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Maetastatic renal cell carcinoma kidney in children 10 years old — possibility of targeted therapy

A.Yu. Pavlov, Z.R. Sabirzyanova, O.G. Zheludkova, A.V. Mikhalchenko
Russian Scientific Center of Roentgen Radiology; 86 Profsoyuznaya St., Moscow 117997, Russia

Renal cell carcinoma (RCC) is rare in children, its metastatic form is even rarer. At present there is no treatment protocol for children with
RCC. This clinical observation presented the patient 10 year old with RCC metastases to the lungs. After radical surgery, after targeted sorafenib

therapy the patient has a positive dynamics. At present his progression-free survival is 30 months.
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Bsepexue

Pax mmouku sIByIsIeTCSI OMHOM M3 HanOoJIee aKTyaTbHBIX
mpo06IeM COBPEMEHHOI OHKOJIOTUHU. B cTpyKType OHKO-
JIOTMYECKOM 3a00JIEBA€MOCTH Y B3POCIBIX MAIlMEHTOB
novye4yHo-kiaerouHbiit pak (ITKP) cocrabnsier 2 % u 3a-
HUMaeT 3-¢ MeCTO Cpeau 3JI0KaueCTBEHHBIX HOBOOOPAa30-
BaHUI MOYEIIOIOBOI CHCTEMEBI TTOCIIE OITyXOJIeH IpeacTa-
TeJIbHOU Xeyne3bl 1 MoueBoro my3sipsi. IIKP o6bryHO
BcTpedaeTcd B Bo3pacte 50—70 met [1]. V nmereit manHas
IaTOJIOTMST UCKJIIOUUTEILHO peaKa u coctapnsier 1,8—6,3 %
cpeau Bcex 3710Ka4eCTBEHHBIX OIYXOJIel IMoUYeK, 3a0ore-
BaeMocTh [TKP — B cpenmHeM 1 ciaydaii Ha 4 MJTH IETCKOTO
HaceneHus B rof [1, 2]. C Bo3pacToM 3a00JIeBaEMOCTh
IIKP yBenmuuBaetcst. [1o naHHbIM J1IOoHCKOTO 00I1IeCTBa
nmerckux xupypros, Ha ITKP nipuxomurcs 1,4 % Bcex omny-
XOJIell IoYeK y NMalKeHTOB B Bo3pacte 10 4 jiet, 15,2 % —
5-9 neru 52,6 % — 10—15 ner [3, 4]. Meracratuyeckast
¢opma I1KP y gereit BcTpeuaercs penko, B IuTepaType
onucaHo Bcero 18 ee ciaygaeB: M. Uchiyama u coaBT.
npoaeMoHcTpupoBanu JiedeHue [TKP y 2 maumeHTOB
C pETMOHAPHBIM METACTATUICCKUM MOPAXKECHUEM B JINM-
datnyeckue y3nbl; P. Indolfi 1 coaBT. — 3-71€THUI ONBIT
neyeHus1 IIKP ¢ MeTtacTaTuuyecKMM TMOpakKeHUEM
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y 14 maumenToB; R.S. Ismail-zade u coaBT. — crmoco6 Je-
yeHnus [1KP ¢ nomolupbio runeprepmMuu y 5 geteit, cpeau
KOTOPBIX 2 MAllMeHTa UM METaCTaTUYeCKOe Mopake-
Hue [3, 5-7].

HanHoe 3a00yieBaHIE B PaBHOI CTEIIEHU BCTpeUYaeT-
cq y AeTeil 000ux moJioB [8], B OTIMYME OT B3POCIBIX,
y KOTOPBIX OHO ITpeobiagaeT y My>kuuH. Hanbomee pac-
npocTpaHeHHble popMbl niposiBiieHusd [TKP y nereit —
MaKporeMaTypus ¥ 60JIb B 00Ky, MEHEE YaCThIe CMIITO-
MBI — CUHIPOM NaJBIIMPYEeMOI OITyXOJIX B OPIOIITHOM
MMOJIOCTH, aHeMUs U juxopazaka [4, 8]. Kak mpasuio,
kiauHudeckue npospiaeHus [TKP 3aBucsaT or cumnroma-
THKU OITyX0JIM BuiibMmca y meTeit.

Bburonornueckoe moBeneHNE ¥ IPOTHOCTHYECKIE (haK-
topsl [1KP y geteii moxo uzydeHsl. J1o cux mop He cylie-
CTBYET IPOTOKOJIOB JIEYEHUSI ISl IETEU C ATOM MaTOJOrU -
eit. C yueroM ycroitunBoctn IN1KP x xumuorepanun
U Jy9eBOW Tepanmumu XHUPYypPTHUUYECKOe JeUdeHHeE,
KaK 1 Y B3POCJIBIX, SIBJIICTCSI OCHOBHBIM METOIOM, KOTO-
PBIi IPUBOIUT K BBI3IOPOBJICHMIO, KOTIA OITyXOJIb JIOKAa-
JIN30BaHa M MOJTHOCTBIO yaaieHa. [1o maHHBIM JIuTepaTy-
PBI, BaXXHOCTh JIYICBOM Tepanmnyd M MMMYHOTEpaITuu
HE omnpeaeieHa, U pa3iuuHble PEXXUMbl XMMUOTEpATTUU
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MOKa3aJiv JINIITh MUHUMAJIBHYIO aKTUBHOCTh B KJTMHUYE-
CKUWX UCCIIeqoBaHusIX [2].

Hecmotps Ha To uto juist neuenus [TKP B muteparype
ornucaHa UMMYHOTepanust UHTepGhEepOHOM WIIM UHTEPIIeH -
KIHOM, 3()(EeKTUBHOCTH 3TOTO METOAA Y IeTei He Orpe-
JleJieHa U3-3a OTCYTCTBUSI KaKUX-JTUOO0 TTPOCTIEKTUBHBIX
PaHIOMU3MPOBAHHBIX ucciaenoBanuit [9]. Posb HOBbIX
areHTOB, TAKUX KaK MHTUOUTOPHI TUPO3MHKUHA3bI, Ha-
MPaBJIIEHHBIX HA PELENTOPHI (paKTOpa pocTa SHAOTETUS
cocynoB (VEGFR-1, VEGFR-2 u VEGFR-3), perierrropbt
(hakropa cTBonoBBIX KiIeTOK (KIT), maruburopst mTOR,
TTOJTHOCTBIO OCTAETCsl HEOTMPEAEIEHHON B TIeAnaTpuyec-
Ko paktuke neyeHus [TKP.

IIpoaeMoHCTpUpPOBAaHO, YTO OOLIMK MOKa3aTesb
S5-netHe#t BbikUMBaeMocTu y aeteid ¢ IIKP cocraBnser
~63 %, npu 3tom s craguii 1I-1V — 92.4; 84,6; 72,7
u 13,9 % coorBercTBeHHO [5]. [Ipenukropamu nucxona 3a-
OoJieBaHMS SIBIISTIOTCS] BO3PACT MAIMEHTa, pa3Mep OITyXO-
JIA, TUCTOJIOTUIECKU I TUTI U HAJTMINE COCYINCTON NHBA-
3un. [1o JaHHBIM MMPOBOIA TUTEPATYPHI, 85 % PELIMINBOB,
KaK MpaBUJIO, pa3BUBAIOTCS B TEUEHME TIEPBBIX 3 JIET TTOCTIe
YCTaHOBJIEHUS IMarHo3a [9], omHaKo MO3MHUE PEIUANBbI
TaKKe He peaku [2]. Y mereii 3To 3a001¢BaHIE MMEET Me-
Hee arpecCMBHOE TeUeHUE, YeM y B3pOCIbIX [4, 7].

Rnunuyeckuii cnyyail

boavnoii P., 10 sem, naxoduiacs Ha cmayuoHapHoM ne-
ueHuu 6 demckom ypoardponoeuueckom omoesenuu PHI[PP
¢ 28.04.2014 no nosody duaenosa: IIKP aesoit nouku, mema-
cmasvl 6 neekue, cmaous T2NOM 1.

H3 amamuesza uzeecmuno, umo nayuenm 06oseH
¢ 29.03.2014, koeda 3amemun npumecs kposu 8 moue. locnu-
Maau3upo8an 6 CMayUOHap no Mecmy HCUumeabcmea 0is 00-
caedosanus. B obwem ananuze mouu om 30.03.2014 — npo-
meunypus (300 /1), aelikoyumypus (25 6 nose 3perus),

mukpoeemamypus (50 6 noae 3penus). Ilo pesyromamam
YA6mpazeykoeoeo uccredogarus (Y3H) nowex om 02.04.2014
8bL518/1€H0 MH020Y3/1080€ 00pA308aHUe 1€60Ll NOHKU, UCX005 -
wee u3 HapyicHoil ee wacmu, pazmepom 0o 110 mm, ¢ Heod-
HOPOOHBIM HCUOKOCMHO-MKAHEBbIM U KAAbYUHUPOBAHHbBIM
co0epaucUMbIM, ¢ 2UNEP8aAcKyIapu3ayueil N0 0aHHbIM Y8emo-
6020 donnaeposckoeo kapmupogarus (puc. 1). Ilpu komnsro-
mepnoit momoepaguu (KT) epyonoii kaemku om 03.04.2014
00HAPYICeHbl MHOJCECEEHHble MemAacmassl  AeeKue pas3-
mepamu do 9 mm. Ha ocnosanuu KT aeekux u 3a6proutunnoeo
npoCMpancmea NOOMaEepICcOeHo Haauuue OnyxXoau 1e6oi nou-
Ku, Memacmas3sos 6 nezkue. buoncus ne 6b1noansaCs.

Ha 1-m smane nayuenm noayuan aeuenue 8 0emckom
MH020RPODUALHOM CIAUUOHAPE NO MECHY JICUMeNbCcmaa, e0e
Oblra nposedena nassuamuenas xumuomepanus (6-rHedensb-
Has) no npomoxoay SIOP 2001 oas negppobracmom: eun-
kpucmun 1,6 me sHympueenno cmpyiino (N 6), akmunomu-
yun N 1 me snympusenno cmpyiino (N 2), adpuamuvun 50 me
eHympueenHo kaneavro (No 1). Ha gpone nposodumoii mepa-
nUU NO OAHHBIM AY4eB0l OUACHOCMUKU Pa3mepbl 00pa308aHUs
ocmaesanuce 6e3 OUHAMUKU.

B mae 2014 e. 6oavHOll nocmynua 8 demckoe ypoaH-
dponoeuueckoe omoenenue PHIIPP 0as xupypeuueckoeo
AeveHUs.

IIpu nocmynaenuu 6 ne6oii noa08UHe HCUBOMA NANBNU-
pyemcs obsemHoe 00pazosanue 601bUL020 pasmepa, NAom-
HoUl KoHcucmeHnyuu, besbonesnennoe. annvie Y3U: nouxu
Pacnonodicerbl 00bIYHO,; NPABAs NOYKA HOPMANbHORO pa3me-
pa (88 x 36 mm); naperxuma 17 mm; yaue4Ho-10XaHOUHAS
cucmema (4JIC) ne pacwupena, 6e3 04aeo8blx usMeHeHUil.
Bbonvuiyro wacme aesgoil nouxu sanumaem onyxonegoe oopaszo-
eanue pazmepom 82 x 90 x 103 mm (panee 115 x 82 x 122 um)
C HepOBHbIMU HeMemKUMU KOHMYPamU, HepagHOMEPHOI 3X0-
2EHHOCMU — 8 8ePXHUX U CPeOHUX e20 omaenax ommeueHvl
HeCKO01bK0 Y4acmKo8 CHUNCEHHOI 9X0eeHHOCmU (dcudKocm-

Puc. 1. Yasmpaseykosoe ucciedosarue novex, binoAHeHHOe NO MECHY HCUMENbCMEA
Fig. 1. Ultrasound examination of the kidneys performed at a local medical facility
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Puc. 2. Yasmpaseykogoe ucciedosanue novek nocie npogedenuss NAasIUamueHoLl XuMuomepanuu
Fig. 2. Ultrasound examination of the kidneys performed after palliative chemotherapy

HbIX) 00 26 MM, 8 HUNICHUX OMOeNaxX — NPUBHAKU CKONAEHU
Kanvyunamos (puc. 2).

ITo dannbim cyunmuepaguu ckenema c ¥ Te-mexuegho-
pom om 17.06.2014 memacmamuueckoeo nopasiceHust He 8bi-
A61€HO.

Ilpu KT opearoe bprowtHoii nosocmu u epyoHol Kaemyku
80 8cex 0mMOeaAax 00ouUx Ae2kux 0OHaPYHCUBAIOMCS MHONCECH -
BeHHble MeaKle ouazu 0Kpy2a0il oopmbl He8bICOKOI NAOMHO-
CMU ¢ OMHOCUMENbHO POBHbIMU YeMKUMU KOHMYPaMu pa3-
mepamu om 2 00 9 MM (MAKCUMANBHO CAe8A 8 A3bIYKOBbIX
ceemenmax — 9 mm, cnpasa 6 C2 — 6 mm). B npoexyuu eepx-
He2o U cpedHe20 ceeMeHMOo8 Ae6oil NoUKU, cOA8AU8as noyet-
Hyro napeuxumy u cmpykmypot LJIC, deghopmupys eepxuuii
U nepedHenamepanbHblil KOHMYpPbl NOYKU, OMMECHSs cene-
3eHKY KPAHUAAbHee, nemau KUWEeYHUKA U NO0ICeNYO00UHYIO
Jcenesy 6npaso, onpedensemcs 2UNepeacKyasipHoe 00pazoea-
HUe MACKOMKAHHOU NAOMHOCMU HeOOHOPOOHOU CIPYKMYpbl
C POBHBIMU YEeMKUMU KOHMYPAMU, HEPABHOMEPHO HAKANAUBA-
roujee KonmpacmHblii npenapam, pazmepom 93 x 74 x 106 mm,
yemko omeparuyerroe om napeuxumst u 4JIC nouxu. Om-
Meuaemcs pacuiupenue OUCMANbHOI Yacmu A€ol noyey-
HOUl 8eHbl 00 9 MM ¢ MUHUMANAbHBIMU OeheKmamu KOHmMpa-
CMUPOBAHUS, 8 NPOKCUMANbHOU HACMU BeHA CYlCeHa
0o 3 mm (puc. 3).

[lranosoe emewamenvcmeo 6 obseme HeppIKmomuu
cneea ¢ mpomosKmomuell 1anapomomMHbsiM 00CHYNOM GblNO-
Heno 05.06.2014. Bo spems onepauuu 00Hapys’ceHa onyxonb
pasmepom 0o 12 cm, 3aHumarowas npaKmu4ecku 6cro NOYKY,
niomuas, 6yepucmas, HAOMHO CNASIHHASA C OPHOWUHOLL, Om-
MecHAUAs NOYKY MeQUANbHO U KHU3Y, NAOMHO NpUAe2ar-
was K cenezeHke no gepxremy noaiocy. Boioesena noueunas
HOXCKA, 8 NOYEeYHOU 6eHe — O0AbUIOL ONYX0aesblil MPoMo
pazmepom 0o 2,5 x 1,5 cm; 6eHy nepesszanu npokcumanvhee
mpomba. Boinoanuau paduxkaivhyio Hegppaxmomuro 6e3 Ha-
PYUleHUs 4eaoCmHOCMuU Kancyavl onyxoau (puc. 4).
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3akxatouenue eucmonoeu1eckKo20 Uccae008anUs onepayu -
OHHO020 Mamepuana: ceemaoxnremounnviii IIKP Il cmenenu
3no0kavecmeennocmu (no Fuhrman). Ilpusnaku aneuonum-
gamuueckoii ungazuu paxa He ooHapyicensl. Onyxons epac-
maem 6 cpedHe-gepxHue mouegoie yauleuku. He ommeueno
8pACManusl Onyxoau 8 A0XaHKy No4ku (coagnreHa onyxonvio
CHApysICcU), AHAMOMUHECKYI0 KANCYAY NOUKU, naparneppans-
HYI0 KAem4amKy U Kaemuamky no4eunoeo cunyca. Ilo kparo
pe3eKyuu MOHemoYHUKA ONYXoae8ble KAeMKU He Gbls8AeHbL.
B npoceeme noueueuroii 6eHvi — 0nyxonegulii mpomo, npeo-
cmasenennnlii Knemxamu IIKP u ¢pubpunom. Ipusuaxos ae-
uebH020 namomopgosa onyxoau He obnapysceno. TkaHb
ONYXoAU NOYKU NOCMPOEHA U3 INUMEAUOUOHBIX KAeMOK
CO c8emAoll YUMONAA3MOU U MOHOMOPPHIMU KPYeAbiMU
aopamu (70 % mxanu onyxoau) u gepemeHoo6pasHbix (cap-
KomamouoHwix) knemok (30 % mianu onyxoau). Ilo dannoim
UMMYHOSUCMOXUMUYECK020 UCCAe008AHUS 8 KAeMKAX ONny-
xoau evisienena sxcnpeccuss CDI10 (+++), EMA (+), sumen-
muna (+) u PAX-8 (+). He o6napyscena sxcnpeccus yumo-
xepamunos, HMB-45, MelanA, MITF-1, WT-1, c-kit
(CD117), RCC u decmuna.

[locaeonepayuonnsiii nepuod npomexan 6e3 oca0icHe-
HUl.

Ilo peayarvmamam konmpoasvnoti KT aeexux, opeanos
OpHOWHOI noaOCMU U 3A0PHOUUHHO20 NPOCMPAHCMEA
om 07.07.2014 dannbix 0 Haauuuu 10Ka1bHOR0 NPOSPECCUPO-
8aHUsl npoyecca He NOAYYEHO, omcymcemayem OUHAMUKA
Memacmamu4ecKux uzmeHeHuil @ neekux (OucceMuHuposan-
Hoe ux nopaiceue).

C yuemom Haauuus omoOaleHHbIX Memacma3sos y nayi-
eHma nocne npogederusi paduKaibHO20 ONePamugHoO20 Aeye-
nus ¢ 10.07.2014 nauama mapeemuas mepanus Npenapamom
1-it aunuu copagenubom c pedyxkuyueii 00361 — 1/2 003b1
om peKoMeHOYeMOi npu AeveHuu @3p0oCAbiX NAYUeHMO08
(200 me 2 pasa 6 denv).
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Puc. 3. Myasmucnupanvhas KoMnblomepHas momoepagus opeanos epyoroil Kaemxu u Opiounoil nosocmu 0o onepayuu. Cmpeakamu yKasanl o4aeu 6mo-

PUUHbIX nopamenuﬁ NeeKux

Fig. 3. Spiral computed tomography of the thoracic and abdominal organs performed prior to surgery. Arrows indicate foci of secondary lung lesions

Ha gone nposodumoeo reuerus no 0aHHbIM SMANHO20
AYHe8020 KOHMPOAs NPOPECCUPOBAHUsL ONYX0Ae6020 NPOyeC-
ca He ommeueno, Habardaemces yacmu4Has pedyKyus mema-
cma3zoes @ nezKue.

Pesyaomamot KT opeanog epyoroil knemxu u OprouwHoil
noaocmu om 28.10.2014 (yepe3 3 mec om nHauara mapeemHoii
mepanuu): 6 000UX 1e2KUX COXPAHAIOMC MHONCECBEHHbIE
Meakue ouazu OKpyenoi (hopMel He@bICOKOI NAOMHOCMU
C OMHOCUMENBHO POBHBIMU YEMKUMU KOHMYPAMU Pa3Mepamu
om 2 0o 5 mm (MakcumanvHo creea 6 eepxteil done — 5 mm,
cnpasa 6 C2 — 3 mm). Hosbix ouazoe ne evisieaero. Ilpoceem
mpaxeu u KpynHolx OPOHX08 NPOCAEHCUBACMCS, He CYICEH.
Cmpyxkmypot cpedocmenus ouggepenyupyromces. Jesas

nouka yoanena, 6 n0ce yOaieHHOU NOYKU — CMeUujeHHble
nemau Kuwiku, 6e3 00nOAHUMENbHbIX 00DPA308AHUI; NPABAs.
nouxa Hopmanvhvix pasmepos; 4JIC ne pacuupena; penmee-
HOKOHMPACHBIX KOHKPEMeHmog He oOHapycero. Ilpu cpaes-
nenuu c pesyaomamamu KT om 07.07.2014 nabarodaemcs
BbIPANCEHHASL NONOICUMEAbHASL OUHAMUKA 8 8UOE YMEHbUle-
HUS pazmepos Memacmasoe 6 neekue (puc. 5).

C yuemom eucmonoeuteckoeo ouazHo3a, 00sema npoge-
0eHH020 eUeHUsl U 00CMUSHYMO020 Pe3yAbmama 6 Cesi3u ¢ no-
oounbiMu ghpekmamu mepanuu (2 snuzoda pazeumus H-
mepuma) 03.08.2015 6viaa npodoadcena mapeemuas
mepanus ¢ pedykyueii do3vi copagerudba 0o 300 me 6 derd
6 meuerue do 2 nem.
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Puc. 4. Maxponpenapam yoanenHoii nouku ¢ onyxonsio
Fig. 4. Gross specimen of the removed kidney with the tumor

Puc. 5. Myavmucnupanvhas Komnvromephas momoepagusi 0peanos epyoroil
Kaemku uepe3 3 Mec nocae HA4ana MapeeHmMHol mepanuu

Fig. 5. Spiral computed tomography of the thoracic organs performed 3
months after the start of targeted therapy
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Mannsie KT opeanos epyoroil kaemku u 6prouHoi no-
aocmu om 18.02.2017 (uepe3 30 mec om navanra mapeemHoil
mepanuu): 6 oboux neexux  ceemenmax S3, S4, S8 u §9
coxpauaomces ouaeogvle menu (n = 8) pazmepamu 0o 2 mm.
Jleeas nouxa omcymcmeyem. Ilpasas nouka yeeauuena
6 pazmepe 0o 46 x 51 x 96 mm (panee 45 x 51 x 94 mm),
NpAGUAbHOL NOKAAU3AUUU, C HOPMAALHOU WUPUHOU U NAOM -
HOCMbIO napeHxumvl, 6e3 00NOAHUMENbHBIX 00PA308AHUI.
Yaweuku u noveunas noxanka ne usmenensl. Ilo cpagne-
nuto ¢ KT om 23.07.2016 — noaoxcumenvras ounamuxka
6 8U0e YMeHbUleHUs KOAUYecmea Memacmasos oboux aee-
Kux (puc. 6).

Ileperocumocms copaghenuba moi oyeHusaem Kax yoos-
NemeopumensHyio. 3a eecb nepuod npogederus mapeemHoi
mepanuu y nayuenma omme4aiucs ciedyouue nobouHole
aghghexmol: eenamomeeanus no danuvim Y3HU npu Hopmans-
HbIX OUOXUMUMECKUX AHAAU3AX U INU300bl PA38UMUSI IHME-
puma, KynuposarHule pedykuyueil cymo4Hol 003l npenapama
na 1/4. Co cmopousl HepsHoll cucmembsl Habawdanrace
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Puc. 6. Myasmucnupanshas Komnsromepras momoepagpus opearnos epyoHoi
Kaemku vepe3 30 mec nocae HaA4AAa MAP2EHMHOLU MEPANUL. GbIPANCEHHAS
NOA0MHCUMENbHAS OUHAMUKA 8 GUOe YMEeHbUleHUs Memacmasos 00 2,2 um
Fig. 6. Spiral computed tomography of the thoracic organs performed 30
months after the start of targeted therapy: prominent positive dynamics in the
Jform of metastasis size reduction to 2.2 mm

nepughepureckas ceHcopHas Heuponamus, nPOEASIOWAsC
KPamKoepemMeHHbIM YY8CMEOM CKOBAHHOCHU 8 1e60M Nieye-
6om cycmase. Taxux Hedcenamenvhvix 3¢hghexmos, Kax Koic-
Has MOKCUMHOCMb (8 MOM Uucse N1A00HHO-NO000U8CHHAS
apumpoduszecmesust) u AUMPONeHuUs, He 8bl6A10Ch.

B nHacmoswee epems nayuenm noayuaem copagpenud
8 doze 300 me 6 derv, Haxo0umcs Ha amOYAAMOPHOM HAOAIO-
denuu 6 PHI[PP.

06cyxpeHue

TakuMm 06pa3om, CpokK HaOMOaAeHUs 0e3 TIPOTrpeccH-
poBaHMA 3a0o0eBaHMUSA Ha (OHE TapTeTHOU TepaIluu
3a OOJIBHBIM TTOCJIE TIPOBEICHIS HE(DPIKTOMIU COCTABII
30 mec.

Cpenm omyxoJiel TTo4eK y aeTeit HedpobracTtoma
BcTpevaercs B 89 % ciaydaeB. OcTajlbHbIE ClIydau Ipe-
CTaBIISIIOT CBETJIOKJIETOUHASI cCapKoMa Mmouku — 2—3 %,
3JI0KaueCTBEHHAs pabaouaHas OMyXoJjb Iodyku — 1-2 %
U IIOYEYHO-KJIeTOYHast KapuuHoMma — 1 %. Y neTeii Takue
OITyXOJIM, KaK aHaIlJIaCTU4YeCcKasl capKoMa ITOYKHU U TIpH-
MWTHUBHAs HEHPOIKTOAEpMAaTbHAS OITyXOJIb IIOYKH, Kpaii-
He peaku [10].

ITo MecTy XuTeIbCTBA TTALIMEHTY ObLIa HAYaTa XMMUO-
Teparms 0e3 BepuUKauy THarHo3a, Impearoiaras y He-
ro HedpoOIACTOMY C YIETOM KIMHNUICCKUX ITPOSBICHMI
u Bo3pacrta. CornmacHo npotokoiry SIOP 2001, koToporo

MIPpUIEPKUBAIOTCS IeTCKe oHKoJIorn Poccun, Ha3Hade-
HHE XUMHUOTepay 0€3 TUCTOJIOTMYECKOTO UCCIeI0BAHMUS
IIpH TTIOIO3pEHNH Ha He(hpoOIaCTOMY OIIpaBIaHO B CITyJa-
SIX JOKaJaum3oBaHHBIX omyxoneir I—II craguii, tak
KakK Ip¥ OMOIICUM TTOYKN MMEETCST BBICOKHI PUCK BBIXOIa
OITYXOJIM 3a TpeaesIbl TIOYeUHOM KaIICYJIbl, 4TO BJICYET
3a c000I MECTHOE pacIIpOCTpaHEHHE OITyXOJIEBOTO IIPO-
1ecca, B KOpHEe MEHSISI TAKTHKY ITOCICIYIOIIETO JCUCHUS
(HeoOXOOMMOCTD IPOBEICHMS PACIIMPEHHOTO IMIPOTOKOIa
XUMHOTEPAITUH 1 JIy4eBOI TepaItm).

B HacTostiiee BpeMst HacnencTBeHHbIe ¢opmbl [TKP
HacyuTHIBaIOT Oosiee 10 BUIOB, TAKMX KaK CUHIpOM [nT-
nenss—JInHanay (von Hippel—Lindau, VHL), HaciencTBeH-
HBIM MAaOWUISIPHBIA paK MOYEK, HACIEICTBEHHBIA JEeHO-
muomato3 B couetanuu ¢ [1KP, cunapom bepra—Xora—
JIpt00a. [ToaToMy pebeHOK ObLT KOHCYJIBTUPOBAH I'eHETH -
KOM, TIPOBEICH TeHeTICCKUIA aHAIM3 Ha HAJTMINE HACIe-
ctBeHHBIX opM ITKP, KoTopslit okazancst oTpuliaTeIbHbIM
[11]. ¥ mauumenToB ¢ cunapomoM VHL omyxoib 0OBIYHO
pa3BUBAaETCS BO B3POCIIOM BO3pacTe, PEIKO B IETCKOM, TT0-
STOMY TaKUM OOJIBHBIM PEKOMEHIYETCST €3KEeTOMHBIN CKPH-
HuHT [12]. IIpu nedekre nim myrauuu reda VHL nipouc-
XOISIT aKKyMYJIHpoBaHUE (haKTopa, MHAYLIUPOBAHHOTO
ruttiokcueit (HIF-a), 1 akTuBu3anst TpaHCKPUIILINH Te-
HOB, MHAYIIMPOBAHHBIX TUIIOKCHEH, YTO IIPUBOAUT K TH-
MIeP3KCIIPECCUN PA3TNYHBIX (PAKTOPOB POCTA, B IIEPBYIO
ouepeas cocynuctoro sHmotennanpHoro (VEGF), TpoM-
oouurapHoro (PDGF) n Tpanchopmupyromux (TGF-a
u TGF-f), KoTopble aKTUBMPYIOT PACTIONOXEHHbBIE BOJTM3U
OITyXOJIEBOI TKAHU KJIETKM SHIOTEIUS ISl IIOCTPOCHUS
HOBOI1 cocynucToii cetn. B TapreTHoi Tepanuu pacipo-
ctpaneHHoro I1KP ¢ cunapomom VHL ucnons3yiorcs
IIpelrapaThl, TaKMe Kak IeTYKCMMa0, MaHUTyMyMa0, Jrara-
TUHUO, TepuTHMG. Y nmereit ¢ cuHapomoM VHL ombiTa
HCTIOJIB30BAaHMSI TAPTETHOM Teparuy paciipoCTPaHEHHOTO
ITKP B tutepaTtype Mbl He Haum [10, 13].

3akniouenue

V pe6enka 10 et ¢ ITKP 1 Metacrazamu B Jierkue pa-
IWKaabHas HePPIKTOMHUSA C IPUMEHEHUEM TapTeTHOMU
TepaITiy SIBJISICTCST Ha CETOMHSITHII IeHb 3(P(hEeKTUBHBIM
BapuaHTOM JiedeHUs. C y4eToM peaKOCTH JaHHOTO 3J10-
Ka4eCTBEHHOTO 3a00JIeBaHUS y JeTe MBI CUUTAECM,
YTO OIMHMCAaHNE JTI0O0T0 ITOTOOHOTO CITy4Yast MMEeT BHICOKYIO
MMPAaKTUYECKYIO IIEHHOCTh ¥ 3HAYMMOCTD IUTSI BHEAPECHUS
HCTIOJIb30BaHUSs copadeHnOa y IeTeit, a TaKkKe ISl U3yde-
HUS 3G GEKTUBHOCTA 1 0€30ITaCHOCTH IPUMEHEHMST Tap-
TeTHBIX IIperapaToB B IETCKOM BO3pacTe.
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