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Annotation: Nephroblastoma, also known as childhood renal Wilms tumor, is the most common malignant kidney tumor in children. This is a
rare disease that mainly occurs in young children and is a major problem in pediatric oncology. Despite significant progress in the treatment of
nephroblastoma, research into the molecular genetic aspects of this tumor remains relevant for more accurate diagnosis and effective treatment.

Keywords: Wilms tumor, genetic diseases, somatic and germline mutations.

Beenenune: HedpobOnacroma dYacto sBIsieTCs
OTHUM W3 CHUMIITOMOB BPOXICHHBIX JE(PEKTOB U
FEHETHYECKUX CUHApPOMOB. B Hawane 1970-x romos
A. KHyICOH mNOpenyoxXusl JBE MOJEIM OHKOreHesa
omyxonud  BunbMmca, HCIIONB3Ysl  IPEAbIAYIIHE
paspabotku 1o reHy Rb [1]. B mepBom ciyuae
BO3HUKAeT CIopajuyeckas HedpobOracToma, Mpu
KoTopoii 00a amtens rena WT (omyxomnp Bunbmca) B
He(poOracTe MOBPEXKAAIOTCS ABYMS HE3aBUCHMBIMHU
COMaTHYECKUMH MYTalUsSIMHU; DTO MPUBOIAUT K TIOTHOM
MHAKTUBAIIMK 3TOr0 I'€HAa, YTO MPUBOIUT K Pa3BUTHIO
omyxoJid. MyTalusi roMO3UI0THA, BCTPEUACTCS TOJIBKO B
OITYXOJIEBBIX KJIETKaX W HE MEPEacTCsl 10 HACIC/ICTBRY.
Mopdonoruueckast

KapTHHA HeppoOIacTOMbI

BcTpeyaercda B 90% Bcex omyxolned IMO4YeK Yy
CTPYKTYype
3a0oneBanne BcTpedaercas B 9% ciydaeB y nereit

nerel. B ONYyXOJIEBOM  MATOJOTHH
no 1 roma (4 mecto) u B 6% nereit crapme 1 roxa.
bonee 80% omyxomneil BBIABISIOT B BO3pacTe A0 5
neT, cpeaHuit Bozpact — 3,5 roga. Yuciao aeBoyek
HE3HAYNTENBHO IPEBBIIIAET KOJIMYECTBO MAIBUYUKOB[2].

B nopme yaacTku MeTanepporeHHO# OJ1acTEMBI,
0o0pa3syromue CeKPEeTOPHBINA anmapar MOYKH (KITyOOdIKH,
W3BUTHIC KAHAJBIIBI), TOKHBI UCUC3HYTh Mocie 36 Hex
OepeMeHHOCTH, OfHako y 1% nereld mpu pOKICHUU
yacTh OmacteMbl oOcTaercs (yHKIMOHAIBHON. OTH
ouarn OJlacTeMbl ONKCHIBAIOTCH Kak HEPpPOTeHHbIE
OCTaTK{, KOTOphIC HACHTU(DHUIMPYIOTCS KaK OO0JacTH
MOBBIIIICHHOTO PHUCKAa pa3BUTHS OIyXoJid BuibMca.
Cynb0a HEPpPOreHHBIX OCTATKOB JBOSKA: OHU MOI'YT
perpeccupoBaTh WIH 03JI0KAYE€CTBISTHCS M TIOCTEIICHHO

TpanchopmupoBarbesi B Hedpobmactomy  [3].

¢dhopma
nepejadeit

Hacnencreennas He(hpoOIacToOMBbI

XapakTepu3yeTcs MYTaHTHOM  KONMHU
rena WT u3 moxonenust B mokonenue [4]. Kaxmprit

HeppoOIacT HOCHUTENsT TETEPO3UTOTHOW  MyTaluu

y)K€ UMeeT HWHAKTUBUpOBaHHBIM  amtens  WT;
CnenoBarenbHO, Ul pa3BuTHA  HeQpoOIACTOMBI
JIOCTaTOYHO  TOJBKO  COMAaTHMYECKOW  MyTalWH,

3aTparmBaroeii  OCTaBIIyIOCS KOmHMIO TeHa [5].

B HACTOAICEC BpEMsA 5Ta MOJC/b, XOTA U OCTACTCA I10

ISSN 2181-3531 (g JCPM

CyHIeCTBY HpaBHJ’ILHOﬁ, MMpEeACTaBIACTCA ynpomeHHoﬁ: B
IaTorcHese He(l)p06HaCTOMI)I MOKET OBITh 3a):[eI>iCTBOBaH
HGHLIﬁ |0 TCHCTHUYCCKUX

JOpyTUX Ie(EeKTOoB.

Hexotopsie TeHETUYECKUE 3a0o0neBaHuA
00HAPYKHUBAIOTCS TIPUMEPHO y 5% IeTeil ¢ OmyXOJbio
Bunbmca; omucano 6osnee 50 Takux CHUHAPOMOB [6].
[TanieHTHI ¢ HEKOTOPBIMU CHUHAPOMAMH, CBSI3AHHBIMU
¢ WT1 (Brmouass WAGR u Jlenu-/lpama), cuaapomomMm
[Tepnmana, UHTEPMUTTHUPYIOLIEH MO3aUYHOMI
aHeyronnued n aHemueld DaHKOHM C OHWANICIBHOMN
mytarmeit BRCA2, moaBepraioTcss BBICOKOMY PHCKY
pa3Butus omyxoin Bumemca (>20%). YcranoBieHo,
YTO IpyIIbI JeTed ¢ cunapomamu @peiisepa u bexsura-
Bunemana, pazsuBmumucs Beaenctsue nucomuu 11pl5s,
a Taxoke cuaIpoMoM Cumncona-l onabu-bemerns nmerot
yMepeHHBIH pHCK pa3BuTHA HeppoOmacTomsr (5-20%). B
TPYTITy HA3KOTO pHcKa pa3BuTHs HehpoOmacTomsl (<5%)
BXOJISIT TAI[MEHTHI C ©30JIMPOBaHHOW reMuruneprpoduei,
cungpomamu biayma u JIu-®OpaymeHu, BpOXKICHHBIM
TUIEPIApaTUPEO30M B  COUETAHUU C  OMyXOJSIMHU
MVJIUBPEN  u

abepparusamMu.

‘IeJ’IIOCTeﬁ, HU3KOPOCIOCTBIO

Pa3IMYHBIMA XPOMOCOMHBIMHU

CHUHAPOMBI W TEHETUYECKH ONpeIeIICHHBIE
3a00JIeBaHMsI, CBSI3aHHBIEC C PA3BUTHEM OITyXOJIH BUJIbMA!
CuHApOMBEI, CBSI3aHHbIE c WTI
Takue cungpombr, kak WAGR u Jenuca-/lpaiua,
SBISAIOTCS  (DEHOTUITMYECKUM PE3YJIbTAaTOM MYTAaIlii
rena WTI. Ten WTIl pacnonokxeH Ha KOPOTKOM
(11p13).

9TOM MyTalMu SBJSIETCS HApyLICHHWE PETYISLUH

ieye  XpPOMOCOMBI 11 CnencrsueM
TpaHckpumiuu (akropa Pax-2, oT koTOporo 3aBUCUT
TUQPepeHIUPOBKa TIOUYEYHOTO DJMUTEIUSl B XOJC
He(poreHesa. lHakTHBaLMs a/UIEAH  OIyXOJEBOIO
cynpeccopa WTI1 mnpuBOAUT K pPa3BUTHIO IOPOKOB
pa3BUTUS  MOYEIOJOBOH  CHUCTEMBI, a  MyTalus
KOIMMW TeHa (MoTepsi TeTePO3UIOTHOCTH) CBs3aHa C
KaHIIEpOTEHE30M. Y MalMEeHTOB C 3TUM HACIEICTBEHHBIM
cunapomMoM B 80% ciydaeB pa3BUBAIOTCS OILYXOJIH,

HamboJlee 4acTo BCTpEYaIoIIeiics omyXxonpio Buibpmca.

Klinik va profi laktik tibbiyot jurnali 2024. Ne 1

Journal of clinical and priventive medicine



ISSN 2181-3531

Klinik va profilaktik tibbiyot jurnali 2024. Ne 1

Jemennu B reHax, coJIepKaIInX

JIOMEH  [MHKOBOTO  Talblla, OOBIMHO  TPUBOASAT
k cuaapomy WAGR, mpum wotopom y 50%
NanuEeHTOB JAUarHoCTHUPYCTCHA OITYyXOJIb BunbmMmca.
WAGR

OITYyXOJIBIO BI/IJ'H:MC&, aHPIpI/I,Z[I/Ieﬁ, IMOpOKaMu pa3BUTHUA

@DEeHOTUNHYECKH  CHHIPOM MPOSIBIISIETCA
MOUETIOJIOBOI CUCTEMBI 1 YMCTBEHHOM OTCTANOCThIO [7].
ToyeyHble MyTalMy TPUBOIAT K Pa3BUTHIO CHHApPOMA
Jenu-Jlpamia, KOTOpbI CBSI3aH C TOPOKAMHU Pa3BUTHSA
MOYETIONIOBOM  CHUCTEMBI, TICEBJOrepMadpOTUTH3MOM
W ME3aHTHaJbHBIM CKJIEpO30M TIOYE€K W IPUBOIUT
K TIOYEYHOM HEAOCTAaTOYHOCTH B JETCKOM BO3pacTe
[8,16]. IToTeps reTepO3UroTHOCTH MPU STOM CUHIPOME
npoucxogutr Jmmbs B 10-30%  omyxonei, 4rto
yKa3pIBaeT Ha 0Ooiee CIOKHBI MEXaHW3M pa3BUTHUS
He(dpoOIacToMbl 1o cpaBHEHHIO ¢ Mofebio A. KHyicoHa.
[lonnep:xanne  mpaBWIBHOTO  OamaHca  MEXIy
pa3IYHBIMU H30()OPMaMU CILIACHHTA U TPAHCKPUITIIAN
oenxaWT 1 uMeeTperniaroniee 3HaYCHNE 11T HOPMATHHOTO
pa3BuUTHS U (HUZNOIOTHICCKON (PYHKIIUH MOYETIONOBON
cucremsl. [Ipu cunapome @peiizepa B MecTe Crijiaiicuira
reHa WT1 BbIABISeTCS MyTalus, KOTOpas HapyIlaeT
nzopopm  WTI-

cneruduueckoit PHK: Dto usmeHenue Takxe mpuBoIuT

COOTHOLIEHUE  CILUIAaMCUHIOBBIX

K pa3BUTHIO omyxonu BmibMmca. ®DeHOTHITMYECKH
y  MYX4YHH
HaOITIoaeTCcs HapyIIeHNEe Pa3BUTHSA TOJIOBBIX OPTaHOB.
(hopmbI
BCcTpewatorcst ¢ vactorod 1-3%, HaciemoBaHue

pa3BHBaeTCs  TsDKenas — He(pomarus,

Cewmeiinbie HeppoOIaCTOMBI

aYyTOCOMHO-AOMHWHAHTHOC C HEIOJHOM (OKOJ'IO

60%) TmeHeTpaHTHOCTHIO. lepMUHANbHAS MyTaLUs
rena FWTI na xpomocome 17921 BbIsBISIETCA
IPU CHUHAPOMAx, BKJIIOYAIOIMX MYJIBTHCUCTEMHBIE
TTOPOKHU MOYETI0JIOBOTO

pa3BUTUSL TpakTa C

BBICOKUM  PHCKOM  pa3BUTHs  AMOPHOHAJIBHBIX

omyxoned (Heppobmactoma, roHamobmactoma) [9].

CuHzIpoMbl OBICTPOTO u
THIIEPTPOPUUECKOTO COMAaTHYECKOTO pocra.
deHorTunuyecKue TPOSIBIICHUS CHHJpOMa

bexBura-Bunemana cBsizansl ¢ myTtanueid rera H19 na
xpomocome 11p15.5. Y manueHToB ¢ 3TUM CHHAPOMOM B
8% cmyuaeB pa3BUBAIOTCS OIYXOJIU, YAIE BCETO OMyXO0JIb
Bunbpmca. YV manuentoB yacto Habmromaercs GeHOMEH
TCHOMHOTO HMMIPHHTHHTA, TPH KOTOPOM OKCIIPECCHS

I'CHOB IIPOUCXOAUT TOJBKO M3 OTHOBCKOI'O aJUICIIA.
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[TomoOHBIN AMUTEHETUYECKUH MTPOIIECC MOXKET JIeXKATh B
OCHOBE JIPYTUX JIETCKHUX OITyXOJei — pabIoOMHOCapKOM,
HEHpOo- W remaro0acToM, aipeHOKOPTUKAIBFHOTO paKa.
Jlpyrue CHHIPOMBI YacTO CBSI3aHBI C ITOBBIIICHHBIM
PUCKOM  DPa3BUTHsI OINyXOdW BuibMca, Hanpumep
cunnpom Cumricona - [omadbu-bemens, X-cuerieHHoe
pernieccuBHOE 3a00eBanue. OCHOBHBIMH KIIMHUYECKIMH
CUMIITOMaM{ 3TOTO CHHJIPOMA SBISIOTCS THUTAHTHU3M,
HETIPOTIOPIIMOHANILHO OOJbIIasi TOJIOBA C TPyOBIMHU
yepramMH Jidiia (TUIEPTEIIOPU3M, SIHUKAHTYC, KOChIC
IJ1a3HbIC MU, IUPOKask IEPEHOCHUIIA U IIIMPOKHI HOC C
B3JICPHYTBIMU HO3JIPSIMHU, OOJIBIION POT, OOJIBIION S3bIK
C TPOJIOIBHON OOpO3/KOIA)., pacieNnHa BepXHEH TyObl
/WA TBEpOOTO Heba), KOpOTKas Ieika; aHOMalluu
ckeneTa (BpOXKIEHHAs JHUCIUIA3US  Ta300eIpEHHOTO
CyCTaBa, CKOJIFO3, aHOMAJIMU pedep U Jp.), U3MECHEHHUS
KOHEYHOCTEH (cuHIaKTHIIUS, TTOJTUTAKTUJIIHSL,
OpaxuIaKTHIINS, IIUPOKKUE U KOPOTKUE KUCTH U CTOIIBI);
[TouTH B TIOJIOBHHE BCEX CITy4aeB BBISABISIOTCS MOPOKU
CepIeYHO-COCYUCTOM ¥ JAPYTHMX CHCTeM (TPBDKH,
aHoManuu pa3BUTHA). OCOOEHHO CTPaNalOT MaJBUYHKH;
JICBOYKHU C TOBPEKICHHBIM T'€HOM OOBIUHO SIBIISFOTCS
0eCCUMIITOMHBIMHU

HOCHUTCIIIMHU MYTHPOBABIIETO

amnens.  Ecmu  X-xpoMocoMa — MHAKTHBHpPOBAaHA
HOpPMAaJTBHBIM aJutejieM, 3a001eBaHe MOXKET BO3HUKHYTh
ny nesouek. Omyxons BuibMca MOKET pa3BUBATHCS Kak
Ha THIIEPTPOOUPOBAHHON, TaK W Ha MPOTHBOIIOIOKHON
ctopone. I'en GPC3, cBsi3aHHBIH ¢ pa3BUTHEM CHHIPOMA
Cumricona - ['onabu - bemens, pacrojoXeH B JIOKyce
Xq26.2. B 70-85% ciydyaeB NOBpEXJIEHHE BbHI3BAHO
TOUYCUHBIMU MyTanusiMud, a B 15-30% - peneuusamu
OJTHOTO WJIM HECKOJIBbKHUX HK30HOB rena. I'en GPC3
KOMUPYeT OEJoK, TMpHHAICKAIINH K CEMEHCTBY
[JIMIIUKAHOB ~ —  TenapaHcylib()aTnpoTeOrTHKaHbI,
KOTOPBIE CBA3aHbI C BHELTHEHN TOBEPXHOCTHIO KJIIETOUHOU
MEMOpaHbl ¥ PETYJIHUPYIOT JEHCTBHE Pa3IUYHBIX
(akTtopoB pocra. Inmunukan 3 B3aUMOJACHCTBYET C
nHCYnMHOMONoOHEIM  (pakTopom  poctra [10,11,12].

PesyabTtaTrbi: U30nupoBaHHas
remMuruneprpoduss  CBI3aHA C  ACHMMETPUYHBIM
poctoM mojoBHHBI Tena. [lo  MaHHBIM  pa3HBIX
aABTOPOB,  PACHpPOCTPAHEHHOCTh  3TOTO
koneomercs ot 1/13 000 mo 1/86 000 mereit [11]. ¥V

20-35% ngereit ¢ W3OMUPOBaHHOW THIIEpTpOdHen

CUHApOMa

BBISIBJISIIOT Ty WJIM MHYIO MAaTOJIOTHIO Ha yvacTtke 11pl5.
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XapakTep pa3BUTHs oIyxosd BunmbMmca y Takux
OOJIBHBIX OOBIYHO OCTAaeTCsl HESICHBIM. B 0TAenbHBIX
CIy4asX BBIABIUIACE AHOMAQJIMH  KapHOTHIIA, B
YaCTHOCTH MO3aWyHas TpUcoMus 8- xpomocomsl [12].
Cunpnpowm IlepnimaHna BbI3BaH MyTalUsSIMU 3apOABIIIEBOI
muauu B rene DIS3L2, pacnonokeHHOM B JOKyce
2q37. 910

CHHIPOM,

peaxuit ayTOCOMHO-PELECCUBHBIN

XapaKTepU3yOLUHCS BPOXKICHHOM
runepTpodueii U HEKOTOPHIMH APYTHUMH TPH3HAKAMU,
CXOIHBIMH bexBura-Bunemana.

C  CUHIPOMOM

I[CTI/I C OTUM CHHAPOMOM POXAAIOTCA TAKCILIMU

W YacTo MMEIOT THIOTOHUIO, OPraHOMETaIHIO
¥ XapakTepHele aHomaimuu Jmna  (V-o0pasHyio
BEpPXHIOIO Ty0y, BBICTyMamommii 00, TIIyOOKO

HOCAKCHHBIC IU1a3a, IUPOKYIO/TUIOCKYIO IEPEHOCHILY
U HHU3KO TOCAKEHHBbIE YIIH), a TaKkKe HapyIIeHUsI
¢bynkuun moyek (Hedpomeranuss W THIPOHEPPO3),
a TakKe 3aJepiKKa

NCUXOMOTOPHOI'O  PAa3BUTHUA.

CHUHIPOMBI, peapacnoaratoniye K
pazBuTHio omyxond Buibmca CuHAPOM MO3au4HON
nepeMeskaronenca aHeymIonnuu 1| —peakoe ayToCOMHO-
perieccuBHOe 3abo0sieBaHUE, BBI3BAHHOE T'OMO3HTOTHOU
WM KOMIIAyH/I-TeTepo3uroTHoil myranueii rena BUB1B
Ha xpoMmocome 15 (jmokyc 15q15.1). BUB1IB konupyet
BRXHBIH OENOK KOHTPOJBHOH TOYKH MHTOTHYECKOTO
BepeteHa. ['erepo3urornas mytauusi rena BUB 1B moxer
IIPUBECTU K MPEKACBPEMEHHON Cerperauuy XpoMarui.
CunapoMm Hacnenyercs MO ayTOCOMHO-JIOMHHAHTHOMY
TUIy W HE uMeeT (EHOTUITMYCCKUX MPOSBICHHIA.
MyTanuss NOpUBOAUT K MO3AUYHBIM aHEYIUIOUIUSM,
MPEUMYILIECTBEHHO TPUCOMMSIM U MOHOCOMMUSIM, KOTOPbIE

BCTPEYAKOTCA BO MHOI'MX pa3jIM4YHbIX XpOMOCOMax

u Tramsax [13,14,15]. YV mamueHToB HaOmOgacTCs
3HAYUTEIIbHOE BHYTpPUYTpOOHOE HEJIOpa3BUTHE
c MUKpouedaane, Ia3HBIMU AHOMAaJIUSMU,

JUCMOP(GU3MOM U OPAKEHUEM HECKOIBKUX Pa3IMnYHbIX
opraHoB u TkaHeidl. CylIecTByeT MOBBIIIEHHBIA PHCK
BO3HMKHOBEHUS! 3JI0KaY€CTBEHHBIX OITyXOJIEH, BKIIIOUAs
pabmomMuocapkoMy, OIMyXoidh BmibMca W JIEHKEMUIO.
D1

buannenbHbie

Anemusi  @DaHKOHM,  MOATPYIINA c

BRCA2.
myTtauun reHa BRCA?2 Be3biBatoT aHemuto PaHKOHU
(monrpynma D1). 'en BRCA2 xomupyet 6enok BRCA2,

KoTOpbl yuactByeT B penapauuu JIHK, perymsuuun

OuanensHOH — MyTaruen

KJIIETOYHOTO IMKJIAa W TIOAACPKAHUH TECHETHUECKOM
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crabmipHOCTH. [lpumepno y 20% mroneir ¢ anemuei
pa3BUBAETCsl OMyXoJb BuiabMca, yamie BCEro OCTPhIN
MUENONIHBIA Jie#Kko3, a B 90% ciaydaeB BO3HHKAET
HE/IOCTAaTOYHOCTh KOCTHOTO MO3ra (KOCTHBIM MO3T
nepecTaer BbIpadarhiBaTh KIETKH Kposu). Okono 60—
75% GONBHBIX POXKIAIOTCS C BUANMBIMU Je(PEKTaMU: OHH
0OBIYHO HEBBICOKOT'O POCTA, HEPEIKO UMEIOT Pa3InUHbIe
PYK,
[OYEK, YUIEH, a TaKkxKe APYrue HapyLICHUs pa3BUTHA.

aHoMaJIukn  CTPOCHHUA  KOXHU, TOJIOBBI, TIJia3s,

Cunopom bnyma — pemkoe ayTOCOMHO-

peuieccuBHOe  3a00JI€BaHME,  XapaKTepHU3YHOIIeecs

3a):[ep>i<1<0171 pocTa B NpCEHATAJIbHOM WU NOCTHATAJILHOM

rnepuonac, TTOBBIIICHHOM YYBCTBUTCIIbHOCTHIO

K  YIbTpauoONeTOBOMY  M3JIy4YCHHIO, THIEp- H

Ilpuuunoit  3TOTrO
BLM

pacnoioxeH Ha XxXpomocome 15g26.1 u xomupyet

TUITOIIMTMEHTAIHEH. CHHIpOMA

ABJIACTCA MyTalus T'CHa , KOTOpBIﬁ

oemok wu3 cemeiictBa JIHK-xenukas.
BLM

TIPUBOIUT

OtcyTcTBUE

Ocika nin €ro HHU3Kast AKTHUBHOCTb

K YBCIMYCHHIO 4YHCIa COMATUYCCKHUX

MyTalui u XPOMOCOMHOM HECTaOMIHLHOCTH.

Aymocomno-oomunanmuulii cunopom — Jlu-
cha}/MeHI/I, BBI3BAHHBIN HaCJICACTBECHHBIMH MyTalluIMKN
rera-cyrnpeccopa onyxosied TP53, Hecer ¢aranbHbIii
MOBBIIICHHBIN PUCK Pa3BUTHUS CapKOM MATKUX TKaHEU

" 3JI0KaYeCTBEHHBIX ~ HOBOOOpa30BaHWH,

TIPYTUX
BKJIIOUAsT OIyXOJb BuibMmca, OCTCOTEHHBIC CapKOMBI,

OITyXOJIM TOJIOBHOIO MO3ra, JIEHKEeMHI0 W T. .

BpoxaeHHBI runepnapatupeo3 B COYETaHUM €

OITyXOJIsIMU YeICTeH HacJICAYyCTCA IO ayTOCOMHO-
JOMHUHAHTHOMY THUIIY MW COYETACTCA C HaJIUYUEM

aJICHOM nin KapuyuHOM napammruTOBUAHBIX

JKEIIEs, OCCH(HIUPYIOLICH MUOMBI YEI0CTEN

U omyxojed rmodek. [eHeTHMueckue HapyLICHUS

B rene HRPT2.

MOJIEKYJISIPHO-

Inmpu 35TOM CHUHAPOME BbISABJICHDBI

Bosnee oJIpoOHOE H3y4YCHHE
TEeHETUYECKUX AacleKTOB HedpoOsacToMbl y JeTei
TaKKE MOXKET TPUBECTH K BBIJICJICHUIO IOJTHUIIOB
OITYXOJIU C Pa3HbIMHU XapPAKTEPUCTUKAMU U MPOTHO3AMH.
DTO0 MOXET OBITh TONE3HO Ui WHIUBUAYAIN3alNuN
JiedeHus U BBIOOpa HamboJiee TMOAXOSAIINX METOIOB B

3aBUCUMOCTH OT TI'€HCTHYCCKOI'O HpO(l)I/IJ'IH OITYyXOJIH.

OpHako, HECMOTpS Ha 3HAYUMOCTh MOJIEKYIAPHO-
TEHETHYCCKUX acCITIeKTOB He(poOIACTOMBI,
BCE ele ocraeTcs MHOTO BOIIPOCOB,
TpeOyromux JlalTbHEHIIIero HCCIICOBAHUS.
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Hanpumep, HeoOxomumo Oonee moapoOHOE

U3y4yeHue crennpuuecKux TeHETHYECKUX
U3MEHEHUH, CBSA3aHHBIX C PAa3BUTUEM KOHKPETHBIX
TUTNIOB HedpoOnacToMbl. Takke HYXKHO YCTaHOBHTH
CBSI3b  MEXKIY TI'CHETHYECKUM MpOoPHUIEM OITyXOJIn
U ee peakuuedl Ha pa3jIMyHble METOJbl JICUEHUS
B pesynbrare Hamero mucciaeqoBaHUsT Mbl OOHAPYKHIIH,
yTo HedpoOracTomMa y JeTeil CBsi3aHa C MHOXXECTBOM
TEHEeTUYECKUX H3MeHeHull. OIHMM M3  KIFOYEBBIX
M3MEHEHH ObUI0 OOHapyKeHHEe MyTallii B TeHax
WT1 u CTNNBI, xoTtopble U3BECTHBI CBOEH pPOJIBIO B
PETYIALMH KIETOYHOTO POCTa U pa3BUTHUS. DTH MyTalluU
MOTYT NPUBOAMTH K HEONPEOCICHHON peryssiuun

KJIETOYHOTO POCTa U 00pA30BaHUIO OMyXOJiei B MOUKaX.

JIOTIOITHUTETIBHO, MBI OOHAPYKHIIH,
YTO OITYXOJIEBBIE KIIETKU He(ppoOIacTOMbI
MOKa3bIBAIOT ~ YBEIMYEHHYIO  JKCIpECCHI0  Oelka

N-MYC, «koTopelii sIBIsS€TCS TPAHCKPUIILIMOHHBIM

¢dakTopoM,  CBSI3aHHBIM ¢ nposnudepanueld u
BBDKMBAEMOCTBIO  KJIETOK.  OTO  IOATBEP)KIAET
HOPEAbIIYIIME  WCCIECAOBAHMS,  YKas3bIBAaOLIME  HA

BaxHocTh N-MYC B paszButiu  HeQpoOIaCTOMBI.

BoiBoapl m 3akiiodenue: B HacTosiee
BpeMsi HE CYIIECTBYET MICAIBHOTO MOJICKYJSIPHO-
LUTOTCHETUYECKOTO ~ MapKepa, KOTOPBI  IO3BOJIHII
Obl  BBIIBUTH  MAIMEHTa €  HEOJAronpuATHBIM
IPOTHO30M, OTHECTHM €ro B Ty WIN HHYIO TIpYHILy
prcka W KOHTpPOJMPOBaTh  €ro  COCTOSHHE.
Hame wccnenoBanue mOATBEPIKIAAET MOJEKYISPHO-
TCHETHYECKYI0 TeTepPOreHHOCTb HePpoOIacToMbl y
nered. Myrtauuu B renax WT1 u CTNNBI, a Takxke
noBellieHHass skcnpeccuss N-MYC, curnanusupyror
0 HapylICHUHM HOPMAJbHOM PETYIALUN KJIETOYHOIO
pocCTa U pa3BUTUA OITYyXOJIH. Baxno OTMECTHUTDH, UYTO OTH
pe3yNbTaThl MOTYT OBITh UCIIOB30BAHBI JUIS Pa3pa0dOTKH
HOBBIX MOAXOIOB K JAMArHOCTUKE, MPOTHO3UPOBAHUIO
u JedeHuto  HedpobOiactombl y gered.  bomee
IyOOKOe MOHMMAaHHE MOJEKYSIPHBIX MEXaHHU3MOB,
JeXalluX B OCHOBE pPas3BUTUS 3TOH  OILyXOJH,
MOXKET IMOMOYb B paspaborke Oonee 3 HEeKTHBHBIX
CrocoOOB JIeUeHHsI M YIYYIINTh MPOTHO3 MalUeHTOB.

B 3awiioueHue, MOJEKYISPHO-TEHETHYECKUE
ACTIEKThl  SIBJIAIOTCSL  KJIFOUEBBIMH  JUISL  [TOHUMAaHUS
HedpobmacTomMbl y gneTeil. V3ydeHue TeHETHUeCKHUX

M3MEHEHUM IOMOXKET cJejiaTh Ooyiee TOYHBIA AUMAarHos,
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