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BposkaeHHas MesobnactHasa HedpoMa (BMH) — 270 peakas omyxofib NOYEK C MPOMEKYTOUHbLIM
BvonornyecknM noBepeHVeM y AeTeN paHHero BospacTa, KoTopas cocTasnseT 3,5-4% Bcex
HoBOOOpa30BaHWU AaHHOW MoKanusauuu y neguatTpuyeckux naumeHtos. BMH xapakTtepusyetcs
BnaronpuATHLIM MPOrHO30M B CIy4Yae BbIMOSIHEHWS PafuKanbHOM0 XMPYPruyecKoro nevexHns. Peumnomesi
BMH paccmaTpuBaloTcs Kak 4OCTaToOuHO pefnkoe cobuite (4% Bcex cnyyaes 3abonesaHus), npu
3TOM BO3MOXHO Pa3BUTUE KaK JTIOKambHbIX, Tak N MeTacTaTU4ecknx peunamnsos. fleuebHan TakTuKa B
Crnyyae pa3BUTUA peumamBa A0 KOHLA He CTaHAapTM3upoBaHa. [poBefeH PeTPOCNeKTUBHbIA aHanu3
naumneHToB (n = 3) ¢ BepndMuMpoBaHHbIM peunamsoM BMH, nonyuasiwimx neyenne 8 HMULL AFOU um.
LOmuTpus Porauesa 3a nepuog ¢ 2012 no 2022 r. (132 Mec). B peunamse 3abonesanus Bce BosibHbIE
nosyyanu oAavH U3 3Tanos nevyeHuna B ycrnosuax LleHTpa vM. IMutpua Porauesa. lnarHos BMH
BbIn YCTaHOBMEH B NaTOI0r0AHAaTOMUYECKOM OTAeNeHnn LieHTpa Ha OCHOBaHUM rMCTOMOMMYECKOro
MCCENOoBaHWS, NaLMeHTaM C KIeTOUHbIM MMCTONOrMYeCKUM TUMoM BMH BbINOMHANOCH LUTOreHeThYeckoe
uccrenoBaHe MeToaoM dhrlyopecLeHTHOM rmbpuamsaumnu in situ B Lensx OLeHKM cTaTyca reHa ETVG.
lMpoBoamncsa aHann3a AeMorpacuUYecKnX XapakKTEPUCTUK, KITMHUYECKUX iaHHbIX, 06beMa UHMLManbHOM
1 MPOTVBOPELMANBHON Tepanuun. B cTaTbe npeacTaBneHo onucaxne 3 KMMHUYECKMX CrlyYaes pasBuTmus
peumpomBa y nauveHToB ¢ BMH. MenunaHa Bo3pacTa Ha MOMEHT NOCTaHOBKW MHULMAMBHOMO AuarHosa
coctasuna 0,8 Mec (pasbpoc 0,7-1,4 Mec). Mpu aHanu3e 0bbeMa NepBUYHONO XMPYPruUECKOro feueHus,
BKJTIOYAIOLLIEr0 HE(PP3KTOMMIO, BO BCEX ClyYasx OTMeyeHbl (haKTOpbl, MOBbILLAIOLLME PUCK Pa3BUTUA
peumnamBa: NpefonepaLmoHHbIA paspbiB OMyxonu — 1, MHTpaonepaLUMoHHbIA pa3pbiB onyxonmu — 1,
HEBO3MOKHOCTb MOATBEPANTb PaAVKanbHOCTL onepauuy — 1. Pacnpenenexune no rucTonornyeckuMm
T1unam BMH 6biro cnepyiowmm: knaccmueckuin — 1, knetouHbin — 1 v cMelwaHHbi — 1. JlokanbHas cTagus
oueHeHa Kak Il B 1 cniyyae u kak lll B 2 cnyyasx. MepunaHa BpeMeHu OT faTbl MOCTAHOBKW AMarHosa
[0 KOHCTaTauuu peunamsa sabonesanus coctasuna 0,8 mec (pasbpoc 2,3-4,3 mec). MauneHT co
cMeLaHHbIM TunoM BMH norub uepes 10,6 Mec 0T MOMeHTa NOCTaHOBKM inarHo3a Ha OOHEe OCII0KHEeHN
WHTEHCWUBHOW Tepanuu, NPOBOAMBLLENCS B CBA3M C KpaWHe arpecCcuBHbIM TeYeHWEM peLunamBa
3abonesaHus. [lBa naumeHTa %MBbl NOCHe NPOBELEHWs MOBTOPHOTO XuUpypruyeckoro neuvexns (R1-
pe3eKkuus) 1 agbloBaHTHOM Tepanum (peskuM AV (akTHOMULMH [/BUHKPUCTUH), 27 Hep) B OAHOM Cryyae
¥ nocrie HeoambloBaHTHOM Tepanuu (peskum AV, 4 Hen), OTCPOYEHHOTO XMPYPrUUYECKOro BMELLIATEeNLCTBa
(RO-pesekuns) v agbloBaHTHOM Tepanuu (peskum AV, 4 Hen) BO BTOpPOM criyyae. [nMTeNbHOCTb
HabniogeHnst y gaHHbIX NaUMeHTOB cocTaBwna 92,2 mec n 21,3 Mec COOTBETCTBEHHO. BO3MOXHOCTb
pasBuTUs peumaneos BMH neMoHCTpUpyeT BaskHOCTb MyNbTUANCLMMNIIMHAPHOMO 06CYXAEHUSA NALMEHTOB
paHHero Bo3pacTa C OMyXossiM1 NOYeK A1 NaHMPOBaHWA XMPYPrMYeCKUX BMELLIATENbCTB, BbINOTHEHWS
papvKasbHbIX OrMepauuin B COOTBETCTBUM C KAHOHAMKU OHKOXMPYPIW 1 TLLATENMbHOIO AVHAMWUYECKOro
HabniofeHWs 3a naumeHTaMu, ocobeHHO B TeYeHWe NMepBoro rofa OT MOMEHTa onepauuu. Poputenu
nauMeHTOB fanu corracve Ha Mcnosnb3oBaHWe MHopMauum, B TOM uncne dpotorpadouii aeTew, B
Hay4HbIX MCCMEAOBaHMAX U MyBnvKaumsx.

KnioueBble cnoBa: BpoaeHHas Me3061acTHas HechpoMa, peumnamnB, XMMUoTepanus, He0aabloBaHTHas
Tepanus, nepectpovikm reHos NTRK
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KIIWHUYECKWUE HABJNTIOAEHUA

Congenital mesoblastic nephroma (CMN) is a rare renal tumor of young children with intermediate biological behavior,
accounting for 3.5-4% of all renal tumors in children. CMN is characterized by a favorable prognosis in case of radical surgical
treatment. Relapses of CMN are considered to be quite a rare occurrence (4% of all cases), however, both local and metastatic
relapses are possible. There are no fully standardized treatment approaches for patients with relapsed CMN. In our study,
we performed a retrospective analysis of patients (n = 3) with a verified relapse of CMN who had received treatment at the
D. Rogachev NMRCPHOI between 2012 to 2022 (132 months). At relapse, all the patients underwent at least one part of
treatment at the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of
Ministry of Healthcare of the Russian Federation. The diagnosis of CMN was established at the Pathology Department of the
Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare
of the Russian Federation, based on a histological examination. The patients with the cellular histological subtype of CMN
underwent fluorescent in situ hybridization testing for ETV4 gene rearrangements. The demographic characteristics, clinical
data, the extent of initial treatment and relapse therapy were assessed. Here, we describe three clinical cases of relapse in
patients with CMN. The median age at initial diagnosis was 0.8 months (range 0.7-1.4). Our analysis of the extent of primary
surgical treatment, including nephrectomy, in all cases revealed the following factors associated with a higher risk of relapse:
preoperative tumor rupture — 1, intraoperative tumor rupture — 1, inability to confirm tumor-free margins — 1. The distribution
of histological subtypes was as following: classical CMN (n = 1), cellular CMN (n = 1), and mixed CMN (n = 1). One patient had
local stage Il and 2 patients had local stage lll. The median time from diagnosis to disease relapse was 0.8 months (range
2.3-4.3). One patient with mixed CMN died 10.6 months after diagnosis from complications of intensive therapy carried out
for extremely aggressive relapse. Two patients are alive after repeated surgical treatment (R1 resection) and adjuvant therapy
with actinomycin D and vincristine (AV regimen) for 27 weeks in one case, and neoadjuvant therapy (AV regimen for 4 weeks),
delayed surgery (RO resection), and adjuvant therapy (AV regimen for 4 weeks) in the other case. These patients were followed
up for 92.2 and 21.3 months, respectively. By acknowledging the possibility of recurrent CMN, it seems important to provide
multidisciplinary clinical care to young children with renal tumors involving a detailed planning of surgical procedures, radical
surgeries in accordance with practice guidelines and standards in surgical oncology, and careful follow-up, especially during the
first year after surgery. The patients' parents gave consent to the use of their children’s data, including photographs, for research
purposes and in publications.
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MyXonu NoyYek B NeanaTpUUEeCcKOW NpaKTuke

SIBMNAIOTCS KpaiHe reTePOreHHON MPynnoi 3noKa-

4yeCTBEHHbIX HOBOOBpa3oBaHUn U onyxonew
C MPOMENKYTOYHbIM BMONOrMYECKUM MOTEHLMASIOM,
KamIan 13 KOTOPbIX XapaKTepPU3YeTCs KIIMHUYECKUMM 1
FeHeTUYECKUMKU 0COBEHHOCTAMU, Pa3NMYHbIMU NMOLXO-
paMu K Tepanuu u nporHo3oM. Haubonee uvacTom
OMNyXonblo Noyek y geten ssnsetrca HedopobnacToma,
K PEOKMM BUAAM OTHOCHAT MOYEYHO-KMETOYHYIO KapLu-
HOMY, CBET/IOKMETOYHYID CapKOMY MOYKM, BPOMAEHHYIO
Me3obnacTHyio HedppoMy (BMH), snokauecTBeHHylo
pabaomaHyto onyxosb noukw [1].

BMH — 310 penikasi onyxorsib NoyeK y feTen ¢ npome-
MYTOUHbIM BMOMOrMyeckMM noBefeHUEM, KoTopas
cocTasnset 3,5-4% Bcex HoBooBpa3oBaHWIN AaHHOM
NoKanusaumn y neguaTpuueckux naumentos [2]. Ctout
0TMeTUTb, uTo BMH B TO e Bpems siBnsieTcs Hanbonee
4acToW OMyXOoNblo MOYEK B MEpPBble MECALbl KU3HU
pebeHka [3] ¢ uacToToit BcTpeuaemocTn 54—66% cpean
BCeX HOBOODpa30BaHW MOYeK B JaHHOW BO3PACTHON
rpynne [4, 5]. MeanaHa Bo3pacTa Ha MOMeHT nocTa-
HOBKM iMarHosa cocrtaenset 3,4 Mecsaua [6].

BMH noBOMbHO YacTO AMarHOCTUPYIOT aHTEHaTasbHo,
4TO CBMAETENbCTBYET O BPOMKOEHHOM XapaKTepe Omnyxosu
[2, 3]. Tuctonornyeckn BMH nenntes Ha 3 Tuna: knac-
cuyeckuin (24-25% cnyuaes), kneTouHbln (66—67%) u
cMeluaHHbii (okono 10%) [3, 7]. MporHos y nauneHToBs
¢ BMH BHe 3aBMCMMOCTM OT CTaguM U MMCTONOrMYECKOro
Tuna, Kak npasuso, bnaronpuatHeii. MatuneTHas Becco-
BbiTUiHan BbikmBaeMocTb (BCB) cocTasnset 93,8%, a
obuas BbikmBaeMocTs (OB) — 96,1% [5].

HecmoTpsa Ha T0, uTo BMH 06bIuHO xapakTepusy-
€TCA OTHOCUTENBHO AOBPOKAUECTBEHHBIM TEUEHUEM, B
PeOKMX Cryyasx faHHas ornyxofb crnocobHa K passuTuio
NOKanbHbIX U METacTaTMYECKUX peunansos [2, 6].
CornacHo nuMTepaTypHbIM AaHHbIM, YacTOTa PeLmanBoB

BMH cocrasnsiet 4% [1]. Yawie BcTpevalioTes peumansbl
KrneToyHoro Tuna BMH, xapakTepu3yioLLerocst Hanmumem
XMMepHoro TpaHckpunTa ETVE-NTRKS3 [2, 8]. Mpu aTom
LJ1S1 KNaCcCUYEeCKoro n cMellanHoro Tunos BMH peum-
OVBbl MEHEe XapaKTepHbl. Tak, B nutepaType BCTpe-
YaITCA EAMHUYHbIE YNOMMHAHUA O peLMamMBax OaHHbIX
rucTonoruyeckux Tunos BMH [8, 9]. Ha cerogHsiiHuit
LeHb efinHble CTaHAApPTbl XMMUOTEPANUK 415 NaUWUEHTOB
¢ peumamsoM BMH BHe 3aBucuMOCTV OT rucTonoruve-
CKOro Tuna onyxonu otcytcTayioT [10].

B HacTosiwen paboTe mpencTaBneHo onucaHue
3 KNMWHWYEeCKUX cryyaesB pas3sutua peuumpusa BMH
y nauueHToB, nonyyaslinx nedvenve 8 HMUL OIOU
uM. [IMutpuma Porauesa 3a nepwon ¢ 2012 no 2022 r.,
W npefctaBneH o630p MeXOoyHapoLHOW NUTepaTypsl,
MOCBALLEHHbIN peunanBaM JaHHOIO BMAA OMyXONN.
Pogutenn nauveHTOB panu corflacue Ha MCMosb30-
BaHWe UHpopMaumu, B TOM uncne dpoTorpachmi neten, B
Hay4HbIX UCCMEAOBaHUAX U NybnnKaumax.

MATEPWANbI N METO[1bl NCCINEOBAHUA

MpoBeneH PeTPOCMEeKTVBHbLIN aHanu3 MauveHTOoB
c BepuduUMpoBaHHbIM peunamneoM BMH, nonyuasLumx
nevenve B LeHTpe um. IMutpusa Porauesa 3a nepwop ¢
2012 no 2022 r. (132 mec).

B peumavse 3abonesaHus Bce naumeHTsl (n = 3) nony-
yarnv oouH 13 3TanoB nevenws B ycrnosusx HMALL AFOU um.
OmuTpumsi Porauesa. MaumeHT 13 knuHnueckoro cryyas No2
TaKyKe Nomyyan MH1LmasbHoe feyeHmre B ycrosusx LieHTpa
uM. [IMnTpus Porayesa. [lnarHo3 BMH 6bin1 ycTaHoBneH B
NaToNoroaHaTOMUYECKOM OTAENEHWUM Ha OCHOBaHUW TMCTO-
NOrUYECKOr0o UCCIENoBaHWA B COOTBETCTBUM C KPUTEPUSAMU
KrnaccumKaLmm onyxornei MoYeBbIfeNIMTENIbHON CUCTEMBI
N MYXXCKUX MOSOBbIX OpraHoB BcemupHoM opraHv3aumm
anpaBooxpaHeHmus [11].
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B cnyyae Mopdonornyeckoro nogTBepsKAEHUS
KneTouHoro Tvna BMH BbINONHANOCH LMTOreHeTNYeCKoe
uccneposaHve MeToaoM pryopecLeHTHOW rmbpuan-
3aumu in situ (FISH) B Lenax oueHku cTaTyca reHa ETVA.

B kamoM OnMcaHHOM KIMHWYECKOM Cryvae mpoBo-
OMacb OLEeHKa pes3ynbTaToB JfleYeHWs C MOMOLLbIO
METOL0B aHaTOMUYECKON BU3yanu3aLunu, BKIOYas Myrb-
TUCNMPAarbHYIO KOMMbIoTEPHYlo TomMorpadouio (MCKT) u
MarHUTHO-pe3oHaHCHYyI0 Tomorpadmio (MPT). Ouenu-
Banca 0bbeM NpPoBEfEHHOr0 XMPYPruyeckoro feveHus.
C aToM uenbio ncnonb3oBanach crnegytoLLlas Knaccudu-
kaumsa: RO — MMKPOCKOMMYECKM padvKaribHas onepaums;
R1 — MUKpoCKonuueckun HepapukanbHas onepaums; R2 —
MaKpOCKOMWUYEeCKN OCTaTo4Hast onyxosb. [poaHanusnpo-
BaHbl OTAANEHHbIE pe3yrbTaThbl Tepanum NaUMEHTOB B peLm-
ovee BMH. Cratyc naumeHToB oueHeH Ha 01.09.2023.

PE3YJIbTATbI UCCINEIOBAHUSA

B uccneposaHue BKIlOYEHbl 3 nauueHTa C peuu-
omBamn BMH. MepnaHa Bo3pacTa Ha MOMEHT nocTa-
HOBKM MHMLManbHOro anarHosa coctasuna 0,8 Mecsues
(pasbpoc 0,7-1,4 mecsaues). CooTHOWeHNE Masb-
UMKM:AeBOYKM cocTaBuno 2:1. Mpu aHanuse obbema
MEePBUYHOIO XMPYPrUYECKOro SieYeHUs], BKITIOYAIOLLErO
HEePP3IKTOMMIO, BO BCEX CIyyasx 0TMeuYeHbl DaKTopbl,
MoBbILLAIOLWME PUCK Pa3BUTUS peunavBa: npegone-
PaLMOHHbIN pa3pbiB onyxonu — 1, MHTpaonepaumoHHbIN
pa3pbiB OMyXonu — 1, HEBO3MOXHOCTb NMOATBEPANTL Paaun-
KanbHOCTb onepauun — 1. MNpu pacnpeneneHum no rucTo-
nornyeckum TunaM BMH Ha Kammpiin M3 onmcaHHbIX TUMOB
npuwnock no 1 criyyato. JlokanbHas cTaayst OLEHeHa Kak
Il B 1 cnyyae u kak lll B 2 cnyyasx. MegnaHa BpeMeHun ot
MOCTaHOBKM [MarHo3a [0 KOHCTaTauun peumnomsa 3abo-
nesaHus 6bina paeHa 0,8 Mec (pasbpoc 2,3-4,3 Mec).
MauneHT co cMewaHHbiM TuNoM BMH normb uepes
10,6 Mec OT MOMEHTa MOCTaHOBKM AMarHosa Ha dooHe
OCIOXHEHUN WHTEHCUBHOW Tepanuu, NpPOBOAMBLLENCS B
CBA3M C KpaliHe arpeccyBHbIM TeYEHVEM peumaunBa 3abone-
BaHuA. [1Ba naLmeHTa »uBbl NOCHe NPOBEAEHNS NOBTOPHOr 0
Xvpyprisyeckoro neverns (R1-pesekums) v agbloBaHTHOM
Tepanun (peskuM AV (aKTUHOMWUMH [1/BUHKPUCTUH),
27 Hen) B OOHOM Criyyae, HEOAAbIOBAHTHOM Tepanuu
(peskM AV, 4 Hefl), OTCPOUEHHOIO XMPYPrYECKOro BMeLLa-
TenbcTea (RO-peseKums) v agbioBaHTHOM Tepanum (pesum
AV, 4 Hen) Bo BTOpOM criyyae. [IMTenbHOCTb HabroneHus
Y OaHHbIX NaLMEHTOB cocTasuna 92,2 mec n 21,3 Mec cooT-
BETCTBEHHO. [leTanbHas XapaKTepucTWKa BKITIOYEHHbIX B
“CccrenoBaHune NaUMeHTOB NPeLCTaBieHa B Tabrmue.

KIMUHUYECKUE CITYYHAU

KnuHuueckuit cnyuan Nel
Manbuvk oT nepBoi BepeMeHHOCTU, NpOoTEeKaBLLEN
Ha ¢oOHe recTo3a BTOpOW MOMOBUHbI BepeMeHHOoCTH.
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B aHTeHaTanbHOM nepuoge no paHHbIM Y3U Ha cpoke
40 Hepn BepeMeHHOCTH Y NJioga 3anofo3peHo 0bbeMHoe
obpasoBaHue 3abploWMHHOINO NpocTpaHcTBa. Poabl
CpouHble, naTonoruvyeckue. Bec pebenka npu
poskaeHunn 3640 r, pocT 52 cM, oueHKa Mo wkane Anrap
8/9 bannos.

Mocne poskaeHuss pebeHKy MO MeCTy KUTefb-
cTBa npoBefeHo obcnenoBaHune B obbeme Y3 u MCKT
opraHoB bpiowHon nonoctu. Mo pesynbtatam obcne-
O00BaHMA nopaTBepxaeHo obbeMHoe obpasoBaHue,
ncxopsLLee U3 NpaBon Noyku, obLiMMKn pasmepamu Lo
10,3 x 8,3 x 8,2 cM (pacueTHblit 0bbeM — 364,5 cM®).
ObpasoBaHWe OTTECHASIO MeYeHb M MpaBylo MOYEUHYI0
apTepuio KBEPXY, MOAMKENYOOYHYIO Kenesy, Netnu
KWLLEYHMKa Knepeau, 6e3 Npu3HaKkoB MHBA3WK B BbILLEO-
MUCaHHble CTPYKTYPbI.

Ha 5-e cyTku ®u3Hn pebeHka BpayaMu permoHasnb-
HOrO LieHTpa NPVHSATO PeLUeHne O BbINOSTHEHUN OnepaLmm
B 06beMe nanapoToMum, HedppaKTOMUM cripasa. Xvpyp-
rMYecKoe BMeLLAaTeSIbCTBO OCJI0KHUIIOCh MHTpaonepa-
LMOHHBIM pa3pbiBOM onyxonu. NocneonepaunoHHbIN
NepWoA NPOTEKarn C OCMOMHEHWUSAMMN B BUAE AbIXaTeNbHON
HepocTaTouHocTH ([IH), 6onesoro v reMopparnyeckoro
CMHOPOMOB, B CBA3M C YeM MauneHTy notpebosBanucb
pecnupaTopHas NMoAAep:KKa, aHanbreTMyeckas, 3ame-
CTWUTenbHas reMoTpaHcdy3noHHas U KOMBMHMPOBaHHaS
aHTubakTepuanbHasa Tepanus.

Ha 10-e cyTku %u13HM pebeHOoK rocnMTannsnMpoBaH
B LlenTp um. OMutpusa Porauesa onsa Bepudpmkaumm
AnarHosa, npoBegeHus goobcnenoBaHns n onpeneneHms
OanbHENLLEN TAKTUKM BeLEHUS.

lMpv NpoBEAEeHUN rUCTOMIOMMYECKOro UCCIIef0BaHMS
B YCNOBUSIX NATONI0r0aHaToMMyeckoro otaenexus HMUL
Oron wm. Omutpus Porauesa mMaTepuan 6bin npeq-
CTaBJIeH MHOXECTBEHHbIMU PparMeHTaMm TKaH1 MOYKM
C MaCCVBHbIMU KPOBOM3IIMSIHUAMU M HEKPO3aMU, TaKXke
obpaLlano Ha cebs BHMMaHWe OTCYTCTBUE KamnCynbl UK
ncespoKancysbl onyxonu. Mopdhonornueckas KapTvHa
COOTBETCTBOBaNa KnetouHoMy tuny BMH (pucyHox 1A),
ycTaHoBneHa nokanbHas ctagusa lll 3a cueT pesekuun
MO Kpalo OMyXOfM U ee MHTPaoMNepaLVoHHOro pa3pbisa.
YunTbIBas rMCTONMOrMYECKMIA AMArHo3, NaumeHTy npoBe-
OEHO LMTOreHeTnyeckoe uccnepoaHme metogom FISH
[12], obHapyskeHa nepecTpoiika reHa ETVé.

Mo paHHbIM NpoBeneHHoro foobenenosanusa (MPT
n MCKT opraHoB 6pIoLLHON NONOCTU C BHYTPUBEHHbLIM
KOHTpacTMpoBaHueM 1 MCKT opraHoB rpyaHOA KeTku)
ybeauTenbHbIX AaHHLIX 3@ HanMune OTAANIeHHOro MeTa-
CTaTMYECKOr0 MOPAKEHUA WUIN HANMUMA OCTATOYHOMO
KOMIMOHEHTa OMyX0Mu NosyueHo He Bbino (pucyHok 2).

Taknum obpasoM, nauneHTy 6bin ycTaHOBMEH
avarHos: BMH cnpaBa, KneTouHbIv TWM, rpynna HW3Koro
puckKa, nokanbHas ctagus lIl.

MpuvHMMasa BO BHMMaHWE OTCYTCTBME OCTaTOYHOrO
KOMMOHEHTa OMyXosnu, MMCTONOrnyeckuii Tnn obpaso-
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PucyHok 1

"'McTonorunyeckoe nccnenosanne naumnerTa Nel: knetouHbln Tvn BMH
A — nHBa3wus B cuHyc. OKpacka reMaToKCUIMHOM U 303uHOoM, x200; b — peumnawms. OnyxoneBbi y3en Ha guadparme. Okpacka

reMaTOKCUIIMHOM U 303MHOM, x400

Figure 1

Histological examination of patient 1: cellular CMN
A —an invasion of the renal sinus. Hematoxylin and eosin staining, x200; b — a relapse. A tumor nodule on the diaphragm. Hematoxylin and eosin
staining, x400

PucyHok 2

lNocneonepauunoHHas MPT naumeHTa Nol

CocTosHue nocne HedopakToMmu cnpasa. OTcyTCTBKE OCTa-
TOYHOM OMyxosn (yKasaHo CTpesiKoii)

Figure 2

Postoperative magnetic resonance imaging (MRI) of patient 1
Status post nephrectomy on the right. No residual tumor (ar-
row)

BaHWA, HECMOTPSA Ha cTapumio 3abonesaHuns, B paMKax
pekoMeHpauuit npotokona SIOP 2001/GPOH nauneHT
Bbln OCTaBMEH NOA AMHAMUUECKUM HabniogeHveM [13].

Mpu KoHTponbHOM 0bcnefoBaHuM yepes 2,3 Mec
OT JaTbl MOCTAHOBKMU AMarHosa no gaHHoiM MPT u Y3U
BbIsiBNEHO noaavadparmansHoe obbemMHoe obpasoBaHue
cnpaBga (pucyHok 3).

[MaumeHT nosBTOpHO rocnutanusnposaH B HMUL
07O um. OIMuTpusa Porauesa.

Mo pesynbTaTtaM foobcrnenoBaHus, BKIIOYAOLLErO
aHrnorpaduio, NOATBEPKAEHO HanuMuve o0b6bEMHOro
obpasoBaHusa, pacnonoxeHHoro nopanadparMasnbHo
crnpaBa. XapaKTep apTepuanbHOro KpoBOCHabXeHus
¥ BEHO3HOrO OTTOKa MpW MPOBEAEeHWN aHrnorpadmm
CBMIETENbCTBOBasN B MOMb3y BO3MOMKHOW apTepuose-

Bornpock! reMaTonorin/OHKONOM M 1 MMMYHONATOMOM VM B NeanaTpim
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HO3HOW Manbd)opMaLMmu, OBHAKO, YYUTbIBasi MHTpaomne-
PaLMOHHbIVA pPa3pbiB OMYyX0/W, HanMune NepecTporku
reHa ETV6, BospacT naumeHTa u obunbHyl0 BacKyns-
pu3aumio 0bpa3oBaHMs, HEBO3MOXHO BbINO UCKMIOUNTL
peumavB OCHOBHOro 3aboneBaHns BCNeACTBME UMMIaH-
TaLUMOHHOr0 MeTacTasa no bpiwowuHe. TakuM obpasom,
BbII0 NPUHATO peLLeHne 0 MPOoBedeHUM penanapoToMmum,
peBn3nu BpIoLLHOM NOIOCTK, YOaNeHWs rMnepBackKynsap-
Horo obpasoBaHuWs noganadoparManbHoro NPOCTPaHCTBa
CcrnpaBa, peBu3nu 3abpIOLLIMHHOMO NPOCTPAHCTBa Crpaga.

['McTonornyeckas kapTMHa cooTBeTcTBOBana BMH
KNeTouHoro Tuna (pucyHok 16). HTepecHbIM npeacTas-
nfeTCcs TO, YTO MO pesynbTaTtaM LUTOreHeTUYecKoro
nccnepoBaHuna MetopoM FISH nepecTpoiiku reHa ETV6
He 0BHapysKeHO. Kpasi pe3eKummn Npoxoamnm no onyxosu.
Takum obpasom, obbem onepauun pacLeHuBancsa Kak
R1-pe3sekuus.

MauneHT 3a04HO KOHCYNbTUPOBaH PYKOBOAMTENEM
["pynnbl MO M3yYeHWIo OMyxosen noyek MeskoyHapooHoro
obLuecTsa Aetckoit oHkosorum (SIOP-RTSG) npodbeccopom
HopbepToM pachom (MCepMaHms). PekoMeHnoBaHo npose-
AeHvie apbloBaHTHOM MXT no cxeme AV B TeueHue 27 Hep,

B ycnoBuax OHKOMOrMyeckoro crauuoHapa no
MEeCTY KMTENMbCTBa NaLMeHT Moflyynn nocneonepa-
LIMOHHYIO Tepanuio B NofIHOM obbeme, MepeHoCcMMOoCTb
Bbina ynosnetsopuTensHow. pu 3aBepLueHnn Tepanuu
KOHCTaTMpOBaH MOJSHbIA OTBET, NaLMeHT OCTaBfIeH MOA
OMHaMUuYeckuM HabnogeHneM. Ha cerogHaWHMM aeHb
OnMTeNbHOCTb HabrniogeHus coctaensaet 92,2 mec.
CornacHo nocnefHeMy NpoBefeHHOMY 06cnenoBaHuMio
y MaumMeHTa COXpaHsAeTCs MOfHbIA OTBET MO OCHOBHOMY
3abonesaHwio.

KnuHunueckui cnyuai Ne2

[eBouka oT BTOpoN BepeMeHHOCTH, HaCTyNMBLLEN
nocrne KpvonepeHoca 2 3MBpUOHOB, NpoTeKasLLen bes
ocobeHHocTen.




KIIWHUYECKWUE HABJNTIOAEHUA

3abonesaHue y pebeHka MaHUeCcTMPOBaro B aHTe-
HaTanbHOM nepuofe, Ha cpoke 22 Hepl BepeMeHHOCTU.
Mo paHHbIM Y3W BbisBNEHO obpasoBaHne N1eBOM MOYKM,
npuMepHbIMKU pasMepamu 5,2 x 3,8 x 4,7 cM (0bbeM
48,3 cM?). Onyxonb bbina npeactasrieHa COMMAHOM
CTPYKTYPOI CPEOHEN 3XOMEHHOCTH, C YETKUM HaPYKHbIM
KOHTYPOM ¥ BaCKymnApusauuen no paguasnbHOMy Tumy.
[pu panbHenwem HabnogeHun Ha cpoke 35 Hep bepe-
MEHHOCTW KOHCTaTMpOBaHa OTpuLaTenbHas avHaMuKa B
BUOE YBeNnMueHus pasmepoB obpasosaHusa. MauuneHTka
KOHCynbTupoBaHa B LleHTpe uM. IMnuTpusa Porauesa, roe
BbINO PEKOMEHO0BaHO AMHaMUUYeckoe HabnoneHue o
popnopa3speluenuns. OgHako, yunTbiBas ObiCTpbIA pocT
obpa3oBaHuA y NNOAa, BbICOKUIA PUCK NMPUCOEAVNHEHUS
CEepPAeYHOM HeaoCcTaToYHOCTH (Mo AaHHbIM 9XOKapAMo-
rpadumn nnoga — runepTpodons M1oKapaa NeEBOro Xeny-
[OuKa), NevalLyMy Bpauamu Nno MecTy MUTeNbCTBa Bblno
MPUHATO peLleHVe O NPEXLAEBPEMEHHOM poaopa3spe-
LUEHWM MyTeM OrnepaLmmn KecapeBa CeyYeHus.

Bec pebeHka npu poxpeHun 3050 r, pocT
52 cM, OKPYXHOCTb rofoBbl 34 CM, OKPYXHOCTb Fpyam
32 cM, oueHKa no Lwkane Anrap 7/8 6annos. Ha dooHe
Teuenus [1H, obycrnoBneHHon HanuuMeM pecnvpaTop-
HOrO0 OUCTPECC-CUHOPOMA, BPOXAEHHON MHEBMOHUU,
MOYEYHOW HEAOCTATOYHOCTU U MUMOKCUYECKN-MLLEMU-
YECKOro MopasKeHWUs LEeHTPanbHOW HEPBHOW CUCTEMDI
pebeHoK 13 onepaumnoHHol bbin nepeBeneH B 0ToENEHUE
peaHuMaLmMn 1 UHTeHcuBHOIM Tepanun (OPUT). B ycro-
Busx OPUT Ha dhoHe nporpeccupoBanusa [IH naumeHTka
Obina nepeBefeHa Ha WCKYCCTBEHHYIO BEHTUMALMIO

PucyHok 3

nerkux. Mo gaHHbIM Y3W y pebeHka B NpoeKuun eBom
MOYKM OMpPefenseTcs KUCTO3HO-conmaHoe obpasosaHue,
pasMepamun 0o 9 x 7 x 4 cm.

Ha 4-e cyTku »un3Hu pebeHok nepeseneH B OPUT
HMWUL OFON wm. Omutpusa Poravesa ons poobeneno-
BaHWIS U OMpefenenns fanbHenLwen TakTuku nevenHus. Mpu
noctynsieHnn obpaiiano Ha cebs BHMMaHMe obbeMHoe
obpasoBaHue MMOTHOW KOHCUCTEHLMM B 3a0PIOLLMHHOM
NPOCTPaHCTBe CreBa, LOCTYMHOe NarbrnaLmy.

Mo paHHbIM MCKT Busyanusmposanocb o6beMHoe
HEOOHOPOJHOE KUCTO3HO-conupHoe obpasoBaHue,
pacnpoCcTpaHALWEeecs M3 CPEQHEro M HUNKHEro
CEerMeHTOB NeBom Nouku (pucyHok 4A).

Beuay MaccuBHbIX pasmepoB 0bpa3oBaHus MMeno
MECTO HapylleHWe TOMWKU BHYTPEHHWX OpraHoB
BpIoWHON NONOCTU U 3abpIOLLIMHHOIO NPOCTPaHCTBA.
Takxe 0TMeYanucb rMnepaeHCUBHBIE NIMHENHbIe BKIIO-
YEHUs1 B TOJILLE KMCTO3HOIO KOMMOHEHTA, YTO MO0
COOTBETCTBOBATb KPOBOM3MIUSAHUAM B CTPYKType
onyxonu. Ha ocHoBaHWW KOMMeKcHoro obcnepoBaHus
[aHHble 3a Hanuuue OTHaSIeHHOro MeTacTa3npoBaHuUs
OTCYTCTBOBaNM.

YunTbiBasi TAXKECTb COCTOAHMA pebeHka, Heobxo-
OVMMOCTb B UCKYCCTBEHHOW BEHTUIIALMM NErKMX, NMpoBe-
LOEeHWEe OonepaTMBHOIO fleyeHust Bbifio OTMOMXEHO A0
cTabunusaumm coMaTUyeckoro cratyca.

Ha 17-e CyTKM KM3HW NPOBEAEHO onepaTuBHOE
BMeLLaTenbCTBO B 06beMe nanapoToMum, HehpaKTOMUM
cnesa. Onyxonb yganeHa MakpOCKOMUYECKW MOSIHO-
CTbl0, OQHAKO MHTPAOMNEepPaLMOHHO OTMEeYarCs NINHERHBbIN

MPT-kapTuHa onyxonu naumeHTta Nel B peunanse 3aboneBaHus
Busyanusnpyetca obbeMHoe obpa3oBaHue, pacrnonokeHHoe nogavadparmManbHO Cnpasa, C YETKUMU, POBHbIMK KOHTyFaMVI,

[edopMMpYIOLLIEE KOHTYP NPaBOit AOMM neyeHn, obLummm pasMepammn 1o 5 x 1 x 3,2 cM (pacueTHbiin 06beM — 8,2 cM?)

cTpenkamu)

Figure 3

MRl images of patient 1 at disease relapse
There is a space-occupying lesion under the diaphragm on the right with sharp, even contours and an overall size of up to
5x 1 x 3.2 cm (with a calculated volume of 8.2 cm?) that deforms the contour of the right lobe of the liver (arrows)

YKa3aHo
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PucyHok 4

Busyanusaumsa obpasoBaHusa naumeHTkm No2

A — nHnumaneHas MCKT: 3abpiolwMHHO, pacnpoCcTpaHsasaCh U3 CPegHEro U HUXKHEro CerMeHTOB JIEBOW MOYKM, BU3yanm3npyeT-

cs1 06beMHOe HeOIHOPOJHOE KUCTO3HO-CcoNMaHoe 0bpa3oBaHWe C AOCTATOYHO YETKUMM, HEMPABWIIbHO OBasbHbIMW KOHTYpaMy,
0bwwmmmn pasmepamm o 5,1 x 5,5 x 8,5 cM (pacueTHblit 06bem 124 cm?); b — MPT-kapTuHa B peunamse 3aborieBaHus: onyxorsib
MMeeT NPenMYLLECTBEHHO KUCTO3HOE CTPOEHUE C HalMMUYMeM COSIMOHOIO KOMMOHEHTA, NPeACcTaBMNeHHOro No nepudepum onyxo-
11 B BUAE TOMNCTbIX MEPErOpPOAOK, TOJLLMHA COIMAHOO KOMMOHEHTa No nepudiepun HepaBHOMEPHas, Ha OTAENbHbIX yYacTKax
OH PEe3KO UCTOHUEH, He BbipaxeH. ObLume pasMepbl 06pasoBanmus 1o 9,4 x 7,7 x 5,7 cM (pacueTHblit 06bem 214,5 cM?). BepxHuit
nomioc 0bpasoBaHNA MPUNEXNUT N OTTECHSAET KBEPXY KEYAOK U CeNe3eHKy, 0TMeYaeTCst OTTECHEHME NOAXKENYA0UHON Kenesbl;
KOHTpI1aTeparnbHO BNPaBo OMyXosib JOCTUIAET NPaBOoW MOYKM C NPUNEeraHMeM K ee KOHTYpY. B TonLLe onyxonv NpoxoauT HUsKHAS
BpbbkeeyHan apTepus, pasfensoLLas ee Ha 2 KOMMNOHeHTa, BPIOLLHON OTAeN aopTbl MPAKTUYECKM MOJTHOCTBIO HAXOANUTCS B ToMLLe 06-
pa3oBaHwsi; B — nocneonepauvnonHas MPT: Busyanuaupyetca ob6bemHoe 06pasoBaHne HenpaBubHOM OOpPMbI C HEUETKUMM KOHTYpaMMu,
COCTOSILLEE W3 COSMAHOMO U KUCTO3HOMO KOMMOHEHTOB, 0BLLMMM pa3Mepamu 10 4 x 5 x 8 cM (pacueTHblit 06bem 80 cM?)

Figure 4

Imaging examination of patient 2

A —initial multislice computed tomography (MSCT): there is a retroperitoneal space-occupying lesion with cystic and solid compo-
nents that extends from the middle and lower segments of the left kidney. It has fairly sharp, irregularly shaped oval contours and
measures up to 5.1 x 5.5 x 8.5 cm (the calculated volume is 124 cm®); b — MR imaging at disease relapse: the tumor has a predom-
inantly cystic composition with the presence of a solid component found along the periphery of the tumor in the form of thick septa;
the solid component along the periphery is uneven in thickness, in some areas it is very thin, not pronounced. The overall size of
the tumor measures 9.4 x 7.7 x 5.7 cm (the calculated volume is 214 cm?). The upper pole of the tumor is adjacent to the stomach
and the spleen and displaces them upward; the pancreas is also displaced; contralaterally to the right, the tumor reaches the right
kidney and is adjacent to its contour. The inferior mesenteric artery goes through the tumor and separates it into 2 parts, the ab-
dominal aorta almost completely lies within the tumor mass; B — postoperative MRI: there is a space-occupying lesion of irregular
shape S\SVith blurred contours, consisting of solid and cystic components and measuring up to 4 x 5 x 8 cm (the calculated volume is
80 cm

Bornpock! reMaTonorin/OHKONOM M 1 MMMYHONATOMOM VM B NeanaTpim
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KJIMHUYECKWUE HABJIOOAEHUA

pa3pbiB B 06nacTu ee HMWKHero nomoca. B npouecce
Mobunusaumm obpasoBaHWsA MPOM30LUO YBENNYEHNE
NpeaonepaLmMoHHOro paspbiBa ero Kancynsl. 'mctono-
rMYecKu ycTaHoBMeH anarHo3d. BMH, cMellanHbin Tvn,
rpynna HUM3KOro pucka, rnokanbHas ctapus lll 3a cuet
MOMOMMUTESIbHBIX KPAeB Pe3eKLMM 1 NPefonepaLyioHHOro
paspbiBa OMyXosu.

B pamkax pekoMeHpauwit npotokona SIOP 2001/
GPOH pebeHok bbin ocTaBfneH NoA AMHAMUYECKUM
HabniopeHuem [13].

OpHako cnycTs 1 Mec nocne NpoBEfEeHHOro onepa-
TMBHOIro BMelLaTenbCcTBa, Ha 49-1 OEHb XW3HW, MO
OaHHbIM M1aHOBOIO KOHTPOJIbHOrO 0bcrnefoBaHus B
obveme MPT opraHoB OpIOLIHON MOSIOCTU B NEBbIX
oTnenax bpioLIHOM NONOCTN BbIABMEHO KUCTO3HO-CO-
nuaoHoe obbeMHoe 0bpa3oBaHWe HenpaBunbHOM dOOPMbI
C HEYETKMUMU, HEPOBHBLIMU KOHTYpamu (pucyHok 46).

KoHcTaTvpoBaH fokanbHbIi peunane 3aboneBaHus.
Obpawanu Ha ceba BHMMaHue Bonbline pasmepsl
OMyX0nu, MpeBblllaloLMe MHULMalbHble pa3Mepbl B
2 pasa.

Onyxornb xapakTepu3oBanach arpeccuBHbIM POCTOM,
no fgaHHbIM Y3M oTMeuyanocb CTpeEMUTENbHOE YBenu-
YEeHWe ee pasMepoB, TakXKe MO JaHHbIM 06BLEKTUBHOMO
ocMoTpa obpawano Ha cebsi BHMMaHWe 3HaunTeNbHoe
yBEMUYEHWe pa3MepoB XMBOTa, Ha DOHE KOTOPOro
oTMevanoch passutne [1H n cepaeyHon HepocTaTou-
HOCTMW.

M0 M3HEHHbIM MOKAa3aHWSAM MPUHATO peLleHne o
MPOBEAEHNN 3KCTPEHHOIO OMepaTMBHOIO BMeLLaTesb-
cTBa B 0bbeMe penanapoToMuu, yAaneHus onyxosnu
3abpowmrHHOro npoctpaHcTBa cnesa. WMHTpaone-
pauuoHHo obpasoBaHue MpoOCTMPanochb OT Kynona
AvadbparMbl 10 BXOLA B Masblii Ta3, MMeno MecTo rpyboe
HapyLleHWe TOMWKM BHYTPEHHWX OpraHoB 6pioLiHON
nomocTu. Mo xopy onepauun Takxe Bbino obHapy-
)KEHO, YTO OMyxoneBble Macchbl Ha BoMbLIOM NpoTA-
KEHWW BPaCTaloT K 1EBOMY Kynony aMadpparMbl B IEBYI0
MOAB3[OLUHO-MOSCHUYHYIO MbILLLLY, Pa3BOSIOKHAA ee, K

PucyHok 5

neBbIM NOAB3MOLIHBIM COCYAAM M K MOAMKENYA0YHOWM
)KEemnese Ha BCEM ee NMPOTAKEHNU, TAKKE OMyXOSlb LIMPKY-
NAPHO 0BpacTaeT KULLEYHWK U COCYabl, NUTalOLWMe ero
BMNOTb A0 apKap. K coxanenuio, pagukanbHoe yaaneHue
o6pa30BaHWs He NPeACcTaBAANOCh BO3MOXHBIM, B CBA3M
C YeM B LeNsIX COXPaHEeHUs KU3HECNOCOBHOCTH KULLKK,
MOMYKENYAOYHON Xenesbl 1 cefne3eHKn Bbio NPUHATO
pelleHne 0 MPOBEJEHUN LUTOPEAYKTUBHON Onepauum
C ocTaBfieHMeM hparMeHTOB Ha COCyLax M OpraHax.
TakuM obpa3soM, onyxonb Bbina yaaneHa cybToTanbHo
(pucyrok 4B).

MocneonepaunoHHbIN NePUOL OCIOXHUIICS FreMop-
parMyeckMM CHHAPOMOM, CEPAEYHO-COCYAUCTON U
MOYEYHOW HeLOCTAaTOYHOCTbIO, B CBA3M C YEM MPOBOLM-
NUCb reMocTaTUyecKas Tepanus, CUMNaToMUMEeTUYECKas!
NOAAEPIKKa M NoYeYHas 3aMecTUTeNbHan Tepanus.

Mo pesynbTataM rMcTONOMMYECKOr0 UCCMEA0BaHNS
MocreonepaumMoHHOro MaTepvana — peLuanB KneToy-
HOro KoMnoHeHTa BMH.

B nmanbHellWeM No pelleHnio CeMbW fleyeHue
NMPOOOSIKEHO B 3apybeHOM KNMHUKe, ogHako yepes 10,8
Mec pebeHoK nornb OT OCMNOMHEHUW Ha hoHe npose-
LeHust nHteHcusHom MXT.

Knuhnueckum cnyyan Ne3

Marsibunk oT BTOpoi HepeMeHHOCTH, NpoTeKaBsLUel
Ha hoHe recTo3a BTOPOW MOSIOBUHLI BepeMeHHOCTH
(oTeku). Poabl BTOpble, caMoCTosTeNbHbIE, CBOEBpe-
MEHHbIE.

Ha 2-in Hepene u3uu Bo Bpema Y3WM opraHos
BpIOLLHOM NONOCTU MO MECTY »uTenbCcTBa Bbino 0bHa-
pyskeHo obbeMHoe obpa3oBaHue mpaBon nouku. Mo
AaHHbIM aHaTOMWYECKOW BU3yanunsaLuv NoaTBEPKAEeHa
onMyXxonb NpaBoi MOYkM 06WMMM pasmepamu [0
3,4 x 2,6 x 3,4 cM (pacueTHblin 06beM 15,6 cM?). B peru-
OHaslbHOM LIEHTPe MPOBeEeHO XMPYPruyeckoe neveHune
B 06beMe nioMboTomMuK, HedpakToMum crpaea. Onyxonb
yAaneHa MakpOCKOMUYECKM NOSHOCTbI0. 1o AaHHbIM
rMCTONOrMYEeCKOro UCCNeAoBaHNA B MaToMoroaHaTo-

'vcTonornyeckoe nccnenosanune naumerta Ne3. Okpacka reMaToKCUIMHOM 1 303uHOM, %200

A — knaccuyeckuin Tun BMH; b — natomopdos B peumanse BMH

Figure 5

Histological examination of patient 3. Hematoxylin and eosin staining, x200

A —classic CMN; b — pathologic response at CMN relapse
. I R ;
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Muueckom otaeneHun HMUL OFOW um. Omutpus Pora-
yeBa BepucpuumpoaHa BMH, knaccuueckuin Tun,
FMCTOMIONMYECKM Tpynna HU3KOro puUcKa, JloKanbHas
cTagua MUHUMYM |l (MHBa3Ws B MArKMe TKaHU nouyey-
Horo cuHyca) (pucyHok 5A). Kpas pesekumn oLeHke
He moanexanu. MauveHT ocTaBneH noj AMHAaMUYECKUM
HabmopeHveM.

OpHako cnycTs 4,3 Mec KOHCTaTUPOBaH J10KaslbHbIN
peunouB 3abonesaHusa. o LaHHbIM KOHTPOJIbHOM
MCKT opraHoB BpioLLIHON NOMOCTM B MecTe onepaTus-
HOro BMeLLaTeNbCTBa BU3yann3nMpoBaniocb MacCUBHOE
MSArKOTKaHHOe obpas3oBaHWe HEOOHOPOOHOW CTPYKTYpbI
3a CYET HalMuMa KUCTO3HOrO U COMIMOHOrO KOMMO-
HEHTOB, C HEPAaBHOMEPHBIM HaKOMEHNEM KOHTPACTHOI 0
npenapata, bonble no nepudepuun, npunexaiiee K
HUMHEW Nosioi BeHe (6e3 ABHbIX MPU3HAKOB ee MHBa3uK),
HW)KHEMY KOHTYpY MpaBOW [OMM NeyvyeHu, MnpaBow
BOnbLLIOM NOACHWYHOW MbiLLLe (prCyHOK 6A).

B Bo3pacTe 5 MecsueB pebeHOK rocnMTannsmpoBaH
B8 HMULL OFOW um. OMuTpusa Poravesa. CTOUT OTMETUTD,
YTO OMyXOflb XapaKTepu3oBanach KpanHe arpecCcuBHbIM
pocToM. Tak, no gaHHbiIM MCKT opraHoB BpioLLHoW
MOMOCTH, BbIMOSHEHHOW cnycTsA 18 oHew oT uHUUManb-
HOFO UCCMefoBaHMsA, KOHCTATMPOBaHa Bbipa)KeHHas
oTpuuaTenbHas AMHaMKWKa 3aboneBaHvs BBUAOY YBeNU-
ueHns obpasoBaHus Bornee yeM B 2 pasa (pucyHok 65).

Mo paHHbIM NpoBeaeHHoro foobcnenosannsa ybeoun-
TenbHbIX AaHHbIX 38 HanMune OTHANeHHOro MeTacTa-
TMYECKOro Nnopa)keHus MnonyyeHo He bbino. Takum
06pa3oM, MOATBEPSKIEH MOKArbHbIN XapakTep peunamsa
OCHOBHOro 3aboneBaHusa. B uensix nomcka mMuLLeHew
LS MONEeKyNApHO-HanpaBfeHHOW Tepanuu npose-
AeHo MMMyHorucToxmummuyeckoe (MIMX) nccneposanue
¢ aHTuTenamm K pan-TRK u umMtoreHeTuyeckoe nccne-
posaHue MetonoM FISH Ha TkaHu nepBunYHOM OMyXonu.
Mo gaHHbIM UIMX-nccnenoBaHusa nosyyveHa HeraTuBHas
peakumsa ¢ pan-TRK, nepecTtpoek reHa ETV6 He BbisB-
neHo. YunTbiBas pasMepbl obpasoBaHua u ero pacno-
NOXEHWE, NPOBEEHNE XMPYPrUYECKOro feyeHns boino
COMPSAKEHO C BbICOKUM PUCKOM MHTPaOMNepaLmoHHOro
pas3pblBa OMyXOny UM MOBPEKAEHNEM KPYMHbIX COCYAOB,
a TaKXe C BO3MOXHbIM MPOBEAEHNEM HepaauKanb-
HOrO y#aneHus omyxofn. B cBA3n ¢ HEBO3MOXHOCTLIO
BbIMOSTHEHWSI ONEePaTUBHOIO JIEUYEHWSA UMM Ha3HAYeHUs
TapreTHoOM Tepanuu bbl1o NPUHATO peLLeHne O NpoBe-
AEeHUM NpeaonepaLmoHHON XuMmoTepanun. Bengy oTcyT-
CTBMA €OMHbIX CTAHOAPTOB XMMMOTEPaNuM Mpy PeLmanBax
BMH, a Takke nprHMMas BO BHUMaHWe pPeoKkoCTb AaHHOM0
cobbiTus (uacToTa BCTpeyaeMocTu oKono 4%), nauneHT
Bbin 0b6CYyXOEH C PYKOBOAMTENIEM MEMAYyHapO[HOro
npotokona SIOP-RTSG-2016 Umbrella npocheccopom
HopGeptoM pachom (FepmaHis). PekoMeHnoBaHo npose-
LeHve 4-HepenbHol npeponepaunorHor MXT no cxeme
AV c oLeHKON 0TBeTa MO OKOHYaHWUKM 2 Hep Tepanuu.
Tak, NMpu COKpaLLeHUN pa3MepoB OMYXONN MOKa3aHo
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PucyHok 6

MCKT-kapTuHa naumneHTa Nod B peunavse 3abonesaHus
A — vH1UWanbHoO B BPIOLLIHOM NOMOCTW BU3yanu3npyeTcs
MaccuBHOe KMCTO3HO-COnnaHoe obpa3oBaHne HeOLHOPORHON
CTPYKTYPbl, HEPaBHOMEPHO HaKamn1BaloLLee KOHTPACTHbIN
npenapar, obwumMmn pasmepamm 8o 6,9 x 5,9 x 9,3 cm (pac-
ueTHbI 06beM 197 cM®); b —uepes 18 aHelt 0T MHULMASIBHOM
MCKT pasmepbl 06pa3oBaHusa yBenmumnmuen oo 8,6 x 8,5 x 12,2 cm
(pacueTHblit 06bem 463 cM?);

B — nocne 4 Hepn, npenonepaumnonHoi MXT: paaMepsbl obpasosa-
HUSA yMeHbLLMAMCb 00 4,7 x 4,9 x 5,4 cM (pacueTHbil 00beM

66 cM®)

Figure 6

MSCT images of patient 3 at disease relapse

A —initially, in the abdominal cavity there was a large cystic
and solid of inhomogeneous structure showing heterogeneous
enhancement and measuring 6.9 x 5.9 x 9.3 cm (with a calcu-
lated volume of 197 cm?); B — over the course of 18 days after
the initial MSCT, the mass enlarged to 8.6 x 8.5 x 12.2 cm (with
a calculated volume of 463 cm?); B — 4 weeks after pre-oper-
ative multi-agent chemotherapy: the mass decreased to 4.7 x
4.9 x 5.4 cm (with a calculated volume of 66 cm?)



KIIWHUYECKWUE HABJNTIOAEHUA

npoposikeHue HeoapbloBaHTHou MXT pno 4 Hepn, a B
Cryyae OTBETA Ha MPOBOAMMYIO CUCTEMHYIO Tepanuio —
MonbITKa NPOBeLEHWSI ONepaTUBHOIO BMeLLATENbCTBA.

[1o OKOHYaHUKM 2-HepenbHOro Kypca Heoapblo-
BaHTHOM [IXT no cxeme AV pebeHky 6bino Bbinon-
HEHO KOHTponbHoe Y3W, Mo paHHBIM KOTOPOTo
OTMEUYEHO COKpaLleHne pa3MepoB onyxonu Ha 37%, B
CBfI3U C YEM NPUHATO peLueHne o npoposikeHun MXT
00 4 Hep.

[Mo okoHuyaHun 4 Hepn npeponepaunoHHon NMXT
OTMEYEHO COKpalleHne pasmepoB onyxonu Ha 80%
(pucyrox 6B).

YunTbiBas 3HauMTENbHOE COKpallleHWe pa3mMepoB
OMYXOSW, CHWUMKEHWE PUCKOB WMHTPaoMepauMoHHbIX
OCJTOKHEHUI, CrefyowmM 3TanoM nauueHTy 6bino
NpoBeAeHO onepaTMBHOE BMeLLaTeNbCcTBO B 0bbeme
nanapoTomMuu, ynaneHus HoBoobpasoBaHusi 3abpio-
LUMHHOrO MPOCTPaHCTBa crpasa. [locneonepaumnoHHbIN
nepuvoA npoTekan rnafgko. Mo pesynbTaTaM rucTono-
FMYECKOro 1ccriefoBaHNUs NocfieonepaLmoHHoOro MaTe-
pnana — natomopcos Il ctenenn B peumause BMH
Knaccuyeckoro Tuna (pucyHok 56).

Mpu noBTOpHOM 0BCYyKAEHMM NaumeHTa ¢ npodec-
copoM HopbepTtoM 'pachoM pekoMeH0BaHO NPOBefeHne
4-HepenbHoM apbioBaHTHOM MXT no cxeme AV. lNocne
OKOHYaHWA NeYEeHUsT KOHCTATUPOBaH MOJIHbIA OTBET,
NauMeHT OCTaBMEH NOA AMHAMUYECKUM HabiogeHVeM.
K HacTosiLleMy MOMEHTY AAWUTEeNbHOCTb HabnoaeHns
cocTaBnsieT 14 mec, No gaHHbIM NOCMNEeLHEero KOHTPOSib-
Horo obcrnepoBaHusa y naumneHTa COXpaHAEeTCs MOJSHbIN
OTBET N0 OCHOBHOMY 3aboneBaHuio.

OBCYXOAEHUE PE3YJIbTATOB UCCJIENOBAHUA

Bnepsbie BMH kak otaenbHas Ho3omnornuyeckas
e0uH1La, OTNINYHanA oT HedbpobnacToMel, bbina onucaHa
R.P. Bolande B 1967 r. [14]. HeobxoamMMo 0TMETUTb, UTO
BMH pecaTtunetuamu paHee ysxe bBbina nssecTHa nop
PasnNYHbIMU Ha3BaHUSAAMU, TaKUMU Kak «dheTasnbHas
noyeyHad ramapToMa» WM <«nelnoMUoMaTO3Has
noyeuHas ramapTtoma» [2, 14]. BMH Hanbonee yacTto
OMarHocTupyemMoe HoBoobpa3oBaHMe MOYEK y AeTew
NepBbIx MecsALEeB Xu3HW. [0 MMeloLMMCS MTEpaTypHbIM
LaHHbIM, bonee yem 90% cnyuyaes BMH npuxopstcs Ha
NEePBbIA FOA KU3HW, NPY ITOM Y NaLMEHTOB CTapLue 2 neT
OHa MouTH He BCTpeyaetca [6].

BMH npenctaBnseTr coboin yHunatepanbHoe
conuaHoe obpa3oBaHMe Me3eHXMMarnbHOr0 MPOUCXOK-
aexus. Onyxonb XxapakTepusyeTcs MeCTHO-UHPUIbTpa-
TUBHbLIM POCTOM B NepUpeHarbHYI0 XUPOBYIO KIeTYaTky
[15]. M. van den Heuvel-Eibrink 1 coaBT. Ha rpynne u3
133 naumexTtoB ¢ BMH otMmevaloT, uyto B 74% cnydyaes
cTaavsi 3aboneBaHMs Ha MOMEHT NMOCTaHOBKM iarHo3a
pacueHuBanacb Kak I/Il, Takse aBTopbl obpaluatT
BHUMaHUWe Ha oTcyTcTBue bunatepanbHbix dhopM 3abo-

NeBaHus 1 OTAANIeHHbIX METacTa3oB Y BCEX MEPBUYHBIX
naumeHTos [5].

Kak Bbino ckasaHo paHee, BMH MoxeT bbiTb 06Ha-
PY)X€Ha He TONbKO NPeHaTanbHO, HO M aHTeHaTaslbHO BO
BpeMs npoefeHus Y3W nnopa, uto CBUOETENLCTBYET
0 BPOXOEHHOM xapaktepe onyxonu [2, 3, 15]. Tak, B
kKnuHuueckux cnyyvasax Nel mn Ne2 obpasosaHue bBbino
obHapyseHo BO BpeMs nnaHoBoro Y3W Ha 40-# u 22-i
Hepensx 6epeMeHHOCTV COOTBETCTBEHHO. KnunHuueckue
nposieneHus npu BMH MoryT oTcyTCTBOBaTb, M LOBOMBHO
YyacTo ONyxoflb ABMAETCH CNy4YaHON HaXOLKOW B BMAE
nanbnupyemMoro obpasosaHus unv Bo spems Y3U [2, 6].
Tak, B KMMHUYEeCKOM cnydae Ned onyxonb bbina BbisiB-
NEeHa CnyvarHo Ha 2-11 Hefierne Ku3Hu nocpeactaom Y3W.
Y HEKOTOPbIX MaLMEHTOB MOXET NPUCYTCTBOBATb rMnep-
KanbLMeMus U runeppeHMHeMns, KOTopble, BEPOATHee,
accouMMpoBaHbl C MapaHeonIacTUYECKNM CUHAPOMOM
[6, 16]. Y peTeit ¢ BMH MoskeT BCTpeuaTbCs apTepu-
anbHasa runepteH3us. Mo faHHbIM NMTepaTypbl, apTe-
puanbHasi rMnepTeH3uns HexapakTepHa ana BMH, Ho, no
BCEW BMOMMOCTU, MOXET BbITb CNEeACTBMEM U3BLITOYHON
CEKpeLn PeHnHa B Criyyae BOBIEYEHUS IOKCTarfioMepy-
nspHbIX KneTok [17]. Mo HekoTopbIM OMyBnMKoBaHHbLIM
LaHHbIM, HabnogaeTcs cBsA3b Mexxny BMH, MHoroBoguem
U NpeskaeBpeMeHHbIMU pofiamu [18]. B Halel paboTe
Hambonee ApKas KNMHUYeCcKas kKapTuHa bblfla 0TMeueHa
B K/IMHMYeCKOM criyyae No2, roe Ha choHe arpeccwuB-
HOrO pocTa oMyxomnu, Kak B aebloTe, Tak u B peumanse
3aboneBaHna 0TMeEYanuchb KIMHWYECKME NPOSABMEHUS
OH n cepoeyHol HepocTaTOYHOCTU, 0BYCNOBMEHHbIE
Macc-3pDEKTOM.

Makpockonuyeckaa kaptuHa BMH npepcTtas-
neHa cofMiHbIM 0Bpa30BaHNEM OT XKeNToBaTO-CEeporo
[0 KenTOBaTO-KOPUYHEBOrO LiBETa, C NaHLETOBUAHOM
MOBEPXHOCTbIO pa3pesa, HanoMUHaloLLen NefoMUomMy
MaTKn. OBbIYHO OMyX0flb MMEET YETKME rpaHuLbl, HO
TaKXe MONET BbIBNATLCA UHPMIIBTPALMA B MOYEYHYIO
MapeHX1My WK OKOJIOMOYEUHYIO KUPOBYIO KINETUYaTKy.
MHorpa MakpocKoMMUYeckn MoryT BCTPeYaTbCs KUCTO-
3Hble NOMOCTU. TakKe MOryT BbiTb 3aMeTHbI KPOBOM3-
NUAHMA 1 Hekposbl [19]. MuKpockonuyeckas KapTiHa
3aBUCUT OT TMCTONOMMYECKOro Tuna onyxonu. Tak,
MWKPOCKOMUYECKMN KITACCUYECKUIN FUCTOSIOrMYECKUI
™1n BMH npeacTaBreH B BUOE NepeCEKAIOWMXCS MyYKOB
rnagkux BepeTeHoobpasHbIX KNEeTOK C KoHycoobpas-
HbIMW ApaMn U PO30BOMN LIUTOMNIA3MOMN, MUTO3bI BCTPE-
YaloTCA PEKO, HeKpo3bl oTcyTCTByIOT [19]. KneTouHbii
rucTonormyeckuii Tun BMH, HanpoTuB, XxapakTepuayeTcs
BbICOKOW KIETOYHOCTbIO, OMyXOSeBble KI1eTKU UMeloT
OBasbHYI0 UNK Kpyrnylo dopMy ¢ HebonbLIMM Konnye-
CTBOM LMTOMMa3Mbl, C YaCTbIMW MUTO3aMMW 1 HEKPO3aMM
[19]. CMewwanHbIi TMN BMH coueTaeT B cebe cBoiicTBa,
HaMmOMMHAIOLLME KaK KMaCCUYECKWI, TaK M KIEeTOYHbIN
Tnbl BMH [7]. Mpn 3TOM BasHO OTMETUTb, UTO Knac-
cuyeckuit TMn BMH MuKpocKonuuyeckn HamoMuHaeT
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dmbpomaTos, a KINIeTOYHbIN TUM MUKPOCKOMUYECKM CXOK
C MHhaHTUNbHOM dombpocapkomoit (D) [7, 19].

Cneumdcbmueckon UIMX-kaptuHel y BMH Het. B 2016 1.
D. El Demellawy u coaBT. npoBenu uccrnenoBaHue ¢ Lenbio
onpepenutb UIMX-npodounb pasnuuHbIX ructonorunye-
ckmx Tmnos BMH. lNpun knaccuuyeckoM rmctonormyeckom
Tvne BMH HabniogaeTcs saepHas aKkCnpeccus UMKIMHa
D1 u umTonnasmaTtnyeckas aKkcnpeccus beTta-KaTeHuHa.
UrX-okpalumsarmne Ha DOG-1 (xapaKTepHbiii Mapkep Ans
Me3eHXMMarlbHbIX OMyXonei) Bbifio MOMOKUTENbHBIM B
60% cnyyaeB knaccuueckoro Tmna BMH. B To xe Bpems
Y NaLMEHTOB C KIETOYHbIM MMCTONOrMYeckuM TunoM BMH
3KCMpeccuy BbilLieyKa3aHHbIX MapKepoB He Habnioganock.
PAX8 v plé xapaKTepn30BanMcb BblpaXEHHOW 3Kcnpec-
CMei BO BCEX M3Yy4YeHHbIX crnyyasx BMH HesaBucuMo ot
FMCTONOrMYecKoro Tuna onyxonu. lposeaeHHoe uccne-
LOBaHWE NMOKa3ano, 4Tto coveTaHue UIMX-okpalumBaHus Ha
BeTa-kaTeHuH 1 unknnH D1 MokeT noMoub Mopdbonoram
B AvdycpepeHuUmManbHoi AMarHoCTUKe KIacCUYecKoro u
KreTo4Horo Tunos BMH, ocobeHHO B NorpaHnyuHbIX Cryyasx
MPY OMyXO0SIsX C NPOMENKYTOUHOW KIIETOYHOCTbIO, KOTOpbIe
TPYAHO OAHO3HAYHO MOEHTUULIMPOBATL MOPCDOSIOrMYECKHU
[20]. NononHWTeNbHBIM MapKepoM LM MOATBEPsKASHNS
ouarHosa knetouvHoro Tuna BMII, kKak v ona opyrux
onyxonew ¢ nepecTpoirikamu reHoB cemeicTea NTRK, siBnsi-
eTCH XapaKTepHasi No3uTUBHasA peakums ¢ pan-TRK [21].

leHeTuyeckasa cBA3b Mexay UN® u KNeTouHbIM
rucrtonornyeckmMm tunoM BMH Bbina ycTaHoBneHa,
Koraa XpoMocoMHas TpaHcnokauus t(12;15)(p13;q25),
MpMBOAALLas K DOPMUPOBAHMIO KAHOHUYECKOrO XMMep-
Horo TpaHckpunta ETV6—-NTRK3, nepBoHayanbHo obHa-
pyseHHas B NP, bbina Takke naeHTMdULMpOBaHa B
K/IETOYHOM rucTonornyeckoM tune BMH [12]. OcHo-
BbIBAsICb HA OMHAKOBOW XapaKTepHON TpaHCMoKaumu
t(12;15)(p13;925), npuBOAALLEN K CIIMAHMIO FeHOB, Bbifo
BbICKa3aHO MpennosioKeHne, YTo KNneTouHbin Tun BMH
MOXeT OblTb MHTpapeHanbHOW )OpPMOI BPOXAEHHON
N [22, 23]. BaskHO yKasaTb, UTO JaHHOE rEHETUUECKOe
cobblTWe HMKOrAa He BCTPEYAETCA NPU KNacCUYeCcKoM
ructonornyeckoM tune BMH, npu atom oTcyTcTBuME
crmanus reHoB ETV6 n NTRK3 B knaccmyeckoM Tune
BMH koppenupyet ¢ ero otcytctemem npu U [2, 7,
22]. o NocnemHUM NUTepaTypHbLIM AaHHbLIM, OMUCaHbI
HeobblYHble Crlyyan KMEeTOYHOr0o FMCTONOrMYEeCcKoro
Tna BMH ¢ HEKAHOHWMYECKUM XMMEPHBIM TPAHCKPUNTOM
ETV6-NTRK3 [1, 24]. AnbTepHaTuBHble XUMepHble
TPaHCKPUNTbI, AETEPMUHUPYIOLLME NATOreHe3 KIeToy-
HOro rucTtonormnyeckoro Tuna BMH, skniovaiot EML4—
NTRK3 v EML4-ALK [1, 24].

Cumtanocb, YTo ANA Knaccuyeckoro Tuna BMH Het
XapaKTepHbIX reHeTUYeCckx abeppauunii, Noka He Tak
LaBHO He bbinu onybnmMKoBaHbl Cepun UCCefoBaHUi,
CBUAETENLCTBYIOLLME O HANIMUYWMK BHYTPEHHEN TaHAEMHON
LyNSMKaLMKU KMHa3Horo foMeHa reHa EGFR, BcTpevalo-
LencAa B NoAaBnsioeM bosbLUMHCTBE CryYaeB Knac-
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cuyeckoro Tvna BMH [23, 25]. [lynnukaumm KMHasHoro
ooMeHa reHa EGFR Bbinu onucaHbl paHee B peaKux
cnyyasx rnnobnacToMbl U NeroYHow afeHoKapLMHOMI
[26, 27]. J. Wegert 1 coaBT. B CBOeM WCCIIe40BaHWH
0BHapyunnM BHYTPEHHIOIO TaHAEMHYIO AYNVKaLMIo
KMHa3Horo nomeHa reHa EGFR B 30 (66,6%) u3 45
nccrefoBaHHbIX MaTepuasioB MaLMeHTOB C Kiaccuye-
CKuM TunoM BMH [23].

Mpy 3TOM HEObX0AMMO NMOLYEPKHYTb, YTO MOMMMO
OMMCaHHOMN MCTONOMNYECKON KAPTUHBI U CMIEKTPA MOSIEKY-
NAAPHO-TEHETUYECKNX M3MEHEHWI BaXKHbIM AvarHocTuye-
CKuM KpuTepreM BMH siBnsetca BospacTt MeHee 2 niet [6].

B HacToAwwmn MomeHT B EBpone neuyenne BMH
OCYLLleCTBNISIeTCS B paMKax pekomeHpaumin SIOP-RTSG
[28]. Tepanusi nepeoi NUHMK BKIloYaeT B cebsi npose-
AeHne HeddPIKTOMUN. BaskHbIM aCneKTOM XMpyprudeckoro
neyeHns ABMSIETCA yaaneHve napaHedpanbHol K1poBow
KrneTuyaTku, Tak kak BMH nMeeT TeHoeHUMIO K MHpUIb-
TPaTUBHOMY POCTY B OKPY}KaloLuMe TKaHW. [10 3ToW Ke
MPUYMHE NPOBELNEHNE OPraHOCOXPaHSIOLLMX BMELLIATETbCTB
HE PEKOMEHLYETCS, MOCKOSIbKY 3TO MOBbILLAET PUCK Hepa-
AMKanbHOro ypaneHus onyxonu. MoBTOpHylo onepaumio
CrnefyeT paccMaTpvBaTh TOMbKO B TOM Cryyae, ecrv npu
MEPBUYHOM pe3eKLMM ONyXorb U NapaHeppanbHbIA }Up
BbIM ynaneHsl He NOMHOCTbIO. AobloBaHTHas MXT y naum-
€HTOB co cTagusiMu I/Il, HE3aBMCMMO OT FUCTOSIOMMUYECKOrO
BapuWaHTa Oryxonu, He TpebyeTcs, TaK ke Kak U Npu cTagum
Il knaccnueckoro Tna BMH. Monb3a apgbiosaHTHOM MXT
015 NaUMEHTOB C KNeToYHbIM TunoM BMH ctagum Il aens-
eTca cnopHoit [2]. Tekywimne pekomerHpaumm SIOP-RTSG
BKJTIOYAIOT MPOBEEHNE MOBTOPHON OMEPaLyy Y MaLMEHTOB
C KNEeToYHbIM TNoM BMH 1 nonoxuTenbHbIMU KpasiMm
pe3eKuMn, Npu 3TOM afbloBaHTHas Tepanus no cxeme AV
B TeueHue 28 Hep 3ape3epBMpOBaHa Ha Cryyain Hepapu-
KanbHol onepaumn second-look [28].

BMH paccmaTpuBaeTcsa Kak XMMUOYYBCTBUTESbHASA
onyxofb. CornacHo o63opHon pabote S.L. Gooskens u
CoaBT., HeoambioBaHTHas MXT (cxema AV) nposogunack
9 naumeHTaM n3 263, ONUCaAHHLIM B MeXAyHapOAHOM
nutepatype. B 6 cnyuasx bbin oueHeH 0TBET Ha NPOBO-
ommytio MXT, B & crnyyasix pasMep Onyxonu YMeHbLUMICS
He MeHee yeM Ha 30%, B TOo BpeMsa Kak B 1 cnyuyae
HaobopoT bbina 3aperncTpyvpoBaHa nporpeccusi 3abo-
NEeBaHUA, 0HaKO MOCeonepaLnMoHHOe MTMCTONOrMYeckoe
nccnenoBaHune nokasano, 4to 80% onyxonu bbino npea-
CTaBMneHo Hekposamu [2].

Wccneposanus acbdektnsHocTm MXT y nauneHToB
C KNneToyHbiM noaTunoM BMH nokasanu apeksaTHbIV
OTBET Ha pPasfiMyHble KOMBUHALMWN BUHKPUCTUHA, aKTU-
HoMWumHa [, jokcopy6uumMHa 1 umknodocdammaa [10,
29]. Takske Bbln QOCTUIHYT XOPOLUMIA OTBET Ha cxeMy ICE
(ndpochammn/kapbonnaTtuH/aTonosna) npu pedpak-
TepHbIx cryyasx sabonesanus [10].

Ponb nyyesoit Tepanuu (J1T) B KauecTse Tepanuu
BMH Ha ceropHsilUHW# LeHb He YCTaHOBMEHa, Ho,
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yunTbIBas BO3pacT MaUMEHTOB, AONFOCPOYHbIe nocnen-
ctBust JIT MOryT npeBbillaTb BO3MOMKHYIO MOMb3y
(8, 10].

MporHos npu BMH oueHunBaeTca kak bnaronpu-
ATHbIN. AHanu3 pesynbTaToB nevexHns S50 nauveHToB
¢ BMH, npoBeneHHbIn HeMeLkuM 0BLLECTBOM BETCKUX
OHKonoros u rematonoroe (GPOH), npogeMoHcTpu-
poBan nokasatenu bCB v OB, paBHble 94% 1 95% cooT-
BeTcTBeHHO [29]. BCB y peTeit ¢ BMH B Bo3pacTe Ao
3 Mecsues cocTaeuna 100% [29]. dakTopaMu, oKasbl-
BalOLLMMMN HeraTMBHOE BIIMSIHWE Ha MPOrHO3, SBMAMNUCH
KINETOYHBIA MMCTONOrMYECKUIA TUM, BO3PacT Ha MOMEHT
MOCTaHOBKYM AuarHosa bonee 3 MecsAueB n cTaausa 3abo-
nesanws Il [29]. B uccnepnosanmm S.L. Gooskens 1 coasr.
264 (96%) 13 276 naumeHToB Bbinu sKMBbl, a 12 (4%) —
nornbnu. MpuMeyaTenbHO, YTO NPUYMHBI NETANBHOMO
ncxopa NPUMEPHO B MOMOBWHE CryYaeB Obinu CBA3aHbI
C NeYyeHveM, Npy 3ToM HOMBLUMHCTBO NOrmMbLInX naum-
€HTOB 6blINI HOBOPOKAEHHbIMM [2].

Peunguebel BMH aBnfaoTCcS [OCTAaTOYHO pemkum
cobbITMeM, Ux yacToTa cocTasnseT okono 4%, npuuem
Hanboree YacTo peumanBMpyeT KneTouHblid Tun [1, 2]. B
nuTepaType UMelTCs eAMHUYHbIE YNOMWHaHWS O peLm-
aMBax Kraccuueckoro tvna BMH [8, 9]. S.L. Gooskens u
COaBT. B CBOe 0030pHOM CTaTbe C KpyrMHeWLLei BbIbopKow
Ha CEropHsILLHUA OeHb NPeCcTaBUIM COBOKYMHbIE AaHHbIE
306 naumeHToB, B 12 criyyasix OTMEUYEHO pasBUTUE peLu-
OvBa 3abonesaHus, n3 HUX B 9 cryyasx peuuoms Bbin
NoKarbHbIA, B 3 — MeTacTaTUueckuin (nerkue, Koctn u
HensBecTHas nokanusaums) [2]. B 2017 r. S. Jehangir u
COaBT. MPOBENW aHanu3 JOCTYMHON NIMTepaTypbl C Liesbio
Bornee meTanbHO OXxapakTepusosaTh peumavesl BMH [8]. Y
20 (53%) us 38 peteit ¢ peumansaM BMH 6bin anarHo-
CTMPOBaH noKanbHbli, y 7 (18%) — KOMBUHMPOBAHHbI
ny 11 (29%) — MeTacTatTuueckuin peumamesl [8]. UHTe-
PECHbIM MPEeACTaBMAETCS TO, UTO B MESKOAYHAPOOHOW NnTe-
paType He onucaHo MOpONOrMyeckin NOLTBEPXKAEHHbIX
Crny4aeB BbISIBMIEHUA OTAASIEHHbIX METACTa30B HAa MOMEHT
NOCTaHOBKM auarHo3a BMH, ogHako oHu onucaHbl y naum-
€HTOB C peumanBamm 3abonesanus [2, 8]. B rpynne nauu-
€HTOB ¢ peumnavBamy BMH B 76% cnyyaeB uHuumanbHas
NoKarbHas cTagums OMyxofeBoro npouecca oLeHVWBanach
kak lll. CpenHee Bpems 4o peumayBa COCTaBWmo 6 Mec
MOMeHTa NepBuYHOM onepaumu. Bce peumamsel, npencras-
neHHble B nybnunkaumm S. Jehangir n coasT., 3a UCKnioYe-
HWEM OAHOr0, BbINM KNETOUHOMO MMCTOMIONMYECKOro TMNa
BMH [8]. B Haluei paboTe npeacTaBnieHbl Cryyan peum-
LVBa KaXporo u3 3 ructoniormyeckmx Tunos. Y 2 us 3
naumeHToB (KnnHudeckme criyuan Nel u Ne2) ctanms sabo-
nesaHus bbina lll. BaxHo otMeTuTb, uto cTagus lll Beina
0byCcroBneHa MHTPaonepaLMOHHbIM U NPEROoNEePaLMOHHbIM
paspbiBamu onyxonu. B 1 cnyuae (naumerT Ne3) ctaams
3aboneBaHvs Npy NEPBUYHON OMArHOCTUKE OLEHMBAnNach
Kak |l, ogHaKko TOUHasA OLEeHKa KpaeB pes3ekumun He npen-
CTaBMAMacb BO3MOXHOM.

oBopsi 0 Tepanuu peunanBoB BMH, ctonT obpa-
TUTb BHWMaHWE, YTO efMHbIX CTaHOAPTOB NIEYEHUS He
cyluecTsyeT. Bce aBTopbl cXogsTCA B TOM, YTO B Cryyae
pa3suTua peumansa BMH nokasaHo nposeneHue nosTop-
HOr0 XMPYPrMYeCcKOoro fieYeHus, ofHako BOMpoc 06
060CHOBaHHOCTU M NOJIb3€ Kak HEOamblOBaHTHON, TakK M
apbloBaHTHOW MXT ocTaeTcs OTKPbITbIM. VicTopuyeckm
BCE MaLMeHTbl Nofyyanu MyfnbTUMOAAsbHYI0 Tepanuio,
BKIOYaloLwyo B ceba xupypruveckyio pesekumio, MXT
n JTT. OTHOCKTENbHbLIA BKNAL KaXAoro 13 3TUX MeTOAO0B
Tepanuu B 0bLLy0 3PPEKTUBHOCTb NeyeHus Bbin Hens-
BecTeH [10]. B 2002 r. D.M. Loeb n coasT. nposenu
aHanu3 nuTepaTtypbl, B paMKax KOTOpPOro MpOAeMOH-
cTpupoBanu, yto BMH — xMMnouyBCTBUTENBHAS OMYXO0Sb.
Takske aBTOpbl B cBOen paboTe nogHANW BOMpPOC O
peskumax MXT npu peunanee BMH. B paHHoM aHanuse
nuTepaTtypbl BbINO NOKasaHo, YTO PeunanB KeTou-
HOro rucrtonoruyeckoro Tuna BMH uyscTBUTENEH K
koMbuHaumam MXT VDA (BuHKpucTMH/nokcopybuumH/
akTuHoMuumH [1) u VDC (BUHKpUCTUH/BOKCOPYBULMH/
umknodpocthbamma). B cnyuae oTcyTcTBMA OTBETa Ha
LaHHble cxeMbl ¢ 3(PdEKTOM NpUMeHAnach KoMbuHaums
ICE (ncbocdpamup/kapbonnatun/aTonosma). HecmoTps
Ha acpcdpekTmBHOCTL ICE, BEposiTHbIE pUCKM Tepanuu, a
MMEHHO HE(PPOTOKCMYHOCTb, MOrYT MPEBbILLIATHL OXuaa-
eMyl0 Mosib3y, B CBA3N C YeM AaHHylo onumio MXT cTout
paccMaTpuBaTh TOMbKO B CIlyyae OTCYTCTBUS OTBETA Ha
npepwwecTsytowee nedverue [10]. MosaHee S. Jehangir
M COaBT. MOKa3anu, YTO MEHee UHTEHCUBHBIE PEXUMBbI
NXT, HanpuMep VAC (BUHKpUCTUH/akTUHOMMUMH [/
umknodpocdamMma), No YacToTe OTBETOB Ha Tepanuio
COMOCTaBMMbI C TaKOBOW Npu KoMBuHauuu ICE [8].
Obpaluasich ke K pekoMeHpaumam SIOP-RTSG, naum-
eHTaM B peuuanBe 3abonesaHWs MOKa3aHO NOBTOPHOE
onepaTvBHOE BMeLLATeNbCTBO C MOCMeAyioLlen agblo-
BaHTHoM [MXT cornacHo cxeme AV. Ecrnn naumeHTbl paHee
nonyyanu MNXT, B kauecTBe NPOTUBOPELIMANBHOW PEKO-
MeHgyloT cxeMy ICE unm kombrHaumio gokcopybuumHa
n umknodocammnaa. BaskHo NoHMMATL, UTO faHHbIe
nccnefoBaHna akLEHTUPOBaHbI Ha MauMeHTax ¢ peun-
OMBOM KneToyHoro Tuna BMH Beuay 6onbliero uncna
peuvaMBOB AaHHOr0 BapuaHTa onyxonu. Takxe ocTa-
€TCS OTKPbITbIM BOMPOC O NPOBEAEHUN HEOAAbIOBAHTHOM
MXT B peumnamee 3abofnieBaHus B LENSAX YMEHbLLEHUSA
pa3MepoB 0bpa3oBaHuA € MocfenyoLwmM MeHee TpaB-
MaTUYHbIM OMEePaTUBHLIM BMELLATENbCTBOM UM MEHbLLUM
PUCKOM MHTPaoMNepaLyOHHOro paspbiBa ONyXxomu.

C nosiBreHneM MONEeKyNApHO-HaNpaBEHHOM Tepanum
Bbinn pa3paboTaHbl TMPO3WMHKKMHA3HbIE MHIMBUTOPLI C
aKTUBHOCTBIO B OTHOLLEHUW COMMAHbIX OMyXOfeH C XuMep-
HbIMU TpaHCKpUNTaMu reHos cemeiictea NTRK [30].

J1apoTpeKTUHME — BbICOKOCENEKTUBHbIA MHIMBUTOP
Bcex 3 B6enkoB TRK, neMoHcTpupyeT acppeKTUBHOCTL
npy HOBOOBPa30BaHMAX C XMMEPHBbIM TPAHCKPUMTOM C
yuacTueMm reda NTRK [31]. Tak, npuHMMas Bo BHUMaHWe
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o0bbefMHEHHbIE JaHHble U3 2 KIMHUYECKUX uccre-
poBaHui, a umeHHo SCOUT un NAVIGATE, B KoTOpbIX
npuHAnKn yyactve 38 petei, B ToM uucne ¢ BMH, ¢
nepectpoiikoi reHa NTRK, obuin oteet (OB) cocTasun
94%, npu 3ToM y 12 peten 6bin [OCTUIHYT MOMHbBIN
oteeT [32]. Ponb napotpekTnHnba B KauecTee Heoadb-
I0BAHTHOM Tepanuu OLEeHUBanachb B paMKax KIMHUYe-
ckoro uccregosaHus SCOUT. Mt peteit (3 ¢ N, 2 ¢
NTRK-nepecTpoeHHbIMU BEPETEHOBUAHOKIETOUYHbIMM
OMyxonsMu) noslyyanu TapreTHylo Tepanuio NlapoTpek-
TUHMBOM. YacTnyuHbIA OTBET BblN OTMEYEH Yy BCeX naumn-
€HTOB, Y 3 U3 5 B NnocneayloweM ynanochb BbIMOSHUTb
RO-pesekuumio [33]. YunTbiBas CXOmuii Monerynsp-
Ho-reHeTuyeckuin npocounb BMH n Nd, MoxkHO akcTpa-
nonvposaTb 3T AaHHble Ha BMH c nocneayiowmnm
npoBefeHNEeM HeoaabloBaHTHON MOMNEKYNAPHO-Hanpas-
FTEHHOW Tepanun TUPO3MHKUHA3HbLIMU MHIMBUTOpPaMm
MPW NepBUYHO-HEpe3eKTabesibHbIX CIyyYasx KIIeTOYHOro
ructonoruyeckoro Tmna. B 2018 r. napoTpekTuHub ctan
MepBbIM TUPO3UHKUHA3HBIM UHIMOUTOPOM, 0B0BPEHHBIM
YnpaBfeHMeM MO CaHUTApPHOMY Haj30py 3a Kaue-
CTBOM MULLIEBbIX MPOAYKTOB M MeamkaMeHToB (Food and
Drug Administration) ana Tepanun NTRK-N03WTUBHbIX
COMMAHBIX OMyXxosien y aetei u B3pocnbix [34].

Opyrum opobpeHHbIM MO AaHHOMY MOKa3aHuio npena-
paToM SIBMSIETCA 3HTPEKTUHMO — HU3KOMOMNEKYAPHbBINA
nHrnbutop Bcex 3 6enkos TRK, a Takke ROS1 u ALK.
OH Tak e Kak 1 NnapoTpekTuHUb npoaemMoHCTpupoBan
CBOI0 3(PGHEKTUBHOCTbL MPM HOBOOBpa3oBaHusx ¢ nepe-
cTpoikom redos NTRK [35]. Tak, COrniacHO COBOKYMHbLIM
L0aAHHBIM 3 KMMHUYECKUX WUCCMEefOBaHUWA, a UMEHHO
ALKA, STARTRK-1 n STARTRK-2, B KOTOpbIX NpUHW-
Marnu yyacTue Kak LEeTW, Tak U B3pOCSible, SHTPEKTUHWNO
VHOYLMPOBAN KMMHAYECKM 3HaunMble OTBETbI NPK peLn-
AVBaX WUNW MPOrPEeCcCHmn PasnnyHbIX COMMAHBIX OMyXosewn
C HanmumeM xumepHoro TpaHckpunta NTRK. Take oH
MoKasan y[oBMeTBOpUTENbHbIN Npodunb BesonacHocTu
[36]. MonyueHHble B 2 KpynHbIX LeHTpax Poccuitckoi
depnepaumny faHHbIE TaKXe CBUAETENbCTBYIOT O BbICOKOM
3 heKTUBHOCTM M MPUEMNIEMOM NPOGINIE TOKCUUHOCTM
3HTPEKTMHMOA y NMauMeHTOB C IKCTPaKpaHUanbHbIMK
COMMAHbIMA HOBOOBPA30BaHUAMM C MOATBEPKAEHHBIMM
nepectpoiikamu reqos NTRK [37].

CucTeMaTn3npys BblLLeONWUCaHHble faHHbIe, MOXHO
MPennonoXuTb, YTO NaLMEHTaM C OMyXONsMU C XUMep-
HbIMK TpaHckpunTamu reHoB NTRK B kauecTBe nepson
JIMHUM MOKa3aHo paAukanbHoe ypanexnume obpaso-
BaHuA. [1py HEBO3MOXHOCTW MEPBUYHO PaguKanbHOM
Pe3eKLMN, NHBANMAM3NPYIOLLIEM XapaKTepe onepauuu,
YUMTbIBas BbICOKYI0 3CDDEKTUBHOCTb, KOPOTKMIA Nepuop,
[0 KOHCTaTauuu obbekTmBHOro oteeTa v bonee bnaro-
NPUATHBbIA Npodunb 6e30NacHOCTU, NO CPaBHEHMIO C
MXT, naHHbIM NauMeHTaM B KayecTBe HEOaAbIOBAHTHOM
BO3MOXXHO Ha3HaYeHWe MOMEeKyNsPHO-HanpaBneHHOW
Tepanuu C NocriefyioLWnM paguKasbHbiM yAaneHneM
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onyxonu. [laHHbl nogxop npu BMH TpebyeT npoBeneHust
MPOCMEKTUBHBIX KIMHUYECKMUX UCCIIef0BaHWNI, OfHAKO
nccneposaxue Il asbl y nepsunyHbIX naumeHTos ¢ NP
NMPOAEMOHCTPUPOBASIO HYacTOTy 0ObEKTUBHbLIX OTBETOB
Mpu Tepanum NapoTpPeKTMHMOOM, pasHyto 94% [38].

OnucaHHble HaMK KITMHUYECKWe HabrlopgeHns, Heco-
MHEHHO, MPEACTaBMAT HayYHO-MPaKTUUYECKMNI NHTepecC,
MOCKOJIbKY UNMIOCTPUPYIOT Pa3fMYHOe TeYEHUE peLu-
omeoB BMH. Y 1 pebeHka (KnuHuyeckuit cryyait Nel)
onucaH NoKanbHbI peunavs 3aboneBaHns C nopase-
HMeM nopanadparmManbHoro NPoCcTpaHCTBa Crpasa,
BEPOSiTHee, BCMEACTBME UMMMAHTaLMKN KIIETOK OMyXOomnu
B OaHHylo obnacTb B pesynbTaTe MHTpaonepauvoH-
HOr0O pa3pbiBa OMyxonu. [nuTenbHasa BbIXKMBAEMOCTb
Bbina LOCTUrHYyTa NyTeM MOBTOPHOrO XUPYPruyeckoro
BMeLLaTeNbCTBa U NPOBEAEHNSA afbIOBAHTON Tepanuu no
cxeme AV. Y BTOporo naumeHTa (KnuHuYeckuit crnyuvait
No2) oTMeueHo pasBuTHe peLManBa B PaHHWE CPOKW OT
BbIMOJSTHEHWUA MEPBUYHON OMepauun C NOCIeayoLmM
BypHbIM POCTOM OMyXONW B paHHWE CPOKU MOCIe NOBTOP-
HOMO XMPYPruYeckKoro BMeLlaTenscTBa. K coxanenuio,
NaUMEeHT Normb OT OCMOMHEHUN MHTEHCUBHOW LIMKNOBON
Tepanuu. OQHaKO LaHHbIA KITMHUYECKWIA CryYal UHTe-
PECEH TeM, YTO CBUOETENbCTBYET O BO3MOXHOCTU KpaiHe
arpeccuBHOro teyeHusa sabonesaHus. TpebywoTcs
LOMOJSIHUTENbHBIE UCCNEROBAHUSA A1 OLEHKWU MOJIeKy-
NAPHO-TEHETMYECKOro NPOomNs onyxonu B NopobHbIX
kpanHe penkux ans BMH cutyaumax. OtaensHo ctouT
06paTuTb BHUMaHWE Ha KuHUYeckui cnydam Ne3, npu
KOTOPOM OMyxofib B peuuauBe 3aboneBaHns MeHee
yeM 3a 20 gHen yBenuumnacb bonee ueM B 2 pasa.
MoMUMO 3TOro, KMUHUYecKui cnydar Ne3 npencrtasnser
MHTEPEC C NO31LMM CBOEr0 MMCTONOrMYECKOro NoATUNA,
MOCKOSIbKY PeLmanB pasBucs Npu KIacCUYecKoM Tune
BMH, uTo ABNseTcA kpaliHe penkuM cobbitvem. B pabote
S. Jehangir v coaBT. 13 27 onucaHHbIX CnyYyaes peum-
ovBa BMH Tonbko 1 Bbin npeacTaBneH Knaccuyeckum
FUCTOMOrMYecKmM Turom [8].

C KIMMHMYECKON TOYKM 3PEHUS YKa3aHHbIA criyyan
Ba)XEH, MOCKOMbKY Y JaHHOrO nauuneHTa Bbina npope-
MOHCTpVpoBaHa 3O(PEKTUBHOCTb MPUMEHEHUSI HEOAAbIO-
BaHTHow MXT npu peumnmee BMH. Ha choHe npoBoaumoin
Tepanuu no cxeme AV B TeueHue 4 Hep BbINo OTMeYeHO
3HAUMTENbHOE COKpalleHue pa3MepoB onyxonu (Ha
80%), nosBonMBLLEE BLIMNOHUTL PaaMKanbHOe XMpyp-
rMyeckoe BMeLLaTeNbCTBO U CHU3WUTb PUCKKM MHTPao-
MepaLyOHHbIX OCMOMHEHWHA. [POAEMOHCTPUPOBAHHBIN
KITMHUYECKUI CMyyall NO3BOJISIET SKCTPanonupoBaTb
Hal OMbIT AMA feYeHUs MauMeHTOB C MAaCCUBHbIMM
HepesekTabenbHbiMM peunanamu BMH. OgHako ocTa-
eTCA OTKPbITbIM BONPOC O CcTaHfapTudauuu cxeM MXT
017 Takux naumeHToB. HecMoTpsa Ha Hanuume ycnew-
HOrO OMbITa NPUMEHEHUS Kak MPefonepaunoHHON, Tak
n nocneonepaunoHHor MXT, No oaHHbIM NUTepaTypsl,
a TaKXe YCMeLUHOro onbiTa NPUMeHeHVs npegonepaum-
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oHHow MXT no cxeme AV, onucaHHOro B faHHoM paborTe,
pa3paboTka onTMManbHOM CUCTEMHOM Tepanuu, BKIlloYas
MOJIeKyNAPHO-HaNpPaBIIeHHYI0, 415 NALMEHTOB C peLu-
onBamMn BMH Ttpebyet npoBefeHVs DONOMHUTENbHbIX
nccnenoBaHum.

3AKITIOMEHUE

B pnaHHOW cTaTbe onucaHbl pPefkue KIMHUYECKue
cnyyaun peumoneoB BMH kaxporo M3 3 ructonornyeckmx
TWMOB, a TaKXKe NPEACTaBIIEH YCMELLHbIN OMbIT MPUMEHEHNS
HeoapbtoBaHTHOM [NXT B peumanse 3aboneBaHusi, NO3BO-
MSIOLLMIA SKCTPaNoNMpoBaTh ero Ans fieYeHWsi NauMeHToB
€ MaccuBHbIMK peumanamu BMH. BoaMoxkHOCTb passutus
peunameoB BMH geMoHCTpUpyeT BaskHOCTb MyNbTMAMCLM-
NnA“HapHoOro obCyskaeHUs NauMeHToB paHHero Bo3pacTa
C OMyXOMAMM MOYEK AS1A MIaHUPOBAHNS XUPYPrUYECKUX
BMELLATENbCTB, BbIMOSHEHWSI PaAUKasibHbIX OMepauuii B

COOTBETCTBMN C KAQHOHaMM OHKOXUPYPrun U TlaTesibHOro
AMHaMMYecKoro HabriogeHws 3a naumyeHTamm, 0cobeHHo B
TeyeHne nepBoro roga ot MOMeHTa onepauyn.
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