedenus u namomopghoaocuueckux ocodennocmeil onyxoau. Pesysbmamot. OcHoéHbie KAuHU1eCKUe NPUSHAKU KAIOHANU IK30-
@dmanem (n = 6), oepanuuerue nodsuxcHocmu enaza (n =4) u yacmuunsiii nmo3s (n = 3). Pazeumue memacmamuueckoii 601e31HU HACMYNUAO
y 3 u3 6 nayuenmos: 6 neckue, Ne4eHs U 20108HOU M03e 6 cpoku uepes 12, 18 u 48 mec nocne Hauana aeuenus coomeemcemeenHo. Hebnaeo-
NPUAMHDbLIL BPOSHO3 UMEIOM ONYXO0AU INUMEAUOUOHO20 U CMEUAHHO20 KAeMOYHO20 MUNA C 8bICOKUM KOAUYECMEOM MUMOMUYECKUX KAEMOK,
8p0COeHHbLI Meaar03. [IpodoadcumenbHoChmb HCUSHU NAUUEHMO8, N00BEPULUXCS OUCAHUUOHHOMY 00AYHeHU Noce YOaaeHUs ONYXO0AlL,
okaszanacs eviute. 3axarouenue. llepsuunas mesanoma opobumel — pedKas azpeccusHass ONYXoab, He UmMeem CHeyUpuUecKol KAUHUKO-
UHCMPYMEHMAAbHOU CUMNIMOMAMUKU, YO0 3ampyOHsiem OUAeHOCMUKY U CUMYAUPYem 000pOKa4ecmeeHHy onyxoab opoumst. Heooxooduma
OHKOHACMOPOJICEHHOCMb 8 PA36UMUL OAHHOU NAMOA0UU Y NAUUEHMO8 C NePEUHHbIM OKYA00epMANbHbIM Meaano30M. [Ipu eepupuxayuu
mpedyemcs noxcuzHeHHoe QuHamuyeckoe Habnodenue. Ha eumanvhblil npocHo3 nayuenmog eausem Kak eUcmoN02uMecKuil mun onyxonu,
mak u ceoespemMernoe nposederue AyHeaoil mepanuu nocae Xupypeuueckoeo aeverus. Jlis syuuieeo NOHUMAHUs namozene3a 3a004e6anus
Heo0X00uMa KOHCOAUOAUUS U NPOBEOCHUE MYAbIMUUCHIMPOBHIX UCCACO08AHUIL C U3YHEHUECM 2eHeMUHeCK020 NPoPuUAL 3a001e6aHUSL C UeabHO
nocaedyroueil pazpabomKu ONMUMANbHOL Mepanuu.

KiroueBble ciioBa: o1yxoJib OpOUTHI; IEpBUYHAS MeJlaHOMa; MeJITaHOMbI OPOUTHI; TIEPBUYHAS MeJJAHOMA OPOUTHI

KoH(paukT uHTEpECOB: OTCYTCTBYET.

IIpo3pauynocTh (GPMHAHCOBOIT 1EATEIBHOCTH: HUKTO M3 aBTOPOB He MMeeT (DMHAHCOBOM 3aMHTEPECOBAHHOCTU B TIPEICTaBICHHBIX
MaTtepuaiax Wil MeTo/Iax.
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Primary orbital melanoma. A case series
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Purpose. Retrospective analysis of clinical, instrumental and pathomorphologic features of primary orbital melanoma based on our
own observations between 2007 and 2024. Materials and methods. 6 cases of primary melanoma of the orbit were examined and treated
at the Department of Ophthalmic Oncology and Radiology of the Helmholtz Medical Center of the Russian Ministry of Health. The age
of the patients at the time of diagnosis ranged from 18 to 65 years (mean — 48.0 £ 17.6 years). 2 patients had oculodermal melanosis.
The clinical course of the disease at the stages of dynamic follow-up of the patients and the peculiarities of vital prognosis taking into account
the management tactics and pathomorphological features of the tumor were evaluated. Results. The duration of the history varied from 3 months
to 3 years. The main clinical signs included exophthalmos (n = 6), restricted eye movement (n = 4) and partial ptosis (n = 3). The development
of metastatic disease occurred in 3 of 6 patients: to the lungs, liver, and brain in 12, 18, and 48 months after the start of treatment, respectively.
Epithelioid and mixed cell type tumors with high number of mitotic cells, congenital melanosis were the indicators of unfavorable prognosis.
Life expectancy was higher in patients who underwent remote irradiation after tumor removal. Conclusions. Primary orbital melanoma is a rare,
aggressive orbital tumor that does not have specific clinical and instrumental symptoms, which complicates the diagnosis and simulates a benign
orbital tumor. It is necessary to be alert to the development of this pathology in patients with primary oculodermal melanosis, which requires
lifelong dynamic monitoring. The vital prognosis of patients is influenced by both the histological type of the tumor and early radiation therapy
after surgical treatment. For a better understanding of the pathogenesis of the disease, it is necessary to consolidate and conduct multicenter

studies with the study of the genetic profile of the disease to subsequently search for and develop optimal therapy.
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MenaHoma — ype3BblYaiiHO arpeCcCUBHAsI 3I0KaYeCTBEHHAST
OIyX0JIb, CTIOCOOHAsI TOpaXkaTh Kak I1a3 (yBeaabHbIi TPAKT), TAK
1 pa3BUBAThCS B MPUAATOYHOM armapare rjiasa (BeKu, KOHbIOH-
KTHBa) 1 B opoute [1]. Hanbosiee yacTo BCcTpevyaeTcst yBeaabHast
MeJIaHOMa, pexXe — MeJlaHOMa KOHBIOHKTUBBI M KOXM BeK [2, 3].

MenaHoma opOUTHl — KpaliHe peakas marojorus. bosee
yeM B 90 % ciry4yaeB mopaxkeH1e OpOUTHI SIBJISIETCS JINOO BTOPUY-
HBIM U XapaKTepu3yeTcsl PaCIpOCTPaHEHUEM OITYXOJIU B OPOUTY
13 conpeAeSbHbIX aHATOMUYECKHX 30H — BeK, KOHBIOHKTUBBI,
I1a3HOTO 0/10Ka UJIM CUHOHA3a/IbHOI 00J1aCTH, TMOO MeTacTa-
TUYECKUM, KaK pe3yJbTaT TeMaTOTeHHOTO MeTacTa3upOBaHUS
MeJaHOMBI B opouTty [4]. [IpuunHOi pa3BUTUSI MeJTaHOMBbI
B OpOMTE MOXKET 0Ka3aThCs MPOAOJKEHHBIN POCT OMYXOJU
B aHO(TATIBLMUYECKOI OpOUTE MOCse SHYKIeAlMH MO MOBOAY
yBeaJbHOI MeJlaHOMBI [5]. YacToTa nmepBUYHOI MeJIaHOMbI Op-
outhl (ITMO) kpaiiHe HU3Ka U, 10 JIUTEPATYPHBIM JaHHBIM, CO-
crapisieT MeHee 1 % ot Bcex ormyxoJieit opouTsI [6]. 3a mociaeaHue
40 neT B OT€YECTBEHHON U aHTJIOSI3bIYHOM JTUTEPAType OMUCAHO
He 6ouiee 100 kamHnueckux ciydaes [IMO [7].

M3BecTHO, yTo [IMO MOXET pa3BUBaThCS de n0Vo, OIHAKO
HauboJjiee YyacTo HabII0AAI0TCS CIyyar pocTa OMyXoJiu Ha hoHe
CYILIECTBYIOLIUX MUTMEHTUPOBAHHBIX O0OPAa30BaHMUI, TAKUX KaK
HeByc Ota, rojyooii rTMraHTOKJIETOYHbIN HEBYC WY OpOUTAIb-
HbIi1 MeJlaHo3 [8—13].

IMauuenTsl ¢ [TMO xapakTepu3yloTcs HEOJIAronPUSITHBIM
BUTQJIbHBIM MPOTHO30M M, KakK MPaBujio, MOrMOaIoT OT JAUC-
TAHTHBIX METACTAa30B B paHHKE CPOKHU MOCIe JieueHus [4, 6,7, 9].

HMMest MHOTOJIETHUIA OTBIT paOOTHI € MAallMeHTaMU C OHKO-
MaToJIOTUe OpOUTHI, MbI 3aJAJIUCh LIEIbIO MPOaHATU3UPOBATh
COOCTBEHHbBIE TaHHBIE U MPEACTaBUTh PE3YIbTAaThl PETPOCTIECK-

TUBHOTO KJIMHUKO-UHCTPYMEHTAIBHOTO U MOP(OJOTHYecKOro
aHanu3a 60sibHBIX ¢ [IMO Ha cepuu KIIMHUYECKUX HAOIOIeHU A
MalyeHTOB, MpoJiedeHHBIX B Tieproa ¢ 2007 mo 2024 r.

MATEPHUAJ 1 METO/IbI

3a yKazaHHbI Mepuos BpeMeHU B oTaee o(pTaTbMOOH-
kojoruu u paguojoruu HMUIL I'b um. I'exbMronbiia obce-
JIOBAHO U MPOJICYCHO 6 MALIMEHTOB (4 MYXUYUHBI U 2 KCHIIIM-
HbI) ¢ MOP(OJIOTMUECKN YCTAHOBJIEHHBIM AuarHo3om I[IMO,
41O cocTaBuIO IpruMepHO 0,1 % OT BeeX MpoJiedeHHBIX 0OJIbHBIX
C HOBOOOpa3oBaHUSIMU OpOUTHL. Bo3pacT nmaiyeHToB Ha MOMEHT
MOCTAHOBKHM JMArHo3a BapbupoBan oT 18 mo 65 mer (B cpen-
Hem 48,0 = 17,6 rona). ITanmeHTH MPOXOIUIN KOMIUIEKCHOE
KJIMHUKO-UHCTPYMEHTAIbHOE U O(TaIbMOJOIrMYECcKOoe 00ce-
JIOBaHUE C OLIEHKOW OpOUTaIbHOTrO cTaTyca. MHCTpyMeHTalb-
HbIE METO/bI BKJIFOUAJIU YJIbTpa3ByKoBoe uccienopanue (Y3M1)
(B TOM 4ucCJie C [IBETOBBIM TOMIJIEPOBCKUM KapTUPOBAHUEM,
LK) u xomnblotepHyto Tomorpacduto (KT) opourt. Bee 60J1b-
HbI€ MPOXOAMUJIU TaKXKe oblecoMaTuyeckoe oociieloBaHKE.
B cinyyae nmoaTBepxkaeHMsI METacTaTUYECKOM MPUPOAbLI 00pa3o-
BaHUSI B OPOUTE MALMEHTOB UCKIIOYAIM M3 JAaHHOTO aHaIM3a.
Bo Bcex cayuasix auarHo3 [IMO ycTaHOBJIEH MaTOTMCTOIOTH-
YeCKHU Moc/Ie TPOBEACHUS XMPYPrUUeCcKOoro JIeUeHUs1 — OpoOUTO-
ToMuM. Mopdoaorniyeckre Uccaea0BaHus MIPOBOIMIM Ha 6a3e
OTIeJ1a MaToJornuyeckoi anatoMuu u rucrojorun HMULL I'b
uM. ['enbmronbua. [Tocie moaTBepXKaeHMSI AMarH03a NalueHThl
HaMnpaBJISUTMCh HA KOHCYJIBTAIIMIO K OHKOJIOTY M paiioTepaneBTy
ISl pellieHusT BOTIpoca O JAOTOJIHUTeIbHOM Tepanuu. [TpoBeneH
aHaJIM3 TeUYEeHMSI OHK03a00JIeBaHUS U OTJAJIEHHBIX Pe3YJIbTaTOB
KOMOMHWPOBAHHOTO JICUEHUSI.

1 62 Primary orbital melanoma.
A case series
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PE3YJIbTATBI

OO6111as1 XapaKTepuCcTUKa MallMeHTOB MpecTaBjieHa B Ta-
Oauue. AHaIM3 Mokasai, YTo IJIMTEIbHOCTh aHAMHE3a MallueH-
TOB BapbHpoOBaJia OT 3 Mec 10 3 jieT (MearaHa — 6 Mec), y IBOUX
u3 HUX (ranueHTbl N 2, 5) mepBble 3Kaio0bl TOSIBUIUCH MOCTIe
nepeHeceHHoit OPBU. Y 2 nauneHToB (mauueHTh No 1, 2) Me-
JlJaHOMa OpOUTHI pa3BUIACh HA (POHE MMEIOLIEroCs IEPBUYHOIO
oKyJI0JepMaibHOro MenaHo3a (Hesyca Ota). [1pu obGpaiieHuun
MalMEeHThI MPEAbSIBISIN KaJI00bl HA OTEK BeK (N = 2), OMyIlleHUe
BepxHero Beka (n = 1), 60Jib B opoute (n = 2), BLICTOSIHUE IJ1a-
3a (n=15), nBoeHue (n = 2), cHUKeHue 3peHust (n = 1), ycuieHue
MUTMEHTALMU KOXU NEPUOKYJISIPHOM 30HBI (n = 1).

OCHOBHBIMU KJIMHUYECKMMU MPU3HAKAMU SIBJSIIUCD
9K30(pTagbM (n = 6, CTeNeHb BBIPAXXEHHOCTH dK30(TaabMa
BapbUpoOBaja OT 2 10 6 MM), YaCTU4YHBII NTO3 (n = 3), nBOe-
Hue (n=2), 60b (n=2), orpaHUYEHUE IBVKEHUS T71a3a (n = 4).
Hapyiienue 3putenbHbIX HYHKIMNM 3aKI0YaI0Ch B Pa3BUTUU
TMIIEPMETPONMYECKOTo acTurMaTuaMa (n = 3), U3 HUX y ABOUX
MALMEHTOB — CO CHUXEHHWEM MAKCUMAJIbHON KOPPUTUPYEMOM
octpothl 3peHusi (MKO3). Y ogHoro 6oJibHOro (mauueHT Ne 3)
3peHUe Ha CTOPOHE MOPAKEHUSI OTCYTCTBOBAJIO M3-3a TPABMbI
Y pa3BUBIIEICS BTOPUYHON TJlayKoMbl. [TOBbIIIIEHWE BHYTPH-

rasHoro aasneHus (BIJI) orMeueHo y 3 mallMeHTOB, B OCTallb-
HBIX CJIy4asix — B Ipejiesiax HopMmbl. Ha riiasHom He nmaiuveHToB
ONpeesIsIN 3aCTOMHbBIE SIBJIEHUS PA3HOI CTeTIeHU BbIPaKEHHO-
ctu (marueHTel Ne 2, 4, 6); y omHO 601bHOM (manreHTKa No 1)
OnpeeIsIIM MeJIaHO3 IJIa3HOT0 JTHA; Y OJIHOTO MallMeHTa TJ1a3HOoe
JTHO HE BU3YAJIM3UPOBAIOCH M3-32 HEMPO3PAUYHbBIX ONMTUYECKUX
cpen (rmamueHT Ne 3).

Hanubie KT u Y3 opOUTHI 1eMOHCTPUPOBAIN MSTKO-
TKaAHHYIO OIMYyXOJib C YeTKMMM IPaHULIAMU, JOKATMIYIOLIYIOCS
MPEeMMYIIECTBEHHO 3a TJ1a30M, BbI3bIBAIOIYIO €To nedopma-
LIMI0 B MECTe KOMIIPECCUHU IJIa3a OMyxoJiblo. Y 4 MalueHTOB
BBISIBJIEHO HE3HAYUTEIbHOE YTOJIIEHUE KCTPAOPOUTATBHBIX
Mmbli (BOM). Hu B ogHOM ciiyyae TIpU3HAKOB pa3pyLIeHUS
KocTHOI cTeHKM o naHHbIM KT He ormedeHo. [1pu nposene-
HuM LIJIK B mpoek1iny onmyxoJieBOro y3ja onpeaesid e IMHIY -
Hble (N = 2) W1 MHOXECTBEHHBbIE (N = 1) 1IBETOBbIC KAPTOIrPAMMbI
MOTOKOB, YTO CBUAETEILCTBOBAIO O HAJIUYUU COOCTBEHHOM
HEOBACKYJISIDHOM CETU B OTTYXOJIH.

Xupypruueckoe jJedeHue MpoBeAeHO ¢ MPUMEHEHUEM
TPAHCKYTAHHOM (N = 2) U TPAaHCKOHBIOHKTHUBAJIBHON (n = 4)
OpOUTOTOMMMU. Y OOJIBILIMHCTBA MALIMEHTOB (N = 4) OIMyXO0JIeBbIi
y3eJ MMeJl TEMHOTO LIBeTa TMCeBAOKarncyay, 6aarogaps yemy

Tatauna. OG1ast XapaKTeprCTUKA TAIIUEHTOB C MEPBUYHON MEJTaHOMO OPOUTBI

Table. Characteristics of patients with primary orbital melanoma

Jnutenn- TTpomnon-
HOCTb Oxynsp- Hapye- CreneHb JKeHHBIN Hab6mo-
aHaMHe3a HBII Hue um- | Iucro- MTUTMEH- pocT B op- Mera- JeHKe
Bos- ’ MYHHOIO | JIOTU4Y€e- CTasbl, ’
IMaumenr | [Ton act Mec MeManos | =~ Zo oo | G | TAlK Jleuenune oure, mec MeC Mec Crarve
Patient Sex %ge Duration Ocular Immﬁne Histolo- Degree Treatment Continued Mis Follow- y
of anam- melg— status gical type of pigmen- growth in | onths up,
nesis, nosis disorder tation the ort1>11t, months
months months
Opb6uTtoTomMust
O6ryueHue
X Ha Hert BK XumuoTepanust VYmMmepna
! F |8 6 Yes No SC 17 Orbitotomy 72 - 72| " Died
Radiation
Chemotherapy
OpoutoToMust
XumuoTepanust Jlerkue,
M Ha Ha CK DK3eHTepalus 12 Ymep
2 M 57 3 Yes Yes MC o Orbitotomy 6 Lungs, 12 Died
Chemotherapy 12
Exenteration
OpOuTOoTOMUS Heiigeﬂb ’
O06nyyeHne l"OJlO’B
M Her Her BK XUMUOTEeparnus vl 36 Ymep
3 m | 62 36 No No EC e Orbitotomy - Lol Died
Radiation RN
Chemotherapy Liver, 18,
brain, 25
OpoutoTOMMUSI
O06yyeHne T'onos-
M Her Her CK XuMHOTEpanusi HOI XKus
4 M 47 6 No No MC + Orbitotomy 10 MO3r, 48 108 Alive
Radiation Brain, 48
Chemotherapy
XK Her Ja BK Opb6uroTomust Kuna
3 F 65 12 No Yes SC + Orbitotomy - a 114 Alive
OpouToTOMMSI
6 M 39 6 No Ha BK i DK3eHTepaius _ _ 3 Kus
M Her Yes SC Orbitotomy Alive
Exenteration

IIpumeuanne. BK — BepeteHoknerounsrii Tum, CK — cMenraHHOKIeTOUHBIH THTT, DK — SMUTeTMOMIHOKIETOUHBIN TUTI, «+» — OECITUTMEHTHBIE,
«++» — yMepeHHO MUTMEHTUPOBaHHbIE, «+~++» — I'YCTOMUTMEHTUPOBAHHBIE.
Note. SC — spindle cell type, MC — mixed cell type, EC — epithelioid cell type, “+” — nonpigmented, “++” — moderately pigmented,

“+++47 — densely pigmented.
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yAQJIOCh €€ BBIACJIUTb OT OKPYXKAIOIIMX TKaHEH U MOJHOCTbIO
yIQJIUTh U3 OpOUTATbHOMN MojocTh. OMHAKO Y ABYX OOJbHBIX
(mammeHT Ne 1, 6) mceBaoKarcynaa OTCYTCTBOBajia M OIMyXOJib
umena nup@y3Hbit xapaktep pocta. MHTpaonepalimoHHO
TakKe OTMedasii nmurMeHTanuio DOM, TeHOHOBOI 000JIOUKH,
JKMPOBOM KJI€TYATKU, HAAKOCTHULIBI (N = 4). MaKpOCKOIMUYECKU
TOJTHOE yAQJIEHUE OIYXOJIM YIAJIOCh TPOU3BECTHU Y 5 MAIIMEHTOB.
IMonHagKOCTHUYHASI SK3eHTepaldsl OpOUThHI TTpoBeaeHa 2 Ta-
LIMEHTAM: B OMHOM cliydae (mauueHT Ne 6) BBIMOJHEHa 9K3EH-
Tepalusi opoUTHI M3-3a MHPUIBTPATUBHOIO XapaKTepa pocTa
OMyXoJu (B TOM uurcie MHOUIbTpalum 060J104eK 3pUTeTbHOTO
HepBa U 3aIHETO MOJII0ca I71a3a) U HEBO3MOXHOCTHU €0 MOJHOTO
yaajneHus (17151 yCTAaHOBKM IMarHo3a MpenBapuTesbHO B3SIT OT-
1€YaTOK C OIYXOJI1); BO BTOPOM CJIy4yae dK3eHTepalnIo MalUeHTy
TPOBOJIMJIM 11O MECTY KUTEJIbCTBA U3-3a MPOAOKEHHOTO pOCTa
omnyxosu B opoute (rmamueHT Ne 2) yepes 9 mec mociie opouTo-
TOMUU.

Kypc agbroBanTHoit ayueBoit Tepanuu (JIT) nposeneH
4 manueHTaMm: obydyeHue Y3KUM MEIULIMHCKUM MPOTOHHBIM
nyukoM (YMIIIT) (mauuentsr Ne 1, 3, 6), AucTaHIMOHHAS
ramMma-Tepanus (rmaueHT Ne 4). OcTajbHbIM IBOUM OOJIbHBIM
(mamumeHT Ne 2, 5) JIT He mpoBOAMIIACh.

[IponoaxeHHBIM POCT OIMyX0JaM B opOuUTe Haba0AaIn
y 3 mauueHToB (mamueHTsl No 1, 2, 4) yepe3 6, 10 u 12 Mec
OCJIe XMPYPruueCcKOro JeueHusl, mpyuyeM B 2 ciayyasx (naueH-
Thl No 2 1 4) agbroBaHTHY10 JIT He mpoBOIMIIN.

['ucTomornyecku onyxosu npeacTaBisiii CO00i BepeTeHO-
kierounblii (BK), cmemanHokiietounblit (CK) u snutennonaHo-
ki1eTouHbli (DK) Tui MeaaHoMbl B cooTHoOIeHNH (3:2:1) pa3Hoit
CTENMeHU BBIPAXKEHHOCTU MUTMEHTAUU (OT OECITUTMEHTHBIX
JIO TYCTOITMTMEHTHPOBAHHbBIX BApMAHTOB). Bee manneHThl Haxo-
JIAJTUCH MO/ AMHAMUYeCcKUM HabmoneHrneM. Cpok HaOIoAeHUS
10CJIe XMPYPrUYECKOro JeueHUs CocTaBuI oT 12 mec 10 9,5 roga
(MeauaHa — 72 Mec) (3a uckimoyeHreM rmanpenta Ne 6). 3a Bpems
HabroneHus 3 manyeHTa Mmorudam — 2 naiMeHTa oT MeTacTa-
TUYeCKOi 6osie3Hu (mamueHT Ne 2, 3) u onuH — H13-3a Mpo-
JIOJDKEHHOTO POCTa OMYXOJIM B TOJIOBHOM MO3T (mauueHT Ne 1).
OcranbHble 3 marueHTa XKUBbI (marueHTel N 4, 5, 6), cpoK Ha-
OJII0IeHUS 32 HUMU cocTaBiisieT 9 JieT, 9,5 rona u 3 Mec COOTBET-
cTBeHHO. OTajieHHbIe MeTacTa3bl HAOIIOAATUCH Y 3 TAlIMEHTOB
(mauueHThl No 2, 3, 4): B JIerkue, e4eHb ¥ FOJIOBHOM MO3T B CPOKU
yepes 12, 18, 48 Mec mocie ieueHust COOTBETCTBEHHO.

Tayuenmka K., 18 aem (No 1). O6paTuiach ¢ xajioba-
MM Ha yCWJIEHHWE MUTMEHTAIlUU, ACUMMETPUIO U BBICTOSTHUE
MpaBOro I71a3a, KOTopble OTMeUaeT nociaeanue 6 mec (puc. 1, A).
Ona HabGomanach y oTajabMoJjiora mo MecTy XUTeJIbCTBa
110 TIOBOJY MejlaHO3a padyXKKu 0e3 BUAMMOI OTpUIaTeIbHOMI
nuHamuku (puc. 1, B). I[Ipu obcnenoBaHuM OTMEUEH MeEJaHO3
KOHBIOHKTUBBI 1 3TMCKIIEPHI, 8 TAKXKE MeJIaHO3 XOPMOUIEU BO-
Kpyr aucka 3pureiabHoro Heppa (JI3H) u makynsl (puc. 1, B).
Ha ocHOBaHMU KJIMHUYECKOTO 00CeI0BaHUS YCTAHOBJIEH
NIMarHo3 «OKyJoJepMalbHbIii MedaHo3» (MenaHo3 OTa).
BrisiBieH TakKe HeOOJbIION 0CeBOi 3K30(TaIbM (C acUMMe-
TpUeil BBICTOSIHUS a3 2 MM), ABMKEHUs IJ1a3 — B MOJHOM
o0beMe, HECKOIBKO 3aTpyqHeHa Perno3uiius MpaBoro riasa.
3peHue oboux ria3z — 1,0, BI'JI B npeaenax HopMbl. BoJibHOIT
nposear KT opbut, rmo pesyabraraMm KOTOPOTO BBISIBIEHO 00b-
€MHO€ HOBOOOpa30BaHUE, PACMOIOXKEHHOE HEMOCPeICTBEHHO
3a [JIa3HBIM SI0JJOKOM U TOXOJsI1ee MPAKTUYECKU 10 BEPIIIMHBI
op6uTsl ¢ pazmepom 20 x 16 x 17 MMm. OTMeUYeHO TaKKe YTOJIIIIEe-
Hue DOM, HebosblIas aedopMannsi KOCTHBIX CTEHOK OpOUT,
0e3 BUAMMBIX ACCTPYKTUBHbBIX U3MeHeHuii (puc. 1, I'). [IpunHaro
pelieHue 00 MHTpaoIepalMOHHON TPaHCKOHBIOHKTUBAIbLHOMN
peBu3Uu opOUTHI. Bo BpeMs omepaluu BbISIBI€HA BbIpaXKeH-
Hasl MUITMEHTALMSl MSITKUX TKaHeil opouTsl (BKiIoyas DOM

1 OpOUTAIBHOM XKUPOBOIA KJI€TYaTKM) M HAAKOCTHUIIbI, Ha (hoHe
KOTOPBIX «IJIbIOKaMU» pacriosiarajach MUrMeHTUPOBAHHAs OITy-
XoJieBast TKaHb (6e3 Karicysibl). C y4eTOM pacrpoCTpaHEeHHOCTH
npoliecca MpoBeeHO MaKCUMaJIbHO MOJHOE yiajleHne HOBOOO-
pasoBanusl. [Tarorucrosornyeckas XapaKTepucTuKa i MMMYHO-
MopdoornyecKuii mpoduib OImyxoeBoii TKAaHU COOTBETCTBOBA
menaHoMe BK-tumna B-ctpoenust (puc. 1, [, E). [1pu o6¢cnenona-
HUU Y OHKOJIOTA TUCTAHTHBIX METACTAa30B HE BBISIBJICHO, B CBSI3U
C YeM 3aruIaHUPOBAHO U MPOBEICHO TUCTAHIIMOHHOE 00JTyueH e
opoutel YMIIIT (puc. 1, 2K). JIeByllika Haxoaujaach Ha JUHA-
MMYECKOM HaOJIOJeHUU B CTAOMJIBLHOM COCTOSIHUMM, OJHAKO
yepe3 72 Mec 00paTUiiach C XKajlo0aMy Ha CUJIbHbIC TOJIOBHbIC
0011, He KyUpyeMble aHaTbreTUKaMU (B TOM YK CJIe HApKOTHYe-
ckumn). lannusie KT u MPT cBuaeTenbcTBOBaIM 00 OOILIMPHOM
oyare B roJIoBHOM Mo3re (puc. 1, 3), o moBoy Yero Npoorepu-
poBana B HMMULI ueiipoxupypruu um. H.H. bypnenko, non-
TBEPKIEH MPOJOKEHHBIN POCT MeJaHOMbI B TOJIOBHOM MO3T
U peretyaThliii 1adupuHT (puc. 1,M1). Bckope neByiiika noruoaa
OT MPOrpeccuu 3a00aeBaHMUsI.

Tayuenm I1., 57 aem (Ne 2), ¢ HeBycom OTa cripaBa C AeT-
CTBa, KOTOPbI MOCTENEHHO MPOrPeCCUPOBA B BUIE YCUTICHUS
MUTMEHTAlMKM BeK U IepuopOuTaabHOil obsactu. B aHamHe-
3¢ — 0a3aJbHOKJIETOYHBIN paK KOoXH JI0a, JJEUEHHBIN M0 MECTY
xuresberBa. Co CJIOB MalMeHTa, mocie rnepeHeceHHoit OPBU
(0K0J10 3 Mec Haza) MOSIBUINCh OTEK BEK, IIEpUOANIECKIE 00N
B opOuUTe, BHICTOSIHUE TMPABOro Iiasa, aBoeHue. [lpu ocmotpe
OTMeyvascs pacpOCTPaHEHHbIN MeTaHO3 KOXKH BEK, Mepruopou-
TaJIbHOM 00J1aCTU C paclpOCTpaHEHEM Ha BUCOUHYIO 1 JIOOHYIO
00J1aCTh, ME1aHO3 KOHBIOHKTUBBI, CKJIEPHI (TPEUMYIIIECTBEHHO
B BEpXHEM OTJAese), MeJaHO3 PalyXKW B HapY>KHOM OT/e-
e (puc. 2, A). OpouTaibHasi CAMITOMATUKA XapaKTepru30Balach
BBIPAXKEHHBIM CTallMOHAPHBIM 9K30(TAIBMOM CO CMEIIEHUEM
rja3a KHU3y (aCMMMETPHsI B BRICTOSTHMM [J1a3 COCTaBIIsLIa 6 MM),
YaCTUYHBIM MTO30M, OTPAHUYEHUEM JBMKEHUS TJ1a3a, OTEKOM
U TUMepeMueil KOHbIOHKTUBBI. B BepXxHEHApY>KHOM OTaee
Mo BEpXHEl OpOUTaTIbHOM CTEHKOU MajJbIMpOBaoCh 00JIe3-
HEHHOE MSITKO3JaCTUYHOE 0Opa3oBaHUe C TIaJKOM MoBepX-
HOCTBIO, CMasiHHOE C OKPYXKAIOIMMU TKAHSIMU U YXOAsIlee
BI1yOb opOuThl. [10ABUXKHOCTH IJ1a3a OrpaHUYEeHa BO BCeX
HampaBJIeHUsIX, HabIoaanach 60J€3HEHHOCTb MPU ABUKEHUU
IJ1a3, IBO€HUE B KpaliHMX OTBeleHUsIX. Permo3unus riasa ot-
cyrctBoBasa. [1pu odTagibMOCKONMY OTMEYaIUCh 3aCTOMHbBIE
SIBJICHUSI, PACILIMPEHHBIE U U3BUIUCTBIE COCY/IbI, CKIAIKU MEM-
opanbl bpyxa, B Maky/IsipHOI 30He — MPU3HAKU IIOCKOTO OT-
eka, reMopparuu (puc. 2, B). 3peHue rpaBoro ria3a ocTaBajioch
BBICOKMM, OJIHAKO MOSIBUJIACh TUIepMeTpornyeckas pepakiiusi:
VisOD =0,7sph+1,5D=0,9, Visus OS = 1,0, nossiieHue BI'/]
cropaBa (28 mM pr. ct.). [To nanHbiM OKT — oTek ceTyaTku
u JI3H, oTek B MakyJISIpHOIi 30He, AUCTPOpUIECKUE U3MEHE-
HUS peTUHAJIbHOTO nurMeHTHoro snutenust (PI1D) (puc. 2, B).
ITo nanHbiM KT B BepxHUX OTIeSax OpOUTHI BbISIBIEHO OBalb-
Hoe oOpa3oBaHME C IOBOJbHO YETKMMU KOHTYpaMu, pazme-
poM 32 x 34 MM, ¢ KOMIIPECCHIA IJ1a3a U €ro CMELIEHUEM KHU3Y,
3pUTEIbHBII HEPB B 30HE 00Pa30BaHUs HE BU3YAIU3UPOBAJICS,
HapyxXHasl U BepXHss npssMbie DOM HeCKOJbKO yTOJIIIIEe-
Hbl (puc. 2, I'). Y3 takkxe npoaeMOHCTpUPOBAIO 0ObEMHOE
HOBOOOpa30BaHME OBAJIBLHOI (POPMBI C YETKUMU KOHTYpaMHu,
reTepOreHHON CTPYKTYPhI, YTOJIIEHWE BHYTPEHHUX 000J0UeK
ma3a, B pexuMme LIJIK onpenensiiv enMHUYHbIE COOCTBEHHBIE
COCyIbl B IIPOEKIIMK oIyxoju (puc. 2, I1).

IMpu xupypruyeckom jiedyeHUM (TpaHCKyTaHHast opOu-
TOTOMUSI) OTpeaeeHa NHTEeHCUBHAsI MUTMEHTalusl TKaHe il
opbuthl (Kak y mamueHTKH Ne 1). M3 opOuTaibHOI MoJ0-
CTU €IUMHBIM O0JJOKOM yaajieHO oO0pa3oBaHUE TEMHOTIO 1IBeTa
B TiceBaokarcyJe, cnasiHoe ¢ DYOM u nesatopom (puc. 2, E).
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Puc. 1. Knunnyeckunin npumep. NMaumertka K., 18 neT. BHewwHuiA B, 60/1bHOM (HanMyne menaHosa Bek, Lieku cnpasa) (A); MenaHo3 ckiepbl 1 pa-
nyxku (B); menaHos rnazHoro gHa (B); KT op6uT: peTpobyns6apHO onpeaensieTcs TkaHb, PacnpoCcTPaHSoLWascs 00 BEPLUMHbI OPOUTLI, yTosLe-
Hue O0M, cmeLleHne 1 gedopmaums KOCTHbIX cTeHok (I7); rmctonornyeckoe nccneposanue ([, E): BepeTeHok1IeTouHas MenaHoma ¢ yMepeHHo
BblpaXeHHbIM NUrMeHToobpa3oBaHnem. Onyxonesas TkaHb NpeacTaBieHa MenkuMu CIvMBailoLLMMNCS y3enkamm ¢ 06pa3oBaHNeEM CONNOHbIX
nonei, o6pasoBaHHbIX BEPETEHOBUAHBIMU KnieTkamu Tuna B, co cnabo3o3nHodrnbHOM MENKO3EPHUCTON LIUTOMNIa3MOM C HEHYETKMMUM FPaHnLaMK,
OKPYrNbIMU 1 OBaslbHbIMU CBETJIbIMU SApaMV C OTHOCUTESIbHO PaBHOMEPHO pacrnpefesieHHbIM MeIkO3ePHUCTbIM XPOMaTUHOM 1 CoAepXaLLmm
O[lHO-ABa MEJIKMX, XOPOLLUO CHPOPMUPOBAHHBLIX 6HA30DUNIBHBIX AN 303UHODUIBHBIX SAPbILLKA, YACTb KNETOK COAEPXUT NieoMopdHble runep-
XPOMHbIE MUKHOTUYHbIE Sapa. Cpeaun Ny4koB OMyXoJieBbIX KIETOK OTMEYaloTCs 04aroBble CKOMIeHns MenaHodaros, HarpyXXeHHbIX MMrMEeHTOM
KOpPWYHEBOro ugeTa (cuHue ctpenku). CTpoma onyxonn HepaasuTa. MIHTpaTymopanbHas numbonaHas nHdunbtTpaums cnabas. YoeantenbHbIX
NPW3HaKOB aHrMOVHBa3nKN 1 NepuHeBpasnbHO HBa3UW B Npeaenax UcCcnefoBaHHOro MaTepurasna He oTMe4yeHo. MuUToTuyeckas akTMBHOCTb CO-
cTaBnseT 6 Mmnto3oB B 10 nonsx 3peHus. Okpacka — /O (remMaToKCUIMHOM 1 303nHOM), x 200 (4). Mpu nmmyHornctoxmmmudeckom (UMX) nccne-
[0BaHMM KNIETKW OMYyX0NN AEMOHCTPUPYIOT ANddY3HOro xapakrepa umTonniasmaTmieckmii CUrHan BblCOKon MHTEHCUBHOCTKU ¢ Melan A, x 200 (E).
BHewwHWi BUA, nauneHTkn yepes rog nocne obnyydeHuns YMII. OnpenensioTcs NOCTy4eBble NU3MEHEHUS: Nerknii 3HodTaNbM, Cy>XXeHue rnasHom
Lenm, Mazapos B HapyxHol nonosuHe Bek (XK); MPT: 06LMpPHbIA o4ar ros0BHOro MO3ra C OAHOMMEHHOM cTopoHbI (3); KT: npoaoikeHHbIn pocT
OMyxosnuv B peLueTyaTbiil NabupuHT 1 ronoBHo Mo3r (M)

Fig. 1. Clinical case. Patient K., 18 years old. Patient's appearance (melanosis of the eyelids, cheeks on the right) (A); melanosis of the sclera
and iris (B); melanosis of the fundus (B); OCT scan of the orbits: retrobulbar imaging reveals tissue extending to the orbital apex, thickening
of the EOM, displacement and deformation of the bone walls (I'); histological examination (4, E): spindle cell melanoma with moderate pigment
formation. The tumor tissue consists of small, confluent nodules forming solid fields composed of spindle-shaped type B cells with weakly eosinophilic,
finely granular cytoplasm with fuzzy borders, round and oval, light nuclei with relatively evenly distributed finely granular chromatin and containing
one or two small, well-formed basophilic or eosinophilic nucleoli; some cells contain pleomorphic, hyperchromatic, pyknotic nuclei. Focal clusters
of melanophages loaded with brown pigment (blue arrows) are noted among the tumor cell bundles. The tumor stroma is undeveloped. Intratumoral
lymphoid infiltration is weak. No convincing signs of angioinvasion or perineural invasion were noted within the examined material. Mitotic activity
is 6 mitosesin 10 fields of view. Staining — H/E (hematoxylin and eosin), magnification — 200 (). In immunohistochemistry (IHC) study, tumor cells
demonstrate a diffuse high-intensity cytoplasmic signal with Melan A, magnification — 200 (E). The patient's appearance 1 year after irradiation
with the UMPP. Post-radiation changes are determined: mild enophthalmos, narrowing of the palpebral fissure, madarosis in the outer half
of the eyelids (>K); MRI: an extensive lesion in the brain on the same side (3); CT: continued tumor growth into the ethmoid labyrinth and brain (1)
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Mopdosiornuecku ornyxoJjieBasi TKaHb
MpeJcTaBIeHa ABYMSI MTOIYJISIIUSIMU KJTe-
TOK: BIUTETMOUIHBIMA U BEPETCHOBUI-
aeivMu TUIa B (puc. 2, 2K). B Tkanm omy-
XOJIW OTIPENENISTN (POKYCHl CTOHTAHHOTO
HEKpOo3a, KOTOPbIe CBUAETEILCTBOBAIU
0 ObICTpOM pocTe oOpazoBaHusI (puc. 2, 3).
OmyxoJieBasi cTpoMa XOPOIIIO pa3BUTa
¢ (hopMUPOBaHUEM CETIT, PA3ACISIOMINX
TKaHb Ha OTJEJIbHbIEC Y3€JIKA Pa3HOTO
JIaMeTpa ¢ TMAIMHO30M, ¢ (hopMUpoBa-
HUEM 110 Tiepudeprun oryxoyi MaCCUBHOM
riceBaokancysbl (puc. 2, U). BoisaBieHbl
TakXe MPU3HAKNA aHTMOWHBA3WM B BUIE
WHTPABACKYJISIPHBIX TPOMOOB 1 MH(DUITb-
TpalMy TCEBIOKATICYIbI OTTyXOJIEBBIMU
KJIETKaMU C BBIXOJIOM OITYXOJIM Ha €€ T10-
BepxHOCTS (puc. 2, K, JI).

[IpoBeneH TakxKe MOJIEKYISIPHO-
TeHeTMUECKUIT aHaJTN3 00pa3IIoB yaajieH-
HO1 oryxoJieBoii TkKaHu. OOpa3iibl ucciie-
JIOBaHbI Ha TIAHEIU MUKPOCATEJUTUTHBIX
JIOKYCOB, cocTosIeil n3 17 MmapKepos,
Haxoxsgmuxcs Ha 1, 3 u 8-i XxpoMoco-
Max. BowIsIBIIeHBI cOXpaHeHUe palioHa
1p36.21-22 u geneuus paitoHa 8p12-p22.
MonocoMun 3-if XxpOMOCOMEI HE OTMe-
yeHo. OmnpeneneHbl TakKXKe U3MEHEHUS
nuHbl ateneit (MI) B HEKOTOpBIX UC-
CJIeIOBAaHHBIX JIOKYyCaX.

ITocye onepanuy MalMeHT HaTpaB-
JIEH K Bpauy-OHKOJIOTY U Bpady-paaro-
TeparneBTy Ha KOHCYJIBTAIlAIO U JIJIST TTPO-
BemeHusa agbioBaHTHOU JIT, KoTOpas
He OblIa mpoBeaeHa. Yepes 6 Mec y ma-
LIMeHTa BO30OHOBUINCH 00 B OpOUTE,
MOSIBUJICS 9K30(pTanbM U 1To3. I1pm oc-
MoTpe (uepe3 9 Mec) maiueHT MpeabsiB-
JISUT >KaJ100bl Ha CUJIbBHBIE 0OJIM B TIPaBOi
opbuTte, 3peHue cHusuiaock no 0,1 H/K,
BI'1OD/OS =31/20 MM pT. CT., OTMEUEH
BBIPaXXeHHBIN 9K30(TaJIbM C aCUMMe-
tpueii 11 MM, o3 (puc. 2, M). Ilo nan-
HeiM KT B BepxHeil TTOJIOBUHE MpaBOit
OpOUTHI OMPENESITOCh MITKOTKAHHOE
obOpa3oBaHUe ¢ HEPOBHBIMM KOHTYpa-
MU, HapyXHasi, BHYTPEHHSISI, BEPXHSIS
MPsSIMbl€ MBIl UHOUIBTPUPOBAHBI,
3PUTEJIbHBIN HEPB YTOMIIEH (BEPOSITHO,
3a cueT MHGWIbTPALIUU 000JI0YEK), KOCT-
HO-JIECTPYKTUBHBIX U3MEHEHUI HE BBISIB-
sieHo (puc. 2, H). YuuTeiBas ToKaibHbIN

Puc. 2. Knunuyeckuii npumep. MaumeHT M., 57 net. BHewHWi Bug, 607bHOMO: BbIPaXXEHHbIN
OKyNO-AepMasibHbli MENAaHO3, 9k30(dTalbM CO CMELLEHNEM r1a3a KHU3Y, MeNaHOo3 NepeaHEero
oTpeskarnasa (A); rnasdHoe AHO: ONpeaensioTCs BbIPAXXEHHbIE 3aCTOMHbIE IBAIEHNS (pacLLuMpeHme
1 U3BUJINCTOCTb COCYA0B CETYATKUN, OTEK CETYATKU, OTEK M MPOMUHEHLMS I3H), NOBEPXHOCTHbIE
remopparun (B); OKT 3agHero otpeska rnasa: otek cetdatkum n I3H, oTek B MakynsipHO 30He,
anctpodunyeckne namerHenus Pra (B); KT opbuT: B BepxHMx oTAenax opbuTtel — oBanbHoe 00-
pasoBaHue C YeTKMMU KOHTYpamMu, padmepom 32 x 34MM, C KOMMNPECCUI rNasa v ero CMeLLEeHNEM
KHU3Y, 3pUTESIbHbIA HEPB B 30HE 00Pa30BaHUS HE BU3YanM3MPOBANCS, HAPYXHAA U BEPXHSS
npamMbie AOM ytonuwiensl (IM); Y3U: reTeporeHHoe 06pa3oBaHme C HeTKUMU KOHTYPamu, OBasIbHOMN
dOpMBbI, YTONLEHWE BHYTPEHHUX 000M104ekK rnasa, B pexume LK onpenenaioTcs eauHUYHbIE
co6CTBEHHbIE cocyapl ([); XMpypruyeckunii atan: yaaneHme ornyxosm n3 opouTtbl eOuHbIM 6/10KOM,
B ncespokancyne (E). f’uctonoruyeckue nccnegosanms. Onyxonesas TkaHb NpeacTaBiieHa AByMs
nonynaUMaIMm KNETOK: SNUTENNONOHBIMU 1 BEPETEHOBUAHBLIMY KneTkamu Tuna B. Snutennong-
HOKJ1IETO4HbIV KOMMOHEHT (HUXHSASA 4aCTb CHMMKA) NPeACTaBeH ANCKOMIMIEKCUPOBAHHBIMN 3NN~
TENNOVAHBIMU KNETKaMM NOAUIOHAIbHOM 1 OKPYrNor GopMbl. BepeTeHOKNIETOYHbI KOMAOHEHT
(BEPXHAS HaCTb CHUMKA) NPELACTABAEH Ny4KaMy BEPETEHOBUOHBIX KIETOK C OKPYI1bIM 1 OBaSIbHbIM
CBET/IbIM S4POM C OANHOYHBIM XOPOLLO BbIPAXEHHbBIM SAPLILLIKOM, okpacka — /3, x 200 (X);
dOoKyCbl BTOPUYHOIO CNOHTAHHOIO HEKPO3a B TKaHW onyxonu, okpacka — /9, x 100 (3);
onyxoJsieBasi CTpOMa XOpOLLO pa3dsuTa, ¢ GopmmpoBaHeM GUOPO3HbIX CENT, Pa3aensoLLMX TKaHb
Ha OTAENbHbIE Y3E/KM PA3HOro pasmMepa ¢ rmanrMHo3oM, ¢ GopmMupoBaHneM no nepudepun
OMyX0nn MacCUBHOM NceBAoKancynbl, okpacka — /3, x 400 (U1); onpenensioTcsa npusHa-
KV @HITMOWHBA3MKW B BUE MHTPABACKYJISIPHBIX TDOMOOB, OKpacka Nukpodykcum no BaH M3oHy,
% 400 (K); onyxoneBsble KNeTkn, pacrnpocTpaHsioLmMecs 3a npeaenbl ncesaokancyibl (J1); BHELWHMA
BUA, NaumeHTa: NpoA0SIXEHHbIV POCT B opbuTte Yyepesd 9 mec nocne opbutotomum (M); KT opOut
yepes 9 Mec: B BepXHeli NOI0BMHE NpaBo OpOuTbI oNpeaensnock MAarkoTkaHHoe o6pa3oBaHue
C HEPOBHBLIMY KOHTYPaMU, HAPYXXHAs, BHYTPEHHSIS, BEPXHAS MPSIMbIE MbILLLbI UHOUIBTPUPOBAHDI,
3PUTENbHBIN HEPB YTOJILLEH (BEPOSATHO, 3a CHET MHOUNBbTPaLMM 060104€EK), KOCTHO-AECTPYKTUB-
HbIX U3MEHEHW He BbisiBNeHO (H)

peruanB ¢ GOPMUPOBAHUEM Y3JIOB B OpOUTE, C MHPUIbTpALIACH
obosiouek miaza u DOM, BeIpakeHHbII 00JIEBOI CUHAPOM U OT-
CYTCTBUE AUCTAHTHBIX METACTA30B, MALIMEHTY PEKOMEHIOBAIN
9K3EHTEpaInio OPOUTHI, KOTOpasi OblUIa MpOBeaeHa MO0 MECTy
xurtenbeTBa. OqHako yepe3 3—4 mec (12 Mec rnocJie repBoii ore-
panuu) oTMeueHa rporpeccusi 3a0oyieBaHUs (MeTacTasbl B JIeT-
KWe), ¥ TTAlIMEHT BCKOPE MOrMd OT METaCTaTUYECKOM O0JIe3HMU.
Tlayuenm 3., 62 eoda (Ne 3), HaTipaBJieH K HaM C TMarHO-
3o0M OD — «HOB0OOOpa3oBaHWe OpOUTHI, MOCTTPaBMaTUUECKAsT
TepMUHaJIbHAS TJlayKoMa». 13 aHamHe3a nu3BecTHo, uto 13 jiet
Has3aj MoJIydyuJl TpaBMY 3aTbJIOUYHOW M T€MEHHOU o0JjiacTu
(ynan ¢ nectHuibl). [locTerneHHO 3peHUe TPaBOTO Tyia3a CHU-
KaJoch, U Yepe3 3 roja IMocjie TpaBMbl Pa3BUIACh BTOPUIHAS

rjaykoma (IMOCTOSTHHO HAaXOJUTCSl Ha TUTTIOTEH3UBHOM PEXUME,
BT[] = 25 mwM pr. ct.). [TocneaHue 3 roma OTMETUII OMYIIEHUE
BEPXHEro BeKa CripaBa, Mecs1l Ha3aj 3aMeTHJI BLICTOSIHUE T1a3a.
IIpu ocMoTpe oOpaiiaeT Ha ceds BHUMaHUE MTO3, BbIPaXKeH-
HbBII K30 TabM (C acMMMeTpHEi 6 MM) CO CMEILIEHUEM TJ1a3a
KBEPXY M KHYTPH, OTpaHUYEHUE MOABUXKHOCTHU TJ1a3a, B HUXK-
HEHapy>XHOM OT/esie y OPOUTATBLHOTO Kpas MajJlbIUpOBaIoOCh
o0pa3oBaHUe IJIOTHOIACTUYHONM KOHCUCTEHLIMU C OyrpucTOil
IMOBEPXHOCTBIO, pACIIPOCTPaHSIOIIeeCs BIlyOb OpOUTHL. 3peHue
Ha MoMeHT obpaiieHuss OD = 0 (Honb), OS = 1,0, oTMevaeTcst
BaCKYJISIpU30BaHHOE O€JIbMO POTOBULIbI, PyOE03 PaIyKKH, BBIBUX
XpyCTaJIMKa, 1azHoe THO He odTaabMocKonupyetcs. [1o naH-
HbiM KT B LIeHTpalbHOM OT/e/Ie MPaBOii OPOUTHI ONPEaeIsIOCh
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Fig. 2. Clinical case. Patient P., 57 years old. Patient's appearance: pronounced oculo-dermal
melanosis, exophthalmos with downward displacement of the eye, melanosis of the anterior
segment of the eye (A); fundus: pronounced congestive phenomena (dilation and tortuosity
of the retinal vessels, retinal edema, edema and prominence of the optic disc), superficial
hemorrhages are determined (B); OCT of the posterior segment of the eye: edema of the retina
and optic disc, edema in the macular zone, dystrophic changes in RPE (B); OCT of the orbits:
in the upper parts of the orbit there is an oval formation with clear contours, measuring
32 x 34 mm, with compression of the eye and its downward displacement, the optic nerve
in the area of the formation was not visualized, the outer and superior rectilinear extraocular
muscles are thickened (I'); Ultrasound: heterogeneous formation with clear contours, oval-
shaped, thickening of the inner tunics of the eye, single proper vessels are determined
in the color Doppler mode (A); surgical stage: removal of the tumor from the orbit as a single
block, in a pseudocapsule (E). Histological examination. The tumor tissue is represented by two
cell populations: epithelioid and spindle-shaped cells of type B. The epithelioid cell component
(lower part of the image) is represented by discomplexed epithelioid cells of a polygonal
and rounded shape. The spindle cell component (upper part of the image) is represented
by bundles of spindle-shaped cells with a round and oval light nucleus with a single well-defined
nucleolus, staining — H/E, magnification — 200 (>X); foci of secondary spontaneous necrosis
in the tumor tissue, staining — H / E, magnification — 100 (3); The tumor stroma is well developed,
with the formation of fibrous septa dividing the tissue into separate nodules of different sizes
with hyalinosis, with the formation of a massive pseudocapsule along the tumor periphery,
staining — H/E, magnification — 400 (M); signs of angioinvasion in the form of intravascular
thrombi are determined, picrofuchsia staining according to Van Gieson, magnification — 400 (K);
tumor cells spreading beyond the pseudocapsule (J1); the patient's appearance: continued growth
in the orbit 9 months after orbitotomy (M); CT of the orbits after 9 months: a soft tissue formation
with uneven contours was determined in the upper half of the right orbit, the external, internal,
superior rectus muscles are infiltrated, the optic nerve is thickened (probably due to infiltration
of the membranes), no bone destructive changes were revealed (H)

nojauxumuorepanuu (IXT) nakapbasu-
IMMHOM, KapOOIUIaTUHOM), uepe3 25 mec
MOSIBUJIMCH METACTa3bl B TOJIOBHOI MO3T,
yepe3 36 Mec mocie JeYeHUs MHOXe-
CTBEHHbIE MeTacTasbl, M MalUeHT MOTUo
OT MeTacTaTU4YecKoi 00JIe3HU.

Tlayueum E., 47 1em (Ne 4). Co cnoB
nauueHTa, MoJrojaa Hasaja MOsSBUIUCH
JKajgo0bl HAa IBOEHHUE, TI0 MECTY KUTEJb-
CTBa MOJTyYaJl KOHCEPBATUBHYIO TEPAIMIO
0e3 addexTa, manee 3aMeTUI TEJCHY
nepen JeBbIM 1a3zoM. [Iposeneno KT,
Mo pe3yjbTaTaM KOTOPOTO BBISIBIEHO
HoBooOpa3zoBaHue opouThl. Ha MoMeHT
OCMOTpa KJIMHUYECKAss CUMIITOMaTHKa
MUHMMaJbHas: HEOOJBIION OTeK BekK
1 NIepUOPOUTATTLHBIX TKaHEe!, TerKuii oce-
BOIi 3K30(TaIbM (aCUMMETPHUS B 2 MM).
CneBa HebOoOJbIIAS TUTIEPMETPOTIHUS
OS = 0,5 sph +1,0 = 1,0, OD = 1,0,
BI'/l BHOpMe. [1onBUzKHOCTB JIEBOTO I1a3a
orpaHuyeHa KBepXy U HEMHOTO B CTOPO-
HBbI, peno3ulIus 3aTpyaHeHa. Ha riasHom
JIHe oTMedeH 3acToiiHblii JI3H, cocymsl
MOJHOKPOBHBI, U3BUJIMUCTHI, CKIAMI-
ku MeMmOpaHnbl bpyxa. 1o manueiM KT
B LIEHTPAJIbHOM OTJAeJ€e JIEBOW OPOUTHI
onpeessiu MITKOTKaHHOE 00pa3oBaHue
pazmepoM 18 x 19 x 20 MM 6e3 KOCTHO-
JIECTPYKTUBHBIX U3MEeHeHUi (puc. 4, A).
ITo nanHbIM Y3 B LIeHTpaJIbHOM OT/IEjIe
JIEBOI OpOUTHI BBISIBIEHO 00pa3oBaHUe
HeTNpaBUJIBHOI OKpYIJIOi (pOpMbI, C HE-
YeTKUMU T'paHUIIAMU, T€TEePOTeHHO
CTPYKTYPBbI, C BBIDAXKEHHON COCYIUCTOM
cetblo B pexkume LIJIK, 3putenbHblii HEpB
Ha ¢oHe 0OpazoBaHUs dXorpadudeckKu
He nuddepenuuponaincs (puc. 4, b).
B xoze oneparinu TpaHCKyTaHHBIM TOCTY-
1OM B BEPXHEBHYTPEHHEM U LIEHTPAJIbHOM
oTaenax opoUTH OOHAPYKEHO PBIXJI0e
00pa3oBaHue CepO-KOPUUHEBOTO 11BETA,
MUTMEHTAl sl TEHOHOBON 000JOYKU
rJ1a3a U BHYTPEHHEH MPSIMOIl MBIIIIIbI.
O6pazoBaHue yaaJleHO MaKpOCKOMuye-
CKM TOJHOCTbhI0. Mopdonoruueckuit
JIMarHO3: «yMEPEHHO MUTMEHTUPOBaH-
Hast CK-menaHnoma opoutel» (puc. 4, B).
[TanmeHTy peKOMeHA0BaHO MPOBEIEHUE
anboBaHTHOU JIT Ha obnacte seBoit
OpOUTHI, KOTOPYIO OH HE MPOBOAUI,
nuepes 10 Mec mocsie onepaTMBHOTO Jieye-

reTeporeHHoe o0pa3oBaHMe HENPaBUJIbHO-OBAIbHON (HOPMBI,
C YeTKUMU TpaHuLaMu, pazmMepoM 30 x 20 x 20 MM 06e3 KOCTHO-
JIECTPYKTUBHBIX U3MeHeHul (puc. 3, A). [Tpy TpaHCKOHBIOHKTH -
BaJIbHOI OPOMTOTOMMUU BBISIBJIEHO 00beMHOE 0OOpa3oBaHUe Oypo-
IO 1IBeTa, MHTUMHO CMasiHHOE C OKPYKAIOIIMMU TKaHSIMU U TJ1a-
30M. OOpa3oBaHue OTCENapupPOBAHO U YIAJIEHO eAMHBIM OJJIOKOM
B nceBaokarncye. [McToaornyecku moaATBepXaeH Haubosiee
arpeccuBHbIii BapuaHT — DK-menaHoma opouTthl (puc. 3, b).
MMMyHOTUCTOXMMHUYECKOE UCCeTOBAHUE C AMAaTHOCTUYECKUMU
aHTuTesaMu K Melan A 1 Vimentin moATBepAWIO MeTaHOLIUTapP-
Hy10 nipupony omnyxouu (puc. 3, B, I'). BoibHOMyY poBeneH Kypc
npotuBopeuuauBHoii JIT opoutsl YMIIII. Yepes 18 mec mocie
orepalvy BbISIBJICHBI METacTa3bl B IIeUeHU (IoJiydai 6 KypcoB

HUS BBISIBJIEH MTPOAOJIKEHHBIN POCT OMYyX0JI1 B 0pouTe (ITpoBeie-
HbI AucTaHMoHHas JIT U XMMUOTEpanust 1o MECTY KUTEIbCTBA).
Yepes 4 roga mociie onepaluny MOSIBUIMChH METaCTaTUYECKHUE
oyaru B TOJIOBHOM Mo3re (ripoBeaeHo 6 kypcoB ITXT o mecty
KUTEJIbCTBA). B Hactosiee Bpemst (9 JieT oT Havasia JeueHus )
MaLMEHT XUB, TPU3HAKOB MPOIOIKEHHOTO POCTA OITYXOJIH B Op-
OMTE M HOBBIX METACTATUYECKMX 0YAarOB HE BBISIBJIEHO.
Tayuenmka C., 65 aem (No 5). OnuH ron Hasajn, mocjie
nepeHeceHHoit OPBU, mosiBuiics BoIpakeHHBIN OTEK BEK U TTe-
PUOPOUTANBHBIX TKAHEH, BBHICTOSIHNE JIEBOTO TJ1a3a, CUIbHbIE
00711, Uppaaupyollre B rojoy. [To MecTy XKUTeIbLCTBA MoJyJaia
AHTUOAKTEPUATBHYIO TEPATTUIO C XOPOIIUM IMOJTOXUTEIbHBIM
ahdekToM, ogHako npu nposeaeHnn KT opOUT BHISBICHO
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Puc. 3. KnuHuyeckuii npumep. MaumeHT 3., 62 roga. KT opOuUT: B LLEeHTpasibHOM OTAese NpaBoii 0pOuTLI ONpeaensieTcs MAarkoTKkaHHOe reTeporeH-
Hoe 06pa3oBaHMe HenpaBuIIbHO-0BasIbHOM HGOPMbI, C HeTKMMU rpaHnuamm, paamepom 30 x 20 x 20 MM, 6e3 KOCTHO-AECTPYKTUBHBLIX UBMEHEHWIA,
B rnasy onpenenseTcs BblBMX XpycTanuka (A); rMcCToNorMyeckoe nccnefoBaHne. ANnTtenonaHokieTodHas MenaHoma opouTsl. Onyxonb CONMAHOro
CTPOEHUs. DNUTENNOVAHBIE KNETKN C YETKUMU rpaHnuammn, 06unbHOM HACHILLLEHHO-303MHODUIIBHON MENKO3EPHUCTOM LIMTOMNa3Mbl C OOHUM,
pexxe ABYMS KPYMHbIMU OKPY/bIMU SAPaMU C OBOJIbHO PAaBHOMEPHO pacnpeeneHHbIM MesIKorpaHyisipHbIM reTepoXpoMaTUHOM W OAHUM-[ABYMS]
KPYMHbIMU, XOPOLLO PasfiniynMbIMy 903MHODUIIbHBIMU SAPbILLIKAMK (KpacHas CTpenka), BO MHOMMX sApax onpenensioTCs KpyrnHble 903MHOMUIbHbIE
anepHble BKIloYeHUs (kentas cTpesika). B yactu kneTtok sapa aedopMmpoBaHbl, r’MNepXpoMHbl, MMKHOTUYHBI (CUHAS cTpenka). Okpacka — /9,
x 400 (B); UTX-nccnepoBaHme: ¢ anarHocTMYeckumMm aHtutenamm Kk Melan A kneTku onyxonu 4eMOoHCTPUpYIoT anddysHoro xapakrepa LumMtonnas-
MaTuU4eCcKunii CUrHan yMepeHHo’ 1 BbICOKO MHTEHCUBHOCTU. O6bekTuB, x 400 (B); ¢ anarHoctuyecknmm aHtutenamum k Vimentin knetku onyxonm
OeMOHCTPUPYIOT AnddY3HOro xapaktepa LMTorniasmMaTnieckmii CUrHan yMepeHHom 1 BbICOKO MHTeHcuBHOCTK. x 400 (M)

Fig. 3. Clinical case. Patient Z., 62 years old. CT scan of the orbits: in the central part of the right orbit, a soft tissue heterogeneous formation
ofirregular oval shape with clear borders, dimensions 30 x 20 x 20 mm, without bone destructive changes is determined; lens dislocation is determined
in the eye (A); histological examination. Epithelioid cell melanoma of the orbit. The tumor is of solid structure. Epithelioid cells with clear borders,
abundant, richly eosinophilic, fine-grained cytoplasm, one, rarely two, large round nuclei with evenly distributed fine-granular heterochromatin and one
or two large, clearly visible eosinophilic nucleoli (red arrow); in many nuclei, large eosinophilic nuclear inclusions are determined (yellow arrow).
In some cells, the nuclei are deformed, hyperchromatic, pyknotic (blue arrow). Staining — H/E, magnification — 400 (B); IHC study: with diagnostic
antibodies to Melan A, tumor cells demonstrate a diffuse cytoplasmic signal of moderate to high intensity. Magnification: objective — 400 (B);
with diagnostic antibodies to Vimentin, tumor cells demonstrate a diffuse cytoplasmic signal of moderate to high intensity. Magnification — 400 (I).

Y sevar. 00004 Lsemieme T 0.4 DLOLIONE W62

Puc. 4. KnuHnyecknin npumep. MaumneHT E., 47 net. KT opbuT: B LEHTpasbHOM oTAesNe NeBoii opobuTbl onpeaenseTcs MarkoTkaHHoe obpa3osa-
Hue paamepom 18 x 19 x 20 MM 6e3 KOCTHO-AECTPYKTUBHbIX M3MeHeHuni (A); Y3WU: B ueHTpanbLHOM oTaene opbuTtbl 06pa3oBaHme HernpasuiibHOM
OKpYyrnow Gopmbl, C HEYETKUMW FPaHULLAMM, FETEPOrEeHHON CTPYKTYPbI, C BbIPaXXEHHOM COCyaAMCTON ceTblo B pexume LK (B); ructonornyeckoe
1ccrnegoBaHme: yMepPeHHO NMrMeHTUpPOBaHHasi CMeLLaHHOKIeToYHas MeniaHoMa opbuTel, okpacka — /3, x 200 (B)

Fig. 4. Clinical case. Patient E., 47 years old. CT scan of the orbits: a soft tissue formation measuring 18 x 19 x 20 mm without bone destructive
changes is determined in the central part of the left orbit (A); ultrasound: in the central part of the orbit there is a formation of irregular round
shape, with unclear borders, heterogeneous structure with a pronounced vascular network in the color Doppler mode (B); histological examination:
moderately pigmented mixed cell melanoma of the orbit, stained with H/E, magnification — 200 (B)
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HOBOOOpa3oBaHUE, HAMpaBjieHa K HAM Ha KOHCYJbTAllMIO.  OBaJbHOE MITKOTKAaHHOE 00pa30BaHUE C BBIPAXKEHHOM MJIOTHON
ITpu ocMoTpe oTMEUeHa MUHUMMAJILHO BhIpaXkKeHHAast OpOUTaib-  KarcyJioil pazmepoM 15 x 10 x 15 MM, 6€3 KOCTHO-AECTPYKTUB-
Hasl CUMIITOMaTHKA: JIETKUI OTeK BeK, HeOOJIbIIION 2K30(TalbM  HBIX U3MeHEeHMI (puc. 5, A). B xone Xxupypruueckoro jJeyeHus
ciieBa (aCUMMETpUst — 2 MM), IEPEIHUI OTPE30K U [NIa3HOE AHO  (TPAaHCKOHBIOHKTUBAJIbHAs OPOMTOTOMMSI) OOHAPYXKEHO MSIT-
6e3 ocobeHHocteit. [To pesynbraram Y3 u KT Bo BHYTpeHHEM  KOTKaHHOE 00pa3oBaHue OKPYIIOi (popMbl B ICEBIOKAICYIIE,
OT/IesIe JI€BOM OPOUTHI BAOJb BHYTPEHHEN CTEHKU ONPEAE/sIM  KOTOPOE YIAJeHO U3 OPOUTAIBHON MOJIOCTU €AVMHBIM OJIOKOM.
T'ucronornyecku BepudulMpoBaHa Meja-
Homa BK-cTpoenus tuna B ¢ ymepeHHO
BbIPAXXE€HHBIM MUTMEHTOOOpPAa30BaAHM-
eM (puc. 5, b). [lameHTKa OTKa3aaach OT pe-
KOMeHayeMoil anbloBaHTHOU JIT opOUTHI.
B Hacrosiiee Bpemst (9,5 roga mocie ore-
pauumn) 6oyibHas X1Ba 6€3 MPU3HAKOB MPO-
rpeccuun 3a00JeBaHus, HAXOAUTCS MO Ha-
OJIIOIEHUEM.

ITlayuenm 4., 39 rem (Ne 6). 13 aHam-
He3a TaHHOTO MallMeHTa M3BECTHO, YTO 6 MeC
Has3aj MoJIyuuJl OXKOTOBYIO TpaBMYy IJa3a
MOIOIIUM CPEACTBOM, NMPOBEAECHA KOH-
cepBaTMBHAs Teparus C MOJO0XUTEIbHbIM
Puc. 5. KnuHnyeckunii npumep. MaumeHT C., 65 net. Y3WN: o6pa3zoBaHme BO BHYyTPEHHEM OT- a¢hHeKTOM, ITOCIIE YETO MOSIBUIOCH IBOEHUE
nene nesoi opbuThl, B kancyne paamepom 10 x 15 mm (A); ructonormyeckoe nccnenoBaHue: U TIOCTEIEHHOE BBICTOSHUE JIEBOrO IJias3a.
MeJlaHOMa BEPETEHOKIETOYHOIO CTPOEHUA, TUM B, C YMEpPEHHO Bblpa>X€HHbIM nmrmeHToo6pa- HO COMaTl/l‘{eCKOMy COCTOSIHUIO — CTpa—
30BaHueM, okpacka — /3, x 200 (B). Bo Bpe3ke cnpaBa — KeTKN ONyxXonun ¢ 6annoHHbIMU JAeT XPOHUYECKNM renatutom C (CoCTOuT

na3meHeHusaMu, okpacka — /9, x 400 11
Fig. 5. Clinical case. Patient S., 65 years old. Ultrasound: a formation in the inner part of the left Ha yyeTe y HHGekuMonucTa). Hpu ocmo-

orbit, in a capsule, measuring 10 x 15 mm (A); histological examination: spindle cell melanoma, Tpe obpainaer Ha ce0d BHUMAHKUE OCEBOA
type B, with moderate pigment formation, staining — H/E, magnification — 200 (B). Inset 9K30(MTaabM (aCUMMETpUs raa3 — 6 Mm),
on the right: tumor cells with ballooning changes, staining — H/E, magnification — 400 HeOOJIbIIOK MTO3, OrpaHUYEHUE MOABUXK-

Puc. 6. KnuHnyeckuii npumep. MaumnenT 9., 39 neT. [nasHoe aHo: onpeaenseTcs npoMuHeHums A3H 1 cTyleBaHHOCTb ero rpaHnL,, BEHy bl MOSHO-
KPOBHbI, U3BUANCTbI, 33AHNI NOJIIOC NoAAaBNeH, cknaakm memoparbl Bpyxa (A); KT opbuT: onpeaensercs MarkoTkaHHoe HoBoobpasoBaHue BOKPYr
3pPUTENIBHOIO HEPBA, C YETKMMWN HEPOBHLIMU KOHTYpPamu, KOTOpoe Bbi3biBaeT Aedopmaunio 3agHero nontoca rnasa (b); Y3U: runosxoreHHas TkaHb
C YeTKMMM HEPOBHbLIMM KOHTYpamu, B pexmme LK onpeaenstoTcs eanHnYHble cCOOCTBEHHbIE cocyabl (B); xmpypruyeckuii atan: B opobuTe onpenenseTcs
NUrMeHTUPOBaHHas TkaHb (I7); rMCTonornyeckoe nccnenoBaHve: ornyxosb UMeeT CTPOEHME MeTaHOMbI CMELLIAHHOMO KJIETOYHOMO CTPOeHUs, 06pa3oBaHa
NperMyLLECTBEHHO BEPETEHOBUAHBIMI KneTkaMu Tuna B ¢ yyactkamu, npeacraBieHHbIMY 3NUTeENMonaHbiMuU knetkamm ([); ructotonorpaduye-
CKWiM cpes npenapaTta ak3eHTepaumm opbuTtsl ¢ annbynb6apHbIM CONMAHLIM Y310BbIM HOBOOOPa3oBaHnem opouThl (3Be3a04Kka), okpacka — /3 (E)
Fig. 6. Clinical case. Patient Ya., 39 years old. Fundus: prominence of the optic disc and blurring of its borders are determined, venules are full-
blooded, tortuous, the posterior pole is depressed, folds of Bruch's membrane (A); CT of the orbits: a soft tissue neoplasm with clear, uneven
contours is determined around the optic nerve, which causes deformation of the posterior pole of the eye (B); Ultrasound: hypoechoic tissue
with clear, uneven contours, single proper vessels are determined in the color Doppler mode (B); surgical stage: pigmented tissue is determined
in the orbit (I'); histological examination: the tumor has the structure of a mixed-cell melanoma, formed mainly by type B spindle-shaped cells
with areas represented by epithelioid cells (); histotopographic section of the orbital exenteration preparation with an epibulbar solid nodular
formation of the orbit (asterisk), stained with H/E (E)
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HOCTH TJla3a BO BCE CTOPOHbBI, PACHIMPEHUE MUCKIEPATbHBIX
COCYJIOB, TJIOCKasi MUTMEHTALIMSI B 00JIaCTU CJI€3HOTO Msiclia
U TOJyayHHoi cknaaku. 3penue OD = 0,5 sph — 1,0 D cyl —
0,5 ax60° = 1,0, OS = 0,4 sph + 1,25 D cyl — 2,5 ax165° = 0,8.
BI'1 OD/OS = 16/32 mMm pr. cT. Ha ria3HoM JHe omnpeaesin
npomuHeH1MIo JI3H 1 HeUeTKOCTh €ro rpaHull, BEHYJIbI TOJHO-
KPOBHBI, U3BUJUCTHI, 3aAHUI MOJIOC MOAAABIECH, CKIAIKU
MeMb6panbl bpyxa (puc. 6, A). TTo nanusiM Y3U u KT onpene-
JICHO MSITKOTKAHHO€ HOBOOOpPAa30BaHWE BOKPYT 3PUTEIbHOIO
HepBa, C YeTKUMU HEPOBHBIMU KOHTYPAMU, KOTOPOE BbI3bIBAJIO
nedopmannio 3aaHero nojioca riasa (puc. 6, b, B). B mpoek-
uuu onyxoau B pexume LJIK onpenensiuch envuHUYHbIE
cobcTBeHHbBIe cocyabl. [IpoBeneHa TpPaHCKOHBIOHKTUBATbHAS
OpOUTOTOMUSI, B XO/Ie KOTOPOIl BO BHYTPEHHEM XUPYPIrUUECKOM
MPOCTPAHCTBE BbISIBAEHO MUTMEHTUPOBAHHOE O0Opa3oBaHue
0e3 KarcyJibl, ”HTUMHO CITasiHHOE C 3aJHUM I1OJI0OCOM TJiaza
1 3pUTEJIbHBIM HEPBOM, KOTOPOE MH(MOUIBTPUPOBATIO TKAHU Op-
6uThl, B ToM uncie DOM (puc. 6, I'). B3aT oTreyaTok U3 TKaHU.
Mopdosnornueckasi KapTMHa COOTBETCTBOBAJIA YMEPEHHO TMUT-
MeHTHpOBaHHOI MesaHoMe CK-cTpoeHust, MperuMyIeCTBEHHO
BK-tumna B (puc. 6, 1). BropbiM 3Tarnom, mocsje moaTBepKAeHUS
JIMarHo3a v 1000cae10BaHMsl MallMeHTa Mo OpraHaM-MHUILEeHSIM
y Bpaya-OHKOJIOTa, MpoBeJeHa MOJHAAKOCTHUYHAS dK3€H-
Tepauust opoutsl (puc. 6, E). BoibHOI HampaBjieH Ha ambio-
BaHTHy10 JIT (YMIIIT) u HaGatoaeHUe y Bpaya-OHKOJIOTA.
B nocnenymoliieM niaaHUpPyeTCs 9KTONPOTE3MpPOBaHUE OpOu-
TajabHON mojocTh. CpoK HAOJIOeHUS 3a MAllMEHTOM COCTaB-
Jset 3 Mec.

OBCYXK/JIEHUE

ITMO cuuTaeTcst KpaitHe peiKOii I1aToJIorueii OpoUTHI, Ta-
TOTeHe3 KOTOPOI OCTaeTcsl 10 KOHIIa He U3y4eHHbIM. [IpuHsATO
CUYUTATh, YTO B OPOUTE OTCYTCTBYIOT MEJIAHOLIMTHI. B TO 3ke BpeMst
npeamnojaraeMoi kjaetkoit mpoucxoxaeHus [IMO saBnsiercst
OpOUTANBHBINA MEJIAHOLIUT — MPOMU3BOJIHOE HEPBHOIO IPeOHsI.
BepositHo, [IMO mpoucxoauT u3 3MOPUOHATbHBIX OCTATKOB
KJIETOK HEPBHOTO TpeOHSI, KOTOPbIE MOXKHO OOHAPYKUTh BIOJIb
LIMJIMApHBIX HEPBOB, SMUCCAPUEB CKIIEPHI MU MO3TOBBIX 000J0UEK
3pUTEJbHOTO HepBa. M3BeCTHO, YTO B HOpME KJIETKM HEPBHOTO
IpeOHSI MUTPUPYIOT U3 HEWPOIKTOAEPMBI U TpaHCHOPMUPY-
I0TCSl U3 HEMPOIMUTETUATbHBIX KJIETOK B ME3eHXMMaJIbHBIE.
BoabIIMHCTBO KJI€TOK HEPBHOTO IT'peOHs yepena TpaHCchOopMU-
PYIOTCSI B 9KTOME3EHXUMY, 00pa3ysl CKeJIeT, MbIIILBI U KOXY
rojioBbl. OcTaBIIKECs KJIIETKU HEPBHOTO IPeOHS TpaHC(hopMUpy-
I0TCSI B MEJIaHOOJIACThI, a 3aTeM — B MeTaHOUUTHI. CylIecTBYeT
MHEHHE, YTO HEKOTOPbIE MeJIaHOOIaCThI IO KaKOW-TO MPUUYMHE
HE OTAEJSIOTCSI OT 9KTOME3eHXUMBbI BO BpeMsl AuddepeHIu-
POBKM M Jajiee MOABEPTaloTCs 3JI0KaYeCTBEHHOM TpaHchop-
Mauuu [14].

OpHuMm u3 npeamectBeHHUKOB [IMO sBisieTcst OKy-
JloaepMalibHbI MenaHo3 (HeByc Ota, naevus fusculocoeruleus
ophthalmomaxillaris), KOTOpbII BIIepBbIE ONMMUCAH SIITOHCKUM
nepmatosnoroM Otom B 1939 r. kak aepMaibHasi MeJaHOLUTap-
Hasl ramMapToma, XapakTepu3YIOLIUIICsS MUIrMeHTaluell BIOIb
IJIa3HOW, BEPXHEUYEJTOCTHON U HUXKHEYEJTIOCTHOU BETBEU
TPOMHUYHOTrO HepBa. B OOJIBIIMHCTBE CllydyaeB MPOLIeCC OAHO-
CTOPOHHMUIA, IBYCTOPOHHEE ITOpaXkeHue HabJrogaeTcsl He 00-
siee yeM B 1—5 % ciydaes [15]. T1o maHHBIM JTUTEPATYPhI, PUCK
MaJIMTHU3AUWU TIPY OKYJOAEPMATbHOM MeJaHO3e COCTABIISIET
npuMepHo 4,6 % [9]. Ilpu 3TOM MeTaHOMa OPOMTHI SIBJISICTCS
HauboJjiee peakoit GopMoil MaJTUTHU3ALUMK OKYJI0JePMaTbHOTO
MeJlaHO3a, yCTyMasl yBeaJlbHOW MeJaHOMeE, MeJaHOME KOXU
1 MenaHoMme pamykku [16]. ITo HauM HaOMIOAEHUSIM, HEBYC
Ora orMmeueH y AByx namueHToB (No 1 u 2). M3oaupoBaHHbIM
MeJIaHO3 OpOUTHI BBISIBJIEH y ofHOro 6osibHOTrO (Ne 4), u ele

y OJTHOTO OOJILHOTO BbISIBJIEHA HEOOIbINAsT JOKATbHAsT TUTMEH-
TalMs B 00J1aCTH CIE3HOTO MsICIIA U ITOTYJIYHHOM cKitanku (Ne 6).
VY ocranbHbIx nanueHToB IIMO pa3Buiace de novo.

B nuteparype orMedeHbl u 6osee peakue ciaydau [TMO,
BKJIIOYasi pa3BUTHE B 00JACTU paHee MPOBEIEHHOTO JeUeH s —
Hapy>KHOro o0JiydeHUsI OpOUTHI IO MOBOIY PETUHOOIACTOMBI
B netckom Bospacte [17], [IMO B coueTaHUM C TUTAHTCKUM
HeBycoM Bekay peberka 8 sier [ 18] u [IMO y nauueHTa ¢ 1enur-
MEHTalIMeil BOJIOC U pECHUIL HesICHOM aThosioruu [19]. B Hatem
HCCeNOBAHUM CXOXMX CJIy4aeB He BbISIBJICHO.

CyectByer MHeHME, uTo [IMO B OOJIBILIMHCTBE Cly4YacB
Ha0JII01al0TCs Y TIpeACTaBUTE e My>KCKOTO 110J1a €BPOITeOUIHOM
pacsl [20]. Bce npencraBiieHHbIE B Hallleli KOTOPTE MallMEHThI
Tak>XKe OTHOCUJIUCH K €BPOIEOUJIHON pace, a COOTHOIIEHUE
MY>KUMH M XKEeHIIIUH COCTaBUIO 4:2 COOTBETCTBEHHO.

OOpaiaeT Ha cebsg BHUMaHKE TOT (akT, 4To y 4 00Jib-
HBIX OTMEYEH KOPOTKMIT aHaMHe3 (10 6 Mec), a y OCTalbHBIX
nBoux — 12 u 36 mec coorBeTcTBeHHO. Hamboee KOpOTKuii
aHaMHe3 (3 Mec) uMes MalUeHT ¢ OKYJI0AepMabHbIM MeJia-
Ho30M (N2 2), y KOTOpPOro B KOPOTKHME CPOKM Pa3BUIACh BbIpa-
>KE€HHast opOUTaIbHAs CUMIITOMATHKA C OOJIEBBIM CUHAPOMOM.
Hawubonee niutenbHbIi aHaMHe3 (36 MeC) UMeN ALUEHT, repe-
HecIuii TpaBmy royioBbl (Ne 3), ofHaKO HaM He Y1aJI0Ch BbISIBUTD
CBSI3M MEXIY JUIUTEbHOCTBIO aHaMHe3a U MOP(MOJOTHYeCKUM
BapyMaHTOM MeJaHOMBI.

B T0 ke BpeMs1 BBISIBIEH Psii 0COOEHHOCTEe! pa3BUTHSI OpOU-
TaJbHOM CUMIITOMATUKHU. Y mauueHToB ¢ HeBycoM Ota (Ne 1 1 2)
Pa3BUTHIO OPOUTATBHONW CUMITOMATUKU MPEAIIECTBOBAIO
yCUJIEHWE TMMUTMEHTALUM TTePUOKYJISIPHOM 30HBI, OTHAKO TPO-
TeKaJl 9TOT MPOLECC MO-pa3HoMy. B mepBoM ciyyae oTMevasioch
MeJIEHHOE YCUJIeHUE TTMIMEHTAIIMU BEK U MOsIBJIEHUE JIETKOTO
3K30( TabMa B TeueHUE 6 MeC, BO BTOPOM — IIPOLIECC Pa3BUBAJICS
JIOBOJIbHO OCTpO: ocie repeHeceHHoro OPBU pe3ko nosBuics
OTEK BEK 1 MEPUOPOUTATBHBIX TKaHEe#, CTpeMUTEIbHOe HapacTa-
HME BBICTOSIHUS M CMEIIIeHUE [JIa3HOTo S1I0J10Ka, MOSIBUJIMCH 0011
B opoute. COOTBETCTBEHHO, B pe3yjbTaTe MOP(MOJIOTMUECKOro
HCCIeIOBaHUsI B TIEPBOM Cllyyae IMarHOCTUPOBAIM Haubosee
OaronpusaTHBINA BapuaHT MenaHoMbl — BK, tun B, B apyrom
ciyyae — 6osee arpeccuBHbIi CK-Tuil.

JIBoe maleHTOB YKa3bIBaJIM HAa TPABMY KakK MPe/IIeCTBEH-
HUIYy Pa3BUTUSI OPOUTATBLHOTO Ipoliecca. ¥ OIHOTo U3 00b-
HbIX (No 3) TpaBma nmesia mecto 13 jieT Hazan (TpaBMa roJioBbl
crnpasa), UTO MPUBEIO K MOCTENIEHHOMY CHUXEHUIO 3pEHUs
C OMHOMMEHHOM CTOPOHBI, PA3BUTUIO BTOPUYHON TIayKOMBI,
BaCKYJISIpU30BAHHOIO OeJibMa POTOBUIIbI, BBIBUMXA XPYCTAIMKA.
OnylieHue BEpXHEro Beka, KOTOPbIii OH BMEpBbIe 3aMETUII
3 roja Hazal, CBS3bIBaJ C MIEPEHECEHHOM TPaBMOIi, YTO U I10-
CYXXWJIO TIPUYMHOM MO3IHero oopailieHus: K Bpauy. B apyrom
cydyae malMeHT yKa3biBal Ha OXOT I1a3a MOIOIIUM CPEJICTBOM
IS aBTOMOOMJISI MU OTMEeYaJl, YTO BCsl OpOMTAIbHASI CUMITTOMA-
THKa pa3BWJIaCh MOCJe 3aBeplleHUs] Kypca KOHCEPBATUBHOM
Tepanuu (Ne 6).

DK30(TaIbM SIBJISETCS OJHUM U3 PAHHUX [IPU3HAKOB OpOU-
TaJabHOTO Mpoliecca B ToM uucie u [IMO [21]. B Hammx Ha6J1t0-
JIEHUSIX ACUMMETPUSI B BHICTOSIHUM TJ1a3 BbISIBJIEHA Y BCEX MallM-
€HTOB, a CTEICHb €€ BRIPAKEHHOCTU Bapb1pOBaJia OT 2 10 6 MM.
I1pu aTOM OcCeBOil 2K30(TaTbM OIpPEneasiu Yy OOJbIIMHCTBA
u3 HUX (n = 4), 4TO 00YCJIOBJICHO MPEUMYILIECTBEHHOI JJOKAI1-
3alMeil OMyXoJM B IEHTPAIbHBIX OTAeaaX OpOuThI. JIoKau3almio
OIYXOJIW B MbILLIEYHOM BOPOHKE OTYACTH MOKHO OOBSICHUTD TEM,
yt0o [IMO yaiie pazBuBaeTcs Ha (DOHE MPEAIICCTBYIOLIETO Meja-
Ho3a (rojiyooii HEBYC, OKYJI0AepMalbHbIN MeJIaHO3, MeJIaHO3 Op-
OUTBI), KOTOPBIl UMEET TEHEHILIUIO K PACTTPOCTPAHEHMIO BIOb
dacuwuii [16]. [ToaToMy MOSBIEHUE ACUMMETPUM B MOJOKEHUMN
[J1a3 y JIMIL C OKYJIOA€PMaJIbHBIM MEIaHO30M CBUIIETEIbCTBYET

1 70 Primary orbital melanoma.
A case series
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0 MaJIMTHU3ALUKU Mpoliecca, YTO TOBOPUT O BaKHOCTHU JUC-
MaHCEPHOro HaOJIONEeHUS 3a JaHHON KaTeropueil malueHTOoB,
HanpaBIeHHOTO Ha paHHee BbISIBJICHME MTPU3HAKOB ITPOrPECCUU
M HAYaJ10 JICYCHUS C HAAEXKA0M HA YU BUTAJIbHBIN IIPOTHO3.
ITporpeccuBHbI POCT OMYXOJM B MBIILIEYHON BOPOHKE OPOUTHI
MOXET MPUBECTH K KOMIPECCUU TJIa3HOTo s10J0Ka 1 BbI3BaTh
3aCTOMHBIE SIBJICHUS Ha I1a3HoM aHe (otek JI3H, cetuarku, pac-
LIUPEHUE U U3BWIMCTOCTh BeHYJ1) (n = 3), a TakKXXe U3MEHEHUE
pedpakiuuu raaza (TMIepMETPONU3alMI0) 32 CUET YKOPOUCHMUSI
nepeaHe3agHeil ocu riaaza (n = 3), CHUXKEHUE OCTPOTHI 3pe-
Hus (n = 2) u noBbilieHue ypoBHst BIL (n = 2).

HecMoTpst Ha TsKecThb mpoliecca, ABOCHUE MOXET OKa-
3aTbCSl €MMHCTBEHHOM Xa1000i1 maliMeHTa U IMOBOJIOM K o0pa-
meHuo K opranbmoiory (Ne 4). boneBoit cMHAPOM He SIBJIIeTCS
XapakTepHbIM Yy naiueHToB ¢ [IMO u, 1o JaHHBIM JIUTEPaTYpPhI,
BcTpeyaetcst B 14 % ciyvaes [7]. 1o HamuM HaGIIOACHUSIM,
Xajobbl HAa 601 B OpOUTE OTMeYaar TOJIbKO JBa MallUeH-
Tta (Ne 2 u 5).

W3BecTHO, UTO J151 MHCTPYMEHTAJIbHOM TMarHOCTUKHY Op-
OuTaabHbIX IpoleccoB ucroab3ytoTcss KT u MPT. KT mo3Bossier
OOBEKTUBHO OLIEHUTh COCTOSIHME CTPYKTYP TJIa3HUIIbI, YCTaHO-
BUTb JIOKQJIM3ALIMI0 00pa3oBaHMsl, €ro pa3Mephbl, OLIEHUTh XapaK-
Tep pocta obpa3zoBaHus, nHBa3uw DOM, 3aMHTEPEeCOBAHHOCTD
3pUTEILHOTO HEPBA, COCTOSIHHE KOCTHBIX CTEHOK (1ehopManiuu,
JECTPYKIIMM), YTO BaXKHO MJIs1 TLTAHUPOBAHMSI XUPYPTUYECKOTO
BMelIaTebCcTBa. Bo Beex cnydasx Ha KT-cHuMKax opOuT omnpene-
JISLTU MSITKOTKAHHOE COJIMTHOE HOBOOOPA30BaHKe reTepOreHHOM
CTPYKTYDPbI, OKPYIJIOi TMOO OBaIbHOM (hOPMBI C YETKUMU KOH-
TypaMu (KpoMe OJHOro ciydass — naudeHTku Ne 1). T1pu atom
clieyeT MOAYepPKHYTh, 4To yrouineHue DOM no gaHHbiM KT
onpeaessuiv y 4 MalveHTOB, MHTPAOIePallMOHHO 3TO COOTBET-
CTBOBAJIO TUIIEPITUTMEHTALIMU TOM UK MHOM DOM u/miu ee uH-
GuUIbTpaLK OMyX0J1eBOi TKaHb0. Hu B 01HOM 13 Ha01I01aeMbIX
HaMH CJIy4aeB MPY EPBUYHOM OCMOTPE KOCTHO-AE€CTPYKTUBHBIX
M3MEHEHMI CTEeHOK OpOUTHI He BbIsiBieHO. OTHaKO B Mpoliecce
HaOJII0JICHUS Y OIHOM OOBHOM € OKYJI0IEPMATLHBIM MEJTaHO30M
MPOTPeccUsi OMyX0JI1 B OpOUTE MPUBEIIA K TECTPYKIIMU KOCTHBIX
CTEHOK OpOUTHI. B 11eJ10M Hajo oTMeTuTh, uTo KT-cuMnTomaTtuka
He oTiinuajnach crieuuduuHocThio. Onpeaensembic Ha KT ripu-
3HAKU TaKXKe XapaKTepHbl 7151 10OPOKAYeCTBEHHBIX OIMyXOoJIeii
OpPOUTHI, YTO MOXKET MPUBECTU K OIIMOOYHON AUATHOCTUKE
Y TIPOJIOHTALIUM CPOKOB XUPYPTUUYECKOTO JIEUSHUSI.

ITo MHEHMIO HEKOTOPBIX aBTOPOB, Y MaIIMEHTOB C MEJaHO-
Moit opoutsl cnietpuuHocts MPT Goubiie, yuem KT, Tak Kak
MeJIJaHUH JI€MOHCTPUPYET BBICOKYIO MHTEHCHBHOCTH CUTHaIA
Ha T1-B3BellIeHHBIX U300pakeHUSIX U HU3KYI0O MHTEHCUBHOCTh
curHaja Ha T2-B3BellleHHbIX M300paxkeHusx. MccaegoBaHust
MOoKa3aju, YTo CTENEHb MMTMEHTALUY MEJIaHOLIMTOB HAMTPSIMYIO
KOpPPEIUPYeT ¢ MHTEHCUBHOCTBIO curHaia B T1-B3BelIEHHBIX
n3obpaxeHusx [22]. OnHako cienyeT OTMETUTh BO3MOXKHOCTD
Ppa3BUTHSI OECITUTMEHTHBIX I CJIA00MUTIMEHTUPOBAHHBIX (DOPM,
KOTOpbIE He 00J1a1a0T YKa3aHHBIMU BbIIIe XapaKTepUCTUKAMU,
yTo OymeT cHuxXaTb uH(popMmaTuBHOCTH MPT. B TO Xe Bpems
noyiaraeMm, 4To MPT M0XHO cuuTaTh NPUOPUTETHBIM METOIOM
KOHTPOJISI TALIMEHTOB C OKYJIOAEPMATbHBIM MEJaHO30M, MpH-
HMMasl BO BHUMaHWe BEePOSITHOCTb X MAJIUTHU3AIMH.

Y3M Kak HeMHBa3UBHBIIA METOJI IMATHOCTUKM, OE3YCI0B-
HO, JOTIOJIHSIET A0OMepPallMOHHO MOJYyYeHHYI0 MHMOpMaInio
1 TO3BOJISIET BBISIBUTH COIMIHOE 00pa30BaHKe C HEOAHOPOIHOM
CTPYKTYPOIi, C YeTKMMHU U HEPOBHBIMU I'PAaHULIAMU, UTO MO3BO-
JIgeT [yMaTh 00 OTrpaHUYEHHOM TKaHMU.

OnHO3HAYHON TAaKTUKM BENEHUsS TaKUX MallMEHTOB
He cylecTByeT. TpaAullMOHHO JieueHre BKIIOYAeT XUPYPTUio
(Ipu BO3MOXKHOCTU — MOJIHOE yIaJIeHWE OIMYX0JIM) C IOCIeIy-
tomeit anproBaHTHOI JIT. [Ipu BeiOOpe Buaa XUpypruyeckoro

JIeUeHHUsl BCTaeT BOMPOC O ero 3(h(PpeKTUuBHOCTU, KOTOPYIO
MOXHO OLIEHUTh, TPOAHAIM3UPOBAB OTAAJEHHbIE PE3YJIbTaTh
JIeYeHUsl, a UMEHHO YacTOTY JIOKAJIbHBIX PELIUAMBOB U pa3BUTHE
OTHaNeHHbIX MeTacTa3oB. OlieHKa MpeACTaBJIeHHbIX B IUTepa-
Type cyyaeB Takxke He JaeT YEeTKOTO OTBeTa, 00ecreunBaeT
JIU pafMKaJibHasl 9K3eHTepalysi OpOUTHI JYYIIUI BUTATbHbII
IMPOrHO3 OTHOCUTEJIBHO JIOKaIbHOI opouToTOMMM [4]. B Haimx
HaOJIIOAEHHUSIX 00bEM XUPYPrUUE€CKOro JeUEeHUSsT 3aKII0Yaics
B MaKpOCKOTIMYECKHU MOJHOM yJaJeHWM OIyXO0JIeBOro oyara,
YTO yJajoCh MPOBECTU Yy 5 manueHToB. MHTpaonepaloHHO,
nmoMumMo nurmeHTauuu DOM, yka3aHHOI BbIllIe, OMPEAeIsId
TakXe MUTMEHTALMI0 TEHOHOBOM KarcyJibl Ij1a3a, XXUpOBOM
KJIETYATKM, HAIKOCTHUIIBI M KOCTU. OmyxosieBasi mceBaoKarcyia
(hopMMpoBaTa MHTUMHYIO CBSI3b C OKPYKAIOIIMMHU €€ TKaHSIMU,
YTO CBUIETENBCTBYET O BO3MOXKHOM MX MH(UIBTPALIMU KJIETKAMU
OITYXOJIU.

TTponosKeHHbI pOCT OMYXO0JIM IMarHOCTUPOBaH y 3 maiu-
EHTOB 1ocjie opouToroMun. B mepsom ciyuae (Ne 1) y 6osibHOMI
¢ BK-MenaHoMoii, KOTOpOil mocjie Xupypruyeckoro JeueHUus
npoBeaeH Kypc agbioBaHTHOU JIT YMIIII, npomomkeHHbII
POCT AMArHOCTUPOBAH TOJBLKO CIycTs 72 mMec. B AByx apyrux
cayyvasix (Ne 2, 4) (o6a ¢ CK-MenaHOMOI) mOCJie XUPYypPruyeckKo-
ro jiedeHus1 JIT He MpoBOAWIM, YTO MPHUBEIO K OoJiee paHHEMY
MPOAOKEHHOMY POCTY B OpOUTE: B OMHOM CJIydae yepes 6 Mec,
B Ipyrom — yepe3 10 Mec rociie onepauum.

Kak u B ciiyuae yBeanbHO#l MeinaHOMbI, [IMO umeror
TEHICHLIMIO K TeMaTOTeHHOMY MeTacTa3upOBaHMIO, Yallle BCETO
B MevyeHb. B Hallleii cepuu ciayyaeB MeTacTasbl B eYeHb Bbl-
SIBJICHBI TOJIbKO B OAHOM ciiydae (mamueHT No 3), a npyrumu
OopraHaMU-MUIIEHSIMU OKAa3aJUCh JIETKUE U TOJOBHON MO3T.
OnHako, B OTVIMYKE OT YBEAJIbHOM MeJaHOMBbI, BBULY HAJTUYUS
nuMmdooTToka u3z opouTsl, [IMO Takke MOXET METacTa3upoBaTh
JIMM((POTEHHBIM MyTEM, YTO BaXKHO YUUTHIBATH ITPU IUCTIAHCEPHOM
HaOJII0IEHUU 32 MPOJIeUeHHBIMU MaIlMEHTAMU.

Hecmotpst Ha To, YTO B 11€JIOM BUTAJIbHBII MTPOTHO3 Y Ta-
uureHToB ¢ [TMO mioxoi, B IUTepaType UMEIOTCS eAMHUYHBIE
KJIMHWYeCKKUe HAOMIOACHUS C IJTUTEeJIbHBIM MePHUOJIOM BbIKMBa-
Hus [4,7,9]. Ha MOMEHT MOAroTOBKY JaHHOM paboThI 3 MalyeHTa
rmoru6m B cpoku 12—36 mec (MeauaHa — 12 Mec) nocJjie Xupyp-
ruyeckoro jeueHusi. 3 Hux nmaumeHt Ne 1 ¢ BK-menaHnomoii
(cpok HaOmoaeHust — 72 mec), nanueHT Ne 2 ¢ CK-MenaHoMoit
(cpok HabmoaeHust — 12 mec) v narumeHT Ne 3 ¢ DK-MenaHoMoit
(cpok HabmomeHust — 36 Mec) (cM. Tabauiy). Obpaiiaer Ha cebs
BHUMaHUE HECKOJIbKO (haKTOB B JaHHBIX TPpeX HAOIIOACHUSIX.
Bo-nepBbix, BbpkuBaeMocTh pu BK-MenaHoMe Obliia 3HAUUTE Ib-
Ho BoIle (72 mec), yem ripu DK- u CK-menanome (36 u 12 mec
COOTBETCTBEHHO), YTO COIJIaCyeTcs C OOLIEU3BECTHLIM (haKTOM
0oJiee 0JAroNpUsITHOTO T€YEHUSI 3TOro0 MOP(HOJIOrnYeCcKoro
BapuaHTa. Bo-BTOPBIX, MPUUMHON rMOEIN TaHHON MallMeHTKU
cTaJia rporpeccusi 3a00JieBaHUs B BUIE TTPOJIOXKEHHOTO pocTa
OIYXOJIU B OPOUTE C ee pacnpoCTpaHEeHEM B COTTpeIe/IbHbIe aHa-
TOMUYECKHE 30HbI (TOJOBHOI MO3T U pelieTyaTblii JaOUPHUHT).
OcrTajibHble 1BOE TOTMOJIM OT TeMAaTOreHHOTO METACTa3UPOBAHUSI.
B-tperbux, nauueHT ¢ CK-mMenaHoOMOI 1ocjie XMpypruyeckoro
JIeUeHUs He Tolyvai Kypca aabioBaHTHOM JIT, u mepBbie MeTa-
CTa3bl BBISBJICHBI B JIETKMX yepe3 12 Mec mocjiae opouTOTOMUU
¢ TocJieayIolIei ObICTpOli TeHepaau3aleil mpolecca u rudeamn
00JILHOTO, B TO BpeMs KakK mauueHTy ¢ DK-menaHoMoii mpo-
BeneHo obayueHue opoutsl YMIIII, u MetacTassl pa3BUINCH
y Hero yepe3 18 Mec B meyeHu 1 uepes 25 MeC B TOJIOBHOIM MO3T,
I10 ITOBOJIY KOTOPBIX MAlIMEHT MojIyJajjiedeHue. Takum oopazoM,
BeposiTHee Bcero, aabloBaHTHas JIT v JedyeHUe NTUCTAaHTHBIX
METacTa30B MOTYT OTCPOUYMTh FeHepaIn3allMIo Ipoliecca v mpo-
JIOHTMPOBATDH XM3Hb MallMEHTOB. B Mojb3y HEOOXOAUMOCTH
anbioBaHTHOM JIT cBUAETENbCTBYET U KIMHUYECKUN CIIY-
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yaii Ne 4, Korma naiudeHTy ¢ MOpdOJOrMUeCKU MOIBEPKEHHOM
CK-menanomoli mociie xupyprudeckoro jgeueHus JIT He nmpoBo-
JIUJIACh, YTO MPUBEJIO K PELIUAMBY B opouTe yepe3 10 mec mocie
opouroromuu. Ilocneayromas JIT ¢ xumuoTepanuei, a Takxe
JieyeHUe TOSIBUBILIMXCS METacTa30B B TOJOBHOM MO3r (4epes
4 roia) MO3BOJWIN 3HAYUTENbHO MPOJIUTD XXKU3Hb MallMeHTa,
YTO HA MOMEHT MOATOTOBKM JAHHOM CTaTbU COCTaBJISLIO 9 JeT
0e3 Mpu3HaKoB Iporpeccuu. B To ke Bpems 3aciiy>KuBaeT BHU-
MaHus nauueHTka ¢ BK-menanomoii (Ne 5), cpok HaOI0ACHUS
3a KOTOpOii coctapisieT 9,5 rofa 6€3 Npu3HaKOB reHepaIu3aluu
npoiiecca, HECMOTPS Ha TO, YTO MOCJIe XUPYPTUUECKOTO JIeUeHUs
(MaKpOCKOMUYECKH MOJHOE yAaJeHe) OHA KaTeropuuecku OT-
Kaszajach oT npoBeaeHus JIT.

7151 BUTAIBbHOTO MPOTHO3a TakXke BakKHa OlLlEHKa coMa-
TUYECKOTO U UMMYHHOTO cTatyca nauueHToB. [IpeacTaBasiior
uHTepec ciaydau [IMO y naupeHToB ¢ UMMYHOAE(UIIUTOM, pa3-
BUBAIOLIMMCS Ha (hOHE 3JI0YNOTPeOIEHUSI TEPOUHOM U IPYTUMU
HapKOTUYECKMMU TipenapataMu. B pabore A. Furdova u coabr.
npencTasieH ciyydaii pazsutust [IMOy maivenTa 39 et Ha (hoHe
OTMCAHHBIX BbIILIE COCTOSIHUI ¢ KpaliHe HeOJaronpusITHbIM
BUTAJIbHBIM MIPOTrHO30M [23]. ¥V naiueHToB, THGUIIMPOBAHHbIX
rernatutoM C, HabsromaeTcsl MOBBIIEHHBIN PUCK PA3BUTUS
HEKOTOPbIX BUIOB 3JI0KAYeCTBEHHBIX omyxoseil. B 2017 r.
ony0JMKOBAaHO MCCIe0BaHUE, B KOTOPOM aHAJIM3UPOBAIACh
yacToTa pa3BUTHUA 35 HauboJjiee paclpoOCTPaHEHHBIX BUIOB
3JI0Ka4eCTBEHHBIX HOBOOOPA30BaHU Y MAllMEHTOB, MHMOUIIMPO-
BaHHbIX HCV. Pa3BuTre MeaHOMBI ObLIO COMPSIKEHO C KpaiiHe
Hu3kuM puckoM (0,5 %). PaHee B 1MTepatype He MpeaCTaBIeHO
HU OJTHOTO CJy4Yasl pa3BUTHS MEPBUYHON MeTaHOMbBI OPOUTHI
Ha oHe UMMYHOAEhULIUTA, CBSI3aHHOTO ¢ HocuTeabcTBoM HCV,
YTO, OJHAKO, MOXET ObITh CBSI3aHO C KpaliHe HM3KOIl pacrpo-
crpaHeHHOCThIO [TMO [24]. B Haieit paboTe y IBOMX MAllMEHTOB
MMeJIMCh HapyIlIeHUsI UMMYHHOTO CTaTyca, acCOLIMMPOBAHHbIE
¢ nepeHeceHHoit OPBU, 4TO MOTJIO MOCIYXUTh TPUITEPOM
st pazputus [IMO.

B niuteparype uMeroTcs CKyaHbIe JaHHBIE O MOJIEKYISIPHO-
reHeTnueckux ocooeHHocTsix npu [IMO. Tak, A. Rose u co-
aBT. [25] usdyyanu yactoty mytauuii B reHax GNAQ, SF3BI
u EIFIAX na 12 obpasuax [TMO u nmokasaiu KIMHUYECKYIO
3HAUYMMOCTD BbIllI€yKa3aHHBIX MyTalltii, a Takxke cxoacTBo [TMO
¢ yBeasbHOI MetaHomoit. H. Mudhar u coaBr. [26] npu aHau3e
LIUTO- ¥ MOJIEKYJISIPHO-TEHETUYCCKHUX MyTalluidi B 6 obpasiax
ITMO noka3sanu HaJlu4yue KakK XapaKTepPHbIX XPOMOCOMHBIX
abeppanuuii, Tak u Mytauuii BreHax GNAQ, GNA11, BRAF, NRAS,
pTERT, SF3BIw EIFIAX. B Haleii paboTe MOJIEKYJISIpHO-TEHEe-
TUUYECKKE UCCIICIOBAHUS TTPOBEACHBI y OAHOrO maiueHTa (Ne 2).
OO6pa3selr ObLI MCCeA0BaH Ha MaHEeJU MUKPOCATEJIUTHBIX
JIOKYCOB, cocTosleil u3 17 MapkepoB, Haxoasuxcs Ha 1, 3
u 8-ii xpomocomax. MoHOCOMUM 3-i1 XPOMOCOMBI HE BBISIBIIC-
Ho. OOHapyXeHO coxpaHeHue paiioHa 1p36.21-22 u generus
paiioHa 8p12-p22. OTMeueHO u3MeHeHue JUIMHbI aeneit (MI)
B HEKOTOPBIX MCCIEJOBAHHbBIX JOKYCax, YTO, MO-BUAUMOMY,
CBSI3aHO C MOBPEXAEHUSIMU B FeHAX CUCTEMbl perapalui.
IMonaraem, yTo AajbHelIIIEe U3YUYEHUE MOJIEKYJISIPHO-TEHETUYE-
CKUX abeppalluii, a TakxKe onpeeeHe HATMYMsI TOUYSUHBIX MY-
Tauuii B reHax npu [TMO no3BosISIT onpeeuTh MX 3HAUUMOCTh
B OTHOILIEHUU IIPOrHO3a 3a00JIeBaHMsI, a TakKe 151 pa3paboTKu
B MEPCMEeKTHBE TAPreTHOM Teparuu.

Takum ob6pa3zom, aHaIM3 COOCTBEHHBIX HAOIIOACHUIA T10-
3BoJIWII caaediath cieaytonre BBIBOJIbI.

1. IlepBuyHas MeJaHOMa OPOUTHI — pelKasi arpecCUBHAs
OIyX0JIb, cocTaBiisieT IpuMepHo 0,1 % OT Bcex HOBOOOPa30BaHMIA
OpOUTHI, HE UMEET CIelIMMDUUECKON KIMHUKO-UHCTPYMEHTAIb-
HOM CUMIITOMATUKH, YTO 3aTPYAHSIET NUarHOCTUKY U CUMYJIUPYET
J100POKAYECTBEHHYIO OMYXOJb OPOUTHI.

2. Hannuwne xano6 y 60JIbHBIX B BUIE OTE€KA BEK U MEepU-
OpOUTANBHBIX TKAHEl, TBOSHUSI, BHICTOSIHUS TJ1a3a U OTrpaHu-
YeHHOTO HOBOOOpazoBaHus no naHHbIM KT (MPT) Tpebyer
00513aTeJIbHOTO XUPYPruIecKoro Je4eHus ¢ MoppoJIornyeckoi
BepudUKalMel AuarHosa.

3. Ocob0oro BHUMaHUS 3aCIyKMBalOT MAlMEHThI C OKYJIO-
JepMaJIbHBIM MEJJAHO30M, UTO IUKTYET MOKM3HEHHOE UX TUHA-
Muyeckoe HaOmoaeHue ¢ npopeneHueM MPT opbut, a Takxke
JIMIIA ¢ HApyIlIeHUeM UMMYHHOTO cTatyca (Ipy pa3BUTUM OPOU-
TaJIbHOM CUMIITOMATUKY nocie nepeHeceHHoit OPBU, nipu Ho-
curesibetBe BUupycHoro rernatura C, BUY-undexuum u np.).

4. Xupypruueckoe JieueHue ¢ MOCAeAyIoNeil aabloBaHT-
Hoit JIT ocTaeTcst MeTo10M BbIOOpa BBUY OTCYTCTBUSI TAPI€THOTO
JIeyeHus.

5. Ha BUTa1bHBIN TPOTHO3 MALMEHTOB BIMSIET KaK TUMCTOJIO-
TMYECKUIi TUIT OIYyXOJIM, TaK U CBOeBpeMeHHoe npoBeaeHue JIT
MOCJIe XUPYPTruueCcKOro JeUeHusI.

6. Jlng nydinero moHUMaHUS TMaToreHe3a 3a00JieBaHKS
HeoOXonrMa KOHCONUIALIMS U MTPOBEAEHUE MYJIbTUILIEHTPOBBIX
HCCIeI0OBaHUI ¢ U3yYEHUEM TeHEeTUYeCKOro npoduist 3a60-
JIEBaHUS C LIEJbIO MOCAeayIoNeil pa3paboTKM ONTUMAIbHOK
Tepanuu.
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