® Orpesakuuu =N

YAK 616-006.81.04

BPOXIEHHASI MEJIAHOMA KOXM:
MOJIEKVIIAPHO-TEHETUYECKUE ACITEKTDbI
N OCOBEHHOCTU TEYEHHUA

Beasimesa T.C.!, JIoouenko JI.H.!, Bumnesckag f1.B.!, Hacenkuna T.B.'?, EmenbsanoBa M.A."2,
Aopamos 1.C."2, Opaosa K.B.!, Yrames U.A.!, lopomenko M.B.!, lemunos JI.B.!, Aiues M./I.!

'@I'BY «<HMMUII onkonorun um. H.H. Bioxuna» Munszapasa Poccun; 115478, r. Mocksa, Kammpckoe m., 1. 24
2 THCTUTYT MOJIEKYISApHOIE Ouosoruu uM. B.A. Durensrapara PAH; 119991, r. Mocksa, ya. Basuiosa, 1. 32

Karoueenie caosa: MenaHOMA KOXKH y JieTeid, BpOKAEHHAS MeJIaHOMA KOXH, repMuHaibHblie MyTauun, CDKN2A, BRAF, NRAS

Meananoma koxu (MK) siBasieTcst pekoii OmyXxoJibio B IeTCKOM Bo3pacte U cocTaisier 10 0,9% ot Bcex 3/10KauecTBEHHbIX
omyxoJieid y AeTeii. Y jeteii, Kak M y B3pOCJbIX, BbIIEJSIOT CIIOPaIn4ecKylo M HacjaeacTBeHHy1o (hoopmbl MK. 3BecTeH nenblii
PSiZl TEHOB U JIOKYCOB B XPOMOCOMAX, MYTAIlUM B KOTOPbIX MOTYT MPUBOIUTH K PA3BUTHIO MeJaHOMbI. B cTaTrbe moapooHo
paccMoTpeHbl BO3MOXKHbIE MOJIEKY/ISIPHO-TeHETHYECKIEe U3MeHeHus1, KoTopble BcTpevaoTcs npu MK, B mepByio ouepens
repMUHAJIbHBIE MyTaluu. TakKe MpeaCcTAB/IeHbI ABA KINHUYECKUX CIIy4asi THTAHTCKUX BPOXK/IEHHBIX HEBYCOB Y JIeTeld C me-
pepoxKIeHneM B MeJIAHOMY, /IJIsl KOTOPBIX ObLI BHINOJHEHO MCCIIEIOBAHNE HA HAJMYME XAPAKTEPHBIX IS MEJIAHOMBI KOXKH

reHeTHYEeCKUX M3MEHEHHIA.

MenaHOMa — arpeccUBHasl 3JJ0KaueCTBEHHAsl OIy-
XOJIb HEMPOIKTOAEPMAIBHOTO MTPOUCXOKACHMUS,
pa3BUBAIOLLIASICS U3 MEJIAHUHCOIEPKAIIUX KICTOK —
MeJIaHOLIMTOB. MeJTaHOIUTHI MPUCYTCTBYIOT BO MHO-
IMX OpraHax M TKaHsX, oqHako cBbiire 90% omyxonei
cocrabjisieT MmetaHoMa Kok (MK), octanbHbie peakue
cliydyau TIpUXOASITCSI HA MOPaXXEHUSI XKEeTYI0UHO-K1-
mreyHoro tpakra (KKT), HaamoyeyHUMKOB, 000JI04eK
TOJIOBHOTO U CIIMHHOTO MO3r'a, IIa3HOTO SI0JI0Ka, CJIU-
3HUCTOM IMOJIOCTU PTa, HOCa, MOJIOBLIX opraHos [13]. s
MK xapakTepHO paHHee TMM(pOTreHHOE U FTeMaTOreHHOe
MeTacTa3upoBaHUE MOYTU BO BCE OpPraHbl, peLUan-
BUpOBaHME, KpailHe HeOJIaronpusITHBIN TIPOTHO3 TIpU
Ppa3BUTUM OTHAJICHHBIX METacTa3oB [32].
Dnuaemuoorusa. MejlaHoMa KOXKU SBISICTCS] PEIKOM
OITyXOJIBIO B IETCKOM BoO3pacTte U cocrasisgeT 10 0,9%
OT BCEX 3JIOKAYeCTBEHHBIX OomyxoJyieil y aereit [5, 19].
C Bo3pacToM 3abojieBaeMOCTb Bo3pacTaeT [27]. B mo-
CJIeIHUE NEeCSTUIETUS OTMEUYAeTCs ITOCTOSIHHbBIN exXe-
TromHbBIN pocT 3a0ojieBaecMocT MK B pa3HBIX cTpaHax,
B ToM umciie 1 B Poccun. BepositHee Bcero, mpuIMHOMN
JaHHOTO pocTa cTaja 0ECKOHTPOJbHAS WHCOJISIINS
U COJTHEUHBIE OKOT'M, OCOOCHHO OMacHbIe B IPYJIHOM
U IETCKOM BO3pacTe. DTy TUIOTe3y MOATBEPKIAOT
HauboJjee BBICOKME IMoKa3aTeJu 3a00J1eBaeMOCTU
MK B cTtpaHax ¢ OeJIbIM HaceJeHUEeM M BbICOKUMMU
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CPEIHEro0OBbIMU 3HAYEHUSIMHU YPOBHSI MHCOJISILINY,
KakK 3To uMmeeT MecTo B ABcTpanuu, MK B rpynnax
0—14 u 15—19 ner 2,6 1 46 Ha | MJIH COOTBETCTBEHHO.
B ceBepHBIX cTpaHax OTMeUeHa TeHIEHIINS KOMIIEH-
CHUpOBaTh reorpaduueckKuii HeAOCTaTOK COJHEYHOTO
MU3JTy4eHUST KPaTKOCPOYHBIM ITOCEIIIEHNEeM FTeHeTUIeCKU
HeamanTUPOBAaHHBIMU JIMIIAMU KYPOPTOB C BHICOKUM
ypoBHEM MHcoJisILuM. Tak, 3a0oeBaeMoCThb B JlaHun
B rpynnax 0—14 u 15—19 net cocraBuia 2 u 22,2 Ha
1 mmH, B Kanage — 1,5 u 10,2 va 1 maH. B Poccun
ypoBeHb 3abojieBaeMocT MK y neteit 1 1oapocTKOB
coctaniseT 0,65 11 6,95 Ha | MJTH HaceJIeHUs, CPEIHUI
ypoBeHb 3aboseBaeMocT — 1—1,99:1 000 000 Brom [26].
OmHako JaHHBIE MMOKA3aTeIM MOTYT OBITh 3aHUKEHBI
13-3a HU3KOTO YPOBHSI PETMCTPALIMU CITy4aeB NETCKOM
u noapoctkoBoii MK.

DTHOJOTHS 1 maToreHe3. Beayliyio pojib B BOZHUK-
HoBeHun MK wurpaer ynprpacduoieToBoe U3JIydeHue
(YO-uznyuenne, YOW), BhI3bIBalOLLIEE TTOBPEXKACHUE
MOJIEKYJI Ae30KCUPUOOHYKIenHOBOM K1caoThl (JJHK)
KJIETOK KOXM, a TakKXKe oO0pa3oBaHME CBOOOIHBIX pa-
JIKAJIOB U UMMYHOCYITPECCHH, CTIOCOOCTBYIOIIEH BbI-
>KMBaHMIO OMYXOJIEBBIX KJIeTOK [14]. YcTaHOBIEHA pOIb
CBOOOITHBIX PAINKAIOB B BOSHUKHOBEHUM DITMTEHETH -
YeCKUX HapyIIeHni. B HopMe MeTaHOIIMThI BBITIOTHSTIOT
POJIb CBETOMUIBTPA, ITOMIOLIAs U30BITOK YD-U31yue-
Hug. [1pu a3Ttom YOU noBpexgaeT He TOIbKO KepaTh-
HOITUTHI KOXXH, HO ¥ CaMM MeJlaHOLMTHI. [ToBpekmeH-
Hble MoJieKyJibl JIHK cnocoGHbI BocCcTaHAaBIMBATLCS C
y4acTUEM CUCTEM pernapaluu, B ciiydyae HeoOpaTUMbIX
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MOBPEXIECHUI 3amycKaeTcsl TpolLiecc arornTo3a KieT-
ku. [Ipu GioKMpOBKE Mpolecca arnornTo3a KieTKa
BbDKMBaeT, a mytauuu B JIHK menaHonmnTa HaumHaOT
CTPEMUTEJIbHO HaKalJuBaTbCsl, 3aIlycKas MpOLecChl
TpaHcHOPMAaIINK KJIETKN U pa3BUTHS TUCTUTA3WH, a 3a-
TeM MeJlaHOMBEIL. [ToaTomy K YD-u3mydeHnIo oco6eHHO
YYBCTBUTEILHBI JIFOIU C HACTEACTBEHHBIMU Ie(eKTaMu
cucteM penapaunu JIHK, curHabHBIX ITyTeli anonTosa,
LIMKJIA IeJICHUS KJIETKM, TeHOB-CYIIPECCOPOB U 1p. [8].

Drtnonornyecku MK — reteporeHHoe 3a00j1eBaHue,
3aBUCSIICE OT B3aMMOIEUCTBIS KaK HACIeICTBEHHBIX,
TaK U cpeaoBbIX (pakTopoB. OCOOEHHO 3HAUMMAa B3au-
MOCBSI3b (DOTOTHITA KOXKM 110 T. DUTHITATPUKY U YPOBHS
YOU (cMm. Tabnuiy).

OnHako 3Ta B3aMMOCBSI3b HE SIBJISIETCSI CTPOTO CIeL -
¢uueckoii.

Taomua. Ouenka (ororuna koxu no T. urunaTpuxy

p16 T p156aa
OkzoH 1p Sk30H 1o - SK30H 2 : Ok30H 3
ARF
pld [ 132a0

Puc. 1. Crpoenne rena CDKN2A v BapuaHThl aIbTePHATHBHOTO
cnaiicuara [16]

Hazy 4 (CDK4), Hapy1uas ee ¢BsI3b C HIUKJIMHOM D, 4TO
MPUBOJIUT K TOPMOKEHMIO Iepexona KJIeTKH 13 (asbl
G1 B (¢azy S uepes curHajabHbIii MyTh Rb (reH peTuHo0-
snactombl RB1). benok p14ARF peryiavpyeT Ki1eTOUHbII

BocnpunmunBocTh
NoNe Hassanue potorumna XapakTepucTuka p
K YOU
Tun 1 | «Kenbrckuii» OueHb cBeTJIasi, po30BaTo-0exXeBast UM MOJIOYHO-0enast Koxa, MHoro | Hukorma He 3aropaer,
BECHYIIIEK, CBETIIbIC PHIXKEBAThIe BOJIOCHI, TOJTYObIe, CBETIIO-CephIe I1a3a | Bcerna ooropaet
Tun I | «EBponeiickuit CaeTiast Koxa, MHOTa BECHYIIIKH, IIBET BOJIOC — OT CBETJIOro 610HIu- | MHOTrma MoxeT
CBETJIOKOXUI» Ha JI0 CBETJIOTO LIaTeHa, roylyoble, 3eeHble UM cepble 1a3a 3aropeThb, HO yallie

obropaer

Tun I1I | «EBponeiickuii
TEMHOKOXU»

CMyrasi Koxa Uy 1IBeTa CJIOHOBOI KOCTH, BECHYIIIEK OOBIYHO HET, LIBET | YacTo 3aropaer,
BOJIOC — OT TEMHOTO GJIOH/IMHA JI0 TEMHOTO IIIaTeHa, CBeTIO-Kapue I1a3a | MHOTIa o0ropaeT

Tun IV | «CpenuzeMHOMOPCKUit» | [IOCTaTOYHO TEMHBIM OTTEHOK KO, OOBIYHO C OJIMBKOBBIM
OTTEHKOM, TEMHO-KOPUYHEBBIE WJIK YEPHBIE BOJIOCHI, TEMHBbIE I71a3a

Bcerna 6vicTpo
3aropaet, HUKOTa
He 0o0ropaert, 3arap
TIEPKUTCST TOITO

TunV | «A3uaTckuii»

TCMHO-KOpI/I‘-IHCBaH KOXa 1 4YEPHBLIC BOJIOCHIL

Huxorna He o6ropaer

Tun VI | «Adpukanckuii»

OueHb TEMHas, IMMOYTU Y€PHad KOXa 1 YCPHBIC BOJIOCHI

Huxorna He o6ropaer

V neteit, Kak Uy B3pOCJIbIX, BbIAESIOT ClIOpaanye-
CKyI0 1 HaclieactBeHHYI0 (popmbl MK. Ecnu B cembe
0oapHOTO pedeHka Het cimydaeB MK, To ckopee Bcero
9TO crnopaauyeckas MejaHoma. OIHAKO eCliu B CeMbe
UIeT HakoruieHue ciiyyaeB MK, To MOXXHO rOBOpPUTH
0 HaclJieICTBeHHOI (ceMeiHOl, reHeTuYeCKn-acco-
LIMUpoBaHHOI) MeaaHoMme. Ha cemeliHyio MelaHOMY
npuxonutcsa 5—14% cnydaes |21, 31].

Mo 50% ciygaeB ceMeliHO# MeTaHOMBI aCCOITUUPO-
BaHbI C TepMUHAIbHBIMU MyTalsiMu B reHe CDKN2A,
pacmoJioXXeHHOM Ha XxpoMocome 9p21, ocobeHHO B
CeMBbSIX, B KOTOPbIX 0TMeueHO 3 u 6ojiee 001bHbIX MK
[9]. Ten CDKN2A siBnsieTcst BBICOKOTIEHETPAHTHbBIM, MY~
Talluy B 3TOM I'eHe aCCOLIMUPOBaHbI C BHICOKUM PUCKOM
pa3BuUTHUs MeslaHOMbI. OH COCTOUT U3 4 9K30HOB — la,
1B, 2, 3 1 OTHOCUTCS K T€HAM, Y KOTOPbIX IIPEACTaBICH
MEXaHU3M aJlbTepHATUBHOTO cIulaiicuHra (puc. 1).
OnuH reH KomupyeT nBa 6eka, p16Ink4A (3k30HHI 1o,
2u 3) upl4ARF (3x30Hb5I 13, 2 1 3), KOTOpBIE SIBISIIOTCS
OITyXOJIEBBIMU CYIPECCOPAMHU.

DTu 6eJKU PeryaupyloT 2 CUTHaAIbHbBIX TyTU — TYTh
p53 (TP53, OMIM 191170) m Rbl (OMIM 614041).
Benok pl61NK4a mHrn6mpyeT MUKIMH3aBUCUMYIO K-

LMK Yepe3 pS3-CUTHATBHBIN ITyTh, TIPETISITCTBYS pa3py-
LIeHUIO OenKa p53, yBeIndnBaeT KOJIMIeCTBO OenKa p53
1 aKTUBHUpYeT ero. CleacTBUEM SIBIISICTCS OCTaHOBKA
KJIETOUHOTO HUKJja 1 perummkauuu JHK [16].

Myrauun 6enka pl6 orBercTBeHHHBI 3a 20—40%
ciyyaeB HacJeACTBEHHON MelTaHOMBI KoXu. Myrta-
uuu 6enka pl4ARF BcTtpeuatoTcss HECKOIbKO pexe,
B 25% ciy4aeB HaclIeICTBEeHHOI MeJIaHOMEI. MyTa-
I MOTYT WHAKTUBUPOBATh TOJNBbKO pl6INK2a, He
3arparuBas p14ARF, a nHOrma MHAKTUBUPYIOTCS 00a
oenka [11].

B pesynbrate MyTanuii u runepMeTUIMPOBAHUS
reHa CKDN2A nioBbllliaeTcsi pUCK BO3HUKHOBEHMST HE
TOJIbKO MEJIAaHOMbI, HO 1 paKa IMOIKe Ty 104HOM XKeJle3bl,
MUIIEeBO/IA, XKETIHBIX ITyTei, MOYEBOTO ITy3BIPS, ME€30-
TEJIMOMBI, YBeaJIbHOW MeJaHOMBI, 3JI0KaYeCTBEHHbIX
[JIMOM, paka MOJIOUHON XeJie3bl, paka Jjierkoro, T- u
B-knerouHoro seiiko3sa [28].

[MpumeprHOo y 9—15% GOMBHBIX C TTEPBUYHO-MHOXKE -
ctBeHHOU MK Obu1M 00Hapy>KeHbl TepMUHAJIbHBIE MY~
TallMy ITPY OTCYTCTBUM CeMEHO oTsiroleHHOCTH [ 13].
ITpu cnopannueckoit MK comaruyeckue myTraiuu B
rene CDKN2A obHapyxuBatoTcst peako — 2% [1].
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JIpyrue reHbl HacJieICTBEHHOM MPeapacoI0KEHHOCTH
K menanome. [en MCIR xomupyeT pelenTop MejlaHo-
koptuHa 1 (MCIR), pacrnojioXXeHHbIi Ha TOBEPXHOCTH
SMNUJepMabHbIX MEJIaHOLIMTOB. AKTUBUPYET CUHTE3
MeJJaHMHOB. Psi1 0THOHYKJIEOMIHBIX MOJUMOP(PUZMOB
3TOr0 reHa MPUBOJIUT K CHUXKEHUIO U nmoTepe GyHKLIMHU
pelientopa, YTo NPUBOAUT K (DOPMUPOBAHUIO XapaK-
TePHOTO CeBepoeBpoIleiicKoro (heHOTHUMa — PhIXKUE
BOJIOCHI, CBeTJasi KOXa, BECHYIIIKM U HECITIOCOOHOCTD
3aropaTb. Hajimuue omHOro HeG1aronpusiTHOro ajijiesst
reHa MCIR yBenuuuBaeT pUCK pa3BUTUSI MeJIaHOMBbI
B 2,2—4,8 pa3a [24]. CoueTaHue ajieneil pucka reHa
MCIR c mytauusimu B reHe CDKNZ2A cylliecCTBEeHHO
yBEJIMYMBAET pUCK 3a00JieTh MeJaHoMmoli. CoueTaHue
HeOsaronpusiTHoro ajeist reHa MCIR ¢ myTauusiMmu
B reHe BRAF TMoOBbIIIAIOT PUCK PA3BUTUSI MEJaHOMBbI
He3aBucuMo ot YDOU [6].

Ien MITF peryaupyeT MHOXECTBO T€HOB, OTBET-
CTBEHHBIX 3a poJidepaiuto (reH CDK2), nuddepeH-
HUPOBKY, BbixkuBaHue (reHsl BCL2, BCL2A, ML-IAP,
MET, APEI, HIFIA) n BbipaboTKy nurmeHra. lep-
MUWHaJbHbIE MyTallui B reHe MITF TOBBIIIAIOT PUCK
pa3zsutust MK u paka moyek. Haiie Bcero BCTpe4yaroTcst
MyTauuu U amrndukauust reHa MITF [25]. Myrtauuu
MITF ycunvBaloT MUTPALIMIO U MTHBAa3WBHbBIE CBOMCTBA
MenaHouToB. benok MITF siBasieTcs IeHHBIM UMMY-
HOTMCTOXMMUYECKMM MapkepoM [10].

Bpoxaennas MK (BMK) BcTpeuaeTcs kpaiiHe
peaKo, BO3HMKAET B OCHOBHOM M3 MeJaHOLUTAPHBIX
HeBycoB (MH) nona, onHako B psiae ciydaeB BMK
pa3BMBaeTCs B pe3yjibraTe TpaHCIIaleHTapHOIO MeTa-
CTa3MpoBaHUs MeJIaHOMBI MaTepu B 1uiof [17, 22]. DTu
MeTacTa3bl pa3BUBAIOTCSI TOJbKO MPU FeMaTOreHHOM
MeTacTa3upoBaHUU MelaHOMbl. Cpean Bcex 370Kaue-
CTBEHHBIX HOBOOOPAa30BaHUIi y OEpeMEHHBIX MeIaHOMa
BcTpeuaeTcs B 8% ciydaeB, TIpY 3TOM Ha TpaHCITIalleH-
TapHYI0 BPOXJIECHHYIO MEJIaHOMY MPUXOAUTCS OKOJIO
46% oT Bcex BpOXKIECHHBIX MejlaHoM [1, 2, 17].

s mpruoOpeTeHHON BpOXAEHHO MeTaHOMBI Xa-
paKTepeH MOJUOPraHHbIN XapakTep nopaxeHus. Yaiie
BCETO B MPOILIECC BOBJIEKAIOTCS KOXa U MeYeHb IUIOJA.
[TopaxkeHUsI KOXU BapbUPYIOT OT HEOOBIIUX Yep-
HO-CHUHUX IMSITEH WJIK MaITyJI 0 TMTAHTCKUX MACCUBHBIX
y3710B [ 18]. XOTsI IpOorHO3 y JeTeii ¢ TpaHCcIuIalleHTapHO
MPUOOPETEHHOU MeJTaHOMOU HeOJJaronpUsITHBIIA, O -
CaHbI CJIyyau CIIOHTaHHOTO perpecca 3adbosieBaHusd [15].

Co0cTBeHHbIE JaHHbIE

C 1991 1o 2016 1. 6bUT IPOBEIEH aHAJINU3 BCEX CITy-
yaeB MK y geTteit, KoTopble oOpalliajich Ha KOHCYIb-
Tauuio u/uau npoxoauau ieyenue B ®I'bY POHILL
M. H.H. brnoxuna Munsagpasa Poccun. Beero BoisiB-
sieHo 134 ciyyass MK y neteii oT poxxaeHust 1 10 18 JeT.
B nepron HOBOpOXIEHHOCTU (OT pOXKAEHMS 10 28-TO
nHs) MK Berpeuasach y aByx MaaburkoB (1,5% oT Bcex
ciyyaeB MK y neteit). B nmepuon rpynHoro Bospacrta
(ot 29-ro nHs 1o 1 roma) — 1 ciyyvaii y neBouku (0,8%).

KonmunuecTBo BBISIBIEHHBIX CJIydaeB B 3aBUCUMOCTH
OT BO3PACTHOM IPYIIITLI B HAILIEM aHAIU3€e MOATBEPINIIO
penKyro BcTpedaeMocTb MK B mepuon oT poxXaeHus 10
roga (2,3%), a Takke IMPOAEMOHCTPUPOBAJIO TIPOIOP-
IIMOHAJIbHOE B3pPOCJICHUIO IeTel yBeIWYeHUe Jrciia
cayyaeB 10 40,6% y neteit B Bo3pacte 12 jet u 6oJee.
Caydau BpOXKIECHHOM METaHOMBI KOXM BBHI3BIBAIOT
OCOOBIIT MHTEPEC Y UCclienoBaTesieilt B HaaeX e oIy~
yeHUs1 THGOPMALIMU O HACJIEACTBEHHBIX TeHETUYECKIX
MoJIoMKax M (haKTopax prcKa C IeJIblo JaJTbHEHIIETo
BO3MOXKHOTO MpeAyTIPeXICHUS 3a00IeBaHNSI.

Kmmamgeckuii mpumvep 1

[Mamuent M., 22 nast. @ororun koxu 11 mo durimna-
TpuKy. I3 aHamMHe3a U3BeCTHO, YTO MaJIbUUK POAUICS
Ha 37-ii Henese 6epeMeHHOCTU. bepeMeHHOCTh IpoTe-
KaJja 6e3 OCJI0XHEHUI, MaTh — MPaKTUYECKU 310pOBa,
B CeMbe CIyJ4aeB MeJaHOMBI U IPYTUX OHKOJIOTMYECKUX
3a00JIeBaHUI Y OIMKANIIUX POACTBEHHUKOB HE ObLIO.
Ponutenu ob6paruiuck ¢ xkajodbaMu Ha OOLIMPHOE
MUTMEHTHOE 00pa3oBaHMe KOXM Yy peOeHKa B 001aCTH
CIWHBI, SITOAUII, C TIEPEXOAOM Ha JTOOKOBYIO 00J1aCTh
U KOXY MOILIOHKHU, BBISIBIEHHOE TPU POXIECHUU pPe-
OeHka. B mpenenax murMeHTHOro o0pa3oBaHUs B MO-
SICHUYHO-KPECTLIOBOK 00JIACTU POAUTEIM OTMETUIN
Tak:Ke ouyar HermpaBUJIbHBIX OUepTaHWI ¢ MOKHYIIEH 1
KpoBoTOuallieit moBepxHocThio (puc. 2). [1pu ocmotpe:

Puc. 2. a. Buemnnmii Bua namuenta M., 22 1Hs, 10 JieUYeHUs1, 11a-
THO3: BPO2KJI€HHbI TMTAHTCKUIA HEBYC ¢ caTesiMTamMu. Bpoxxaennas
MeJIaHOMA KOKHU NOSICHUYHO-KPECTIIOBO# 00J1ACTH C U3bSI3BJICHHEM.
IToka3aHo xupyprudyeckoe jeueHne — IMArHOCTHIECKAST IKCIU3NOH-
Has Ouoncus omyxoun. Bun cniepenu; 6. Tot ke manuent. Bua c3aau

MPEeUuMYyILEeCTBEHHO B JOpCaIbHON 00J1aCTH TYJIOBUILIA C
MepexoIoM Ha KOXY TTax0BOI 001aCTh BU3yaTu3UPYyeTCs
ruranTckoe (cBbiie 20 cM) IUTMEHTHOE 00pa3oBaHue,
YACTUYHO MOKPHITOE BOJOCAMU, XapaKTepuU3ylollieecs
HEpaBHOMEPHOM MUTMEHTALMEM, [IBET BApbUPYET OT
pPO30BOTO 10 TEMHO-KOPMYHEBOTo/4epHOTO. B 110~
SICHUYHO-KPECTILIOBOI 00JlacTU omnpeaesieTcss oyar
(oTMEYEeH KpacHBIM KPYroM) ¢ YeTKMMU HENpaBUJIb-
HBIMU <«TPEYroJbHBIMU» OouepTaHUsAMU 3,5x3,7 cM
YEpHOTro 1IBETa, Ha MOBEPXHOCTU Oyara B LIEHTPe —
s13Ba HEMIPaBUJIbHbBIX OKPYTJIbIX OUEPTAaHUM, TOKPbITAs
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reMopparnyecKUMM KOpKaMu, Koxka B Ipeaeiax u Imo
nepudepun odyara XapakTepU3yeTCs TePEBIHUCTOM
IUIOTHOCTBIO. TIpUCYTCTBYIOT €IMHUYHBIE CATEJIJIUTHI
Ha KOX€ BOJIOCMCTOIM YacTH TOJIOBBI, TYJOBUIIA, KO-
He4yHOCTel. BhUTO BBIMONIHEHO AepMAaTOCKOMUYECKOE
ncciaegosanue (puc. 3). Ha ocHoBaHMM JaHHBIX aHA-

TMCTOJIOTUYECKON BepUUKALMY JUATHO3a «<MeJITaHOMa
Koxxu» BeitojiHeHo MPT Bcero tena (puc. 5).
JaHHBI TPUMEpP WITIOCTPUPYET BEAYIIYIO POJIb aHa-
MHe3a ¥ KJIMHUYECKOM KapTUHBI: HaJIMYKe BPOXKIEHHO-
IO TUTAHTCKOTO HEBYCA OOYCIIOBJIMBAET PUCK Pa3BUTHS
Ha ero ¢oHe MK B 2—6% ciydaeB, npuuem 60% u3 Ko-

Puc. 3. a. Tor ke nanuent. /lepMaTockonmyeckoe uccienosanue B odaactu MK — Busyammsupytores: 6eo-rouryoas
Byaab (1), «nceBgomogun» (2), mommxpomust (3), CTPYKTYpPhI MO THITYy «MOJIOTOTO mepua» (4), aTUNAYHAS MUTMEHTHAS
ceTb (5), «<uepHUIbHBIE ATHA» (6) (mosicHeHue B TekcTe); 0. ToT ke mamuenT. CocTosIHIE MOC/IE XUPYPrHYECKOTO MCCEYeHNs

MeJIAHOMBI KOKH, pa3BuBLieiicst Ha pone TBMH

MHe3a, KIMHUYECKOro, 1ePMaTOCKOMMYECKOI0 OCMO-
Tpa YCTaHOBJIEH AWArHO3: BPOXKIAECHHBI TMTaHTCKUMA
HEBYC C caTe/uiuTamMu. BpoxaeHHass MelaHOMa KOXU
MOSICHUYHO-KPECTIIOBOI 00JIACTU C U3BSI3BICHUEM.
ITo npocTkeHun pedbeHKOM Bo3pacta 1 Mec ObLIO BbI-
noJjiHeHo Y3 U nepudepnyeckKux 1MM@oy3noB, OpraHoB
OpPIOIIHON MOJOCTH, 3a0PIOIIIMHHOTO MPOCTPAHCTBA U
MaJioro Tasa (puc. 4); peHTreHorpacusi OpraHoOB TPYI-
HOM KJIETKU B IIPSIMOI 1 OOKOBOM MPOEKILIMSIX; SKCILIM-
3MOHHAasi OMOICHUS ¢ MIACTUKON MECTHBIMM TKaHSIMU
C aHECTe3MOJIOTMYECKMM 00ecIieueHUueM, MPOBEJICHO
MOJIEKYJISIpHO-TeHeTuYeckoe ucciaenopaHue. Ilocie

TOpPBIX peannsytorcs a0 10-1eTHero Bo3pacra [29, 30];
HaJM4YKe BPOXKISHHOTO oJara B IIOSICHUYHO-KPECTLIO-
BOIi 00JJaCTU KJIMHUYECKM MOa03puTesibHOro Ha MK:
¢opMa HOBOOOpa30BaHUS aCUMMETPUYHAsI, TPAHULIbI
decToHYaThIe, MECTaMM HedeTKME, LIBET HEOIHOPOI-
HBII C TIPUCYTCTBUEM HECKOJBLKUX IIBETOBBIX 30H,
pasMep 6ojiee 6—7 MM, U3BSI3BJICHUE DITUAEpPMUCA Hall
HOBOOOpa30BaHUEM —MOKHYTHE, KPOBOTOUYUBOCTh
MOBEPXHOCTHU, YTO MOATBEPKAAIOT 3KaJT0ObI POIUTENEI.

JlepMaTocKONMMYeCKoe UCCIeN0BaHNUE C TTOMOIIBIO
aJiropuT™Ma ApreH3MaHo MO3BOJIMIIO IPEANOI0XUTh
3JI0OKQY€CTBEHHYIO MPUPOLY MUCCIEIYyeMOTO HOBO-

Puc. 4. a. Tor ke namuent. Y3U ¢ II/IK MAIrknx TKaHeii NOSCHIYHOI 00,1aCTH, B 30HE MOBBIIIEHHOI MUTMeHTANH (Suspicious
melanoma); 6. Tor ke nanuent. Y3U c¢ IIJIK Koxku MOmOHKHN (MOSICHEHUS B TEKCTE)
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Puc. 5 a—B. Tor ke nanuent, MPT whole-body

oOpazoBaHus. Tak, U3 OOJIBIINX TUATHOCTUYECKUX
KpUTEpPUEB MPUCYTCTBOBAIU: (hparMeHT aTUITUYHOMN
MMUTMEHTHOU CeTU, MPEACTaBICHHbIN Pa3TUYHBIMU MO
TOJIILIMHE TTePErOpoIKaMU U pa3MepaMu siueek (5), 4To
COOTBEeTCTBYeT 2 Oayiam; 6es1o-ronyoast Byans (1), uto
COOTBETCTBYET 2 6a/iaM; U3 MaJIbIX TMAaTHOCTUYECKUX
KPUTEPUEB OTPEACSINCH CTPYKTYPHI 10 TUITY «MOJIO-
Toro nepia» (4) — 1 6ai, «<depHWIbHBIE MTATHA» (6) —
1 6amn. TakuMm 006pa3oM, B CyMMe ObLIO ITOJy4eHO 6
6aoB. CorjacHO aJiIrOPUTMY, METaHOLUTAPHbIE HO-
BOOOpa30BaHUsI, y KOTOPLIX CyMMa 0ajljIoB COCTaBIISIET
3 u Oosiee, paclieHUBAIOTCS KaK 3JI0KaYeCTBEHHbBIC U
MojJIekaT yIajaeHUIo (4yBCTBUTEIbHOCTh MeTona 95%,
crieunduaHocTb 75%).

ITpu Y3U ¢ HAK MsArkux TKaHei mosiCHUYHOM 00-
JIaCTH B 30HE ITOBBIIIEHHO MUTMEHTalUK (Suspicious
melanoma) onpenenseTcs yTOIIIEHUE CI0S IePMbI
10 6 MM, 9XOT€HHOCTb €r0 TOBBIIIIEHA, OMHOPOIHASI,
BacKyJisipu3alysl pe3Ko ycujieHa (B JaHHOI o0JiacTu
noaTeep:kaeHa MK mpu rmcTojiornyeckoM Mcciaeao-
BaHuM) (cM. puc. 4 a). I[1ogKoKHO-XKMPOBOiA CJIOH He
orpenensieTcs, TpaHuIla ¢ COeNUHUTEIbHOTKAHHOMN
dacuumeii ykazana crpeiakamu. [1pu Y3U ¢ LK koxu
MOIIOHKM MOCJEIHsIs yToalleHa, 1uddy3HO-IOBbI-
IIEHHOU 9XOTeHHOCTH, OIPeNesIeTCsT OObIIOe KO-
4YeCTBO U3BUTBIX COCYAOB (CM. pUc. 4 0).

ITpu whole-body MPT BbisiBJIeHO HalMuMe MeJTaHU-
Ha B CTPYKTYpax IroJIoBHOro Mmo3ra. MP kapTuHa ouaros
He COOTBETCTBOBAJIa METaCTa3aM MEJIAHOMBI, a SIBJISLIaCh
XapaKTepHON Ui HeipokoxxHoro MenaHo3a (HKM).
[ToaToMy BCceM AETSIM C BpOXKISHHBIM TMTAHTCKUM He-
BYCOM XeJIaTeIbHO BhIOJIHAT, MPT 111 mpaBujibHOM
nuarHoctTuky HKM, Tak Kak mauyeHThI C BpOXKIEHHBIM
TMTAaHTCKUM HEBYCOM MMEIOT BBICOKMI PUCK IMOpaxe-
HUS LEHTPAJIbHOM HEPBHOM CUCTEMBI.

Penrtrenorpacdus opraHoB rpyaHON KJIETKHU B
MpsIMOM M OOKOBOM IPOEKIUSIX — JaHHBIX 3a mts He
TOJTy4eHo.

[ucTomornueckoe ucciaenoBaHue: y3I0Bas IMUTe-
JIMOUJHOKJIETOYHAs! U HEBOKJIETOUYHASA TUTMEHTCO-
Jepxaiast MesjaHoMma (puc. 6 a), BO3HUKIIAs Ha (poHE

BPOXIEHHOTO HeBYyca, ¢ 1 MUTO30M/MM?, C U3bSA3BIIE-
HUeM (puc. 6 6), 6e3 TPU3HAKOB COCYINCTON NHBA3UH,
(haza BepTUKaAJBHOTO POCTA, YPOBEHb MHBA3UU 110
Kiapky — 3, rommuHa 1o Breslow — 1,5 mM.

IMpu UT'X nccnenoBaHM B KJIETKAX, IKCIIPECCUPY-
I01IMX MeJJaHoLMuTapHbie MapKepbl (Menan A, HMB45
u 1p.), uaaekc npoaudepaunn Ki-67 pasen 20—30%
OITYXOJIEBBIX KJIETOK (puc. 7 a, 0).

MosieKyasipHO-TeHeTUYeCKOe UCCIeIOBAaHUE: OITy-
xoJjieBast JIHK BreigeneHa M3 cBexke3aMOPOXKEHHOTO
MaTtepuaga. Metogom myabruriekcHoit LNA-0G0-
KUpyIoLIel aMIIIMPUKaLIMU C MOCAeAyIolel a-
Jenb-crieuuuyHoi rudopuansauneii [TLIP-nponykToB
Ha TUAPOTreJIeBbIX OMOUUIIAX OIpEeAc/sii HauUue B
OITyXOJIM COMaTUYECKUX MyTaLlnii B reHax BRAF, NRAS,
c-KITu GNA1I. Metonom NGS BBITTOJIHEHO TaApreTHOE
CeKBeHMpoBaHUe 3K30HOB reHoB TP53, PTEN, BRAF,
KIT, NRAS, PDGFRA, RASAI, MAP2KI, MAP2K2,
RACI, MET, AKTI, CDKN2A. B pe3ynbraTe aHanu3a
BhIsIBJICH onumopdu3m P72R rena 7P53 B roMO3UTOT-
HOM COCTOSIHUHU, KOTOPBIi He SIBJISIETCS MAaTOTEHHBIM.

Ha ocHoBaHUU JaHHBIX TUCTOJOTMYECKOTO HUCCIIe-
JIOBaHUSI 1 TIOJTHOTO 00CIe0BAaHMSI MALlMeHTa YCTAHOB-
neHa menanoma T2bNOMO, ITA cranus. B nanpHeiem
PEKOMEHI0BaHO JMHaMUuyecKoe HadjoaeHue. B Ha-
crosiiee BpeMsi peOGeHOK ITPOoIoJKaeT IMHAMUYECKOe
HaOI0IeHMe 0e3 MPU3HAKOB IIPOrpecCUpoOBaHUs 3a-
OosieBaHMSI.

Knnnyeckwuii npumep 2

IMamuent JI., 5 mec. @ororun koxu I mo @utiina-
TpUKY. MaTh 00paTUINCh € 3KajJj00aMu Ha CYIIECTBYIO-
111e€ C POXKIEHUSI OOLIMPHOE IMMITMEHTHOE O0pa3oBaHUE,
pPACIIOJIOXKEHHOE MPENMYIIECTBEHHO B 3aTbIIOYHOM
00J1aCTH rOJIOBBI C IEPEXOIOM Ha 33/IHIOI0 TOBEPXHOCTh
1IEXW, BEPXHUI TUIEYEBOM MOSC, C PACIIPOCTPAHEHUEM
Ha KOXY CITUHBI Y MEPETHIOI0 TPYIHYIO CTEHKY, a TAKXKe
MHOXECTBEHHbIE N30JIMPOBAHHbIE MUTMEHTHBIE 00pa-
30BaHMSI HAa KOXeE TYJIOBMIIA U KOHEYHOCTEH (puc. §).
M3 aHaMHe3a U3BECTHO, YTO MajbUyMK POAMJICS Ha
39-i1 Henene 6epemeHHOCTU. [Ipn ocMoTpe: penumy-
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Ot penakuumn

Puc. 6 a, 6. Menanoma Koxu. [1cToornyeckoe cTpoeHne. a. Y3/10Bas nurMeHTcoaep:xkamias meaanoma. [loaamopdHbie Menano-
HUTHI B 02327TbHOM CJI0€ JMHIEPMUCA — IOHKIIMOHAJIBHAS AKTHBHOCTH (MPO3PAYHAsi CTPEJIKA) B IePMe B BHJI€ THE3IHBIX CKOTLTCHH I
U noJieii (YepHas cTpeiika). Y. x10, 0Kpacka reMaTOKCHJINHOM H 303UHOM; 0. VI3bsi3BIIeHNE HA TOBEPXHOCTH OMYXO0JIH (CTpPeJIKa).

V8. x10, 0OKpacKka reMaTOKCHJIHHOM U 303MHOM

Puc. 8. a. BHemmnnii Bun namuenrta Jl., 5 mec, 10 JreueHus, aua-
THO3: BPOXKIEHHbIi TMTAHTCKUIA HEBYC ¢ caTe/iiMTamMu. MejiaHoma
KOXKM 3a/1Heii moBepxHocTH men. [Toka3ano xupypruueckoe Jieve-
HHe — IUATHOCTHYECKas 3KCIM3HOHHAA Owoncus. Bun cnepenu;
0. Tor ke manuent. Bux c3aau

IIECTBEHHO B BEPXHEU TPETU CIUHBI C YaCTUUYHBIM
TIEPEXOA0M Ha KOXY IEPEAHEN TPYIHOM CTEHKU, 3aAHEN
MOBEPXHOCTH I1IeU U TEMEHHOI 00JIaCTH T'OJIOBbI BU3Ya-
JIM3UPOBAJIOCH TMTAHTCKOE (CBbIIIe 20 CM) MUTMEHTHOE
00pa3oBaHKe, YaCTUYHO MOKPHITOE BOJIOCAMU, XapaK-
Tepu3sylolleecsi HepaBHOMEPHO MUTMEHTAalUe, 1BET
BapbUPOBAT OT PO30BOTO M CBETIO-KOPUIHEBOTO 10
cepo-uyepHoro. O0paiano Ha ceOs1 BHUMaHUE CYIIe-
CTBOBAaBIIIEE, CO CJIOB MAaTePH, C POXKIECHUSI 0OOBEMHOE
MUIMEHTHOE HOBOOOpa3oBaHMUE 0€3 YETKUX I'PaHMIL
B 00JIaCTU MSITKMX TKaHel 3aaHell MOBEpXHOCTH IlIen
(oTMeUYeHO KpacHbIM Kpyrom). [lepmatockonuyeckast
KapTUHa Obl1a He nHDopMmaTuBHa. Ha ocHoBaHUM
JNIAaHHBIX aHaMHe3a M KJIMHUYEeCKOTO ocMOoTpa ObLI
MOCTaBJIEH IMArHo3: BPOXIEHHbI TMIaHTCKUI HEBYC
¢ careJuiMTamMu. BpoxneHHas MeraHoMa KOXM 3anIHei
MmoBepxHoCcTU 11ieu. bbiio BeinoaHeHo Y3U nepude-
puueckux JuM@Ooy310B, OpraHOB OPIOLIHON MOJIOCTH,
3a0pIOLIMHHOIO MPOCTPAHCTBA U MaJIoro Tasa (puc. 9);

10
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Puc. 9. a. Y3U c IIJIK cpeaneii Tpetu 3aaueii noBepxHocTH men. Iosicnenne B Tekcre; 6. Y3U ¢ IJIK mMarkux
TKaHe#l CIUHBI B 00JIACTH BPOXKIEHHOTO THTAHTCKOTO MeJIaHOIUTAPHOro HeByca. IlosicHenune B TekcTe

peHTreHorpadusi opraHoB IPYIHOM KJIETKU B IPSIMOI U
0OOKOBOI MPOEKIIUSIX; AMarHOCTUYECKAasl SKCIIU3NOHHAs
OUOTICHS C IUIACTUKON MECTHBIMM TKAHSIMM C aHECTe-
3MOJIOTUYECKUM O0ECIICYEHUEM.

JlaHHBII TIpUMEp TaKKe WJLTIOCTPUPYET BEIYIILYIO
poOJIb aHaMHe3a M KJIMHUYECKOM KapTUHBI: KaK yxXKe
OBLIIO OINMMCAaHO, HAJIMYME BPOXKACHHOTO TMTAaHTCKOIO
HeByca 00YyCJI0BIMBAET PUCK pa3BUTHSI Ha ero ¢oHe MK
B 2—6% ciydJaeB; HaJIu4Ke BPOXKIECHHOTO 0O0BEMHOTO
MUTMEHTUPOBAHHOIO O00pa30BaHUs MSITKMX TKaHEM
3aHEl MTOBEPXHOCTHU IlI€U MTO3BOJIMIIO 3aM0I03PUTh Y
pebeHKa HaJMyue NMepBUYHON MU MeTacTaTUYeCKOM
MK (cMm. puc. 8).

V3U nepudepuyeckux JuM@oy310B, OpraHOB
OpIOLIHOW MOJIOCTH, 3a0PIOIIMHHOIO MPOCTPAHCTBA U
Masioro tasza (cM. puc. 9) — ipu Y3U ¢ LK cpenneit
TPETU 3aJHEU MOBEPXHOCTH 1IIEU OIIpeaesisieTcss oopa-
30BaHME OKPYIIOH hOpMBI, 3 CM, CpelHEeil 9XOTeHHO-
CTU, COJIMJHOMN CTPYKTYPHI C EAMHUYHBIMUA COCYIaMU.
3akJIoueHue: mts B MITKUe TKaHU 3aIHel TIOBEPXHOCTU
e (cpemnssi tpets). [Tpu Y3U ¢ LK Msrkux TKaHei
CIUHBI B 00JIaCTHU BPOKACHHOTO TUTAHTCKOI'O MEJIaHO-
LIMTapHOI'O HEBYCA OIpeae/IsIeTCs: IepMa YTOJIIIeHa 10
6 MM. DXOreHHOCTh YMEPEHHO MoBbIlIeHa. Ornpenesns-
€TCSl YMEPEHHOE KOJIMYECTBO COCYIOB.

KT opraHoB rpyaHoii ITOJIOCTHA — AAHHBIX 32 MtS HET.

MPT 1mien ¢ BHYTPUBEHHBIM KOHTPAaCTUPOBaHU-
eM: B MSITKHMX TKaHSX IIeU MOAKOXHO OIIPEIeIsieTCs
o0pa3oBaHuEe C YETKUMM, POBHBIMM KOHTYpaMu, aK-
TUBHO HEOJHOPOJHO HaKaIlIMBalOllee KOHTPACTHOE
BeILECTBO, pasMepamu 6,4x2,5x3,9 cm. O6paszoBaHue
HE BBIXOIUT 3a IPeeibl IMOIKOXHO-KMPOBOI KJIET-
yatku. HecKoJIbKO HUXKE YKa3aHHOIo 00pa30BaHUs
y3ea 1moxoxei cTpyktypsl 1x0,5x0,7 cMm. Onpenens-
IOTCS JIEBbIE 3aThUIOYHBIE JIUMGaTUUYECKUE Y3JIbl 10
0,6x0,3 cm. IpaBble mIeiHbIE TUMMATUYECKUE Y3IIbI
110 0,9x0,6 cM — peakKTMBHOTO XapakTepa.

TucTonornyeckoe MccienoBaHue: B KOXe DIUTE-
JIMOMIHOKJIETOYHAsT MeJIaHOMa, ¢ 2 MUTO3aMM/MM?,
0e3 u3bsa3BIeHUs. be3 10CTOBEpHBIX MPU3HAKOB CO-
CYIUCTO MHBA3UM, C HATUYMEM CATEJJIMTHOIO y3Ja.
VYpoBenb nuBaznu o Kiapky 111, Tommmna o Breslow
(6e3 yueTa caresuiuta) — 2 MM. B TOAKOXXHO-KUPOBOiA
KJIeTYaTKe OMpPeesIeTCs] YeTKO OTTpaHUUYEHHBIN OIy-
XOJIeBBIN y3eJ (yKa3aH CTPeJKOoil) — caTe/UTUT MeJlaHO-
MbI (puc. 10).

Puc. 10. Tor ke manuent. [iucronornyeckuii npenapar. Careur
MeJIAHOMBI B TOJIKOKHO-KHPOBOIi KjleTuaTke. OKpacka reMaTok-
CHJIMHOM M 303MHOM. YB. x10

ITo pesynbsraTaM MOJIEKYISIPHO-T€HETUUECKOTO HC-
caenoBaHus BeigBiaeHa MyTauus Q61K NRAS.

Ha ocHoBaHUU JaHHBIX TUCTOJOTMYECKOTO HUCCIe-
JIOBaHUSI 1 TTIOJTHOTO 00CIe0BaHMSI MAlleHTa YCTAaHOB-
JieHa menaHoMa T2aN2cMO, I1IB cragus. B cBsi3u ¢
BO3pacTOM IallMeHTa PEKOMEHI0BaHO IUMHAMUYECKOe
HaOJII0JIcHNE.
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Oocyxnenue

Kak mokasbIBaloT Halll OMBIT U JAHHBIE TUTEPATYPhI,
He Bcerma BpoxaeHHbIe caydyan MK nMmerotr ceMeiHbIi
aHaMHe3. O0a HallMX ciydyasi AEMOHCTPUPYIOT KaK OT-
CYTCTBHE CEMEHOro aHaMHe3a, TaK U IMPU BbIMOJTHEHU N
MOJIEKYJISIPHO-TE€HETUUECKOTO MCCIeIOBaHUSI TePMU-
HaJbHBIX MyTallui y eTeill He OOHapyKeHO. Y OTHOTO
pebeHKa BeIsIBJIeHA comaTraeckas mytanust Q61K rena
NRAS. Ien NRAS xonupyet ['TDO-cBsi3bIBatOLINi 610K
NRAS, KOTOpBIil peryjimpyeT OTBeT Ha BHEKJIETOUHEIE
CTUMYJIbI POCTa, aKTUBUPYSI CUTHaJbHbIe MyTH RAF-
MEK-ERK [7]. Myraiiun reHa NRAS BcTpeuaroTcs B
15—20% memanombl Koxu [12]. Okono 80% mytauumit
3aTparuBaiot 61-it KogoH 3-ro ak3oHa (Q61K, Q61R),
B pe3yJibTaTe 4yero 0eysok He ruaposusyeT RAS-T'TO
U OCTAeTCs aKTUBHBIM. DTa MyTalldsl XapaKTepHa sl
MO3AHUX cTaauii MmenaHoMbl [20]. Yalle Bcero mytauuu
NRAS oOHapyXuBalOTCSI B MeJaHOME, BO3HUKAIOLIEH
Ha (poHEe XPOHUYECKOTO COJTHEUHOTO MOBPEXACHUS, a
TakKe B MeJIaHOME CIIM3UCThIX 00oJiouek |3, 4]. Takke
mytamnu Q61K/R rena NRAS BoisBisiior B 81% KOH-
TeHUTAIbHBIX MeJIaHOLIMTapPHBIX HEBYCOB U B 94,7%
cllyyaeB BPOXIEHHBIX MeJaHOIMTapPHBIX HEBYCOB,
KOTOPBIE XapaKTEPU3YIOTCSI MOBBILIEHHBIM PUCKOM
TpaHchopmauuu B MeaaHomy [23, 33, 34].

OmnbIT 1eueHust gereii ¢ MK B Bo3pacTte oT poxKaeHUST
JI0 Tofa UMEIOT JIUIIb HEKOTOPbIe KPYITHbIE YUpekK-
neHust. Mctopuuecku ObITYET MHEHME, UTO JETH HE
boseroT MenaHoMoli. JlaHHbBIe MUPOBOI JTUTEpPATyphl
U Halll COOCTBEHHBIN 25-€THUIA OIBIT MOATBEPXKIAIOT
TOT (paKT, 4TO AETU MOTYT 6osieTh MK, HO mokasare-
JIM 3a00JIeBA€MOCTH HU3KU U PA3IUYaIOTCs B pa3HBIX
Bo3pacTHbIX rpymmax. Ciaygan MK Moryt ObITh 3ape-
TUCTPUPOBAHKI B JIIOOOM TEpPUOJIE XKM3HU pedeHKa OT
CaMOTO POXKICHUS.

HcTounuku (puHAHCHPOBAHUS

PaGora BeinoiHeHa Tpu (pruHaHCOBOM noaaepxkke Poccuii-
cKoro HaygHoro ¢oHzma, rpant No 14-35-00107 «Ilepco-
HaJIM3UPOBAHHBIC TTOAXOBI K TePAITUU METAaCTaTUICCKOM
MeJJaHOMBI KOXKU: OT (hyHIaMEHTaIbHBIX UCCIIEIOBAaHUI K
KJIMHUYECKOU MPaKTUKE».
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CONGENITAL CUTANEOUS MELANOMA: MOLECULAR,
GENETIC AND CLINICAL ASPECTS
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Melanoma rarely affects children, it composes up to 0,9% of all pediatric malignancies. In children, as in adults, there is
sporadic melanoma and family history forms of cutaneous melanoma. There is a number of known genes with mutations that
can lead to the development of melanoma. In this article we focused on possible molecular genetic changes that occur in the
cutaneous melanoma, with special attention to germinal mutations presenting literature data and our own experience.
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