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Annortanus: Heppobiacroma mimm ommyxons BuibMmca siBisieTcst 0AHO#M 13 aKTyalIbHBIX MPOOIeM JeTCKoH OHKoIorHH. OHa I0 pacIpoCTPaHEHHOCTH
3aHMMAeT BEyIIee MECTO M COCTABIAET 5% BCEX JETCKHX 370Ka4eCTBEHHBIX ommyxoneil, n 80% Bcex IMarHOCTHPOBAHHBIX CITydaeB paka MOYeK y
nereit 1 moapocTkoB. Mytanus rea P53 TecHo cBs3aHa ¢ maroreHe3oM Hedpobnactombl. OOHapyxkeHHas accoruanus Oenka P53 ¢ anannasueit
yKa3bIBaeT Ha BO3MOXKHOCTb IIPOBEACHHS TAPTETHOI Tepanuy ¢ aHaracTudeckoit popmoii Hedpodnactombl. [TpoBen€H aHaIN3 TOAXOAOB JICUCHHS
HedpobacToMbl 1o pexomMenaanmu MexayHnapoanoro O6mectsa nerckoi onkonoruu (SIOP-RTSG) n Komurera o omyxossim nouex I'pyrst
nerckoit onkostorun (COG). [IpuBeieHb! pe3yIbTaThl JISYEHHS IO PEKOMEHTANH TUX JBYX MexIyHapoIHbBIX OpraHn3anuii no HegpobdiracTome.
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Annotatsiya: Nefroblastoma yoki Vilms o‘smasi bolalar onkologiyasining dolzarb muammolaridan biridir. Tarqalishi bo‘yicha yetakchi o‘rinni
egallaydi va bolalardagi barcha xavfli o‘smalarning 5 foizini va bolalar va o‘smirlarda buyrak saratoni tashxisi qo“yilgan barcha holatlarning 80
foizini tashkil giladi. P53 gen mutatsiyasi nefroblastomaning patogenezi bilan chambarchas bog‘liq. P53 ogsilining anaplaziya bilan aniglangan
aloqasi nefroblastomaning anaplastik shakli bilan magqsadli terapiya qilish imkoniyatini ko‘rsatadi. Nefroblastomani davolash usullarini
tahlil qilish Xalqaro bolalar onkologiyasi jamiyati (SIOP-RTSG) va Bolalar onkologiyasi guruhining (COG) buyrak o‘smalari qo‘mitasining
tavsiyalariga muvofiq amalga oshiriladi. Ushbu ikki xalqaro nefroblastoma tashkilotining tavsiyalari asosida davolash natijalari keltirilgan.
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Annotation: Nephroblastoma or Wilms tumor is one of the pressing problems in pediatric oncology. It occupies a leading place in terms of prevalence
and accounts for 5% of all childhood malignant tumors, and 80% of all diagnosed cases of kidney cancer in children and adolescents. The P53 gene
mutation is closely associated with the pathogenesis of nephroblastoma. The discovered association of the P53 protein with anaplasia indicates the
possibility of targeted therapy with the anaplastic form of nephroblastoma. An analysis of treatment approaches for nephroblastoma was carried out
accordingto therecommendations of the International Society of Pediatric Oncology (SIOP-RTSG) and the Kidney Tumor Committee ofthe Children's
Oncology Group (COG). Theresultsoftreatmentbased ontherecommendationsofthesetwo International NephroblastomaOrganizationsarepresented.

Keywords: nephroblastoma, Wilms tumor, WT, morbidity, mortality.
Beenenne: HedpoOnactoma nim omyxodb
Bumemca  mpobnema, KoTtopasi mpojoinkaeT Opocarhb
BBI30B KJIMHUIUCTAM B HX T[ONBITKAX JOCTHYb
HAWIydIe BBDKMBAEMOCTH CBOMX IIAllMEHTOB IIPU
MHUHHMMU3AHHX 3a0051eBaeMocTH. O0Ias BBKMBAEMOCTh
bomee 85% Bcex MeTelt B HACTOSIIIEE BPEMS MOKET OBITh
JOCTUTHYTA C TIOMOIIbI0O KOMOMHHMPOBAHHOHM Tepanuu
C XUMHOTepanueu, XupyprudecKiM BMEIIaTeIbCTBOM,
a B HEKOTOPBIX CllydasX U Jy4eBOW Tepanuen.
Mahamdallie S., Yost S, (2019) omyxonn
BuneMmca sBisercs BTOpOH MO pacnpOCTPaHEHHOCTH
9KCTPAaKpaHHAIBHON COJMIHOM OIyXOJbI0 M Hamboee
paclpoCTpaHEHHOM  3JI0KAYECTBEHHOH  OIyXOJbIO
moukn y nereét [1]. Ha ero momro mpuxomutcs 5%
BCEX [ETCKHUX 3JI0KaueCTBEHHBIX omyxoieil u 80%
BCEX JUArHOCTHPOBAHHBIX CIIy4aeB paka I04eK Yy
neredd u noapocTkoB. Ilockonbky omyxons BuibMca
SIBIIIETCSI 37I0KAY€CTBEHHON SMOPHOHAIEHOM OITyXOJIBIO,
OOJIBLIMHCTBO CIy4aeB AWArHOCTUPYETCS y HeTeld B
Bospacte 110 5 1eT. B CILIA u Kanane [2], 3a00€BaeMOCTh
OLIGHMBAETCsl INPUMEPHO B 9 ciyyaeB Ha MMJUIMOH
JeTeil B Bozpacte A0 15 met, uro cocraBmsger 1 u3 100
000 nereii. AHaJOrMyHbBIE IIOKA3aTEIM OTMEUAIOTCS
B EBpome, ABctpasmu u HoBo#i 3emananm, a B A3uw,
HenTtpanenoit n lOxHOM Amepuke — Huxke. Takue
paiionsl, kak Xapape, 3umbaoBe B Adprke, uMerot Oosee
BBICOKHMH ypoBeHb 3aboneBaeMocTu — 16,5 Ha MUJUIHOH.
BonbmmHaCTBO cimyuyaeB omyxons Buibmca ABISIOTCS
OJHOCTOpOHHMMH, B 5-10% ciy4aeB mnopaxkaroTcs
o0e mouku. JIBycTOpoHHSAS omyxoib BuimbMmca darie
BCTpEYaeTCs y NalUeHTOB ¢ (JOHOBBIMHU I'€HETHUYECKHUMU
cunapomamu. C omyxonbio BunbMmca cBszano Oomnee 15
Pa3In4HBIX CHHIPOMOB, B ToM uncie WAGR (omyxonb
BunbMmca, anupunus, aHoMaJIui MOYENOJIOBOM CUCTEMBbI
U psa 3anepikek pasButusi), Jenuca-lpama (omyxonb
Bunbmca, nudQy3HbIi  ME3aHTHalNbHBIA  CKIIEPO3,
MNPUBOIALINI K paHHEH MOYEYHOM HENOCTaTOYHOCTH,
W HMHTEPCEeKCyallbHbIe PAaCCTPOMCTBA, KOTOPBIE MOTYT
BapbUpOBATECS OT HEONHO3HAYHBIX J0 HOPMaJbHO
BBINIIIAX OKEHCKMX TEeHHTAJui Kak y Jonei
XY, tak u y XX uenoBek) u bekBura-Buaemana
(aMOpHOHATBHBIE OTTYXOJIH, MAKPO COMHSI, MAKPOTIIOCCHS,
reMurunepTpodus, BucLepoMmeranus, omdanornene,
TUTIOTINKEMHST HOBOPOXKIACHHBIX M YUIHBIE CKIIQJIKH).
Tonpko 10% ciydaeB omyxonu Buibmca cBs3aHBI ¢
OCHOBHOM KOHCTUTYLIMOHAJIbHOM MyTaluel, B CBS3U
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C 4eM O3THOJOTHS OOJIBIIMHCTBA CIy4acB HEM3BECTHA.

Mycradpun P.H. (2022) paccmarpuBaeT BepCHIO
BEPOSITHOM  POJM  PETPOIIEMEHTOB B  PAa3BUTUHU
omyxonu BuiabMmMca TpuM XpOMOCOMHBIX CHHAPOMAX.
[IpencraBieHsl JaHHBIX 00 AacCOIMAIMHA  OIYXOJIU
Bunsmca ¢ XpOMOCOMHBIMH CHHIPOMAMH MW TIOHCK
BO3MOXKHBIX MNpPUYMH JaHHoro ¢enomena. B 10
% Bcex cmydaeB HedpoOIacToMa IpeacTaBiIcHa
HACJICZICTBEHHBIM OIYXOJIEBBIM CHHIPOMOM BCIIE/ICTBHE
TePMHUHAIBHBIX ~ MyTallMd B  TeHax-Cylpeccopax,
raBHBIM 00pa3zom B reHe W, pexe B WT2, WTX, CT-
NNBI1, TP53 [3]. [daHHble T€HBI XapaKTepU3yIOTCS
CBS3BIO C PETPORIIEMEHTAMHU, KOTOPBIE UTPAIOT BAKHYIO
poib B pa3BUTHMH omyxond Buibmca, cmocoOcTBys
KaHIIEPOTeHe3Y, BBI3bIBasi TEHOMHYIO HECTaOMILHOCTD.
Perposnement LINE-1 - HeratuBHBIH peryasaTop
skcnpeccud W, B TO BpeMs KaK TEHBI-CYIPECCOPHI
MOJIABIIAIOT AKTUBHOCTH PETPOITIEMEHTOB. YacThio
naroreHeza  cuHiupomoB  [lepnmana,  bekswura-
Bunemana, WAGR, Tpucomuu 18, 0O0yCIOBICHHBIX
TepMUHATbHBIMH

MUKPOACIICHUAMU, SIBIISACTCS

AKTHBAIH PETPOIIIEMEHTOB, CIOCOOCTBYIOIINX
COMAaTHYECKUM XPOMOCOMHBIM IEPECTPOIKaM, BKIIIOUas
JIeIeny, WHBEPUUHU W  TPAHCIOKAIUH, KOTOpHIE
XapaKTepHBl IS CHOpajndecKoll omyxoinu Buibmca.

Kpome »3TOro, perposneMeHTbl SBISIOTCS
HUCTOYHUKAMU JUIMHHBIX Hekomupyromux PHK wu
MukpoPHK npu nmpoueccuHre ux TpaHCKPUIITOB WK B
9BOJIOLUH IeHoB. [Ipu 3TOM NIMHHBIE HEKOOUPYOIINE
PHK Baustor Ha pas3BuTue omnyxonu Buibmca
pa3IMYHBIMA MEXaHM3MaMH: 3a CYeT BIUSHHUS Ha
¢depporiroz  (LncRNA  AC007406.1, AC005208.1,
LINCO01770, DLGAP1-AS2, AP002761.4, STPG3-AS1,
AC129507.1, AC234772.2, LINC02447, AC009570.1,
ZBTB20-AS1 u LINCO1179), Ha curHajgbHBIE IIyTH
Whnt/p-karennna (HOTAIR, MEG3), anonto3 (HAGL-
ROS), Ha perymsuuio SKCHpeccHd CHenu(pUUECKUuX
mukpoPHK (SNHG6, MEGS, XIST, SNHGI6,
DLEUI1, CRNDE, SNHG6, DLGAP1, OSTM1-ASl,
EMX20S, HI19). M noCKOIbKYy peTpolIeMEeHTHI
WUIrpaloT BaXHYK poOJib B  HHUIUMPOBAHMHM U
MIPOrpECCUPOBAHMHM OITyX0oiH BuiibMca, ncnoip3oBanne
Hekonupyromux PHK, Biausoomux Ha aKTUBHOCTH
P> pu
IS M1aTOr€HETHYECKOM

I[aHHOﬁ OITyXOJIH, IMEPCIICKTUBHO

TapreTHOU

TCeparuu.
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Tax, MukpoPHK miR-144-3p

kotopoir  sBisierca reH CCDC88A, komupyromui

(MUIIICHBIO

OHKOTeHHBIH Oeok Girdin) MOXET HMHTHOMpPOBATH
nponudepanuilo M METacTa3bl KIETOK  OITyXOJH.
Cunningham M.E., Klug T.D., et al. (2020) ormeuaror,
4TO Ha omyxonb BunbMca npuxonutcs 6osee 90% Bcex
3II0KAYECTBEHHBIX HOBOOOpA30BaHMW IIOYEK Yy JeTei
[4]. BbppkuBaeMoCTh MOCIE TMOCTAHOBKM JMarHo3a H
nedeHusl B OONBIIMHCTBE CTPaH C BBICOKUM YPOBHEM
J0Xoa SIBISIETCS TPEBOCXOAHOM. CTpaHbl ¢ HU3KHM
u cpennuMm ypoBHeMm goxona (CHCI) mo-mpexnemy
WCIBITHIBAIOT TPYAHOCTU C BBISABICHHEM W JICYCHUEM
omyxoneil BuibMca. CTpaHbl € BBICOKMM YPOBHEM
JI0X0/la COOOUIMIIM O 3HAYUTEIBHO Oo0Jiee BBICOKOM
MeJMaHHOM TIOKa3aTesie 3a00JIeBaeMOCTH, Ye€M CTPaHbI
co cpemHuM ypoBHeM goxona (8,6 [7,4-9,3] mpotuB
6,1 [4,9-8,7] ASR/mummuon; P < 0,01), xoTst cTpaHsl ¢
HU3KHM YPOBHEM JI0XOa COOOIIMIIM O CAMOM BBICOKOM
MEIMaHHOM TIOKasaTrele 3a00JIeBaeMOCTH B  IIEJIOM
(9,8 [6,2-16,4] ASR/mumamon). CTpaHbl C HHU3KHUM
YpPOBHEM JOXOJla HWMENM HaWMeHbIIee KOIUIECTBO
cTpad ¢ peructpamu (n = 6). OOmmas BEHKUBAEMOCTH
BapsupoBanack ot 70% 10 97% B cTpaHax ¢ BBHICOKUM
ypoBHEM J10xofa, oT 61% 1o 94% B cTpanax ¢ ypoBHEM
noxoxa Beimie cpeanero, oT 0% no 85% B cTpaHax
C YPOBHEM J0X0/a HWXe cpeaHero u ot 25% no 53%
B CTpaHaX C HHM3KMM YypOBHEM J0OXOofa. 3aZepiKKa C
MOCTAHOBKOW  JMarHo3a, OTCYTCTBHE JIOCTYITHOTO
JICYCHUS] W HeaJleKBaTHOE IOCHeaylolee HalloneHne
CIIOCOOCTBOBAJIM 3HAYUTEIBHBIM PA3INYMSIM B UCXOAX.
3nokauecmeennvle onyxonu y oemeil — peiKue
3a0oneBaHMs, Ha JIONIO  KOTOPHIX  TPUXOIUTCS
MeHee 2% Bcell MaToONOTWM JETCKOTO BO3pacTa.
Exeronnas ~ 3a0o0jeBaeMOCTh  3JI0Kau€CTBEHHBIMHU
HOBOOOpazoBaHMsiMU cocTasnsier 120140 ciydaeB
Ha | MJIH JETCKOrO HaceleHHs, 4YTO Ui BCeH
Poccun ¢ ee 25-MUNIMOHHBIM JAETCKUM HACEICHUEM
coorBerctByeT 3000-3500 3abomeBmux B rox. llpm
HepobracTome  OOIMIME  CHUMITOMBI  BBIPAKCHBI
HE3HAYUTENIPHO, W TeAuarpy HeoOXoauMo oOpaiaTh
BHUMaHHE Ha BO3MOXHBIC JedopMallii B TPOCKIIUU
nepeaHeil M OOKOBBIX CTEHOK OpIOIIHOM MOJOCTH,
BHUMATEJIHHO TPOBOAWUTH MANBIAINI0, TPU KOTOPOH
MOXKHO BBISIBUTH OyTpHCTOE  IUIOTHODIACTUYECKON

KOHCHCTCHIINK 00pa3oBaHWE B ONHOW M3 TIOJOBUH
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kuBora. Yamie Bcero Bo3pacT peOeHKa COCTaBisIeT
or 3 ngo 7 uner. JlocTaTo4HO YacTO Ha NPHU3HAKU
OmyXonu TpH HedpobimacTtoMe o0pamaT BHUMAaHUC
ponuTenw TpU KymaHUU peOCHKa WM TPOBEACHHUU
jmerkoro Maccaxa. Ilo Mepe mporpeccupoBaHus
OITyXOJIEBOTO nporecca MIPUCOENHAIOTCS
00MeBOM CHHAPOM, MHKPO- ¥ MaKporeMaTypus,
CBUJIETENBCTBYIOLME O BO3MOKHOM MOJKAINCYIBHOM [5].
EcTb 1Be GombImne nccne oBaTeIbCKUe TPYIIIBL, KOTOPBIS
HUMCIOT pas3HbI€ IMMOAXOAbl, HO YJAMWBUTCIIBHO ITOXOXUC
pesyabratbl.  [logxom MexayHapomaHOTO O0OIIECTBA
JETCKOW OHKOJIOTMH (IPUHSTHIH B OOJNBIIMHCTBE CTPaH
MHUpa) OCHOBaH Ha TMPEIONEePAIMOHHON XUMHUOTEPAITUU
C TOCTENYIONIMM XHUPYPTHYECKAM BMEIIATeIbCTBOM U
JlalibHe1e Tepanuei, B ToO BpeMst Kak 1noaxoj Jlerckoit
OHKOJIOTUYECKOI T'pynmbl (MPUMEHSEMBIH B OCHOBHOM
B CHIA u Kanazne) ocHOBaH Ha NMEpPBUYHON XUPYpruu
C TMOCJEIYIOIUM IOCIEONEPALIOHHBIM JIedeHneM [6].

Y4eHHBIE JAI0T XapaKTePUCTUKY KUCTO3HOH YaCTHIHO
(K41H)

- penxol OImyXonu Modku y meteit [7]. Ona sBiseTcs

maddepennupoBanHoll  HePpoOIACTOMBI
YacThIO CHEKTPa MYJIBTHKHUCTO3HBIX OIMYyXOJIeH ITOYeK,
KOTOPBIA Takke BKIOYaeT KHCcTo3Hylo Heppomy (KH)
U KUcTo3HYyI0 onmyxonb Bumemca (KOB). Hecmorps
Ha TO, 4YTO THUCTOJIOTMYECKHE JUATHOCTHYECKUE
KPUTEPUU AJSl BCEX 3TUX TPEX OOpa3oBaHUM XOPOLIO
U3BECTHBI, OHM KIVNHHYECKA W PEHTTCHOJIOTHYECKU
HEpa3IU4YUMBbI. [ MCcTOIOrHuecKre KpUTEPUN KHUCTO3HO-
He(poOIacTOMBI

YacTUYHO UG PepeHInPOBAHHON

BKJIIOYAIOT: OIYyXOJb obpasyer JIUCKPETHOE
o0pa3oBaHue, XOPOIIO OTTPAHUYCHHOE OT HEKUCTO3HON
MIOYEYHOM NapEeHXUMbI; OHA IOJHOCTBIO COCTOUT M3
KHCT U UX TOHKHUX IE€PEropoAOK, KOTOPBIE SIBISIOTCS
€/IMHCTBEHHON «TBEP/IOW» YacThIO OIYXOJIHU; KHUCTBI
BBICTJIAHBI  YIUIOIIEHHBIM, KYOOBHIHBIM SIUTEIINEM
WIH SIHUTEINeM XOOHOTOBOTO HOITS; a MEPErOpOJKU
cojiepkar OyacTeMalbHbIe KJIETKH B JIFOOOM KOJTMYECTBE,
C JpyrMMH SMOPHOHAIBHBIMH CTPOMAIbHBIMU HIIH
SMUTETNATEHBIMU TUTTAMHU KIIETOK TN Oe3HUX. KncTo3Has
He()poMa COCTOUT W3 MHOMKECTBCHHBIX IEPETrOPOIOK,
cojiepKalux XOPOILIO T depeHInpOBaHHBIN
anuTenuil 0e3 OnacTeMalbHBIX 3JeMeHTOB. KucTo3Has
onyxoib BumbMca, NOMUMO — MYJIBTHUKHUCTO3HOIO
MOpaKeHUsI, MUMEET COJUIHBIA KOMIIOHEHT, KOTOPBIN

MOXXET OBITh CBSI3aH C KPOBOU3JIUAHUEM U HCKPO30M.
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KucTo3no-yacTuuHo muddepeHIupoBaHHas

HedpobIacToma MIPAKTUICCKU HE TIPOSIBIISET
WHBa3MOHHON CHOCOOHOCTH. I[IOCKONBKY KHCTO3HO-
yacTuuHO JuddepeHnnpoBanHas HedpoOmacroma He
peLMINBUPYET U HE MeTacTa3upyeT U, MO-BUIUMOMY,
UMeeT JOOpOKAaYeCTBEHHOE TEUYECHHUE, PEKOMEHAYETCs
npocras HeppIkTomus. Kak OTMEUeHO pSIOM yUeHBIX
JedeHne OIyXoidu BuibMmMca — sSBuseTcs ONHUM W3
0ONBIINX JOCTMKEHUH B 00MacTH OHKOoruu. OmHuUM
U3 KJTIOYEBBIX (AKTOPOB ycrexa sBISICTCS YaydIlIeHHAs
cTparuuKaIys pUcKa, MO3BOJISIONIAs YBEIHYMBATH W
YMEHBIIATh TEPANUIO B 3aBUCUMOCTH OT PUCKA PELIUIUBA.

Hemeukue ydensle [8] ompeneiawyia CHUHIPOMBI
MIPEIPACIIONOKEHHOCTH K OITYXOJISIM B He(podiacTome, a
TaK’Ke PAHHIOIO IMATrHOCTHKY C TOMOTIIBIO BU3YaTH3aIIHH.
Crnektp bexsura-Bunemana (BWSp), wu cuHapomsl,
cBsa3aHHple ¢ W, cunapoMm /[lenuca-/Ipama (DDS) u
cnektp WAGR (onyxons BunbMmca, annpuaust, aHoManuu
MOYETIONIOBOM CHCTEMBI M DSIT 3a/IPKEK Pa3BHUTHSA)
SBIISIIOTCS.  CHHAPOMAaMHU  TPEIPACIOIOKEHHOCTH K
onyxomsim (TPS) omyxomm Bmmemca. IlamueHTsI C
ACCOLIMMPOBAHHBIM CHHIPOMOM TPEIPACTIONOKEHHOCTH
K OIyXOJSIM TOJBEpKEHBl 0ojiee BBICOKOMY PHCKY
Pa3BUTHS XPOHUYECKON OOJIE3HU NOYEK U IBYCTOPOHHHUX
M METaxXpOHHBIX OITyXOJeH, a Takke HePpPOTreHHOTro
nokost. CTaHmapTHas BU3YAIH3UPYIOIIAs ITHATHOCTHKA
MpH  OMyXONsAX BuibMca BKITIOYWaeT YIBTPa3BYKOBOE
WCCIIEZIOBAaHUE TI0YeK M  MarHUTHO-PE30HAHCHYIO
tomorpaduio (MPT). B coBpeMeHHBIX HCCIIEIOBAHMSIX
omyxoneit mouek Umbrella SIOP-RTSG 2016 u Ran-
domet 2017 TopakaibHasi KOMIbIOTEpHas TOMOTpadus
(KT) Taxke pexkoMeHIOBaHA B KadyecTBE CTaHaapTa.
C  npyroil  CTOpPOHBI,  MO3UTPOHHO-3MHCCHOHHAS
tomorpadus (II3T)-KT u MPT Bcero Tena He ABISIOTCS
94acThIO PyTUHHOM AMarHOCTUKU. ABTOPBI PEKOMEHIYIOT
VY31 nouek kaxnple 3 Mecdla 10 7-JI€THEro Bo3pacTa B
CITy4asiX KJIMHHYECKOTO TIOAO03PEHHS M MOJICKYIISPHO
JIOKa3aHHOH  MPEIpacIloOKEHHOCTH K OITyXOJIH.
[TarmeHTsl € CHHAPOMAaMH IPEIPACIIONOKEHHOCTH K
OTYXOJISIM U PeryisipHbIM Y3 ToYeKk NMEIOT MEHBIITUI
00beM oImyxonu 1 0ojiee HU3KUE CTaIMU OIyXOJIU HpH
IUAarHOCTUKE omyxoield BunbMmca, 4YeM MNalMEeHTHI
0e3 Takoro CKpUHHWHTa. OJTO TO3BOJIIET CHU3UTh
WHTEHCHBHOCTh TEpamud M o00Jerdaer MpoBeICHUE

HEe(PPOHOCOXPAHSIONICH ONIepaIliH, YTO IPOTHOCTHUECKU
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3HaYMMO, 0COOCHHO ITPH JIBYCTOPOHHEH He(podiacTome.
Pannsist nuarHoctuka omyxoin Bunbmca B KOHTEKCTE
CUHIPOMOB  IIPEIPACHOJIOKEHHOCTH K  OMYXOJsIM
o0ecreuynBaeT MaKCHMaJbHO BO3MOYKHOE COXpaHEHHe
30pOBOH M  (PYHKIMOHAJIHHOW IIOYEUHOW TKAHH.
ITosTomy

CTaH,[[apTHBHpOBaHHLIﬁ CKPpHUHUHI

C IIOMOIIBIO PETYISPHOTO YABTPa3BYKOBOTO
HCCJICMOBAHUS ITOYCK JIOJDKEH IPOYHO 3aKPEIHUTHCS
B  KJIMHHUYECKOU

MPaKTHUKE. ITepBoHayabHbIN

JUarHo3 €  CHUHJAPOMAaMH  IPEAPaCIONOKEHHOCTH
K OMNYyXONSIM SIBISAETCS KIMHUYECKMM U TpeOyer
KBaJIM(UIUPOBAHHOTO U BHUMATEILHOTO 00CIEJOBAHHS
MpH HAJIWYUA WHOTJA MAaj03aMETHBIX KIMHUYECKHX
MIPOSIBIICHNH, OCOOCHHO B cCllydae criekTpa bekBura-
Bunemena. Kinanueckuit JINarHo3 JIOJKEH
COIIPOBOXKJIATHCSI TEHETUYECKHM TECTHPOBAaHHEM, 32
KOTOPBIM 3aTeM CJeIyeT YJAbTPa3ByKOBOH CKPHUHHHL.

Wnrepecupiii  30-neTHUil ONBIT M KIMHUYECKAs
xapaktepuctuka  geteil ¢ cuaapomom WAGR wu
Oy X0Jibt0 BuibMca u/unu HepoOaacToM IpeCcTaBICH
B paboTe rpymnibl aBTOPOB eBpOMNerckux crpan [9],
KOTOpble OBbUTM WACHTH()UIUPOBAHBI C TOMOIIBIO
peructpoB Ipymmbl MO H3YYEHHUIO OIYXOJEH IOYeK
MexIyHapoJHOTO  O0IecTBa JETCKOM OHKOJIOTHH.
Bbo BBIIBIEHO COpOK TpH nanuenTa. CpeaHuii BO3pacT
Ha MOMEHT TMOCTAaHOBKM JHarHo3a OmyXoiu Buibmca
(HepobnacTombl) coctaBua 22 Mecsna (Quana3zoH
6-44 mecsiia). O0mas cragus Obuia goctynHa Juist 40
nanuenTos, B ToM uucie 15 (37,5%) ¢ 1BycTOpOHHUM
3a0oNeBaHMEM M HHU OJHOIO C METacTaTHYeCKUM
3a0oneBanueM. lucronoruss Obuta BbITONHEHA 42
nanueHTtam; 6 Hedpodmactomel 6e3 nanpHeimero WT
u 36 WT, B Tom uncne 19 crpomansasix WT (52,8%),
12 cmemannbix WT (33,3%), 1 perpeccuBHbiii WT
(2,8%) u 2 ppyrux/meonpenensembix WT (5,6%).
bnacromansnsit Tan XKT Bo3Huk y 2 manueHTos (5,6%)
mmocje JINTEIRHOro JiedeHus HedpobiaacTaromMarosa;
006 anamnasuu He cooOmanock. Hedporennsie ocrarku
npucytcTBoBasn y 78,9% OonbHbIX. Cpenn manueHToB
¢ KT S-nmetnsisi 0OeccoObITHIHAS BBDKUBACMOCTh
cocraBuna 84,3% (95% mOBEepUTENBHBIA WHTEPBAI,

72,4%-98,1%), a oOmas BBDKHBAEMOCTH COCTaBHJIA

91,2% (95% noseputenbHbIi nHTEPBaAN, 82,1%-100%).
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CobpITHs (n = 6) He BKITIOYAIN PEIIUIUBBI, HO Pa3BUTHE
KOHTpaslaTepaibHON omyxonu (n = 3) MpoucXoauiio B
Te4yeHue 7 JIeT Mocie MepBOHaYaIbHOIo JMarHosa, a 3
cily4asi cMepTH OBUTH CBSI3aHBI C T€MATOTOKCUYHOCTHIO
(n=2) 1 0OOCTPYKTUBHOM KHUIIIEYHOU HEMPOXOAUMOCTHIO
(n = 1). Ilammmeatst ¢ WAGR w#MEIOT BBICOKYIO
4acTOTy ABYCTOPOHHETO 3a00JIeBaHUS M OTCYTCTBHE
METaCTaTUYEeCKUX WM AaHAIUIACTUYECKUX OIyXOJEeH.
Hecmortps Ha TO, YTO UX MOXKHO JICUUTH B COOTBETCTBUU
C CylIeCTBYIOIIUMHU IpoTokonaMu WT, pekoMeHayeTcs
WHTEHCHBHBIN MOHHTOPHHT TOKCHYHOCTH u
HaONIFOZICHUE 3a OCTaBIICHCS TIMOYKON (TTOYKaMM).

JlocTmkeHnss B KIIMHAYECKOM JIEYEHUU OITyXOJeH
BunbMmca BpICOKOTO pHicka — OIleHEHBI B cTarthe [10].
Y OoJBIIMHCTBA TAIMEHTOB C OIyXojsmu Buibmca
(WT) pesynbrarsl oinyHbIe. TeM HE MEHee, OCTaTCs
moarpynmel - WT, Uit KOTOPBIX — BBKHBAEMOCTH
cocrapnsier mpumepHo 50% wmu HIoke. [lpusHaBas,
YTO COCTaB ATOM TPYIIBI BBHICOKOTO PHCKAa MEHSIICA C
TEUEHHEM BpPEMEHHM, OTpa)kas yIydIlIeHHs B Teparuu,
B ATOM cTarbe oTrMmeuaercs, YTo WT BBICOKOIO pHCKa
BKJIFOYAET TAIMEHTOB C BIIEPBbBIE JUArHOCTHUPOBAHHOMN
METACTaTUYEeCKON OJacTOMaIbHONW THCTOJOTHEH WU
muhdy3HON aHAITACTHYECKOH THUCTONOTHEH, TeX, Vy
KOTO HaOIIomaeTcss penuauB TOCe TEePBOHAYAIHHOTO
JIeUeHUS Tpems Win Oonee Pa3IUYHBIMH
XUMHOTEPANICBTUYCCKUMU  [IperaparaMu, WU  TeX,
y KOrO peuuIuB NpoucxoauT Oojee omHoro pasza. B
HEKOTOPBIX CTpaHaX C HU3KAM WM HHU3KAM CPEIHUM
YPOBHEM J0XOJla CONMAIHbHO-DKOHOMUYECKHE (haKTOPHI
pacIMpsIIOT  ONpeAeNeHHe TOTO, YTO TPENCTABISIET
co0oiit WT BrIcokoro pucka. [Tockonbky TpaaunnoHHbIE
METOBl  JICYCHHS]  HEJOCTATOYHBI  JUIs  JICUCHUS
OonpmuHCTBA MarueHToB ¢ WT BRICOKOTO pUCKa, CPOTHO
HEOOXOAMMO TIPOJBUTATHCS BIIEPEN B JIAOOPATOPHBIX
U paHHHX (a3ax KINHUYECKHUX  HCCIENOBaHUI
JUTST  BBISIBJICHHS aKTHBHBIX (opM HedpobiacTom.
Walz A.L., et al.(2023)
OMONIOTHIO  OIYXONM, OWOMapKepbl M KUIKOCTHYIO
[11]. B

MOCICAHHUEC TOAbl ITOABIISACTCA BCC Ooublire JaHHBIX O

aBTOpPBI PACCMATPUBAIOT

OMOICHIO TP OMYXOJISIX IMOYEK Yy JeTel

MIPOTHOCTUYECCKUX (DakTOpaxX, KOTOpPBIE MOTYT OBITh
WCTIONIB30BaHbl sl cTpatudukanmu yedenuss WT ¢
LENbI0  YJIy4IIEHUs pe3ynbTaroB. B jpaHHON pabote

aBTOpPBI pAcCMATPUBAIOT MOJICKYJISIPHBIA JaHAmadT
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WT u npyrux omyxojied TO4YeK y JeTeil, a Takxke
nporHocruueckue Qakropel WT. VYdeHnele TaKke
paccMaTpHUBarOT

BO3MOXHOCTb HCIIOJIb30BaHUsA

nupkynmupytomiein  omyxoneBorr  JIHK/sxumaxoctHOU
OWonCHy Ul HCIIOMB30BAHMUS DTOTO MOJEKYISIPHOTO
nmaHamadTa, ¢ TMOTEHIIHAIBHBIM HCIIONB30BAaHUEM B
Oyaymem mius  auddepeHIranuy  OMmyXojael MoYeK
Ha MOMEHT TIOCTAaHOBKM JMarHo3a W BbISICHEHHUS
BHYTPHOITYXOJIEBOW reTEpOreHHOCTH, KOTOpasi HE OYEHb
XOpOLIO OLEHMBAETCS MpPU CTaHAAPTHOW OHOICHH.

Ilo wmuenuto asropoB Morgan E.D., et al,
(2023)

b6enka P53 npm

MMYHOTUCTOXUMHUYCCKas OKCIIpECCUA

HedpobIacTome SIBIISICTCSI
MPEAUKTOPOM  HeOJaronpusiTHOro mporHosza [12].
NmmyHOTHCTOXMMHIYECKas SKcTIpeccus Oenka P53 TecHo
CBsI3aHa CO CTaTycoM MyTauuu reHa P53, koTopbiit TecHO
CBSI3aH C TMaroreHe3oM He(dpoOIaCTOMBI WIIM OITYXOIHU
BunbMmca. B uccienoBaHuu aBTOPOB JaHO OTpeieNieHne
MMMYHOTHCTOXMMHUYECKOH JKcmpeccun Oenka P53 u
ero TPEIUKTOPOB B (HUKCUPOBAHHBIX (HOPMATHHOM
ONoKax TKaHEH, 3aJIMTHIX MapauHOM, y MAIUCHTOB
¢ HedpobmacTomMoi. beuta npoaHanu3upoBaHa cepus
13 83 THUCTOJIOTMYECKH ITHATHOCTHUPOBAHHBIX CITydacB
HepoOIacTOMbl W3  (UKCUPOBAHHBIX  (POPMATHHOM
napaUHOBBIX TKAaHEBBIX OJIOKOB, XpaHSIIUXCS Ha
kadenpe marojoruu YHuBepcutera Makepepe B
Kamnane, Yranga. 11 OlIeHKH SKCIIPECCUU SKCIIPECCUU
Oenka P53 ucronb30Baiu MOHOKJIOHAIBHEIE aHTUTENA K
p53 (DO-7, DAKO). [usa omnpeneneHus MpeIuKTOPOB
AMMYHOTHCTOXUMUYECKOW JKcmpeccun Oenka P53
ObUT TPOBEZAEH MHOTO(AKTOPHBIH  JIOTHCTUYECKUI
PEerpeCCUOHHBIN aHaln3, a CTAaTUCTHYECKAs! 3HAYMMOCTh
paccMmarpuBaliach, Korja p-3HadeHue 0bu10 Menee 0,05.
BonpmmacTBO (42,2%, n = 35) cily4aeB HaXOIMUIKCh Ha
no3aaux craauax onyxonu (III-V), u mouyrn derBepth
(21,7%,n=18) crygaeB OTHOCHINCH K TPYTITIE BEICOKOTO
pucka. VMIMMyHOTHICTOXHUMHYECKAsl DKCIpPEcCHst Oeika
P53 cocraBuna (8,4%, n = 7), u 0buto 6onbie (83,3%,
n = 5) NOJOKUTEIBHBIX aHATUTACTUYCCKUX CIy4aeB Jis
oenka P53 mo cpaBuenwuto ¢ (2,6%, n = 2) skcnpeccuu
P53 11 HeaHamyacTHUeCKUX —cilydaeB. Bblcokuit
puck (AOP = 3,42, 95% ]I = 7,91-12,55, p = 0,037)
n anamiasus (AOR = 1,41, 95% W = 13,85-4,46,
p = 0,001) ObIIM TOTEHIMATBHBIMU IPETUKTOPAMHU

MMMYHOTHCTOXUMHUYECKOH oKcmpeccun Oemka P53.
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Y OonbIIMHCTBA MAIMEHTOB ¢ HedpoOmacToMoil B
YCIIOBUAX OIPAaHUYEHHBIX PECYPCOB AUATHOCTUPYIOTCS
MO3MHHE  KIMHUYECCKHE

cragun.  OOHapy)KeHHas

B JAaHHOM  WCCIENOBaHMHM  accoluanus  Oeka
P53 ¢ anamnasueil yka3piBaeT Ha BO3MOXKHOCTh
MpOBEJICHUST ~ HOBOM  TapreTHOW  Tepanuu s
JICYCHUs] TAIIMEHTOB C AaHAIUIACTHYECKOW Qopmoit
HeppoOmacToMbl ¢ (GOKycOM Ha HICHTUPHUKALUIO
MOJICKYJI, TPUBOMSAIIMX K €€ IMOAaBICHUI0O B TaKHUX
CyOmomynasiMsAx — MamUeHToB ¢ HeppoOIacToMOM.

Unentudukanms u XapakTepUCTHKA CTBOJOBBIX
KJIETOK paka oImyXoju BuibMmca TpHUBOIUTCS B CTaThe
aMepuKaHCKHUX aBTOpoB [7]. HopmansHbIi Hedporenes
YeJIOBeKa BKIJIFOYAET B CeOsl B3aMMHOE B3aMMOJICHCTBUE
MEXJIy JABYMSI SMOPHOHAIBHBIME CIIOSIMH: BETBSIILIEHCS
MoueTouHukoBoM 3adatkodt (UB) wu  okpyxaromieit
mesenxumoi manku (CM). Uanyknus UB naummmpyet
koHjeHcanio KM u Hauano panbHEHIIEro pa3BUTHSA
TTOYeK, XapaKTePU3YIOMIETOCs oOpa3oBaHrEM
NepUTyOYJIIPHBIX arperaroB, 3a KOTOPBIMH CIICAYIOT
Mo4YeyHbIe Be3uKyIbl, C-00pa3Hble U S-00pa3HbIe Tela,
MIPUBOJIAIIUE K TOTHOMY CO3PEBaHUIO0 B PYHKIIMOHATHHBIN
He(poH. MHorue uccienoBanus [13] moaTBepkmaroT
HaJIMYUEe CaMOOOHOBIISIOMIMXCS, HEKOMMHTHPOBAHHBIX
(HIT) B

COBMECCTHO

He()POreHHBIX MPEIIIECTBEHHUKOB

crieu(prUueCKOM MOJIJIOMEHE KM,
IKCMPECCUPYIOIINX TPAHCKPUIIIIMOHHBIE (hakTophl SIX2
u CITED]1, rnaBHble reHsl, perynupyomue HedporeHes
[14]. BaxxHO OTMETHTH, YTO MPABWIBHBIN He]poreHe3
peryaupyercs ITUMH HEKOMMHUTHPOBaHHBIMHU
MIpeaIIeCTBeHHUKAaMH, JKcrpeccupyrommmu  SIX2 u
CITEDI1, 1 KOMMHTHPOBAaHHBIMHU IPE/IIIECTBEHHUKAMH,
koropeie TepsitoTr CITEDI, HO Bce emie COXpaHsiOT
skcnpeccuto SIX2. Ilorepss CITEDI] moaroraBnuBaer
KJIETKHU K TOYeYHOH 1 depeHInpOoBKe; TAKUM 00pa3oM,
xkectkas peryisius skcnipeccuu SIX2 u CITED]1 umeer
pemiaroriee  3Ha4€HWE JUIS HOPMAIBbHOTO Ppa3BHUTHUS
MoveK. Y JIIoAeM pa3BUTHE TOYEK MpeKpaniaeTcs
npuMepHo Ha 34-36 Hezjene recTalluOHHOTO Bo3pacTa U
ot HVYII 0TCyTCTBYIOT B 3pemnoli MOCTHATaIbHOMN MOYKE.

CraaupoBanne HepoOIacTOMbI IPOBOAUTCS COITIACHO
JleTckoil OHKONOTHYECKOW TpymIe OOBIYHO TIOCTe
[IPEIBAPUTENBHON ONEPALMM U MEpEea XUMHUOTEpaInen.
B coorBeTrcTBUM ¢ HOAX0AOM MeEXIyHapOIHOIO

obmectBa nerckoit onkonoruu (SIOP), cragupoBanme
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3aBepIIaeTcsl MOCie HEeOaIbIOBAHTHOM XMMHOTEpANuu
W XUpyprudeckoro BMmemarenscTBa. CragupoBaHue
OCHOBAHO Ha THCTOJIOTHH, MOJICKYJISIPHBIX
0COOCHHOCTSIX, PACHPOCTPAHEHHOCTH BHENOYEUHOU
OITyXOJIM, PA3JIMBE WIM Pa3pblBE OIYXOJM, a TaKXKe
CTEIICHH

pacmpocTpaHeHHs Ha  JTUMQaTHYecKue

y37b,  OpIOmMHY  WiIM  remaroreHnyio  [15].

Jackson TJ et al. (2022) cuwuTaroT, 4TO HEOOXOUMA
MYHKLIMOHHAsT OMOTICHS sIIpa OMYXOJW MOYKH y JAeTeH
B YCIOBHSX MpPEIONEPALMOHHON  XUMHOTEpANUuH
[16]. I'pynma mo u3ydyeHHIO ONyXOJed IOouYeK
MexayHapogHoro obmecTBa neTckoi oHkojoruu (SI-
OP-RTSG) BeIcTynaer 3a jieueHHE AETEH C OITyXOJIbI0
Bunmsmca (WT) ¢ momormpio  mpenonepanroHHON
XMMHUOTEPANNH, B TO BpeMsl kKak KoMHUTET 1o omyXxossim
nouek [pynmer nerckoii onkonorun (COG) BeIcTymaer
3a TMepBUYHYIO HedpdrkToMuio (0e3 OHOICHH), KOTia
3T0  BO3MOXHO. [locimenoBarenbHble  NMPOTOKOJIBI
nccnenosanuii SIOP-RTSG pexomenmoBanu GuOIICHIO
nepe;] JIEYeHUEeM JIeTel ¢ OTHOCTOPOHHUMH OIYXOJIIMU
TOJBKO B TEX CIydasX, KOTIa HMENUCh MPU3HAKH,
yKa3blBaIOIIME  Ha  MOBBIIICHHYI0  BEPOSTHOCTD
orcyrctBuss WT, TpeOyromieil W3MeHEHHS TaKTHKU.
Omeir  Benmukobputanun B wmccnenoBannu  SIOP
WT 2001 moka3ayi, 4TO aJbTEPHATUBHBIA TOAXOM K
BBITIOJTHEHUIO OMOTICHM y BCEX JAETEH C OIyXOJEeBBIMU
00pa30BaHUSIMH TIOUYEK Uil ONpeNesIeHHS TUCTOJIOTHU
Opd TOCTAaHOBKE JHAarHo3a pEAKO MPUBOOUT K
W3MEHEHHUIO TAKTUKU JICYCHHSI U MOXKET IPUBECTU K
OIMMMOOYHOMY AWarHo3y (O0COOCHHO Yy TIIallMeHTOB B
BO3pacTHOM janana3one, TunuaaoMm st WT). Hecmotps
Ha TO, YTO 0OoJjee CeNeKTHUBHBIA IMOAX0J K Ouorcun
ObUT PYTHHHOW NPaKTHKOW BO BCEX JPYyTrUX CTpaHax,
SIOP-RTSG,

HaGJ’IIO,Z[aHI/ICL pas3imyug  MCXKAY  HALUMOHAJbHBIMU

y4acTBOBAaBIIMX B  MCCIEIOBAHUAX
rpynnamu. Jlisg ycTpaHeHHUsl 3TOW BapUaTUBHOCTH U
MIPEI0CTABICHIS HAYyYHO 000CHOBAHHBIX PEKOMEHAAINN
[I0 TIOKA3aHUSIM W PEKOMEHAYEMOMY IOIXONYy K
Ouorcuu omyxoJei MoYkH B paMkax mapaaurmel SIOP
Obuta co3BaHa MEXIyHapoAHas MEKIUCLUILTHHAPHAS
SIOP-RTSG.

MexTyHapoIHOE  OHKOJIOTHUECKOE OOIIECTBO

paGouas  rpymma U3 WICHOB

(Sociéte Internationale  d'Oncologie  Pédiatrique)

BBICTYIACT 3a HCOAaABbIOBAHTHYIO XUMUOTCPAIINIO

npu JICUCHUU

He(ppoOIacTOMBI [17].
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B mocrieonepaliioOHHOM TMEPHOAE THCTOJIOTHYCCKHE
JIAHHBIC HCTOJNB3YIOTCSA Ui KiIacCH(UKAIMK PHCKA
PE3CLUPOBAHHBIX  OIMYXOJCH. ABTOPBI [IPOBEIIH
CpaBHEHHE OTBETa, IMPOJAEMOHCTPUPOBAHHOIO IPHU
MPEIONEePAIMOHHON  BU3yaIM3allui, C KOJIMYECTBOM
Ha0II01aeMOro

HCKpO3a, npu TUCTOJIOTHUH B

MTOCJICOTICPAITIOHHOM  TIEPHOJIE. 33 mamnmeHTta
HedpobOmacToMoit B TedeHwe 10-JeTHero mepuoaa
VMEJH a/IeKBaTHBIE 3aITMCH BU3yaJIN3allii U THCTOJIOTHH
Npu uccineqoBaHuu. JlJisi OLIEHKW U3MEHEHUW OIMyXOJIU
Iocjae HEOaabIOBAHTHOM  Tepalmuu  HCIOJb30Bald
TPU METOAAa U CPAaBHUBAIM C THCTOJIOTHYECCKUMU
naHHeiMu. 1. Orenka Hekposa, 2. IloBepxHocTHBIE
Y9acTK{ BHJIMMOTO HEKpO3a B OITyXOJIH, M3MEPEHHBIE
Ha CTaTUCTHYCCKOW BU3yanm3anuu, 3. l3MeHnenune
oobema mMaccel. Koaddunment [Mupcona 6bu1 paccuntan
JUTST U3MEPEHUST KOPPEISIIIUU MEXKAY THUCTOJIOTHYECKU
HaOMIOAEMbIM HEKPO30M M PEHTTCHOJIOTUYCCKUMU
W3MEHEHUSMH. Pe3ynbrarhl CUUTAINCh 3HAYNMBIMH,
ecn P< 0,05.

MCXKAY PCHTITCHOJIOTMYCCKUMHU U3MCHCHHUAMH  IIpU

He ObIIO BBISBICHO KOPpENSIIAN

MIPEIONICPAIIIOHHON  BH3yaldW3allud ®  TPOICHTOM
HEKpo3a, HaOJIoaeMoro Mpu THCTONOTHH. V3MeHeHue
pasmepa OIYXOJIH npu PEHTICHOIOTHYECKUX
WCCIIEJIOBAaHUSAX TIOKA3aJI0 YMEPEHHYIO KOPPENSIHAI0 C
MIPOIIEHTOM HEKPO3a OIYXONH IMPH T'HUCTOJIOTHH, HO HE
CMOIJIO TIPENCKa3aTh KIACCH(PHUKAIMIO OITyXO0JIEBOTO

pucka. IIpu HedpobracTome CyliecTByeT yMepeHHas

KOppesius MEXKIY YMEHBLUICHUEM pasmepa
00pa3oBaHusi,  OTMEYCHHOTO  HA  BH3yaJH3alUu
[oCA€  XUMHUOTEpAllMM, U  CTENEHBI0  HEKpOo3a,

00HAapY’)KEHHOI'0 B  IIOCJICONEPALMOHHOM  IIEPHOJE
mpu rucrojorud. l3meHeHue pasmepa OIyXOIH HE
MOXET OBITh HCIONB30BAHO Ul MPOTHO3WPOBAHUS
KJaccu(pUKaIUy TUCTOIOTHUYECKOTO prcKa. HeBo3MOKHO
npeacKa3aTb  KIacCU(PHUKALUIO  THUCTOJIOTMYECKOTO
pucka HedpoOIacToMbl Ha OCHOBaHMH H3MEHEHUH,
IIPOIEMOHCTPUPOBAHHBIX ~ NPH  HPEAONEPaLnOHHON
MarHUTHO-PE30HAHCHON ToMorpapuu Win
KOMIIBIOTEPHOW TOMOrpadguu 0e3 KOHTPACTHPOBAHHMS.

JBycToponnsis onyxons Bunemca (BWT) cocrasnsier
npumepHo 5—8% omyxosneii Bunsmca(WT). Temue MeHee,
Hetckas onkonorndeckas rpynma (COG) cooOmmna,
qT0 4-neTHAA OeccoObITHiiHAs BbDKHBaecMocTh (EFS)

n obmas BepkEBaeMocTh (OS) mammentoB ¢ BWT B
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ARENO0534 cocraBuia 82,1% 1 94,9% cooTBETCTBEHHO.
ITo cpaBHenmio ¢ ordetoM National Wilms Tumor
Study-5 (NWTS-5), 4-nerane EFS mOS BWT coctaBunu
56,0% u 80,8% COOTBETCTBEHHO, YTO 3HAYUTEIHLHO
YIIy4linjioCh, OJHaKO BCPOATHOCTDH IlHI/ITCJ'II)HOfI
TEPMUHAIBHON CTaJAMM MOYEUYHOH HEIOCTATOUHOCTHU
(TXTIH) npu BBT ocraBamach 3HauYUTENHHO BBIIIIE,
yeMm npu ogHoctopoHHed WT. CoxpaHeHue moyeuyHou
MapeHXUMbl UMEET BaXHOE 3HAueHWE ISl CHUKEHUS
4acTOTHI Pa3BUTHS IMOYEUHOU HeAocTaTouHOCTH. Kpome
Toro, HedpoHocoxpaustomas xupyprust (HCC) moxer
VIAQIUTh OMYXOIIM, COXpPaHss HOPMaJbHYIO TOYECYHYIO
MapeHXUMY M CHIDKAas 4acTOTy TEPMHUHAIBHON CTajuu
ITOYEYHOW HEeIOCTAaTOYHOCTH. B HEM KpaTKo M3JI0KEHO,
KaK MaKCHMH3HPOBaTh He(PpOH-cOeperaroimmi MeToI,
9TOOBl OOECIEYUTh TOJHYIO PE3EKIHI0 OIMyXOMH U
OTpUIIATENbHbIE XUPYPrHUECKHe Kpas, TeM CaMbIM
VAy4IIB TIPOTHO3 y JHeTeil ¢ OwmmabepanbHbIM WT.

VY nmereii ¢ OwarepanbHON Omyxonpio BumbMmca
He(DPOHOCOXpAHSIONIAsT XHUPYPTUsS HeoOXxomuma Jis
COXpaHEHMsI IMOYEYHOW TKAaHW W CHIDKEHHS YacTOTHI
Pa3BUTHS TOYCTHON HETOCTATOYHOCTH. Takum oOpa3om,
MIPUMEHEHHUE He()POHOCOXPaAHSIOIEH XUPYPrUn
JOJDKHO OBITh  YIIYYIIEHO ISl CHW)KEHUS YacTOTHI
TEPMUHAIBHONW CTaAMM IOYEYHOH HEIOCTAaTOYHOCTH.
B 2006 r. 10-neTHsiss BBDKMBAEMOCTh Y MALEHTOB
¢ BOBT, nonyuaBmux NWTS-4, cocraBuna 82,1%.
HaGmronenne ObUTO TpoBemeHO 3a 28 1OEeTbMH C
Oone3npro BunbMca SImoOHCKOW TpyNIoi 1mo u3ydeHuro
omyxoneit (JWiTS) B cpeanem 8 ner (1,3-13,1 roma).
Iloxazarenu EFS m OS 3a 5 ner cocraBmwim 85,5% u
92,6% coorBeTcTBEHHO. OTHAKO JIJIs1 COXPAHEHUS OYEK
MPOLIEHT XUPYPrUYECKOro JEUEHUsI COCTaBUI Bcero 56%
ot 56 nouek. B AREN0534 rony 87% mnaunueHTOB MIMENnu
no kpaiiHeil mepe ogny HCC; TeM He MeHee, TOIBbKO
35% nmenn neycroporHtoro HCC. B nccnenoBanumn
Fang Y, Li Z, (2023) [18, 19] 48 nammenTtam (68,6%)
Obuta BBIMONMHEeHa aByctoponHsss HCC, 22 (31,4%) —
onnoctropoHHsias HCC + xoHTpanarepaibHas TOTajlbHas
HedpakTomust, bBOC 3a 4 roma — 67,9%, OB 3a 4 roga —
89,3%. Hdomns nereit ¢ ayctoponHeit HCC Obuia BhIIIE,
4eM B JIUTEparype, B TO BpeMs KaK BBDKHBAEMOCTH
ONMCaHHOU B

COOTBETCTBOBAJIA JuTeparype.
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EFS Obur moxok Ha OONBIIMHCTBO COOOIIEHUN
B jwureparype, HO Hmxke, ueM y ARENO0534,
CUHTAJIOCh,  OBLI

KOTOpBIH,  Kak CBSI3aH  C

[IPENIONEPALMOHHON XUMHUOTEpanuen TOJIBKO

BUHKPHCTHHOM u AKTHHOMUIITHOM D, u
OONBIIMHCTBO M3  HHMX  0e3  JOKCOpyOMUMHA.

3akmouenne:  PesynapraTel  IPOBENEHHOTIO
aHalM3a JINTEPaTyphl TOKa3bIBAIOT 00 ycmexax st
MaIeHToB ¢ omyxombio Bumsmca >90% mnms Bcex
cramuit. Ycmexw ObUIM  JOCTHTHYTBI  Onaromaps
M3y4eHU0 HePpoOIacToMbl B MHOTOIICHTPOBBIX U
MHOTOHAIIMOHAJIBHBIX HCCIIEJOBAHUAX 3a IOCIEIHUE
50 neT, BO3MIABISEMBIM JIByMSI OCHOBHBIMH TPYITIIAMHU
- MexayHapoaHBIM OOIIECTBOM JETCKOW OHKOJIOTHH
(SIOP) wm [Ipymmoit nmerckoit onkonoruu (COG).
Hecmotpss Ha TO, YTO JBE TPYIIBI HWMEIOT pa3HbBIE
MOJXO/BI, PEe3yAbTaThl  BBDKUBAHUSA  YAMBHUTEIHHO
noxoxku. B nenom, mpu mnoxxone SIOP, xotopsrit
npuMeHsieTcs B EBponie u OOJBIIMHCTBE IPYTUX CTpaH
MUpa, MAIUEeHTHl CHAYalla JIeYaTcsl MpeonepanoHHON
XUMUOTEpanuen; 3arem

CIEeIyeT XHpPYpPTHUYecKoe

BMECIIATCIILCTBO U, Inpu HCO6XOI[I/IMOCTI/I,

rnocjaconepalnvoHHas XuMruoTeparus 1 JiyueBas Teparus.
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