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YACTD |

[MTATMEHTHDIE
HOBOOBPA3OBAHIA
KOXW Y AETEWU



'naBa 1

MenaHoma

Onpenenenre. MenaHomMa — 3J10KayeCTBEHHas
ONyX0Jb HeWPO3KTO/lepMabHOTO MPOUCXOXKEeHHUS,
WCXOAAIlas U3 MeJaHOLKTOB, paclojoXkeHHbIX ITIpe-
VMMYIIeCTBEHHO B Koxe [1]. Beizendtor Takxe Mena-
HOMY CJIM3UCTBIX 00OJIOYEK JKeTyA0IHO-KUIIEIHOTO
TpaKTa, MOJIOBBIX MyTel, MO3TOBBIX 000JI0YEK, COCY-
nucToi 060J10YKY 1a3a [2].

dnupemuosnorus. 3a60€BaeEMOCTb MOBBIIAETCS
€ BO3pacToM C ypoBH# 1,1 ciyyas Ha 1 MJIH HaceneHus
B Bo3pacre oT 1 1o 4 net 1o 10,4 cinyyas Ha 1 miH Ha-
cesneHud B Bo3pacte ot 15 f0 19 ner [3].

Druonorusa. EUHBIN 3THONOTUYECKUNA (AKTOP
He ycraHoBieH. HanbGosnee 3HauMMBbIN (akToOp pHCcKa
cropagrieckux ¢popm MenaHOMbI — ynbTpaduroseTo-
BOe U3JlydeHHe TUIOB A (AnuHa BomHbI 320-400 HM)
u B (nnuHa BonHbl 290-320 HM). OcobeHHO 1A ma-

1

nmenToB ¢ I u IT poroTunamu koxu no OuTHIATPUKY.
Jpyrue GpakTopsl pUCKa y AeTell — BPOXK/EHHBIN T'i-
raHTCKUN MenaHonMTapHblil HeByc (BI'MH) (pa3me-
pom Gostee 20 M) U MHOXKeCTBEHHbIE BPOXK/IeHHbIE He-
BYCHI [4], peTrHOGIacTOMa, MUIMEHTHAsE KCepoaepma,
repMuHanbHble MyTanuu reHa CDKN2A [5], ciy4yan
ceMeiHO! MelaHOMBI [6]. BpoxieHHbIH wim npruo6-
peTeHHBIN UMMyHOzedunut [7]. CurapoM mpenpac-
TI0JIOXKEHHOCTU K BO3HMKHOBEHMIO OIyXoJsel (repmu-
HajbHas MyTauus BAPI).

BolziendioT 3 BapuaHTa MeJIaHOMBI y [IeTel, KOTOpble
Pa3IUYaloTCs 110 ATHOJIOTMY, MeXaHN3MaM KaHLieporeHe-
3a ¥ 0COOEHHOCTSIM KJIMHITYECKYX TIPOsiBNIeHuH |8, 9].

1. Menanoma, Bo3HuKIasa Ha pore BTMH (puc. 1.1,
1, 2; puc. 1.2, 1-3), — penxuii BApUaHT MeJIaHOMBI
¢ Hanbosee HeGIarONMPHUSITHBIM IPOTHO30M [9].

2

Puc. 1.1. MenaHoma Koxu Ha poHe BIMH, naumeHTKa 14 neT: 1 — COCTOAHME [O XMPYPrUYECKOro fleuyeHuns, BU3yanusnpyercs
06beMHbIN 3K30OUTHDIN Y3/10BOI 3N1IEMEHT NepBUYHON OMYXOM B HAANOMNATOYHOW 06MacTu CreBa, Pa3BMBLLNIACA B Npeaenax
BI'MH B TeueHmne 6 Mmec; 2 — Ta Xe NaLMeHTKa nocsie ncceyeHns nepeuyHoro ovara. TAbNOMO (IIC) [10]

MnaBa 1. MenaHoma

7



8

3

Penko (Mmenee 1% ciyuaeB) MOXHO Habm0AaTh
pasBUTHe MeJaHOMBI B Ipefesax Majaoro U cpen-
Hero BPOXAEHHOTO MeJaHOLIUTAPHOTO HeByca
(puc. 1.3, 1-4).

MenaHonuTapHoe IOpa)keHWe IeHTPaJbHOMN
HepBHO#i cuctembl (IJHC) mpu GONBIIMX M I'MTaHT-
CKMX BPOXXZ€HHBIX MeJIAHOLUTAPHBIX HEBYCaX I103BO-
JIsieT IIOCTaBUTD INATHO3 «HEHMPOKO)XXHBIN MeJaHO3».

Jlety ¢ MeJaHOMOW 000JI0YeK TOJOBHOIO WU
CIIMHHOTO MO3ra WMeIT HAUXyJIUNA HPOrHO3
(puc. 1.4, 1, 2).

2. Menanoma HInutn (puc. 1.5, 1, 2), yactoTa BbI-
SIBJIEHUS COCTaBJsIeT IpuMepHO 50% Bcex Mmena-
HOM Y IOZIPOCTKOB, ONHUCAHbI CJIy4au U y JeTeid

YacTb I. MurmeHTHbIE HOBOOBPA30BAHUA KOXN Y fieTei

Puc. 1.2. MenaHoma Koxun Ha poHe BIMH, naumeHT 3,5 ropga:
1 — cocTosHWe Npy NepBMYHOM ObpaLleHnn B Bo3pacTe 3 Mec:
PEKOMEHA0BaH KJIMHUKO-MHCTPYMEHTASIbHbIA AMHAMUYECKUIA
KOHTPONb; 2 — TOT e MaumeHT B Bo3pacTe 3,5 roga. Ha peko-
MEHLOBaHHbII AVHAMUYECKUIA KOHTPOMb MauuMeHT C popuTe-
NAMY He ABUANCb. O6paTUNNCh NPU YBENNYEHUN 1 NOABNEHNN
YMNOTHEHMA B AroAnYHoN obnacty 6onblue cnpasa. [Mpy ocmo-
Tpe BM3yanusnpyeTca 06beMHbI SK30QUTHBIN oYar AepeBAHU-
CTOW MIOTHOCTW NPV NanbrnaumMn B KPeCTLOBO-KOMUYMKOBOMN U
AroAMYHON 06nacTAX B NMPOEKUMN BPOXAEHHOIO FMraHTCKoro
MenaHouuTapHoro Hesyca. o pe3ynbtaTtam foobcnenoBaHuA
BepuduumpoBaHa MmenaHoma Koxu. TXN2MO (lIC); 3 — ToT xe
naumeHT. lNporpeccrpoBaHre Ha oHe neKapCTBEHHON Tepanmu

Gonee paHHero Bo3pacra. OnyXosb XapaKTepu-
3yeTcsi OTHOCHTEbHO 6JIarOmpUsTHBIM MPOTHO-
3oMm [11, 12].

3. «Knaccuueckasgs» (KOHBEHIIMOHAJNbHasA, TUINY-
HOI'O CTpPOeHMs) MeJlaHOMa, Ha KOTOPYI0 IpHU-
xonutcs nopsazaka 40-50% Bcex MelaHOM KOXU
y nereil. HauGosee 4acTo Omyxosib BO3HHMKaeT
B IIO[POCTKOBOM BO3pacTe, 0 OGHONIOrUYIeCKUM
U MOJIEKYJIADHO-TeHeTUYeCKMM XapaKTepu-
CTHKaM BO MHOTOM CXOJHa C MeJaHOMOM KOXHU
y B3pOCAbIX (MeJaHOMBI, aCCOLMUPOBAHHbIE
C HU3KOH 10301 KyMYJATUBHOI'O COJIHEYHOTO
nospexjenus / Low cumulative sun damage
melanoma) [14].



Puc. 1.3. MenaHoma Koxu Ha ¢poHe cpepHero BMH, nauneHTKa 13 net: 1 — cocToAHMe NpU NepBUYHOM ObpaLleHun; 2 — Ta e
naumeHTKa. Busyanusnpyrotca MHOXKeCTBEHHbIe CaTel/ITHbIe MeTacTa3bl MeflaHOMbl B Npefesiax CpefHero BPOXKAEeHHOro Mena-
HOUMTapHOro HeBYCa; 3, 4 — Ta e nauneHTKa. [lepmaTockonnyeckoe ncciefoBaHme caTe/sIMTHbIX MeTacTa3oB MeflaHOMbI B npe-
[lenax cpefHero BPOXAEHHOIO MenaHoLUMTapHOro Hesyca. Ha ¢oHe BpoxAeHHOro HeBYCa, UMEILLEro robynapHoe CTpoeHre
(KopUYHeBbIe TUMUYHbBIE F06YNbl NO BCE NIOLWAAN C NanWINIOMaTO3HbIMY YYacTKaMu), ONPeaensaTcAa MHOXKECTBEHHbIE YYacTKM
6eno-rony6oi Byanu, yepeaymoLimecs ¢ 6enbimy 6eCCTPYKTYPHBIMY 30HaMU 1 YYaCTKOM CKOMJIEHUA CUHE-KOPUYHEBBIX 11 MOJIOY-
HO-KpacHbIX rnobyn Ha po3oBom ¢oHe. Mo pesynbTatam foobcnefoBaHNA BeprdULMpoBaHa MeniaHoMa Koxu. TAbN2cMO (111C)

MATOTEHE3 N MOJIEKVNIAPHO-
FEHETUMECKWUE XAPAKTEPUCTUKN
ME/TAHOMDbI V AETEN

MenaHoma, Bo3HUKatomas Ha ¢orne BTMH, yacrto
accolMMpoBaHa ¢ Mytanusamu rena NRAS [15, 16].

B menanomax IINuTH NPUCYTCTBYIOT XMMEpPHBIe
reHbl TUPO3WHKMHA3 U CepUH-TPEOHMHOBBIX KHHA3,
BO3HUKIIME B pe3yjbTraTe IepecTtpoek renos ROSI,
NTRKI1, NTRK3, ALK, RET, MET, BRAF wii HRAS [17].
K 370KayecTBeHHO! TpaHcOpMalUU IPUBOIUT BO3-
HUKHOBeHMe BTOpOi MyTauuy (6uaienbHasi MHAKTHU-
Baima CDKNZ2A, npoMoropHble Mytauuu TERT) [18].

Ons «knaccudeckux» (Low cumulative sun dam-
age) MeJIaHOM Y fieTeil xapakTepHbl MyTaruu BRAF p.
V600, 6uannenbHast nHakTuBauus CDKN2A, mpomo-
TopHble Mytauuu TERT [14].

B MesnaHOMax, BO3HHMKIIMX M3 Toyboro HeByca
(BCcTpeyaroTcs pesiko), OIpesiesIAl0TC MyTalluy I'eHOB
GNAQ u GNAII [19], B KauecTBe BTOPOU MyTaluu
4acTO PerucTpUpyloTca Myrauuu resa BAPI [20].

T'ucronornyeckye XxapakTepuMCTUKM. MenaHoMa,
Bo3HMKIIass B BTMH, Haubosiee 4acTo mpezcTaBiisieT
co60¥i y37I0BYI0 BHYTpUJEPMaJIbHYIO MpOreparuio.
Heomnnactudeckas TKaHb IOCTPOEHA U3 SIUTEIUOU-
HbIX, BePETEHOBU/IHBIX WM «OJIaCTOMJHBIX» KJIETOK
C BBICOKMM f/IepHO-LIMTOIUIA3MaTUYeCKAM COOTHOILIe-
HueM. [JuddepeHnuanbHas IMarHOCTUKA ODKHA TPO-
BOJUTBCS € MPOMUePaTUBHBIMY Y3/IaMU BO BPOX/IEH-
HOM MeJIaHoLIUTapHOM HeByce (BMH).

IIpy MMMYHOTHUCTOXMMUAYECKOM HCCIIeOBAaHUN
nposudepaTuBHast aKTUBHOCTD 10 3Kcrpeccuu Ki-67,
Kak IpaBwIo, nmpesbimaeT 15-20%.

MnaBa 1. MenaHoma
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1

2

Puc. 1.4. MenaHoma o6o0fo4yeKk CMMHHOIO MO3ra C MyNbTUPOKaNIbHbIM pacnpocTpaHeHneM. HelipOKOXHbI MenaHo3.

CTpyKTypHasa snunencus, nauneHT 5 net: 1 — cocTosaHMe npu NOCTynneHnn. Ha Koxe BONOCMCTON YacTy rofioBbl BU3yasnu-

3UpyeTca BPOXKAEHHDIN MeNaHOLMTapHbIN HeBYC CPefHMX pa3smMepoB; 2 — TOT Xe nauueHT. Busyanusmpylorca efMHUYHbIE
caTeNNNTbl — HEBYCbl Ha KOXe KOHeUYHOCTeN

1

2

Puc. 1.5. MenaHoma LLINnTL, naupyeHT 2 rofja: COCTOAHME A0 XMpypruyeckoro neyeHus [10]. Onyxornb 6biia pacLieHeHa No MecTy XXUTerb-

CTBa KaK NoreHHas rpaHynemMa. KnmH1nKo-aHaMHeCTUYecKme KpuTeprn COOTBETCTBYIOT MHeMOHMYeckoMy npasuny ABCDE B TpakToBke

ans petckon nonynauyum: A (Amelanotic) — 6ecnmrmeHTHOe obpasoBaHue; B (Bleedibg, Bump) — kposoToumsocTs, y3en; C (Color) —

uBeT (ogHopoaHbIi); D (De novo) — BHOBb NosBumBLLeecs, ntoboii d; E (Evolution or Elevation) — nameHeHws, Bo3BbieHue [13]. T —y3no-
BOWI 311EMEHT NePBUYHON OMYyXOJN KOXI NPaBOW HAANOMNATOYHOM 061acTh. 2 — TOT e NauymeHT. Bug onyxonu uepes 6 mec

Menanoma IInuTii — KpyHHbIE 3MUTEIMOUHbBIE
U BepeTeHOBUJHbIe MeJaHOLMUTHI, CTPYHNNHAPOBaHbI
B CJIMBAIOIMECS THE3/1a U pacioynoxeHsl Aupy3HbI-
MHU [OAMU. XapaKTepHbl: KPYIHbIN pa3Mep, acuMMe-
TpuUsl, He4eTKNe IPaHuLIbl, OTCYTCTBUE «CO3PeBaHUA»,
pacmpocTpaHeHue B IJIyOOKWe CJIOM JiepMbl U IOA-
KOXHYIO JKUDOBYIO TKaHb, BBICOKasi MHUTOTHYeCKas
aKTUBHOCTb B JIeDMaJbHOM KOMIIOHEHTe, Hajudue

YacTb I. MurmeHTHbIE HOBOOBPA30BAHUA KOXN Y feTeN

HaTOJIOTUYeCKUX GUryp MUTO3a. IIpy MMMYHOTHCTO-
XMMUYECKOM HCC/IEZIOBAHUU 4YacTO OOHAPYKUBAETCS
yTpara 3kcipeccau plé.

«Knaccuueckues (Low cumulative sun damage)
MeJIaHOMBI Y JleTell UMelOT CTpPOeHMe, aHaJOTUYHOe
TaKOBOMY Y B3POCJIBIX.

CragupoBaHue MeJaHOMBI KOXM y ZAeTel, Kak
U Y B3POCJIBIX, OCYIIeCTBJIAETCS Ha OCHOBAHUU KJIaC-



cudpukauuu TNM AJCC/UICC 8-ro mepecMoTpa
(2017) [21]. O6si3aTenbHO TUCTOJOTUYECKOE MOJ-
TBepK/leHVe IMarHo3a, OIleHKAa COCTOSHUA JruMba-
TUYeCKUX y370B (KJIMHUYECKUN OCMOTp, UHCTPY-
MeHTaJIbHbIe UCCJIeZIOBAHUS, OUOMCUSI CTOPOXKEBOTO
numdaTtrdeckoro ysna). Bo Bcex ciydasx MeTaHOMBI
KOXM Y JileTeil B Bo3pacre 70 18 jeT peKOMeHAyeT-
Cs1 TIepecMOTp T'MCTOJIOTMYECKUX IpernapaToB B ¢e-
ZiepalbHOM pedepeHCHOM LIeHTPe, KOTOPBI UMeeT
OMBIT PabOTBHI C JAHHOU MATOJIOTHEH.

Jleyenne. OCHOBHOIM BapHaHT JieueHUs NepBUY-
HOW ONyXOJM — XUpyprudeckoe yznajneHue. ITongxonsl
K XUPYPTUYeCKOMY JIe4eHUIO0 COOTBETCTBYIOT TAKOBBIM
y B3POCJIBIX.

JlekapcTBeHHas Tepanus. Y JieTell cTapiieil BO3-
PacTHO¥ TPYNIBI ONyX0Jb OIU3KA MO GHUONOTHYeCKUM
XapaKTepUCTUKaM K MeJaHOMe B3POCJBIX, IO3TOMY
MOAXOZbI K BLIOOPY MeIMKaMeHTO3HOH Tepanuu orpe-
JIeTIAI0TCS KOHCHJIMYMOM IO pelleHHIo BpadyeOHOM Ko-
MUCCHH I10 KU3HEHHBbIM [OKa3aHUsAM B COOTBETCTBUU
C TAKOBBIMH Y B3POCJIBIX IAL[EHTOB.

AnbIOBaHTHAs Tepamus MeJaHOMBI KOXH
NalMeHTOB JIeTCKOT0 BO3pacTa B HacCTosALlee Bpe-
Ms pa3paboTaHa HeJOCTaTOYHO, YTO O0OYyCIOBIe-
HO peAKOM BCTPeYaeMOCTbI JAHHOW IaTOJIOTHM.
EZIVHCTBeHHBIM M3Y4YeHHBIM PEXMMOM B HacToOAllee
BpeMs B NefuaTpUiecKOi NpaKTHUKe ABJIAETCs MpU-
MeHeHWe UHTeppepoHa anbda-2b. IIpencTaByieHbI
TaKXXe ONKCaHUA OTJeNbHBIX CIyyaeB JleueHus Mesa-
HOMBI y JieTell ¢ ucrnoib30BaHueM 61okaTopoB PD1
(membposnu3ymaba).

3aknaro4eHue. B cBsA3M C KpaliHe peIKOM BCTpeya-
eMOCTBI0 MeJIaHOMBI y JleTell PeKOMeH/lyeTcsl Bceraa
BeprHULPOBATH ANArHO3 B denepasbHOM pedepeHc-
HOM IIEHTpPe, KOTOPBIN UMEET OMBIT PabOThI C JaHHOM
naToJiorveil. DTo BaXXHO KakK C MO3ULIUH TOATBepK/ie-
HUSA U/WIM ONPOBEP)KeHUsl ANAarHo3a, TaK U JIs BbI-
pabOTKH TaKTUKY JIeYeHHUs.
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