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Axmyaavnocmo. [loueuno-kaemounas kapyunoma (IIKK) — pedras onyxons demckoeo eospacma, na 0oaro komopoii npuxooumcs 2—4 %
onyxoneli nouex y demell u nodpocmkos. lleavim psadom HedasHo nposedenubix uccaedosanuii nokasarvo, umo IIKK, passusarowascs
6 neduampu4ecKom 803pacme, OMAUYAEMCs NO CHEKMPY SUCHOA02UMECKUX 8APUAHMO8, KAUHUYeCKOMY medeHuto u npoeno3y om ITKK
¥ 83POCAbIX NAYUEHMO8.

Ileav nHacmosawe2o uccaedosanun — pempocneKmueHblil AHAAU3 KAUHUYeCKUx u mopgosoeuveckux xapakmepucmuk I1KK, a makoce
Pe3VAbMamos mepanuy NAyUeHmos ¢ OUaAeHO30M, 8epupUUUPOBanHbiM 6 namonsocoanamomuteckom omoenenuu PIBY «HMUI] ITOH
um. JImumpus Poeaueea» Munzdpasa Poccuu (llenmp).

Mamepuaaot u memoodvt. [Ipogedern pempocneKmugHblll AHAAU3 NAYUEHMO8 ¢ 2ucmonoeutecku noomeepicoenvim ouaenozom [IKK
3a nepuod ¢ 01.2012 no 05.2022 2. B yxkaszarnwiii nepuod epemeru 6 ycaosusx Llenmpa na 6aze namono2coanamomu4ecKo2o omoeneHus
3apeeucmpuposanvl 42 nauuenma ¢ eozpacme om 0 do 18 asem ¢ nodmeepyucoennvim ouaenozom IKK. U3 Hux 6 macmoswuil anaius
6KAI0ueHbl 28 60AbHbIX € U36ECMHBIMU KAUHUYECKUMU OGHHbIMU, U3 Komopbix 11 nayuenmam nepguunoe xupypeuueckoe aeueHue npoeeoeHo
6 Llenmpe. Ananuzuposasuce demoepaguueckue XapaKkmepucmuxu, KAuHuueckue oanHvie, mopgonocuueckue sapuaumor I1KK, obsem
npogedenHoll mepanuu, 86KAI04UAs 0COOEHHOCMU 8bINOAHEHHOR0 XUpYpeutecko2o emeuiamenscmea. OuenKa pacnpocmpanenHocmu npoyecca
nposodunacy no kaaccuguxauuu TNM. Ilayuenmor noayuanu aeuenue no npomokonam epynnot SIOP-RTSG (SIOP 93-01, SIOP-2001,
SIOP-RTSG-2016). Anaaus pezyavmamos nposeden va 01.06.2022.

Pesyabmamot. B obweii epynne nayuenmog (n = 42) pacnpedenenue no eucmosoeuueckum munam 0viio npeocmagaeHo caeoylouum
obpazom: nanunnapusiii — 16/42 (38,0 %), mpancaokauuonnviii — 12/42 (28,6 %), ceemaoknremounviii — 5/42 (11,9 %), xpomoghoGrubiii —
4/42 (9,5 %), IIKK c dedpuyumom cykyunamoeeudpoeerasvl — 2/42 (4,8 %), mpanciokayuorHblil 6 couemanuy ¢ nanuatspHoin — 1/42
(2,4 %), mybyaoxucmosuoiii — 1/42 (2,4 %), neymounennoiii mun — 1 /42 (2,4 %). Iocaedyiowguii yenyoneninlii anaius npoeder Ha
epynne u3 28 nayuenmos. Meduana eospacma na momenm nocmanogxu ouaernosa [IKK cocmasuna 11,0 200a (pasbpoc — 3,0—16,9 eoda).
Pacnpedenenue no nony: coomnouwenue manvuuxu:oesouxu — 1,1:1. Meduana obsema onyxoau (n = 27) 6vina pasna 44 cm? (pasopoc — 1,8—
547,7 em?). Knunuueckas kapmuna éxaiouana nasvnupyemoe 0opazoeanue ¢ OprouwHoi nosocmu (n = 5), UHMOKCUKAUUOHHbLI CUHOPOM
(n =15), 6onesoii cundpom (n = 4), snypes (n = 1), maxpoeemamypuio (n = 1), 6 12 cayuasx onyxonw éviaenena cayuaiino. aumensvHocms
0M BO3HUKHOBEHUSL NePEbIX CUMNINOMO8/BbISIBACHUS ONYX0AU 00 NOCMAHO8KU duaeHo3a cocmasuaa 2,5 mec (pazopoc — 0,5—40,3 mec).
Pacnpedenenue no kaunuueckum cmadusm no cucmeme TNM 6vino caedyrowgum: T1— 22 (78,5 %) cayuas, T2—4(14,3 %), T3—1(3,6 %),
Tx — 1(3,6 %). Ilo pezyrbmamam nocmxupypeu4eckoeo cmaoduposanus OmmeHeHo credyruee pacnpedeterue no cmaousm N: NO —
15(53,6 %), N1—4(14,3 %), Nx — 9(32,1%). Cmaous MOnoomeepucoenay 22 (79 %) nauuenmos; 6 (21 %) 60abHbix He D006caedo08arbt,
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cmaous mpakmosanacy kak Mx npeumyuwjecmeentno 3a cuem omcymemeus: pesyabmamog ocmeocyunmuepaguu. Caedyem ommemums,
umo 0oKazamHvle 0MoaleHHble MeMacmassl Ha MOMEHM NOCMAHOBKU OUGCHO3a He GblaeaeHbl HU Y 00H020 nayuenma. IIpedonepayuonnas
noauxumuomepanus (IIXT) 6e3 eucmonoeuueckoii éepugurayuu nposedena 9 (32,1 %) 6oavnvim. Tlpu oyenke pazmepos onyxoau nocie
npedonepayuonroli IIXT ommeueno coxpaujenue odpazoeanus y 2 nayueHmos, omcymemeue ouHamuku — y 7. Xupypeuueckoe neveHue
npogedeno ecem demsam. Hnuyuanonas moacmoueonvhas buoncus c nocaedyrouweli onepayueil — 6 (21,4 %) nayuenmam, 1(3,6 %) 6oaoHomy
UHULUAABHO BbINOAHEHA NANAPOCKONU1eCcKas GUONCUs NOPANCEHH020 3a0pIouUuHH020 aumgpamuueckoeo yzaa (J1Y). B 1 (3,6 %) cayuae
nposedena buoncus ¢ nocaedyroujeil xumuomepanuei. B 3 nabarodenusx ouoncus 6vi1a HeUH@GOPMamMueHoU u 8 2 nposoouaach NOBMOPHAs
ouoncus. Ilepeuunas onepayus evinoanena 11 (39,3 %) nayuenmam. RO-peszexyus docmuenyma ¢ 22 (78,6 %) cayuasnx, RI1-pesexuyus
dokazana 6 2 (7,1 %) nabniodenusix, 6 4 (14,3 %) kpas pezexyuu ne nodaexcaru ouernke (Rx). B 2 cayuasx ommeuansucy ocioxncHenus
Xupypeuteckoeo nevenus: 6 1 — uHmpaonepayuoHtbili paspule onyxoau, 6 1 — uuwemuueckas Heghponamus nocie AanapocKonu4ecKoi
pesexyuu nouku. Bcem nayuemmam ycmanoenen 0uaznos Ha OCHOBAHUU MOPQoa0cUHecK0e0 noomeepicoenus 6 ycaogusx Ilenmpa.
B epynne u3z 28 nayuenmoe npesanuposanu mpancroxkayuonnsiii (n =9, 32,1 %) u nanunaspuwiit (n =9, 32,1 %) eapuanmor. Pacxoscoenue
duaeno308/eucmonoeuneckux nodmunog [1KK mescdy noxarvHoii namomopgoroeuueckoii aabopamopueii u pegpepercom 6 Llenmpe 6vt10
ommeueno 6 7 (25 %) cayuasx. Meduana nabarodenus 3a nayuenmamu cocmasuna 15,9 mec (pasopoc — 0,4—78,0 mec). U3z 28 demeii
acuewl 26 (92,8 %). Ilpoepeccus 3a6onesanus Habaodaracy 8 2 cayuasx ¢ pazgumuem omoaneHsix memacmasoe 6 cpoxu 1,6 u 12,8 mec,
daHHble nayuermol no2udAU.

Boieoowtr. I[IKK — pedkuii 6uo onyxoau nouex y demeii. Ilanuinsapuviii u mpancioKayUOHHbLI ee 8apUuanmbl A8AII0MCA NPEGANUPYIOUUMU
6 neduampuueckot nonyaauuu. B nacmosuguii momenm paouxanvHas He@hpaIKmomus ¢ 0013amenbHbIM MOPHON0UHECKUM UCCACO08AHUEM
peeuonanvhwix J1Y paccmampusaemes 6 kauecmese cmandapmuoeo Ae4eHust, npu 3MOM 8 HeKOMOPbIX CAVHAAX MOdcem Oblb pAcCMOmpena
opeanocoxpansiowjas onepauus. O0A3amMenbHbIM 6A1eMC MEeHCOUCUUNAUHAPHOe 00CYyicOeHue MAKMUKU Be0eHUss U 6bINOAHeHUe
XUpypeu1ecko20 Ae4eHust 8 UeHMpPAax, CeyUuaru3upyIouuxcs Ha neduampu4ecKoi OHKOYpoao2uu.
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Introduction. Renal cell carcinoma (RCC) is a rare malignant renal tumor in children, which accounts for 2—4 % of pediatric and
adolescent’s kidney malignancies. A number of recent studies have shown that RCC developing in pediatric age differs in the spectrum of
histological variants, clinical course and prognosis from RCC in adult patients.

The aim of the study — retrospective analysis of the clinical and morphological characteristics of RCC, as well as the results of therapy
of patients with a diagnosis verified in the Department of Pathology in Dmitry Rogachev National Medical Research Center of Pediatric
Hematology, Oncology and Immunology, Ministry of Health of Russia (Center).

Materials and methods. Retrospective analysis of patients with a histologically confirmed diagnosis RCC for the period 01.2012—05.2022 was
done. During the specified period of time in the Department of Pathology in Center 42 patients with a confirmed diagnosis of RCC aged 0 to
18 years were registered. Out of 42 registered patients with RCC, 28 patients with known clinical data were included in this analysis, of which
11 patients underwent primary surgical treatment in Center. Demographic characteristics, clinical data, morphological variants of RCC, the
volume of therapy performed, including the features of the performed surgical intervention were analyzed. The assessment of stage was carried
out according to the TNM classification. Patients were treated according to the protocols of the SIOP-RTSG group (SIOP 93-01, SIOP-2001,
SIOP-RTSG-2016). The analysis of the results was carried out on 01.06.2022.

Results. In the general group of patients (n = 42), the distribution by histological types was presented as follows: papillary type — in 16/42
(38.0 %), translocation type — in 12/42 (28.6 %), clear cell type — in 5/42 (11.9 %), chromophobic type — in 4/42 (9.5 %), RCC with
succinate dehydrogenase deficiency — in 2/42 (4.8 %), translocation type in combination with papillary type — in 1/42 (2.4 %), tubulocystic
type — in 1/42 (2.4 %), unspecified type — in 1/42 (2.4 %). A subsequent in-depth analysis was performed on a group of 28 patients. The
median age at the time of diagnosis of RCC was 11.0 years (range — 3.0—16.9). The male:female ratio was 1.1:1. The median tumor volume
(n =27) was 44 cm’ (range 1.8—547.7 cm’). The clinical picture included palpable formation in the abdominal cavity (n = 5), intoxication
syndrome (n = 5), pain (n = 4), enuresis (n = 1), macrohematuria (n = 1), in 12 cases the tumor was detected accidentally. The duration
from the onset of the first symptoms/detection of the tumor to the diagnosis was 2.5 months (range 0.5—40.3 months). Distribution by clinical
stages according to the TNM system: stage T1— 22 (78.5 %) cases, T2 — 4 (14.3 %) cases, T3 — 1(3.6 %), Tx — 1 (3.6 %) case. According
to the results of postsurgical staging, the following distribution by stages N was noted: NO — 15 (53.6 %) cases, N1 — 4 (14.3 %) cases,
Nx — 9(32.1 %) cases. Stage MO — in 22 (79 %) patients, 6 (21 %) patients were not fully examined, the stage was treated as Mx, mainly
due to the lack of data on osteoscintigraphy. It should be noted that proven distant metastases were not detected in any patient at the time
of diagnosis. Preoperative polychemotherapy (PCT) without histological verification was performed in 9 (32.1 %) patients. When assessing
the size of the tumor after preoperative PCT, a decrease in size was noted in 2 patients, the absence of size dynamics in 7 patients. Surgical
treatment was performed in all patients. An initial thick-needle biopsy followed by surgery was performed in 6 (21.4 %) patients, 1 (3.6 %)
patient underwent an initial laparoscopic biopsy of the affected retroperitoneal lymph node. In 1 (3.6 %) case, a biopsy was performed followed
by chemotherapy. In 3 cases, the biopsy was uninformative and in 2 cases a second biopsy was performed. The primary surgery was performed
in 11 (39.3 %) patients. RO resection was achieved in 22 (78.6 %) cases, R1 resection was proved in 2 (7.1 %) cases, in 4 (14.3 %) cases
the resection edges were not subject to evaluation (Rx). In 2 cases, complications of surgical treatment were noted: in 1 case, intraoperative
tumor rupture, in 1 case — ischemic nephropathy after laparoscopic kidney resection. All patients were diagnosed morphologically in Center.
Translocation RCC — 9 (32.1 %) cases and papillary RCC — 9 (32.1 %) cases prevailed in the group of 28 patients. The discrepancy of
diagnoses/histological subtypes of RCC between the local pathomorphological laboratory and the reference in Center were noted in 7 (25 %)
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cases. The median follow—up of patients was 15.9 months (range 0.4—78.0 months). Of the 28 patients, 26 are alive (92.8 %). The progression
of the disease was observed in 2 cases with the development of distant metastases in 1.6 and 12.8 months, these patients died.

Conclusion. RCC is a rare type of kidney tumor in children. Papillary and translocation variants of PCC are prevalent in the pediatric
population. At the moment, radical nephrectomy with mandatory morphological examination of regional lymph nodes is considered as
a standard treatment, while in some cases an organ-preserving operation may be considered. Interdisciplinary discussion of management
tactics and surgical treatment in centers specializing in pediatric oncourology is mandatory.

Key words: renal cell carcinoma, children, adolescent, translocation renal cell carcinoma, TFE3, TFEB
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IMoueuyHo-knertounast kapumHoma (ITKK) — penkas
3JI0KAYECTBEHHAsI OITyXOJIb MOYEK JETCKOTO Bo3pacTa, Ha
JIOJIIO KOTOPOii mpuxoautcst 2—4 % Bcex OIyxoJieii moyek
y geteii 1 moapocTkoB [1—3]. YacToTa BCTpeyaeMoCTHU
KK cocraBisier 0,2 % cpeau Bcex HOBOOOpa3OBaHUIA
B ICTCKOM momyssiiiuy B Bo3pacte 0—14 ner [3].

B otiimuue ot nerckoii monynsiiuu ITKK y B3pocibix
SIBJISIETCSI HanboJiee pacipoOCTPaHEHHBIM 3J10KAYECTBEH-
HBIM HOBooOpa3oBaHueM (3HO) mouku, Ha IOJII0 KOTO-
poro npuxoautcst mpuMepHo 90 % Bcex OIyXoJieil IToYeK
[1, 4].

B mocnenHue rombl 1ENBIM PSIAOM MEXAYHAPOIHBIX
nccaegoBaHuii mokasano, yto [TKK y neTeit u moapocTkoB
3HAYUTEJbHO OTJIMYACTCS I10 LIEJIOMY PSAY XapaKTepu-
ctuk ot [TKK Bo B3pociioii momynsiuu 601bHBIX, BKIIIO-
yasi CIIEKTP TMCTOJOIMYECKMX BapUaHTOB, KIMHUYECKOE
TeueHue 3a0oJieBaHUsI U OTHaJIeHHBIN TporHos [1, 2, 5].
Tak, AOMMHUPYIOIIMM TUCTOJOTMYECKMM BapUaHTOM
[IKK B nenuaTpriecKoii MOIyJIsSIIUY SBISEeTCS KapLHO-
Ma, acCOIIMMPOBAHHAs C TPAHCIOKAIIMSIMU T€HOB, OTHO-
CSAIIMXCST K CEMEMCTBY TPaHCKPUIILMOHHBIX (haKTOPOB
MukpoodTaneMum (microphthalmia transcription factor,
MiTF), Torma Kak y B3pOCJbIX IIpeodagacT CBETIOKIIC-
touHasa [TKK [5]. [Tpu 3ToM 0COGEHHOCTU TUATHOCTUKU
u neueHusa [IKK y gereit u moapoctkoB B Poccuiickoii
®epepalii U3y4eHbl HEAOCTATOYHO TIOJHO U IPEACTaB-
JIEHbl OTHEJbHBIMU COOOILIEHMSIMU M3 KPYIHBIX (ene-
pajbHBIX LIEHTPOB [6].

Ilexp HacTOsAmIEH NMyOJMKAIMM — W3YYCHUE KIMHU-
yeckux U Mopdonornyeckux ocobeHHocteir I[TKK,
a TakKe pe3yJIbTaTOB Tepallly MallMeHTOB C IUArHO30M,
Bepu(ULIMPOBAHHBIM B I1aTOJIOrOAHATOMUYECKOM OTIC-
snenun OI'bY «<HMUIL ATOU nm. Amutpus Porauesa»
Munsapasa Poccuu (LleHTp).

MatepuaJjsl 1 METOIbI

IIpoBengeH peTPOCHEKTUBHbINM aHAIU3 IAallMEHTOB
C TUCTOJIOTUYECKU MOATBepKAeHHbIM auarHo3oM ITKK
3a epuon ¢ 01.2012 mo 05.2022 r. B yka3aHHBII TTepuo,
BpeMeHHU B ycioBusix LleHTpa Ha 6a3e maTojIoroaHaTOMM-
YECKOTro OTAEJeHUsT ObUIM 3apeTruCTPUpOBaHbl 42 Mmauu-
eHTa ¢ moaTBepxkneHHbIM auarHo3oMm ITKK B Bospacte
ot 0 mo 18 net. U3 HUX B HACTOSIIUI aHAINU3 BKJIIOUECHBI
28 OOJBHBIX C M3BECTHBIMU KIMHUYECKUMU JTaHHBIMU,
13 KOTOPBIX 11 IepBUYHOE XUPYPrUYECKOE JICUECHUE IIPO-
BelAeHO B ycioBMsx LleHTpa. AHaJIM3MPOBAIUCh IEMO-
rpauyeckrie XapaKTepUCTUKU, KIMHUYECKUE AaHHBIE,
mopdonornyeckue BapuaHThl [1KK, o0bem mpoBeneH-
HOM Tepanuu, BKJIIOYass OCOOEHHOCTU BBIIOJIHEHHOIO
XUPYPriUueCKOTO BMEILIATEIbCTBA.

O0cenoBaHue MTPOBOAMUIOCH IO CTAHIAPTHOMY aJIr0-
putMmy coryacHo TmportokojaMm rpyrmnbl  SIOP-RTSG,
BKJIIOYABIIEMY KoMIbloTepHylo ToMorpapuio (KT)
OpraHoOB I'PYTHOM KJIETKM C BHYTPUBEHHBIM KOHTPACTH-
poBanueM, KT/MarHMTHO-pe30HAHCHYIO ToMoOTrpaduo
(MPT) opraHoB OpIOIIHOI TMOJIOCTU C BHYTPUBEHHBIM
KoHTpactupoBaHueMm. [lociae Bepudukauuy auarHosa
[NKK nomomHuTeIbHOE 00CIeI0BaHNE BKIIOUYAIO CIIMH-
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turpaduio ¢ ouchocdoHaTaMu, MEUYEHHBIMU TEXHELIM-
eM (PmTc). OueHka pacnpoCTpaHEHHOCTH IIpoliecca
npoBoauiack o kinaccuduxkanum TNM [7]. Kputepun
OLICHKY MEePBMYHOM OITyX0JM BKiIouaiau: T1 — omyxojib
<7 ¢cM B HauOOJIbIIEM U3MEPEHNH, OTpaHUYeHA TTOYKOIL;
Tla — onyxonb < 4 cM B HaubOJbLIEM H3MEpPEHUMU,
orpaHuyeHa 1moukoii; T1b — omyxonb > 4 ¢cM, HO < 7 cM
B HauOOJbIIeM M3MEPEHUU, OTpaHUYeHa MOYKoi; T2 —
OITyXOJb > 7 CM B HauOOJIbIlIeM U3MEPEHUN, OrpaHUYeHA
noukoii; T2a — omyxousb > 7 cM, HO < 10 ¢cM B HanbobIIeM
M3MEpPEeHNH, orpaHndeHa moukoit; T2b — omyxomas > 10 cm,
orpaHMYeHa Mouykoii; T3 — omyxoJib pacipocTpaHsIeTCs
B KPYIIHbIE COCYIbl MJIM OKOJIOIIOYEYHbIe TKAHU, HO He
MpopacTaeT B UICUIATePaIbHbINM HaAIIOYEYHUK 1 HE pac-
npocTpaHseTcs 3a npeaenbl dacuuu ITepora; T3a — omy-
XOJIb MaKPOCKOITMYECKU PACIIPOCTPAHSIETCS B IIOYEUYHBIC
BEHbI WJIM MX CerMEHTapHbIe BETBU, WJIM MOpaxkaeT OKO-
JIOIIOYEYHYIO XKUPOBYIO KJICTYATKY U/WIH KUPOBYIO KJIET-
YaTKy MOYEYHOTO CHHYCa, He paclpOCTpaHsIeTCs 3a Ipe-
nensl acuuu [epotsr; T3b — ormyxojib MAKPOCKOITUYECKHU
pacmpocTpaHsieTcs B HuxXHIo0 noayio BeHy (HITB) Huke
nuacdparmbl; T3¢ — Omyxoab MaKpOCKOIIMYECKU pacipo-
CTpaHSIETCsI B MOJIYIO BEHY Bbllle AuadparMbl WIKM I1Opa-
JKaeT CTEHKY I0JION BeHbI; T4 — OoImyXoiab pacipocTpaHs-
eTcs 3a npeaesl pacuuu [epora (BKIItouas mpopacTaHue
B MIICWJIaTepaIbHBIM HAIMOUYCYHUK); TX — HEMOCTaTOYHO
JAaHHBIX JUISI OLEHKU TepBUYHOM omyxonu; TO — mep-
BUYHAs OIyXOJb He ompenensercsa. Kputepuu oleHKuU
MOpakeHUsT perMoHapHBIX JuMdaTudeckux y3ioB (JIY)
BKJItouann: NX — olieHKa pernoHapHbIX JIY HeBO3MOXKHa;
NO — MeracTassl B pernoHapHbIX JIY orcyrcrByioT; N1 —
METaCTaTUYECKOe IOpaKeHUE OJHOTO WJIM HECKOJbKUX
pervoHapHbix JIY. Ilpu aHanu3e crtaTyca permoHapHBIX
JIV (N) opbrkeeunsie JIY He paccMaTpUBaIMCh KaK PeTry-
oHapHbIe. KpuTepuu OIIEHKM OTHAJCHHBIX METacTa3oB
BKItouanu: M0 — oTmajeHHBIE MeTacTa3bl OTCYTCTBYIOT;
M1 — Hanu4ue OTHaJeHHBIX METACTa30B.
Tucronormueckue BapuaHThl [IKK Bblmensivch Ha
OCHOBaHMM MeXIyHapOaHOM KjlacCU(UKALIMK OITyXOJei
MOYEBBIIEIUTEIHBHOM CUCTEMBI, OITyOJIMKOBaHHOM B2016T.
[8]. PyTmHHOE MMMYHOTMCTOXMMUYECKOE UCCIEA0BaHNIE
I OleHKU 9Kcnpeccun TFE3 B marojioroaHaToMuue-
ckoM otneneHun LlenTpa Havano nmpoBoauthes ¢ 2015 .
Tepanus nalMeHTOB C BbISIBICHHBIMM OMYXOJISIMU ITOYEK
MPOBOIMJIACH COIVIACHO PEKOMEHIALMSM IIPOTOKOJIOB
SIOP-RTSG (SIOP-2001, SIOP-RTSG-2016) [9].
IIpenonepanmonHaa nonuxumuotepanus (I1XT) 6e3
FUCTOJIOTUYECKOM  BepupUKALIMM  PEKOMEHIOBAIaCh
nauueHTaM B Bo3pacte 6 MecsueB — 16 yeT. B mpoTokoe
SIOP-RTSG-2016 6onbHBIM B Bo3pacte crapiie 10 yer
PEKOMEHIOBAJIOCh PAaCCMOTPETh BOIPOC O IPOBEACHUU
YPECKOKHOM TOJCTOUTOJAbHOU OMOIICMM OMNYyXOJu JJIst
HUCKJII0YEeHUsI HEOOOCHOBAaHHOI'O Ha3HAYEHUSI XMMUOTEpa-
nuu y naieHToB ¢ [TKK [10]. Kpome aToro, B mpoToko-
jge SIOP-RTSG-2016 6bliu IpeaioXeHbl CTPYKTYPUPO-
BaHHBIC peKOMEHIAIMU 110 JeyeHuo nmamueHToB ¢ [TKK.
PexoMeHpaluu 1o Jie4eH1IO GOJIbHBIX C JIOKAIM30BaHHOM
dopmoii [TKK ocHOBaHBI HAa MPOBEACHUN PagUKAIbHOTO
XUPYPrUYeCKOro BMEIIATEIbCTBA B 00beMe HehpaK-
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TOMMH, TaKXe TOIMYCTUMO BBIMIOJHEHHE OPTraHOCOXpa-
HSIOIIUX Omepalnuii, o0s3aTe/IbHOMI sIBIIsIETCS Ouoncus
pernoHapubeix JIY. B cinyyae Hamuuus u3MeHEHHBIX
perroHapHbIX JIY pekoMeHIOBaHO IIPOBEIEHHUE DPETU-
OHapHOI JIMMdaaeHIKTOMUU. 19 MauueHTOB C OTAa-
JICHHBIMM MeTacTa3aMu 110 Bepcuu mnporokosa 2016 r
ObUIO TIPEMIOXKEHO TIPUMEHEHHE MYJIBTMKMHA3HOTO
MHTUOUTOpA CYHUTUHUOA.

J71st mpoBeneHMsT HACTOSIEr0 aHaau3a HCMOJIb30-
BAJINCh CJEAYIOIINE XapaKTepUCTUKU: IT0J, BO3pacT Ha
MOMEHT IMOCTaHOBKM AMArHo3a, HAJIMYMe WIN OTCYTCTBUE
OTIaJIeHHBIX METAaCcTa30B, CTaaus 3a00JIeBaHUSI, TIPOTOKO
Tepanuu, o0beM OIEepaTUBHOIO BMEIIATEIbCTBA, B TOM
YUCe M OCJIOXHEHUS XUPYPTUUECKOIo JICUCHUs, IJIv-
TEJbHOCTh HAOTIOACHUST OT OKOHYAHUS JICYCHUSI M OTBET
Ha TPOBEICHHYIO Tepamnuio. PamukaabHOCTb XMPYpru-
YECKOTo BMeIlaTeJIbCTBA OIICHMBAjdaCh Ha OCHOBaHUM
aHaJIM3a IIPOTOKOJa XUPYPIMUECKOro BMeIlaTesIbCTBa
U Ppe3yJabTaTOB IUIAHOBOIO THCTOJOTMYECKOTO HCCIIe-
noBanus. ITox RO-pesexumeii moHumanu pagukaibHOE
yIaJeHUE OITyXOJIM 0€3 MUKPOCKOITMYECKU M MaKPOCKO-
MMUYECKU OCTaTOYHOU omyxonu. Omnepamus cuuTagach
HepaauKaJIbHON, €CIU II0 JMHUM PE3CKILMUU yIaJCHHON
TKaHU MMKPOCKOIIMYECKN BBISIBISUIMCH  OITyXOJIEBbIE
kietku (R1) nubo B ocTaBImeiicss YacTu opraHa BU3yallb-
HO ompeaensiaach ormyxoib (R2).

Coop wuHpopMauu O TAIMEeHTax IMPOBOAUIN
C MHCIIOJIb30BAHUEM IIEPBUYHOU MEIULIMHCKOM TOKY-
MEHTaUMu (UCTOPUM OOJIe3HU) M BJCKTPOHHOU 0a3bl
naHHbeIX Llentpa. WMHdopmamust o6 stamax jaedyeHus,
MMPOBEICHHBIX 3a MpeaejaMM y4pexkneHus, Obia MoJy-
YyeHa 13 COIIPOBOAUTEIbHOM MEIUIIMHCKOU ITOKYMEHTa-
Uy (BBIMMCHOW 3IMMKPU3, PE3YJBTaThl J1abOpaTOPHBIX
U1 MHCTPYMEHTAJIbHBIX METOIOB MCClIeaI0BaHusI). B ciaydyae
OTCYTCTBUSI HEOOXOAMMON KIMHUYECKONH WH(MOpPMaLIUKI
OHa 3alpallMBajach y Jieyallldx Bpauyell IaleHTOB.
Peructpanus mosydeHHBIX JAHHBIX OCYIIECTBIISIACh
B MCCJIEIOBaTENbCKOM 0a3e ¢ UCIOJIb30BaHUEM ITPOTpaM-
Mbl Microsoft Excel 2016.

[MaumeHThI, MOTepsSTHHBIE M3-I101 HAaOIIOACHMS, LIeH-
3ypUpOBaINCh Ha JaTy MmocieaHero HaomoneHus. Ooias
BbKHBaeMocTh (OB) orieHMBanach Kak BpeMsl, TIPOIIIe-
1ee ¢ MoMeHTa noctaHoBkM nuarHosa [TKK mo cmeptn
MmalyeHTa OT JIOOBIX IPUYMH WIH 0 IMOCIeTHEro HabJIo-
neHus 3a OosbHBIM. beccoObITuiiHAS BBIKMBAEMOCTh
(BCB) ompenensiach Kak MPOMEXyTOK BpEMEHH OT AaThl
IMOCTAHOBKY AMAarHo3a A0 JaThl MPOrPecCUPOBAHUS WU
peLuManBa, pa3BUTUS BTOPOU OMYyXOJH, OO0 JaThl CMEPTU
WIKX NaThl MOCJIEIHEro HaOIIOACHMS, B 3aBUCUMOCTH OT
TOro, Kakoe COOBITHE MPOU3O0ILIJIO paHblie. [ oLleHKU
BBDXMBAEMOCTHU MCTONIB30Bajicsa MeTon Kamnana—Maiie-
pa. OLieHKa BbDKMBAeMOCTH ITPOBOIMIIACH IO COCTOSTHUIO
Ha 01.06.2022.

PesyabraTsl

B o61eit rpynmne mauneHToB (1 = 42) pacnpenesieHue
no rucrojornyeckuM tumnam I[NKK Obu10 npencrasieHo
ceaylomuM oopa3oM: mamuuisspHbiid — 16/42 (38,0 %),
TpaHCIOKaUMOHHbI—12/42(28,6%),CBETIIOKIETOUHbII —
5/42 (11,9 %), xpomodooHbiit — 4/42 (9,5 %), [IKK
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¢ meuuuTOM CyKUMHaTAeruaporeHassl — 2/42 (4,8 %),
TPAHCJIOKALIMOHHBIN TUI B COUeTAHUU C MANTWUISIPHBIM —
1/42 (2,4 %), Tyoynokucro3usbiii — 1/42 (2,4 %), HeyTO4-
HeHHbINA TII — 1/42 (2,4 %).

B Hacrosmmii aHanu3 ObUTA BKITIOUEHBI 28 MallIeHTOB
C U3BECTHBIMU KJIIMHUYECKMMU JaHHbIMU. MeauaHa Bo3-
pacta Ha MOMeHT nocTtaHoBkU auarHo3a [1KK cocraBuia
11,0 roma (pa3zdopoc — 3,0—16,9 roma). PacrnpeneieHue
[0 TOJYy: COOTHOLIEHWE MAaJIbYMKU:IEBOYKU COCTABUIIO
1,1:1. Menuana oobema omnyxonu (n = 27) Obula paBHa
44 cm? (pasdpoc — 1,8—547,7 cm?). KimnHuyeckast KapTu-
Ha BKJIIOYaja MHaJblIMpyeMoe oOpa3oBaHue B OPIOLIHOM
MOJIOCTHU (1 = 5), UHTOKCUKAIITMOHHBINA CUHIAPOM (1 = 5),
0oJieBoit cuHIpoM (n = 4), sHype3 (n = 1), MaKporemary-
puro (n = 1), B 12 cayJasix ommyxoJib Obljia BBISBICHA CITy-
YaiiHo. JIJIMTeIbHOCTh OT BOBHUKHOBEHMS IIEPBBIX CUM-
MTOMOB/BBISIBJICHUSI OITYyXOJIU O MOCTAHOBKU MarHo3a
cocraBmwia 2,5 mec (pasopoc — 0,5—40,3 mec). AHanu3
COMYTCTBYIOINIEH Tatojioruu BeisiBuia pa3sutue ITKK kak
BTOPOIi OMYX0JM Y OOJIBbHOIO, paHee IOJy4YaBIIero jede-
Hue 110 moBoay JuMmdombl bepkutra (mamueHT No 22).
B 1 cayyae (maumeHT Ne 8) ormeuanoch pasputue [TKK
Ha (hoHE MHOKECTBEHHBIX KUCT moyeK. B 1 HabmoneHun
(mammeHT No 15) oTMedeHa arperaius OHKOJOTHYECKUX
3a00JIeBaHUIl B CEMbE C Pa3BUTHEM y CUOJIMHIA aHAILIa-
CTUYECKONM KPYIMHOKJIETOUHOM JTUM@OMbBI. XapaKTepu-
CTHKA MCCIIEAyeMOl KOrOPThI MAllMEHTOB IpeACTaBiecHa
B Taom. 1.

WHuimanbHasi TakKTUKa BeJCHUSI MALMEHTOB Ipei-
craBjieHa Ha puc. 1. I[lepBuuHas orepauusi BbIIOJIHEHA
11 (39,3 %) GoabubiM. IlpenonepaunonHast IIXT 6Ge3
rucTojiornyeckoi Bepudukanuu nposegeHa 9 (32,1 %)
namueHTaM. BoceMb MaliMeHTOB MOJYYWIM IIpeaorepa-
muoHHyto IIXT B pexume AV (aktmHOMMIMH D/BUH-
KpuctuH). B ciygae mammenta Ne 1 ¢ oyaramu B JIETKUX,
MHULIMAJIBHO pPAacCMAaTPUBAIOIIMMUCS KaK MeTacTasbl,
MpoBe/ieH 6-HeneabHbIi pexuM AVD (akruHomuuud D/
BUHKPUCTUH/TOKCOPYOUIIMH). OTHAKO B MOCJIEAYIOIIEM
IIpU IIEPECMOTPE PEHTTEHOJOIMYECKUX MCCIIeI0BaHUIA
Ha MEXIMCUUIUIMHAPHOM COBELIAHMM JaHHbIE OdYa-
ru ObUIM TPAaKTOBaHbI KaK IIOCTBOCHAJIUTENbHbIE. [1pu
OLIEHKE OTBeTa Ha IIPOBEACHHYIO IpeAoIepallOHHYIO
IIXT nony4yeHbI caeAyIoNe pe3yabTaThl: B OOJbIIMHCTBE
cllyyaeB JMHAMMKa y TALIMEHTOB OTCyTCcTBOBana (n = 7),
y 2 OOJIbHBIX OTMEUYEHO COKpallleHue obpa3oBanus. MHu-
LIMajibHAs TOJICTOMIOJIbHAsE OUOIICUSI C IIOC/IeAyIoLIei
orepalyeii nmposeaeHa y 6 nauneHToB. [1pu aTom B 3 ciry-
yasgx ouoricusl 6buta HeMH(OPMATUBHOM U B 2 HaOJI0Ie-
HUSIX IIPOBOAMJIMCH IIOBTOPHbIE OMOIICHM. Y MallMeHTa
Ne 6 wuHMIMAIBHO BBIIOJHEHA JaapOCKOIMYecKast
OMOIICHS TOPAXXEHHOI'O KaJbLUHUPOBAHHOIO 3a0pIOII-
uHHoro JIY ¢ mocieayommuM mpoBeieHueM paauKaabHOM
HeppIKTOMUM U 3a0pIOIIMHHON  TUM(paIeHIKTOMUM.
B 1 cioyuae (mammeHT No 12) MHUILIMATbHOE BBITIOJHEHME
TOJICTOUTOJILHOI OMOTICHY OITYXOJIA HE TTIO3BOJINIIO Bepu U~
LIMPOBaTh KOPPEKTHBIA TUATHO3 B CBSI3U C MaJIbIM KOJIMYe-
CTBOM 3a0paHHOI0 THCTOJIOTMUECKOTO MaTepuraia, 00JIbHOM
noydan ripenorepaunonnyto I[TXT B pexxume AV, Ha hoHe
KOTOpOIi OTMEYEHO yBeJIMYECHME pa3MepOB 0Opa30BaHUSI,
C MoCJIeIyIolIe TarapoCcKOMUUecKoi He(DpIKTOMUEI.
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MpenonepaumnoHHasa MNXT
c nocnepyiollen onepauven, n =9
Preoperative CT followed
by surgery,n=29

(o1 0 o 18 neT BKNUUTENBHO), N = 42 >

Pathology Department of Center
Total patients

(from 0-18 years inclusive), n = 42

AAHHbIMK, N = 28
Patients with
clinical data, n= 28

Y

MHuymanbHas 6uoncusn
HOBOO6PA30BaHUA NMOYKM
c nocnepyioLlen onepauvein, n =6
Initial biopsy followed
by surgery,n=6

Brioncuys nopaxeHHOro
3abpiolwmnHHoro J1y
c nocnepytoLlein HeppaKToMUei,
numboguccekuma, n =1
Biopsy of the affected lymph node
followed by nephrectomy,
lymph node dissection,n =1

Pe3sekuuna nouku,n=5
Resection,n=5

MepsryHana xupyprua, n =11
Primary surgery,n=11

N

Hedpaktomusa, n =6
Nephrectomy, n=6

Buoncusa c nocnepytowen NMXT, n =1
Biopsy followed by CT,n=1

Puc. 1. Pacnpedenerue nayuenmos ¢ IIKK 6 3asucumocmu om suda uHU4UANbHOU mepanuu

Fig. 1. Distribution of patients with RCC depending on the type of initial therapy

MHuumaipbHO UCIONBb30BAINUCH CAEAYIOIIUE XUPYPIU-
yecKue AOCTYIIbL: tamaporomust — 1/28 (39,3 %), nanapo-
ckonust 3/28 — (46,4 %) u momboromust — 4/28 (14,3 %).
B 1 cnydae (manmeHTt N 24) repBUYHOE XUPYPTUUECKOE
BMeEIIATeTbCTBO BKIIIOYAJIO MPOBEJEHNE JIalapoCKOIH,
JIPEHUPOBaHUs 00pa30BaHMSI TIOYKH, KOTOPOE HEMTPaBUIIb-
HO TPaKTOBAJIOCh KaK KMCTA IMOYKU. XUPYPrUUECKOe Jieue-
HUe, HalIpaBJIeHHOE Ha yaaJleHre 00pa3oBaHUsI, TIPOBE/e-
HO BceM narmeHTam. [1pu aHaimse oobeMa Xupypruieckmx
BMeIIaTebcTB y 28 marnmeHToB RO-pe3exiivsi BhITIOTHEHA
B 22 (78,6 %) cnyuasx, R1-pe3exkuus nokazana B 2 (7,1 %)
HaOmoneHusix, B 4 (14,3 %) ciyyasx Kpasi pe3eKLUM He
noaiexanu oueHke (Rx). B 2 HaOmoneHUsIX oTMevanoch
pa3BUTHE MOCIEONEPAIIMOHHBIX OCIOXHEeHUH. B 1 cirydae
(maumeHT No 16) oTMevanach uilleMuyeckast Hepomnarus
T1OCJIe TTPOBEACHUS JTAMapOCKOMTMIEeCKOU pe3eKIINY MTOUKH.
Bo 2-m ciyuae (manueHTt Ne 13) pe3ekiiust ormyxoiu MmouyKku
XUPYPTUYECKUM JTOCTYTIOM B BUJIE JIIOMOOTOMUWM TpUBEIa
K MHTPAOIIepallMOHHOMY Pa3pbIBY OIMyXoju. Y 4 maiueH-
TOB MOTpeboBaJIOCh MpoBeAeHue second-look omeparmu.
ITpuunHbl mpoBeaeHus second-look onepauyu ObUH clie-
JIYIOUTMMU: TIOJIOXKUTEIbHBIE Kpasi Pe3eKIIUK B pe3ysibTaTe
JIIOMOOTOMUU U PE3EKIIMU TTOUKH Y 2 OOJIbHBIX, B 1 ciydae
notpedoBaiack pedekuust HIIB ¢ ynaneHuem kaiabuuHara,
MOI03PUTETLHOTO B OTHOIIEHWM OITyXOJIEBOW TPUPOJIBI,
B 1 HabmoaeHUM MPOBOAMJIACH 3a0pIOLIMHHAS JUMa-
JIEHIKTOMUSI TIOCJIe TIOATBEPKIEHUSI B XO/IE TEePBUYHOMN
ornepauuu nopaxeHusi peruoHapHoix JIY. Ilpu aHanuze
JIy4IIIero o0beMa XUPYPruuecKoro JIUeHUsI, IO KOTOPhIM
MOHUMAJIU Pe3y/bTaThl MHULIMAIBHOU U second-look ore-
pauuii, mokasaHo, 4yto y 18 (64,2 %) nauueHTOB BBIITOJI-
HeHa HedpIKTOMUsI, pe3eKlus IMo4Yku TposeaeHa B 10
(35,8 %) cnyyasix.

OriepaTBHOE BMEIIATEILCTBO B OOBbEME TOPAKOTO-
MWM, YIAJCHUST 04aroB B JIETKWX, BBITTOJIHEHO 2 OOJIbHBIM
(marmmenTs Ne 8 1 Ne 9) ¢ COMHUTEIEHBIMU OYaraMu B JIeT-
KuX (pa3Mepbl 04aroB 10 4 MM), UTO MO3BOJIWJIO B O0OUX
CJTy4asiX TUCTOJOTMYECKM MCKIIIOUUTh METacTaTU4eCcKoe
TopakeHue.

Pacnpenenenue nauureHToB no kinaccudukanu TNM
obuto cremytonmm: cragusa T1 — 22 (78,5 %) cnyuas,
T2 —4(14,3 %), T3 — 2 (7,2 %) nabmonens (1/2 — 3a cuer
MPOPAcTaHUsI OIYXOJIEBOTO Tpoliecca B apaHehpaTbHYIO
KJIeT4yaTKy 1 B dacuuio [epora, HO He BBIXOISIIYIO 3a ee
npenensl, 1/2 — Her paHHBIX). [1o pe3yabraTaM MOCTXU-
PYPTUYECKOTO CTaIMpPOBaHUSI OTMEUEHO CJIE/IyIolee pac-
npenenenre o cragussm N: NO — 15 (53,6 %) ciy4aes,
N1 —4 (14,3 %), Nx — 9 (32,1 %). [1pyurHbI TOCTAHOB-
K1 cranuu NX BKITIOYAIM OMOIICHUI0 HepermoHapHbIX JIY
y 2 TaIMeHTOB, OTCYTCTBUE TPOBENECHUS] OMOTICUM JIUM-
(baTyecKMxX KOJIJIEKTOPOB B 6 cilydasix, B 1 HaOM0aeHUM —
3a00p KMPOBOU KJIeTYaTKU 3a0PIOLIMHHOIO MPOCTPAHCTBA
6e3J1V. Cranus M0 nmontBepsxaeHa y 22 (79 %) naieHTOB,
ctanust Mx —y 6 (21 %). Ctagust TpakToBasach Kak Mx y He
TOJTHOCTBIO 00CIIEIOBAHHBIX OOJTBHBIX 32 CYET OTCYTCTBUS
JaHHBIX 00 octeocuuHTUrpauu. Criemayer OTMETUTD, YTO
JIOKa3aHHbIE OTHAJEHHBIE METAacTa3bl HA MOMEHT IOCTa-
HOBKM JTMarH03a He BBISIBJICHbI HU Yy OJHOTO TallMeHTa.

Bcem mainmeHTaM ycTaHOBIIEH MAarHO3 Ha OCHOBAaHWU
MopGhoJIOTUIEeCKOTo KccenoBaHus B yciaoBusix LleHTtpa.
B Haweit rpynne nauueHToB (n = 28) pacnpeaeieHue o
TUCTOJIOTMYECKUM TUTIaM ObIJIO TIPEACTABICHO CIEMTYIOITUM
obpa3oMm: nanuuisipHbiii — 9/28 (32,1 %), TpaHCIOKALIMOH-
Hblii — 9/28 (32,1 %), cBetnoknerounsii — 4/28 (14,3 %),
xpoModobHbIii — 2/28 (7,15 %), [1KK ¢ nedurrom cyk-
nMHataeruaporeHasel — 2/28 (7,15 %), TpaHCIOKAIIMOH-
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Tadmma 1. Kaunuueckue xapakmepucmuiu, aeuenue u ucxoowl nayuenmog ¢ [1KK (nauano)

Table 1. Clinical characteristics, treatment and outcomes of patients with RCC (beginning)

OrtBer Ha npeonepa-

Ne Bospacr

Jlokamm3a- TIpenonepauu-

OpurunanbHble uccnepoBanus // Original studies

nanpenta | (romer) | Ilox st CumMnrombl MnnnuanpHas TakTHKA onnas TIXT muonHyio ITXT
Patient Age Gender Loc:liva fion Symptoms Initial tactics Preoperative CT Response to
number | (years) . P : preoperative CT
1 10.8 M CnpaBa HHTOIEZHE;&?HHHI;I HXT AVD CTa6I/I.JI'I/IBa.L[I/I$I
Right Intoxication syndrome NCT Stabilization
O6pa3zoBaHue B OpIOII-
2 13,6 M CJLTZ};a HOW TOJIOCTH Bg;)oninﬂ — —
Abdominal mass Sy
3 6.5 X CnpaBa Bonesoii cuHapom HXT AV Crabwimnsauus
’ F Right Abdominal pain NCT Stabilization
4 13.0 M CreBa MHTOIZ?HI?;;I; HHBIH HXT AV CTaﬁup'u3@uuﬂ
Left Intoxication syndrome NCT Stabilization
5 15.3 M Cresa CryJaitHast HaxXoJIKa TlepBuuHas oneparust _ _
’ Left Incidental findings Primary surgery
6 3.0 X Cnpasa BosneBoit cuHapom Buoncus JIY _ _
i F Right Abdominal pain Lymph node biopsy
CrnpaBa O6pasopanie B Gproi- HXT Crabunusanus
7 5,5 M Ri HOI MOJIOCTH AV T
ight T o NCT Stabilization
] 10.4 M Crpasa CrnyyaitHast HAX0IKa Buorcust _ _
’ Right Incidental findings Biopsy
9 6.2 M CnpaBa CryyaitHast HaxoaKa Buorncus, moBropHasi Guoncus _ _
> Right Incidental findings Biopsy, repeat biopsy
10 10.6 X CreBa MHTOIZ?}?;;IMO HHBIH HXT AV CTaGI/I'JI'I/IBa.LII/IH
F Left Intoxication syndrome NCT Stabilization
M HTOKCHKALIMOHHBII
X Cnpasa HXT Crabunuzauust
11 6,8 F Right CHHIPOM NCT AV Stabilization
Intoxication syndrome
12 56 M CnpaBa MaKporeMaTypyx;I BPI(?HCI/ISI %Xég;:ﬁ? Veenmunuenue Ha 42 %
Right Macrohematuria Biopsy (after biopsy) Increase by 42 %
13 14.6 M CrpaBa Cry4aitHast HaxXoJIKa TlepBuuHas oneparust _ _
’ Right Incidental findings Primary surgery
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Mecto nposese-
HUS PAAUKAIBHOI
onepauun
Site of the radical

Oco0enHocTH BBe-
JIeHHsl NAIHEHTOB
Features of patient

Craryc no 3a6oJie-
BAHHIO
Disease status

Cragus
Stage

Xapakrep U 00beM onepauun

Type and extent of surgery

Jlanmapockonus, HedpakTomust, RO
Laparoscopy, nephrectomy, RO

Jlanmaporomusi, pesekius nouku, RO
Laparotomy, resection, RO

Jlamaporomus, HedpakrTomusi, RO
Laparotomy, nephrectomy, RO

Jlanmaporomusi, HepakTomusi, Rx
Laparotomy, nephrectomy, Rx

Jlanaporomusi, pe3ekius mouku, RO
Laparotomy, resection, RO

Jlanmaporomusi, HepakTomusi, RO
Laparotomy, nephrectomy, RO

Jlanapockonusi, Hedpakromusi, RO
Second-look onepanust: pezexuust
HIIB

Laparoscopy, nephrectomy, RO
Second-look surgery: resection of the
inferior vena cava

Jlanmaporomusi, pe3ekius mouku, RO
Laparotomy, resection, RO

Jlamaporomus, pe3ekius mouku, RO
Laparotomy, resection, RO

Jlanmaporomus, Hedpakromusi, RO
Laparotomy, nephrectomy, RO

Jlanaporomusi, HepakTomusi, RO
Laparotomy, nephrectomy, RO

Jlanmaporomusi, HepakTomusi, RO
Laparotomy, nephrectomy, RO

JltomGoTOMUS, pe3eKIus MOYKH,
pasphbiB omyxosu, R1
Second-look onepanus: 1anaporo-
M1, He(h)pIKTOMUS
Lumbotomy, resection, tumor rupture,
RI1

Second-look surgery: laparotomy,
nephrectomy

Lentp
Center

Llentp
Center

Lentp
Center

AL
ocC
Lentp

Center

Lentp
Center

Lentp
Center

Lentp
Center

Lentp
Center

Al
oc

Lentp
Center

Lentp
Center

AL
ocC

management

Heundopmartus-
Has buoricust
Uninformative

biopsy

Kanpuunar
B nipocsete HITB
Calcinate in the
lumen of the inferior
vena cava

[ToBTOpHbBIE
OUOIICUN, HEMH-
dopmaTuBHasK
ouoricust B 111
Repeated biopsies,
uninformative biopsy
in OC

buornicus He
perrnoHapHbIx JIY
(6pbrkeeunsie J1Y)
Biopsy of non-
regional lymph nodes
(mesenteric lymph
nodes)

Heundopmartus-
Has ouoricus B I 11.
OrcyrcrBue J1Y B
TMCTOJIOTUYE-CKOM
Matepuale
Uninformative
biopsy in OC. No
lymph nodes in the
histological material

Pa3pbIB Karcyibt
onyxosii. buoncust
HE PETMOHAPHBIX
JIY (OpbIKeeuyHOro

JI

Lumbotomy. Rupture
of the tumor capsule.
Biopsy of non-
regional lymph nodes
(mesenteric lymph
nodes)

TucronornyecKuii T n]?:;:lﬂlf;li)c(:llv(;
IIKK .
. . JIOKEHHOCTH
Htstolo%gtg type of Predisposition
syndrome
CBeTJIOKJIETOUHBIIA
Clear cell type
TManunnspHblit
Papillary type
TpaHCIOKALIMOHHBII

Translocation type

CBETJIOKJIETOUHbBII
Clear cell type

KapuuHoma rnouku

¢ neuitom cykum-  MyTtanus B
HaTaeruaporeHassl  reHe SDHB
RCC with succinate SDHB gene

dehydrogenase mutation
deficiency

TpaHcIOKaIIMOHHbBIM

Translocation type
TManunnspHblit
Papillary type
MHoxe-
Xpovodosii ST
Chromophobic type Multiple
kidney cysts
TManunnspHbLit
Papillary type
TpaHcnoKkalMOHHbI
Translocation type
TpaHcokalmoHHast
KapLMHOMa B coue-
TaHUU C TAMWUISIp-  MyTanus B
HOW KapLIMHOMOM rene FLCN
TMOYKU FLCN gene
Translocation type mutation

in combination with
papillary type

TpaHCIOKAaLIMOHHBIIT
Translocation type

TManuspHbIit
Papillary type

T1aNOMO

T1bNOMO

T1aNOMO

T3aNIMO

T1bNOMx

T1bN1MO

TIbNOMO

T1bNOMO

T1aNOMO

T2aNxMO0

T2aNOMO

T1laNxMO0

T1bNxMO

Kus, I10
Alive, CR

XKus, [1O
Alive, CR

Kus, I[1O
Alive, CR

CucremHas mpo-
rpeccusi, CMepTh
Systemic
progression, death

XKus, [T1O
Alive, CR

XKus, [1O
Alive, CR

XKus, [1O
Alive, CR

XKus, T1O
Alive, CR

Kus, I10
Alive, CR

Kus, I10
Alive, CR

Kus, T10
Alive, CR

Kus, I[TO
Alive, CR

XKus, [1O
Alive, CR
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Table 1. Clinical characteristics, treatment and outcomes of patients with RCC (end)

Ne

namuenta | (rommn)

Patient
number

14

15

18

19

20

21

22

23

24

25

26

27

28

Bospact

Age

(years)

14,8

6,0

14,8

5.9

5,9

16,9

13,4

7,2

11,4

13,6

16,3

ITon
Gender

~ X

= X

~ ~ X ~ 3

=4

K
F
X
F

Jlokamm3a-

nus

Localization

CnpaBa
Right

Crnea
Left

CrnpaBa
Right

CreBa
Left

CmpaBa
Right

CrneBa
Left

CrnpaBa
Right

CreBa
Left

CrmpaBa
Right

CrneBa
Left

CrpaBa
Right

CrnpaBa
Right

CreBa
Left

CrneBa
Left

CreBa
Left

CuMITOMBI
Symptoms

CrnyyaitHast HaxoaKa
Incidental findings

CryyaitHast HaxoaKa
Incidental findings

CiyyaiiHast Hax0/1Ka
Incidental findings

CiyyaiiHast Haxo/1Ka
Incidental findings

CryyaitHast HaxoaKa
Incidental findings

O6paszoBaHue B OpIOLI-
HOI TTOJIOCTU
Abdominal mass

CryyaitHast HaxoaKa
Incidental findings

DHype3
Enuresis

Bonesoit cunapom
Abdominal pain

O6pa3oBaHue B OpIOIII-
HOI MOJIOCTU
Abdominal mass

O6pasoBaHue B OprOII-
HOW MOJIOCTH
Abdominal mass

CryyaitHast HaxoaKa
Incidental findings

M HTOKCHKALIMOHHBII
CUHIPOM
Intoxication syndrome

O6pa3oBaHue B OPIOIII-
HOM MOJIOCTU
Abdominal mass

CiygaiiHasi HaXo[Ka
Incidental findings

MnnnuanbHas TAKTHKA
Initial tactics

Buorncus
Biopsy

HXT
NCT

IepBuyHas onepauus
Primary surgery

IlepBuyHas onepanus
Primary surgery

TlepBuuHas oneparus
Primary surgery

[MepBuuHas oneparust
Jlrom6oToMusI,
R1-pesekuust
Primary surgery
Lumbotomy, RI-resection

[MepBuuHas ornepanus, JIOM-

6oTomus

Primary surgery, lumbotomy

Buorncus
Biopsy

Buoncusa
Biopsy

HXT
NCT

[lepBuuHas onepaiusi, ApeHU-

pPOBaHUEC KUCTBI

Primary surgery, drainage of the

cyst

[TepBuuHas oneparust
Primary surgery

IepBuuHas onepauus
Primary surgery

HXT
NCT

IepBuyHas onepanus
Primary surgery

IIpenonepanu-

Preoperative CT
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OTBeT Ha npesonepa-
nuonnyio IIXT
Response to
preoperative CT

onnas IIXT

Crabwimnsanus
AV Stabilization
Her nanHpix  YmeHblueHue Ha 32 %
No data Decrease by 32 %
AV VYmenbinenue Ha 70 %

Decrease by 70 %

IIpumeuanue. Y gcex 28 nayuenmos omcymemeosanu conymemeyroujue 3aooneeanus; HXT — neoadsiosanmuas xumuomepanus;

AKKJI — ananaacmuueckas kpynunoxaemounas aumgoma, /1P — opyeue Llenmpoi; 110 — noanwiii omeem.

Note. All 28 patients had no comorbidities. NCT — neoadjuvant chemotherapy; ALCL — anaplastic large cell lymphoma; OC — other Centers; CR — complete response.
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Mecto nposese-

. | Ocobennocru BBe-
HUSI PAIMKAJILHOM

JIEHHUS NAIUEHTOB

XapakTep U 00beM Onepanun

' X onepanun ;
Type and extent of surgery s e Features of patient
management
surgery
HeundopmaTtus-
Jlamaporomus, pesekius mouku, RO Llentp Has ouornicus B 111
Laparotomy, resection, RO Center Uninformative
biopsy in OC
Jlamaporomus, pesekius mouku, RO Lentp
Laparotomy, resection, RO Center
Hinemuueckast
Hedpomnarus. OT-
Jlamapockornusi, pe3eKIust TO4KH, pini| CWCTBM%?,HOHCMH
Laparoscop;b)(‘esection Rx oc Lschemic
4 ’ nephropathy. No
biopsy of lymph
nodes
Jlanmaporomusi, HepaKTOMUS PIKB,
Second-look onepanus: mmda- . Mocksa
neHakTomus, RO Russian
Laparotomy, nephrectomy Children’s
Second-look surgery: Clinical Hospital,
lymphadenectomy, R0 Moscow
OrcyTcTBHE
Jlanmapockonusi, pe3ekiiusi mouku, R0 J1TL ouorncun JIY
Laparoscopy, resection, RO ocC No biopsy of lymph
nodes
Jlrom6oTomMust, pesekius mouku, R1 - JI1I, second-look
Second-look onepanus: 1anaporo- orneparusi — B
Musi, pe3eKnus nouku, RO Llentpe JlromGoTomMus
Lumbotomy, resection, R1 OC, second-look Lumbotomy
Second-look surgery: laparotomy, surgery — in
resection, RO Center
JlromG6otomust, HepakTomusi, RO JIT JlromGoToMuMst
Lumbotomy, nephrectomy, RO ocC Lumbotomy
Jlanapockonusi, HedpakTomusi, RO J1T
Laparoscopy, nephrectomy, RO ocC
Jlamaporomus, HeppakTomust, RO J1T
Laparotomy, nephrectomy, RO ocC
Jlrom6otomust. OT-
CyTCTBUE OUOTICUU
JltomGoTomust, HepakTomust, Rx JLL J1y
Lumbotomy, nephrectomy, Rx ocC Lumbotomy. No
biopsy of lymph
nodes
OtcyTcTBHE
Jlanmaporomus, HeppakTomusi, RO JLL ouorncumn JIY
Laparotomy, nephrectomy, RO ocC No biopsy of lymph
nodes
OtcyTcTBHE
Jlanaporomusi, HeppakTomusi, RO JLL ouorncuu JIY
Laparotomy, nephrectomy, RO ocC No biopsy of lymph
nodes
Jlamapocko e3e o
TapOCK m/m,RpO KIIUST TIOUKH, Ienp
Laparoscopy, resection, RO Center
Jlamapockonus, HedpakTomusi, Rx AL
Laparoscopy, nephrectomy, Rx oc
Jlanapockonusi, HedpakTomusi, RO JIT
Laparoscopy, nephrectomy, RO ocC

TucToornyecKuii TN LI
KK npenpacmo-
. . JIO)KEHHOCTH
SRR B O Predisposition
RCC
syndrome
CBeTJIOKJIETOUHBIIA
Clear cell type
CubIuHT —
TManuinsapHbIit AKKIJT
Papillary type Sibling —
ALCL
TyOy/1IOKMCTO3HBIIM
Tubulocystic type
CBeTJIOKJIETOYHBIi
Clear cell type
TManunnspHbIit
Papillary type
[ManuuisipHblii
Papillary type
TpaHcnokalmoOHHbI
Translocation type
XpoMohOoOHBIit
Chromophobic type
TpaHCIOKAIMOHHBII
Translocation type
Jlumboma
Tpancnokaunonusiii  bepkutra
Translocation type Burkitt
lymphoma
TManunnspHbrit
Papillary type
TpaHcTOKaIMOHHBIM
Translocation type
KapuuHoma mouku
¢ neuuToM cyKim-  MyTanusi B
HataeruaporeHasbl  reHe SDHB
RCC with succinate SDHB gene
dehydrogenase mutation
deficiency
IManunnsipHbIit
Papillary type
TpaHCIOKaLIMOHHBII

Translocation type

T1bN1MO

TINOMO

T1bNxMO

TlaN1MO

T1bNxMO

T1bNOMO

T1aNOMx

TIbNOMO

T1bNOMx

T1bNxMx

T1laNxMO0

T1bNxMO

T2aNOMx

T3NxMO

T2aNOMx
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Craryc no 3a0oJie-
BaHUIO
Disease status

Kus, I10
Alive, CR

Kus, I10
Alive, CR

Kus, T10
Alive, CR

XKus, T10
Alive, CR

Kus, I10
Alive, CR

Kus, T1O
Alive, CR

Kus, I10
Alive, CR

XKus, T10
Alive, CR

Kus, I10
Alive, CR

Kus, I10
Alive, CR

XKus, [1O
Alive, CR

XKus, [1O
Alive, CR

Kus, T10
Alive, CR

CucreMHas mpo-
rpeccusi, CMepTh
Systemic
progression, death

Kus, [TO
Alive, CR
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HBII TUIT B COYETAaHUU C MamwuispHeiM — 1/28 (3,6 %),
TyOyJI0KMCTO3HBII — 1/28 (3,6 %). B 1 ciiydae nuarHo3 Obu1
u3MeHeH Ha [1KK ¢ necduiiurom cykimmHataeruaporeHa3bl
I10CJIE MPOBEACHUS TEHETUUECKOT'O MCCIEA0BAHMS U BbISIB-
JICHUSI TepMUHAJIbHOM MyTaliuu B reHe SDHB.

CyMMapHO MyTalluM B Te€Hax, Ipeapaclioiararolmx
K pasButuio [1KK, onucanbl y 2 OOJBHBIX B BUAE Iep-
MUHaJbHBIX MyTauuit B reHe SDHB. Takxke B 1 ciiydae
(mammmeHT No 11) METOmOM BBICOKOIIPOU3BOAUTEIHLHOTO
CEeKBEHUPOBAaHUS TePMUHAIBHOIO MaTepuana (I1umMcbo-
LIUTHI TIepudepruIecKoil KpOBM) BBISIBJIEHA MUCCEHC-MY-
tauus B reHe FLCN p.(Argd14Trp).

PacxoxxneHue OUarHo30B UM I'MCTOJIOTMYECKUX BapH-
anToB [1KK mexny nmoxkanbHOI maToMopdhOJorndecKoit
naboparopueii 1 pedpepeHcom B LleHTpe ObLIO OTMEUYEHO
B 7 (25 %) cay4asix (Tabi. 2).

Tabmuua 2. Cayuau pacxosicoenust 2Ucmono2u4eckKux OUaeH0308 6 10KAAbHOI
namomopghonocuueckoil  aabopamopuu U 8 NAMOAO20AHAMOMUYECKOM
omaoenenuu Llenmpa

Table 2. Cases of divergence of histological diagnoses in the local

pathomorphological laboratory and pathomorphological laboratory in the
Pathology Department of the Center

Ne ma-
IHEHTA

Patient

JlokaJbHOE THCTOJIOTHYE-
CKO€ 3aKJII0YeHne

Pedepenc rucroormyecknx
npenapaToB

Reference of histological

Local histological conclusion

preparations

number

Buonrar: snutenanbHast
OITyXO0JTb, 6€3 TOMOIHUTEb-
HOTO YTOYHEHUS! (HEAUATHO-

CTUYECKHIA MaTepua)

Buonrar: meTaHe aJIbHas
dp Second-look onepamus:

2 _ oncHoMa namwusipHas [TKK
Biopsy: metanephric Biopsv: epithelial
adenoma _ Biopsy: epithelial tumor,
without further clarification (not
diagnostic material)
Second-look surgery: papillary
type RCC
Buonrar: HemMarHOCTUIECKUiA
N MaTepua
Buonrar: anuTeMaTbHbII
Second-look onepamus:
BapuaHT HehpoOIaCTOMBL
9 N nanmwuisipHas [MTKK, tvm 2
Biopsy: Wilms tumor, Biopsv: di . ial
G iopsy: non-diagnostic materia
Second-look surgery: papillary
type RCC, type 2
10 TManunnsapuas [MKK, tum 2 TpancnokaumonHas [TKK
Papillary type RCC, type 2 Translocation type RCC
DNUTeTMATbHBIN BADUAHT oo LS, o 1
13 HedpobIacToOMbl e )
Wilms tumor, epithelial type pitary typ > P
2 TManunnsapuas [MKK, tum 2 Tpancnokammonnas [TKK
Papillary type RCC, type 2 Translocation type RCC
Hedpobractoma ¢ pokasb-
23 HOI1 aHaTLIa3uen Tpancnokarmonnas [TKK
Nephroblastoma with focal Translocation type RCC
anaplasia
28 CaemnokietouyHast [TKK Tpancnokanuonnas [TKK

Clear cell type RCC

Translocation type RCC

W13 28 manneHTOB, BKJIIOYEHHBIX B HACTOS NI aHAJTN3,
26 (92,8 %) xusnbl. [Iporpeccus 3aboj1eBaHKUs HaOIIO1a~
JIach B 2 ClIy4asiX ¢ pa3BUTHEM OTIAJeHHBIX METAacTa30B,
JIaHHBIE MalUMEHTHI TTorn6au. B 1 HaGmoneHuu y mamnu-
eHTa co cBeTokieTouHbIM TUIToM TTKK yepes 1,6 Mec ot
MOMEHTa Bepu(uKaluy IMarHo3a oTMe4eHa Iporpeccusi
3aboneBaHusl ¢ BomieyeHueM JIY 1en, MHOXECTBEH-
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HBIM TTOpaxkKeHWeM JIETKMX 1 TieBphl (mauueHT Ne 4). Bo
2-M ciyyae (manumeHT Ne 27) gepe3 12,8 Mec pa3BuUiiach
nporpeccust 3ab0jieBaHUs Y OOJIBHOIO ¢ IMaNWLISIPHBIM
tunioMm [1KK ¢ MHOXeCTBEHHBIM ITOpakeHUeM JieT-
Kkux, esphl, JIY cpenocteHus. B HacTosmmii MOMEHT
26 MauuMeHTOB KUBBLI 0€3 COOBITUIA M HaXOIATCS B IMPO-
lecce TMHAMUYECKOIro HaOJIIOAECHUSI MOCAe OKOHYAHMS
JICYEHMSI, B TOM YHCJIC U TTAILIMEHT C MHTPaoIepalliOHHbIM
pa3pbIBOM oOIyxoiau. MennaHa HaOMIOAEHUs 3a TMalu-
eHTamu coctaBwia 15,9 mec (pazopoc — 0,4—78,0 mec).
IMokazarenu 2-nerHeit OB u BCB 0Obliu paBHbl 95,5 %
(95 % nosepurenbublit unTepsan (1) 87,1-100) u 91,6 %
(95 % 1N 81—100) cooTBeTCTBEHHO (puc. 2).

Puc. 2. IToxazameau 2-semneit bCB u OB nayuenmos ¢ IIKK
Fig. 2. Parameters of 2-year EFS and OS of patients with RCC

Oo0cyxneHne

IIKK saBasieTcst peakoil OIyXosblo y neTeil U Toj-
poctkoB. YaenbHbii Bec IIKK B crpykrype 3aboseBae-
MOCTH OITyXOJISIMM ITOYEK BapbUpPYyeT OT Bo3pacTa. Tak, 1o
JAHHBIM KPYITHOTO MEXAyHApOMIHOTO MOMYJISILIOHHOIO
HUcCcleqoBaHusI, B Bo3pacTHoi rpymnmne 0—14 neT Ha 3TOT
BUJI omyXojiu npuxonurcs 3,5 % (543 u3 15 320 ciyyaes),
TOrJa Kak B MOJIPOCTKOBOM Bo3pacte 15—19 et — 70,5 %
(564 u3 800 HaGmoaeHmit) [11].

CraHmapTU30BaHHBINA TOKa3aTelb 3a00JeBacMOCTU
TTKK Bappupyet ot 0,01 Ha 100 ThIC. I€TCKOTO HaceJIeHUS
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B Bozpacte 0—9 et 10 0,04 Ha 100 ThIC. IETCKOTO Hacee-
Husg B Bo3pacte 10—14 net u 0,07 Ha 100 THIC. TTOAPOCTKO-
Boro HaceneHus 15—19 ner [3].

3apyOexkHble MOMYJSLUOHHbIE MCCACIOBAHUSI aHa-
JIM3UPYIOT B3aMMOCBSI3b ITOBO3PACTHBIX IIOKa3aTeseil
3aboneBaemoctu Hedpodmactomoii u ITKK. ITo naHHBIM
Surveillance Epidemiology and End Results (SEER),
B CIIIA «mepekpecT», Korma CpaBHUBAIOTCS ITOKa3aTen
3aboneBaemoctu Hedpoodaactomoii u ITKK, mpuxonurcsa
B cpeaHeM Ha BospacT 12—13 ner. Ilpu aToM mokaszaHo,
yro [TKK no cpaBHeHMIO ¢ IPyrMMU BHUAAMU OIIyXOJeii
IOYeK accoluupoBaHa ¢ 0oJjiee CTapIIMM BO3PACTOM,
JIOKQJIM30BaHHBIMU (hopMaMu 3a00sieBaHUsI, MEHbBIIUM
pasmepom onyxonu. Takke ITKK xapakrepusyercst npe-
HMMYILECTBEHHO OMHOCTOPOHHMM ITOPaXKEHUEM B OTJIMYUE
OT He(dpoOIIACTOMBI, TTPU KOTOPOI OTHOCUTEIBLHO YacTO
BBISIBIISICTCS IBYCTOPOHHEE MOpaXKeHKe, BKIIIOYasl ClIydau
¢ BbISIBIEHUEM HedpobiacTomarosa [12].

I[lo paHHBIM HEMELKOIo IOMYISILMOHHOTO PETPO-
CIIEKTUBHOIO  MCCJIEIOBAHMUSI, KOTOPOE  BKJIIOYAJIO
49 cnyvaeB [1KK y neteit B Bo3pacte 10 16 jet, 3aperu-
cTpupoBaHHBIX 3a mepuon ¢ 1980 mo 2005 r., MeauaHa
BO3pacTa Ipu ITOCTaHOBKE AuarHo3a cocrasuia 10,6 roga
(pazopoc — 1,2—5,9 roma) [2]. CooTHOIIEHUE MaIbuM-
KU:1eBOoYKHU ObLI0 paBHO 0,96:1. KnnHudeckass KapTuHa
MPEeUMYILIECTBEHHO BKJIIOYaia 6oyieBoit cunapoM (55 %),
remarypuio (30 %), nanenupyemMoe o0pa3oBaHue B OPIOLI-
Hoii nmojioctu (12,5 %), B MeHblIIeH CTEIIEHU OTMEYaIuCh
CUMITOMBI, CBSI3aHHbBIE C HapylIeHHMEM MOYEBbIIEIM-
TesbHOI cucteMsl (7,5 %), u obuiue cumntomsl (42,5 %),
15 % naieHToB He UMeY CeLM(UISCKUX CUMITTOMOB [2].

B Hamreit xoropre OOJBHBIX MeAuMaHa Bo3pacTa
Ha MOMeHT mnoctaHoBku auarHosa [IKK cocraBuia
11,0 roma, 4TO B LIEJIOM COIIOCTABMMO C paHee OITyOJIM-
KOBaHHBIMM HuccienoBaHusMu [2, 13]. XapakTtepHbIM
JUIS1 Hallleld KOTOPThI MAallMEHTOB TakKe SIBJISICS OTHOCH -
TeJIbHO MaJiblii 00BEM OITYXOJIM Ha MOMEHT BepuduKauu
nuarHosa (MennaHa oObema 00pa3oBaHUs COCTaBUIIA
40,5 cm?), GOJIBIIMHCTBO OMYX0JIei OTHOCUJIUCH K CTaguN
T1, oTcyTcTBOBaAIM ClTydyau ¢ OMIaTepabHBIM IMOPaKEHU -
eM. MHumanpHO HU Yy OMHOTO 00JBLHOIO He OBLIO OTIa-
JIECHHBIX METaCcTa30B, HO B ITOCJICAYIOLIEM y 2 MaLMEHTOB
OTMeUasICs PeLUanB 3a00JIeBaHUS C pa3BUTHUEM OTHAICH-
HBIX MeTacTa3oB. Haim coOCTBeHHBIE HaHHBIC TaKXkKe
CBUIETEBLCTBYIOT O HecnelHu(pUIeCKO KIMHUYECKOMN
cumnroMatuke [TKK Ha MOMEHT ITOoCTaHOBKU AMarHo3a.
BaxxHO OTMETUTD, UTO IJIUTEIBHOCTb OT BOBHUKHOBEHMS
MEPBbIX KIMHUYECKMX CUMIITOMOB/BBISIBJICHUSI OITyXOJIU
JI0 IOCTAHOBKM JMarHo3a ObLa JOCTaTOYHO KOPOTKOIA
M cocTaBuja 2,5 Mec, TOJIbKO B | cllydae oTMevascs -
TeJIbHBI MHTepBaj, nocturimuii 40,3 mec.

Mo pmanHbIM MexayHapogHoit nutepaTypbl, I[TKK
MOXET pa3BUBAaThCs Y MALIMEHTOB ¢ HAJIMYMEM B aHAMHE-
3€ JPYTroM 3J10KaYeCTBEHHOM OMyX0Jiv, B YaCTHOCTU HEM-
poonactoMbl [2]. MHTepecHBIM HaOJIONeHUEM B Hallei
Koropre sIBUJIOCh pa3Butue y namuenTa 13,4 roma ITKK
KakK BTOPOI oImyxosin yepe3 3,5 roja mocjie 3aBeplleHUs
Tepanuu 1o nosoay aumdomsl bepkurra. Crenyer Tak-
xe orMeTutTbhb, yTo [TKK MOXeT pa3BuBaThcs Ha (oHe
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CUHIPOMOB TIPEAPACIIONIOKEHHOCTH K OITyXoJisiM. Tak,
y 2 OOJIbHBIX B HACTOSIILIEM MCCIIeIOBAaHUU ObIJIA BhISBJIC-
HBI TepMUHaIbHbIE MyTalluu B reHe SDHB.

TTKK Mopdonornyecku reTteporeHHa M BKJIIOYAeT
B cebsg Oosee 10 TakKMX TUCTONOTMYECKUX THUIIOB, KakK
TPAHCJIOKALMOHHBIN, TANWUIAPHBIA, MENLYJUIIPHBIN,
XpoMo(OOHBIi, cBeTJOKIeTOYHbI [8]. Takxke BbiIe-
NS0T OoJiee penkue ructoinorndeckue noarurbl [TKK:
¢ necduruTom (pyMaparruaparassl, ¢ 1ePUIIMTOM CYyKIIU-
HataeruaporeHasnl, ITKK, accoummpoBaHHyiO ¢ TyOe-
po3HbIM ckiepo3om, TTKK ¢ mepecrpoiikoit rena ALK,
TUPOUIOIONOOHBIM THUII, MHUOSIUTEINAIbHYIO KapIlu-
HOMYy, HekinaccudumupoBaHHblii Tun [5]. IlocnemHue
HUCCcea0BaHUs IMoKa3biBaloT, uto ouojorus [TKK y gereit
3HauuTeabHO oTimyaeTcs ot [1KK y B3pocnbix [2, 5, 13].
K ocobennoctsam ITKK y B3pocibIX OTHOCUTCS TPEeBaIN-
poBaHue cBeTiokieTouHoro tTuna ITKK [14], Torma kak
B JCTCKOM MOMYJISILIMY Ha JAHHBIN BapUaHT IIPUXOIUTCS
He 6onee 3,3 % [3].

ITo maHHBIM MeXXIYHAPOMHBIX ITyOJIMKAIIMiA, TOMM-
HUPYIOIIIUM THUIIOM B ACTCKOM MOMYJISIIUU SBISIETCS
tpaHcaokaunoHHblii  Tun I1KK, accomuupoBaHHbIM
C TpaHCJIOKALUSIMU TeHOB — uJieHOB cemelictBa MiTF —
TFE3w TFEB [2, 5, 13]. Ha gonto ykazaHHOro BapuaHTa
IKK npuxoautcst 41,5 % cnyuaes [5]. KiuHnueckoii ero
0COOEHHOCTBIO SIBJISIETCS] BBICOKASI YAaCTOTa PETMOHAPHO-
ro MeTacTa3upoBaHUs ¢ TTopaxkeHeM 3a0pIOIIMHHBIX J1Y,
koropas poxonut a0 37,5 % [15]. Ha 2-m mecre 110 pac-
MPOCTPAaHEHHOCTH B AETCKOM IOITYJISIIIUM pacIiojaraeTcs
namwuisapHblid Tun [IKK (16,5 %), Ha 3-M (110 JaHHBIM
aBTopoB u3 CIIA) — MenyIasapHBIi TUIT, aCCOLIMUPOBAH-
HBIIi ¢ CepIIOBUIHO-KIIETOUHOI aHeMueili [5].

Mopdonornueckas Bepucdukanus [TKK 3arpymHu-
TeJIbHAa W3-32 3HAYMTEIBHON TE€TEPOreHHOCTH BHYTPU
KaXI0TO M3 BBIIIEIIEPEUNCACHHBIX TIOATUIIOB U CXOACTBA
TUCTOJIOTUYECKOI KapTUHBI KaK MEXKIY HUMU, TaK U C Ipy-
TMMM HOBOOOPa30BaHUAMHU Mouek y aereit [16]. Jomo-
HUTEIbHBIE TPYAHOCTU MOP(OJIOrnIeCcKOil TMarHOCTUKHI
TpaHcJIokalrmoHHoro BapuaHTa [1KK BbI3bIiBaeT BO3MOXK-
HOCTh HaJIM4YMs B OIYXOJM y 1 IMaluMeHTa HECKOJbKUX
TUCTOJIOTUYECKUX I1aTTEPHOB, MMMTHUPYIOIIMX IPYTHe
TMCTOJIOTMYECKME BapuaHThI 3a00JeBaHus [16]. Heobxo-
JUMO TIOJYEPKHYTh, YTO Mopdosorndyeckas Bepupuka-
s auarHosa ITKK tpeGyeT o0s13aTeIbHOTO IepecMoTpa
TUCTOJIOTUYECKOTO MaTepuaja, KOTOPBIil HOKEH IIpo-
BOJIMUTHLCS OIMBITHBIM TAaTOMOP(OJOroM B pedepeHCHOM
LIEHTPE B 1IEJISIX UCKIIOYCHUST BEPOSITHOCTU omunoku. [1o
HalllUM COOCTBEHHBIM JTaHHBIM, ITpOBeIeHUe pedepeHca
TUCTOJIOTUYECKUX IIperapaToB TO3BOJUIO HU3MEHUTH
JIUarHo3 win ructojornvyeckuii Bapuant [IKK y 7 (25 %)
13 28 MalyeHToB.

BaxHbpIM 111 TpaBUIBHON ITOCTAHOBKM IMarHo3a
IIKK sgBnsieTcss mpoBeaeHNE MOJEKYISIPHOTO 1 UMMYHO-
TUCTOXMMUYECKOTO MccaenoBaHuil. MapkepaMu, xapak-
TepHBIMU 1151 TpaHcnoKaunoHHoro tuna IMTKK, cmyxart
TpaHciokauuu reHoB TFE3 w TFEB. Haubonee 4acTbiM
COOBITHEM SIBJSETCS BBIABIACHUE TpaHciaokauuu 71FE3
(93,2 %) no cpaBHeHUIO ¢ TpaHciaokauueit TFEB (6,8 %)
[5]. B mpocrniektuBHoM uccinenoBanuu AREN03B2, mipo-
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BeneHHoOM JleTckoii oHkojorumyeckoit rpynmoit CIIA
(COG), myTeMm LIeHTpaIM30BaHHOIO IMaToMopdoornye-
CKOTO IepecMOTpa ObLIO OTMEYEHO, YTO IO MCIIONb30-
BaHUsI HAIJIEXKAILIEr0 UMMYHOTMCTOXMMUYECKOTO TECTH-
poBaHus Ha TpaHciaokauuu TFE3 u TFEB HekoTopble
TpaHciaokaoHHeie TUNbI [TKK Mormm ObITh JIOXHO
KJ1accUUIIMPOBaHbI KaK MaMUUISIPHBINA WX CBETIOKIIC-
TouHbIll TUM [5]. MccaenoBaHus TPYIBL IO U3YYCHUIO
oIyxoJieil mmouyek MexayHapogHOro oOIIecTBa JAETCKUX
onkojoroB  (SIOP-RTSG) mnonrBepxkmaroT mdaHHOE
HabmoneHue [17]. Jlo pyTMUHHOTO NPOBEACHUSI UMMYHO-
FUCTOXUMMUYECKOI0 MCCIIeAOBaHUs Ha HOJI0 IMaIWLIsP-
Horo u cBetriokiaeTouHoro tunoB ITKK npuxomuioch
447 % wu 23,4 % coorBercTBeHHO. [locie BHeapeHMs
JAHHOI METOAMKY IIPEBAMPYIOIIMM CTaJl TPaHCIOKAIl-
OHHBbIIA BapuaHT (56,3 %), a yae/IbHbIi BeC NaMWLISIPHOIO
U CBETJIOKJIETOYHOI'O BapuaHTOB cokpartwmicd 10 29,7 %
u 6,3 % coorBeTcTBeHHO [17]. Psin aBTOpOB Ipeaiaraior
IIOMKMMO PYTUHHOIO HKCIIOJIb30BaHUSI MMMYHOTHMCTOXM-
MMUYECKUX MapKepOB MPOBEACHUE JOMOTHUTEIBHO (Iy-
OPECLIEHTHOU rMOpUAN3ALINM in Situ AJ1s1 IOATBEPKACHUS
nepectpoiiku reHoB TFE3 u TFEB nnu ceKBeHUPOBaHUS
HoBoro nokojieHus (NGS) B 3aBUCMMOCTH OT IOCTYITHO-
CTU METOJOB M OCHAILEHHOCTH MaTOMOP(HOIOrn4ecKoi
naboparopuu [5] (puc. 3).

B onucanHoii HamMu Tpymre U3 28 MalMeHTOB OTMe-
yaJiCsl paBHbII BKJIAJ MaNWUISPHOIO Y TPAHCIOKALIMOH-
Horo turoB [TKK (1o 32,1 %). OTHOCUTEIbHO MEHBIIINI
yIeNbHBIN Bec TpaHcaokaunoHHoro BapuanTta ITKK mo
CPaBHEHMUIO C OIIMCAHHBIMU B HEAABHUX MEXKIYHAPOIHbBIX
IyOIMKAIMIX MOXET OBbITh IMOTEHIMAJIbHO OOYCIOBJICH
TE€M, YTO MMMYHOTMCTOXMMUYECKOE MCCIEIOBAHUE IJIsI
oueHku TFE3 crano pmoctynHo Toabko ¢ 2015 . Cnenyet
TakKXe OTMETUTD, YTO B paMKaX HACTOSIIIEro MCCJIeI0Ba-
HUSI Mbl HE CTAaBUJIM 3a/a4yy IOBTOPHOTO aHajIn3a TMCTO-
JIOTMYECKOro MaTepualla.

TepaneBTuyeckass TaKTUKa IPU JCUEHUU MAllMEHTOB
¢ IIKK 3aBucuT oT 001IMX MTOAXOA0B K JIEYEHUIO OITyXO-
JIEW MOYeK y JeTei, TaKUX KaK PEKOMEHIALIMU TPYIIIIbI
COG u nporokona SIOP-RTSG. CornacHo peKomMeH-
nmanusm rpotokoia SIOP-RTSG-2016, oxBaThIBaIOIIMM
BCE€ OCHOBHBIE BUIbI OMYXOJiei MOYEK AETCKOTO U IOMI-
POCTKOBOTO BO3pacTta, 60JIbHbIE B BO3pacTe OT 6 MecsleB
10 16 jeT Ha IepBOM 3Tare MOIYT I0Jy4aTh IIperolie-
pamonHyio [IXT 0e3 mpoBeseHUST TUMCTOJOTMYECKOM
Bepudukauuu. B Haieit koropre mauueHTOB MpeaoIie-
paumonHas ITXT mpoBeneHa TOAbKO 9 AETSIM, MpeUMy-
LIECTBEHHO B BUJIE pexXxuMa AV, pU 3TOM OLIEHKA OTBETa
OITyXOJIM IIPOJAEMOHCTPUPOBaIa OTCYTCTBUE TMHAMUKHU CO
CTOPOHBI Pa3MEPOB OIMYXOJIU Y OOJIbIIMHCTBA ALUEHTOB.
WHTepecHbIMU SIBJISIIOTCSL JAHHBIE PETPOCIIEKTUBHOIO
nccaepoBanust SIOP-RTSG, cBuieTeTbCTBYIOLINE O TOM,
qto perpecc omyxonau > 10 % oT MHULIMATBHOTO 0ObeMa
ObL1 JOoKyMeHTHpoBaH y 11 (47,8 %) u3 23 maiueHTOB,
rmoayJyaBIux npepomnepauronnyto ITXT [17].

Tem He menee ITKK tpagnumnoHHO paccMmaTpuBaeT-
¢s1 KaK XMMUOPE3UCTEHTHAsI OIyXOJb, OCHOBHOE MECTO
B JICYEHUU KOTOPOI 3aHUMAeT paluKaibHOE XUPYpruye-
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Puc. 3. lucmonoeuueckasn kapmuna pazauunvix eapuanmos I[1KK 'y demeii
u noopocmiog: a — nanunaspruasn KK, mun 2 (no WHO 2016), okpacka
2eMaAmoKCUAUHOM U 303uHom, X 200; 6 — nanuaaapuas I[IKK, mun 1 (no
WHO 2016), okpacka eemamoxcuaurnom u 303unom, % 200; ¢ — kapyunoma
¢ Hedocmamounocmoio SDH B, okpacka eemamoxcuaunom u 303unom, < 100;
e — SDHB ¢ no3umusHbsim KOHMPoOAeM 6 nouke, OKpacka 2emamokCUAUHoM
u 303unom, X 100; 0 — ceemaokremounas KapyuHoma, NANUAAAPHbLIL MU
pocma, okpacka eemamoxcuiuHom u 303urom, X 100; e — TFEB kapyuno-
Ma, 0OKpacka eemMamoxcusuHom u 303unom, < 200; wc — TFE3 kapyuroma,
O0KpacKa eemMamokcuaunom u 303unom, x 200; 3 — TFE3 6 onyxoau, okpa-
CKa 2eMamoKCUAUHOM U 303uHom, X< 400

Fig. 3. Histological type of RCC in children and adolescents: a — papillary
type RCC, type 2 (according to WHO 2016), staining hematoxylin and eosin,
x 200; 6 — papillary type RCC, type 1 (according to WHO 2016), staining
hematoxylin and eosin, x 200; 6 — succinate dehydrogenase deficient RCC,
staining hematoxylin and eosin, < 100, ¢ — succinate dehydrogenase deficient
RCCwith positive control in renal tumor, staining hematoxylin and eosin, % 100;
d — clear cell papillary RCC, staining hematoxylin and eosin, % 100;
e — TFEB RCC, staining hematoxylin and eosin, < 200; »c — TFE3 RCC,
staining hematoxylin and eosin, x 200; 3 — TFE3 expression in the tumor,
staining hematoxylin and eosin, %< 400

CKOe JieueHre, YTO TUKTYeT HEOOXOAUMOCTbh MaKCUMab-
HO PaHHEro BBISIBICHUS] JAHHOTO BUJA OMYXOJU B LIEJISIX
BO3MOXHOTO OTKa3a OT MpPOBENEeHUsS HEeOOOCHOBaHHOM
TIXT. JanHbie, mosyyeHHbIE B BeTruKoOpuTaHUM rpymIon
3KCIepToB noj pykoBoactBoM T.J. Jackson, mokasbIBaloT,
YTO WMHUIIMAJIbHAs OMOTCUS MOXET ObITh 3(deKkTuBHA
nnst moctaHoBku nuarHosa ITKK ¢ ucnonb3oBaHuem
noporoBoro 3HayeHus B 10 JeT 1 BbIllIe, YTO MOBBILIAET
KJIMHUYECKYIO 3HAYMMOCTh Ouorcuu 10 26 %, rpu aToMm
Bce caydyau [IKK mpaBuibHO uHTepnpetupytotcs [19].
HanHble rpynnbl U3 BenukoOpuTaHUU Hapsiy C SMUae-
MUOJIOTUYECKMMU XapaKTEPUCTUKAMU JIETJU B OCHOBY
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OOHOBJIEHHBIX PEKOMEHIAIINI MO MCIOJb30BAHUIO TOJI-
CTOUTOJIbHOM OMOICUY Y ALMEHTOB C OITyXOJISIMM ITOYEK,
B YacTHOCTU ais yinydmeHuss nuarHoctuku TTKK [20].
Tak, mo pmanHbeIM rpymnnbl SIOP-RTSG na momio KK
MpUxoauTcs 6osee 5 % ciyvaeB y AeTeid B Bo3pacTte 7 JIeT,
MpUYEM OTHOCUTEJIbHAsI 3a00JIeBA€MOCThb YBEIMYMBACTCS
C KaXIbIM IMOCJEAYIOIINM roaoM, cocTasiss oosee 20 %
HaOmoneHuli B Bo3pacte 10 JieT, ¢ IMocaeayouM mpeood-
namanueM [TKK y neteii crapine 14 et [20]. B HacTosmii
MoMeHT rpyrmoii akcreptoB SIOP-RTSG pekomeHmoBa-
HO MpPOBEIEHUE YPECKOXHOMN TOJCTOUTOIbHOU OHMOIICUM
OITyXOJIEii TTIOYEK BCeM JAeTsM B Bo3dpacTe 10 JieT u cTapiie,
a Takxke MauveHTaM B Bo3pacte 7—10 yeT ¢ omyxoiasMu
royex ooremoM < 200 cm? [20].

B onucaHHO#T HaMu TPyYIINE NAIIMEHTOB TOJICTOUTOIb-
Has Ouoricus OblIa MpoBeldeHa B 7 ciydasx, IMPU 3TOM
B 3 HaAOMIOAEHUSIX MaTepuasa ObUIO HEOOCTATOYHO IS
BepudUKaLMK Tpolecca, a B 1 ciaydyae MMEIO MECTO
OLIMOOYHOE YCTAaHOBJEHWE AuarHo3a HedpoobiacTo-
Mbl. [lonyyeHHBIe MaHHBIE YKa3bIBaIOT Ha TO, YTO TOJ-
CTOUTOJIbHASI OMOIICUSI OIyXOJIM JOJIKHA IPOBOIUTHCS
TOJIbKO B CIIELIMATU3UPOBAHHBIX YUPEKICHUSIX IETCKUM
XUPYProM, MMEIOLIMM OIBIT BbIIOJHEHUS JTaHHOIO
BMEILIATeIbCTBA, IIPU YETKOM COOJIIOACHUM OMUCAHHBIX
MPUHIIUIIOB OMOIICHM, 3a00pe HTOCTaTOUYHOIO KOJIuye-
cTtBa MaTepuasa (6 CTOJOMKOB TKAHMW IJIMHON 15 MM)
U TOCJICOYIOIIMM THUCTOJOTUYECKUM HCCIeI0BaHUEM
B pedepeHc-LIeHTpe IO MaTOMOP(OJIOruM OIyXojaeit
IMOYeK AETCKOro Bo3pacra [19].

B Hacrtosiiee BpemMs MOpearpUHUMAIOTCS TOIBITKU
pa3paboOTKM HOMOTpPaMM ISl «IIPEACKa3aHUsl» BEpO-
aTHocTh Hanmuus y maumeHta TTKK, ocHoBaHHBIX Ha
BO3pAacTe, pPAacoBOM IIPUHAUICKHOCTHU, JIaTePaJbHOCTU
MopaXkeHus1, pa3Mepax o0pa3oBaHusl, cTaauu 3abojeBa-
HUSI C UCTIOIb30BaHMEM OaJlJIbHOM cUCTeMBI [12].

Texymne pexkomengaunu SIOP-RTSG-2016 mo
obbeMy xupyprudeckoro yedeHusi [TKK ocHoBaHBl Ha
BBIMIOJIHEHUHU PaaWKaJIbHOTO XMPYPTUYECKOTro BMeIla-
TEJIbCTBA C 00S13aTEILHOM OLIEHKOM cTaTyca perMOHAapHbIX
JIY. TIpu atoM mormyckaeTcsi MPOBEASCHUE OpPraHOCOXpa-
HSIOLIMX OIepalMii, yYUThIBAsI BEPOSTHOCTb CYILLIECTBO-
BaHUSI HACJIEACTBEHHOM MPEApacOI0oXEHHOCTU Y YaCTU
MaLMEHTOB M PUCKA Pa3BUTHUSL METAXPOHHBIX OIYXOJICH.
B ciryyae monTBepskneHUsT MOP(OJIOTHISCKOTO Mopaxke-
HUsS peruoHapHbIX JIY TpeOyeTcsl BBITTOJHEHUE TOTalb-
Hoit tumdoauccekium. B myonukamum J.N. van der Beek
et al. mpencTaBieH MOAPOOHBIN 0030p MEXIyHApOIHBIX
nccaepoBanuii, nocesameHHbIx [TKK y geTeit u mogpoct-
KOB, KaK IIPaBUJIO, HOCSILIMX PETPOCIIEKTUBHbII XapaKTep
[13]. [TokazaHO, YTO YaCTOTAa OPTaHOCOXPAHSIOLINX OTIe-
pauuii BappupoBaia ot 6,5 10 38,5 % B nccieqoBaHUsIX
pasnuuHbIX rpymin [13]. B Hamreit koropre 00JbHBIX OTME-
YeH 3HAYMTEJIbHbIN YIeIbHbIA BeC MalleHTOB, KOTOPhIM
BBITOJIHEHA pe3eKiust moyku (38,5 %), 4To MOXKET ObITh
00YCJIOBJIEHO OTHOCHUTEIbHO HEOOIBIIMMU pa3MepamMu
OITyXOJIM Ha MOMEHT IIOCTAHOBKU TMarHo3a.

Bonblioii uHTEpeC MNPEACTABISIOT HEIABHO OILy-
OJIMKOBaHHbIE pE3YJbTaThl IIEPBOrO IPOCIEKTUBHOIO
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KCCJIEIOBAHUSI aMEPUKAHCKUX aBTOPOB, HAIIPaBJICHHOIO
Ha WM3ydyeHME CTPYKTYpbl 3a00jeBaeMOCTH, OUOJIOTUM
u pesynbratoB nedeHus [TKK y neTeir u Mooabix B3poc-
neix [15]. B mnccaepoBanum ARENO0321, Bkitoualoiiem
68 manueHTOB B Bo3pacte 10 30 jer (MenuaHa Bo3pacra —
13 ner), oTMeyaaoch 3HAYUTEIbHOE ITOMWHHPOBAHMUE
B CTpYKType rucrojorndyeckux rnoarumnon I[TKK tpancio-
KauuroHHoro tuna (58,8 % ciyuaes). [lopaxeHue peruo-
HapHbIX JIY BoisiBIieHO B 30,9 % HaOII0NEHNI, N3 KOTOPBIX
MpeBaJIMpPOBAIU MALIMEHThI C TPAHCIOKALIMOHHBIM TUIIOM
IKK (15/21, 71,4 %), oTnajaeHHble MeTacTa3bl HAOJIIOAA-
JIUCh TOJIbKO y 11 % manueHToB. ABTOpaMU MOAYEPKUBA-
eTcsl BaKHOCTh olieHKHM cTtaryca JIY, mockonbky B 38,2 %
cayyaeB JIY mopdosornyecku He olleHUBaIuch. OTCyT-
cTBUE MOP(OJOTMYECKOro MCCIEAOBAHUS PErMOHAPHBIX
JIY gaiiie 66110 CBSI3aHO C BBITTOJIHEHHEM PE3eKLIMY MOYKHI
10 CPAaBHEHMIO C IIPOBEACHUEM paIuKaIbHOM He(PPIKTO-
MMU. Y 3HaYUTENIbHOM YacTu nauueHToB (30 % ciaydaeB)
OTMEYaJIOCh JOKa3aHHOE MOpakeHue perruoHapHbIX JIY,
MpU 3TOM XapaKTepU3YIOIIeecs] TOCTaTOYHO BBHICOKUMM
nokazatensiMmu BCB 1 OB, uTo cBuaeTeIbCTBYET 0 Oosee
OnaronpusTHO OMOJIOTMM U TIPOTHO3e 3a00JIeBaHMUS
y 3TUX OOJIbHBIX II0 CPAaBHEHUIO C TUMCTOJOTMYECKUMU
BapUaHTaMU, XapaKTePHBIMU [UISI B3POCJIOM IOITYJISILIMA
mainueHToB. TeM He MeHee 3TU pe3yJIbTaThl MOIYT ObITh
JOCTUTHYTHI MpH MOPMOJIOrMYeCKOM IOATBEPXKIACHUU
craryca JIY v mpoBeileHUM KOPPEKTHOT'O XUPYPTUIECKOTO
BMelaTenbeTna [15].

ITpoGneMbl ¢ KOPPEKTHOI OLIEHKOI pacIpoCTpaHeH-
HOCTH IIpoliecca IyTeM OMOIICHH C ITOCISAYIOIIUM THCTO-
JIOTMYEeCKUM ucciaenoBaHueM JIY craHoBsITCs elie Oosiee
BBIPAKCHHBIMUA MPU aHAJIM3€ PYTUHHOM KIIMHUYECKOM
npakTuku. B wuccinemoBanuu, mpoBeneHHoM B CIIIA,
rnokasaHo, 4yro 3a6op JIY BeimoaHsuICS MeHee yeM y 15 %
JIeTei, TIOAPOCTKOB U MoJioAbiXx B3pocibix ¢ TTKK [21].
®akTopaMu, crocoOCcTByOIUMK 3a60py JIY B maHHOI
KOTOpTe MAalIMEHTOB, CIYXWIM OOJBIINIA pa3Mep OIyXo-
au (> 10 cm), 111 ctagusa 3ab6oseBaHus, 10OTIEpAllMOHHOE
KInHUYeckoe mnopaxeHue JIY, a Takke paavKajabHas
Hedpakromus. Kpome 3Toro, He00OX0IMMO OTMETUTD, YTO
ouomncust pernoHapHbix JIY wyale mpoBoguiiach B IIeH-
Tpax, MMEIOIIMX OOJIbIIUI OIBIT JICUEHUS MallMEHTOB
C OITyXOJISIMU TIo4eK [21].

BaxHbIM sIBIsIeTCSl HE TOJIBKO (haKT OMOTICUU PEruo-
HapHbix JIY y manuenToB ¢ I[1KK, HO u nx KoaudyecTBo.
IToka3zaHo, 4TO ISl CHUKEHUSI PUCKA JIOKHOHETaTUBHBIX
pe3ysIbTaToB OLieHKU pernoHanbHbIX JIY < 10 % Heobxo-
IUM MHTpaorepalMoHHbIi 3a00p He MeHee 5 JIY [22].
Kpome srtoro, ciemyeTr OTMETUTh, 4TO mopaxkeHue JIY
OTMEUAETCsl He TOJIbKO IpU OOJIBIIMX pa3Mepax OIyXO-
1, HO U Y nauueHToB ¢ Heboabmumu [TKK (< 7 cm).
B ucciaenoanum J. Geller et al. B ykazaHHOI TOATPYIIIIE
MalMEHTOB YaCcTOTa BbIIBICHUS MOpaxXeHHbIX JIY moxo-
ua 1o 47,5 % [18].

ITpoBeneHHbBI HaMU aHaIW3 Mokasai, 4yto y 14,3 %
OOJIbHBIX OTMEYaJIOCh JOKa3aHHOE MOpPaKeHUE pPEeruo-
HapubIx JIY (ctagust N1), B 32,1 % ciyuaeB cratyc JIY He
ObLIT ompeesieH, B YaCTHOCTHU, B 2 HAOMIOAESHUSIX TIPOBE-
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JieHa ouoricus HepernoHapHbIx rpyrm JIY. B nienoM Ham
JTaHHBIE TEMOHCTPUPYIOT TY K€ TCeHACHLINIO, YTO U B IIPO-
cnektuBHOM uccnenoBanuu ARENO0321, cBuaeTe1bCcTBY-
IOIIYI0 O TOM, YTO Y 3HAYUTEJIHHOIO YHMCJia IMalieHTOB
KOppeKTHas1 MHTepIpeTanus craryca JIY He mpencras-
JIsieTcsl BO3MOKHOI. B Hallleit Koropre OONBHBIX OBLIO
OTMEUEHO, YTO B LIEHTpaX, He CIeIUAJIM3UPYIOIIMXCS Ha
OHKOYPOJIOTUH, B PSIIE Cy9aeB OCYIIECTBIISIACH OMOTICUS
opbiKeeuHbx JIY Kak HauOoJiee TOCTYIMHBIX, KOTOPbIe He
MOTI'YT pacCMaTPUBATHCS B KAYECTBE PETMOHAPHBIX.

IIpoBeneHHBI HAMU aHAIN3 00beMa XUPYPruIeCcKOro
JICYEHUST M CTPYKTYPhI TOCTAaHOBKM IMAarHo3a B KOTOPTE
POCCHUICKUX IMAIIMeHTOB, IMOJYyYaBIINX TEPAITUIO COIJIACHO
npotokojiam rpyrnnbl SIOP-RTSG, nmo3Bonua BBHISIBUTH
CIIOKHOCTU AuarHocTuku u nedeHus ITKK B meguarpu-
yeckoit momynsanuu. Hamu yeTko moxkasaHa Koppessiius
MEXIY CJIeIOBaHUEM MEXIyHAPOIHBIM PEKOMEHIALIMSIM
1 MECTOM TIPOBEACHUS XUPYPTUUECKUX MOCOOUIH y Mmaliu-
entoB ¢ IIKK. IIpoBegeHue Kak OMOIICUM OITyXOJIH,
TaK M JAe(UHUTUBHBIX XUPYPIrUYECKUX BMEIIATEIHCTB
B HECMeINaJIu3UPOBAaHHBIX OHKOJOIMYECKMX IIEHTpax
MIPUBOAWIIO K OOJIbIIIEMY YMCITY OTKJIOHEHUI OT peKOMEH-
nmanuii. Tak, oTMedeHa MmpakThKa IIpoBeIeHUSI TIOBTOPHBIX
TOJICTOMTOJBHBIX OMOTICUI KaK pe3yJbTaT ITOJIyYeHUS
HEeIOCTaTOYHO MH(MOPMATUBHOIO MaTepuasa Ijs THUCTO-
JIOTUYECKOTO MCCJIeIOBaHUS B X0 MEePBOM MPOLIETYPHI,
YTO IMOTEHIIUAJTIBHO MOXET MPUBOAUTH K MOIOTHUTEIb-
HBIM XUPYPTUUECKUM OCJIOXKHEHUSIM, B YaCTHOCTH TTOBBI-
11aeT PUCK AMCCEMUHALIMU OIYXOJIEBOTO Ipoliecca.

[lo maHHBIM MeEXIYHApPOTHOM JUTEpaTyphl, Cpeau
ITKK moryT Takxke BCTpeuyaThCsl KUCTO3HbBIE BapUaHThI
[23]. JanHast uH(poOpMalus 4Ype3BbIYAHO BaxkHa ISt
BbIOOpaA ageKBaTHOIO oO0beMa XMPYpPruyeckoro Bmellla-
TenbcTBa. Tak, B 1 ciydae (mauueHT Ne 24) HerpaBUJIbHAs
UHTepIpeTanus: Kucrto3Horo xapakrepa [NKK mpusena
K BBITTOJTHEHUIO IPEHUPOBAHUS «KUCTBI».

WUcnonbs3oBaHue JIOMOOTOMUN B KauyeCTBE XUPYPIU-
YECKOTo IOCTyIla He TMO3BOJISIECT IPOBECTU aleKBaTHYIO
peBU3NI0 U Ouoricuio permoHapHbIx JIY. Beibop xupyp-
TUYECKOTO AOCTyIa B BHUAE JIOMOOTOMHUU C TMOMBITKOM
OPraHOCOXPAaHSIONIEH OTIepalli Y OJHOTO U3 OMMCAaHHBIX
HaMmu OOJIbHBIX ITPYBEJI K MHTPAOIIEPALIMOHHOMY pa3phIBY
onyxoau (mauueHT No 13).

[TonbITKN Oo0Mee «IIAASIIEero» XUPyPrudecKoro jJeue-
HUS B YPOJOTMUYECKMX OTHCICHUSIX B 0ObEeMe Jiamapo-
CKOITMYECKUX PE3EKIUN OIMyXOJer MOoYeK TPUBOIUIN
K BBITTOJTHEHUIO HepaauKaIbHOU OIepalu, OTCYTCTBUIO
YEeTKON UACHTUGUKAIIUM KpaeB pPE3eKIIMU OITyXOJIH,
OTCYTCTBUIO 3a00pa pernoHapHbix JIY, a Takke K MHTpa-
OIepallMOHHBIM OCJIOKHEHUSIM, B YACTHOCTU TaKUM, KaK
HapyllleHHe KPOBOTOKAa B COCYAax IOYEK C pa3BUTHEM
WIIEMUYECKOI He(poImaTuu.

Takum  o0pa3oM, KOPPEKTHBIM  XUPYpPTUYECKUit
JIOCTYII, YeTKOE CJIeA0BaHUE TIPUHLIMIIAM OHKOXUPYPTUH,
a TakXe OMBIT XUPYPIMUECKOM OpuUrambl UMEIN BaKHOE
3HAYEHHUE JUISI CHIDKEHUSI KaK YacTOThl HepaauKalbHBIX
oIepauuii, TaK ¥ YUCJIa XUPYPIra4eCKUX OCIOKHEHUM.
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Kak yxe oTMeyanoch Bblllle, HaIU4Me OTHAIICHHBIX
MEeTacTa3oB B MOMEHT ITocTaHOBKM auarHosa mpu TTKK
y JeTeil BCTpeuyaeTcss Mpu OOOOIIEHWU JIMTepaTypHBIX
naHHbIX B 23 % [13]. ITo naHHBIM HEMEIIKOTO ITOITYJISIII -
OHHOTO PETPOCIEKTUBHOIO MCCICNOBAHUS, OTHAJICHHBIC
MeTacTa3bl HaOMIOIAIMCh TONBKO B 8,2 % ciydae (4/49
nauueHTa) [2], a mo JaHHBIM MPOCIIEKTUBHOTO KJIMHUYE-
ckoro uccnenoBannss AREN0321, — B 11,9 % nabmoneHuin
(8/68 GonbHBIX) [15]. Hamnbonee vacroii jokaiu3arueit
OTIAJICHHBIX METACTa30B SIBJISIIOTCS JIeTKME U TeueHb [13].
B Harreit koropte yacTh alleHTOB ObLTa He J000CIeI0Ba-
Ha, B YaCTHOCTH, UM He ObLIa IIPOBeAeHAa OCTEOCLIMHTUIPA-
(ust B LesIsIX UCKITIOUEHMSI KOCTHBIX METACTa30B, II03TOMY
CTaausl TPaKTOBaIach Kak MX, OHAKO JOKAa3aHHBIX MeTa-
CTa30B Ha MOMEHT ITOCTAHOBKM JMarHo3a He 0TMeYajioCh.

IIporHo3 y nennatpuueckux mnauneHtoB ¢ [TKK pac-
CMaTpUBaeTCs Kak 0oJiee 01aronpusITHbBINA 110 CPaBHEHUIO
€O B3pocIIoit monysiueit 6onbHbIX [1]. [To jTaHHBIM ITPO-
cnektuBHoro ucciaegosanust AREN0321, 4-netusist bCB
u OB cocraBuiu 80,2 % u 84,8 % COOTBETCTBEHHO IS
BCeli rpyniibl maiyeHToB [15]. MHTepecHBIM SIBIISIETCS TOT
(hakT, yTo TIOpaxkeHue pernoHapHbIX JIY He oKa3bIBaeT
3HAYMMOI'0 HETaTUBHOIO BJIMSIHUSI Ha IPOrHO3 3a00JjIeBa-
HuUs. BriepBbie JaHHBIN (aKT ObLT OMKUCAH B ITyOJIUKALIUKA
J.I. Gelleru J.S. Dome B 2004 1. [1]. Pe3ynbTaThl MpocIeKk-
TUBHOTO HabJoAeHM 3a MarmeHTamu ¢ N1MO-cragueit
3a001eBaHUSI TIOATBEPKIAIOT JaHHOe Habmonaenue, bCB
u OB cocraBunu 87,5 % u 87,1 % coorBeTcTBeHHO [15].
IIporHocTnyeckumu (hakTopamMu, HEraTUBHO BIIUSIOIIN-
MU Ha nokasatenu Kak BCB, Tak u OB, siBnsioTcst Hanu4une
OTHaJIeHHBIX MeTacTa3oB 1 MenyisspHbiil Tui ITITK. Tak,
BCB u OB nanuenToB ¢ [V cragueii 3a001eBaHUsI COCTaB-
1107 33,3 % 1 29,2 % cootBeTcTBeHHO [15]. ITo maHHBIM
HEMELKMX aBTOPOB, IIOJ IallMEeHTa, BO3PACT, pa3Mepbl
onyxonu u tucronorndeckuii Tun INKK He mokaszanu
cTaTUCTUUYECKHU 3HauMMoii Koppensuuu ¢ BCB u OB [2].
HawuGosee yacroii nokanu3alueil peluarnBa 3a001eBaHUS
SIBJISIJIACH JIETKUE, TIeUeHb, pernoHapHbie JIY u koctu [2].
B Hamreit koropre 00JIbHBIX HEOMAronpusITHbIE COOBITUS
HaOJII0aIUCh B 2 Cilydasix, B IOCJICOYIOLIEM OHM CTalu
MPUYMHOI JIeTaJIbHOI'O UCXOJIa.

BoiBoan1

ITKK — penxwuii Bua ormyxoJsiv mouex y aeteit. TpaHcio-
KallMOHHBIN 1 manmwuisipHbiil BapuaHThl [TKK saBnsroTcs
NPEeBATUPYIOIIMMUA B TI€AMATPUYECKON  TTOIYJISIIINH.
B Hacrosgmuii MOMEHT paauKalbHasg He(ppPIKTOMUS
Cc 00s3aTeIbHBIM MOP(MOJIOTUUECKUM UCCIIeIOBaHUEM
pernoHapHbIX JIY paccMaTpuBaeTcs B KauecTBe CTaHIAPT-
HOTO JICYCHUSI, TIPU 3TOM B HEKOTOPBIX CIydasxX MOXKET
00CyX1aTbCsl BBIMIOJHEHWE OPraHOCOXpPaHSIOIIE orie-
paumu. OO0sA3aTeIbHBIM SIBISIETCS MEXIMCUMILTMHAPHOE
00CyXIeH1e TAKTUKU BeICHUs U BBIMOJHEHUE XUPYPTHU-
YECKOTI0 JICUeHHUs B LIEHTpaX, CHCHUATM3UPYIOLINXCS Ha
MeIuaTpUIeCcKol OHKOYPOJIOTUHM, C TTOCIECIYIOIIUM IIpO-
BEeICHUEM IIJITAHOBOTO T'MCTOJIOTMYECKOTO MCCIIeI0BaHUS
akcrepToM B obsactu [TKK y geTeit n monpocTKoB.
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