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BBepeHune. MenaHoma KoXu y AeTeil ABASETCA 04EHb peAKUM 3a60/1eBaHMEM 1 O MHOTWUM NapamMeTpam OTANYAETCS OT Me-
NIAHOMbI KOXM Yy B3pochbix. OOLENnpUHATbIE KPUTEPUM KNMHWUYECKONH [UArHOCTUKM [AHHOW naTonoruu, Habnogaemble
Y B3pOC/IbIX, YaCTO OTCYTCTBYIOT Y fieTeil 1 NOAPOCTKOB, YTO 3aTPYyAHAET CBOEBPEMEHHYIO NOCTaHOBKY AMarHo3a.

Llenb uccnepoBaHuA — oLEHKA KIMHUYECKOM 3HAYMMOCTM Pa3NINYHbIX ANArHOCTUYECKNUX KpUTEPUEB NPU aHanu3e pefKo-
ro CNy4as BPOXAEHHOTO MUIMEHTHOMO HOBOOOPA30BaHUA KOXM Y pebeHKa.

Marepuanbl u MeToabl. KnuHUYeCKnii cyyai BpOXKAEHHOM onyxonu B 061acTu Iyye3anscTHOro cyctaBa y A€BOYKM 5 Mec.
lp1 nepBMYHON AMArHOCTMKE NPOBEEHO YNbTPA3BYKOBOE NCCNef0BaHMeE. BbinoNHEHO ncceyeHrne onyxonu ¢ 3aMeLleHn-
eM feceKTa nepeMelLeHHbIM KOXHbIM OCKYTOM. [poBefieHO rMCToNornyeckoe, reHeTYecKoe 1 uutoreHeTnyeckoe (dayo-
pecueHTHas rubpuamnsauus in situ, FISH) uccnegosanue obpasua onyxonu.

Pesynbrarbl. [McTONOrMYECKOE UCCNE0BAHME BbISBIUNO YHACTKU KNETOYHOI aTUMUM C BICOKO MUTOTUYECKOI aKTUBHOCTbIO
1 HanuymeM natonornyecknx muto3os. Mo pesynsratam FISH B 06pasLe HabnoaaeTcs yBennyeHme KONuitHoOCTv reHa RREBI,
YTO MOXET yKa3biBaTb Ha aMNAN(UKALMIO AAHHOTO y4aCcTKa XpOMOCOMBI. [py reHeTUYECKOM TeCTUPOBaHUN 06HapyXeHa
myTaums Q61K B reHe NRAS.

3akntoueHmne. HecMoTps Ha HanW4yMe rUCTONOTUYECKUX MPU3HAKOB 3/70KAYECTBEHHOCTU HOBOOOPA30BaHUA U HEOLHO-
3HayHbIx pe3ynbTaToB FISH, No COBOKYMHOCTU KNMHWYECKNX AaHHbIX (PaHHMIA BO3PACT HAa MOMEHT onepaLum, 3KCNaHCUBHbIIA
XapaKTep poCTa, MHOXECTBEHHOCTb Y3/10B, OTCYTCTBUE HEKPO3a, ANTENbHbI Ge3peLMaNBHbI NepUMoA) ONUCAHHBIN ClyyYail
CllefyeT paccMaTpuBaTh KaK BPOXAEHHbIA HEBYC C aTUMMYECKUMU NPONNGepPaTUBHBIMU y3n1aMu.

KnioueBble cioBa: MenaHoMa, AeTH, NponutepupyoLnii y3en, BpOXAEHHbIA HeBYC

Ina uutnpoBanus: T.C. benbiwesa, T.B. HacepgkuHa, K.B. Opnosa, f1.B. BuwHesckas 1 ap. NMurmeHTHOE HOBOOGPA30oBaHue
KOXW y pebeHKa: CNOXHbIi cnyyail u 0630p nutepatypsl. Capkomel 2020;12(2-3):16-25.

PIGMENTED SKIN NEOPLASM IN A CHILD: COMPLEX CASE REPORT AND REVIEW OF THE LITERATURE
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Introduction. Skin melanoma in children is a very rare disease that differs in many aspects from skin melanoma
in adults. The conventional criteria for clinical diagnostics of melanoma observed in adults are often absent in children
and adolescents, making it difficult to make a diagnosis on time.

Objective. The aim of the study is to assess the clinical significance of various diagnostic criteria in the analysis
of a rare case of congenital pigment skin neoplasm in a child.
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Materials and methods. The clinical case of a congenital melanocytic lesion in a wrist joint area in a girl 5 months old.
During the primary diagnosis, an ultrasound examination was carried out. The tumor excision was performed with
replacement of defect using moved skin flap. Histological, genetic and cytogenetic (fluorescent hybridization in situ,
FISH) examination of a tumor sample was carried out.

Results. The histological examination revealed areas of cellular atypia with high mitotic activity and the presence
of pathological mitoses. According to FISH results, an increase in the copy of the RREBI gene was observed in the sample,
which may indicate amplification of this chromosome region. Genetic testing revealed a Q61K mutation in the NRAS gene.
Conclusion. Despite the presence of histological features of neoplasm malignancy and ambiguous FISH results,
the described case should be considered as congenital nevus with atypical proliferative nodes based on combination
of clinical data (early age at the time of surgery, expansive growth pattern, multiplicity of nodes, lack of necrosis, long
relapse-free period).

Key words: melanoma, children, proliferating node, congenital nevus
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Beepenue

MeranoMa — 9pe3BBIMAIHO arpecCUBHASI OITyXOITb. 3a0ore-
BAaEMOCTh MEJIAHOMOW PE3KO YBEIMUIHMBACTCSI C BO3PACTOM:
or 1,1 ciyyast Ha 1 mutH getedt ot 1 rona 1o 4 ner o 10,4 ciyyas
Ha 1 M B Bo3pacte ot 15 1o 19 net [1]. ComiacHo TaHHBIM Oa3bI
SEER (Surveillance, Epidemiology and End Results), exxeromso
B CIIIA 3a6oneBator 4 pebeHKa Ha | MJIH HaceJeHus], IPU 3TOM
OomprmHCTBO Aereid crapie 10 et [2]. OTMeuarorest pazmans
TI0 TIONTy: Y JeBOYEK HaOmomaeTcst Ooiee BHICOKHIT YPOBEHb 3a-
6oneBaemoctH [3]. Ilo nokanmm3amyuy: y JAeBOYEK cTapiie 4 jer
Yarle BCTPeYaeTes] MeNaHoMa HIDKHEH 9acTH TYJIOBHIIIA, a y MaJlb-
9rKoB cTapire 10 jieT — MenaHoMa B 00IacTH TOJIOBHI U IIeH [4].

B 2018 r. B Poccuiickoii deaepauuy MeIaHOMOM KOXU 3a-
oorrer 19 genosek 017 e, 6 nereit 0—14 et (4 MaapurKa 1 2
neBodkn), 13 wemosek 1517 net. B 2018 1. rpyObIii moka3aremb
3aborneBaemocty (06a mona) cocraBui 0,02 ciaydast #Ha 100 ThIC.
HaceseHus B Bo3pacTHoit rpymme 0—14 ner u 0,04 B Bo3pacTHOM
rpynne 15—-17 ner. CranzapTU30BaHHbII OKA3aTeb YUCIEHHO
HE OTIIYaIIcst oT rpyooro. B ctpykrype 3aboneBaemocTr Mena-
HoMa Kok B 2018 1. cocraBuna MeHee 1 % My MalIBYMKOB,
1y IEBOYCK B 0OCHX BO3PACTHBIX IpymIax [5, 6].

Menanoma y JieTeil B 3aBUCUMOCTH OT BO3PACTa BO3HUKHO-
BEHMS ISIIUTCS HA BPOXKJICHHYIO (OT BHYTPHYTPOOHOTO ITeprosia
IO POXKIICHUS), MITaICHUCCKYTO, FUTH MH(PAHTUIBHYTO (OT POXK-
JieHus 1o | rozia), MesTaHOMY IETCKOTo Bo3pacTa (0T | roma 1o mo-
JIOBOTO CO3PEBAHMS) I METIAHOMY HOJJPOCTKOB (OT Hayasa epy-
ofa TmoyioBoro co3peBaHus a0 21 roma) [7]. BpoxaeHHBIC
1 NH(AHTUIILHBIE MEJIAaHOMbI BCTPEYAIOTCSI HAanOO0JIee PEIKo.

Bpox/eHHbIe MeTaHOMBI TOJPA3IEISIIOTCS Ha 3 KaTeropuu
B 3aBHCHMOCTH OT IIPOUCXOK/ICHUS: |) BOSHHUKAIOIINE BO BPOX-
JICHHOM MEJIaHOIIMTAPHOM HEBYCe, 2) BO3HHKAIOIIHE de novo
1 3) BO3HUKAIOIIYE KaK TPAHCILIALEHTapHbIE METacTasbl (0T Ma-
TEpH, CTPaJAroIIei MeaHoMOM) [8]. BpoxkIeHHbIe MeTaHOIH-
tapHsble HeBychl (BMH) Berpeuatorest y oHoro 3 2-3 % HOBO-
POKACHHBIX JETEH, IPH 3TOM PUCK MAJMTHU3AINHN 3aBUCHT
ot pazmepa BMH [9]. B ciy4ae mvebonpmmx BMH oH cocras-
nster MeHee | % u HamOosee yacTo peanm3yercs rnocie myoep-
Tara, B ciaydae ke BMH Gonee 40 cM ¢ HamuueM caTeIuiToB
PHCK Pa3BUTHS MENAHOMBI Bo3pacTaer 1o 5 % u Gonee [10].
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Kimnnyeckune nposiBIeHust MEIaHOMBI Y JIETei MOTYT ObITh
BechMa HecTenU(pUIHBIMI; 00pa30BaHIe MHOIA HATOMUHAET
«OaHaIBHBINY, TUCINIACTHYECKUH HEBYCHI, HeBychl LlImuTia
(Criurna) mitm Prpa, roimy6oii 1 KIIETOUHBIH TOITyOO0iH HEBYCHI,
BPOXKIACHHBIM HEBYC C IPOIN(EPATUBHBIM y3JIOM, TeMaHTHOMY,
MIMOTEHHYIO I'paHylieMy, AepMaTo(GuOpoMy WM BYIIBrapHYIO
6opomaBky [11]. B ommicanHo cepru n3 33 MAlMEHTOB ¢ MelTa-
HOMOW y sieTeil Hanbosee pacpoCTpaHEHHbIE KIMHUYECKUE
MPOSIBIICHUS BKJIIOYAIIM yBEJIMUYECHHE pa3Mepa oOpa3oBaHus,
KpOBOTEUEHUE, N3MEHEHHE BETA, 3Y/l, HAIBITPYEMOE yBEIUe-
HHE TMM(ATHYECKHX y3JI0B, TAIIBIUPYEMOE HOIKOKHOE 00pa-
3o0Banue [12]. Y nereit yacto BCTpeyaroTcs aMeIaHOTUYECKast
(50 %) m yzmoBas (30 %) MenaHOMEI, a TaKKe MeJIaHOMa C OO0ITb-
et cpeaeit TonmHOHM 1o bpecioy (3,5 vm) [12].

JlnarHocTrKa MeJIaHOMBI KOXKH Y JIETel conpshKeHa ¢ OTpesie-
JICHHBIMH TPYIHOCTAMH. VIMEHHO peIKOCTb IaHHOH OITyXOJH Cpe/in
JieTeil 1 OPOCTKOB MOYKET CTAaTh MPUINHON OIHOKH B TIOCTAHOB-
Ke JIMarHo3a Ipy TepBUYHOM oOpaiieHnH K Bpady. Ilemuarp,
JIEpMaTOJIOT, XUPYPT, @ NHOTIA M IETCKHIT OHKOJIOT HE TOTOBBI 3aI10-
JI03pHTH MenaHoMy. [loMumo 31oro, 1axe B Cirydae IpearonoxKu-
TEJBHOTO KIIMHIYECKOTO JIMarH03a «MEIAHOMa» MOP(OIIOrHIecKoe
HCcIIeIoBaHNe 00pa30BaHys, OOHAPYKEHHOTO Y peOCHKa, HEepeIKo
OKa3bIBACTCS 3aTPYAHUTENBHBIM U3-3a BHICOKOW I'€TePOreHHOCTH
MEJIAHOMBI KOKH 1 APYTHX MEJIAHOLMTAPHBIX HOBOOOPA30BaHHI
y nereii [ 7]. OOmenprHsAThIe KPUTEPHH KITMHAYECKOH TMarHOCTHKH
MeJIaHOMBI, HAOITIOZIaeMBbIe Y B3POCIIBIX, YACTO OTCYTCTBYIOT y JITeH
U TIOJIPOCTKOB, YTO OCIIOXKHSET TMarHOCTHKY. B Tadmn. 1 npencras-
JICHO CpaBHEHHE KPUTEPHUEB KIMHUYECKOH JMarHOCTHKH JeTeil
u B3pocibiX. Tpamuimonnsie kpurepud ABCDE moryT aumis mo-
MOYb NPHUHATH PelIeHHe 0 HEOOXOAMMOCTH MHBA3MBHON JIHarHo-
CTHKH — SKCII3HOHHON YT HHIM3HOHHOH Ororicrit. Mopdornora-
YEeCKOe MCCIIEN0BaHNE OOBIYHO HPOBOJHUTCS IO AJITOPHTMY,
HPUHSTOMY Ul TMarHOCTUKN MEJIAHOMBI y B3POCIIBIX ITAIEHTOB
(B cruTy ee 4acToii BCTPEeYaeMOCTH 1 JTyHinei n3ydenHoctn). OnHa-
KO 000CHOBAHHOCTB TAKOH SKCTPAIOJISILIMY BBI3BIBACT Y CIICLAAIH-
CTOB HEKOTOPBIE COMHEHHSI, TOCKOJIbKY MEJIAHOMA KOKH y JIeTel
¥ TIOJJPOCTKOB TIO STy KITMHUYECKHX U MOP(OIOrNYECKHIX Xapak-
TEPHUCTHUK, a TAKXKE MOJIEKYIAPHBIX MEXaHN3MOB BO3HHKHOBEHHS
OTJIMYAETCsl OT MEJIAHOMBI Y B3pOCIIbIX [ 7—12].
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Ta6nuua 1. CpasHeHue Kpumepues KIUHUYeCKol OUaeHOCMUKU MeNaHOMbI Koxu y demeli u 83poc/ibix [13]

Table 1. Comparision of the clinical diagnostic criteria of cutaneous melanoma in children and adults [13]

Oﬁmenpm-mn.le AUATHOCTHYECCKHE KPUTEPUH Y B3POCJIBIX

A — asymmetry/acuMMeTpHs

B — border irregularity/rpanuniia/HepoBHOCTb KpaeB
C — colour variegation/uBet (TIOINXPOMHUST)

D — diameter >6 mm/auamerp >6 MM

E — evolution/aBomorusi/ n3MeHeHIE 00pa30BaHUs

JuddepeHnmanbHy0 THATHOCTHKY MEJTAHOMBI y JIeTel
MIPOBOJIAT, KaK TpaBmio, ¢ HeBycoM Llmmria (CrmTna), Kie-
TOYHBIM U CKJIEPOTUYECKUM TOITyOBIMU HEBYCAMH, BPOXKICH-
HBIM HEBYCOM C MPOIU(PEPATHBHBIM Y3JIOM.

Heo0x0amMo BEITOTHATH SKCIIM3HOHHYIO OMOTICHEO TIO/I0-
3PHUTEIBHBIX MITMEHTHBIX 00pa30BaHMIl KOXKH KaK Y JeTeH, Tak
1y B3pocIbIX. [1aTonoroaHaToMHYeCcKoe HCCISOBAHUE TOTDK-
HO OBITH IPOU3BENICHO OIBITHBHIM BPAauyOM-IIATOIOTOAHATOMOM,
KOTOPBIX CIICIHATA3APYETCS] HA MUTMEHTHBIX 00Pa30BaHUIX
KO>KH TT0 BCEM PEKOMEH/TyEeMbIM aJTOPUTMaM JJIS JHATHOCTH-
K{ IIATMEHTHBIX 00pa30BaHMi KOKH, 0COOEHHO CO IITHIIOH]I-
HBIMH XapaKTePUCTHKAMU, KOTJ]a OY€HBb CIOKHO OTINYHUTH
JI0OpOKaueCTBEHHOE 00pa30BaHMe OT 3J0KadecTBEHHOTO. J{o-
noaHurenbHoe ucnonszoBanue FISH, cpaBauTensHOM reHoM-
HOU THOPUAM3AINA ¥ aHAIH3a SKCIPECCUU T€HOB YIyJIIaeT
XapaKTePUCTUKY aTHIMIHBIX 00pa30BaHHUN C HEH3BECTHBIM
3JI0KQU€CTBEHHBIM MMOTeHIHAIOM [ 14].

Hennb HacTosiiiel! padoThl — OMUMCaHUE KPaHHE PEIKOTO CITy-
Yasi BpOKJICHHOTO ITATMEHTHOTO HOBOOOPA30BAHKS KOYKH 3AILICTHST
y marweHTKH J1., 5 Mec, epBOHaYATEHO BBI3BABIIICTO PA3HOIIACHS
B JIMarHo3e Cpey aBTOPOB JaHHOW myOmikarmu. [IpoBeneHa
T pepeHIIATBHAS THATHOCTUKA MEKITY BPOXKICHHBIM HEBYCOM
¢ mporrepaTHBHBIM y3JIOM U MEJIAHOMOM, BO3HUKIIICH Ha €ro
¢omne. [Tpn mocTaHOBKE AMArHO3a FCIIONH30BAJIC KOMITTCKCHBIN
TIOITXO]T, BKJTFOYAFOIIHH TPaJUIIHOHHBIC THCTOIIOTHYECKIE H MO-
JIEKYIISIpHO-TeHeTHYecKue MeTofibl [ 15, 16]. Panee st onpenene-
HUS CTETICHH 3TTOKAYECTBEHHOCTH MEITAHOIUTAPHOTO 00pa30BaHI
OBLTO BBITIONTHEHO MMMYHOTHCTOXAMHIYECKOE HCCIICIOBAHUE,
pe3yIBTaThl IMMYHOTHCTOXUMHH TIPEIICTABICHBI B OTICITHHOM
myOrmkarmu [ 17]. B HacTosmieit paboTe mpoBeieHa OIeHKa KITH-
HIYECKOW 3HAYMMOCTH PAa3INYHBIX ITOJXOIOB B CIIydae IOIO0-
3peHHs Ha MEeJIaHOMY KOXKH Y peOeHKa.

Marepuans! u meToabl

I'ucrosiornueckoe uccjaegopanue. [Ipooaunocs uc-
CJeIOBAaHUE IIPENapaToB, OKPANICHHBIX TeMaTOKCHIMHOM
1 03UHOM.

NMmmyHOrncroxummuyeckoe uccijeaoBanue. MiMmmyHo-
TUCTOXHMHUYECKOE HCCIIECIOBaHIE, MPOBOAMBIICECS paHee,
onucano B crarbe [. M. Bonrapesa u coasr. [17].
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Bo3moikHbIE THATHOCTHYECKHE KpUTepuu y aerTei

A — amelanotic/aMenanoTHyecKas

B — bleeding or bump/KpOBOTOYHBOCTH WITH BO3BBILICHHE

C — colourless or colour unifomity/6eciBeTHOCTb

WA OTHOPOAHOCTH LIBETA

D — de novo or diameter >6 mm/nosiBirenne de novo

E — evolution/aBomorusi/ n3aMeHeHIE 00pa30BaHUs

MonekyasipHO-TeHeTHYeCKoe uccaegosanue. Omyxo-
nesast JIHK Brienena u3 napadMHOBBIX CPE30B C HCIIONIB30-
BarueM Habopa Qiagen FFPE Kit. MeTomom MyIbTHILIEKCHON
LNA-Gnoxupyromeii aMmim@uKanuy ¢ TOCIeIyromen ai-
nenb-crienduaHoi Tnopuau3armeit [1LP-npoxykToB Ha rH-
JIPOTEJIeBBIX OMOUHIIAX ONPEACIISIIIN HATMYHE B OITyXOJIH CO-
Marnyeckux myTauui B reHax BRAF, NRAS, c-KIT n GNA11,
Kak onucaHo pasee [17].

DayopecueHTHAsi THOpUAN3aUM in situ. ViccnenoBanue
MIPOBOIMIIOCH Ha TTapadMHOBOM cpe3e TomHol 4 Mrm. FISH-
peaKIys BBINOJIHEHA COIIACHO MPOTOKOIY (DHPMBI-TIPOU3BO-
qurerst CytoTest. Cpe3 ObLT OKpalieH ¢ moMoIbio (iyopec-
nerrHoro 3oH1a RREB1/MYB/CCP6/CCNDI1 FISH Probe
Kit (CytoTest). Onenka pesynsrara FISH-peakun npoBoau-
Jach € MOMOIIBI0 MUKpockoma Axioscop 2 Plus ZEISS.

OnucaHue cny4as

Hayuenmxa JI., 5 mec, nocmynuna ¢ Hayuno-uccnedosa-
MenbCKUl UHCMUMym OemcKoU OHKONOSUU U 2eMAMON02UU
OI'FY «HayuoHanvusili MEOUYUHCKULL UCCe008aMENbCKUL
yenmp oukonoeuu um. H. H. Broxunay ¢ 6podicoeHHbIM HOB000-
PAa308aHUeM KodiCU U NOOKOICHO-)ICUPOBOUL KIeMYaAmKU 6 00-
aacmu 1e6o2o0 ayuesanicmnozo cycmasa. Hosoobpazoeanue
NOIUXPOMHOE, KPACHOBAMO-0YPO20 YEEma, 8038bIuAIoweecs.
HAO nogepxHocmyio Kodicu Ha 2 cm. Eeo nonepeunvie pazvepbl —
4,0 x 4,0cm; npu narenayuu — nIOMHO-91ACMUYECKOU KOHCU-
Cmenyul, He cmeljaemoe, bI3bl8ao yMepeHHoe 6ecnoKkoucmeo
pebenka. Panee no mecmy srcumenbcmea oOvlia cOenana yio-
MpazeyKosas momozpapus. HOBOOOPA306AHUs, NO Pe3YIbINd-
mam KOmopou 6blCKA3AHO NPEONONONCEHUE O 2eMAHSUOME
(Oupghepenyuanvras ouaerocmuka mexcoy cocyoucmo Mans-
gopmayueri u 310Ka4eCMBeHHbIM HOBO0OPA308AHUEM).

C yuemom OanHwix 06C1€006AHUSA BbINOIHEHO UCCEUEHUEe
onyxonu ¢ sameujerHuem oepexma nepemeweHHbIM KOHCHbIM
nockymom (puc. 1, 2).

Tucmonozcuueckoe uccnedosanue. Maxpockonuuecku onyxono
npedcmagisia coooll evloyxaroujee MHO20Y31080€ 0OPA3068aHIUe
obwum pazmepom 3,5 % 3 X 2,2 cm. Tlosepxrocmv onyxonu Kopuy-
HEB020 YBema, Ha paspe3ax y3ivl Obli nPe0CcmasieHbl NIOMHO-
AMACMULHOU CEPOUL MKAHBIO C 04ALOBLIMU KPOBOUSTUAHUAMU.
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Puc. 1. Mcceyerue onyxonu ¢ 3amewjeHuem deghekma nepemelyeHHbIM KOXHbIM T0CKymom u3 nods3dowHol obnacmu cnpasa

G

Puc. 2. Bud nocreonepayuoHHoeo pybya, 200 nocsie onepayuu — paHa
3QKUAA NEPBUYHBIM HAMSKEHUERM, KOXHbIG T0CKYM NPUXUACA

Mukpockonuuecku Ha (hoHe 8POANCOEHHO20 CMEUAHHOZO
MENAHOYUMAPHO20 He8YCa ONpedesiach 04azo8as J1eHmu-
CUHO3HAA U 2He30HAs (C hopmuposanuem KpynHoix Ciuearo-
wuxcs ene30) npoaughepayusi KPYnHuIX K1emox ¢ 0OUiIbHOU
203UHOPUILHOU YUMONIA3MOT, codepicauyell Spanyivl nue-
MEHMa KOPUUHEe8020 Yeema 8 IOHKYUOHANbHOU 30He (obnacmu
INUOePMO-0epmManrbHoeo coeounenus) (puc. 3a). B oepme
¢ pacnpocmpanenuem 00 NOOKOICHOU IHCUPOBOU MKAHU
(puc. 36) npucymcmeosanu MHOJCECBEHHbIE Y3106ble 0UAlU
BbICOKOU KNIEMOUHOCTU C IKCHAHCUBHBIM XAPAKMEPOM POCmd
(puc. 36). Ilpu smom epanuybl y31068 OMHOCUMENLHO YemKue,
Ha 606UOM NPOMAdICEHUU O3 MEHOEHYUU K «CO3PEBAHUION,
01a2060 — ¢ (opmuposanuem «HeBpPOUOHLIXY CHPYKMYP
(puc. 32). Heonnacmuueckue snemeHmol pacnoiazanucs oug-
DY3HBLIMU NOTAMU C OYA20BbIM POPMUPOBAHUEM ATTLEEONAPHBIX
u ncesdococyoucmeix npocmpauncms (puc. 30), a makdice
8 yuacmkax Haubosiee 8blCOKOU KIeMOYHOCMU — C PopMupo-
8aHuUeM NEPUBACKVIIAPHLIX Ncee0opos3emok (puc. 3e). Knemou-
HbIIL COCMAB. CPeoHe20 pasmepa U KpynHvle KiemKiu 08aIbHOU,
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SNUMETUOUOHOTU U 8LIMAHYMOU hOpMbL, YUMONLA3MA c1ab0-
903UHODUNLHAS, 6 OMOENbHLIX KIEMKAX cooepicaujas He-
00bULOE KOTUUECHIBO MENKOSPAHYAPHO20 NUSMEHMA KOPUY-
Hegozo yeema (puc. 3dc). Aopa ¢ ymepeHHo 8blpadiceHHbIM
nonumopguzmom. Xpomamun envlouameiil, AOPLIUKU METKUe
oasogunvuvie. Mumomuueckas akmusHocms 00 3—4 gueyp
mumosa 6 1 mm?, cmpeyaromes eOuHUUHbLE NAMON02UHECKUEe
gopmul (puc. 33). [locmogeprbix npusHaKos cocyoucmou
uMBAsUU U Heupomponusma He obnapysiceno. Hzvasenenue
He 8blABIEHO, OOHAKO 04A2080 INUOEPMUC SHAUUMETLHO UC-
MOHYEH, NPeOCmasiiel MoabKO PO20BbIM CNI0EM, NOO KOMO-
pbiM — QUOPUH ¢ A0epHBIMU OOTOMKAMU U PA3PYULEHHBIMU
cecmMenmos0epubiMy Heumpo@uibHoimu aeikoyumamu. Oua-
2080 ONPeOeNAIONCs KPOBOUSNUAHUA, OMMeYaemcs omex
CMpoMbl.

Hccnedosanue eucmonozuueckux npenapamog Oulio Gul-
NONHEHO 6 2 He3a8UCUMbBIX pedhepeHCHbIX 1abopamopusx,
NONYYEHO pacxodcoeHue MHeHull Ikcnepmos: 1) «Hosoobpa-
308aHUe KOJCU UMeen Cmpoenue Y31060t MEIAHOMbl C 6ep-
MUKATbHOU (haszotl pocma, 803HUKULEU HA (DOHE BPOHCOCHHO20
Hegycd, npedCmagienHoll 6ePemeHOBUOHBIMU, DNUMETUOUOHbI-
M, HEBOUOHBIMU KLEMKAMU C HEPABHOMEPHO PACNPEOeNeHHbIM
nuemenmom, ¢ 3 mumoszamu/mm’, 6e3 usvasenenus, 6e3 0o-
CMOBEPHBIX NPUSHAKOB AHSUOTUMPDAMULECKOU UHBA3UU U Ne-
PUHEBPANILHO20 POCMA, C HE3HAUUMENLHOU NEPUMYMOPATLHOU
aumpoyumapnon ungurbmpayueu. Yposenvb umnseazuu
no Knapxy — V, monwuna no Bpecnoy — 22 um. B nookooicro-
JHCUPOBOTL KlemHUamKe OOUHOUHBLI CAMENIUMy,; 2) «amunut-
HAsL MUMOMUYECKU aKMUBHAS, NPOTUDEPAYUL 80 BPONHCOCHHOM
MENAHOYUMAPHOM Hegyce, NPeOCMABIeHHAS. KAK amUnU4HoOU
nponugepayueil  0oraCMU MUOEPMO-0EPMATLHOLO COEOU-
HeHUs, Max U MHOJICECMBEHHLIMU AMUNUYHBIMU NpOUQepa-
MUBHBIMU Y3AMUY.
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Puc. 3. [ucmonozauyeckoe cmpoeHue onyxonu (0Kpacka 2eMamoKCUUHOM U 303UHOM):  — IeHMU2UHO3HASA U 2He30HAsA Npoaupepayus Knemok
€ nuemeHmuposaHHol yumonnasmoii 8 obaacmu 3nudepmo-0epmanbHo20 coeduHeHus, x300; 6 — pacnpocmpareHue 0o NOOKOKHOU uposoli
mKaHu, x200; 8 — KpynHble S3KCNAHCUBHbIE Y3J1bl, XOPOLIO OM2paHUYeHHble om oKpy)atouwux mraxed, x200; 2 — popMupoBaHue «He8poUOHbIX»
cmpykmyp Ha nepucgepuu y3na (cmpenka), x200; 0 — pacnosioxeHue Knemox onyxonu 8 sude oughgy3Hbix noseli ¢ Hanuyuem aabBeonAPHbIX
u ncesdococyoucmsix npocmpancms), x200; e — popMupoBaHUe nepusackyIApHbIx ncesdopozemok, X100; K — KnemoyHsili noaumMopgusm:
8epemeHoBUOHbIE U 3NUMenuoudHble 3nemeHmsl, X100; 3 — BbICOKASA MUMOMUYECKAA AKmMUBHoOCMb (Kpye)

Ilposedeno monexynapno-eenemuueckoe uccie008anue
Memodom payopecyenmuoil in situ cubpuouzayuu (FISH) ¢ no-
mowgwio ghyopecyenmmoui npoovlt RREB1/MYB/CEP6/CCNDI1
FISH Probe Kit (Cyto Test) (puc. 4).

Oyenka pe3ynibmamos peakyuu npogoouLachy Ha uHmep-
Gasnvix A0pax onyxonegwix Kiemox. bvlau nonyuenst cnedyio-
wue pesymomamol: 1) yseruuenue konuinocmu 2ena RREB1 —
83,3 % (nopma oo 63 %); 2) xonuiinocme cena MYB — 2,4
(nopma 0o 2,5); 3) konutinocme 2cena CCNDI — 1,8 % (nopma
00 2,5 %), 4) npoyenmnoe coomnowienue nomepu 2ena MYB
omHocumenvHo yenmpomepvi xpomocomvt 6, CEP6 — 10 %
(nopma 00 31 %). B oannom obpasye mul Habniodaem yeenu-
yeHue xonutinocmu 2ena RREBI, umo mooicem ykazvieame
Ha aMRaIuGuUKAyUI0 0aHHO20 YHACMKA XPOMOCOMbL OMHOCU-
menbHo yenmpomepHozo yuacmka xpomocomvl 6 (CCPO).

bbino nposedeno monexynapHo-eenemuueckoe uccieoo-
8aHUe HA Hanudue 6 0Opasye aKMUGUPYIOWUX Mymayuil 6 2e-
nax KIT, NRAS, BRAF, MAP2K1/2, GNAQ u GNA1l, xapax-
MepHbIX KAK OJisi ONPeoeNeHHbIX U008 He8YC08, MAaK
U ONIsL MHORUX CIyHAe8 MeNaHoMbl Kodicu. B pesynomame ze-
Hemuuecko2o mecmuposanus oviia sviasnena mymayus Q61K
6 eene NRAS.
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06cyxpeHue

B Hacrosieii padboTe 1mpy IIepBUYHO TUAarHOCTHKE BPOX-
JICHHOTO MUTMEHTHOTO HOBOOOPA30BAaHUS KOXKH 3aISICTHS
y ISITUMECSIYHOM JICBOYKH HCIIOJI30BaIM KOMIIIIEKC METO/IOB,
B TOM YHCJIE€ NMPUMEHIEMBIX IPU JANATHOCTUKE MEJIaHOMBI
KO Y B3POCIIBIX OOJBHBIX. BBITH poBeaeHbI:

— TpaJWLUOHHBIA THCTOJIOIMYECKUN aHaIM3 Ipenapara,

OKpAIIEHHOTO I'eéMaTOKCHIIMH-303HHOM;

— (QuyopecueHTHass TUOpUAM3anUs in  situ  30HIA

RREB1/MYB/CCP6/CCNDI FISH Probe Kit (CytoTest);

— MOJICKYJISIPHO-TeHETHYECKHUI TECT, B KOTOPOM BBISIBIISUTH

AKTUBHPYIOIHE MyTaluu OHKOTeHOB KIT, NRAS, BRAF,

MAP2K1/2, GNAQ n GNAI.

[poBommics mudhepeHIHANEHBII THATHO3 C MEITaHOMOM,
BO3HHKIIEH BO BPOXKJCHHOM MEJIAHOLHMTAPHOM HEBYCE.
Kak ommcano panee, MeIaHOIUTApHBIE TPOIH(EPUPYIOIINE
00pa3oBaHMs BO BPOXKJCHHBIX HEBYCAX B JIETCKOM BO3pAcCTe
BCTPEYAIOTCS C TOPa3o OOJBINEH YacTOTOW TI0 CPaBHEHUIO
CO 3JI0KaueCcTBeHHOH MenanoMot [18]. Ha mopdonornueckom
YPOBHE ITPOBECTH I'MCTOJIOTHYECKOE PA3ININe MEXKIy Mela-
HOMOH W MponuQepaTHBHBIM y3JIOM UPE3BBIYAiHO CIOXKHO.
MHorue u3 XapakTEepUCTHUK, OOBIYHO HAOJIOJAEMBIX
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Puc. 4. ®nyopecyermHas eubpudusayus in situ (FISH) ¢ nomowsto ¢nyopecyenmuoeo 30H0a RREB1/MYB/CCP6/CCND1 FISH Probe Kit (CytoTest):
a — pacnonoxeHue 30H008 Ha XPOMOCOMAxX; 6 — MUKPOCKONUYECKAA KapmuHa pacnpedeseHus cueHanos 8 obpaszye; eeH RREB1 (6p24.3) pac-
nonazaemcs Ha KOPOMKOM nJjieye XpOMOCOMbI 6, OKpaweH KpacHsim gyopogopom; eeH MYB (6q23.3) pacnonazaemcs Ha ONUHHOM neye Xpo-
Mocombl 6, okpaweH )eamsim ¢ayopogopom; 2eq CCND1 (11g13.3) pacnonazaemcsa Ha ONUHHOM njede XpoMocomsl 11, oKpauwieH 3eneHbiM
yopoghopom; 015 KOHMPOAA KONULHOCMU CYXKUM LeHMPOMePHbIL 30HO XPOMOCOMbI 6, OKpaLIeHHbIU 20/1y6biM pyopogopom

MIPHU MEJTAaHOME, TAK)KE BCTPEUAIOTCS U B MIPOIU(PEPATHBHBIX
y371aX, a AIMCHHO: BBICOKMH MUTOTHYECKUI WHICKC, ITOJIS
KPYIHBIX MEIAHOLIUTOB C IMHUTEIUOUTHOW MOP(OIOTHEH,
ATHITUYHEIC Spa U JaKe aTUIMHYHBIC MUTO3BI U O4ard He-
kpo3a [19]. Eme Oonee ycIOXHIST KapTUHY TOT (akKT,
910 Tpoiu(epaTuBHBIC Y3IIBI MOTYT TaK)Xe BKIIOUATh BHY-
TPUAUICPMATbHBIC U3MCHEHUS, TAKUE KaK JICHTUTHHOHBIN
POCT, CITUBAOIIHECS THE3/Ja ¥ SKCTCHCUBHBIN TePKETOTHBIN
(BeprukanpHBIiN) poct [20]. UMeHHO Bee 3TH Mopdoiornye-
CKHe TIPU3HAKU OBLTH OTMEYEHBI JJIs1 MICCICIOBAHHOTO HAMHU
CiTydast.

JuddepeHnnanbHO-IHarHOCTHYSCKUE XapaKTEPHCTHKI
npomiudeparuBHbIX y3ioB (I1Y) B BMH u menanomsr 8 BMH
MpeICTaBIeHEI B Ta0m. 2 [21].

IIpu ananm3e qaHHBIX TabI. 2 oOpamaer Ha ceOst BHUMA-
HHUE HAIMYHE «IIEPECEKAIOIINXCsD» XapaKTePUCTHK, BCTpeda-
FOIIUXCS KaK B IPOIH()EPaTUBHBIX y3JIaX, TAK U B METaHOMAX,
Bo3HuKaowmux B BMH. be3ycnoBHo, B THIIMYHBIX Cllydasx
(mpuMep: MHOXKECTBEHHBIE MEIJICHHO pacTymiue y3isl B BMH
y pebeHka | roma >KU3HU, THCTOJIOTHYSCKU XapaKTePU3YFO-
IIHEeCsT OTCYTCTBUEM BHIPAKCHHOM ITUTOJIOTHYCCKON aTUTIHH,
HU3KOW MHTOTHYECKOW W Mponu(epaTHBHON aKTUBHOCTBHIO
1 OTCYTCTBHEM XPOMOCOMHBIX abeppariuii Ipyu MOJICKYIISIPHO-
TCHETHYECKOM HCCIICIOBAHIH FIIH, HATIPOTHB, OBICTPO PACTy-
IIee U3BA3BICHHOE y3JI0BOE€ 00pa30BaHME B CTPYKTYpE TH-
raaTckoro BMH y nonpocTka, THCTONOTHYECKH IIOCTPOSHHOE
U3 «OIACTOUTHBIX» KIIETOK C YHU(OPMHOI ITUTOIIOTHIECKON
aTUIUEH, KpaliHe BBICOKOM MUTOTUYECKOM aKTUBHOCTBIO C Ha-
JUYUEM TaTOJIOTHYECKUX (POPM, OdaraMu HEKpo3a i MHOXKE-
CTBCHHBIMH XPOMOCOMHBIMH a0eppanusMi) JaHHBIC KPUTe-
PHH TIO3BOJISIOT JOCTOBEPHO MHTEPIIPETUPOBATH N3MCHEHUSI.
B wacTtu cirygaeB 310 caenaTh KpaifHe 3aTpyIHUTEIBHO.
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OO0b1uHO Hamboee CIOXKHBIMH JUISL OTHO3HAYHOH OICHKH
SIBJSTFOTCS Y3JI0BBIE ITponudepanuu B BMH y neteii B HeoHa-
TaJbHOM Tiepuofe. Tak, U3BECTHO, YTO MUTOTHYCCKAs AKTHB-
HOCTh B HUX MOXET JIOCTHUTaTh OYCHb BBHICOKHX 3HAYCHUU
(o 20 ¢uryp murtosa B 1 Mm?) [21] OtcyTcTBHE «CO3peBa-
HUS» (T. €. HATHYNE YSTKOW TPaHUIIBI MEKIY Y3JIOM U OKpY-
JKaromiei Tkanpfo BMH), u3bsi3BiieHue, THICPKICTOYHOCTD,
HEKPO3 OTIENBHBIX KICTOK, 3HAUNTEIbHAS ITUTOIOTHYECKAs
ATHIAS, BBICOKAs MHUTOTHYECKAsl aKTHBHOCTh — IPU3HAKH,
MTO3BOJISIONIHE TIPEIITOIOKUTH MEJIAHOMY. BOITBIIMHCTBO 110-
JIOOHBIX 00pa30BaHM B HEOHATATBHOM IIEPHOJIEC OHOIOTHYC-
CKH TOOPOKaueCTBCHHBI, HECMOTPsI Ha H3bsI3BJIICHIE, BBICOKYIO
KJICTOYHOCTH U aTHITMYECKIE THCTOIOTUICCKUE XapaKTePHUCT-
ku (Tabm. 3) [21]. Tem He MeHee Takue MAIMEHTHI TPEOYIOT
TIIATENFHOTO U JUTUTSIFHOTO TUHAMAYESCKOTO HAOMIOICHUS.

Takum 00pazoM, B IPEACTABICHHOM CIIy4ae OIpereis-
JIUCHh CIICAYIONINE TUCTOIOTHIESCKIE 0COOCHHOCTH, CBUJIC-
TEJIECTBYFOIIUEC B ITOJIH3Y MEITAHOMBI: YeTKas TPAHHIIA MEXKTY
HUHTPAJCPMAaIBHBIM y3JIOM H OKPY)KaIOIIeH TKaHBIO HEBYCa;
«yHU(POPMHASD IUTOJIOTHYCSCKAs ATHITHS, HAIMIHE ITaTOJIO-
THYECKUX POPM MUTO3a (CIUHUYHBIX!); aTHITNYHAS JICHTUTU-
HO3Has W THE3/HAas MpoiuQepanus B 00JaCTH MUICPMO-
nepMaidbHOTO coenuHeHus. K mpu3HakaMm, B Ooibmiei
CTCTICHN yKa3bIBAIOUINM Ha TOOPOKAYECTBCHHYIO MPHUPOLY
00pa30oBaHMsI, OTHOCATCS: BO3PACT MAIUCHTKA MeHee 6 Mec;
MHOKECTBEHHEBIE Y3IThI (KaK MPaBuiio, MexaHoma B BMH npen-
CTaBIIICT COOOW CONMTAPHBIN OBICTPO PACTYIIUH y3em); Ha-
JYUE TPU3HAKOB «CO3PEBAHUS» — (POPMUPOBAHHE «HEBPO-
UIHBIX» CTPYKTYP B OTIENBHBIX IOJISIX 3PCHUS Ha TPaHHUIIC
JIEpMAIIEHBIX Y3JI0B U HEBYCa; OTCYTCTBUE HEKPO3a U M3bs3-
BJICHUS, TOMUMOP(H3M B TIpe/ieNiaX y3JI0B (HaIHIue Kak dITH-
TEITUOUIHBIX, TaK ¥ BEPETCHOKICTOYHBIX U HEBOHIHBIX
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Ta6nm|.a 2. CpasHeHue npOﬂU(f?emeUBHleyB’ﬂOB 80 BpO)Ka(EHHOM MeJijagHoyumapHom Hesyce u MmeJs1IaHOMbI, BO3HUKLWeU 80 BpO)KaeHHOM MeJsiaHoyu-

mapHom Hesyce [21]

Table 2. Comparison of proliferative nodules in congenital melanocytic nevus and melanoma arising in congenital melanocytic nevus [21]

IMoka3zarein

Bo3spact

Knmamaeckne nposBieHns
Pasmep

«Co3zpeBaHue»™

I1Y 8 BMH

Yaie BO3HUKAIOT B HEOHATAJIbHBIN MIEPHOJ,
0-2 roza, HO MOTYT TIOSIBUTECS B JIIOOOM
BO3pacTe

V3elr 0T aMeTaHOTHIECKOTO J0 NUTMEHTUPOBAH-
HOI'0, BO3BMO>XXHO HU3BA3BICHUC

OT HECKOIBKUX MUJUTUMETPOB 10 CAHTUMETPOB

YacTo ¢ MOCTENEeHHBIM NIEePEX0/IOM K TKaHH
OKPY’KaIOIIero HeByca

Menanoma, Bo3Hukmasi B BMH

JIro6oit Bo3pacT (yamie oT 2 JIeT ¥ CTapIie)

V3en oT aMeIaHOTHIECKOTO JI0 MNMUTMEHTHUPOBAH-
HOI'0, BO3MOX>XHO H3BbA3BJICHHUEC

JIro0oii pazmep

YacTo cnuBHOM y3en 0e3 MPU3HAKOB «CO3PeBa-
HHsD), THOTZIA «CO3PEBAHKE) ONpPEesIeTcs

Knerku Gosnee KpyIHbIE, YeM OKPY KarOILIH
HEBYC, HCBOU/IHBIE, JIINTEINONIHBIE, BEPETCHO-

Kietounsri TaI
BHUJIHBIE

Iluronoruueckas arunus

MuroTnieckasi akKTUBHOCTh

Hekpo3s
Twun BMH

IIponudeparnBHas akTHBHOCTh o
. 5-10 %

o Ki67

CpaBHHTEIbHASI TCHOMHAsT

ruOpHUAN3aINS

OOBIYHO BBIPAXKEHHOCTH BapbUPYET OT cladoii
JI0 YMEPEHHOM, PEAKO — BEIpayKEHHAs

O0b1uHO0 0—2 Ha MM?, HO MOXET OBITH BHICOKOM
(mo 20 Ha MM?) B HEOHATAJILHOM [EPUOJIC

OOBIYHO OTCYTCTBYET

Ot MajbIx J10 prHHBIX/FI/IFaHTCKI/IX

YacTo equHUYHBIE YTPAThl XpOMOcoM 7—9

Yacro HeanddepeHunpoBaHHbIe «OIacTOMI-
HBIE» KIICTKH B HEOHATAJIHLHOM MEPHOJIE,
KPYIIHBIE MOJMTOHATBHBIE/ AU TETHON/THBIE,
BEPETCHOBHAHbIC, MEIKUE KICTKH

OT yMepeHHOH 10 BBIPAKEHHON

O6wIyHO OoJee 2—6 Ha MM? UK Gosee

Yacrto

OT cpeHuX JI0 KPYIMHBIX/THTAHTCKUAX
O6s1uH0 6011€€E 15 %, uacto 6omee 30 %

OOBIYHO MHOKECTBEHHBIEC YACTHYHBIE XPOMO-
COMHBIE abeppanuu (IPUOOPETEHUS U YTPAThI
(parMeHTOB XpPOMOCOM)

*[100 «co3pesanuem» mpaouyuoHHO NOHUMAIOM CHUdICEHUEe 2PAOUEHMA KILeMOYHOU NIOMHOCIMU U NPUOOpemeHue KiemKami MelaHo-
YUMAapHotl Onyxonu epemeHo8UOHON (PopMbl NO HANPABIEHUIO K Donee 2yOOKUM YHacCmKam 06paso8anis, ympamy cnocooHocmu

K CUHme3y nueMenma, a maxaice Qopmuposane «HespOUOHbIXY CIMPYKMyp. B ceszu ¢ mem, umo «cospeganuey 6 smom cmvicie

He ABNACMCS UCUHHBIM (UCIUNHO 3penblil Me1aHOYUmM pAcnonazaemcs 8 Oa3aibHOM Cloe SNUOepMuUca cpeou KepamuHoyumoe

U cnocoben K cunmesy Melanuna), a 0O3HA4aen cKopee KWBAHHOBCKYI0 MeEMAnaazuioy, OaHHoe 0603HaeHue NPUEOOUMCs 8 KABbIUKAX.

Ilpumeuanue. BMH — spooicoennviii meranoyumapnulii nesyc, 11V — nponughepamugnuie y3iol.

YYaCTKOB B TIpeJIeIaX OIHOTO y3JIa); OTCYTCTBUE BBIPAKEHHOM
aHariasuy syep. MUToTHYeCcKas akTHBHOCTE 10 3—4 duryp
MHTO3a B 1 MM? SIBJISLIIACH TIOBBIIIIEHHOM 10 OTHOILIEHUIO K TKa-
HU oKpykatormero BMH, ogHako He cunTaeTcs 3KCTpeMaib-
HO BBICOKOH 1 MOXKET OBITh norryctumoii B ITY 8 BMH, oco-
OCHHO B TICPBBIC TOJIBI )KH3HU.

Takum 00pa3oM, 0 COBOKYITHOCTH KIMHUKO-MOPQOII0-
TUYECKUX XapaKTEePUCTHK JaHHAsI TOBEPXHOCTHAS U y3IIOBas
MHTpaJepMatbHas MeJIaHOIUTapHas mpordeparyst Bo BMH
y pebeHKa 5 Mec UMeeT MPU3HAKH aTUITHIHOTO Tpoiudepa-
THUBHOTO y3J1a C HAIMYUEM OTICITBHBIX TUCTOIOTHYCCKHIX TIPH-
3HAKOB, KpaifHEe TIOI03PUTEIEHBIX B OTHOIIICHUH MEITaHOMBI,
Bo3HuKei B BMH.

J1J1s1 IMMYHOTICTOXMMIYECKOTO MICCIICIOBAHMS MEITAHOIH-
TapHBIX OITyXOJICH KaK y B3POCIBIX, TaK U Y JETeH UCIIONB3YIOT
MapKepbl, KOTOPBIE YCIOBHO MOKHO OTHECTH K CIICITYFOIIHM
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rpyrmam: Mapkepsl auddepennuposkn (S100, Sox10, MITF,
HMB45, MelanA, Tyrosinase), KOTOpbIC HCTIOIB3YFOTCS IS OTIpe-
JIETICHNsI HeHPOAKTOAEpMaIIbHOM/ MetaHoMTapHO! anuddepeH-
IIUPOBKH, T PepeHINAITBHON THArHOCTUKH C IPUMUTHBHBIMH
OITyXOJISIMH ME3EHXUMAJILHOTO TIPOMCXOMK/ICHHST, BOSHUKHOBEHHE
KOTOPBIX onrcaHo B rurantcknx BMH (pabnomuocapkoma, -
rocapkoma, capkoma FOunra); GnomMapKepsl, HCIIOIb3YIOIIHECs
It orpeneneHus npormdeparuBaoit (Ki67) 1 MUTOTHYIECKON
(PHH3) axtuBHOCTH, (hassl kietoynoro mukia (CyclinD1, pl16,
p21), BeIsBIeHHs ToyewHBIX MyTammii (BAP1, BRAF, beta-
catenin). [IpeANKTHBHOE ¥ IPOrHOCTHYECKOE 3HAYCHHE UMEET
omnpenenenne sxcnpeccud PD-1, PD-L1 (BO3MOKHOCTB TiprMe-
HEHHS] HTHTMOUTOPOB MIMMYHHBIX KOHTPOJIBHBIX TOUEK IS JIede-
HUS] METACTaTHYECKOM MeaHoMBI) [22]. [l middepeHrmansHon
JIMarHOCTUKK MEXXJTy HEByCaMH 1 MeJIaHOMaMH MHOTooOeIa-
IOLIMM MOXET CTaTh HccienoBanue sxcpeccun PRAME [23].
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Ta6nuua 3. ATunuyHbie BapuaHTsl BMH 1 atunuunas nponudepauus, Bo3Hukatowas 8 BMH [21]
Table 3. Atypical variants of congenital nevi and atypical proliferations arising in congenital nevi [21]

HNuaTpasnugepmalibHas npojmdepanus

BMH c arunuyeckuMu XapakTepUCTHKAMU.
JleHTUTMHO3HAS MEeTTAHOLUTApHAsS TIpoHdepanys.

BapnabenbHOCTh CTPOCHHS U PACTIONOKCHHUS THE3/1 B 001aCTH
SMHIAEPMO-EPMATILHOTO COSANHEHHS.

‘YMepeHHas U BBIPAKCHHAs AepHAast aTUIIHS.
BMH c nemxeronHpIM pacipoCTpaHEHUEM METaHOILUTOB.

BapuanT y nereit ¢ MUHUMAaIbHO BBIPAXKEHHOW IIUTOJIOTHYECKOM
aTuueli/0e3 MPU3HAKOB UTOJIOTHYESCKOM aTUTIHH.

CHMYITAIHS TIEHKETOUTHON METaHOMBI

Ilpumeuanue. BMH — époosicoennvle menanoyumapHvie Hegycol

BaxHO OTMETHTH, YTO MMMYHOTHCTOXUMHUYECKOE HC-
CJIe/IOBaHUE UMEET BCIIOMOTaTeNbHOe 3HaueHne B Tuddepen-
LIMAJIBHON TMarHOCTHKE W OPE/IEIICHUH 3I0KaueCTBEHHOCTH
MEJIaHOIUTAPHBIX OITyXOJIEH, SIBISIETCS JJOTIOJIHUTEIbHBIM
METOJIOM 10 OTHOUICHHIO K PYTHHHOMY THCTOJIOTHYECKOMY
HCCJIEIOBAHUIO IIPENapaToB, OKPAICHHBIX TeMAaTOKCUINHOM
1 303MHOM. Tak, B MeJIaHOMaxX BO3MOYKHA abeppaHTHas! dKC-
IIPECCHsl MapKepOB HEMENIAaHOIUTAPHOH AnpPepeHIIMPOBKH,
BCTPEUAIOTCS yTpara 3KCIIPECCHH MEJIAHOIIUTAPHBIX MAPKEPOB
(0cOOCHHO B METAacTaTHUECKOM MeNaHOME), UX JKCIIPECCHUs
B HEMEJIAHOIUTAPHBIX OIMYXOJISIX, & €€ BRIPAXKEHHOCTh BapbH-
pPYeT B 3aBHCHMOCTH OT BHJAa MEJIAHOLUTAPHOW OIyXOJH
1 MOXKET OTIIMYATHCSI B PA3JIMIHBIX BUJIAX HEBYCOB U MEJIAHOM.
Kpome Toro, rpaHunbl AOMyCTUMBIX 3HaUSHHH mpomnudepa-
TUBHOHM N MUTOTHYECKOH aKTUBHOCTHU HE SIBIISIIOTCSI YHHBEP-
CaITbHBIMH JUIS PA3JINYHBIX BUIOB MEJIAHOLIUTAPHBIX HEBYCOB,
a 9KCIIPecCus B OKPYKAIOIINX 3IEMEHTaX BOCHAIUTEIHEHOTO
MHQUIBTPATa WIK B 0a3aJIbHOM CJIO€ SITUAEPMHUCA MOXKET
3HAYUTENIFHO 3aTPYAHUTH HHTEPIPETALHIO.

Hccnenyroress BO3SMOKHOCTH NMPUMEHEHNSI UMMYHOTH-
CTOXMMHYECKHX MapKepOB, TPAIMIMOHHO HCIIOJIB3YyEMBIX
JUTSL TMArHOCTHKH MEJIAHOMBI KOXKHU Y B3POCIIBIX, HCCIIE/IOBAHUS
IIMTMEHTHBIX HOBOOOPA30BaHNH y TIeIMATPUUYECKHX MAIlIEHTOB
[24]. ns onpenenenus NOTEHLMAA 3JI0KaYE€CTBEHHOCTH OIH-
CBIBAEMOTO B HACTOSILIEH CTaThe METAHOIUTAPHOTO 00pa3oBa-
HUS paHee ObUIO BBIMOJIHEHO MMMYHOTHCTOXHMHUYECKOE HC-
cnenoBanue [17].

Merton FISH wacto ucnonb3yror ajisi NpoBeAeHUs Aua-
THOCTHYECKHX PA3IMYNNA MEXTy MEIIAHOMOW U Nposudepu-
pyromum HeBycoM. CTeneHb 3J10Ka4eCTBEHHOCTH CBSA3BIBAIOT,
B IIEPBYIO O4Y€pE/lb, C HAPYIICHUSIMH KOITMHHOCTH (yBennye-
HHEM/YMEHBIICHHEM YHCiIa KOMUi) B ydacTKaX XpOMOCOM
6p24-6p25. B T0 ke Bpems B mpoiudepaTuBHBIX y3JaX He-
PeAKo HAOMIONAIOT U3MEHEHNS! YMCIIa LEJIBIX XPOMOCOM, B TOM
qrcie XpoMOCcoMEI 6 [25, 26]. B Hamem cirydae MbI HaOIFO-
JTAITK yBEIMYCHNE KOMMHOCTH y4yacTka 6p24.3 (rer RREBI),
9TO MOXKHO OBUIO OBl paccMarpuBaTh KakK IPHU3HAK
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JepmaiibHas npojudepanus

ATunumyHbIe y3JI0BbIe TponuQepanyuy (IpoiudepaTnBHbIE Y3IIb).
IIpermymiecTBEHHO BEPETCHOBHIHBIEC KICTKH.
[IpenmyI1e CTBEHHO MUTETHOUIHBIC KICTKH.

IIpermyniecTBEHHO MEIIKHE KICTKH.

OTCyTCTBHE YETKOM IPaHHIBI ¢ OKpy Karomum BMH
(«co3peBaHmey), BapraberbHas UTOIOTHYESCKAs! AaTUITHS.
OrryX0JH, MOCTPOCHHBIE U3 BBIICIIEPEUNCICHHBIX THIIOB KIIETOK,
OTHOCSTCSI K 00pa30BaHMSIM C HEONPEeICHHBIM OHOIIOTHIECKIM
TIOBE/ICHUEM

3710Ka4eCcTBEHHOCTH. O/IHaKO, KaK OTMEUEHO B JUTEPATYpE,
pesyabrarsl Tecta FISH camu o cebe He sIBISIFOTCS OKOHYA-
TEIIbHBIM BEPUKTOM, MX CJIEIYET PACCMaTPHUBATh B KOHTEKCTE
KJIMHUYECKUX W THCTOMOP(OIIOTHYECKUX JaHHBIX.

B pesynbrare MONeKyIsIpHO-TeHETHIECKOTO HCCIIeI0Ba-
HUsl ObuTa BeIsBIeHa MyTamust Q6/K B rene NRAS. Tlomny-
YEHHBIE PE3yNIbTaThl COOTBETCTBYIOT JIUTEPATYPHBIM JaHHBIM:
10 95 % BMH necyT myTtanuu B rene NRAS [27].

Tem He MeHee, HeCMOTPS Ha HAJIMYUE THCTOJIOIMIECKUX
MIPU3HAKOB (aTUIHSI, BHICOKAS MUTOTHYECKAs aKTHBHOCTD,
HaJIMYUe MaTOJIOTHYECKUX MUTO30B) U HEOAHO3HAYHBIX pe-
3yJIBTaTOB UMMYHOTHCTOXMMHUYECKOTO M MOJIEKYJISIPHOTO HC-
CJIEZIOBAaHMI OITyXOJIM HAMH OBUIM NPUHSTHI BO BHUMAaHHUE
cIlelyone KIMHUYECKNE JaHHbIe: PAaHHUN BO3pACT Malu-
SHTKH Ha MOMEHT onepanuu (4 Mec), SKCIIaHCHBHBIN XapakTep
pocTa, MHO)KECTBEHHOCTD Y3JI0B, OTCYTCTBHE HEKPO3a, JJIH-
TeJIbHBIN 1eproz 0e3 peluBa 1 MporpecCHpoBaHus O0JIE3HN
(43 mec+). Kak MBI monaraem, 3TOT CIy4ail ClienyeT paccMa-
TPUBATH KaK BPOKICHHBIN HEBYC C aTUITUYECKUMHU Iposnde-
PaTHBHBIMHU Y3J1aMH. B COOTBETCTBUM ¢ JaHHBIMH MHPOBOM
JUTEpaTyphl nponudepatiBHbIE Y316l Bo BMH B 1 To1 s)XU3HHA
MOT'YT XapaKTepU30BaThCs KpaifHe BBICOKOH MHTOTHUYECKOH
AKTUBHOCTBIO U HAJIMYMEM TEeHETHYEeCKUX abepparmii [16],
IIPU 5TOM UMETh JOOPOKAaueCTBEHHOE TEUCHHE.

3aknoyeHue

MeraHoMa KOXH y JeTeil M MOAPOCTKOB BCTPEUYAETCs
PEAKO U TIO Psily XapaKTEPUCTHK OTIMYAETCS OT MEJIaHOMBI
KOXKH Y B3pociibIX. [Ipy IuarHocTuKe 3Toi OIyXoJu y IeTei
YacTO MCHOJB3YIOT TE K€ METOJIbI U MapKephl, YTO U IIPH IO~
CTaHOBKE aHAJIOTMYHOIO JMArHo3a y B3pOCIbIX MAlUCHTOB.
[IpaBOoMEpHOCTB TAKOTO MOJIX0/Ia HE BCerna onpasaaHa, Tpe-
OyIOTCS ACTANIBHBIIA AaHATIM3 KAXKOTO CITy4ast U COIOCTABICHUE
JAHHBIX THCTOJIOTHYECKUX, MIMMYHOIHCTOXUMHUUYECKUX U MO-
JIEKYJISIPHBIX HCCIICIOBAHUI ¢ KITMHUYESCKHMH MPOSIBICHUSMH.
BaxHo MMeTh B BHY, YTO y NALMEHTOB PAaHHEro BO3pacTa
B mnpoinumdepaTuBHBEIX (KICTOYHBIX) Yy3eJKax,
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HaOoaronmxcss Ha (poHe BPOXKAEHHOTO HEBYCa, KOTOPBIE
KIIMHUYECKH M THCTOJIOTHYECKH HMHUTHUPYIOT 3JI0Ka4eCTBEH-
HYIO JIpMAJIbHYIO MEIaHOMY, MOKET OTMEUAThCs! ITOBBIIICH-
Hasl KJIISTOYHOCTD C SIICPHON aTUIHEH 1 BBICOKOH MUTOTHYEC-
KOH aKTHBHOCTBIO, T.€. C TpPHU3HAKAMH B3POCIOH
1 MTOJIPOCTKOBOM MeJIaHOMBI. Takke, ¢ NCIOJIb30BaHIEM Me-
toaa FISH 3anoxymMeHTHpOBaHbI M3MEHEHUS KADUOTHIIA, HAU-
Oosiee yacTo cBs3aHHBIE ¢ nonumuionaneil. Takum oOpazom,
HaJIM4YHe JIMIIb NEPBUYHON OIyX0JIn O€3 OTHOMOMEHTHO BBI-
SBICHHBIX METAacTa30B Y JIETeH IMEPBBIX MECSIEB XU3HU

OIIYXOAUM KOXUM |

MOJBEPraeT JUarHo3 «MejlaHoMa» coMHeHuo. Ciexyer oT-
METHUTb, YTO NOOOHbIE CIIy4an MeJIAHOIMTapHbBIX 00pa3oBa-
HUH SBIISIOTCS INarHOCTHYECKH CIIOKHBIMH KaK JUIsl JiepMa-
TOOHKOJIOT'OB, TaK W JUIS JE€pPMaToONaToJIOrOB B CBS3H
C OTCYTCTBHEM B HACTOSIIIEE BPEMs OHO3HAUHBIX U YCTKHX
KIMHUYECKNX, THCTOJIOTHUECKUX, IMMYHOTHCTOXMMHUYECKUX
U MOJIEKYJSIPHO-TEHETHYECKMX KPUTEPHUEB, TO3BOJISIOMINX
JIOCTOBEPHO OTIIMYUTH NMPOH(EPATUBHBIN Y3€IT OT HCKITIOUH-
TEIIBHO PE/IKUX CITydaeB MEJIAHOMBI 03 COCTOSIBIINXCS METa-
crazoB B BMH y rpynubix nereit.
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Bxuiajg aBropos

T.C. Benbimena: pa3paboTka KOHICIIIMHU U JU3aiiHa HCCIIe0BaHMs, cOOp 1 00paboTka MaTepHana, 0630p IyOIHKaIHii 110 TeMe CTaThH, HAIMCAHHUE TEKCTa;
T.B. Hacenkuna: pa3paboTka KOHIENINY 1 U3aiiHa HCCiIejoBaHus, cOop 1 00paboTka MaTepuaia, 0030p ImyOInKalUii 10 TeMe CTaThU, HAITMICAHUE TEKCTa,
K.B. OpioBa: pa3zpaboTka KOHIUEINIMH 1 JU3aiiHa HCCIIeJ0BaHus, 0030p IMyOIMKALMiA 110 TeMe CTaThH, HAITHCAHUE TEKCTa,

J1.b. XectaHoB: c6op 1 006paboTka MaTepuaa;

A .. Cenpneposuu: c6op 1 00paboTka Marepuaia;

M.A. EmenbsiHoBa: c60op u 00paboTka MaTeprana,;

W.C. Abpamos: c60p 1 06paboTka MaTepuaa;

M.B. Jloporenko: c6op u 06paboTka Marepuaa;

W.C. Knenkast: 0030p myOIuKaLyii 0 TeMe CTaThH, HAIMCAHHE TEKCTa;

S1.B. BuniHeBcKasi: HalMCcaHHe TEKCTa;

M./1. AnueB: pejakTUpOBaHUE;

JI.B. JleMn10B: pesakTupoBaHue;

C.H. MuxaiinoBa: pelakTHpOBaHHUeE.
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